... ISSN 2073-8803 (Print)
P y C C K M )K y P H A n ISSN 2412-9178 (Online)

OETCKOM
HEBPOAOI'MIN

RUSSIAN JOURNAL OF CHILD NEUROLOGY

TOM 21/ VOL. 21




s’ TETCKOU
HEBPOAOI N

EXEKBAPTANbHbBMWU HAYYHO-NPAKTUYECKUN PELEH3UPYEMDBMUWU XYPHAIN

http://rjdn.abvpress.ru

Llenb xypHana — nybnukaums coBpeMeHHoW MHdopmaummu o npobnemax
W BOCTUKEHUAX B 06/1aCTU HEBPOJIOTUM LETCKOTO BO3pacTa.

B »ypHane Bbl HaliaeTe MaTepuansbl, NOCBALWEHHbIE COBPEMEHHBIM METOAM
AVNArHOCTUKM U NEeYeHUs WIMPOKOro cnekTpa 3aboneBaHnit HEpBHOM CUCTe-
Mbl y fieTeit (B TOM YMCNe COBPEMEHHbBIM JOCTUXEHUAM B 06nacTh anunen-
TONOTUM), OPUrMHANBHbIE U 0030PHbIE CTaTb, OCBeLaloL e 0CO6eHHOCTH
KnaccuduKkaLmm, Ho3010rMYeckyto cneynduUYHOCTb pasanyHbiX hopm anu-
NEencun u TepaneBTMYecKUe NOAXOAbl (AaHTUINUNENTUYECKas NeKapCcTBeH-
Has Tepanus, Npexupypruyeckas [MarHocTuKa U XMpYpruyeckoe neyeHue
3NUNENCUN), a TAKXKE ONMUCAHUSA CIyYaeB PefKMUX M aTUNNYHO NPOTEKAIOLLMX
HEeBPONOrMYeckux 3abonesaHui.
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NamotpupuH (Ceit3ap) B neyeHumn anuaencum:
pe3ynbTaTbl 7-71eTHEro NpMMeHeHUA npenapara
B 06beAUHEHUN MeJULMHCKUX YUpeKAEHNA

No AMArHOCTUKE, JIeYEHUIO U peabunuTauumu
3a60J1eBaHMIN HEPBHOMN CMCTEMbI M ANUJIENCUM
um. Ceaturensa JIyku

M.IO. Bo6bL10Ba, JI.1O. ImyxoBa, O.A. IIbi1aeBa

1000 «Hnemumym demckoii neéponoeuu u snusencuu um. Cesmumens Jlyxu»; Poccus, 108842 Mockea, Tpouuk, ya. Haeopuas, 5, 8;
2000 «Hucmumym demckoii u 83pocaoii Heeposoeuu u snunencuu um. Cesmumens Jykus; Poccus, 119571 Mockea,
ya. Akademura Anoxuna, 9

KoHTaKTHhI:

JNapuca HOpbesHa Mmyxosa glucort@bk.ru

Llenb pa6oTbl — aHanu3 3chdekTMBHOCTH M nepeHocumocTi namoTpupkura (Ceiizap; 000 «Ankanoua-Pycy, Pecny6nuka
MaKenoHus) B NeYeHUM pasnnyHbIX HOPM 3NUIENCUMN HAa OCHOBAHUM ANUTENLHOTO OMbITa NPUMeHeHUs npenapara B 06b-
eNVHEHUN MESULUHCKUX YYPEXAEHUI NO AMArHOCTUKE, NIEYEHUI0 U peabunutaumumu 3abonesaHunii HepBHO CUCTEMBI
v anunencuun um. Catutens Jiyku (MHCTUTYT feTckoit Hesponorum u anunencum uM. Ceatutens Jlyku/UHcTuTyT fetckoit
¥ B3pOC/ON HEBpoNOruu u anunencuu um. Ceatutens Jlyku).

Matepuansl u metopbl. [IpoBefeHO PETPOCNEKTUBHOE KOTOPTHOE UCCNEA0BaHINE, OCHOBAHHOE HA aHaNn3e KIMHUYECKNX
JaHHbIX 628 nauueHToB (B BO3pacTe OT 3 Ao 46 neT; 595 peteil n 33 B3pocsbix (20 XKEHWMH U 13 MYXUYUH); CpesHuit
Bo3pact 10,5 roga; 319 — myxckoro 1 309 — eHCKoro nona), HaxoAMBIIMXCA NOA HabnogeHnem B OO6besUHEHUY MeU-
LMHCKUX YYPEXAEHUA NO [UArHOCTUKE, TEYEHUI0 U peabunutauum 3aboneBaHuit HepBHOK CUCTEMbI U 3NUaencuu
um. Ceatutens Jlyku u nonyyaslwmx Ceitsap B TeueHue 7 net (c uoHs 2018 r. no ceHTabps 2025 1.).

PacnpepeneHue no gopmam anunencuu: CTpYKTYpHas U NPeAnoNoXMUTENbHO CTPYKTYpHasA hokanbHas anunencus/dokanb-
Has 3NUNEeNcUs HeyCTaHOBNEHHOW 3ToNOrUKn (N = 496); reHeTUYECKUEe U NPeAnoNOXKUTENbHO FeHETUYECKNE 3NUIENCUM,
a Takke 3Huedanonatum passuTuA U anunenTuyeckue (n =97); MaMoONaTMYECKue reHepanu3oBaHHble anunencuu (n = 35).
MauneHTam Obin HazHayeH Celi3ap B [ONONHUTENLHOI TEPANnUM UK B MOHOTEpPANWK, B 403e 3—5 Mr/Kr/cyT, C nocTeneHHoi
TUTpauueil B TedeHne 4—8 Hep [0 Uenesoit fo3bl 37,5-500,0 mr/cyT. B panbHeitwem fo3y Ceii3apa koppekTuposanu
B 3aBMCMMOCTW OT KAMHMYECKOTo 3ddeKTa, pe3ynbrata 3nekTpo3Huedanorpad@myeckoro NccnefoBaHna U KoHLUEHTpaLum
npenapara B KpoBu. Tpu B3pOC/bIX NauueHTKW nonyyanu Ceit3ap 0HOKPATHO B CYTKK: B 2 Cy4asXx — Ha HOYb, B 1 ciyyae —
yTpoM, B fo3e 200 Mr/cyT. B ocTanbHbIX ciyyasx nauueHTs npuHumany Ceitsap 2 pasa B JeHb.

Ceit3ap npuMeHsacs B MOHOTEpanuu y 176 nauueHTOB UAW Obin [o6aBAEH K APYrUM aHTU3INUAENTUYECKUM NpenapaTam
y 452 nauueHToB (coyeTtaHue Ceiizapa c 1 aHTU3INUNENTUYECKUM NPENApaToM UMeso MecTo y 379 nauueHTOB, CoYeTaHne
C 2 aHTU3NUAENTUYeCcKUMU npenapatamu —y 73). Y 5 nauueHTos k Ceii3apy fo6aBnanCA Banbnpoar ¢ JOCTUKEHUEM Te-
paneBTUYeckoro addekta 6e3 panbHeliweit otmeHsl Ceit3apa. Y 2 NauMeHTOB C BbICOKOM 3 (EKTUBHOCTLIO B AasbHelLeM
CTan BO3MOXEH yCnewHblit nepexof c nonutepanuu Ha MoHoTepanuio Ceitzapom. [lBeHaauaTb NaLuNeHTOB, NPUHUMABLIMX
paHee Apyroi aHanor NamoTpuUXKMHa, 6b1nn nepesefeHsl Ha Ceit3ap 6e3 yxynlWeHUs TeYeHNUs 3Nunencuu.

Mepurog kaTaMHeCTUUYECKOro HaboieHUs cOCTaBuA OT 6 Mec [0 >7 NeT. B aHanu3 Gbinun BKAKOYEHbI NaLueHTbl, HabnoaaB-
wmecs He MeHee 6 mec.

Pesynbrarbl. TepanesTuyeckas pemuccus npu npueme Ceiizapa gocturHytay 306 (48,72 %) naumeHToB 13 628. CHuxeHue
4acToThl NPUCTYNOB Ha 50 % 1 6onee HabNIOAANOCH AONONHUTENLHO Y 157 (25 %) NauneHTOB U3 628; 3dEKT OT NeyeHus
oTcyTCcTBOBaN B 165 (26,3 %) cnyyasx.

B 113 (17,9 %) cnyyasx Ceit3ap Obin OTMEHEH B CBA3W C HEAOCTATOYHON 3((EKTUBHOCTLIO UM YTPATOI NEPBOHAYANLHOMO
BbIpaxeHHoro addekTa (cnycts 6-12 mec neyeHns). B uenom tepanestuyeckuil ekt (peMuccus unm ypexeHue npuctynos
Ha 50 % u Gonee) [OCTUTHYT y 463 (73,7 %) nawueHToB U3 628. NpuHUMas BO BHUMaHWe npeobnagaHue B UCCNEAOBAHUM
NaLMeHTOB C TPYAHOKYpPabenbHbIMM GOPMaMU 3NUNENCUU, MOXHO KOHCTAaTUPOBATb, YTO 3TOT NOKa3aTeNb OYEHb BbICOK.
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Hanbonbuwyio addektusHocTs Ceii3ap NpOAEMOHCTPUPOBAN NpU GoKanbHbLIX 3nNuUnencusx (CTPYKTYPHbIX, MPEANO0XKM-
TENbHO CTPYKTYPHBIX, CTPYKTYPHO-TEHETUYECKNX U HEYCTAaHOBNEHHOW 3TMONOTMM), @ TAKXKE NPU CUHAPOMAX UAMONATUYECKUX
reHepanu3oBaHHbIX anuaencuit. IPPeKTUBHOCTb NPU FEHETUYECKUX TeHepan30BaHHbIX INMUENCUAX U INUNENTUYECKUX
3HUedanonatuax 6bina MEHEE BbICOKOW.

Xopowas nepeHocumocTs Ceii3apa oTMeyanack y NofasasioLLero 60nbWMHCTBA NauueHToB — 573 (91,3 %). MobouHbie
3ddekThl, CBA3aHHbIE C Tepanueit Ceii3apom, 3apeructpupoBanbl y 55 (8,76 %) nauueHToB. B GonblmnHCTBe Cyyaes
0TMeYannCh NpexofsALMe HapYLEHUSA B BULE FONOBOKPYXEHUS, TONOBHOW 60K, TPEMOPA, TOWHOTHI, KOTOPbIE HE NOTpe-
60Banu oTMeHbl Npenapata. Aniepruyeckue peakiium UMeN NPenMyLLEeCTBEHHO KOXHbIE NPOABIEHUA — aNepruyeckyio
KOXHYI0 Cbinb, KoTOpas Gbina otmeyeHa B 37 (5,8 %) ciyyasx U3 628 1 NosBMIACh B TEYEHWE NEPBLIX 2 MEC TEpanuu.
AHruoHespoTuyeckuit otek (otek KBuHKe) 3apernctpuposad y 1 nayuenTa. Heo6xopumocts oTmeHbl Ceit3apa u3-3a nio-
X0/ NepeHoCMMOCTH BO3HUKNA BCero Y 15 (2,4 %) U3 628 nayMeHTOB, NpUYEM efUHCTBEHHO NPUYNHON NpeKpalieHus
Tepanuu cTanu annepruyeckune peakumu. B octanbHbIX Cyyasx KOXHaA CbiNb HOCMNA TPAH3UTOPHbIN XapakTep, He noTpe-
60Bana OTMeHbl Npenapara, a ee CBA3b C NPUEMOM JIAMOTPUAXKMHA OCTaNach Hej0Ka3aHHOI.

B 2 cnyyasx Ceit3ap 6bin BBEAEH B TEpPANuI0 y NaLWUEHTOK penpofyKTMBHOMO BO3PACTa C Liefiblo CHUXEHUS 403bl BaNbNPO-
ata B CBA3U C BbIPAXEHHLIMU HAPYLWEHUAMU MEHCTPYaNbHOrO LIMKAA, MOBbIWEHMEM MACChl Tena, anoneuuei, oTekamu.
CHuxeHune [o3bl Banbnpoara sasoe (8o 750 mr/cyT) B kKom6uHauum ¢ Ceiizapom NpUBENO K 3HAYNUTENBHOMY YYULEHUIO
nepeHocumocTu Tepanun. OfHa NaLueHTKa poauna 350poBoro peberka Ha MoHoTepanuu Ceit3apom B go3e 350 Mr/cyT.
Vny4weHue HacTpoeHus (y B3pOC/bIX NALWEHTOB), @ TAKXKE NOBELEHUS, Pa3BUTUA U 00yyeHus (y fAeTeil) Ha oHe Tepanuu
Ceit3apom oTmeuyeHo y 380 (60,5 %) nauueHToB u3 628. B 5 cnyyasx Ha doHe Tepanuu Celi3apom B CBA3M C YNyYLIEHUEM
MCUXNYECKOr0 COCTOSHUA Y B3POCAbIX NALMEHTOB C paHee AMArHOCTUPOBAHHOM fenpeccueit cTana BO3MOXHON OTMeHa
aHTUgenpeccaHToB. Hu B OfHOM cilyyae He GbIN0 OTMEYEHO HeraTMBHOO BAUAHMA Celi3apa Ha NamaTb, BHUMAHUE, HACTPO-
eHue 1 noBefieHune (Mo OLEHKE NALMEHTOB U POAUTENEN, B PAAE CllyyaeB — Hellponcuxonora).

Bbicokyio 3thdeKTMBHOCTL M XOpOLLYio nepeHocMocTb Ceit3apa noaTBepAaET daKT npuBepKeHHOCTH NedeHuto: 500 (79,6 %)
13 628 nauMeHTOB NPOJOMKUIM NPUEM Npenapara 3a nepuog HabnoaeHus (KOTopelil BapbUpyeT oT 6 Mec fo 7 fieT).

37U faHHble CBUAETENbCTBYIOT O TOM, YTO NPU KOPPEKTHOM TUTPALMU U KTMHUYECKOM HAGNIOAEHUN NTAMOTPULKMUH MOKET
paccmaTpuBaTbCs Kak Npenapar ¢ 0TIMYHOI NePEHOCUMOCTbIO, 0COBEHHO 3HAYNMOII ANA feTell C KOMOPOUAHBIMU HapyLle-
HUAMM Pa3BUTMA U NOBEAEHUSA, NS KOTOPbIX CeAaTuBHble 3PdEKTb U KOFHUTUBHAsA 3aTOPMOXKEHHOCTb MMEIOT KpUTUYECKoe
3HayeHue.

BbiBoabl. Haw aHanus nokasan BbiCOKy 3HEKTUBHOCTb U Xopolwyto nepeHocumocTb Ceit3apa B 6onblwoii KoropTe
(c npeobnagaHuem nauMeHToB AETCKOrO BO3PACTa) C pasNnNyHbIMU GOpMaMM NUNENcUm.

KnioyeBble cnosa: anunencus, anunenTuYecknii npuctyn, namotpuaxuH, Ceiizap, ahheKTMBHOCTb, NEPEHOCUMOCTb,
y AeTen, y B3poChbIX

Ins yutupoBanus: bobuinosa M.H0., Myxosa J1.10., MyxuH K.10., Meinaesa 0.A. JlamotpugxuH (Ceitap) B neyeHnu anu-
JIENCUU: pe3ynbTaThl 7-N€THEro0 NpuMeHeHus npenapata B 06beAMHEHUM MeANLIMHCKNX YYPEXAEHUA NO AUATHOCTUKE,
JIeYeHUI0 U peabunuTtaumu 3a6oneBaHuil HEPBHOM cucTeMbl U 3nunencun um. Ceatutens Jlyku. Pycckuii )kypHan aetckoi
HeBponoruu 2026;21(2):17-45.
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Lamotrigine (Sazar) in the treatment of epilepsy: seven years of experience in Svt. Luka’s
Association of Medical Institutions for the Diagnosis, Treatment, and Rehabilitation of Nervous
System Diseases and Epilepsy

M. Yu. Bobylova, L.Yu. Glukhova, | K. Yu. Mukhin, O.A. Pylaeva

ISvt. Luka’s Institute of Child Neurology and Epilepsy; 5, 8 Nagornaya St., Troitsk, Moscow 108842, Russia;
28vt. Luka’s Institute of Child and Adult Neurology and Epilepsy; 9 Akademika Anokhina St., Moscow 119571, Russia

Contacts: Larisa Yuryevna Glukhova glucort@bk.ru

Aim. To assess the efficacy and tolerability of lamotrigine (Sazar; LLC “Alkaloid-Rus”, Republic of Macedonia) for various
forms of epilepsy, based on long-term experience of Svt. Luka Association of Medical Institutions for the Diagnosis,
Treatment, and Rehabilitation of Nervous System Diseases and Epilepsy (Svt. Luka’s Institute of Child Neurology
and Epilepsy/Svt. Luka’s Institute of Child and Adult Neurology and Epilepsy).

Materials and methods. A retrospective cohort study was conducted based on the analysis of clinical data from 628 patients
(aged 3 to 46 years; 595 children and 33 adults (20 women and 13 men); mean age 10.5 years; 319 males and 309 females)
monitored at Svt. Luka Association of Medical Institutions for the Diagnosis, Treatment, and Rehabilitation of Nervous
System Diseases and Epilepsy who received Sazar over a 7-year period (from June 2018 to September 2025).
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Distribution by epilepsy types: structural and presumably structural focal epilepsy/focal epilepsy of unknown etiology
(n=496); genetic and presumably genetic epilepsies, as well as developmental and epileptic encephalopathies (n = 97);
idiopathic generalized epilepsies (n = 35).

Sazar was administered as adjunctive therapy or monotherapy at a dose of 3-5 mg/kg/day, with gradual titration over
4-8 weeks to a target dose of 37.5-500.0 mg/day. Subsequently, the dose of Seizar was adjusted depending on the clinical
effect, electroencephalography findings, and blood drug concentrations. Three adult female patients received Sazar
as a single daily dose of 200 mg/day (at bedtime in 2 cases, and in the morning in 1 case). In all other cases, patients
received Sazar twice daily.

Sazar was administered as monotherapy in 176 patients or as adjunctive treatment to other antiepileptic drugs in 452 patients
(combination of Sazar with one antiepileptic drug occurred in 379 patients, and with two antiepileptic drugs in 73 patients).
In five patients, valproate was added to Sazar, achieving a therapeutic effect without subsequent discontinuation
of Sazar. In two patients with high treatment efficacy, a subsequent successful switch from polytherapy to Sazar mono-
therapy became possible. Twelve patients previously treated with another lamotrigine generic were switched to Sazar
without any worsening of epilepsy course.

The follow-up period ranged from 6 months to more than 7 years. Patients followed up for at least 6 months were
included in the analysis.

Results. Therapeutic remission was achieved in 306 out of 628 patients (48.72 %) receiving Sazar. Therapeutic remission
with Sazar was achieved in 306 out of 628 patients (48.72 %). An additional 157 out of 628 patients (25 %) showed
an at least 50 % reduction in seizure frequency; 165 patients had no therapeutic effect (26.3 %).

In 113 cases (17.9 %), Sazar was discontinued due to insufficient efficacy or loss of the initial robust response (after
6-12 months of treatment). Overall, a therapeutic effect (remission or an at least 50 % reduction in seizure frequency)
was achieved in 463 out of 628 patients (73.7 %). Given the predominance of patients with drug-resistant forms
of epilepsy in this study, this rate can be considered exceptionally high. Considering that the study population
predominantly consisted of patients with drug-resistant forms of epilepsy, this rate can be considered exceptionally high.
Sazar demonstrated the highest efficacy in focal epilepsies (structural, presumably structural, structural-genetic,
and that of unidentified etiology), as well as in idiopathic generalized epilepsy syndromes. Efficacy was lower in genetic
generalized epilepsies and epileptic encephalopathies.

The majority of the patients (n =573 (91.3 %)) demonstrated good tolerability of Sazar. Sazar-associated side effects
were reported in 55 patients (8.76 %). In most cases, transient disturbances such as dizziness, headache, tremor,
and nausea were observed, none of which required discontinuation of the medication. Allergic reactions predominantly
manifested as a skin rash, which was reported in 37 out of 628 patients (5.8 %), within the first two months of therapy.
Angioedema (Quincke’s edema) was reported in one patient. Discontinuation of Sazar due to poor tolerability was required
in only 15 of 628 patients (2.4 %), with allergic reactions being the sole reason for treatment cessation. In the remaining
cases, the skin rash was transient, did not require drug discontinuation, and its association with lamotrigine treatment
remained unproven.

Two female patients of reproductive age started Sazar to reduce the valproate dose that caused severe menstrual disorders,
weight gain, alopecia, and edema. Halving the dose of valproate (up to 750 mg/day) in combination with Sazar
significantly improved treatment tolerance. One patient gave birth to a healthy baby when she was receiving monotherapy
with Sazar at a dose of 350 mg/day.

Improvements in mood (in adult patients) as well as behavior, development, and learning (in children) during Sazar
therapy were observed in 380 of 628 patients (60.5 %). In five cases, improvements in mental status during Sazar therapy
enabled the discontinuation of antidepressants in adult patients with previously diagnosed depression. No negative
effects of Sazar on memory, attention, mood, or behavior were observed in any of the cases, as reported by patients
and parents, and in some instances, by a neuropsychologist.

The high efficacy and favorable tolerability of Sazar are confirmed by treatment adherence data, with 500 of 628 patients
(79.6 %) continuing the drug throughout the follow-up period (range: 6 months to 7 years).

These data indicate that, with correct titration and close clinical monitoring, lamotrigine can be considered
a well-tolerated drug. This is particularly significant for children with comorbid developmental and behavioral disorders,
for whom sedative effects and cognitive slowing are of critical concern.

Conclusion. Our analysis demonstrated the high efficacy and favorable tolerability of Sazar in a large cohort,
predominantly consisting of pediatric patients, with various forms of epilepsy.

Keywords: epilepsy, epileptic seizure, lamotrigine, Sazar, efficacy, tolerability, in children, in adults

For citation: Bobylova M.Yu., Glukhova L.Yu., Mukhin K.Yu., Pylaeva 0.A. Lamotrigine (Sazar) in the treatment of epilepsy:
seven years of experience in Svt. Luka’s Association of Medical Institutions for the Diagnosis, Treatment, and Rehabilitation
of Nervous System Diseases and Epilepsy. Russkiy zhurnal detskoy nevrologii = Russian Journal of Child Neurology
2026;21(2):17-45. (In Russ.).
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BeepeHune

JlaMOTpUIKMH OBLT MEPBBIM CPEAU aHTUIMUJIETITUYE-
ckux npenapaTtoB (ADI1) mocaeaHero MoKoJIeHUsI 3aper-
CTPUpPOBaH IS JiedeHus snuiericuu B 1991 ., ctan uc-
MOJIb30BaThCS 3HAYUTEIBHO paHbllle APpYyruX HOBbIX ADII,
U K HacTOsIIIeMy BpEMEHU HaKOILIEH OOJIBIIION OMBIT €ro
MPUMEHEHMS B JIYEHUU SMUJIETICUM, XOPOIIO M3YYeHbI
MeXaHU3M AeicTBUS, 3 (HEKTUBHOCTD U ITEPEHOCUMOCTh
(K.}O. MyxuH u coasr., 2022, 2023; WU.I. Pynakona, 2023;
A.G. Marson u coasr., 2007, 2021).

Ceiizap (mamorpumkuH; OO0 «Ankanoua-Pyc»,
Pecnyonuka MakenoHust) OblLI 3apeructpupoBaH B Poc-
cuiickoit ®epeparuu B 2009 1. Pe3ybraThl UCCieTOBaHUIMA
MOKa3ajy BbICOKYIO 3(D(EeKTUBHOCTD U XOPOIIYIO TIEPEHO-
cuMocTb npenapata. [IpenMyniecTBa 1aMOTPUIKMHA B Jie-
YyeHUHU (pOKaTbHBIX U HEKOTOPHIX TUIIOB T'eHepaJTUu30BaH-
HBIX MPUCTYIIOB Y MAlIMEHTOB Pa3HbIX BO3PACTHBIX I'PYIII
KakK B BUJIE JOMOJHUTEIbHON Tepanru, Tak U B MOHOTE-
panuu MOJyYUIu MOATBEPXKACHUE BO MHOTHX paboTax
(T.E. Barron u coasr., 2000; A.G. Marson u coasrt., 2007,
C.P. Panayiotopoulos, 2007, 2010; S.J. Wallace, 1990).
ABTOpPBI MOTYEPKUBAIOT BHICOKYIO 3(D(HEKTUBHOCTD U XO-
pOIIYIO TIEPEHOCUMOCTh JIAMOTPUIIKMHA, B TOM 4YHCJIe
npu anuteabHoM nedeHuu (E. Faught u coast., 2004),
KOTOpBbIE OBUIM MTPOIEMOHCTPUPOBAHBI BO MHOTHX UCCJIE-
JTOBaHUSIX C Pa3HBIM AU3afHOM, B TOM YUCJIE CPAaBHUTEIb-
Hbix (L. Kaminow u coaBrt., 2003; M. Nieto-Barrera u co-
aBT., 2001; A.G. Marson u coanr., 2007; D. Chadwick,
T. Marson, 2007; A. Marson u coast., 2021); a Takzke OJy1aro-
MNpUSITHOE BIMsIHUE Ha HacTpoeHue (M. Mula, J.W. Sander,
2007; V.V. Kalinin, 2007; R. Schubert, 2005; E Andersohn
1 CoaBT., 2010), KOTHUTUBHbBIE (PYHKLIMK U KAYECTBO XKU3HU,
B TOM uncie y aereit (R. Moavero u coaBr., 2017; R. Schubert,
2005; A. Aldenkamp u coaBT., 2016).

Bbiaensror 2 o0CHOBHBIX MEXaHU3Ma IMPOTUBOAITWIIET-
Tyeckoro neicteus Ceilzapa: cTabuanM3anus mpecuHan-
TUYECKON HeWpOoHaJbHOI MeMOpaHbl 3a CYET OJIOKAIbI
BOJIbTAXK3aBUCUMbIX HATPUEBBIX KAHAJIOB 1 OTpaHUYEHUE
BBICBOOOXKIEHUST BO30YKIAIOIIUX HEIpOMeaMaTOPOB: Ty~
TaMmaTa M acliapraTa; mpernapar TakxkKe MOAYJIUPYET BOJIb-
TaX3aBUCHUMYIO KaJIbIIUEBYIO IPOBOAMMOCTD B KATbLIUEBBIX
KaHajgax N-Tuna v KajaueByro mpoBoaumocTs. Ceiizap
UMeeT Lebli psia hapMaKOKUHETUYECKUX ITPEUMYIIECTB:
JIMHEHYI0 (hapMaKOKWHETUKY, TOCTATOYHO IJIUTEIbHBIA
MepUo MOMYBBIBEAEHUSI MpU MOHOTepanuu — 20—41 g
(B cpenHeMm 20—29 4), cpenHUi MPOILIEHT CBS3bIBAHUS
¢ 6enkamu T1a3Mebl (55 %); IpOXOIUT MeTabOIM3M B Tie-
YeHU, HO HEe CTUMYJIMPYET IIIOKYPOHWITPpaHChepa3HyIO
CHCTEMY, TOTOMY MaJIO BCTYIIAET B JIEKAPCTBEHHBIE B3aMO-
nerctBust. OmHako apyrue ADIT MoryT BIvsITh Ha METabO0IM3M
JIAMOTPUIKUHA: MHAYKTOPbI (PePMEHTOB TeueHu (0apouTy-
paThbl, KapOaMaseIuH, (DEHUTOUH) CIIOCOOHBI YCKOPSITh METa-
0oIM3M TIperapara, a BablIpoaT 3aMeUIsIeT eT0 BbIBEeACHUE
(L.M. Frank u coaBr., 1997; O. Dulac, 1994).
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Ceiizap BbIITyCKaeTCs B BUIE TabJETOK, ComepKaIIux
25, 50, 100 u 200 mr namoTpumkuHa. IIpenmyinecTBoM
Ceiizapa nepen ApyruMu MpenapaTaMmy U3 rpymHIbl JamMo-
TPUIKUHA SIBJISIETCSl HaJuuMe TadyeTok ¢ no30i 200 ML
bnaromaps wirenbHOMY iepuony noyBbiBeaeHus: Celizap
MOXET MPUMEHSITbCS OMHOKPATHO B cyTKU. CorJlacHO UH-
CTPYKIIMM, OMHOKPATHO B CYTKH MOXET IMPUMEHSTHCS JTto0ast
noza Ceiizapa, Tak Kak NMEepUO MOJYBbIBEACHUS €IUH
IU1st BeeX 103. OnHaKo HaTuuue TabaeTMpoBaHHOMN (hOpMbI
¢ 103011 200 Mr 0cOOEHHO YIOOHO TSI B3POCIIbIX, TaK KaK 3Ta
J103a SIBJISIETCS] TepaneBTUIECKOM BO MHOTHX CITyJastx. Takum
00pa3oM, MalMeHTbl MOTYT ITPMHUMAaTh TabJeTKy Celizapa
200 Mr OMHOKPATHO B CYTKM, UTO MOBBIIIIAET KAYECTBO XKM13-
HU ¥ KOMIUTA€HTHOCTb JICYEHUS.

Ceiizap 3apeructpupoBad B Poccuiickoit @enepaiu
TS IPUMEHEHMS y JieTel ¢ 3-1eTHero Bo3pacrta. [TpumeHnsi-
eTcd y AeTeil crapiie 12 JeT 1 B3pOC/bIX B COCTaBe IMOJIM-
WJIM MOHOTEPAINUU ST JIe4eHUs (hOKATbHBIX M TeHEPaTU30-
BaHHbIX (BKJII0YAsi TOHUKO-KJIOHMUYECKHE) SIMUICITUYECKIX
MPUCTYTIOB, MUJIETITUYECKUX MTPUCTYIIOB MPU CUHAPOME
Jlennokca—Iacto. Y ngeteit B Bo3pacte ot 3 10 12 et (B 11o-
smrepanun) Ceiizap MpuMeHsIeTCs 181 JiedeHUsT (POKaTbHBIX
U FeHepaJIM30BaHHbBIX (BKJTI0Yasi TOHUKO-KJIOHUTYECKKE) M-
JIENTUYECKUX TPUCTYIIOB, SMUJIENTUYECKUX MPUCTYIIOB
npu cuHapome JleHHokca—IacTo. B 310t Bo3pacTHoI rpyrie
TaKKe paspelieHa MoHoTeparus CeiizapoM Mpu JOCTYKEHUN
KOHTPOJISI HaJl MIPUCTYIaMU ITOCIe 3Tara MojuTepaniu (KoM-
OvHupoBaHHOI Tepanuu). Celizap MOXET ObITh Ha3HAUEH
B MOHOTEparuy TUIMMYHbBIX a0caHcoB (y neteii ¢ 3 jeT). [1pe-
MapaT TakKe IIPUMEHSIETCS B JIeYeHUU OMITOJIIPHBIX pac-
CTPOWCTB y B3pOCJIbIX MaLMeHTOB (18 JieT u cTapiiie).

CpenHss TepaneBTryeckas no3a Celizapa cocTapisieT
100—200 mr/cyT y B3pocibIX U neteid ot 12 et B 1 wiu 2
npuemMa (HEKOTOPbIM MallMeHTaM JIJIsl JOCTKEHUS XKela-
eMOoro TepameBTUYecKOoro 3ddekra TpedyeTcs mosa
1o 500 mr/cyt) u 1—10 mMr/kr/cyT y aereit no 12 net B 1
WY 2 TIpreMa, XOTsl HEKOTOPBIM MallMeHTaM C TUITUYHbI-
MM abcaHCaMM TSI JOCTUXKEHUS XKeJIaeMOro TepareBTh-
yecKkoro 3 exkra TpedyloTcst 6oJiee BRICOKME 103bl. Baxk-
HO OTMETUTb BO3MOXHOCTb OJHOKPATHOI'O MpHeMa
B cyTKU. TepameBTuuecKass KOHILIEHTpallMs MpernapaTa
B KpoBU cocTaBJsieT 4—10 MKr/mil.

He cnenyet 3a0bIBaTh 0 HEOOXOAUMOCTH MELJICHHOMN
TUTPALIMK, YTO MO3BOJISIET YIYYIIUTh EPEHOCUMOCTD Te-
panuy ¥ BO MHOTMX CJlydasXx u30exkaTb BOSHUKHOBEHMSI
aJUIeprMYeCKUX peakiinii, KOTOpble BOZMOXHBI IIPU MPU-
MEHEHMU JJaMOTPUIXKUHA U TPeOyIOT OTMeHBI. B cooTBeT-
CTBMM C MHCTPYKILMEH 110 MpUMEHEHUIO y aeteli ¢ 12 et
U B3pOC/IBIX PEKOMEHIYEeTCSI HAUMHATh JIEYEHUE C 25 MT/CYT,
a 'y geteit Miaamero Bo3pacta — ¢ 0,15 mr/kr/cyT (npu
COITyTCTBYIOILIEM ITpueMe BaJiblipoaTa), 0,3 Mr/Kr/cyT (6e3
comyTcTByommx ADII, okasbIBalolMX BAUSHUE Ha (ep-
MeHTBI iedeHn) 1 0,6 Mr/Kr/cyT (IIpU COYeTaHUU C MHIYK-
Topamu (pepMEHTOB ITeYeHU ); HAaYaJIbHYIO 103y PEKOMEH-
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JlyeTcsl TIPUHUMATh B TeUEeHUE 2 Held, C JajJbHEHIINM
MOBBIIIEHUEM Ha 25 Mr (MJIM aHAJOTMYHYI0 HayaJlbHOM
o3y y AeTeit) ¢ uHTepBanioM 1—2 Hea. Mbl peKoMeHIyeM
HauyMHaTh TUTpaALMIO ¢ 12,5 MIr/cyT, B TOM YMCIIe Y B3pO-
CJIBIX, ¥ TIPOBOIMTH MOBBIIICHUE 03kl 1 pa3 B HEACIIO
(BO3MOXXHA U O0JIee MeIJICHHAs! TUTPALIMSI C ITOBBIIIEHUEM
JIO3bI pa3 B 2 Hell, HaIIpuMep IIPU BBICOKOM PUCKE ajliep-
TUM): yepe3 Henaenao — 25 mr/cyt (uam 12,5 mr 2 pasa
B NIeHb), Jajiee y JAeTeil TUTpalus IPOJOJIKACTCS
o 12,5 Mr/Hen, a y B3pocibix 1o 25 mr/Hea. [1pu noctike-
HUU 10361 50 MI/CyT, pU XOpoliiei MEPeHOCHMOCTH, MOX-
HO YBEJIMYUTh CKOPOCTh TUTPALIMH 1 TTOBBIIIIATH 103y Y B3PO-
cibix o 25—50 Mr/Hen, y neteit — mo 25 Mr/Hen.

JlaMOTPpUIKMH IIMPOKO MPEICTABIIEH BO BCEX MEXKITY-
HapOIHBIX U HAllMOHAJIBHBIX PEKOMEHIALMIX (IIPEXIe
BCETO peKOMeHAaMsIX MexXTyHapoIHOI IPOTUBOSIIIIIETT -
tudeckoit auru (International League Against Epilepsy,
ILAE)), HallMoHaJIbHBIX PEKOMEHIALIMSIX, pEKOMEeHAAII -
SIX OTIEJIbHBIX SIMIJIETITOJIOTMYECKUX LIEHTPOB, KCIIEPTOB
B 3MNUJICHTOJOTUM, KOTOPBIC SIBISIOTCS OPUEHTUPOM
nJist Beioopa ADII. OmHako oKkoHYaTeNbHbIN BEIOOp ADII
BCera SIBJISICTCS IIPEPOraTUBOM Jieyalllero Bpaya.

B cootBercTBrU ¢ pekoMmeHmauusiMu ILAE o uauim-
apbHOI MoHOTepanuy ADIT pu pas3IMUHbBIX TUTIAX SITUIIETI-
TUYECKUX MPUCTYIIOB M SMUJIEIITUYECKUX CUHIpPOMAaXx
(T. Glauser u coaBr., 2013) 1aMOTPUIKUH PEKOMEHAOBAH
K IPUMEHEHUIO NpU (POKAIBHBIX MPUCTYIIAX y B3POCIBIX
(pexomeHnaumu kiacca C*) 1 feTeit (peKoMeHIaIUN KJlac-
ca D), npu abcaHcax y aeteit (pekoMeHnauuu kiacca C).

Bxkcnept B odnactu sanuentosoruu C.P. Panayiotopoulos
npenctaBwi pekomeHnauuu (2007, 2010), neMoHCTpUpYIO-
e 3¢ (GEKTUBHOCTD JJAMOTPUIKMHA IPY ITUPOKOM CIIEK-
Tpe SMIENTUYECKUX IPUCTYITOB, BKITIOYAs BHICOKMI 3(h(eKT
TIpH (POKATLHBIX MPUCTYIIAX Pa3HbIX TUITOB 1 OMJIaTepalbHbIX
ToHUKO-KIoHnYeckux nmpuctymnax (bTKII), uzonupoBaH-
HBIX FTeHEePaJIM30BAHHBIX CYAOPOKHBIX ITPUCTYIIAX, M30JI1-
pPOBaHHBIX abcaHcaX, TOHUIECKUX IIPUCTYIax (B Ka4eCTBE
TIperapaTa IepBoro BbI0Opa); aBTOP OTHOCUT JIAMOTPMI -
KWH K TpYyIIIe MpernapaToB 1-i JMHUKM TIPU TIPUCTYIax
YKa3aHHOI'O THUIIA, OMHAKO MOTYePKHUBAET BOBMOXKHOCTh
arrpaBallii MAOKJIOHUYECKHX ITPUCTYIIOB.

OcobeHHO BaXkKHbIe O0BEKTUBHBIE JaHHBIE MO 3 ¢eK-
TUBHOCTH JIAMOTPUIKMHA MPOIEMOHCTPUPOBAIM CPABHM-
TeJbHbIC MCCIICAOBaHUs, CPEIU KOTOPHIX Hanboiee Mac-
IITAaOHBIMU U PYyHAAMEHTaJAbHBIMU ABASIOTCSI SANAD
u SANAD II (SANAD — Standard and New Antiepileptic
Drugs, cpaBHeHUe cTaHAapTHBIX 1 HOBbIX ADIT). Pesyib-
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TaThl IepBoro ucciaegoBaHusi SANAD — OTKpBITOTrO paH-
JIOMU3UPOBAHHOTIO KOHTPOJMPYEMOIO CPaBHUTEIBHOTO
uccnenoBanus kiacca I11 — 6putn onyonukoBaHbl B 2007 1.
(A.G. Marson u coasrt., 2007). Lleabio paboThI SABISIOCH
cpaBHeHUE 3(PHEKTUBHOCTU U TIEPEHOCUMOCTY OCHOBHBIX
TpaauLMOHHBIX U HOBBIX ADII (kapbamasenuHa, radbamneH-
THHA, JJAMOTPMIKMHA, OKCKapOa3elrHa U ToIMpamMara)
B JeyeHUU snuiencuu. McciaegoBaHue MpoOBOIMIOCH
Ha 6a3e aMOyJIaTOPHBIX OTAEICHUI KIMHUK B Benukoopu-
TaHUU. DPGEKTUBHOCTh U TIEPEHOCUMOCTh T€paruu U3-
y4aJIMCh BO BCEX BO3PACTHBIX IPYIIIAX: OT JETCKOTO 1O MO-
JKMJIOTO BO3pacTa, B TOM 4uclie y mauueHToB (n = 1721)
¢ (hoKaTBHBIMU MTPUCTYIIAMM, 151 KOTOPBIX B KAYECTBE CTaH-
JapTa MPOTUBOSITMJICIITHYECKOM Tepanuu (CTaHIapTHOTO
Tperapara IepBoro BeIOOpa) paccMaTpuBaIcsl KapoaMase-
nmuH. MccnenoBaHue 1mokas3ajao HEKOTOpOoe MPEUMYIIECTBO
JIAaMOTPUIKMHA HaJl KapbamMa3eMHOM I10 TIEPeHOCUMOCTH
1 HEMEHbIIYI0 3((GEKTUBHOCTD. JIaAMOTPUIKIH HE YCTyTIal
KapbaMasernuHy Mo BpeMeHU JOCTVKEHUST 12-MecsuHOoMi
PEMHUCCHH, a TaKXKe IPeBOCXOAWI KapbaMa3enuH, rada-
MEHTUH, OKCKapOa3elrH W ToIMpaMaT 110 KpUTEPUIO Bpe-
MEHM 0e3 MPUCTYIOB, 00J1ama JydlIM npodusiem de3orac-
HOCTHU ¥ TIEPEHOCUMOCTH, 00JIee IJIUTSIIbHBIM BpEMEHEM
yaepaHust Ha Teparnuu. I1o pe3ynbsraraM JaHHOTO UCCIIe-
noBaHus, ¢ 2007 1. 7aMOTPUIKUH TTpU3HaETCs peepeHT-
HBIM MpeapaToM IS JATbHEUIIINX KITMHUYECKUX UCCIIEe-
JIOBaHW M MOMCKa HOBBIX 3()(EKTUBHBIX IperapaToB
B JIEYCHUHM (POKATBLHOMN SMUJICTICUH.

B 2021 r. 6butn oryokoBaHbI pe3ynbTaThl SANAD 1T —
PaHIOMU3MPOBAHHOTO OTKPHITOIO KOHTPOJIUPYEMOIO MC-
cJIeI0BaHUsI, TPOBeIcHHOTO B BennkoOpuTaHuu ¢ ydacTu-
eM 990 nmeteit oT 5 jieT U B3pocbiX. Llenblo uccaenoBaHus
Obl1a OLIeHKA KIIMHUYECKOM 3((PeKTUBHOCTH JOJITOBPEMEH-
HOI Tepaliy 1 9KOHOMUUYECKOM 3(hDEKTUBHOCTH JICBETHU -
parieTaMa 1 30HMCaMMIa 110 CPAaBHEHUIO C JITAMOTPUIKIHOM
py HazHadeHuU 31X ADI1 B KayecTBe MpernapaToB MepBO-
ro BbIOOpa y MalMEHTOB ¢ HEAABHO OWAarHOCTUPOBAHHOM
¢okanbHolt snunencueit (A.G. Marson u coant., 2021).
Pesynbrathl vccienoBaHys ITOKa3ajId, YTO JIEBETHpAleTaM
HE OTBeyaj] KPUTEPHUI0 HeMeHbIeid 3(EHEKTUBHOCTU
10 CPaBHEHUIO C TaMOTPUIKMHOM (110 KPUTEPUIO BpeMe-
HMU JI0 DOCTMKEHUS 12-MeCSYHOM PeMUCCUI) O TaHHBIM
ITT-ananu3a. 3oHucaMua OTBeYa] JAHHOMY KPUTEPUIO
10 CPaBHEHUIO C JIAMOTPUIKMHOM (OTHOIIIEHHE PUCKOB
1,03; 95 % nosepurenbHbIil nHTepBai 0,83—1,28), omHako
aHaJIu3 JieueHus 1o npotokony (PP-ananu3) nokaszan npe-
BOCXOJICTBO JIAMOTPUJIKMHA T10 IMOKa3aTe o 12-MeCIIHOM

*YpoBHU JoKazareabHOCTU: A — 1 wiu 6osiee ucciaenoBaHuit I kinacca 6o 2 wim 6osee uccnenoanuit Il kinacca — acdexkrruBHOCTh JaHHOTO ADI
MpY JaHHOU dhopMe SMUIETICUM Y JaHHOM KaTeropuu nalueHToB ycTaHoBieHa; B — 1 uccienosanue unu metaaHanus Il xinacca — ADIT BeposiTHO
abdekTuBeH; C — 2 unu 6osee nccnenoanuii 111 kinacca — ABIT BosamoxHo addektuBeH; D — 1 uccnenosanue 111 kinacca i skcriepTHast OlleHKa,

MHEHUE ONbITHBIX Bpaueit — ADIT noreHUManbHO 3¢ HeKTUBEH.

21

OPUTUHANDBHBIE CTATb MU



OPUTUHANDbHBIE CTATbHU

22

pssi' IIETCKOM
HEBPOAOT UM

PEMUCCHHU KaK Hal JIeBETUPalleTaMOM (OTHOLIEHUE PUCKOB
1,32; 95 % nosepurenbHbI MHTepBaI 1,05—1,66), Tak
W HaJl 30HHUCaMHIOM (OTHoIeHne puckoB 1,37; 95 % no-
BepuTeabHbI nHTepBaa 1,08—1,73). AHanu3 BpeMeHU
OT HayaJia JieYeHMs 10 IOSBJICHUS HEeyaauu JICUCHUs,
KOTOPBII 00BSICHSIT He3(h(PEKTUBHOCTD TEPAITMHU, TTIOKA3aI,
YTO JIAMOTPUKUH MPEBOCXOAMT KakK JieBeTUpalleTaM, Tak
u 3oHucamuz. [Ipenapar umen 1 mperuMyIIecTBo 1o 6e3omnac-
HocTU: TobouyHbIe 3pdexTh (I1D) npu npueme 1aMoTpUI-
>KMHA PerMCTPUPOBAIIUCH peXe, YeM IIPH IIpUeMe JICBETH -
palieTaMa M 30HMCAMMIIA; TaKKe B TPYIIax MallMeHTOB,
TTOJTyYaIOIIUX 3TH TIperapaThl, ObIJI0 OTMEYEHO 3HAYUTEIb-
Ho OosblIe cuxuarpudeckux [13. JJaMoTpumIKuH Moyt
B 2 pa3a MpeBOCXOAMJ 30HMCAaMMU/I 110 MoKa3aTeto yaep-
>KaHUs Ha Teparvy U CYIIECTBEHHO ITPEBOCXOMNII JIEBETH -
paretaM GJarofgapsi MPEeMMYILECTBY 10 JIy4IIei IepeHOCH-
MocTH. Takkxe ObLIO OTMEUEHO JIydlliee KaueCTBO XXM3HU
MalMEeHTOB B IPYIIIIE ITOJTYYaBIINX JAMOTPUIKIH, HEXETN
B IpYINax, MOJyYarolInX JeBeTUpaleTaM U 30HUCaMUI.
AHanu3 3KoHOMUYeCcKOoi 3¢ GEeKTUBHOCTH TTOKa3a Mpeu-
MYIIECTBO JAMOTPUIKUHA TTepe ICBETUPALIETAMOM M 30-
HucamuaoM. 1o pesyasraTam vccaenoBaHUs ObLI ClelaH
BBIBOJI O TOM, YTO JIAMOTPHUIKMH JOJDKEH OCTaBaThCSI TIpe-
IapaToM IIepBOTo BbIOOpa MpH (POKATBLHON SIUJICIICHUM.
JIaHHBIX B TIOJIb3Y IPUMEHEHMUSI JIeBeTHpalleTaMa 1 30HU-
caMuia B Ka4eCTBe MperapaToB IepBOro Bbibopa npu §o-
KaJpHOoM anuiericuu B ucciaenoBanuu SANAD I1 e nony-
yeHo (A.G. Marson u coaBT., 2021).

IMocne nyonukanuu pesyasratoB SANAD II B mae
2021 r. HaunoHanbHbII UHCTUTYT 310POBbs U KJIMHUYE-
ckoro coBepieHcTBoBaHUS (National Institute for Health
and Care Excellence, NICE) o6HOBMII B CBOMX PEKOMEH -
JALMSIX TTOJIOXEHUE JIAMOTPUIKMHA B paselie JIeYeHMs
HellaBHO NTMArHOCTUPOBAaHHOK (DOKaJbHON SIMUIETICUH,
¢ nmobaB/ieHHeM K PeKOMEHIAIMK 110 Ha3HAYeHMIO JJaMO-
TPUIXMHA B KayecTBe nepBoro ADII xeHImHaM 1eTopo/I-
HOTO BO3pacTa U AEBYIIKaM clienyoiero myHkra: «[Ipeq-
JlaraiiTe JaMOTPUIKUH WJIM JieBeTUpaleTaM TaKxkKe
MaJIbyMKaM, My>KYMHaM U XEHIIUHAM, HE UMEIOLLIMM JETO-
POIHOrO NoTeHIMa a». B KauecTBe MOHOTeparu 1-it TuHUM
JUTSI TIAIUEHTOB ¢ (hOKAIbHBIMU TTPUCTYIIAMU PEKOMEHITY-
€TCsI PACCMOTPETh JIAMOTPUIDKH WJIM JieBeThparieTaM. Eciimn
TIEPBBII BapuaHT OKaxkeTcst Hea(hDEKTUBHBIM, CISIYET pac-
CMOTpPETh JAPYrMe U3 3TUX METOA0B.

26 wroHg 2021 T. COCTOSITOCH 3acelaHue SKCITEPTOB
Poccuiickoii TpOTUBOANUICITUYESCKOM JIMTH, TIOCBSIIIICH-
Hoe BorpocaM 3(h(heKTUBHOCTH, O€30ITaCHOCTU U OLICHKH
PE3y/IBTaTOB JIEKAPCTBEHHOM Teparnuu y MallMeHTOB C 3111 -
Jericueil. B pamkax 3acegaHusi ObIJI0 OTMEUYEHO, YTO Jla-
MOTPMIKMH SIBIISIETCS «30JIOTBIM CTaHAAPTOM» Teparuu
(hoxaIbHOM SMUICTICUN Y MYKYMH U XKEHIIMH, PEKOMEH -
JIOBaH B KaueCTBe Mperapara MepBoro BbIOOpa Ipu Jiede-
HUU JIUII KEHCKOT'O I10J1a ¢ UIMOIIaTUIECKOM TeHePaIn30-
BaHHoOM snunencueit (UI'D), oleHnBaeTCs1 3KCHEPTHBIM
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CO00I111eCTBOM U TTAaLIMEHTaMU KaK HauboJiee 3(pHeKTUBHBII
npenapat. Camo nonsitue 3¢hHEeKTUBHOCTH JIEKAPCTBEHHO-
IO CpeicTBa clieAyeT IMTIOHUMAaTh KaK KOMILUIEKC CBOMCTB,
OKa3bIBAIOIIUX ITOJOXUTEIbHOE BIMSIHUE Ha pa3inyHbIe
aCIeKThl XKM3HU TMallMeHTa U YMEHbIAIoIIMX HeraTUBHOE
BivstHUE 3a00sieBaHus1. CoBeT aKcrepToB Poccuiickoii mpo-
TUBOAMUJICTITUIECKOM JIUTU ITPU3bIBAET aKTMBHEE BHEAPSTH
JIAMOTPUIIKMH B IITMPOKYIO MTPAKTUKY, CJEIys PeKOMEHIa-
1msM 2019 1, a Takke OCHOBBIBAsICh Ha HOBBIX TOKa3aTe b~
cTBax 3((hEeKTUBHOCTU Ipenapara, PUBEICHHBIX B MPU-
HATOM 3KCIepTaMy pe3osonyu 26 moHs 2021 1.

Pesysbrarhl 0TeUeCTBEHHBIX MCCIEIOBAHUMI, OITYOJIM-
KOBaHHBIX nocJie aHaiau3a naHHbIx SANAD 11, Takke noj-
TBep:KAAIOT BEIBOIBI 00 3(hpekTruBHOCTH Celizapa Ipu pas-
JIMYHBIX popMax snuaencuu. Tak, aBTopsl 3 HayuHo-
HCCIIEI0BATEILCKOI0 KITIMHUYECKOT0 MHCTUTYTA NeNUaTpuu
uMm. akan. }O.E. BensruieBa (A.M. ITusoBaposa, 3.K. Top-
yxaHoBa, 2021) omy0JuKoBaau aHaaU3 JaHHBIX 78 maiu-
€HTOB C pa3UYHbIMU (hopMaMu srmencuu (13 — myx-
CKOTO M 65 — XXeHCKOro moja, ot 4 10 21 net, cpeaHuit
Bo3pacT 9 sier), noaydaiuux Ceizap; IJIUTEIbHOCTb Ha-
onoaeHusa Ha ¢oHe Tepanuu CelizapoM cocTaBisiia
ot 10 mec 1o 2 nieT. [TarmeHThI ObLIY pacripeleaeHb 1o Clie-
nywowmum GopmaMm snunencuun: UI'D (reHetnueckas)
(n = 32), nuguonarudeckas (reHeruyeckas) pokaabHast
snuierncus (n = 9), dbokaabHas SMUIETICUST HEYCTaHOB-
JIEHHOM 3THOJIOTHU (1 = 6), CTPYKTYPHAsI 1 IIPEIITOIOXKM -
TeILHO CTPYKTypHasi (pokanbHas snuiaerncus (n = 20),
TeHETUYECKUE U MPEANOJOXKUTEIbHO TeHETUYECKUE ITTH-
Jnentudeckue sHLedanonatuu (83) (n = 11). Ceiizap npu-
MEHSUICS B MHUIMAJIbHOM MOHOTepanuu B 12 ciayyasx,
20 marueHTOB ObUTH MiepeBeneHbl Ha Celizap ¢ mpyrux ADI1.
Copox 111ecTb nanyeHToB puHuManu Ceifzap B rojurepa-
nuu. B KauecTBe COMyTCTBYIOLLEH Tepanuy NPUMEHSUIUC:
BajibIIpoaT — y 13 mauyeHToB, Tonupamar —y 14, kiobazam —
y 6, takocamun — y 4, jieBeTupaiieraM — y 16, 3TOCyKCH-
MU — Yy 3, 3oHucamu — y 4, Buradatput — y 5. Tepamnes-
TUYECKUi 3 ¢eKT (HACTYIUIEHUE KIMHUYECKONU PeMUCCUU
WM CHIDKEHME YaCTOTHI IIPUCTYIIOB Oojiee yeM Ha 50 %)
ObLT focTUTHYT Y 51 (65,4 %) nanuenTa. Pemuccus no-
CTUTHYTa y 27 MalleHTOB, 3 HUX B 16 ciiydyasx — Ha ¢oHe
MOHOTepanuu (B 3TOi IpyIIie npeodjagain MauueHThl
¢ (pbokanbHOM dIUIeNICUEit).

W.T. Pynakona (2023) npencraBuia aHaiau3 11 myoau-
Kauuii mo npuMmeHeHuto Ceiizapa B pOCCUICKON KIMHU-
YEeCKOM MpaKTHKe, BKIIIOYAIOIIMX 756 MallueHTOB B BO3-
pacte oT 3 10 79 JeT ¢ pa3auYHbIMU (hOpMaMM SIWIETICUT
U JUIMTEJIbHOCTBIO HabMoaeHus He MeHee 12 mec. Bcemu
aBTOpaMU OTMEUYEHBbI BBICOKUE TToKa3aTeau 3¢ GheKTUBHO-
ctu 1 iepeHocumoctu Celizapa. [TokazaHo, YTO KIMHUKO-
9KOHOMUYECKHE xapakTepucTuku Ceilzapa 1eMOHCTPU-
DYIOT €r0 OYEBMIHbBIE TTPEUMYIIIECTBA B PEUTUHTE BHIOOPA
n3 psga ADIT ¢ aHaTOTMYHBIM MEeXIYHAPOIHBIM HelaTeH-
TOBaHHBIM HauMeHoBaHueM (MHH).



PYCCKUN

sy IETCKOM
HEBPOAOT' MU

B 2022 r. aBTOpaMu Hallleit KIMHUKWA ObLIU OITyOJIu -
KOBaHBI pe3y/ibTaThl aHaIM3a 3G (MEKTUBHOCTU U MIEPEHO-
cumocTH namotpumkuHa (Ceitzapa) B IeYeHUM pa3InIHbIX
(opM snuiencu Ha OCHOBAaHUU JUTUTEIBLHOTO OIIbITA
NpUMeHeHus Tipenapata B OObeMMHEHUM METUITMHCKUX
YYPEKIEHUI IO TMarHOCTHKE, JICUSHUIO Y PeaOUIUTALIMKI
3a00JIeBaHUI HEPBHOM CUCTEMBI M Snujienicu uM. Csi-
tutens Jlyku (MHCTUTYT AETCKOI HEBPOJOTUHU U SITUJIETI-
cuu uM. Carurens Jlyku/MHCTUTYT AeTcKoi U B3pocioit
HeBpoJioruu U anuiencuu uM. Cearurens Jlyku). B pa-
00Te ObLIU MpoaHaJIU3UpPOBaHbl JaHHbIe 104 MauueHTOB
(B Bo3pacte ot 3 10 37 j1eT) ¢ pa3IndHbIMU (hOpPMaMU IITU-
JICTICHH, TIOJTyYeHHBIE B TeUEHME 4-JIETHETO HaOII0eHUS
(c mronsa 2018 1. mo aBryct 2022 1.). Ceiizap npuMeHsLICS
B MOHOTepanuu y 38 MalueHTOB U ObLT 100aBJIeH K APYTUM
ADI1 y 66 mareHTOB. Y 2 MallMeHTOB C BEICOKOH 3 deK-
TUBHOCTBIO B JaJbHEMIIIEM CTaJll BO3MOXEH YCITCIIHBIN
Mepexojl ¢ MoJUTepanuu Ha MoHoTepanuio CeilzapoM.
Ho3za Ceiizapa BappupoBajia ot 75 go 400 mr/cyT. boib-
IIMHCTBO MAllEHTOB, B TOM YKCJIe BCE IMALIMEHTHI IETCKO-
ro Bo3pacrta, nojydanu Ceiizap B 2 ipuema. Tpu B3pociibie
naiuuMeHTKu nonydyaau Celizap OMHOKpPAaTHO B CYTKM:
B 2 ciayyasX — Ha HOYb, B 1 ciay4yae — yTpoM, B J03¢
200 mr/cyt. Ilepron KaTaMHECTUYECKOTO HAOIIOAeHUS
cocTaBu ot 6 Mec 10 >4 JieT. [1o pe3ynbraraM IpoBeacH-
HOTrO 4-JIETHErO aHaju3a, TepareBTUYECKas PeMUCCHS
nipu ipueMe Ceiizapa 6bl1a nocTurHyTa y 47 (45,2 %) ma-
reHToB 13 104. YMeHbIlIeHHe YKcia TpUCcTyIioB Ha 50 %
1 GoJiee HaOIIOAAIOCh TOMOTHUTENBHO v 35 (33,6 %) ma-
1IMeHTOB. B 11es10M TepaneBTuyeckuii apdexr (pemuccust
WV CHYDKEHWE YacTOThI TTpUCTYToB Ha 50 % u 6osee) ObLT
npocturHyt y 82 (78,8 %) marmenroB u3 104. [TpuHuMas
BO BHUMaHME YJacTHe B HAOTIOMEHUM TTAlIUEHTOB C TsKe-
JIBIMM (hOpMaMU SMMICTICUM, MOXHO KOHCTaTUPOBATh,
YTO 3TOT [MOKAa3aTe/Ib 04eHb BbICOK. Hanbonbinyio apdek-
TUBHOCTh Celizap MpoaeMOHCTPUPOBAJ ITPU (POKATBHBIX
SNWIENICUSIX (CTPYKTYPHBIX, TIPEIIIOIOXKUTEIBHO CTPYK-
TYPHBIX, CTPYKTYPHO-TEHETUISCKMX U HEYCTAHOBJIEHHOM
3TUOJIOTHH), a TaKXKe TIpU BceX cuHapomax UT'D. Xoporuast
nepeHocuMocTh Ceif3apa oTMeYaslach y TOIABJISIOIIETO
OosblIMHCTBA NaneHToB — 94 (90,4 %). [1o6ouHbIe 3¢ -
(exThl, cBsI3aHHBIE ¢ Tepanueit Ceii3apoM, ObLIN 3aperu-
crpupoBatbl y 10 (9,6 %) manueHTOB. Ajuiepruyeckas
KOXXHasl CBIITb Habmoganack B 5 (4,8 %) ciyyasx n3 104
1 TIOSIBJISIACH B TE€UCHHUE TIEPBBIX 2 MEC Tepanun. AJuiep-
rudeckue peakiuu coctaBum 50 % cpenu Beex [1D u ObI-
JIM e AMHCTBEHHOM MpUYMHOI oTMeHbI Ceitzapa 13-3a TIo-
X0l mepeHOCUMOCTHU. BhiCOKyI0 3(P(PeKTHUBHOCTH
U XOpollylo nepeHocuMocTh Celizapa MOATBEPXKIaeT
" akT npuBepKeHHOCTH JiedueHuIo: 82 (78,8 %) maryeH-
Ta 13 104 mpodoJKMUIN TIpUeM IpernapaTa CIycTs 6 Mec
Tepanmuu 1 69 (66,3 %) — >12 mec. TakuM oOpa3om, TaH-
HBII aHaJIU3 MOKa3aJl BEICOKYIO 3 (OEKTUBHOCTh U XOPO-
1y1o nepeHocuMocTh Ceii3apa Ipu JUIUTEIbHOM Teparuu
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B OOJIBIIION IPYIIIe NAIMEHTOB C pa3InYHBIMU (opMaMu
SIWICTICUN.

Ieabio HacTosIIEci padoThl OBLT aHaIN3 3(PGhEKTUB-
HOCTU M TiepeHocuMocTr Celizapa B JICUSHUU Pa3TUIHBIX
(opM snmtericum y geTeit Ha OCHOBAaHMU OTIbITA JUTATEITb-
HOTO NpuMeHeHMs npenapara B O0beIMHEHUY METULIVH -
CKUX YYPEXKICHUI 0 TUAaTHOCTUKE, JICYSHUIO U peabuIn -
TalluM 3a00JIeBaHMI1 HEPBHOW CUCTEMBI M SITAJICTICU VM.
Caarutens Jlyku.

Marepuanbl u meToabl

[IpoBeneHO peTPOCIIEKTUBHOE KOTOPTHOE UCCIIeI0BA-
HUE, OCHOBAaHHOE Ha aHajIu3e KIMHUYECKUX MaHHBIX
628 malMeHToB, KOTOPbIE HAXOAWIMCH 1O/ HAOJTII0IeHUEM
B O0beAMHEHUN METUIIMHCKUX YIPEXKIESHMIA 1O TMarHO-
CTHUKE, JICYEHUIO U peabIuTalluy 3a00J1€eBaHU I HEPBHOW
crcTeMBbl 1 anuiiencuy uM. Cearures JIyku v mosrydanu
Ceiizap B TeueHue 7 jet (¢ uwoHsa 2018 . mo ceHTSA0pb
2025 r). Ilepuoa kKaTaMHECTUYECKOTO HAOMIOAECHUS CO-
CTaBWJI OT 6 Mec 110 >7 jieT. B aHaM3 BKIIIOYaIM TTalMeH-
TOB, HAaOJIIOJABIINXCSI HE MeHee 6 Mec.

XapakTepucTMKH aHaJu3upyemoii rpynnbl. Bo3pact
U noJi. B aHamM3 ObLIM BKJIFOUEHBI ITAIIMEHTHI B BO3pacTe
ot 3 o 46 net, u3 Hux 595 nereit u 33 B3pocibix (20 xKeH-
IWUH U 13 My>XurH); cpeaHuii Bospact 10,5 rona. Pacmpe-
neneHue mo nojy: 319 (50,79 %) maluueHTOB MYXKCKOIO
u 309 (49,2 %) — XeHCKOro moJa.

Pacnpenenenue no popme 1 3THOJIOTHH nmiencuu. [1a-
LIMEHTBI, BOILICIIINE B PETPOCIIEKTUBHBIN aHAJIN3, OBUIH
KJ1acCU(UIIMPOBAHHI 110 (hopMaM SIMICTICUU.

Pacripenenenue mmo (hoopMaM SMWIETICUUA: CTPYKTYpHAst
U TIPEIIOJIOKUTEILHO CTPYKTYpHast (poKaJbHasl SIIMIIETI-
cust/oKabHast SIUJICTICKS HEYCTaHOBJICHHOM 3TUOJIOTHK
(n =496); reHeTUYECKUE U TIPEAIOIOXKUTEIbHO TeHETHYE-
CKHE BIUJIEIICHU, a TakXke dHIe(haqonaTuu pa3BUTHS
u smwientuyeckue (n =97); UI'D (n = 35). Cpeau nauu-
€HTOB CO CTPYKTYPHOI M MPEIIOIOKUTEIEHO CTPYKTYPHOM
¢oxanbHoI snuencueii 314 uMenu cTpyKTYpHYIO (hoKallb-
HYIO SITWJIETICUIO KaK MOCIeACTBHS ITepMHATAIbHOIO Iopa-
KeHus Mo3ra. B aToii rpymirie Obu1a BelagaeHa ocobast, K-
HUYECKU 3HAayMMas KOropra MalMeHTOB, CTPadalolIUX
SIWJIETICUEN B COYETAaHUU C JETCKUM ILiepeOpabHbIM T1a-
panuaoM (JLIIT) u mobpokauyecTBEeHHBIMU SITUIIETITU(POPM-
HbeIMU naTTepHamMu nerctBa (ADI1)1) Ha anekTposHUEeda-
norpamMe (B3I, laHHas Ho30J0rMYecKass KaTeropus
obu1a onucana K. }FO. Myxunbim 1 coaBT. B 2010 I. Kak CHH-
npoMm @DICUM-IBIII (bokarbHas SIMIETICUST ISTCTBA
CO CTPYKTYPHBIMU U3MEHEHUSIMM B MO3Te 1 JOOPOKAaYeCT-
BEHHBIMU SMWICHTU(GOPMHBIMU TATTEPHAMU IETCTBA
Ha 351eKTposHI1Iedaniorpamme). JlaHHass Koropra BKIoJaia
297 maiueHToB. Y ocTaBIIMXCS 17 MallMeHTOB ¢ TIepUHa-
TalbHBIM TTopaxkeHreM Mo3ra JIIDI1/] na B3I He peructpu-
pPOBAIMCh, ¥ OHU KJIACCU(UIIMPOBAINCHh KaK MallueHTHI
CO CTPYKTYPHOI (hOKAJIBHOM SIUIIECTICHEIA.
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Ipynny cTpykTypHO#1 (hOKaTbHOM AMUACTICUU APYTOM
9TUOJIOTUM (BKJIOYasl MOCJIEICTBUS HelpouHdeKIui
U TPaBM, OIYXOJIU, AaHOMaJIMU Pa3BUTUS TOJIOBHOT'O MO3Ta,
a TakXe Me3UaJIbHbIii BUCOUHBII CKJIEPO3) COCTaBWIU
153 manuenTa. B Tom uncie aHoMaauK pa3BUTUS TOJIOB-
HOro Mo3ra (IepuCUJIbBUAPHBIN CUHAPOM, TOJMMUKPO-
rupus, JUcCoHledanus, ¢hokaabHas KOPTUKaIbHAS TU-
crnjasus U Ap.) BbigBAeHB y 20 manueHTOoB. M3 HuX:
(okanpHasg KOpPTUKaJbHAsT AUCIIA3USI — 6 CJIydaes;
JIUCIMOpUOILIaCTUYECKAsT HEMPOAIUTEIMaIbHasl OITyX0JIb
(TmocJjie onepaTUBHOIO JieyeHUs ) — 1; raMapToma rurmora-
Jlamyca (IocJie ONepaTUBHOTIO JedyeHus1) — 1; BeHOo3Has
anruoma (DVA-cuHapoM) npaBoii TeMeHHoI obactu — 1;
nuddy3Hasa naxurupus (reHeTuyeckasi 3STUOJIOTUS He ycTa-
HOBJIEHA) — 2; MOJIMMUKPOTUPHUS (TeHeTUYEeCKast 3TUOJI0-
T'Usl He yCTaHOBJIeHa) — 4; TTOCIEeNCTBUS TUITOKCUM, TPaB-
MbI, MTH(EKIUU — 5 TTallMeHTOB.

Ipynmy cTpyKTypHO-Te€HETUUECKUX SMUIETICUIA cocTa-
BWIM 13 MalMeHTOB, Cpear KOTOPBIX: HOAYJISIpHAs reTe-
potornius (Mmyraumsa FLNA) — 1; naxurupusi (MyTaLust
DOCK?7) — 1; cungpom Lltypre—Bebepa — 1; Ty0epo3HbIit
CKJIepo3 — 2; cuHapoM Anamkuis (ITocaeACTBUE OCTPOTO
HapylIeHHUs] MO3TOBOro KpoBooOpalieHus) — 1; apyrue
TeHEeTUYECKHE CUHAPOMBI — 7 MAallUeHTOB.

Ipynny dbokanbHOU 3nujIencuy HEYCTaHOBJIEHHOM
STHUOJIOTMM COCTaBWIN 29 MallMeHTOB, KOTOPbIe ObUTH 00b-
€IUHEHBI C IPYIIION CTPYKTYPHOMI U MPEANOJIOKUTETLHO
CTPYKTYPHOI (hOKaJIbHOU ammienicuu (n = 467), TakuMm
00pa3oM, o0IIasi aHaIU3UpyeMas Ipyra «CTPYKTypHast
U TIPEAIOJIOXUTEIbHO CTPYKTYpHas (hoKalbHasl MU~
cusi/oxKasibHass SMUIETICUS] HEYCTAHOBJIEHHOM 3TUOJIO-
IMy» HacUMTHIBajIa 496 MalleHTOB.

Ipymnia reHeTMYECKUX U TTPEANOJOXKUTEIBHO TeHETH -
yecKuX anmiencuit u 99 (n = 97) BKItoyaia cirydyau reHe-
TUYECKU MOATBEPXKIAESHHBIX 3a001eBaHuil (n = 74), B TOM
yucie: cuHapoM Petra — 12 caydaeB; cuHAPOM AHTeIbMa-
Ha — 3; cunapowm Ilaray — 1; cunapom dayHa — 1; xpomo-
coMonaTuu (MUKpoOAeIeLMU 1 OAyIiMKaluuu) — 14; reHe-
TUYECKUE SMUJETICUU, BbI3BAHHbIE MYTalIUSIMU B T€HAaX,
Bkmouasd: SYNGAPI — 1; SCNIA— 5; ANKRDI — 2;
PCDH19 —2; TSEN — 1; ATP6V — 1; TBC1D24 — 1 (cuH-
npoM JlenHokca—Iacto); ATM (aTakcusi—TesleaHTMO9KTa-
3usi) — 1; ARX1 — 2; EIF3F — 1; GRIN2A — 1; GRINI — 1;
KCNQ2 — 3; SLC16A2 (cunopom Aiutana—IepHmoHa—
Hanm) — 1; TRIO — 2; POLG — 2; npyrvie MyTaldy B reHax
mutoxoHapuanbHoit IHK — 3; CACNAI — 2; SHANK3
(cunapom Penan—Maxklepmun) — 3; FINCA — 1; KMT2D
(cunapom Kabyku) — 2; TSEN10 — 1; AP4B1 (criactTuye-
ckag tetparuierust 47-ro tuna) — 1; CACNAIH (abcaHcHast
¢dopMa 3MUJIETICUU ¢ 1e0I0TOM B IETCKOM Bo3pacte) — 1;
SCN94 — 1 (dbeHOTUIT TeHEPATU30BAHHON 3MUJIEIICUU
¢ (beOpubHBIMU cyfaoporamu 1ioc); KIAA2022 — 1 (snu-
JIETICHSI ¢ MMOKJIOHMYECKU-aTOHUYECKUMU TTPUCTyIaMU
(BMAII), unu cunnpom Ho3ze). B 23 cayuyasx npenmnosna-
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rajach reHeTHUYeCKas SIWICIICUS, OTHAKO TeHEeTUIeCKast
MpUYMHA He OblIa BBISIBJICHA WJIM TeHETUYECKIE aHATIM3bI
He ObLIM MPOBEIACHHI.

Ipynna uanonatuyeckux ¢opM anuiencuu (n = 35)
ObL1a MOJHOCTBIO MpeacTaBieHa UT'D.

Pexum no3upoBanus. [TaneHTam 661 HazHaueH Celi-
3ap B JOIOJIHUTEIbHOM TepallMy WM B MOHOTEpAIINu,
B 103¢ 3—5 MI/KT/CYT, ¢ TOCTeNIEHHO! TUTpalMell B Teue-
Hue 4—8 Henm, n0 1eneBoir mo3nl 37,5—500,0 Mr/cyrT.
B nanpHeimem no3a Celizapa KOppeKTUPOBAIach B 3aBU-
CHMOCTH OT KJIMHMYECKOTo 3pdeKTa, pe3y/IsraTa 3JIeKTpo-
sHIIehanorpahIeCcKOro UCCiIeoOBaHNsI U KOHIEHTPALIUK
npenaparta B KpoBH. Tpy B3pOC/IBIX MAIMEHTKY MOTydaIn
Ceiizap OJHOKPAaTHO B CYTKU: B 2 CiIydasiX — Ha HOYb,
B 1 ciyyae — yrpoM, B 103e 200 Mr/cyT. B ocTaJIbHBIX Ciy-
yasx nauveHTsl npuHuManu Ceiizap 2 pas3a B I€Hb.

Ceitzap IpUMEHSIICSI B MOHOTepanuu y 176 MmalyreHToB
unu 661 no6asiieH K ApyruM ADII y 452 naimeHToB (co-
yetaHue Ceitzapa ¢ 1 ADIT umeno mecto y 379 nauyeHToB,
¢ 2 ADII —y 73). V 5 nauuenTos K Ceiizapy 100aBIIsiCs
BaJIbIIPOAT C JOCTMKEHUEM TepalleBTHYecKoro addekra
6e3 ganbHelinei otMeHbl Ceiizapa. Y 2 maiyeHTOB ¢ Bbl-
COKOI 3(h(PeKTUBHOCTHIO B JAJIBHEHIIIEM CTal BO3MOXEH
YCIICIIHBIM MTepexo ¢ MOJUTEepaud Ha MOHOTEPAIUIO
Ceiizapom. [IBeHan11aTh NallMEHTOB, MPUHUMABIIMX paHee
JIIPYTOil aHajior JaMOTPUIXKWHA, OBLIM IepeBeIeHBI
Ha Ceii3ap 0e3 yXyAllIeHUsI TEUEHHST STTUIIETICUU.

Kputepuu BKoyeHus. B aHaim3 ObUTH BKIIOYECHBI Ta-
LIMEHTBI IETCKOTO (C 3 JIeT), MOAPOCTKOBOIO M B3POCJIOTO
Bo3pacTa (10 46 J1eT) ¢ Bepu(pUIIMPOBAHHBIM TUarHO30M
STIUJIEIICUU, BKJIIOYasl pa3jindHble (hOPMBI SMUJICIICUN
M TUIIBI TIPUCTYIIOB, PETyJISIpHOE TOocelalie Bpada
C TIPOBelIcHUEM 00CIeI0BaHUH, PETYJISIPHO TPUHUMAIOIITIE
ADII u BeIMONHSIOIIME peKOMEHIALIMY Bpava (115 mauu-
€HTOB, MOTyYaBIIMX JeYCHNEe HAa MOMEHT BKJTIOYEHMSI B Ha-
ooaeHue).

Kpurtepuu uckmovenusi. HemoctaTok TaHHBIX UTS ycTa-
HOBJICHUSI AMATHO3a 3MUJICTICUN, HEPETYISIPHOE TTOCeILe-
HUE HEBpPOJIOra ¢ OTCYTCTBUEM JOCTOBEPHBIX HaHHBIX
0 KaTaMHe3e, HeperyasipHblii mpueM ADI1 Obuin Kpute-
PUSIMU UCKJTIOUEHMSI B HAIlIeM HaOII0IEHUN.

Bcem manueHTaMm ObLIO MIPOBENEHO OOC/IeNOBaHUE,
KOTOPOE BKJIIOYAJIO MOAPOOHBIN COOp aHAMHECTUIECKUX
JIaHHBIX, OIIEHKY HEBPOJOTUYECKOIO CTaryca, KpaTKoe
HEMPOIICHXOJIOTMYECKOE TECTUPOBaHKE (OLICHKA ITaMsITH,
BHUMAaHMSI, YPOBHSI Pa3BUTHsI KOTHUTUBHBIX (DYHKIIMIA) —
y meteit ¢ 7 aet (1o 7-JIeTHero Bo3pacTta OlieHKa pa3BUTHS
pebeHKa MpoBOaMIaCh HA OCHOBAaHWUHU OIIPOCA POAUTEIICIH,
pe3yJIBTaTOB KPaTKOIro TeCTUPOBAHUS IIPU OCMOTpE He-
BPOJIOTa WJIY 1O JaHHBIM Ka4€CTBEHHOI OLICHKU Pa3BUTHS
pebeHka 1eeKTOI0rOM 1 IICUXOJIOTOM — CIIEIIUaTUCTOM
10 paboTe ¢ IeTHEMM PaHHEro BO3pacTa), MPOI0JIKEHHBIN
BUIEO3JIeKTpOdHIIehanorpapuIecKuii MOHUTOPUHT
(BOM) (sHUedanorpad-perucrpatop «DHILehaTaH-
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DBI'P-19/26», ocHoBHas Momudukanus («MeaukoM
MT/», Poccus)) B MHCTUTYTE AETCKOl HEBPOJOTUU
u smwiencur uM. Cestutenst Jlyku/VIHCTUTYTe TEeTCKOM
M B3pOCJION HEBPOJIOTMU U 3MWICTICUU M. CBSITUTEIS
Jlyku (MockBa). BOM Bkitovas uccienoBaHue B COCTO-
SIHUM aKTHBHOTO Y ITACCUBHOTO 0OIPCTBOBAHMUS C IIPUME-
HEHMEM TeCTOB Ha OIpeie/IeHUe YPOBHS COZHAHUS, aKTH -
BUPYIOIIUX TPOO: TUIEPBEHTWISAILUU, PUTMHYCCKOMN
dboTocTUMyNSAIIMK, TPOOBI OTKPbIBAHUS—3aKpPbIBAHUS
IJ1a3, ¢ BKIIOYEHHEM HOYHOI'O M/UIv THEBHOTO CHA.

MeTopl HelipOBU3YyaIU3alliy BKJIIOYAIX IIPOBEICHE
MarHUTHO-pe3oHaHcHo#t ToMorpadpuu (MPT) (He MmeHee
1,5 Tc) Bo Beex cimyyasix ¥ Bbicokopaspetatoieit MPT (3 Tc
T10 SMUJICTITOJIOTMYECKOI IIPOrpaMMe) — IO IMOKa3aHUsIM
(3akphbIThiii ToMorpagd General Electric Discovery 750 W,
3 Tc, cBEpXBBICOKOIOJIbHBI).

Jnsa uckmouenus 1D Tepanuu Ha ¢oHE JIeUeHUs TTPO-
BOAWIM KJIMHUYECKUI aHAIM3 KPOBU (C OIpeneecHUueM
YPOBHSI TPOMOOLIMTOB) U OMOXUMUYECKUI aHAJIU3 KPOBU
(4epe3 3 Mec mocjie Havyaa JIeYeHUs U Jajiee B CpeaHEM
Kaxple 6 Mec), YIBTPa3ByKOBOE UCCIIEA0BaHKE OPraHOB
OprolIHOM TToIocTH (B cpeaHeM 1 pa3 B To), KOHCYJIBTalUIo0
reauaTpa; 1o rmoka3zaHMsIM Ha3Hayajaach KOHCYJIBTaIvs
ncuxuarpa. [Tpu npumenenuu Ceiizapa B KOMOMHUPOBAH-
HOW Tepanuu (B COYETAHMU C BAJILIIPOATOM WJIM TIperapa-
TaMU KapOamaselliMHa) MPOBOAUIIOCH ONpeaeecHrue KOH-
LIEHTPAallMK BaJIbIIPOEBOI KMCJIOTHI MM KapOamasenHa
METOJIOM Ia30-XKUIKOCTHOM XpoMaTtorpacuu. Tak kak Ceii-
3ap UMEET JIMHEIHYI0 KUHETUKY, HEOOXOIMMOCTh B OIIpe-
JIeJICHUY KOHLIEHTPAllK JIAMOTPUIKMHA B KPOBU BO3HM -
KaeT TOJIbKO B OTAEJBHBIX CiIydasx (Korma HeoOXOmIMMO
yOenUThCs, YTO MALIMEHT IMIPUHUMAET Iperapar B 10CTa-
TOYHOI1 103¢e).

OddextuBHOCTh Ceiizapa OLIEHMBAIU 0 BIUSHUIO
Ha 4aCTOTY IPUCTYITOB: OTCYTCTBHE 3hdeKTa mim ciabdas
3¢ dHEeKTUBHOCTD (PEAYKIIMS YaCTOThI IIPUCTYIIOB MEHEe
yeM Ha 50 %), yiydinieHre (CHVIDKEHHE YaCTOTHI IIPUCTYIIOB
Ha 50 % u Gonee), pemuccus (KIMHUYECKAsT PEMUCCUST —
OTCYTCTBHE IIPUCTYIIOB B TeUEHME TTEPUO/Ia HAOTIONCHUST;
KJIMHUKO-3JIEKTpo3HIledanorpadudeckass peMUCCUs —
OTCYTCTBME IIPUCTYIIOB B TeUEHUE MepHoaa HAOTIOACHUS
B COYETAHUU C OJJOKMPOBAHUEM BIMWICITU(OPMHOM aK-
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TuBHOCTY Ha BDT). OO1IMIi TOKa3aTe b TepaneBTUIECKOM
3¢ dHEeKTUBHOCTY TIOApa3yMeBall T0JII0 MAllMeHTOB C JI0-
CTUTHYTOI PEMUCCUEH NI CHIDKEHUEM YaCTOThI IIPUCTY-
noB Ha 50 % u Gonee.

Pe3ynbrathbl

DddekTuBHocTh Ceiizapa B 001l rpynne NanueHToB.
TepaneBruueckast pemuccys npuy npueme Ceitzapa J0CTUT-
HyTa 'y 306 (48,72 %) naumeHToB 13 628. CHIUKEHUE YacTo-
THI TIPUCTYIIOB Ha 50 % u GoJiee HAOIIOAANIOCH JOITOJTHMU-
TebHO Y 157 (25 %) u3 628 mauueHToB. DddeKT OT IeueHu st
OTCYTCTBOBAJ B 165 (26,3 %) ciyuasx (tadm. 1).

B uenom tepaneBTHMuYecKuit 3¢hdeKT (peMuccuUsi
VIV CHIKEHYE YacTOThI TPUCTYIOB Ha 50 % w1 6oitee) ObIT
J0CTUTHYT Y 463 (73,7 %) u3 628 mauuenTtoB. [1puHumMas
BO BHUMaHMe IIpeobIataHue B UCCICIOBAaHUY MAIlUEHTOB
C TPYAHOKYpaOeJIbHbIMU (hOpMaMU SMUJIETICUU, MOXHO
KOHCTaTMPOBaTh, YTO 3TOT ITOKA3aTeJIb OYEHb BHICOK.

Haubonee apdextuBHbie couetanuss ADI B qyorepa-
MU, IPY KOTOPOM HACTYITMJIa PEMUCCHUS Y MMallMeHTOB
¢ (boxanbHBIMU MPUCTYIIAMU, BKIIIOYAIU KOMOMHAIIUIO
Ceiizapa ¢ BaJIbIIPOATOM, JICBETHPALIETAMOM, TIepaMITaHe-
JIOM 1 OKCKapOa3eImMHOM.

B 113 (17,9 %) cnyyasix Ceiizap ObLI OTMEHEH B CBSI3U
C HEMOCTaTOYHOM 3(D(hEeKTMBHOCTHIO UJIN YTPATOM MePBO-
HayaJbHOIo BhIpaxkeHHOro addekra (cnyctd 6—12 Mec
JIeYeHUsI).

DddekTuHocTh Ceiizapa B 3aBUCUMOCTH OT (DOPMBI
smuiencud. DpdektuBHOCTh Celizapa MpU pa3IUdHbIX
¢dopmax 3MujenicCuM B HallleM HaOmogeHun ob0oO0IIeHa
B Ta0JI. 2.

Ceiizap 6bL1 HanOoJee 3(PHEeKTUBEH B TPYIINE «CTPYK-
TYPHBIE/TIPEATIONOXKUTEIEHO CTPYKTYPHBIE/C HEYCTaHOB-
JICHHOM 3THOJIOTHEl (poKaTbHBIE SMIenIcum» (n = 496).
o1 MalieHTOB C BBICOKUM TeparieBTUYECKUM OTBETOM
(peMKCCUs WIIM YMEHBIIIEHUE YaCTOThI IIPUCTYIIOB HE Me-
Hee yeM Ha 50 %) nocturia 75 % (372 nauuenTta). Tepa-
MeBTUYECKas peMUCcUst Tpu pueMe Ceiizapa JOCTUTHY-
Tay 282 (56,85 %) u3 496 maiveHTOB.

Tak xe Bbicoka Oblna 3¢dekTuBHOCTL Celizapa
npu UI'D (n = 35): BeICOKMIi TepaneBTUYECKUT 3PdeKT
oTMeueH y 26 (74 %) mauuMeHTOB, a TepaneBTUYECKAasT

Tabmua 1. Dgpgpexmusrocms Celizapa y Habaodaemvix Hamu NAYUEHMOS ¢ PaztuHHbIMU (opmamu snusencuu (n = 628)
Table 1. Efficacy of Sazar in patients under our observation with various forms of epilepsy (n = 628)

Parameter

Clinical remission

No effect or less than 50 %
reduction in seizure frequency

50 % or greater reduction
in seizure frequency

Yucno nanueHTos, 1 (%)
Number of patients, n (%)

306 (48,72)

157 (25,0) 165 (26,3)
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CHILD
NEUROLOGY

Tadmaua 2. Ipgexmuerocms Ceiizapa npu pazauunsix opmax snunencuu  obueli epynne nayuenmos, n (%)
Table 2. Efficacy of Sazar in patients with different forms of epilepsy and in all patients, n (%)

Parameter

All patients/forms
of epilepsy (n =
628)

Bricokuii TepaneBTrUecKkuii 3¢ dexT
(pemMuccust WIM CHIKEHUE YaCTOThI

npuctynoB Ha 50 % u GoJee) 463 (73,7)
High therapeutic efficacy (seizure freedom

or >50 % reduction in seizure frequency)

Pemuccust mpucTyIoB 306 (48.7)

Remission of seizures

Structural, presumably
structural, or unknown
etiology focal epilepsies

372 (75,0)

282 (56,85)

Genetic epilepsy
(+ developmental and
epileptic encephalopathies)
(n=97)

Idiopathic
generalized
epilepsies

(n = 496) (n=235)

65 (67,0) 26 (74,0)

10 (10,3) 14 (40,0)

pemuccus nipu npueme Ceiizapa gocrurayra y 14 (40 %)
3 35 manueHToB.

Ceiizap Obl1 Haubosiee 3PekTuBeH Npu HoKab-
HBIX, (pokanbHbIX ¢ mepexomoM B BTKII u abcaHcHbIX
MPUCTYMax.

PasHopomHas Koropra IMalueHTOB C TeHETUYSCKUMU
opMamu snmienicuu (BKIOYaBIIEH Pa3IMYHbIC XPOMO-
COMHBIE CUHIPOMBI, a Takxke DD—3DPD) BKiouasna nauu-
E€HTOB ¢ HauboJiee TSKEJBIM TeYeHHEM 3a00JIeBaHMS.
B cBs3u ¢ atuM apdexkTuBHocTh Ceit3apa 3aech Oblia
HMXE, YeM B 2 OPYrux Ipymnmnax, OJHaKo ocTaBajach 10-
CTaTOYHO BBICOKOI, cocTtaBuB 67,0 % (65 ciaydaes us 97).
Tepanestuueckast peMuccust rpu npueMe Ceiizapa Oblia
nocturaytay 10 (10,3 %) u3 97 naueHTOB.

Anam3 nannbix DDI mokazain, uro Ceitzap a3 heKTH-
BEH IIpU (POKAIBHBIX IIPUCTYIIAX C PETMOHATIBLHOMN 1 MYJTb-
TUPETMOHATBHOM SMIJICHTU(OPMHOI aKTUBHOCTHIO. Y 1e-
Tel, MOCTUTIIUX peMUCCUU Ha oHe Teparuu CeitzapoM,
MPEBAIMPOBAJIO PACITOIOKEHUE MUIETITOTEHHOTO oYara
B 3aTBLIOYHBIX OoTAeaaxX. OnHako 3¢ @eKT OTMEUEH U B CITy-
yae J0OHOM, BUCOUHON U MYJIBTUPETMOHAILHOM JTIOKaIN-
3allUU ST TU(GOPMHOIN aKTUBHOCTH.

V86 (13,7 %) u3 628 maLeHTOB B TPYIIIE «OTCYTCTBUE
a¢pdekra» ObUI0 OTMEYEHO YXyALIEHUE. MBI IPOBEJIM OT-
JIeTbHBII aHaIM3 TaHHOU rpynmbl. OHa BKJIIOYaIa Malm-
€HTOB JIETCKOI'0 BO3pacTa, KOTOPhIC IEPBUYHO O0PaTUINCh
B Haml MHcTuTyT B nepuon ¢ 25.10.2024 no 12.04.2025,
U Jajiee Mepuoa HabOMoAeHUs cocTaBul 6—15 Mec.
IMon yxymiieHueM Mbl TIOHUMAJIA YYallleHUE IIPHCTYIIOB
WJIM HapacTaHue 3MUIeNTU(OPMHON aKTUBHOCTY Ha D3OI,
OnHako arrpaBalys TpeOyeT TIIaTeJIbHOM CUHIPOMOJIO-
TMYeCcKoil BepuduKalu, aHajau3a JIeKapcTBEHHbIX B3au-

MOACUCTBUI U OLIEHKW TUTpalUK. B OOJBIIMHCTBE CITy-
yaeB TPyAHO AuddepeHIMpoBaTh UCTUHHYIO arrpaBaliio
OT €CTECTBEHHOTO YXY/ILIEHUS B TEUSHUH 3a00JIeBaHNS, YXYII-
IIEHUsI, BBI3BAHHOTO BHEIIHUMU (hakTOpaMu (Harmpumep,
WHGEKIMEI), U YXYIIIEHSI, CBI3aHHOTO C OTMEHOM IPYTroro
ADI npu BBeieH HOBOTO TIperapata. TeM He MeHee BO BCeX
3TUX CITyYasiX JJAMOTPUIDKMH ObUT 3aMeHeH Ha japyrue ADI
B CBSI3U C OTCyTCTBUEM a¢deKTa. JlaHHas rpyIina BKioJyaia
85 marenToB (13 297) c ®OACUM-ADII u 1 naneHTta
C IOHOIIIECKOW MUOKJIIOHMYecKo# anuuerncuein (FOMD).
Okazajoch, YTO MPAKTUYECKU BCE CIydyad arrpaBaliiy
(n = 85) ObUIM OTMeYeHBI Y AeTel (10 8 JIeT), y KOTOPhIX
Ha DBI peructpupoBagach 3nuiIenTuGOpMHas aKTUB-
HOCTb IO TUITy POJIAHAMYECKMX CITAMKOB (CMHOHUM:
ADI1d). Tonbko B 1 ciyyae (mauueHT 14 getr ¢ OMD)
CO00IIAIOCH 00 YXYIILIEHUH TeUSHUS SMUericu 6e3 3Iu-
nentudopMHoii akTuBHOCTH B Buae DI Ha DT Takum
o0pa3oM, yxyillleHue ObLIO OTMEYEHO y MallMeHTOB
¢ OOACUM-IDIT npaktrdecku B 1/3 cirydaes (28,6 %).
MOoXHO cies1aTh BBIBOJ O HEOOXOAMMOCTH C OCTOPOXKHO-
CTBIO pacCMaTpMBaTh Ha3HAYEHME JTAMOTPUIKMHA Y T1a-
LIMEHTOB JIETCKOro Bo3pacTta (0cO0eHHO 10 7—8 JIeT) ¢ 31U~
JnentugopMHON akTuBHOCTBIO B Bune JADII Ha D3I,
OITHAKO y OCTaBIIMXCS MMaleHToB (1 =212) ¢ ®DJCUM-
JADIT 6611 1ocTUTHYT BhicoKuit 3¢ ekt Ceitzapa.

ITo aT0i1 MpuumnHe BaxkHO AUPdHepeHLIMPOBATh CTPYK-
TypHYIO (poKaabHyI0 snuiercuio oT ®OACUM-ADIII.
DOHACUM-ADII — bopMa SMUIETICUA CO CTPYKTYPHBI-
MU U3MEHEHUSIMU B MO3T€, TaTO(MU3NOJIOTNIeCKIE MeXa-
HU3MBI KOTOPOM, IO BCEH BEPOSITHOCTU, XapaKTEPHBI
JUTSI BO3PACT3aBUCUMBIX (POKATbHBIX SITMIICTICHIA IETCTBA,
OITHAKO €€ TeYECHME B Pa3BEPHYTOM IIEPUOIE MOXET ObITh
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3HAYUTEIBHO 00JIee TSDKEIBIM, YeM IIPU BO3PAaCT3aBUCUMBIX
(hboKaIBHBIX SMUJICTICUSIX IETCTBA (BEPOSITHO, KaK CJICICTBUEC
COUYETaHUST CTPYKTYPHBIX U3MEHEHUI MPEUMYIIECTBEHHO
0eJ1oro BelllecTBa FOJIOBHOTO MO3Tra 1 Mpeapaciojiararnmx
reHetndeckux akropon) (K.}FO. MyxuH u coast., 2010;
K.1O. MyxuH, 2024). ITpodeccop K.}O. Myxun (2024) ot-
MeyaJl, 9To, HecMoTps Ha To uto ripyu OOACUM-IDI1]
nmeetcs npeodaaganue ¢pokanbHbix 1 BTKII, B HeBpoJio-
TMYECKOM CTaTyce Y OOJBIIMHCTBA MALIMEHTOB — OYaroBhIe
HEBPOJIOTUYECKYE HAPYIIICHUS, a TT0 JaHHBIM HEHPOBU3Y-
aJM3aly TMarHOCTUPYIOTCS CTPYKTYPHBIC M3MEHEHUS
B rojioBHOM Mo3sre, ipr ®DICUM-JIDI11, Kak 1 1ipy BO3-
PpacT3aBUCUMbIX (POKATbHBIX SMIJICTICUSIX IETCTBA, CJIEIYeT
C OCTOPOXXHOCTBIO Ha3HAYaTh KapbamMa3enmuH,/OKcKapbase-
IMH, 0COOEHHO Y JIeTeli JOITKOIBHOIO BO3pacTa, 1o Ipu-
YWHE BBICOKOTO PMCKa arrpaBalyiy PUCTYNOB U AU(dy3HBIX
snmIenTUOpPMHBIX M3MeHeHui Ha DI 1o Beeli Bumnmo-
CTH, JJAMOTPUDKWUH, KaK U Ipyrre OJI0KaTOpbl HATPUEBBIX
KaHaJIOB, TIPEXJIE BCETro y JeTeil MOIIKOJIBHOIO BO3pacTa
MOXKET BIIMSITh Ha 3BEHbSI SITWJICIITOIeHe3a IPH JaHHBIX (pop-
Max SIWJICTICUII, B OCHOBE KOTOPBIX ITPEAIOI0XKUTEILHO
JISXKUT BO3pacTHasl 3aIepsKKa UM TTOBPEKICHME MPOLIECCOB
MUEIMHUA3ALY Y CO3PEBaHUST TTPOBOISIINX CHCTEM MO3ra,
CITOCOOCTBYSI Y psifia TAIMEHTOB YCYT'yOJICHUIO TeUSHUST DI~
Jienicuy. BMecTe ¢ TeM B OT/IMUME OT ApYTryX 6J10KaTOPOB Ha-
TPUEBBIX KAHAJIOB Y JIAMOTPMIDKMHA OTMEUAETCs IIMPOKMIA
TPOTUBOAMWICTITHIECKUIA CIIEKTP G1aroaapsi KOMILIEKCHOMY
MexaHusMy aeiictBus. OH 3¢ @eKTUBEH ITPU Pa3INUHbIX TH-
Max 3MUJIENTUYECKUX MPUCTYTIOB — OT (hoKabHbIX U BTKIT
10 a0CaHCOB ¥ TOHMYECKMX TIPUCTYITOB.

IMpuBoAMM KIMHUYECKUIA CITydail HaOI0qaeMOro Ha-
MU NalueHTa, IeMOHCTpUpYIoluii 3¢ GekTuBHOCTh Celi-
3apa npu @DICUM-IDBI1]] v cnaapoMe MHGAHTUIEHBIX
SMWICNITUYECKUX CTIIa3MOB B aHAMHe3¢.

Knunuyeckuin cnyyai 1

Hauuenmra A., 8 rem. Quaenosz: PIIACUM-JDIII;
mpauchopmayus U3 CUHOpomMa UHGAHMUALHBIX INULENMU-
yeckux cnasmos. Kaunuueckas pemuccus ¢ 1 eoda 6 mec
(6 meuenue 6 nem). JII1, mempanapemuueckas gpopma.

Anamnes cusnu. Pebenox om 3-x podoe na cpoke
34 ned (pannee uzaumue 800, IKCMPEHHOE Kecapeao cevenue),
macca mena npu poxcoenuu 1820 e, dnuna meaa 43 cm. Bry-
mpudiceayooukosoe Kpogousausmue. Mckyccmeennas eenmu-
AAYUA NeeKUX npoeoduaace 6 meyerue 5 cym, do 1 mec de-
804KA HAX0OUAAC 8 OMOEACHUU NAMOAOSUU HOBOPOHCOCHHDBIX.
Tlcuxomomoproe pazeumue ¢ 3a0epiuCKOIL, YAYHUUAOCH NOCAE
KYRUPOBAHUS NPUCMYNO06 (HA4aAa NOA3aMb U AeNemams).

Anamnes 3abo0aeeanus. B 2 mec na DII 6bina evisisne-
Ha anusenmupopmuas akmusnocmo, 6 5 mec Ha 39T — kap-
MUHA 2URCAPUMMUU NPU OMCYMCMEUU npucmynos. B 6 mec
0ebiom npucmynoe no muny UHQAHMUALHbIX SNUACNIMUHECKUX
cnaszmos (5 npucmynog é cepuro, 2 cepuu).

Hespoaoeuneckuii cmamyc. Yepennoie nepeol: vacmuy-
Has ampous 3pUMenbHbIX HePE08, pacxoosujeecs Kocoena-
3ue. Ilceedobyavoaphulii cundpom. B dsueamenvHoii cgepe:
MbLUEYHbLII MOHYC NOBbLUEH, KAOHYCbl cmon. Camocmosimens-
HO cadumcsi, hoazaem, ecmaem y onopul. Meakas momopuka
napywena. Ipouznocum omoenvhuie crosa. Haeviku camo-
00CAYHCUBAHUSA He CRHOPMUPOBAHDI.

Macnummno-pe3onancras momozpagus 20406H020 Mo3-
2a: NepUBEHMPUKYASPHASL ACLIKOMAASUUS, oablle cnpasda.

Dapmaroaozuueckuii anamues. Ioayuasa easvnpoe-
8YI0 Kucaomy, aegemupayemam — 6e3 sgpgpexma, sueabam-
PuH — epemennbiil pgpexm. Unganmunvhble snusenmuueckue
CRA3Mbl RPEKPAMUAUCH HA (POHE NPUEeMa 2AHKOKOPMUKOCHe-
poudoe (eudpokopmu3son 10 me/xe/cym) é éo3pacme 1,6 oda.
3Hauumenvro yayuuuaucy nokazameau 331 (mpancgopma-
Yusi om 2UNCapummuy 00 pecuoHAAbHOU INUNENMUPOPMHOLL
axmuenocmu undexcom <10 %). Jlesemupayemam Ooin om-
menen. TIpodoaxcana npuem eanvnpoesoil kucromol. Muoexc
INUACNMUPOPMHOU AKMUBHOCMU 8 OUHAMUKE YEeAUYUACS
0o 30 %, nocne s3moeo 6 mepanuio 6via dobaeaen Ceiizap,
YMO NPUBENO K CHUNICCHUIO UHOCKCA dNUACNMUPOPMHOU aK-
muegnocmu Ha DII. B darvheiiuem desouka bblia nocmenen-
HO nepegederna Ha asvmepHamusHyro moHomepanuto Ceiiza-
pom 6 do3ze 5 me/ke/cym (c yuemom nomeHuyuasvHolx 119
8aABNPOEBOL KUCAOMBL) U HAOAI00AAACH INUNENMOA02OM
Kaxcovte 6 mec. Ha ghone monomepanuu Ceiizapom pemuccus
COXPAHSeMCsl, NEPEHOCUMOCHIb AeHEeHUsL YAYHUUAACD.

ITepenocumocTb Tepanuu. Xopolliasi IePeHOCUMOCTh
Ceiizapa oTMevaiach y ITOIABISIONIEro OOIBIIMHCTBA T1a-
ureHToB — 573 (91,3 %). [19, cBsa3aHHbIe ¢ Tepanueil Ceii-
3apoM, 3aperMCcTpUPOoBaHbI Y 55 (8,76 %) mareHToB. B 601Th-
IIMHCTBE CJIy4aeB OTMEYAIMCh ITPEXOASIIIe HApyIIeHUSs
B BHIE TOJIOBOKPYKCHMUSI, TOJIOBHOM 0OJI1, TPEMOpPa, TOII-
HOTBI, KOTOPBIE He TTOTpeOoBaIi OTMEHHI IIpeliapara.

AJeprudeckue peakiiii UMeJIM IIPeUMYIIeCTBEHHO
KOXXHbIC TIPOSIBJIICHUST — aJIEPTUICCKYIO KOXHYIO CHIIb,
KoTopasi 6bl1a oTMeueHa B 37 (5,8 %) ciayyasix u3 628 1 no-
SIBUJIACh B TE€YCHUE MTEPBBIX 2 MeC Tepanii. AHTMOHEBPO-
Tu4eckuit otek (oTek KBuHKe) 3apeructpupoBaH y 1 ma-
LMeHTa. AJIJIEpru4ecKrue peakiuy ObLIM eTMHCTBEHHOM
npu4yrHoi oTMeHbI Ceii3apa 13-3a MJI0X0M MepeHOCUMO-
CTU; HEOOXOMMMOCTh B OTMEHE IIperapara B CBSI3U C PO~
GieMaMHM TTIEpEeHOCUMOCTHY BO3HUKIA y 15 (2,4 %) nmauu-
€HTOB 13 628. B oCTaJIbHBIX CITydasiX KOXHasI ChIIb ObIIa
TPaH3UTOPHOM, He TOTpeOOBaIa OTMEHHI IIperapara, 1 ee
CBSI3b C MPMEMOM JIAMOTPUIKMHA HE I0Ka3aHa.

B 2 cnyyasx Ceiizap ObLT BBeIeH B Teparuio y nauu-
€HTOK PEeNpPOAYKTUBHOIO BO3pacTa C IIeJIbI0 CHIKECHUS
JIO3bI BaJIbIIPOATa B CBSI3U C BEIPAXKEHHBIMU HAPYILIEHUSIMU
MEHCTPYaJIbHOTO IIMKJIa, TIOBBIIIICHUEM MaCChl TeJla, ajlo-
rieteii, orekaMmu. CHIDKEHUE 103l BaJIbIIpoaTa BABOE (10
750 mMr/cyt) B KomOuHaiuu ¢ CeifzapoM NMpuUBEIo K 3Ha-
YUTEJILHOMY YJIYYIIEHUIO TIEPEHOCUMOCTH Tepanuu. OnHa
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ManyeHTKa poausia 310poBOro pebeHKa Ha MOHOTepaIuu
Ceitzapom B 103e 350 Mr/cyT.

Vnyuienue HacTpoeHUs (Y B3pOC/bIX IMAallMEHTOB),
a TakKe MOBEJACHUSI, Pa3BUTHS U 00y4eHUs (neTeii) Ha (poHe
teparmu Ceiizapom otMedeHo y 380 (60,5 %) m3 628 marm-
eHToB. B 5 cnyyasax Ha ¢oHe Tepanuu CeitzapoM B CBI3U
C YAyYIIEHUEM TICUXUTIECKOTO COCTOSTHUS Y B3POCJIBIX T1a-
LIMEHTOB C paHee TMarHOCTUPOBAaHHOM IeTIpeccueil crana
BO3MOXHOIM OTMEHa aHTUIeNpeccaHToB. Hu B omHOM city-
yae He ObUTIO OTMEYEeHO HeraTuBHOTro BiusHMs Ceiizapa
Ha ITaMsITh, BHUMaHVe, HAaCTPOSHME 1 ITOBeicHYe (110 OLICH-
K€ TAllMEHTOB 1 POIUTEJIEH, B psijie CIydaeB — HeMpOIICH -
XoJiora).

Bricokyio a(p(peKTUBHOCTh U XOPOIIYIO MEePEeHOCU -
MocTb Celizapa moaTBepxkaaeT GakT MPUBEPKEHHOCTU
neyeHuto: 500 (79,6 %) u3 628 marMeHTOB ITPOIOJIKUIN
MpYeM TIpenapara 3a nepuoj HabmoaeHus (KOTOpbIid Ba-
PBUpYET OT 6 Mec 1o 7 JIeT).

06cyxxaeHune

DddekTuBHocTh Ceii3apa B 001l rpynne NANKUEHTOB.
TeparneBTruecKasi KIMHUYECKAsE pEMUCCHUS TIPU IIpUEMe
Ceiizapa (n = 628) B HallleM HCCIIeOBaHUY ObLJIa JOCTUT-
HyTa y 306 (48,72 %) n3 628 manueHTOB; YMEHBIICHNE
4yacToThl MPUCTYNOB Ha 50 % u Gosiee HaGIOAATOCH A0-
nmojaHuTeNbHO ¥ 157 (25 %) nmauueHToB M3 628. Takum
00pa3oM, B LIeJIOM TepaneBTUIECKUA 3¢ dheKT (peMuccust
WK ypexXeHue NMpuctynoB Ha 50 % u Gosiee) mosrydyeH
y 463 (73,7 %) n3 628 nareHToB. [1pr 3TOM MOYTH OJIO-
BuHY (48,72 %) cny4aeB xopolero adeKkTa cocTaBuiIa
KIMHWYecKass peMuccus. [IppHrMast Bo BHUMaHKE TIPeo-
OJlaaHKe B MCCSIOBAHUM TTALIEHTOB C TPYIHOKYpaOeIIb-
HBIMHU (popMaMU SMUJIEIICUU, 3TOT MOKa3aTelb MOXHO
paccMaTpuBaTh KaK O4€Hb BBICOKUI. DhMEKT OT IeueHUs
He OBUT JOCTUTHYT B 165 (26,3 %) ciy4dasix.

CxopmHble JaHHbIe OBLIM MOJIydeHbI HAMU MPU My0Iu-
Kaluu 4-JIeTHero aHaju3a AaHHbIX Tepanuu CeiizapoM
y nauueHToB pa3Horo Bo3pacta (K.FO. MyxuH u coaBr.,
2022). TepaneBtuyeckasi pemuccus npu npueme Ceiizapa
Ob1a nocturHyra 'y 47 (45,2 %) u3 104 narmentoB. CHM-
>KEHUE YaCTOTHI MPUCTYITOB Ha 50 % u 6osee HabMIOIAIOCh
nononHuTenbHO Y 35 (33,6 %) nanueHToB. B 1ienom Tepa-
neBTUYECKUit 3P PeKT (peMuccusi Uau ypexkeHUue MpucTy-
noB Ha 50 % u 6oiee) ObLT mocTUTHYT y 82 (78,8 %) na-
ueHToB u3 104. BaxkHO OTMETUTD, YTO MPU YBEIUYEHUU
YHCIa MalleHTOB Gosiee yeM B 6 pa3 (628 mpotus 104)
M 3HAYMTEIBHOM YBEIMYCHUY JTUTEIbHOCTH HAaOJIOACHUS
(aHanu3 3a 7-1eTHUl epuo) mokasatean 3¢ GEeKTUBHO-
ctu Ceitzapa oCTaaucCh CTAOUJIBbHO BHICOKUMU, U ObUIU
MOJTyYEHBI Iaxe 00jiee BBICOKME TTOKa3aTe/Iu 110 CpaBHE-
HUIO C JaHHBIMU Halllero aHaiausa ot 2022 r.: TepaneBTU-
yeckast pemuccus 48,72 % (npotus 45,2 % B 2022 1.).
OO0t mokasaresb 3¢ GEKTUBHOCTU OCTAETCSI CTaOUJIb-
HBIM: 78,8 % B 2022 1. 1 73,7 % B HacTOSIIIEM aHAJINA3E.

2

B 65113K0M 110 CTPYKTYpE K HallleMy MCCIICIOBaHIIO aHa-
ym3e A.M. TTusoBaposoii, 3.K. Topuxanosoii (2021) ¢ yua-
cTreM 78 MaleHTOB ¢ pa3IMYHbBIMKA (DOPMaMU SIWJICTICUM
oT 4 1o 21 net (cpemHuii Bo3pacT 9 jieT) TepaneBTUYECKUi
3¢ ¢eKT (HaCTyIUIeHe KIMHUYECKON PEMUCCUM U CHU-
JKeHME YacTOThI TPUCTYTIOB Oostee yeM Ha 50 %) ObLT JOCTHT-
HyTY 65,4 % nateHToB (73,7 % — B HallleM UCCIICIOBaHUN),
a KIIMHUYecKast pemuccusi —y 34,5 % narieHToB (48,72 % —
B HallleM UCCJICTOBAHUM ).

D dekTuBnoctp Ceiizapa B 3aBUCUMOCTH OT (hOPMBbI
smuiencuu. Hanbombiyio apdekTuBHocTh Celizap mpo-
JIEMOHCTPUPOBAJ TIPU (DOKATBHBIX SMUICTICUSAX (CTPYK-
TYPHBIX, IIPEATIOIOKUTEIBHO CTPYKTYPHBIX, CTPYKTYPHO-
TeHETMYECKUX Y HEYCTAHOBJIEHHOM 3THOJIOTUH), a TAKXKe
npu cuHapomax UI'D.

Ceiizap 0bU1 HauboJee 3(PHEeKTUBEH B TPYIINE «CTPYK-
TYPHBIE/TIPEATIONOXKUTEIEHO CTPYKTYPHBIE/C HEYCTaHOB-
JICHHOM 3THOJIOTMel (poKaIbHBIE SMIeIcCUm» (n = 496).
ol MalMeHTOB C BBICOKMM TeparieBTUYECKMM OTBETOM
(peMuccus WIM CHYKEHHUE YacTOThl IPUCTYIOB Ha 50 %
u 6os1ee) nocturia 75 % (372 mamumeHTa); Ipy 3TOM KJIU-
HUYecKasi peMuccust Obuta JocTturHyTa y 282 (56,85 %)
u3 496 nanuenroB. Ceiizap Obl1 Hanbonee 3pheKTUBEH
npy (HOKaJbHBIX MPUCTYNAX U (HOKAIBHBIX MPUCTYIIAX
¢ niepexoaoM B BTKII. D¢ dekT Ha mpUCTYIbl OTCYTCTBO-
Bai B 124 (25 %) cnyuasx.

Anam3 nannsix DDI mokazain, uro Ceitzap ahhekTH-
BEH IIpU (POKAIBHBIX MPUCTYIIAX C PETMOHATIBLHOMN 1 MYJTb-
TUPETMOHATBHOM SMIJICHTU(OPMHOI aKTUBHOCTHIO. Y 1e-
Tel, JOCTUTIINX peMUcCUHr Ha oHe Teparuu CeitzapoM,
MPEBaIMPOBAJIO PACITONIOXEHNE SIMJICIITOTeHHOTO oJara
B 3aTBUTOYHBIX OTaenax. OnHako 3¢ (eKT OTMEUEH U B CITy-
yae J0OHOM, BUCOUHON U MYJIBTUPETMOHAILHOM JIOKAI-
3alUU AMWIENTUDOPMHONA aKTUBHOCTH.

INokazaHue K Ha3HAYCHUIO JJaMOTPUIKUHA TTpU do-
KaJIbHBIX TIPUCTYIaX BKIIOYEHO BO BCE MEXIyHAPOIHBIC
U HallMOHAaJIbHBIE pekoMeHaaLuu (ripexae Bcero ILAE),
HaIlMOHAJIbHbIC PEKOMEHIALIUM, PEKOMEHIAIIUU OTAC/Ib-
HBIX 3IMWIECNTOJIOTNYECKMX IICHTPOB, 9KCIIEPTOB B BITH-
JIETITOJIOTUH, KOTOPHIE SIBJISTFOTCS. OPUEHTUPOM JIJIST BBIOO-
pa ADII. B coorBeTcTBUU ¢ pekoMeHaanusiMmu ILAE
M0 MHULMANbHON MoHoTepanuu ADII nmpu pazauyHbIX
TUMaX SMUJIETITUYCCKUX MPUCTYIIOB U SMMICHTUICCKUX
cungpoMax (T. Glauser u coaBT., 2013) 1aMOTPUIXKUH pe-
KOMEH/IOBaH K IIPUMEHEHMIO TP (hOKATbHBIX TPUCTYIAX
y B3pocibix (pekoMeHnaimu kiacca C) U y nereit (peko-
meHgauuu kiacca D). C.P. Panayiotopoulos (2007, 2010)
PEKOMEHIyeT ITPUMMEHEHME JJaMOTPHUIKIHA TTPU (DOKaJIb-
HbIX TIpucTynax pa3Hbix TMIIOB U BTKII u otHocur ero
K TpyMIIe IpenapaToB 1-i TMHUM TP (DOKATBHBIX ITPUCTY-
Iax pa3HbIX TUIIOB C BTOPUYHOM TeHepaIu3alueid
um 6e3 Hee. MHOTOYMCIIEHHBIE UCCIICIOBAHMS ICMOHCTPH -
pyIOT 3(pDEeKTUBHOCTD JIAMOTPUIKMHA TIPU (DOKATbHbBIX
SIUJIETICUSIX, B TOM unciie y neteit (M. Brodie u coaBr., 1995);
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T.E Barron, 2000; E. Schlumberger u coasr., 1992). HaunHast
¢ HauboJlee paHHUX UCCSIOBaHUIA U IO HACTOSIIIETO Bpe-
MEHU aBTOPHI TAKXKE MOAYSPKUBAIOT O0JIee O1aronprsTHhIC
rapamMeTpbl IEPEeHOCUMOCTH JIAMOTPHIKMHA TI0 CPaBHEHMIO
¢ mpyrumu ABII, B ToMm yucrne y aereit (M. Brodie u coabr.,
1995; Y.T. Liu u coaBt., 2016). Takxe aBTOpbI MOMYEPKHUBAIOT,
YTO JIAMOTPUIKUH 3(p(PeKTUBEH y neTeii ¢ (poKaabHbIMU
MPUCTYIIaMM KaK B TIOJIMTEPAIiiu, TaKk ¥ B MOHOTEpAITUH
(T. Barron, 2000; Y.T. Liu v coasrt., 2016).

Cucrematrnyeckuii 0030p Y. T. Liu m coast. (2016) iprme-
HEHWs1 JJAMOTPUIKHA B MOHOTEPATWH Y AETEN, BKITFOUALOLINIA
9 paHIOMU3UPOBAHHBIX KOHTPOJIMPYEMbIX MCCJIEIOBaHMI
¢ yyactreM 1016 marrieHTOB, MoKasail, 4yTo 3(PheKTUBHOCTh
JIAMOTPUIXKMHA B MOHOTEPAITMHU T10 ITApaMeTpy JOCTYLKEHUS
TOJIHOTO KOHTPOJISI HaJl IIPUCTYIIaMU CYIIIECTBEHHO HE OT/IU-
Yajiach 10 CPaBHEHUIO ¢ TPyIaMK KapbaMasenHa U Bajlb-
rpoara, Mpu 3TOM JIAMOTPUIKMH MMeJI IPEUMYIIeCTBa
o nepeHocumoctr. CrucremaTniyeckuii aHanmmu3 Kokpa-
HOBcKo#1 0a3bl maHHbIX (M. Panebianco u coasr., 2020)
MPOJEMOHCTPUPOBa 3¢ GHEKTUBHOCTL 10OABOYHOM Tepa-
MMUU JJaMOTPUIIKMHOM JIaKe y MallUeHTOB C PE3UCTEHTHBI-
MM K Tepanuu (QOoKaJabHBIMU TpUcTyiaMu. I1o maHHBIM
A. Warshavsky u coaBt. (2016), y B3pOCIIBIX MallHEHTOB
¢ (bOKaJIBHBIMU MPUCTYIIAMU C BTOPUYHOM TeHepaIn3a-
uei win 6e3 Hee HauOoJiblast 3¢ (MEKTUBHOCTD JIEYSHUS
JIOCTUTAETCS IIPU IPUMEHEHUM CYTOYHBIX 103 JTAMOTPU/I -
>X1UHa He MeHee 250 Mr/cyT (0COOEHHO MPU YCIIOBUU JUTU -
TeJIBHOTO (>5 JIeT) TeYeHUs SMUJICTICUU A0 Ha3HAYCHUS
snamotpumkuHa). [To HammM naHHBIM, 3¢ GEKTUBHOCTD
neyeHus CeitzapoM npu (poKaabHBIX (DOopMax SMUIESIICUI
ObL1a JOCTUTHYTA U TIPU MPUMEHEHUHU CYTOYHBIX 200 Mr
1 MeHee, B TOM YUCJIe TTPU OTHOKPATHOM MpHeMe TIperia-
paTa Ha HOYb.

V 2 naliMeHTOB CO CTPYKTYPHOI (hOKaTbHOI 3MUIeI-
cuel B HalleM HaOJIIoIeHUH B CBSI3U C BHICOKOM 3(pdek-
TUBHOCTBIO Celizapa ObUT OCYIIECTBIICH YCIICIIHbBIN TIepe-
XOJI ¢ MmojuTepanuu Ha MoHoTepanuio CeiizapoM. B Tom
yucie Ceiizap Obl1 BRICOKOI(M(dEKTUBEH Y M3HAYAbHO
PE3UCTEHTHOTO K Tepanuu naiueHTa 20 JieT ¢ AMarHo30M
«TMCAIMOPHOITIACTUYECKAST HEMPOSIIUTEIMAIbHAS OITyXOJTb
JIEBOM 3aThUIOYHO-BUCOYHOM 00JIACTU, COCTOSTHUE TIOCTIE
yIOaJIeHUsT OITyXOJIM; CTPYKTYpHas (hoKajibHasi BUCOYHAsI
SIMJICTICHS CJIeBa». Y TaHHOTO MaIlMeHTa ITOCIIe OIepalliu
MPUCTYITBI TPOJOIKAIMCH Ha (hOHE TTpreMa JIakocaMuaa
W BaJIbIIpOAaTa, MJIaHUPOBAJIUCH ITOBTOPHOE TTPEXUPYPIH-
yeckoe o0cienoBaHUe U MTOBTOpHas omnepaius. OmHako
MpU A00ABJICHUM JJaAMOTPUIKUHA TIPUCTYITBI TIPeKpaTH -
JIUCh, OIepalivs He Obla IpOBeIeHa, U B JaJIbHEHIIIEM
Ha (hOHE IUIMTETBHON PEMUCCUU YIAJIOCH TIEPEUTH Ha MO-
HOTEpaIio JIAMOTPUIXKMHOM, OTMEHUB BHayYajle Bajlb-
Ipoat, a 3aTeM M JIaKocaMMI. PeMuccusi coxpaHseT-
ca >10 net, I1D orcyrcTBYIOT. B CBSI3M ¢ AIuTENbHOM
pEMUCCHE IPOBOIUTCS MEIJIEHHOE CHIKEHME 03I JIa-
MOTPMIKIHA.

Jpyroit nauueHT, 32 JieT, CO CTPYKTYpHOI (poKaIbHOI
SNUJIEeTICUel JOCTUT PEMUCCHUM TTOCe XUPYPIUIECKOTO
JnedyeHus Ha poHe mpuema Celizapa 1 KjiobazaMa (B Jajlb-
HelileM Kio0a3aM ObLT OTMEHEH, TallMeHT IoJIyJaeT Ja-
MOTPUIXUH B MOHOTEpAIUM; PEMUCCUSI COXpPaHSETCs
¢ nexkabps 2008 1. mo HacTosiee BpeMs (>16 ner), 1D
OTCYTCTBYIOT). B CBSI3U ¢ IInTeIbHOM peMuccUelt TpoBo-
JIUTCS MEJIEHHOE CHIDKEHNE 103bl TaMOTPUIKIHA.

[TpuBoauM KIMHUYECKUI clTydait HabogaeMoit HaMUu
MalMEeHTKU, TEMOHCTPUPYIOIIUI BhICOKYIO 3D hEKTUB-
HOCTh M XOpOIllylo TiepeHocuMocTh Ceifzapa y 1eBOYKU
¢ pokanbHOI cTpyKTYypHOI1 anmnencueii u JALIT, y koro-
pOli 3MUJIENITUYECKUE TTPUCTYIIBI UMeNIU dapMaKopesu-
CTEHTHOE TeyeHMe 10 HazHaueHus Ceiizapa.

Knunnyeckuin cnyyai 2

Hauyuenmxka b., 14 aem. Auaenos: cmpykmypras ¢o-
Kanvnas snuaencus. Ipucmynol: okanviovie ¢ nepexo0om
6 BTKII co cmamycHbim meuenuem; pokanvHbie NPUCHYNbI
¢ Hapywienuem CO3HAHUS U OCMAHOBKOU AKMUBHOCMU
u 6e3 maxKoeoeo, ¢ gecemMamueHbIMU NPOSIGACHUIMU, 8 600D~
cmeosanuu u 60 che. Kiunuueckas pemuccus 6 meueHue
3,5 e00a. A1, cnacmuueckas dunneeus. Hocumenv eenm-
PUKYNONEPUMOHEdNbHO20 WYHMA.

Anamnes xcusznu. Poovr na 26-ii nedene. Macca mena
npu poxcdenuu 1000 e, dnuna mena 32 cm. Hckyccmeennas
BeHMUAAYUS NeeKuXx 6 meueHue 4 Oneil. Jluasnocmuposamol
eHympuicenydoukogoe kpogouzauauue III—I1V cmenenu,
cencuc, ¢ 2 mec 0eo4Ka Haxo0uaacs 8 NPoPurbHOM omaoene-
HUU 043 HOBOPOJICOEHHbIX NO NOBOJY HaApacmarouieil eudpo-
ueganruu. B 2,5 mec nposedeno cmenmuposanie 6000npoeo-
da, 6 3 mec — 6eHMPUKYAONEPUMOHEANbHOE ULYHIMUPOBAHUE
cnpasa. Heckonvko pas nposoounacs KoppeKyus uyHmupy-
foujeii cucmemol 8 c653u ¢ JuchyHKyuei uynma.

Anamnes 3aboaesanus. edrom npucmynos 6 1,5 coda
Ha gone nosviuerus memnepamypul meaa do 38,5 °C: o cre
pa36uncs (hOKANbHLLI GePCUBHDLI NPUCMYN ¢ Nepexodom
6 bTKII co cmamychubim meuenuem. Bmopoii npucmyn pa3-
8UACS Yepe3 200, Oe3 NoBbLULeHUSL memnepamypbl meada. 3amem
npucmynsi hosmopsaucey ¢ uwacmomoii 1 paz é mecsay. boin
HA3HAYeH npenapam eaabnpoesoil KUCAOMbL C NOCHENeHHbIM
yeeauueruem 003vl 00 400 me/cym — npucmynsl Cmau Kopo-
ye (0rumenbHOCmbio Heckoabko murym). Yepes 1200 (6 5.1em)
ObL1 dobasnen okckapbaszenun é doze 600 me/cym. Pokanviole
npucmynsi ¢ mpaucgopmayueii ¢ bTKII co cmamycHoim me-
yenuem yuacmuauce 0o 1 snu3oda é 2 Hed, enepeaule pa3euaucy
oK abHbIe NPUCIYNBL C OCMAHOBKOL AKMUBHOCMU U Gecema-
MUBHbIMU CUMPMOMAMU, onumensvHocmoto do 10 c. Iposedena
3amena okckapbazenuna Ha nesemupauemam 700 me/cym
6 Kombunayuu ¢ sarvnpoamom 600 me/cym. Ipucmynot npe-
Kpamuaucy u omcymemeosanu okono 8 mec. Ilocre 60300-
HOGAeHUs (POKAAbHBIX npucmynog ¢ yacmomoii 1 paz ¢ 1 mec
do3y nesemupayemama yseauuuau o 800 me/cym. Ilpucmy-
not omcymemeosaau oxono 3 nem. B 9 nem 6vin0 npunsmo
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peulerue CHU3UmMb 003y 6aabnpoama (KOHUeHmMpauus 6aib-
npoesoil Kucaomol 8 Kposu cocmasuna 125 mie/mn), Ho uepes
HeCKoAbKO Mecsye8 60300H08UAUCH (POKANbHbIE NPUCTYHbL
C 8e2eMaAmMUBHbIMU CUMPMOMAMIUL, OAUMEAbHOCIbIO 00 2 MUH,
c yacmomoii 1 3nu300 6 Heckonviko Ouell. o3y eéarvnpoama
yeeauuuau 0o 600 me/cym. OmmeueHo yuauieHue npucmynos
6 bodpcmeosaHnuu u 8o cHe 00 edcedHesHbiX. Janee, 8 603pa-
cme 10 1em, 003y aeeemupauemama NOCMENeHHO YeeAu Ul
0o 1400 me/cym u cnuuu 0o3y eanvnpoama 0o 450 me/cym —
oe3 aghgpexma. B 10.1em nposedera 3amena anvnpoama Ha mo-
nupamam 100 me/cym. Jlnumenvrocms (00 HeCKOAbKUX CEKYHO)
U UHMEHCUBHOCHTb NPUCHIYNOE8 COKPAMUAUCH, HO HA (hoHe npu-
ema monupamama 6 doze 150—200 me/cym desouka cmana
Xyoice noobupams c106a, yXyouluaacs Namsams, OmMMme4aiocsh
yuawerue npucmynos. C konya mas 2022 2. cmanu npogoduma
nocmenennyio 3ameny monupamama xa Ceiizap. Ilpu npueme
Ceiizapa 6 doze 100 me ympom u 75 me eeuepom (CymMmapHo
175 me/cym (4 me/ke)) npucmynwst npexkpamuauce. Ilocae
OMMeEHbl MONUPAMAMA OMMEUEHO YAVHULIEHUE CO CHOPOHbL
KoenumueHot cpepul. Tlpucmynst omcymemeyrom ¢ cenmsaopsi
2022 e. (c 6o3pacma 11 aem). llesouka npodoaxcuna npuem
neeemupayemama 1600 me/cym + Ceiizap. B ces3u ¢ Huskoi
KoHueHmpayueil aamompudxcura ¢ kposu (3,0 mke/ma, pa-
Hee — 4,13, 6 danvHeiiwem — 4,17 mke/Mma) 66110 RPUHAMO
peuieHue nocmeneHHo ygeauuums 003y Ceizapa do 150 me
ympom u 125 me eeuepom (cymmapro 275 me/cym (5,2 me/ke)).
Ilepenocumocmo aevenus xopouas.

Heepoaoeuueckuii cmamyc. Obuiemo3208b1x u MeHUH-
2eaNbHbIX cUMnmMomoe Hem. Peub pazsepnymoimu gpazamu.
AnvmepHupyioujee cxoosaujeecs Kocoenasue. Jleexas ouzap-
mpus. Huxcrusas cnacmuueckas dunaeeusi. Camocmosamenvho
cuoum, cadumcs. Xodum npu nodoepaicke 3a 0ge pyKu.

1lo oannvim MPT 204061020 Mo32a: cocmositue nocie
CMeHmMUPOBArUst 000nP080O0A U YCMAHOBKU 6EHMPUKYA0NE-
DPUMOHeanbHo2o ulynma. Benmpukynsomeeanus, nopsnyegha-
AUYecKas Kucma npaeoil 100Hoil 0oau.

Mmuoeoxpamuo npogoduaucy snekmposnyegaroepagpu-
yeckue uccaedosanus. Ha pannux DI pecuonanvuvie po-
aaHduyeckue cnaiiku (A1), domunupyrouue 6 negom
noaywapuu.

B nacmosawee epemsa na DII': ocnosroii pumm cghop-
Muposawn 8 npedenax Hopmul (8,5—9,0 Iy), npedcmasnen
ACUMMEMPUHHO C AMAAUMYOHBIM AKUEHMOM CAe8d, 0e30pea-
Huzoean bema-, mema-eoanamu. B xode 6bodpcmeosanus
U CHA pe2ucmpupyemcst RPOOOANCEHHOE Pe2UOHANbHOE ApUm -
MU4HOe 3ameodineHie mema-, pejce 0eabma-0uanasona é npa-
8011 100HO-yeHmpanvHoi obaacmu. B cmpykmype 3amednenus
DpecUCmpupyiomcst eOUHUYHbIE PEeUOHANbHbIE OCPbLE GONHbL
8 NPaesoil 10OHO-UEHMPAAbHOU 00aacmU.

IMpuBoauM ellle OAMH KIMHUYECKUI CiTydail HabJIro-
JlaeMoil HaMM MallMeHTKHU, KOTOPbIA TeMOHCTPUPYET (-
(eKTMBHOCTh M XOpoIllylo IepeHocuMocTh Celizapa
pu POKaTbHOM SMWIETICUY HEYCTAHOBIEHHOM 3TUOJIOTUH

Yy NallM€HTKU C (I)apMaKOpe3I/ICTCHTHLIM TCUYCHUEM 211N -
JIETICUMM 1O Ha3HAYCHUA CeI7I3apa.

Knunnyeckun cnyyaii 3

Ilauuenmka B., 11 rem. Juacnos: gpokanvras snunen-
cUsl HeyCMAaHo8AeHHOU 3muonoeuu (caedyem ouggepeHyu-
posamb ¢ eeHemuyeckoli snuaencueil). Ipucmynoi: gpoxans-
Hole monuueckue u bDBTKII 6o cue. Bwvipascenuovie
KOCHUMUBHbLE HAPYUIeHUSL, anaiust. AmaKkmu4ecKkull CUHOPOM.
Hapywenue smouuonanvHoil cghepvt co cmepeomuntoil 0eu-
2amenbHoll AKMUBHOCMbIO.

Anamnues ucusnu. Pebenox om 1-ii, HopmansHo npome-
Kasuell bepemeHHocmu, podvl Ha 41-ii Hedene, sKcmperHoe
Kecapego ceueHue (eunokcus nioda). Macca meaa npu po-
acdenuu 2190 e, dauna mena 46 cm, oyenka no wikanre An-
eap — 8/9 6annos. Pannee pazsumue c 3a0epiuckoil ncuxuye-
CK020 U pexesoeo pa3eumusl;, Ha4ai0 CamMOCHmOSMENbHOL
x00b001 6 1,5 200a. Peub Hukoeoa e bvira cghopmuposana.
Hacaedcmeennocms He omszoujena.

Anamnes 3aboaesanus. B eozpacme 10 mec podumenu
00pamuAUCh K 8pauy 6 cesa3u ¢ 3a0epiucKoil NCUXOMOMOPHO20
pazeumus pebenxa. Haznauanuce Hoompontole npenapamot —
oe3 agppexma. B mae 2019 ., 6 6o3pacme 5aem 10 mec, énep-
evle 6osHuk BTKII 6o cne, daumenvrocmoro 5 mun. Co caedy-
fouje2o OHsI NPUCMYNbL CMAAU NOBMOPAMbCS KAWCOYIO0 HOUb.,
boira naznauena eanvnpoesas Kucioma 6 kanasx no 10 ka-
neav 3 pasza 6 densv (300 me/cym) — 6e3 agpgpekma. 3amem
dobasnen aegemupayemam — OMMeHaIACh BbIPANCEHHAS 803~
oydumocms; negemupauemam ommeneH. Jaree dobaensiiu
monupamam, Kapbamazenur — oe3 agpgpexma. Kapbamazenun
3ameHeH Ha okckapbazenun 6 doze do 900 me/cym. BTKII
NPEeKPamuAuch, HO 60 CHe CMAAU 803HUKAMb (POKAAbHbIE MO~
HUYecKue npucmynvl ONUMeAbHOCMbI0 HECKOAbKO CEKYHO, 4a-
cmomoii 0o HecKoabKux npucmynos 3a cot. Ha gone npuema
oKkckapoazenuna é doze 900 me/cym 803HUKAU INU300bI PEOMbI,
003a 6bina chuxcera 0o 600 me/cym — peoma nPeKpamuaacs.
B so3pacme 6 aem 0o3a éanvbnpoesoil KUCAOMbL YEeAUHeHd
0o 850 me/cym. Omuemaugnoix npucmynos pooumenu He om-
Meuanu oKono 8 mec. 3amem NpUCMynsl 6H08b 60300HOBUAUCD
00 exceHoUHbIX (UHO020a 00 5 anU30008 3a HOYHOLL COH) U 60 8pe-
M3 OHesHoeo cHa. C anpens 2022 e. — 3ameHna okckapbasenu-
Ha Ha Ceiizap ¢ nocmenenHbim yeeauueruem dosvt Ceilzapa
do 150 me/cym. Ilozonee doza earvnpoesoil Kuciomol Obina
cHudcerna 0o 600 me/cym. C nosbps 2024 2. omuemaugwix npu-
cmynoe podumenu He Habaooarom. B urone 2025 e. ¢ yuemom
Hapacmanusi NPeocmagAeHHOCU SNUAENIMUPOPMHOU AKMUB-
Hocmu Ha DI doza Ceizapa yseaunena do 100 me 2 paza
8 Oenb (cymmapro 200 me/cym (5 me/xe)). Ilayuenmka npo-
donxcaem noayyams Ceiizap  doze 200 me/cym 6 KomOUHauuu
¢ 8a1bhpoesoil Kucaomoil 6 doze 600 me/cym.

Heepoaoeuneckuii cmamyc. HecmpykmypuposarHoie
soxanusmol, omoenvHuie croeu. Hapywenue ocanxu. egop-
Mmayus neeoit cmonst. Ha koxce cnunbt, pesce Ha dcugome —
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KpynHble OenuemMeHmupo8antvie namua. AkmueHvle 0gusice-
HUS1 8 OCHOBHOM A1€80ll pYKOU. Acummempuu Auyeeoi MycKy-
aamyput Hem. MoluieuHblii MOHYC YMepeHHO NOBbLULEH 8 Ne60l
pyke. CyxoxucunbHble peghaexcot dcusvie, pagHomephvie. Ilo-
Xxo0ka wamkas. Xooum Ha noaycoeHYmblX HO2aX C NeKUM
HAKA0HOM MYA08UWA 8NnepeO.

Ilo oannvim MPT 2040681020 Mo032a: Oughdhysnas ye-
pebpanvHas ampous Hecneuupuueckoeo, npeonosodcumenb-
HO NepuHamanbHO-pe3udyaibHo20 Xapakmepa, pacuupenue
cy6apaxHoudanbHbIX NPOCMPAHCIE NPEUMYUECMBEHHO 100~
HbIX donell, 60p030 OOALUUX NOAYUAPULL, GEHMPUKYA0Me2a-
AUsL; pacuupere 60Abuoil 3amulA04HOU YUCMEPHDL.

Kapuomun 46, XX. Tandemuas macc-cnekmpomempusi
(chekmp auuUAKaAPHUMUHO8, AMUHOKUCAOM), UCCAe008aHUe
Ha opeanuuecKue ayudypuu — HapyueHuil He gviseaeHo. Pe-
KOMEHO0BAHHOE 2eHEMUKOM NOAHO2EHOMHOE UAU NOAHOIK -
30MHOE CeKBeHUPOBAHUe He NPOBEOeHO.

Ilpu ananuze BOM 6 6o3pacme 9 nem: ocHO8HOU pumm
cgpopmuposar 6 npedenax Hopmot (9,5—10,0 T'y). B 6oopcm-
B0BAHUU PE2UCMPUPYEMCS PE2UOHANbHASL INUNCHIMUGOPMHAS
AKMUBHOCMb 8 8UOE KOMNACKCO8 NUK—B0AHA 8 1601 3a0He-
JN00HO-8UCOUHO-MeMeHHOI 00nacmu. Bo che pecucmpupyemcs
MYAbMUPELUOHANbHAS INUACNMUGOPMHAS AKMUBHOCMb 6 8UOe
PeOKUX KOMNACKCO8 NUK—BOAHA, OCMPAsi—MeONeHHAsl B0AHA
8 1€6011 N0OHO-UEHMPANbHO-BUCOUHOU 00AACMIUL, HE3ABUCUMO —
6 16011 BUCOYHO-MEMEHHO-3aMbLAIOUHOU 00AacmU, INU300U-
YecKu 6 npaeoil N00HO-UeHMPANbHO-8UCOUHOI obaacmu.
Bo cue pecucmpupyromes nepeeyaspHvie OUBpPOHMO-UeHm-
DanbHble INUNENMUPOPMHDBIE Pazpsidbi KOMAAECKCO8 NUK—B0HA
daumenvHocmoto do 1,0—1,5 c. Bo cne 3apeecucmpuposan
POKaNbHYL ACUMMEMPUYHDBLI MOHUMECKUT npUcmyn 6e3 om-
Yemaueoll aneKmposanyehanoepapuueckoil uHuyUayUU, OAU-
meavHoCcmbio 0K010 20 c.

Ilo oannvim BIM om dexabpa 2025 e.: ocrosHoil
pumm cghopmuposar 6 npedenax Hopmot (10—11 Iy). B 600p-
CMBOBAHUU 3APe2UCMPUPOBAH eOUHUUHDBLI PecUOHANbHbL
KOMAAEKC NUK—BOAHA 8 1e601L 3aMblA0YHO-MEeMeHHO 001a-
cmu. Bo che peeucmpupyromes pecuoHanbHas dnuienmu-
@opmHas aKkmueHoCMb 6 8ude PecUOHANbHbIX KOMNACKCO8
NUK—BOAHA, 0CMPAsi—MeONeHHAS. BONHA 8 A€B0IL UEHMPANbHO-
8UCOYHO-100HOIL 0baacmu ¢ 3axeamom eepmekca (Cz) u pac-
npOCMpPaHeruem Ha npasyro 106HO-UeHMPANbHYHO 004ACMb,
Kopomkue oughgysnovie snusenmughopmuoie paspsovl 6 euode
CePYNNUPOBAHHBIX KOMNACKCO8 NUK—B0AHA, OCMpPasi—Me0-
AEHHAsl 80AHA, UH020a4 NOAUNUK—BOAHA, OAUMENbHOCINbIO
0,2—1,5c.

Ilayuenmxka noaywaem Ceiizap 6 0oze 200 me/cym 6 Kom-
OuHayuu ¢ 8aAbNPOEsOIl KUcA0moli 8 doze 600 me/cym.

WayonaTuyeckue reHepajn3oBaHHbie (DOPMBbI MUJIEN-
cun. DpdekTuBHOCTh Celizapa TakxKe Oblia BBICOKOM
B gaHHoii rpymnre. M3 35 nauuenTtos ¢ UT'D nonoxuresb-
HbIl 3¢ dEKT B BUIE CHUXEHHUS YacCTOThl MPUCTYIIOB
Ha 50 % u GoJjiee WK AOCTVIKEHUS KIIMHUYECKOM PEMUCCHH
ObLT OTMEUeH y 26 mateHToB (74 %); TIpy 5TOM KJIIMHWYE-

cKast pemuccyst umena Mecto y 14 (40 %) u3 35 manneHToB.
Ceiizap ObLT 0c00eHHO 3(h(peKTUBEH MpU abcaHCHBIX op-
Max SMWIETICUU (IETCKOM 1 IOHOILIECKOI).

OcHoBHast komouHaLyst ADIT B aToi1 rpyrine npeacran-
JieHa codetaHureM Ceii3apa 1 BaIbIipoaTa WM 3TOCYKCUMUIA.
DddekT Ha NpUCTYIIBI OTCYTCTBOBAN B 9 (25,7 %) ciaydasx.
V 1 nauyeHTa ¢ roHoleckoit abcaHcHoi smuerncueii (FOAD)
OBLIO OTMEUEHO YXY/IIIEHNE B BUIE TPUCOSIMHEHMS TeHepa-
JIM30BAHHBIX TTPUCTYIIOB IO TUITY MUOKJIOHUIA BEK.

I[To maHHBIM MHOTOLIEHTPOBOIO MCCIEIOBaHUS
(M.B. bapxaros, 2021), oueHuBaroiero 3¢p¢GeKTuBHOCTh
u niepeHocuMocTh Celizapa y 54 maliueHTOB KeHCKOro Iojia
(ot 4 1o 40 net) ¢ UT'D, Takke NpoaeMOHCTpUPOBaHbI 3(-
(beKTUBHOCTh M XOpoIllas IMEePEeHOCUMOCTh TepaIluu.
Ipu cTapTOBOIT MOHOTEpPAITMI HAMOOJIBILIEE YMCIIO PEMUCCHIA
ObUIO TOCTUTHYTO Y MALIMEHTOK C M30JMPOBAaHHBIMU T'eHE-
paInM30BaHHBIMM TOHUKO-KJIOHUYCCKUMU IPUCTYIIAMM
(I'TKIT). JTamoTpumKuH TakKe 3(PHEKTUBHO MOAABISLI ST -
JlenTrOPMHYIO akTUBHOCTL Ha DD} y 8 (50 %) marnpeHToK
n3 16 HacTyImiIa 3JeKTposHIedamorpadudeckast peMHIC-
cus. [1py Ha3HAYEHUU JTAMOTPUIDKUHA B KAYECTBE BTOPOIA
MOHOTEpANuu peMUCCHs HacTynunay 87,5 % malmeHToK.
B Hatiem HaO1I0neHIUM BBICOKU TeparneBTUIeCKUii achdexT
ObLT fOCTUTHYT Y 74 % marenToB ¢ UT'D.

CroxHocTb BbIOOpa Mpernapara y nauueHTok ¢ UI'D
00yCJIOBJICHA, C OJHOI CTOPOHBI, BBICOKOM 3(P(heKTUBHO-
CThIO Bajiblipoara (Iperapara, He PeKOMEHIOBAHHOTO
Y KEHIIWH B CBS3U C HEOIarONPUSITHBIM BIMSTHUEM Ha pe-
MPOIYKTUBHYIO (DYHKIIMIO U BBICOKMM TEpPaTOT€HHBIM
MOTEHLIMAJIOM), a C APYTOil — MEPCIIEKTUBON JUTUTETBbHO-
IO JICYUEHMSI U TOCTATOYHO BHICOKOI BEPOSITHOCTBIO PELIM-
nuBa rpu otMeHe ADIT (B 6obIMHCTBe citydaeB). Mckimo-
YyeHUe COCTaBJIsIeT neTcKas abcaHcHas snuerncus (JJAD),
IPY KOTOPOI IIPEANOoJIaracTcs XOpOIMii ITPOTHO3 B OTHO-
IIEHUM KYITMPOBaHUSI IIPUCTYITOB Ha (POHE MOHOTEpaIruK
y OOJIBIIIMHCTBA MALIMEHTOB.

XoTs npu JaHHBIX (popMax B OOJILIIMHCTBE ClIydyaeB
BBICOKO3((PEKTUBEH BaJIBIIPOAT, U PEMUCCHSI IIPUCTYIIOB
C BBICOKOIM BEPOSTHOCTBIO OYIEeT NOCTUTHYTA Ha (hOHE Te-
paIuy BajJbIIPOAaTOM, ITPU TOIBITKE OTMEHBI TepaITUM J1a-
K€ TIOC/Ie IJIUTEJbHON PEMUCCHM HEPEIKO BO3HUKAET
peLMANB, C MOCIEAYIOIINM BO30OHOBICHUEM Tepaluu
ADII. Hanpumep, mpu KOM3, HecMOTpsI Ha BBICOKMIA MO~
Kazareslb PEMUCCHUM TP aJicKBaTHOM BbIOOpE MHUIIMAIIb-
Hoii Tepanuu (75—85 %) (K.FO. Myxun, 2000; P. Wolf,
1992; Grunewald, 2010), HapyllleHUs pexXuMa CHa, Ipo-
nmyck npuema ADIT unu oTkas oT Tepanuu NpuBOIAT K pe-
LIMIMBY TIPUCTYITOB Y TTOAABJISIOINIETO OOJIBITMHCTBA T1a-
LIMEHTOB Jaxe IPU YCJIIOBUM MHOTOJIETHEM PEeMUCCHUU.
TeHaeHLMST K BOBHUKHOBEHMIO TIpUcTyIoB npu KOMD
¢ UX npeobjiagaHUEM B YTPEHHME Yachl COXPaHSCTCS
Ha MPOTSKEHUU BCeil ku3Hu, U otMeHa ADII craHoBUTCS
BO3MOXHOI He Oojee yeM y 1/3—1/4 manueHTOB
(K.}O. MyxuH, 2017; E.M. Yacubian, 2017).
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Takum oOpasom, Tepamnus y nauueHToB ¢ UT'D npo-
JIOJIKAETCS Ha TPOTSDKEHUM MHOTHX JIET. DTO yKa3bIBaeT
Ha HEoOXOAMMOCTb BbIOOpa HanboJiee 6€301acHOro U Xo-
pOIIIO MEPEHOCUMOrO IpernapaTa B JaHHON KaTeropuu
nauueHToB. s neuenust UI'D paHee mmpoKo Ha3HayUas-
Cs1 BaJIBIIPOAT, OTHAKO B HACTOSIICEe BPEeMsT OH ITPUMEHSI -
€TCsI BHAYUTEJIBHO peske (0COOCHHO Y IEBYIIIEK 1 KESHIIMH)
B CBSI3M C TTOTEHIIMAJIbHBIM HETaTUBHBIM BIMSIHAEM Ha pe-
MPOAYKTUBHBIC (DYHKIIMM M TEPATOTCHHBIM JCHCTBHEM.
IToaToMy o4eHb BaxkeH BHIOODP aJIbTEpPHATHBHOTO TIperna-
paTa ¢ BbICOKOI 3(h(eKTUBHOCTBIO U XOPOLIEH ITepeHOCH -
moctbio nipu UI'D. Ilpenaparom BeIOOpa y MallMEHTOK
JIETOPOTHOTO BO3pacTa MOXET ObITh TaMOTpumkuH (Celi-
3ap) ¢ y4ETOM €ro XOpOollIei IMepeHOCUMMOCTH 1 Ge3omac-
HOCTH Y XXCHIIIMH TaHHO BO3PAaCTHOM TPYIIIIHI, BKIIIOYasT
OTCYTCTBHE HeOJIarONpPUsITHBIX HEIPOIHIOKPUHHBIX [13,
BJIMSIHUSI Ha Maccy TeJla, HU3KUI TepaTOreHHbI IMTOTeH -
1Maj, OTCYTCTBUE HEOJaronpusITHOTO BIMSHUS Ha KOT-
HUTHUBHBIE MYHKIIMM Oynyiiero pedbenka. Heobxonumo
MPOBOIUTH Oecey ¢ MalMeHTKOM IeTOPOIHOTO BO3pacTa,
O0O0BSCHSIS MOTEHIIMAIBHBIN PUCK IPUMEHEHMS BaJIbIIPO-
ara. Peirenue o Beioope ADI1 10/KHO OBITh COBMECTHBIM.
Hanuuue ynooHoii n1s mauueHToB 103kl 200 Mr B Ta0IeT-
K€ TT03BOJISIET IPUHUMATB Ipernapat 1 pa3 B CyTKHU, YTO MO~
BBIIIIACT KOMIUTAGHTHOCTD TepaIuH.

[MpuBoaVM KIMHUYECKUIA CTydaii MallueHTa, JIeMOH-
CTPUPYIOLINI KIMHUYECKYI0 3ddekTuBHOCTh Celizapa
¢ JoCTHXKEeHUeM pemuccuu ripu UI'D, a Takke XopoIiyro
MePEeHOCHMOCTbD ITPU 3aMEHE 9TOCYKCUMUIa Ha MOHOTEpa-
o Ceii3apoM ¢ ToCIe0BaTeIbHBIM ITOBBIIIICHUEM €T0
110361 10 300 Mr/cyT (6 Mr/KT).

Knunuyeckui cnyvait 4

Ilauyuenm I., 13 nem. Juaenos: abcancnas UTD (cae-
dyem oughgepenyuposamo mexcdy FOAD u J1AD). Ilpucmyno::
U30AUPOBaAHHbIe Munu4Hble abcancol. Knunuueckas pemuccus
onumenvrHocmoio >2 nem (c hespans 2024 2.).

Anamnes ycusnu. Ilepunamanvrblii aHamues He OMA20-
weH. Pannee pazeumue no eozpacmy. Yuumcs 6 wkoae
HA «OMAUUHO».

Anamnes 3aboaesanus. B eozpacme 9 nem enepgvie
BO3HUKAU NPUCMYNbL C OCIAHOBKOU AKMUSHOCMU, ukca-
yueli 830pa ¢ OMCYymMcmeuem peaKmusHOCU, 803MONCHO,
C XHCCBAMENbHBIMU OBUNICCHUSMU, ONUMENbHOCMbIO 5—0 ¢, nocie
npucmyna cocmosiHue 00biMHOe, 4ACMOmMa — HeCKOAbKO pa3
8 denw. [lpu nposedernuu BOM obnapysicena snusenmughopmuas
AKMUBHOCMb 8 8UOe CNOHMAHHBIX U — NPU 2UNEPEEHMUAAUUU —
2EHEPANUZ0BAHHDIX Pe2yNSAPHBIX NOBMOPSIOUUXCA KOMUACKCO8
nuxk—eonna 3 Iy, drumenvrHocmoio 4—06 ¢, Koppeaupyroujux
¢ munuyHbiMu abcancamu. Bo cne 3apecucmpuposannt cepyn-
nupoearmbie dughghysHoie buramMePaIbHO-aACUHXPOHHbIE pe2y-
JAPHBLE U Hepe2YyAsipHble KOMHUACKCbL MUK —B0AHA NPOOOANCU-
meavHocmoto 1—2 c. Bbvin Haznauen amocykcumuo 6 doze
500 me/cym — be3 agpgpekma, yuacmuaucy 20106Hbie 00AU.

Ilposedena 3amena smocykcumuda na Ceiizap ¢ nocmeneH-
Hbm yeeauueruem do3vt Ceiizapa. Yacmoma 20106Hbix b0nell
cHuzunaco. Ilo dannvim kormponsvix BOM na gpone npuema
dos Ceiizapa 100 me/cym, 200 me/cym, munuutsie aOCancol
COXDAHANUCH NPEUMYULeCMBEHHO NPU 2UNEPBEHMUALUUU.
Ha gpone yseauuenus dozwr Ceiizapa do 300 me/cym (6 me/xe)
(KOHUeHmpauus AamMompuoicuna 6 Kposu — 6,8 mxe/mn)
abcancol npexpamuaucs. I[lpu nposedenuu BOM abcamco
He pecucmpupyromcs.

Hespoaoeuueckuii cmamyc. Oouiemo3208bix, MeHuHee-
ANbHBIX, 04A208bIX CUMIIOMO8 Hem.

Ilo dannvim MPT 20406rH020 Mo32a: 6Hympuuepentvix
006eMHbIX HOBO0OPAZ08AHUIL, 04AL0BbIX UIMEHEHUIL 20106HO20
MO032a He 8blA6AEHO.

T'eHeTHYeCKHE W MPENOJIOKUTEILHO FTeHETHYECKHE J1H -
Jencud 1 DD—DPID. Kak yxxe ObLJI0 CKa3aHO BhILIE, B JaH-
Hoii rpyrne 3 dektnBHOCTh Ceiizapa coctaBuna 67,0 %
(65 nmaumeHToB U3 97), a TepaleBTHUYECKask PEMUCCUS
pu ero npuemMe 6bi1a focturayra 'y 10 (10,3 %) u3 97 ma-
LIMEHTOB (BKJItouas nmaueHToB ¢ OMAII u ¢ snunencueit
¢ MUOKJIOHUEH BeK). ClieryeT OTMETUTb, YTO JaHHAas TPyI-
Ma BKJIIOYaja IMalMeHTOB C OYeHb TSKEJbIMU (hopMaMu
SIUJIETICUU U Pe3UCTEHTHOCThIO KO MHOTUM ADII.

Hau6onbimmii a¢ppekT ObLT TOCTUTHYT Y MTalMEHTOB
¢ OMAII (B 1 ciyyae 3aboJieBaHMEe ObLJIO BHI3BAHO MYyTa-
et B reHe KIAA2022) u ¢ anuiencueil ¢ MUOKJIOHUEN
BeK. Takeke xopoluit 3 GeKT NoJydeH Py TeHETUYECKUX
SIMWIETICUSX ¢ (DOKAIBHBIMU MPHUCTYIIAMU, B TOM YUCIIC
pu myTaumsix B reHe ANKRD I (pemuiccus), mpy CUHAPO-
Me JlenHokca—Iacto (Bei3BaHHOM MyTtauueit TBC1D24)
(3HaUMTENBHOE YIYUYIIEHWE) W MPU TeHETUYECKOM TeHe-
panuzoBaHHoi sanuencuu (I'THY) (BKioyast ciydaii ¢ My-
taumeit CACNAIH). Ise nanuentku ¢ I'TD HaxoasTcs
B COCTOSTHUM PEMUCCHUU (IUTMTEIbHOCTBIO >4 JIET) U MOy~
yaroT Ceiizap B MOHOTepanuu (ogHa naupeHTka — 200 mr
OIHOKPATHO yTpoM). OTCYTCTBUE CYIIECTBEHHOTO 3 (heK-
Ta otMe4yeHo y 32 (33 %) mauMeHTOB, OCOOEHHO MPU MY-
TaLMSIX, CBI3aHHBIX ¢ PeOpMabHbIMU TipucTynamMu: SCNIA,
SCN94A n PCDH 9. HaumeHee 3(p(peKTUBHON Teparus
CeiizapoM ObLIa TPY TOHMYECKUX TIPUCTYIIAX, AaTUITAYHBIX
abcaHcax U MUOKJIOHMYeCcKMX mpuctynax npu I'TD (3a
uckiaoyeHuem DMAII).

Be3yciioBHO, 0YeHB GOJIBIIIOE 3HAYEHUE UMEET OTCYT-
CTBUE OTPULIATEIBHOTO BIMSHUS JIAMOTPUIKMHA (a TaKKe
CBEIIEHUs O €ro MOTEHIIUAIbHO MOJOXUTEIbHOM 3P deK-
T€) Ha KOTHUTUBHBIE DyHKIIMY TpU DD—DPD, o naHHBIM
0030pa JIMTepaTyphl, U3y4arollero KOTHUTUBHBIE 1 TIOBEICH-
yeckue 3ppexkTsl ADI1 MMeHHO B MOMYJISIIUM MalMEHTOB
¢ DD-3PD (A. Strzelczyk, 2022). B Haiiem uccieaoBaHUM
HM B OJJHOM M3 CJIy4aeB MALlMEHTaMU WA MX POAUTEIISIMU
He OBUTO OTMEYEHO HETaTMBHOT'O BIIMSIHYSI HA KOTHUTHBHEIC
dbyHKIIMY U TIcUxUYecKyto cdepy nipu rpueme Ceiizapa.

[TpuBOaMM KIMHUYECKUIA CiTy4yall MaliMeHTa, KOTOPbIi
JIEMOHCTPUPYET BBICOKYI0 3((MEKTUBHOCTh U XOPOIIIYIO
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nepeHocumocThb Ceiizapa y manburka ¢ DMAII, y koTo-
pOTo 3MUJICHTUYECKNE TIPUCTYITBI OBUTA PE3UCTEHTHBIMM
K mpoBoauMoii Tepanuu ADI, a Takke pa3BUINCh KOTHU-
THUBHBIE 1 MIOBeIEHYSCKIME HApYILIEHUs 1O Havyajla Teparumn
Ceiizapom.

Knunuyeckuin cnyyain 5

Ilayuenm J[., 6 aem. Quaenos: DMAII. Dmuonoeus:
sepossimuo eenemuyeckas. Ilpucmynoi: I'TKII, muokaonuue-
cKUe, MUOKAOHUYeCKU-amoHuecKkue. Kiunuveckas pemuccusi
dnumenvrHocmoio 2,5 eooa.

Anamnes xwcuznu. Pebenox om 2-ii bepemennocmiu,
2-X podoé Ha cpoke 38 Hed, ¢ 00HOKPaAMHbIM 008UMUEM NY-
nosumst 6okpye weu. Ouenka no wikane Aneap — 8/9 6annos.
Boinucan na 5-e cymku. Poc u paszeusaincs no eopacmy —
nouten camocmosmensvio 6 1200 1 mec. Ppazosas peuv nos-
sunaco 6 2 eooa. Ilocewan demckuii cad. Hacnedcmeennocmo
He omsieoulena.

Anamnes 3aboaesanua. Jedrom npucmynog ¢ 3 200a
6 mec: pazeuncs kopomxuit I'TKII ¢ 600pcmeosanuu. Yepes
1 denv I'TKII noemopuncs 6 cocmosiHuu akmueHo2o bodpcm-
6oeanusi. bvin Haznaven npenapam 6anvbnpoesoii KUCAOMbL
8 doze 400 me/cym. boicmpo, 6 meuenue Heckoabkux oHell,
NPUCOCOUHUNUCL MUOKAOHUYECKUE U MUOKAOHUYECKU-AMO-
Hu4ecKue npucmynsl oaumensHocmoto 0o 1—2 ¢, uacmomoii
do 106 denw. Yepes 2 ned om Hauara mepanuu 8anbnpoesoli
Kucaomoii 6vin dobasnen monupamam 6 dose 37,5 me/cym.
Yacmoma MUoKAOHUYECKUX, MUOKAOHUYECKU-AMOHUHECKUX
npucmynoe cokpamuaacs 0o 2—3 anu30008 6 derb, HO uepe3
1 Hed nosmopuaca I'TKII. /o3y monupamama nocmenenHo
yeeauuunu 0o 100 me/cym. I'TKII cmanu noemopsimocs He-
cK0bKO pa3s 6 denv. [l03y 6aabnpoesoil KUCAOMbL YEEAUHUAU
00 600 me/cym. IIpucmynut coxpausiauce. Yepes 2 ned k kom-
ounauuu easvnpoam + monupamam owvin 0obasseH neeemu-
payemam ¢ yseauueHuem 003vi 0o 500 me/cym. Ha smom
¢one coxpansauce I'TKII ¢ wacmomoii 2—3 6 denv, npuco-
edununucy I'TKII 60 cne, muokaonuuecku-amoHu4eckue npu-
CMYNbl CIMAAU YHAUAMbCS 00 HECKOAbKUX 0eCAMKO08 8 0eHb.
Yepes 1 mec nocae dobasnenus nresemupavuemama (6 eospacme
4 e00a) cmanu npoeodums 3ameHy seeemupavemama Ha Celi-
3ap ¢ nocmeneHHbIM yeeauteHueM e2o 003bl ¢ 3 00 75 me/cym
(4 me/xe/cym). Yepe3 2 ned om nauasa npuema Ceiizapa,
Ha gorne npuema 6 doze 6,25 me/cym, uacmoma npucmynos
cokpamunacs 6oaee wem 6 2 pasa. Yepes 1,5 mec om nauana
npuema Ceiizapa, Ha ¢pore npuema 6 doze 50 me/cym, a mak-
JHce NOAHOUL OMMEHbl 1e8eMUPauemama nPUCMynsl NpeKpa-
muauce. Janee npodoaxcusu ygeauuusams 0o3sy Ceiizapa,
dogedsi ee do 75 me/cym (4 me/ke/cym). Takum obpa3om,
ManvuukK npodoaxcus npunumams nosumepanuio: Ceiizap
75 me/cym + sanvnpoesas kucaroma 600 me/cym + monupa-
mam 100 me/cym. C Hauanom npucmynos pooumenu oopamuiu
BHUMAHUE, YMO Y pebeHKa yXyouluaoch nogedexue, oH cman
DACIMOPMOIICEHHBIM, YMEHbUUACS e20 CA08apHbiil 3anac. B ces-
3U ¢ Imum uepe3 6 mec nocie NPeKPauerusi RPUCIYnos Obiio

NPUHSIMO pelieHiie 0 NOCIMENeHHOM CHUNCEHUU 003bl MONUpPa-
mama, danee uepe3 1 200 nposedena e2o noanas ommena. Ilo-
6edeHie MaN4UKa NOCMENeHHO HOPMAAU308aA0Ch, VAVHUUAACD
namsims, OH cmMan GbICMPO 3ANOMUHAMb CIMUXOMBOPEHUS.
U ¢ YOOBOALCMBUEM PACCKA3bIBAMb UX. B cés3u co chucenuem
KOHUEHmMpayuu 1amompuodcuna 6 kposu (5 mxe/mn) (pege-
DEHCHble 3HAUEHUS KOHUCHMPAUULU AAMOMPUONCUHA 8 KPOBU —
4—10 mke/mn) doza Ceiizapa 6vina yeeauuena do 100 me/cym
(4,5 me/xe/cym). Peberok npodoaxcaem npunumams Cetizap
100 me/cym + sanvhpoesas kucaroma 600 me/cym.

Heepoaoeuneckuii cmamyc. @pazosas peuv yemias.
O0uemo03208bIX U MEHUH2EANbHBIX CUMNMOMO8 Hem. Hepen-
Hble Hepebl: 08UNCEHUS eAA3HbIX 010K 8 NOAHOM 00veme.
Acummempuu auyesoi myckyasamypol Hem. Moiweunviit mo-
Hyc ymepenHo crudcer. CyxoxcunvHole peghiekcol pagHomep-
Hole. B noze Pombepea nowamoieaemcs. Hnmenyuu nem.

Ilo oannvim MPT 204061020 MO32a: OanHbIX, YKA3bi-
BAIOWUX HA CMPYKMYPHYIO NAMOA0SUI), HE 8bIAGACHO.

Iloanoe cexeenuposanue 3K30Ma: namozerHvie Myma-
YUl He BblBAECHbL.

Ilo dannvim BOM 6 eo3pacme 3 200a 6 mec: ocros-
HOU pumm chopmuposan 6 npedesax 603pacmHoOl HOPMbl
(6—7 Iu). Pecucmpupyemcs memennoi pumm Joze. B 600p-
CMBOBAHUU Pe2UCMPUPYIOMCS INU300UHECKUEe KOPOMKUe
ouggy3nvie buramepasbHO-aACUHXPOHHbIE HepezyasipHble
SNUNCNMUPDOPMHbBLIE USMEHEHUS! 8 BUOe KOMNACKC08 NUK—B60/1-
Ha amnaumydoil 150—350 mx B, ¢ pecuonanrvHbim aKueHmom
8 1186011 MeMeHHO-3a0HesUCOHOLL obaacmu. B 6odpcmeosanuu
3ape2ucmpupo8aHoO HeCKOAbKO 2eHePANU308aAHHbIX MUOKAOHU-
KO-GQMOHUMECKUX NPUCMYN08 U MUOKAOHUHECKUX NPUCIYNO0G,
CUHXPOHHO conposodcdasuiuxcs Ha DT nosenenuem ouggys-
HbIX SNUAENMUDOPMHBIX PA3PA008 6 8Ude BbICOKOAMNAUMYO-
HbIX KOMUAEKCO8 NUK—B0AHA, NOAUNUK—BOAHA OAUMENbHO-
cmbio 0K010 1 ¢, ¢ nocaedyrouum ynioueHuem 1eKmpueckoll
akmuenocmu okono 1 c. Bo che pecucmpupyiomes wacmote
Kopomkue dugghy3rbie burameparbHO-aCUHXPOHHbIE, Hepezsy-
JSPHBlE SNUACNMUDOPMHBIE UBMEHEHUS 8 8U0e KOMNACKCO8
NUK—B0AHA, NOAUNUKOG C PELUOHANbHbIM AKUEHMOM 8 N80l
memeHHO-3a0He8UCOYHOI 0baacmu.

B nacmosawee epemsa na DII': ocnosroii pumm cghop-
Mmuposar 6 npedenax Hopmot (8,5—9 Iu). Dnurenmugopmuas
AKmMueHOCMb 8 000PCMBOBAHUL U B0 CHE He PeUCPUPYEMCS.

KorHuTtrBHBbIE U TTOBEeIEHYECKIE HAPYILIEHUS Y 3TOTO
MalMeHTa MOXHO PacliCHUBATh KaK KIIMHUYECKUE TTPOSIB-
neHuss DMAII, nmockoabKy AaHHasi ¢popMa SMUJIECTICUN
paccMaTpuBaeTcsl, COrJIacCHO HOBOM KilacCU(MDUKALIMK SITH -
nentudyeckux cunapomoB (ILAE 2022), kak 395—-3P3.
Ho Henb3s UCKIIIOUNUTD, YTO MPEAIIESCTBYIONIAsT Teparus
ADII Takke Morja oka3aTb HEraTUBHOE BJIMSIHUE Ha I10-
3HaBaTe/IbHbIC (DYHKIIMU U TTOBEIeHUE peOCHKA.

BDddekTuBHocTb Ceiizapa npu cunapome Perra. Cpenu
TeHETUYECKMX CUHAPOMOB, IIpH KOTOpbIX Ceiizap ObLT BbI-
coK03((hEeKTUBEH y HAIIIMX MAIlMEHTOB, Ha IIEPBOE MECTO
XOTeJI0Ch OBbI ITOCTaBUTh cUHAPOM PerTa. B pamkax Haiire-
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ro HaOmoaeHus Ceiizap nonydanu 12 geBoyek ¢ CUHIPO-
moMm Petra. BaxkHo oTMeTuTh, uyTo Celizap Obl1 3(pdekTu-
BEH y BCEX HAIllMX MAlMEeHTOB ¢ CHHApoMoM Perra:
MPUCTYIIOB HE OTMEYAJIOCh OT HECKOJILKMX MECSILIEB 10 1—
2 JIeT noce BBeaeHMs (My noBbllIeHUsT 103bl) Celizapa
y 6 IeBOYEK, a Y OCTAJIbHBIX 6 MAllMEHTOK MMEJI0 MECTO
VJIy4IlIeHHe ¢ HETIOIHBIM KyIIMPOBAaHUEM IPUCTYITOB (TIpHU-
CTYIIBI TIPOTEKAIM PeXe, JIerdye, OTMEYAIOCh YIydllIeHEe
nokazateneit D3I u nmoseaeHus ). I1D He HabMIOHANTOCH
HU B OTHOM U3 CJIy4aeB.

B pannem uccnenosanuu P. Uldall u coaBr. (1993) npen-
cTaBieHbl 4 citydast 3(P(heKTUBHOCTH JJAaMOTPUIKMHA Y IEBO-
yek ¢ cuHapomoM Perta. Bo Beex cirydasix oTMedanich yMeHb-
IIICHYE YaCTOThI ITPUCTYIOB 60j1ee ueM Ha 50 % u yimydiieHue
ob111ero cocrosiHus. HazHaueHue JaMOTpUIKHA ObLIO 00-
YCJIOBJIEHO JAHHBIMU O TIOBBIIIIEHU YPOBHSI IJTyTamMaTa B 1ie-
PpeOPOCIMHAIBHOM KUIKOCTH Y MAalMEHTOB ¢ CUHIPOMOM
Petra, 1MOCKOIBKY MHTUOMPOBAaHUE BBICBOOOXKICHMSI 3TOTO
HelipoMeauaropa sIBJIsIeTCsS] OMHUM U3 MEXaHU3MOB ITPOTU-
BOSMWICITUYECKOTO ACHCTBYS JAHHOTO Ipernapara.

M. Pintaudi u coast. (2015) o6¢cnemoBanu 165 nmamm-
eHTOK ¢ cuHapomMoM Petra, 130 13 HUX cTpamaay SIUIEI-
cueil. MoHoTepanus OblUIa IePBbIM BAPUAHTOM JICYCHUS
y OOJIBIIIMHCTBA NallMeHTOK. Baibiipoarsl v KapOaMasenH
ObLIM OAMHAKOBO 3(P(HEKTUBHBIMU Y MALMEHTOK C CUHIPO-
MoM PerTTa, y KOTOpPBIX MPHUCTYIIbI HAYAJIUCh B BO3pacTe
4—5 net, B TO BpeMsI KaK JJaMOTPUIKUH ObLT 3(h(GeKTUBEH
y HallMEHTOK ¢ 0oJjiee MO3MHUM Ie0I0TOM SMWICTICUU. AB-
TOPBI PEKOMEHIYIOT IIPUMEHSTh JaMOTPUIDKMH, HapSIy
¢ BaJIbIIPOATOM 1 KapOamasenuHoM, Kak ADIT rmepBoro BbI-
6opa [UIs JIeYeHMs SITUJICTICUM TP cuHaApoMe Perra.

X. Bao u coast. (2013) obcnemoBanu 685 mammeHTOK
¢ cuHapoMoM Petta B Bo3pacte ot 1 roma 4 mec 1o 54 et
2 Mec. Dnuernicust ObUTa TMarHocTupoBaHa y 61 % 13 HuX,
MpUYEM Y TIOJIOBUHBI — ¢ 1e0r0TOM 10 5 JieT. B kauectBe ADI1
MpeArnoYTeHre ObUIO OTAaHO BajibiipoataM (y 47 % narueH-
TOK), KapOamasernuHy (39 %), namorpumxuny (30 %), ne-
Betupaneramy (24 %) u tormpamary (19 %).

N. Krajnc u coaBr. (2011) obcnenoBanu 19 maimeHTOK
¢ cuHapomoM Perra, cpenu Kotopbix y 84 % Obu1a AMarHo-
CTHPOBaHa MWIETICHSI CO CPETHUM BO3pacToM jedroTa 4 ro-
na. Pemuccus mpu MOHOTeparuu 1mocJjie epBoro Ha3Haye-
HMSI aHTUKOHBYJIbCAHTa ObLIa TOCTUTHYTA B 56 % ciyyaes.
ITocne HazHayeHus apyroro ADII, Takke B MOHOTepaIuu,
peMuccHs ObUTa JocTurHyTa y 18,5 % manmeHTok. Jlamo-
TPUIKMH (a TAKKe BAJILIIPOAT M KapbaMaselH) HanoboJiee
4acTo MPUMEHSUIMCh B MOHOTepamuu. JIaMOTpMIKUH
WM KapbamasenuH B MOHOTepanuu ObLI 3P dOeKTUBHBI
y MOJIOBUHBI MAIIMEHTOK, BajblpoaT — B 75 % city4aes.
OTMedeHa YyeTKask TCHACHIMS K PEMUCCHU SITHJIETITHYC-
CKUX ITPUCTYIIOB B BO3pacTe crapiie 15 jier.

[IpuMeHSITh IAMOTPUIKUH B JICYCHUU SIUJICIICUN
npu cunapome Petta pekomenayet u D.G. Glaze (2012).

IpuBoauM KIMHUYECKUI cTydail BEICOKOM 3(pdek-
tuBHOCTH Ceiizapa, IPUMEHSBILEIOCS B MOHOTEpAIllH,
y Halllelt mallMeHTKU ¢ CuHIpoMoM Petra.

Knunnyeckuin cnyyain 6

Hauyuenmrxa M., 14 sem. uaenos: cundpom Pemma.
Tenemuueckas snunencus ¢ oKanrbHbIMU RPUCYNAMU.

Anamnues 3aboaesanus. Jleoiom snunencuu é 4,5 2ooa:
ympom nocae npobyxcdenus pazeuincs bTKII npodoaxncu-
meavHocmoio 1 mun, kKynuposaacs camocmosmensro. Ilocae
3moeo 6bi10 npogedero obcaedosanue. BOM (2017 e.): myno-
MUpecUOHANbHAS INUACNMUPOPMHAS AKMUBHOCMb UHOCKCOM
6 cpednem 50—60 %, maxcumanvro do 80—90 %, npobezu
OblCMPOBOAHOBOL AKMUBHOCIU 8 NPABOM U N€EOM BUCOUHO-
memeHHo-3amblno4uHbIX omoenax. ADIT ne noayuana. C § rem
NPUCOEOUHUAUCH ACUMMEMPUYHblE MOHUYECKUE NPUCIYNbL
¢ Mopeanuem aenas, yacmomoil 1 pas 6 nedenio. Beeden aamo-
mpudxcu (Ceiizap). Ilpucmynsi Kynupoeanucy Ha HA4aabHbIX
dozax (25 me/cym). B danvneitwem npunumana Ceiizap
75 me/cym. Ilpucmynoe ne ommeuanroce. BOM: snusenmu-
gopmuas akmusnocms no muny JASI1J undexcom do 90 %.
Yepes 2 eoda omcymcmeus npucmynoe (6 éospacme 10.1em)
OHU 80300HOBUAUCL (POKANbHBIE MOMOPHbBIE NPUCINYNbL,
ympom nocae npodyxcdenus, 4—06 paz 6 20d). Ha 31 6 du-
HaMUKe OMMe4anoch yAyHueHue 6 GUoe CHUNCEHUS pacnpo-
cmpaHerHocmu 3nusenmugopmuoi akmuenocmu. Jlosa
Celizapa He no8blUANACH 8 C8:A3U C OMKA30M Mamepu. B uio-
He 2025 2. 6osnukna cepusi BTKII, nocae komopuix pazsuacs,
6eposAmHO, 0eccyOopoONCHbLI SNUACRMUYECKUL cmamyc
(6 meuenue 2 cym omcymcmeo8ana peakuus Ha OKpyicao-
wee, snekmposnyeharoepapus He nposoduaacs). 3amem
ApUCMYNbL CMAAU NPOUCXO0UMb KAACmepamu: 4—6 npucmynog
6 cymku, unmepean mexcoy kaacmepamu 1,5 mec. Ilpucmynoi
HAYUHAAUCH NPU 3ACbINAHUL, (POKANbHbIE MOMOPHbIE, UH020A
¢ mpancgopmayueii ¢ BTKII. Jlns kynupoeanus npumensiiu
duazenam 5 me, npUCMynsl Kynupogaluch Ha HeCKOAbKO Cy-
mok. C smumu ncarobamu pooumenu pebeHKa oopamuaucs
K 3nUAenmoaoey 045 KOPPeKyuu Ae4enus.

Ha momenm xoucyavmauuu: macca mena 28 ke, pocm
158 cm, undexc macewt meaa 5,02 ke/m?. Hpunumaem Ceiizap
37,5 me 2 paza 6 denv. Habnrodaemcs c duaenozom cunopoma
Pemma c peepeccom ncuxopeuesoeo u MOMOPHO20 pa3eUmus.,
KOOPOUHAMOPHBIMU HAPYWEHUAMU, 2UNEPEeHMUNAYUELL, Ce-
peomunusamu eepxHux Koneunocmeil. Hetipomoiuteunoiii cxo-
AU03, NPABOCMOPOHHSAS 2PYOHAS, NeBOCIMOPOHHSAS NOSICHUMHASL
deghopmauus 1V cmenenu, necmabunvras gpopma. Konmpak-
mypulL cycmasos KoneuHocmeil. Anmemopcus 6edep. beakogo-
Hepeemu1eckas HedoCmamoyHOCMb MANCeA0U CMeneHu.
Xponuueckuii 3anop. CamocmosmensHo e nepedsuzaemcs,
He 2060pUM, MeAKast MOMOPUKA HAPYULEHA.

Ha A39I (2025 2.): ouppysuvie usmenenus c npeooaa-
danuem 6 3anucu OUPUMMUU, 30HAAbHbLE PA3AUYUSL He NPO-
caexcusaiomest. Peeuonanvhas snusenmughopmuas akmue-
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HOCmb 6 Ude pedyyUupoBaHHbIX paspsaioe ocmpasi—meoneHHas
B0NHA, NPEUMYULECIMEEHHO NO NPABOIL cemucgepe.

Konuenmpauus aamompuodicuna 0o npuema npenapama
cocmasuna 2 mxe/ma (Hopma 4— 10 mxe/ma). Pexomendosaro
nogwluieHue 003wl npenapama do 150 me/cym. Ipu docmuice-
HUU mepanesmu4ecKoil 003vl NPUCMYNbL KYRUPOBANUCD.

D PeKTUBHOCTD JTAMOTPHIKHAHA PU a0CaAHCAX ¥ MHO-
Kjonuueckux nmpuctynax npa II'D u I'TH. Mel Beigenwimn
00CyXIIeHHEe 3TUX BOIIPOCOB B OTACbHBIN pa3ie, akIeH-
THUPYS BHUMaHUE Ha TOM, YTO MPOTUBOPEUYMBBIC JaHHbBIE
00 3¢ (HeKTUBHOCTHY JJAMOTPUIKMHA MPU TMTOAOOHBIX TUIAX
MPUCTYIIOB MOTYT OBITh CBSI3aHBI CO CIIOXKHOCTSIMU IMar-
HOCTUYECKOW MHTEPIIPETAllUK PA3IMYHBIX CITy4aeB dI1H-
nencuu Kak UI'D unm I'TD. JlaMoTpuaKuH MOXeT ObITh
53¢ deKTUBEH B OTHOIIIEHUH a0CaHCOB I MUOKJIIOHMYECKUX
npuctynoB rpu UI'D, omHaKo criocoOeH BbI3bIBaTh arrpa-
BallI0 MUOKJIOHMYECKMX MPUCTYNOB Kak npu UI'D, tak
U TIpU HeKoTophIix ¢popmax I'TD. B pamkax HOBoI Kitaccu-
¢ukauuu ILAE 2022 1. 4 popmbl MI'D OblIM BhIAEIEHBI
B OTHIEJbHYIO, YETKO OYEPUYCHHYIO TPYIITY, UMEIOLIYIO
omnpelejeHHbIe TMarHocTuueckue Kputepuu. Panee UT'D
MpeaIarajJoch paccMaTpuBaTh Kak 4acTb [ T3, 4To BBI3HI-
BaJIo OOJIBIIME TTPOOJIEMBI C MHTEPITPETAIIEH TIOTyYeHHBIX
JIaHHBIX, Tak Kak MI'D nmeeT npMHUIMUIIMATbHBIC OTJIUYMS
ot I'T'D. MBI HageeMcsl, YTO MHOTOJIETHUI CITOP B OTHO-
LleHUuUu uaeHTu4YHocTu opm UI'D 3aBepiuics, u 3to
MPUBEIET B NaJbHEHIIIEM K 3HAUUTETLHOMY YIIy4YIICHUIO
JMMAarHOCTUKYU Y MHTEpIpeTaluy JaHHbIX. OTHAKO, K CO-
>KaJICHUIO, JaJIeKO He BO BCEX paHee OIyOJIMKOBAaHHBIX
HCCIICIOBaHMSIX BO3MOXKHA TOYHAsT UneHTUdUKaLms pop-
MBI BMUJICTICUM C MHOKJIOHMYECKUMU IPHUCTYyIaMU
kak UI'D unu I'TH. B cBa3M ¢ 3TUM BO3MOKHA pa3IndHast
WHTEPIIpEeTalys TaHHBIX 00 arrpaBaliii MUOKJIOHUYECKUX
MPUCTYIIOB.

B cootBercTBUM ¢ pekomeHaanusaMu ILAE no nHu-
HyanbHOU MoHoTepanuu ADII npu pa3nuyHBIX TUIAX
SIWIETITUIECKUX ITPUCTYIIOB Y SIJIENITUIECKUX CUHIPO-
max (T. Glauser u coaBt., 2013) 1aMOTPUIKUH PEKOMEH -
JIOBaH K IMPUMEHEHUIO MpH abcaHcax y aeTeil (peKOMEH-
nmanuu knacca C). C.P. Panayiotopoulos (2007, 2010)
OTHOCHT JIAaMOTPU/KMH K IIperapaTaM IepBoro BbIOOpa
npu usoaupoBaHHbIX ['CIT 1 u3onnmpoBaHHBIX abcaHcax,
HO yKa3bIBaeT Ha BOBMOXHOCTh arrpaBallii MMOKJIOHU-
YeCKUX MPUCTYIOB. be3ycioBHO, BBIOOD Mpernapara 3aBu-
CUT OT (DOPMBI SMWICTICUM (B TOM YKCJIC TIPOSBIISIONICICS
abcancamm). [1pu JIAD ocHOBOI1 JieueHUsI MOXKHO CUMTATh
3TOCYKCUMMUJI; TAKKE MOTYT IPUMEHSTHCS JIAMOTPUIKIUH
(3 HEKTUBHOCTh MOXET OBITh HECKOJIbKO HUXKE) U BaJlb-
npoat (cyuecTBeHHO xyxe nepeHocutcsi) (S.K. Kessler
U coaBT., 2019). [lo MHEHHIO OTEYECTBEHHOI'O IKCIIepTa
B.A. Kapnosa, abcaHc siBisieTcst MuleHbto 1151 ADIT, neii-
ctByromux Ha T-Ca?*-kaHanbl HecrielUPUUECKUX SIep
tanamyca. [Tpu JAD nenecoodpasHo ¢ yuerom [13D Banbpo-
aTOB HAYMHATh JICUEHUE C CYKIIMHUMUIOB, Y TAIlUEHTOB
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C coyeTaHneM abCaHCOB C APYTMMU THITAMHU TIPUCTYTIOB —
¢ BaJibIpoatoB. CpelncTBaMHM CIIEIYIONICH ouepeny BbIoopa
SIBIISTIOTCSI JIAMOTPMIKWH, 30HUCAMUI, Tormpamart. OqHaKo
nocieansst Bepcust pekomeHgauuiit NICE BeiBomIUT J1laMo-
TPUIKUH TIpU abcaHcax ¢ 3-i IMO3ULIMKU Ha 2-10.

OnuicaHbl ClTydar BBICOKOTO TepareBTUIeCKOro acdek-
Ta JIJAMOTPUIKMHA U MPU TEHETUYECKUX BIMMIETICHSIX (C
YCTaHOBJICHHOI T€HETUYECKON MPUYMHO) PY MYTaLIASIX
B reHax KajbLMeBbIX KaHaioB (X. Hu u coasr., 2022).

Ceiizap 3apervucTpupoBaH B TOM YUCIE IS JICYCHUS
abcaHCOB B MOHOTEpAIlMU Y JeTeil ¢ 3-JIeTHEro Bo3pacTa.
DPpdeKTUBHOCTL TaAMOTPUIKMHA B JIEYEHUU aOCAHCOB ObI-
Jla [oKa3aHa Bo MHorux uccienoBanusx. O. Dulac (1994)
MPOAIEMOHCTPHMPOBAJI, YTO JaAMOTPUIKUH 3h(HeKTUBEH
MPpU aTUMUYHBIX U TUITMYHBIX abcaHcax. [1pu JIAD namo-
TPUIXKUH ObLT 3(deKTUBEH B KyNUPOBaHUU abCaHCOB
B 73 % ciyuaeB. E Besag u coaBt. (1997) KoHcTaTupoBaIu
BBICOKYI0 3(D(PeKTUBHOCTh IAMOTPUIXKUHA Y 12 MallMeHTOB
Ipu craryce abcaHcoB. [Ipenapar oka3biBajl BbIPaKeHHBIIM
KJIMHUYECKUI 3 (PEKT 1 BBI3bIBAJI PEAYKIINIO FeHepali30-
BaHHOM MUK-BOJHOBOM akTMBHOCTY Ha B3I L. Frank u co-
aBT. (1997) oTMeTUIM BBICOKYIO 3(h(heKTUBHOCTb JJAMOTPU/I-
KMHA B BUJIE MOHOTEPANUU MPU KYIUPOBAHUU JAETCKUX
U IOHOIIIECKUX abcaHCOB. DM PEeKTUBHOCTD TaMOTPUIKMHA
cocraBwia 64 % (moHast peMKICCHsI) B CpaBHEHUY C T1aLe0o
21 %), p= 0,015. B uccnenoBanuu S. Wallace (1990)
IPY Ha3HAYCHUH JJAMOTPHUIKMHA OTMEUEHO 3HAYMTEIEHOES
CHIDKEHME YaCTOThl MUOKJIOHMYECKUX a0caHCoB y 18 nereit
B Bo3pacte 5—11 net. C.P. Panayiotopoulos (2005) paccma-
TPUBAET BO3MOXHOCTb CTapTOBOM MOHOTEPAITMU JIAMOTPHI-
XKuHOM Tipu FOAD y XKeHIIYH ¢ LeJIbI0 N30eXKaTh HEPEIKIX
I1D Banbnpoata Ha pernpoOAYKTUBHYIO (DYHKIIMIO, a B paboTe
2007 . oTMeYaeT BO3MOXHOCTb MPUMEHEHMUST JTAMOTPU/I -
kuHa 1ipu FOMD 1151 iedeHus pe3uCTEHTHBIX K Teparnuu
abcaHcoB. A. Arzimanoglou (2002) pekoMeHI0BaJI Ha3Ha-
YeHME JJAaMOTPUIKMHA B KAYECTBE TOIOJHUTEILHOTO TIpe-
rapara B HeOOJIbIIIMX J03aX B KOMOMHAIIMK C BAJIbIIPOATOM
JUTST KYITMPOBAHMS TUTIMYHBIX A0CAHCOB Y MALIMEHTOB, PE3C-
TEHTHBIX K MOHOTEpAITMU BaJIbIIPOATOM, VIV TIPY Herepe-
HOCHMMOCTH TeparieBTUYeCKUX 103 Bajbipoara. H. Hwang
U coaBT. (2012) oueHuBamu 3hGhEKTUBHOCTb U MEPEHOCH-
MOCTb JUTUTEIBHOM Tepalii 3TOCYKCUMUIOM, BaJIbIIPOATOM
U JIAMOTPUIIKMHOM B MOHOTepanuu 'y 128 neteit ¢ HegaBHO
JIMarHocTupoBaHHOM JIAD 1 JoKa3aiu paBHOLEHHYIO (-
¢exTuBHOCTD 3 npenapartoB. [1pu 3ToM 3pHeKTUBHOCTD
Tepanuy 3Ha4MMO He pas3jindanach B 3 IpyImax, HO ObUIH
BBISIBJICHBI IIPEUMYIIECTBA JIAMOTPUIKIHA T10 IIEPEHOCH -
MOCTHU Y JIETEH.

B oTnenbHBIX paboTax yKa3bIBaeTCs Ha BO3MOXHOCTh
arrpaBaliiy abcaHCOB IIPY TPUMEHEHUY JIAMOTPHUIKMHA
(Hasan m coaBr., 2006). B Hairem HaGT0AeHUY TIPH TIPU -
eme Ceiizapa y nauneHta ¢ KOM3D orMeuanach arrpaBaius
MMOKJIOHMH BeK (KaK OJHOT'O M3 TUIIOB aOCAaHCHBIX ITPH-
CTynoB, corjacHo kiaccudpukamuu [ILAE 2022).
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JlaHHbIe TUTEpaTyphl B OTHOLLIEHUU 3 deKTa Ha MHO-
KJIOHMYECKHE MPUCTYNbI ITPOTUBOPEUYMBHI IIPEXIE BCEro
B CBSI3U CO CJIOKHOCTBIO MHTEPIIPETAIlMU Pa3HBIX CIydacB
Kak UI'D i I'TH. B yacTHoCcTH, Hanboiee U3BECTEH I10-
TEHLMAJ arrpaBalliy JaMOTPUIKMHA B OTHOILIEHUM MHO-
KJIOHMYeCKUX mpucTynoB mpu cuHapome pase (P. Genton,
2000, A. Arzimanoglou, 2002), paHee U3BECTHOM KaK «TsDKe-
J1asi MMOKJTOHMYECKast AMJIETICHsI MylaieHdecTBax. [1o HoBoi
knaccudpukanuu [LAE 2022 ., cunapom JIpaBe oTHOCUTCS
K Kareropuu OPD ¢ 1e6ioToM B MiIafeHYECKOM BO3pacTe.
I1o pekoMeHaaLmsm padoueit rpynmsl ILAE B paMkax HOBoOI
knaccudpukanmu [LAE 2022 ., 1TaMOTpUIKMH MOXKET arrpa-
BHUPOBATh ITPUCTYIIBI IPY CUHAPOME [IpaBe y MaJleHbKMX Jie-
Teli, OMHAKO MOXKET ObITh 3((HEKTUBEH Yy MALIMEHTOB OoJiee
CTapILIETo BO3pacTa C 3TUM 3a00JIeBaHHEM.

B HekoTOphIX paboTax IMpY YKa3aHWH Ha arTpaBaluio
MUOKJIOHMYECKUX TIPUCTYIOB (DOpMa SMWIETICUN HE YTOU -
HSIETCST TMOO yKa3bIBAaeTCs TaKXKe MOTCHIMAJbHAsA BO3-
MOXHOCTh arrpaBaliii MHOKJIOHUYECKUX IPUCTYIIOB
npu FOM3D (O. Dulac, 1994; E. Ben-Menachem, 2003;
S.J. Wallace, 1996; A. Biraben u coaBr., 2000). B pekomeH-
nmauusix padoueii rpynnsl ILAE B pamMkax HOBO# Ki1accu-
¢ukanuu ILAE 2022 r. oTMeYeHO, YTO JaMOTPUIXUH
MOXET arrpaBUpOBaTh MUOKIOHMYECKHME MPUCTYIIBI
npu FOMD B HekoTopbix ciyvasx (E. J. Carrazana u coaBT,,
2001; A. Biraben u coasr., 2000; E. Trinka u coabt. 2002;
E. Hirsch, 2022). OgHako apyrue UCCienoBaHus JEMOH-
CTpUPYIOT 3(PHEKTUBHOCTD JIAMOTPUIKMHA B OTHOLLIEHUH
MMOKJIOHMYECKUX TTpUCTynoB rpu FOMOD. B nccnenoBanumn
H. Bodenstein-Sachar u coaBt. (2011) gons pecrioHaepoB
cpenu nauueHToB ¢ KOM 3, npuHUMaBIIMX TaMOTPUIKIH,
coctaBmia 56 %; 3ddeKTUBHOCTD JIAMOTPUIKMHA ObLIa
Bhlle y marueHToB 6e3 I'TKIT (p = 0,04).

B HalleM HaGMI0AeHUY arrpaBalivs MUOKJIOHUYECKUX
npuctynoB mpu npueme Ceiizapa He Oblila 3apeTrUCTPUPO-
BaHa.

C.P. Panayiotopoulos (2007, 2010) ormeuaeTt 3¢ dek-
TUBHOCTb JaMOTPUIKUHA B ieueHuu DMAII. Pe3ynabraThl
HallIMX UCCIeI0BAaHUM TaKKe JEMOHCTPUPYIOT 3 (heKTUB-
HOCTb JJAMOTPUIXKMHA B KOMOMHALIVY C BAJILIIPOATOM B Jie-
yeHuu DMAII (cunapom Ho3ze) (K.FO. Myxun, 2000).

B pamkax JaHHOTO HCCIeTOBaHUS MBI OTMETHJIN XO-
pownii a¢pdekt Ceiizapa y 4 nauueHToB ¢ OMAII,
B 1 cliydae BbI3BaHHOM MyTaiueit B reHe KIAA2022.

PesynsraThl IPOCIIEKTUBHOTO PAHIOMU3UPOBAHHOIO
KOHTPOJIMPYEMOT'O IUTUTEJIEHOTO, C OTKPBITOM (Da3oit uc-
cnenoBanusg R. Machado u coaBt. (2013), cpaBHMBaO1IE-
ro 3(PHEeKTUBHOCTh U MEPEHOCUMOCTD JTaMOTPUIKMHA
U Bajibpoata npu FOMD, nokasanu, 4To JaMOTPUIKUH
3 deKTUBEH Y B3pOCbIX MaluueHToB ¢ OMD u nyuiie
MEPEHOCUTCS, YeM BaJILITPOAT, XOTSI OCHOBHOM ITPO0JIeMOIi
IIEPEHOCUMOCTH OCTAeTCs O0JIee BBICOKAs 4aCTOTa peakIInid
UOVOCUHKPa3uu. [laliMeHThl ObLIM paHIOMMU3MPOBAHBI
IUTS TIprieMa BaJibIipoara WK JJaMoTpykHa. OCHOBHBIMU
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KpuTepusiMu 3¢ (GEeKTUBHOCTH ObLITY BpeMsI OT paHIOMU3a-
LMK 10 Heymauu jedeHus (OTMEHBI perapara) U BpeMs
OT PaHIOMU3alIUK JI0 HACTYILICHUST peMuccun. Kpurepu-
sIMM GE30ITaCHOCTH JICUEHUS SIBJISTMCH YaCTOTa KIIMHUYECKU
3HaYMMBIX [1D 1 u3MeHeHUE TTapaMeTPOB KayeCcTBa XKU3HU
(110 onpOCHUKY Jis olieHKM KauecTBa xxu3Hu QOLIE-31)
rocJie panmomMusatu. Ilom pemuccueii mompasymMeBajioch
MpeKpalleHnue BCEX TUIIOB MPHUCTYIIOB U MCYE3HOBEHUE
SNUIEITU(GOPMHOI aKTUBHOCTH Ha DDI. Pe3ynbraThl uc-
clieIoBaHUs MMOKa3aJlM, YTO BpeMsl OT paHIOMHU3ALUU
JI0 HeyIauM JICYeHMSI 3HAYUTEIBHO HE Pa3inyajioch B IPYII-
T1ax BaJIbIIpoaTa 1 JaMoTpumxuHa. [TokaszaTtenb peMuccuu
TaKKe He paszamyaics B 2 rpymiax; Toibko 8 (19,1 %) na-
LIMEHTOB Ha (poHe TpreMa JaMoTpumkuHa 1 6 (19,4 %)
TTOJTy4YaBIIMX BaJIbIIPOAT HEe TOCTUIIM PEMUCCUN Yepe3 4 MeC
nedenus. 11D BorsiBiaeHsl y 17,03 % nanueHToB Ha (hoHE
TpyeMa JaMOTPUIKMHA U Y 35,3 % mpu iprieMe BaJIbIIpo-
ata (p = 0,07). ITo Bcem mapamerpam QOLIE-31, kpome
rokasareJsieii, cBa3aHHbIX ¢ [1D, B 00eux rpymnimax HabIo-
JIaJIoCh yJIydllleHUe Ha 5 0aJuioB.

ITepenocumocTs Tepamuu. Kak yke ObLI0 CKa3aHO BbI-
e, Ceii3ap XOpOILIo NePeHOCKIIO GOJIBIIIMHCTBO MAIlMEHTOB
(n=1573 (91,3 %)). I1D, cBsa3aHHbIe ¢ Tepanueii CeiizapoM,
OBLIA 3apervcTpUpoBaHbl ¥ 55 (8,76 %) manuneHTOB.
B GosbIIMHCTBE CiTyd4aeB UMEIM MECTO MPEXOISIINe Ha-
PYIICHYS B BUIE TOJIOBOKPYKEHUSI, TOJIOBHOM 00JIU, Tpe-
MOpa, TOITHOTHI, KOTOPbIE HE TTOTPeOOBaI OTMEHHI IIpe-
Trapara.

AJTepruyeckue peakinuu UMeIu MPerMyIIeCTBEHHO
KOXXHBIE MPOSIBICHUST — aJJIEPTUYECKYIO KOXHYIO CHIIb,
KoTopas 0buta oTMedeHa B 37 (5,8 %) ciydasix u3 628 1 rmo-
SIBUJIACh B T€UCHUE MEPBBIX 2 MeC Tepaltui. AHTUOHEBPO-
TUYECKUI OTEeK 3aperucTpupoBaH y 1 manueHTa. Ajiep-
ruYeckue peakluyu ObUIM €IWHCTBEHHOM NMPUYMHOM
otMeHbl Ceii3apa U3-3a IUIOX0M NEPEHOCUMOCTH; HE00-
XOIMMOCTh B OTMEHE IIpeliapaTa B CBS3M ¢ IpOoOIeMaMu
TIePEeHOCUMOCTH BO3HUKA Y 15 (2,4 %) manieHToB 13 628.
B ocTanbHBIX ciTydasix KOXHasi Chillb ObUIa TPAH3UTOPHOM,
He IToTpe0oBaia OTMEHHBI IperapaTa, ¥ €¢ CBS3b C IIPUEMOM
JIAaMOTPUIKMHA He JoKa3aHa.

H3BectHO, yTo namoTpumkuH (Ceiizap) oTandaeTcs
XOpOlIIei mepeHoCuMOCThI0. Celizap — oguH U3 HanboJiee
«MSITKUX» B oTHoleHuu [19 ADII. 3a MHOTME TOABI MPU-
MEHEHMSI HAaKOIJICHbI MHOTOYMCJICHHBIE JTaHHBIC O 6J1aro-
MPUSATHBIX ITapaMeTpax 6e30IMacCHOCTU U IMIePEHOCUMOCTH
JIAaMOTPUIKMHA, BKITIOYAsT OJIaroIpUsITHOE BIMSIHUE Ha KOT-
HUTUBHbIC (DYHKIIMM, TTOBEACHUE U HACTPOEHHE, B TOM
qucie y nereit. OCHOBHOM MpOOJIeMOil SIBIISTIOTCS aJljIep-
TMYECKME peakluy; U3 HUX HauboJjIee YacTo BCTpevaeTcsI
KOXHasl ChITTb, KOTOPast MOKET BOBHUKHYTb B ITEPBHIC 3 MeC
(4yamie B TeueHHUe 1-ro Mecsla nmpuema rnpenapata). Puck
MOSIBJICHUSI KOXHOM CBHIITM JOCTOBEPHO MOBBIIIACTCS
IpY KOMOMHUPOBAHHOM TepaIruu, 0COOSHHO C BaJIbIIPO-
aTOM, Y CYIIIECTBEHHO CHIKAETCSI TP MEIUICHHOM TUTpa-
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LIMU I03BI IIpenapara (B TeueHue 6—8 Hex), a TAaKKe C yBe-
JIMYEHHEM Bo3pacTa peOeHKa.

B 1iesiom npenmyiiiecTBa JIAMOTPHMIKMHA 110 TIEPEHO-
CHUMOCTH OTMEYEHBI B CPaBHUTEIbHBIX UCCIICIOBAHUSIX.
B uccnenosanuu S.1. Johannessen u E. Ben-Menachem
(2006) mpu cpaBHeHNM HOBBIX ADIT (JlaMOTpUIKKH, raba-
MEHTHUH, JIEBETHpAlleTaM 1 TOIMpaMar) JaMOTPUIKH Ha-
XOIUJICS Ha 2-M MECTE ITOCJIe JIeBeTUpalleTaMa 1o HavrTy4-
et nepeHocumMocty. I1o TaHHBIM HanboIee MacIITaOHOTO
U (pyHIaMeHTabHOro uccieaoBaHus SANAD, namoTtpu-
SKUH He YCTynaJl KapbamMa3erHy 110 KIIMHUYECKUM KpUTe-
pPUSIM OLIEHKM 3(PGhEKTUBHOCTH, OIHAKO TTOKa3al MPeBOC-
XOJIICTBO HaJl KapOaMa3eImMHOM I10 IIEPEHOCHMOCTH.

[To maHHBIM HEAaBHO 3aBEPIICHHOTO MCCICI0BAHUS
SANAD II, cpaBHUBaBIIErO JAMOTPUIXUH C JIEBETUPA-
1IeTaMOM U 30HUcaMUIOM, I1D GbLIN 3aperucTpupoBaHbI
y 108 (33 %) nanmeHTOB Ha (poHe MpreMa JIaMOTPUIKIHA,
y 144 (44 %) — neBetupanerama u'y 146 (45 %) — 30HuU-
caMua. JIJaMOTPUIKMH MOYTH B 2 pa3a IPEBOCXOIMII 30-
HMCaMM/I ITO TTOKA3aTeTIo YAepKaHUsI Ha Teparuu U CyILe-
CTBEHHO IIPEBOCXOAMJI JIeBeTUpaleTaM OJjaromaps
MPEMYIIECTBY 110 JIy4llieil nepeHocuMoctu. Havaso Je-
YEHMS JJAMOTPUIKMHOM acCOLIMMPOBAHO ¢ MEHBIIIEH Ya-
crortoii pazBuTus [1D Mo cpaBHEHUIO C JIeBeTUPaLleTaMOM
WM 30HMCAaMMIOM (B TPyMIIax MaldeHTOB, ITOJyYarOIINX
5TU TMpenapaTthl, OBIJIO OTMEYEHO 3HAYUTEIHHO OOJIbIIIE
ncuxuarpuyeckux [19; ormevanucs [19 y malyeHTOB, cTpa-
JAIOIIMX AeTIPECCUe, MOBBIIIEHHO! TPEBOXKHOCTHIO). Tak-
3Ke OBbIJIO OTMEUEHO JIydlliee Ka4eCTBO XXU3HM TallieHTOB
B IPYIIIIE ITOJTy9aBIINX JJAMOTPHUIKIH IT0 CPaBHEHUIO C 110~
JIydaBIIMMMU JieBeTupaueTraMm U 3oHucamun (A.G. Marson
M coaBT., 2021).

UccnenoBanue A.M. ITuBosaposoii u 3.K. TopuxaHo-
Boit (2021), BkirouaBuiee 78 MallMeHTOB C pa3IUYHBIMU
dopMamMu snuencuu, Habmoaamomuxcss B HayuyHo-uc-
CJIeI0BATE/IbCKOM KIIMHUTYECKOM MHCTUTYTE IIeAUaTPUM M.
akan. FO.E. BenbruieBa, Takke MOATBEPAUIIO XOPOLIYIO
nepeHocumocth Ceiizapa. B 88,4 % ciyyaeB Ceiizap niepe-
Hocwicst 6e3 19, B4 (5 %) cityyasx OTMEYESHBI TPAaH3UTOP-
Hble HapyIIEHMS CO CTOPOHBI LIEHTPaJIbHOI HEPBHOIA CHC-
TeMbl W XEJIyIOYHO-KHUIIEYHOro TpakTa (TOIIHOTA,
TOJIOBOKPY:KEHUE, BO30YAMMOCTb), HE TPEOOBABILIE OTME-
HBbI penapata. OTMeHa mperapara IoTpedoBaIach JUIb
B 5 (6,4 %) ciayyasix B CBSI3U C BOSHUKHOBCHUEM CHITIN.

BimsiHie HA KOTHUTHBHbIE (DYHKIIMM, NOBeleHHe H Ha-
CTPOEHHe, B TOM YHCJIe Y NAIMEHTOB JE€TCKOro BO3pacTa.
Viy4dieHue moBeneHUsI U pa3BUTUSI, O0yYeHUs Ha (hoHe
tepanuu Ceif3apoM OTMEUYEHO B HaIlleM HCCJICAOBAHUM
y 380 (60,5 %) manmenToB u3 628. Hu B ogHOM cityyae
He OBbLJIO OTMEUEHO HeraTMBHOTO BiMstHUsT Ceii3apa Ha Ia-
MsITh, BHUMaHMe, HACTPOCHUE U MOBeaeHME (TI0 OLIEHKE
MMallMEHTOB, POIUTENICH NeTeil U B HEKOTOPBIX CIyJasx —
HEpPOIICUX0JIOra).
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VY nereli cyniecTByIOT crieliMUUecKre acleKThl repe-
HocuMocTu ADI1, BkiIovast opraHocrelupruyecKyo TOK-
CUYHOCTD Y BIIMSIHUE Ha pa3BUTHE, ITOBEICHNUE 1 KOTHUTUB-
Hble (DYHKIIMU. DTHU BOIPOCHI OCTAIOTCS HEPEIICHHBIMU
K TOMy BpeMeHU, Koraa HoBbli ADIT nmonyyaeT onoopeHue
K mpuMeHeHuIo y aeteit. M co BpemeHewm cricok 19 mipe-
rapara MOXeT pacIIupsIThCs, TaK KaK B IIPOLIECCE IPUME-
HEHUsI TTOSBIISIIOTCS HOBBIE JaHHBIC O CHEIM(UUECKUX
addekrax ADI y mereii (S. Kayani, D. Sirsi, 2012). Xopo-
masi IepeHOCUMOCTD JIAMOTPUIKMHA Y JIeTeil ToKa3aHa
B CBSI3M C MHOTOJICTHMM OIIBITOM ITPUMEHEHUS TIperapaTa
B IIEAMATPUYECKOM ITPaKTHKE. XOPOIIYI0 MEPEHOCUMOCTh
JIAMOTPUIKMHA Y TTAIIMEHTOB IETCKOTO BO3pacTa OTMEYaloT
mHorue aBTophl (A.C. IletpyxuH u coasnT., 2004; O. Dulac,
1994; E. Ben-Menachem, 2003; A. Arzimanoglou, 2002).
ITo nanubeiM R. Moavero u coanT. (2017), u3 HoBbIX ADII
JIAMOTPUIKUH OTHOCUTCS K ADIT ¢ Hamyu1eit mepeHocH-
MOCTBIO Y JIeTeil 1 Haubosee GJIaronpUsATHBIM BIUSHUEM
Ha X KOTHUTUBHBIE (DYHKIIAH.

Oco0bIM aCMIEKTOM MEPEHOCUMOCTH ITPOTHUBOITHJICTI-
TUYECKO# Tepanmuu y AeTeil siBasiercs BausiHue ADII
Ha pa3BuTHe U 00yyeHue. Hanbosee HeiipOTOKCUYHBIMU
MpenapaTamMu CYUTaIOTCs 6apOUTypaThl, (DEHUTOMH U OEH-
3oauasenuHbl (M.G. Harbord, 2000; M.R. Trimble u coaBr.,
1988, 1989; E. Hirsch u coaBnr., 2003). [Tpu 3TOM Hanodo0JIb-
1WA PUCK Pa3BUTUSI KOTHUTMBHBIX HapYIICHU 1 Hapy-
IIEHUST TOBEACHUSI UMEETCS MPH IIpUeMe MpernapaToB,
yeunuBatomux TAMKepruueckoe TopmoxkeHue. Tornupa-
MaT ¥ 30HMCAMUJI JOCTATOYHO YACTO BBI3BIBAIOT Y ACTEM
HapyllIeHUsS pPeuM, MaMsITH U arpecCUBHOE ITOBEICHME,
a JIeBeTHpaleTaM — Mperapar ¢ 01aronpyusTHHIM BIUSTHU -
€M Ha KOTHUTUBHbBIC (DYHKIIMU — IOBEACHYECKUE Hapy-
IIEHUSI, TPEBOKHOCTD, Pa3IpaXkKUTeIbHOCTb U arpecculo.
Yacrora noBeaeHuyeckux [1D npu npuemMe aeBeTupauera-
Ma BBIIIIE Y IETEl, YeM Y B3POCJIbIX, M BBIIIIE Y IETEl C pe-
3UCTEHTHOM K TepaIryu SITUJICTICUEH, C TIPEAIIECCTBYIOII-
MM KOTHUTHUBHBIMU U MOBEIEHYECKUMM HapyIICHUSIMU
(Kossoff u coanrt., 2001; M.C. Gustafson u coasr., 2002;
S. Kayani, D. Sirsi, 2012).

[Tpu npoBeneHUM TTPOTUBOIMUICTITHYECKON Teparun
y IeTeil CleayeT OTmaBaTh MPEIIIOYTCHHUE IperapaTam
C TTOJIOXKUTETbHBIM BIMSTHUEM Ha KOTHUTUBHBIC (DYHKIIUU,
adGekTuBHYIO chepy U NMOBEeIeHUE, C MUHUMAJILHO BbI-
pPaXkeHHBIM CeJaTUBHBIM IEICTBHEM.

MHorue aBTOpbI yKa3bIBaloT Ha OJIArOIPUSTHOE BIM-
STHUE JTAMOTPUIKMHA Ha KOTHUTUBHBIC (DYHKITMU, HACTPO-
eHue U ToBeleHMe, B ToOM uucie y aeteii ( A. Aldenkamp
U coasT., 2016; V.V. Kalinin, 2007; M. Mula, J.W. Sander,
2007; R. Schubert, 2005; F. Andersohn u coasrt., 2010;
J.A. Cramer, 2004). Camblii HU3KUIT PUCK Pa3BUTHUS JIe-
npeccuu u cyunuaa (<1 %) ormevaercss mpu npueme
namotpumkuHa (M. Mula, J.W. Sander, 2007; E Andersohn
u coanrt., 2010). ITo manHueiM V.V. Kalinin (2007), 310 00-
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YCJIOBJIEHO CEPOTOHUHEPTMUYECKUMU CBOMCTBAMU ITpernapa-
Ta, B CBSI3M C YeM OH MOXKET OKa3bIBaTh JACHCTBUE, CXOMHOE
¢ adhdekTaM1 aHTUAECTIPECCAHTOB (TaKUX KaK CEJIeKTUBHbIE
MHTMOMTOPBI 0OpaTHOIO 3aXBaTa cepoToHUHA). 11t cpaB-
HEeHMUS, K MpernapaTaM IpymIibl BBICOKOTO pUcKa Mo pa3-
BUTHIO fernpeccuu (>10 %) oTHocsATCS 6GapOUTYpaThI,
BUTa0aTPVH 1 TOIMPaMaT, U 3TOT IToKa3aTe b MOXKET ObITh
ellle BhIIIE Y MalMeHTOB U3 IPYIIbl PUCKA, B TOM YHCJIe
C IIPOSIBJICHUSIMU JieTipeccri 10 HazHaueHuss ADI. Urpa-
€T poJib U MpeodIagarIii MEXaHU3M AEUCTBUS Mpena-
pata. ASII ¢ mpeuMyIeCTBEHHBIM BIMSIHUEM Ha HATpUe-
BbI€ KaHaJIbl (BKJIIOYAsl JAMOTPUIKUH), TT0-BUAUMOMY,
0Ka3bIBalOT MUHUMAaJIbHOE BO3/IECTBIE HA KOTHUTUBHbIE
¢yukuuu (Sankar, Holmes, 2004) B otiuuue ot ADII
¢ npeodnagaomnm TAMKepruyeckum aeiicTBueM. Xo-
poliiasi IepeHOCUMOCTb U OJIaroNPUSTHOE BIMSHHUE Ha Ha-
CTpOeHUEe, KOTHUTUBHbIE QYHKIIMU U KauyeCTBO XXU3HU
JenaT JAaMOTPUIXUH OCOOEHHO IepCIeKTUBHBIM
IIJIS1 TIPUMEHEHUS] y IeTeld, MOAPOCTKOB U MOJIOJBIX B3PO-
cibix. ITo muenmio S.1. Johannessen, E. Ben-Menachem
(2006), 60MBbHBIM 3MTMICIICHE ¢ adPEKTUBHBEIMU pac-
CTpOICTBaMHU lieJileco00pa3HO Ha3HAYaTh JIAMOTPUIKUH,
BaJIbIIpOAT WM KapbamMasenuH, Tak Kak 3Tu ADII moryt
MPUMEHSTHCS KaK CTaOMIM3aTOPbl HACTPOCHUS.

ITo pannbiM K.E. Briickner (2020), naMoTpuaKuH
oTHocuTcs K ADII, npu nprieMe KOTOPhIX PUCK KOTHUTHB-
HbIx [1D MMHUMAaJeH; KpOMe TOTro, Teparius JaMOTPUIKU-
HOM MOXET BbI3bIBaTh YJIy4IlIEHUE OTACIbHbBIX TApaMETPOB
KOTHUTUBHBIX (DYHKIIMI. B oTiiMune oT JaMOTpUIK1HAa,
BBICOKUI PUCK KOTHUTHMBHBIX HapyllIeHUH (KOTHUTUBHOE
3aMeJJIeHUe = 3aMeJICHHe MbICUTEIbHBIX IIPOLIECCOB) Me-
€T MECTO TpHU NMpreMe OPOMUIOB M 6apOUTYpaTOB, a TAKXKE
OTHOCUTEJIBHO BBICOK ISl TOIMpaMaTa M 30HUCaMUIIA.

ITo nanubeIM 0630pa R. Moavero u coaBt. (2017),
n3 10 HoBbIX ADII namMOTpUIXUH U pyPUHAMUI ObLIU
pacleHeHbl KaK MpenapaTrbl ¢ HaWIyYIIUM BIUSTHUEM
Ha KOTHUTUBHbBIC QYHKIIUHU IETEH.

JlaMoTpUIKUH Hapsay ¢ KapOamMa3elmMHOM MOXKET
OKa3bIBaTh MOJIOKUTEIbLHOE BIMSIHUE HA BHUMAaHUE U O~
BeJICHUE, a TAKXKE YMEHbIIIAeT BhIPaKeHHOCTb CUMIITTOMOB
cuHIpoMa AeduIKMTa BHUMaHUS U TUIEPAKTUBHOCTHU
y 6onbHBIX snuiencueit (R. Schubert, 2005). 9To umeer
0oJIbllIOE 3HaUYEHUE B CBS3U C BHICOKOU paclpoCTpaHeH-
HOCTBIO TAaHHOTO CUHIpOMa MpH 3MUJIETICUM y aeTeil. Tax,
CUHIPOM NeUIIMTa BHUMAHUS ¥ TUTIEPaKTUBHOCTU BCTPE-
yaeTcs y 7—9 % neTCKOro HacejleHMs, OMHAKO pacIipo-
CTPaHEHHOCTb y JieTeii ¢ amuternicueii nocruraet 20—50 %
(A.E. Williams u coasr., 2016).

ITo nannbM otdeta padoueit rpynmbl ILAE (ILAE Task
Force Report 2016), mamoTpukuH oTHocuTesd K ADIT
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¢ GJIaroNpUSITHBIM BIUSTHUEM Ha KOTHUTUBHBIE (DYHKIIH
y AeTeil, a TakKe SIBJsIeTCs eMMHCTBeHHBIM U3 ADII ¢ no-
Ka3aHHO OJIarONPUSITHBIM BIMSIHUEM Ha ITOBEACHUE Y Jie-
Tei ¢ smtencueit (A. Aldenkamp u coasrt., 2016).

IIpuBogum oboOILIalOlIMEe JaHHBIE OTYeTa pabodeit
rpynnsl ILAE o peiictBun ADIT Ha KOTHUTUBHBIE (DYHK-
LIMY U TIOBeACHUE NeTeil. DTU JaHHbIE OCHOBBIBAIOTCS
Ha pe3yJibTaTax 003opa qutepaTyphl (A. Aldenkamp u co-
aBT., 2016).

ITo nanabIM oT4yeTa padoueii rpynisl ILAE (ILAE
Task Force Report 2016) «Bimustnne ADIT Ha KOTHUTHB-
HbIe (DYHKIIMM U ITOBEIEHUE Y JeTeii»:

HeraTuBHbIE KOTHUTUBHBIE 3(P(eKTh y IeTeit
C 3MuJIeTicueit BLI3bIBAIOT (heHOo0apOouTa, (heHUTO-
WH, TONpamat, 30HUCaAMUI;

HeraTuBHbBIC 3 (EeKThI Ha MOBEACHUE IeTeit: (heHOo-
OapOuTay, BajJbIIPOAaT, rabareHTUH, TOMMpaMarT,
JIeBeTUpalleTaM U 30HUCAMUIT;

JIaHHBIE B OTHOIIeHUM BausHUS ADII Ha KOorHu-
TUBHBIC QYHKIIMY U MOBEACHUE TIPOTUBOPEUYMBEHI,
He J0Ka3aHbl: 3TOCYKCUMUI, Kj1o0a3aM, BUTradar-
puH, ¢endamaT*, nperabalvH, CTUPUIIEHTOJ™,
pydbuHaMuI, TaKocaMUI U peTUradux™;
HEUTpalbHBI 3(PEPEKT B OTHOIIEHUU KOTHUTHB-
HbIX (PYHKILIMIA: BaJbIIpoaT, Kapbama3ernuH, rada-
MNEeHTUH U OKCKapOa3eIuH;

HeUTpabHBIN 3(hGEKT Ha TTOBEACHME: KapOaMa3eIH;
MOJIOXXKUTEIbHbIE KOTHUTUBHBIE 3(P(EKTHI: JJaMO-
TPUIKUH U JIEBETUPALICTAM;

MOJIOXKUTENbHBIA 3(P(PeKT Ha ToBemeHME: JIaMO-
TPULKUH.

ITo maHHBIM 0630pa JIUTEPaTYPHI IO BOIIPOCAM BJIM-
saHus ADI1 Ha moBeneHue, ICUXUYECKYIO chepy U KOTHU-
TUBHBIe ¢pyHKLIMU TIpu DPD (A. Strzelczyk, S. Schubert-
Bast, 2021), neBeTupaneram, nepamIiaHesa 1 B MEHbIIIEH
CTeleHM OprBapaleTaM aCCOLIMUPOBAHBI C IICUXMYSCKUMU
1 MOBEACHYSCKUMU HaApYIICHUSIMHU Y MAllUeHTOB 3TOM
KaTeropuu, BKJIIOYAsl arpeCCUBHOCTh U Pa3ipakKUTEb-
HocTb. Tormmpamar u B MeHbIIEH CTEITeHU 30HUCaMUJL ac-
COLIMMPOBAHbI C PEYEBHIMU HAPYLIEHUSIMU, KOTHUTUBHOM
3aTOPMOXEHHOCTBIO U TTpOOJIeMaMM ITaMSITH, a TaKxKe
C HeTaTUBHBIM BIMSIHUEM Ha PsIIT aCTIEKTOB KOTHUTHUBHBIX
(byHK1MI, B TO BpeMs KaK JIJAMOTPUIXWH, a TAaKXe JieBe-
THpalleTaM ¥ OpHBapareTaM MOTYT OKa3bIBaThb ITOJIOXM-
TeAbHBIN 3 @eKT Ha KOTHUTUBHBIE PYHKUUU. Puck
MICUXUYECKUX U TToBeneHYecKuX [1D BhIllle TPy HATMYUH
JAHHBIX HAPYIICHWI B aHaAMHEe3¢ TallieHTa.

*[Ipemapar He 3aperucTpupoBaH B PD.
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BiarornpusitHOe BIUSIHUE TaMOTPUKMHA Ha pa3iid-
HbIC TTapaMeTpbl KOTHUTUBHBIX (QDYHKIIW, TTOBEICHUS
U HACTPOEHMSI UMEET 0COOEHHO OOJIbIIIOE 3HAYCHUE B CBSI-
31 C BBICOKOI 4aCTOTOI BCTPEYAEMOCTU KOMOPOMIHBIX
pPacCTpOMCTB IMOBEICHUS M HACTPOCHUS Yy MallMEHTOB
C SMUJIETICUENA.

BaxkxHbIM pe3y/IbTaTOM Halllero aHajIu3a SIBJISIETCS BbI-
cokas noitst (60,5 %) HaGaogaeMoro yiaydlieHUs] KOTHU -
THBHO-TIOBEACHYECKMUX XapaKTepUCTUK. B meTcKoii amnu-
JIENITOJIOTMH 3TOT 3((DEKT MPEACTABIISIET CAMOCTOSITEIIEHYIO
MPaKTUYECKYIO IIEHHOCTD, ITOCKOJIbKY Y IETeH naxe yme-
pEeHHas anuIenTHYecKask 1 MHTEPUKTaIbHasi aKTUBHOCTh
MOXET BbI3BaTh BTOPUYHbBIC HAPYIICHUsSI BHUMAHUSI, pe-
TYJISILMY TToBeneHus U ooyyaemocTu. HaGmonaemas nmo-
JIOXKUTEIbHAs AMHaMKKa TIpy npuMeHeHnu Ceiizapa Mo-
3KET OTpakaTh HECKOJIbKO B3aMMOCBSI3aHHBIX MEXaHN3MOB:
1) cHMZXEHME YaCTOThI KIMHUYECKMX IPUCTYIIOB U MHTE-
PUKTaIbHOM 3MUAeNTU(MOPMHON aKTUBHOCTH; 2) OTCYTCT-
BHE BBIPAXKCHHOTO CEIaTUBHOTIO JICHCTBUS Y TOPMO3SIIIETO
a(pdexkTa Ha KOTHUTUBHbIE (PYHKUMU, XapaKTEPHOTO
11t psiaa apyrux ADIT; 3) BTopuuHY0 HOpMaIu3alvio CHa
W THEBHOM aKTUBHOCTH, YTO YJIYYIIIaeT 00y4aeMOCTb pe-
O6eHKa 1 3 GEKTUBHOCTH peadMIMTALIMOHHBIX 1 00pa3oBa-
TEJIbHBIX BMEIIATeILCTB. BMecTe ¢ TeM B CHITy peTpoCIieK-
TUBHOTO TM3aifHa ¥ OTCYTCTBUS CTAHIAPTU3UPOBAHHBIX KA
JIAHHBIA PE3YJILTaT CSAYeT PACCMATPUBATh KaK KITIMHUYECKHI
3HAYMMBbII CUTHAJI, TPEOYIOLIMIA TaTbHENIIIeH MTPOCTIEKTUB-
HOW Bepr(pUKaIMU ¢ KOJIMYECTBEHHOM OLICHKOM.

Bonpocsl B3anM0o3aMeHsAeMOCTH NPENapaToB JAMOTPU/I-
XKkuHa. JlaHHas mpobJieMa coXpaHsieT BBICOKYIO aKTyajlb-
HOCTb B Hactosiiee BpeMs. Kak addekTuBHOCTb, Tak
U TIEPEHOCHMOCTh MPOTUBOAMUJIEIITUYCCKON Teparnuu
3aBUCUT OT MHOXeCTBa (haKTOPOB, M OMHMM U3 HanboJee
BaXKHBIX SIBJISICTCS HE TOJIBKO BHIOOD IIpernapara oIpee-
JIEHHO I'PYIIIBI, C ONPEIeICHHBIM ACHCTBYIONIUM BEIlle-
ctBoM (omnpeaensirominM MHH nipenapara), Ho 1 BEIOOD
Cpenu 1eJIoro psiia npernaparos ¢ oqtHuM MHH npemnapa-
Ta ¢ ONpeeIeHHBIM TOProBbIM Ha3BaHueM. [Ipemaparbl
¢ omiuM MHH Moryt BbIIycKaThbCsl B pa3HBIX CTpaHax
pPa3IMYHBIMU Tpou3BoAUTeIsIMU. [IpernapaThl ¢ OAHUM
MHH noyokHBI cofepkaTh OTHU U T€ XK€ aKTUBHbIE Bellle-
CTBa, B TOM Xe 03¢ U TOM Xe JIeKapCTBEHHOI (hopMe, O~
HaKO MOTYT OTJIMYAThCS CIIOCOOOM ITPOM3BOJICTBA, BXOJISI-
IIMMU B COCTaB BCIIOMOTaTEeJIbHBIMU BEIECTBAMU
1 BHEIIHUM BUIIOM, YTO MOXET IPUBOAMUTH K APYrOMY
YPOBHIO abCOPOLMU B KEJyIOUYHO-KUIIIEYHOM TpaKTe
1 CKa3bIBaThCsI Ha (DapMaKOKMHETHKE TTperapara B IIEJIOM.
B ocHOBe nen 6MO3KBUBAJICHTHOCTH JICXKUT MOJIOXKECHUE,
YTO, ec/i (hapMaKOKMHETUIECKHIE TTapaMeTphl ITpernapaToB
WACHTUYHBI, JaHHBIE TIPeTapaThl MOXKHO CYUTATh TEPaIieB-
TUYECKU DKBMBAJICHTHBIMU. JIJ1s1 orpeneieHrss GMO3KBHY-
BaJICHTHOCTH UCITOJIb3YIOTCST 2 OCHOBHBIX (DapMaKOKMHE-
TUYECKMX TOKa3aTelIst: IVIOMIAIb 10 KPUBOI 3aBUCIMOCTH
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KOHIIGHTPALIMHM JIEKAPCTBEHHOTO TIperapaTa B Iia3Me Kpo-
BU oT BpeMeHU (AUC) 1 MakcuMalibHasi KOHLEHTpaLus
(C,ap)- BceMupHag opranusaivst 31paBOOXpaHEHUs CUK-
TaeT JOMYCTUMBIMM PA3JIMIMSI IO JaHHBIM (papMaKOKMHe-
TUYECKUM TTapaMeTpaM, BKIII0Yasl pa3iMuusi KOHIIEHTpa-
LIMM aKTUBHOI'O BEIIECTBA, MEXIY OPHUIMHAJbHBIM
A TeHEepUYEeCKMM ITipernapaToM B mpenenax 80—125 %
¢ 90 % noBepuTeIbHBIM MHTEpBaIOM. OHAKO, IO MHEHUIO
MHOTHX aBTOPOB, TaKue KoJIcOaHUS HEMpPUEeMJIEMBI
JUTSI TIpETIapaToB, IPUMEHSIEMBIX B JICUCHUU SITHJICTICUM;
U CYILIECTBYET MHOXECTBO ITyOJIMKAIIMii, B KOTOPHIX TOBO-
PUTCSI O TOM, YTO TeHepruueckue 3aMeHbl ADIT conmpskeHbI
C PMCKOM, TaK KaK OMO3KBMBAJICHTHOCTh HE PaBHa Tepa-
neBTuyeckoit sakBuBaneHTHOCTU (M.T. Pymakosa, 2023;
K.}O. MyxuH u coasrt., 2023; M. Atif u coasrt., 2016). bro-
5KBHBaJICHTHOCTh TeHEPUYECKHUX ITPerapaToB Yallle BCETo
OIICHMBAIOT Ha 3I0POBBIX TOOPOBOJIBLIAX, KOTOPBIC HE IO~
JIy4aroT APYTUX JEKapCTBEHHBIX CpencTB. TakuM 0OpazoM,
BBIBOJI O OMO3KBUBAJIECHTHOCTH AEJIAI0T 63 y4eTa BO3MOX-
HBIX JIEKapCTBEHHBIX B3aMMOJICHCTBUI ¥ M3MEeHEeHMs (hap-
MaKOKMHETUKH B 3aBUCUMOCTH OT BO3pacTa M COMYTCTBY-
1o1IMX 3a00eBaHuiA. [TalMeHThI ¢ anuencreli moyJaT
ADII nnutenbHO, a OMO3KBUBAJIEHTHOCTb MCCIEoYeTCs
IJIAaBHBIM 00pa30M IPY OJHOKPATHOM IPUEME MperapaToB.
B c¢Bs1311 ¢ 3TUM 3asiBIeHHast OMO3KBUBAJICHTHOCTD ITpera-
paTtoB B pamkax MHH noctatouHo oTHOCHUTEIbHA.

[lepexon nauyeHTa Ha IpYroil reHepu4ecKuii penapar
B pamkax omHoro MHH mozkeT ObITh 00YCITOBIIEH 3HAUUTE b~
HO MEHBIIIE €r0 CTOMMOCTBIO; I 5KOHOMUS B CBSI3U C MEHb-
1€l CTOMMOCTBIO TperiapaTa MOXKeT IPUBECTH K YIYUIIICHHIO
TIPUBEPKEHHOCTH TEPAITUH (1151 TALIMEHTOB, KOTOPBIE IIPUO-
OpeTatoT rpenapartbl camocTosiTeIbHO) (S. Elmer, D.S. Reddy,
2022). A B OTHOIIIEHUM MALUKUEHTOB, KOTOPHIM TperapaThbl
BbIIAIOTCS OECIUIaTHO, HECOMHEHHA OOIbIIIast 5KOHOMUSI TPsi-
MBIX PacXo/IoB B CUCTEME 3IpaBOOXPAaHEHUsI, B TO BpeMs
KaK HempsIMbIE PACXOIbl MOTYT CYIIIECTBEHHO YBEIMYMTHCS.
Ha npaktrke 3(p(heKTUBHOCTb ¥ IEPEHOCUMOCTb MEHee J0-
POTOCTOSIIETO TEHEPUIECKOTO TperiapaTa MOTYT OKa3aThCsl
XyKe, 4T0, OE3yCIIOBHO, HE OITPaBIbIBACT SKOHOMUIO CPE/ICTB.
Okor10 2/3 Bpaueit OTMETMIIM CPBIB PEMUCCHUY TTOCTIe 3aMEHbI
ADII B pamkax omHoro MHH, uto B psine ciyyaeB npuBOIM-
JIO K aBTOIOPOXKHBIM ITPOUCILIECTBHSIM, TTOTEPE PAOOTHI M T10-
BBILICHUIO YaCTOThI OOpAILCHMS TTAIIMEHTOB 3a MEITUITMHCKOM
niomoiipio (M.J. Berg u coasrt., 2008; S. Elmer u coasr., 2022).
BaxHo, uro pemuccust Ha poHe npueMa ADIT He siBIsIeTCSt
CTOMKHMM COCTOSIHHEM, BO30OOHOBJICHUE TTPUCTYIIOB MOXET
TIPOM30MTH 10 MHOTMM IIPUYMHAM, 1 3aMEHa TOPTrOBOi BEPCUM
ADIT MOXeT BbI3BATh CPHIB PEMUCCUM B Pe3y/IbTaTe U3MEHEHHS
B KPOBU KOHIIEHTPAIIMHK ITPENapaToB, PU3HAHHBIX OMOIKBU-
BaJICHTHBIMHU.

HMMeroTcsT MHOTOYMCIIEHHBIE CBUIETEIbCTBA TOTO,
YTO BEPOSITHOCTh TUIOXO MEPEHOCUMOCTHA Y BO3HUKHO-
BeHUs 3HaYMMBIX 1D moBwimaeTcss npu 3ameHe ADII
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B pamkax MHH B ¢Bs13u ¢ paznnuusiMu B OMOJOCTYITHOCTH
npenaparoB (M. I. Pynakosa u coasr., 2013, 2023; M. Atif
M COaBT., 2016).

TakuM 06pa3oM, XOTs Iepexo ¢ OMHOro Ha 1pyroit ADIT
B pamKax ogHoro MHH B psine ciayyaeB MOXET CHU3UTh
CTOHMMOCTb JICYSHUS (UTO BO3MOKHO U TOITYCTUMO BO MHO-
rux cepax MeaulHbI), B oTHoweHun ADIT cnenyet co-
0J1t01aTh 0COOYIO OCTOPOXKHOCTD B CBSI3U C OCOOEHHOCTSIMM
3a0071eBaHUS, BKIIIOYAIOIIMMU: 1) IJTUTEeIbHBIN (MHOTOJIET-
HMI1) TIpUEM TIpenapara; 2) KpailHI0I0 YyBCTBUTEIBHOCTh
MaLMEeHTOB C 3MUWJICTICUEil K MU3BMEHEHUIO KOHIIEHTPALIUK
ADII B KpoBU B CTOPOHY KaK MOBBILLICHUS, TAK U CHIDKEHMST;
3) y3kuii TepaneBTHuYeckuit nuamna3zoH ADII; 4) Bo3Mox-
HOCTb TTOSIBJICHUST HOBBIX 1D (Harpumep, alieprudeckKux
peaxiyii Ha KpacUTeJn) ITPU U3MEHEHUH BCIIOMOTaTeTbHBIX
KOMITOHEHTOB IIperapara; 5) BO3MOXXHOCTb JICKApCTBEHHBIX
B3aMMOJICICTBMIA TIPH TTOJIMTEPAIIMU, KOTOPHIE B CIydasix
3ameH ADII B pamkax MHH ocobeHHO TpynHOIpenckasy-
€MBI; 6) TOT (PaKT, YTO OCOOBIE TPYIIITBI PUCKa — JETH, 0~
SKUJIbIE TTALIMEHTHI, TTAIMEHTHI C TSDKEIBIMUA COMAaTHYECKHU -
MU 3a00JIeBaHUSIMU (B TOM YMCJIE TIPUHUMAIOIIIE IPYTUe
TpenapaThbl), KeHIIMHBI JETOPOIHOIO BO3pacTa — o0Jiaia-
0T ONpeAeICHHBIMU OCOOCHHOCTSIMU (hapMaKOIMHAMMKU
U papmakokuHeTuK ADIT 1 0COOEHHO YSI3BUMBI K ITPOSIB-
JICHUIO HETaTMBHBIX ITOCICACTBUI 3aMEHBI ITperapaToB
(K.}O. MyxuH u coasr., 2023).

ITo cpaBHEHMIO C IEPEXOIOM C OPUTMHAIBLHOTO TIPe-
napata Ha reHepuyeckuit ADII eme 6osee mpoodiemMaTHy-
Ha 3aMeHa OJHOT0 TeHePUYECKOTO IperapaTta JAPYTruM:
TEOPETUYECKU 2 Pa3HBIX TEHEPUIECCKUX IIperiapaTa MOTYT
CUYNTATHCS OMO3KBUBAJICHTHHIMU OPUTUHAIBHOMY T10 3Ha-
YEHUSM OCHOBHBIX (DPapMaKOKMHETUYECKUX ITapaMeTPOB,
HO 3TH 3HaYE€HMSI MOTYT COOTBETCTBOBATh ITPOTHBOITOJIOX -
HBIM rpaHuiam nramna3oHa 80—125 %, 4To BBI30BET 3HAYM-
TeJIbHBIC KoJIcOaHUsT KOHIICHTPAIIMM aKTUBHOTO BEIIECTBA
B IUIa3Me MAlMEeHTOB IIPU 3aMEHE OJHOTO T'€HEPUUYECKOTo
npenapara ApyruM. C y4eToM pa3pellieHHOTO MHTepBaia
ot 80 110 125 % m1s reHepruIeCcKOro nperapara (1o cpaBHe-
HMIO C OPUTMHAJIBHBIM IIPENapaToM), €CJIM OIUH reHeprye-
CKMIi TIpenapaTr yKJIaabIBaeTCsl B MUHUMAJIbHO JOITYCTH -
MO€, a BTOPOll B MaKCHMMaJIbHO JOMYCTUMOE 3HaUYCHUE,
pa3yinyus 10 OCHOBHBIM (papMaKOKMHETUYECKUM Tapa-
metpam (AUC u C ) Mexi1y 2 reHepUYEeCKMMHU Tpera-
patamu MoryT gocturath u 50 %. WccnenoBaHus, MpoBe-
neHHble M. Karalis u coaBt. (2013, 2014), nokazanu,
YTO 3aMeHa MeXy 2 TeHEPMUYECKMMU MpernapaTaMyi He MO-
KET CYMTAThCS SKBUBAJECHTHOW 3aMEHE OPUTMHAIBLHOIO
npenaparta Ha reHepuuyeckuii (M. Atif u coaBTt.). Ora
KOHLenmuus nogaepxubaeTcs B padorax R. Odi u coaBT.
(2021): aBTOpHBI CYUTAIOT, YTO MOXKHO F'OBOPUTH O OMO-
SKBUBAJICHTHOCTU MEXIY OPUTMHAIbLHBIM M TeHeprIe -
ckuM ADII, Ho He Mexay 2 mkeHepukamu. [ToaToMy
Iepexol C ONHOTO Ha APYroi reHepuyecKUil mpernapar
MpencTaBiser elie O0OJbIIYyI0 MpodiaeMy, 0COOEHHO
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JUJISL TIPEIapaToB C Y3KUM TepaneBTUYCCKUM UHIEKCOM
(R. Odi u coasr., 2021).

B uccnenosanusix 3amex ADI1 B pamkax MHH (B Tom
YyucIie Py MePeXoie ¢ OMHOIO FeHEPMUYECKOTo IIpernapaTa
Ha ApYroi) yxyniieHue cocTosHus (3DdOEeKTUBHOCTU
W/WIM TIEPEHOCUMOCTH) TIPY 3aMeHe Iperapara ObLIo OT-
Me4yeHO He MeHee yeM y 1/3 marmeHToB: 29 % (Crawford
" coaBT., 1996), 65 % (Berg u coast., 2008), 67,8 %
(Wilner, 2004), 58 % (Haskins u coaBr., 2005).

Ciyyau yxyaiieHus 3¢ (GeKTUBHOCTU U IEPEHOCUMO-
CTH Teparuu, BKJII0Yast CPbIB PEMUCCUU U BOSHUKHOBEHUE
TSDKEJIBIX aJUTEPTUISCKUX peaKIvii, OIMCcaHbI IIPU 3aMeHe
Ceiizapa Ha apyroii mpemnapart JJaMOTPUIKMHA B paboTax
mHorux aBropoB (M.B. [TonomMapesa, 2025; O.A. Priiéna,
2025; A.H. Ynaxos, O.A. [Iem1aena, 2025; J1.1. Yk, 2025;
C.A. KopoBuHa u 1p., 2025).

BbiBoabI

PeTpocIieKTMBHEII KOTOPTHBINM aHaIN3 628 TTallieHTOB
C Pa3IMYHBIMM (POpPMaMU SMUICTICUU TTPOJEMOHCTPHPO-
BaJi, uto JaMoTpumxuH (Ceiizap) B YCIOBUSIX pealbHOM
KJIMHWYECKOM TPAKTUKMY 00/1a1aeT KIMHUIeCKU 3HAYMMOM
MPOTUBOSIMJICITUIECKON aKTUBHOCTBIO W OJIarOmpusIT-
HBIM MpoduiaeM nepeHocuMocTu. Haule HaGmogeHue
MOATBEPXKIAeT BBICOKYIO 3pdekTuBHOCTh Ceiizapa 1 ero
3TaJIOHHBIC KIIMHUYECKUE XapaKTePUCTUKH KaK IpeIcTa-
BMTEJIS KJIacca JJaMOTPUIKIHOB.

Bricokast a(p(peKTUBHOCTD (PEMUCCUS U YMEHbIIIE-
HME 4acTOThI TpUCTYyNoB Ha 50 % u Goiee) ObLIa JOCTUT-
HyTay 463 (73,7 %) nauueHnToB u3 628, ipu 3ToM B 48,7 %
CJlyyaeB JOCTUTHYTa KIMHUYecKast peMmuccus. [IpuHumast
BO BHUMaHME TIpeobialaHue B HAIlleM MCCIIeTOBaHUM T1a-
LIMEHTOB C TPYAHOKYpabe1bHbIMU (hOpMaMU SMUIETICUH,
3TOT MO0Ka3aTeJb MOXKHO paclieHUBaTh KaK OYeHb BBICO-
KUii. DTO MOATBEPXKIaeT BEICOKYIO 3(P(PEKTUBHOCTD JJaMO-
TPUIXKAHA JUIST KOHTPOJISE (DOKAIBHOM SIMUJIETITUYECKOM
aKTUBHOCTH Y IETei U COIJIacyeTcs ¢ ero (papMakommHa-
MUYECKUM MpodriieM — 0J10KaI0i MOTeHIINAI3aBUCUMBIX
Na'-KaHaJIOB U CHIKEHHEM TJIyTaMaT-0II0CpeI0BAHHOMN
BO30YKIaloleii epeaadyu, YT0 B COBOKYITHOCTUA YMEHb-
IIaeT BEPOSITHOCTh TeHepalluy M pacIpOCTPaHEHUS IaTo-
JIOTMYECKOI TMITePCUHXPOHU3AIUM B SIMJIEIITOI¢HHBIX
HEMPOHAJIBLHBIX CETSIX.

Hau6onpmas apdekruBHocth Celizapa oTMeYeHa
NpY (HOKaTBHBIX SMWICTICUSIX CTPYKTYPHBIX, TPEIIT0JIO-
JKUTEJILHO CTPYKTYPHBIX, CTPYKTYPHO-TEHETUYECKUX U HE-
ycTaHOBIeHHOM aTuojaoruu u UI'D. Ilpu reHeTnueckux
snuencusx apdexkTuBHocTh Ceiizapa Obljla HECKOIbKO
HIXKE.

Hammawne cuampoma @DACHUM-ADII/, a Takke po-
nannudeckux cnaiikoB (JIDI1) Ha DOI'y neteii ¢ anunen-
cueit 1o 7—8 neT TpedyeT OoJiee OCTOPOKHOTO Ha3HAUCHUS
JIAMOTPUIKMHA B CBSI31 C BO3MOXKHOCTBIO arTpaBaliviy B 3TOi
IPYIIIEe AeTell SMMICHTUYSCKUX TTPUCTYIIOB W SIWJICTITH -
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¢opmHoit akTuBHOCTH Ha DT, MHTepecHbIM HallpaBJIeHU-
€M SIBJISIETCS] TIPOBEICHUE TIPOCIICKTUBHBIX MCCIICI0OBaHMIA
C UCTIOIb30BaHUEM CTaHIAPTU3UPOBAHHBIX MICUXOJIOTYE-
CKUX VICCIIETOBAHUIA.

Ananus ganHbeix D31 mokaszain, yto Ceiizap addek-
THBEeH Npu (OKaJIbHBIX IPUCTYIIAX C PETMOHAIBHOMN
W MYJBTHPETMOHAIBHON 3MMIenTU(MOPMHONA aKTUBHO-
CThIO. Y AeTeid, TOCTUTIINX PEMUCCUM Ha (POHE Teparumn
CeiizapoM, peBaIMPOBAJIO PACIIOJIOKEHUE SIUJICTITOTCH-
HOTO oYara B 3aTbIJIOYHBIX oTAesax. OmHako 3(pdeKT oT-
MeEYeH U B CJTy4ae JOOHOM, BACOYHOM M MYJIBTUPETMOHAIb-
HOI JIOKaJIM3alMy SNUIeHTU(DOPMHONM aKTUBHOCTH.

Haubonee apdextuBHbIe coueTanuss ADI B myorepa-
MUY, IPY KOTOPOM HACTYITMJIa PEMUCCHUS Y MAllUeHTOB
JIETCKOTO BO3pacTa ¢ (poKaJbHBIMU IIPUCTYIIaMU, BKIIIO-
yaiu komonHanuo Ceiizapa ¢ BaJbIIpOaTOM, JeBETHpA-
1IeTaMOM, TiepaMIlaHeJIOM U OKCKapOa3eImMHOM.

MBI UMeeM OIIBIT YCITEITHOTO Mepexo/ia Ha ajlbTepHa-
THBHYIO MOHOTepanuio Ceii3apoM ¢ IocieayIonieil orMe-
Ho¥t conyTcTByomux ADII npu coxpaHeHUU PEMUCCUU,
B ToM uucie y pedeHka 11 jger. CorjiacHo MHCTPYKLIUU
10 TIpuMeHeHuo, Ceii3ap MOXET IPUMEHSITHCS B MOHO-
Tepanuu c 3 JIeT, ec/ii OH 100aBJieH K aApyromy ADII, c ro-
clieayioneil oTMeHOM comyTcTByolero ADIT.

Y maumMeHTOB JIF0O0ro Bo3pacTa, CTpadalolInX pa3-
HBIMU (DOpMaMU SMUICTICUM U HAXOISIINXCS B COCTOSI -
HUU PEMMCCUM, B TOM YUCJIC Y IeTel, CIeayeT u3beraTh
3aMeHBbl mpenapata B pamkax onHoro MHH, Bkiouast
3aMEHY JIeKapCTBEHHOM (DOPMBI, YTOOHI M30eXKaTh BO3-
OOHOBJICHUST IIPUCTYIIOB, BOZHUKHOBEHUSI HEXeJIaTe Ib-
HBIX SIBJICHUM.

IMonTBepxxaeHa xopoiuas mepeHocuMocTh Ceiizapa,
orMeueHHas1 6osee ueM 'y 90 % (91,3 %) nareHto. OTMeHa
Teparmu n3-3a [1D notpedosanack b y 15 (2,4 %) manm-
eHTOB 13 628. OCHOBHasI MpoGIIeMa — BO3MOXHOCTD pa3BH-
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THS aJUTEPTUYECKUX PeaKInii, KOTOPHIE TPEOYIOT OTMEHBI
npemnapara. B HaireM HaOJI0AeHUY aJlleprudeckast peak-
s (KOXHasl ChIMb) ObLIa €eAIMHCTBEHHON MPUYMHOM OT-
MEHBI B CBSI3M C ILJIOXOM MEepeHOCUMOCThI0. OcTalbHBIC
I1D (co cTOpOHBI LIEHTPaJIbHOM HEPBHOM CUCTEMBI U XKe-
JIyTIOYHO-KUIIIEYHOIO TPaKTa) ObLIM TPaH3UTOPHBIMU
1 He TpeOOoBaJIi OTMEHBI IIperapara.

Viy4diiieHue oBeIeHUs U pa3BUTHSI, 0OydeHUs Ha (hoHe
teparmn Ceitzapom otmedeHo y 380 (60,5 %) n3 628 marm-
eHtoB. B 5 ciyuasx Ha ¢oHe Tepanuu CeiizapoM B CBSI3U
C YIIy4IIIeHUEM TICUXUYECKOTO COCTOSTHMS Y B3POCITBIX Al -
€HTOB C paHee NMAarHOCTUPOBAHHON memnpeccueil crana
BO3MOXHOI OTMEHA aHTUIeIIpeccaHToB. Hu B omHOM city-
yae He ObLIO OTMEYEHO HeraTuBHOro BiusHus Ceiizapa
Ha MaMsTh, BHUMaHKME, HACTPOCHUE U TOBeneHue (110
OlIEHKE TAlleHTOB U POAMTENICH, B pslie Cly4aeB — Hell-
poricHUxoora).

OTMeYeHHOe yTydIlleHe KOTHUTUBHO-TTOBEICHUECKIX
XapaKTePUCTUK, BEPOSITHO, CBSI3aHO C YMEHBIIIEHUEM MH-
TEPUKTAIBHOM SNMIeNTU(OPMHON aKTUBHOCTH, YIIydIIIe-
HUEM (PYHKIIMOHATBHOM aKTUBHOCTH MO3Ta M OTCYTCTBU -
€M BBIpaXKCHHOI Celalvu.

I[TonyyeHHble HaMU JaHHBIE TOATBEPXKAAIOT,
YTO NPY KOPPEKTHOM TUTPALIUM U KJIMHUYECKOM HalJII0-
JIEHWH JIAMOTPHIKMH MOXET pacCMaTpUBaThCsl KakK Ipe-
apar ¢ OIMYHOM IIePEHOCHMOCTBIO, 0COOEHHO 3HAYMMOM
IUIST AeTel ¢ KOMOPOUIHBIMU HapYIIEHUSIMU Pa3BUTHS
U TIOBEIEHUSI, U1 KOTOPBIX CelaTUBHbBIE 3 (EKThI 1 KOT-
HUTUBHAs 3aTOPMOXEHHOCTh UMEIOT KPUTHYECKOE 3Ha-
YeHHeE.

TakuM 06pa3oM, HalllM TaHHbIE TTPOJEMOHCTPUPOBA-
JIA BBICOKY10 3(()EKTUBHOCTh 1 XOPOIIYIO IEPEHOCHMOCTD
Ceiizapa B MOHO- U TIOJIUTEPAIMK B OTHOIIEHUU ITHAPO-
KOTO CITEKTpPa 3MWJICIITUYECKUX IIPUCTYIIOB U (DOPM BIIH -
JISTICMM Y TIALIMEHTOB Pa3HOI0 BO3pacTa.

4. HCTpyKI1MsI TIO MPUMEHEHMIO JIEKAPCTBEHHOTO Mpernapara ajist
MeIUIIMHCKOTOo npuMeHeHust Ceitzap.
Instructions for use of the medicinal product for medical use Sazar.
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3nunencus v uepebpanbHbiii napanuy (LM) oTHocATCs K yncny HanboNee YacTo COYETAIOLMXCSA HEBPONOrMYECKMX 3a601eBaHMI
U XapaKTEPU3YIOTCS BbIPAKEHHOI KOMOPOMAHOCTBIO. B HacTosA el cTaTbe NPeAcTaBAeHbl KPaTKMil 0630p NpobaeMbl U KNMHNYE-
Cckue cnyyan nauuerToB ¢ LM B koMGMHaLmMK ¢ doKanbHOM anuaencuent AETCKOro Bo3pacTa Co CTPYKTYPHBLIMU U3MEHEHUAMM
B MO3re U J0OpOKaYeCTBEHHbIMU 3NUNeNTUOPMHBIMU NATTEPHAMKU AETCTBA Ha 3neKTpoaHuedanorpamme (GIOCUM-I3NA)
1 CUHAPOMOM UHMAHTUbHBIX INUAENTUYECKUX CNAa3MOB. BurabatpuH — npenapar nepBoi IMHUM 415 TEPaNnUK CUHAPOMA UHAH-
TUIbHBIX 3NUNENTUYECKMX CMAa3MOB, KOTOPbINA TaKXXe MOXET C YCNeXOM NPUMEHATLCA NPU OKaIbHO 3nUnencumn y NaumueHToB
¢ LM. BurabatpuH 6naropaps TAMK-onocpeaoBaHHOMY MexaHU3My AeACTBUA NPOAEMOHCTPUPOBAN CMOCOGHOCTb YMEHbLWATh
CUMNTOMbI cNACcTUYHOCTH Npy aucToHuun. Cuugpom ®ILCUM-L3ML onucaH y naymnenTos ¢ LI, oagHaKo A0 HAcTosLWErO BpEMEHH
He Hallen cBOero TaKCOHOMUYECKOTOo NONOXeHNs B MexayHapoAHON KnacCcuduKaLmMn SNMNEncUm U SNUNenTUYECKUX CUHAPO-
moB. CynsTMam NpoaeMOHCTPUPOBaN 3 MEKTUBHOCTb U XOPOLLYIO NEPEHOCMMOCTb y nauueHTos ¢ ®3ACUM-A3N[.
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Epilepsy and cerebral palsy (CP) are among the most frequently co-occurring neurological disorders and are characterized
by high comorbidity. This article provides a brief overview of the issue and presents clinical cases of patients with CP
combined with focal epilepsy of childhood with structural brain changes and benign epileptiform discharges of childhood
on electroencephalogram (FECSBC-BEDC) and infantile epileptic spasms syndrome. Vigabatrin is a first-line drug
for the treatment of infantile epileptic spasms syndrome and can also be successfully used for focal epilepsy in patients
with CP. Due to its GABA-mediated mechanism of action, vigabatrin has demonstrated the ability to reduce symptoms
of spasticity in dystonia. Although the FECSBC-BEDC syndrome has been described in patients with CP, it has not yet
been assigned a taxonomic position in the International Classification of Epilepsies and Epileptic Syndromes. Sulthiame
has demonstrated efficacy and good tolerability in patients with FECSBC-BEDC.

Keywords: cerebral palsy, infantile epileptic spasms syndrome, vigabatrin, focal epilepsy, dystonia, focal epilepsy
of childhood with structural brain changes and benign epileptiform discharges of childhood on electroencephalogram,
sulthiame
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BeepeHue

Lepeopanbnbiii napanuy (LIT) (G80.0 «Cnactuye-
CKMi1 LiepeOpabHBIN ITapaand»), CONIACHO COBPEMEHHO-
My ompeneieHuo (B. Dan u coast., 2026), — IIMPOKO
MPUMEHSIEMBII OIMCATEIbHbIN TMarHO3 LIS LIEJIOTO CIIeK-
Tpa MOTOPHBIX (IBUTATEIbHBIX) HAPYIICHUI, BEI3BAHHBIX
HEIpPOrpecCUpyoluM MOBPEXIACHUEM WM MOPOKaAMU
pa3BuTHsI (ManbhopMaIusIMU) TOJIOBHOTO MO3Ta B pAaHHEM
BO3pacTe (MPEUMYIIECTBEHHO B IIEpUHATAILHOM ITEPUOIIE).
B ocHoBe (popmupoBanus LII1 B pe3yabraTe HapyleHUSs
Pa3BUTHSI TOJIOBHOTO MO3ra JieXXaT TeHeTUIeCKHe, BOCIIa-
JIUTEJIbHBIE 1 Helipoduanonorndeckre pakropsl. KimmHu-
yeckue MposiBieHus y mamnueHToB ¢ LIIT BkiItouaooT
HE TOJbKO MOTOPHBIE CUMIITOMBI (CIIa3Mbl, JUCTOHMS,
aTakcus 1 Jp.), HO U CBS3aHHbBIE C HUMU CEHCOPHbIE, KOT-
HUTUBHBIE HapylIeHUs M snwiencuio. PacnpocrpaHeH-
Hoctb LIIT coctaBnsier ot 1,5 mo 4 cinydaeB Ha 1000 xxuBo-
poxaeHHbIX (G. Noritz u coanr., 2022).

HecMotpst Ha IpuHATHIA B Poccry TEpMUH «IeTCKUIA
LepeOpanbHblii Tapaany» (JILIT), nctopuuecku ykasbiBa-
IOLIUIA Ha paHHEee MTOBPEXICHNE TOJIOBHOIO MO3Ta (B aHTe-
HaTaJIbHOM, MTHTpaHATaJIbHOM WJIM HEOHATaIbHOM TIEpHUO-
Jlax), B MEXIYHapOMHOM ITPaKTUKE UCIIONb3yeTcs boee
IIMPOKOE TIOHSTUE — «IIepeOpabHbIN Tapaand». OTcyT-
CTBUE yKa3aHUsI Ha BO3PacT MOAYEPKUBACT IIEPCUCTUPYIO-
LW XapaKTep ABUTaTeIbHbIX HAPYIIEHUI KaK B IETCKOM,
TaK 1 BO B3pOCJoM Bo3pacTte. [IpuMmeHeHue 6ojiee yHUBED-
CaJIbHOTO Y TOYHOT'O C MEAMIIMHCKOM TOUKM 3pEHUST TEPMU-
Ha «1IepeOpaTbHBIN TTapaind» MTO3BOJISIET CMECTUTH (POKYC
C BO3pacTa Ha camy MPUPOAY COCTOSTHMS M ITOTYCPKHYTh
HEO00XOIMMOCTh HEIIPEPHIBHOTO MEIUIIMHCKOTO COITPOBO-
SKIEHUST TAKKMX ITallMEHTOB B JIIOOOM BO3pacTe.

LepebpanbHblilt napaauy — 3a00eBaHUE ¢ BBICOKOM
YacTOTON KOMOPOUIHBIX HapyIIEHUI, KOTOPhIE CAeIyeT

YYUTHIBATh IPU BBIOOpE JIeKapcTBeHHOI Tepanuu. Corjac-
Ho gaHHbIM 1. Novak u coaBrt. (2025), Kk HauboJjiee 4acTbIM
COMYTCTBYIOLIMM cocTosiHusIM ipu LITT oTHOCATCSI 601€eBOI
cuHapoM (75 % cityyaeB), HApYIICHUS PEUEBOTO Pa3BUTHS
Y KOMMYHUKATUBHBIX GyHK1IMi (75 % cinydaeB), Hapyllie-
Hus 3peHust (50 % caydaes), nucdarusa (50 % ciaydaes),
BBIBMX Ta300eapeHHoro cyctasa (33 % cityyaeB), Hapylle-
HUS cHa (B TOM 4Mciie anmHo3) (25 % ciydaeB), a TakxkKe
KOTHUTHMBHbBIE U MOBEAECHUYECKUE HAPYIIIEHUS: CUHIPOM
TMIICPAKTUBHOCTHU C Ae(PUIIMUTOM BHUMAHUS, PACCTPOMCT-
Ba ayTUCTUYECKOro criekrpa u np. (20 % ciydae).

Yacrorta pazsutus snuierncuu npu LT MHorokpaTHO
MpeBHIIIACT ITOKa3aTeId B 00IIeli momysinuu. Tak, co-
[JIACHO JTaHHBIM IIIMPOKOMACIITa0HOrO HAllMOHAJIBHOTO
uccienoBanus B CIIA (National Survey of Children’s
Health) 3a 2016—2021 rr., oxBatusiero okojao 300 TeiC.
nereit B Bo3pacte 2—17 ner (L.H. Tian u coasrt., 2025),
10 CPABHEHUIO C IPYTUMU PacCTPOMCTBAMU PACIIPOCTPA-
HEHHOCTb SMUJICTICUY ¥ HapyIIeHUI MHTEJUICKTA Y Malu-
eHroB ¢ LIIT okazanach Bblllie OOIIETONMY/ISLIMOHHBIX 3Ha-
yeHuii B 69 1 43 pa3za cooTBeTCTBeHHO. CpeHss YacToTa
pasBuTus armtenicun y neteit ¢ LITT cocrasnster 34—42 %,
IIPY 3TOM, T10 JaHHBIM Pa3HbIX aBTOPOB, TMUAITa30H IMOKa-
3aTeJiell BapbupyeT B Mpeaenax ot 15 mo 60 % (O.B. bui-
KoBa u coanT., 2012; B.II. 3bikoB u coast., 2022;
M.S. Cooper u coaBr., 2023; I. Novak u coast., 2025). D10
MOXET OBITh CBSI3aHO C 3TUOJIOTHEI U TSDKECTHIO TBHMTa-
TeJIbHBIX HAPYILIEHUIi B OLICHUBACMBIX IPYIIIAaX MalieHTOB.
Tak, pucK pa3BUTHS SIMUICTICUY 3HAYUTEILHO BO3pacTaeT
Ipy 60J1ee BEICOKUX YPOBHSIX IBUTATEIBHBIX HAPYIICHUIA
no GMFCS!, oco6enno npu yposHsix IV=V (p <0,01)
(M.S. Cooper u coasr., 2023).

K npyrum npeaukropam pa3BUTUSI STUIEIICUU
npu LIT orHocaTcs kBagpuriernyeckas ¢opma LTI,

IGMFCS — Gross Motor Function Classification System, MexayHapoaHasi CUCTEMa OLIEHKH YPOBHsI ABUraTeIbHbIX HapylueHuit y aeteit ¢ JLIIT.
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Ta6maua 1. IIpoeHocmuueckue npedukmopst snuaencuu npu yepeopansHom napasuye (no N. Feroze u coasm., 2023)
Table 1. Prognostic predictors of epilepsy in cerebral palsy (according to N. Feroze et al., 2023)

Predictors of epilepsy development in cerebral
palsy (p <0.01)

Predictors of epilepsy resolution by age 5
(p <0.05)

Predictors of drug-resistant epilepsy development

Vposuu IV 1 V o MACS? (HapyiueHust
JIBUTATEIbHBIX (DYHKIINIA).

'YMCTBEHHasI OTCTaJIOCTb.

Hapyienust 3peHust

MACS levels IV and V (manual ability
impairment).

Intellectual disability.

Visual impairment

Cnactuyeckasi IUruierus (moJaoxu-
TeJIbHOE BIIUSHUE).
CpenHue 1 BbIpa)K€HHbIE KOTHUTUB-
Hble HapyleHUs (OTpULIaTeIbHOE
BJIASTHHE)

Spastic diplegia (positive impact).
Moderate-to-severe cognitive impairment
(negative impact)

Pannee Havyaio sanuiencuu.
[eHepann30BaHHBIN TUIT TIPUCTYIIOB.
DH1edaIoNaTus pa3BUTHSI 1 STIMICTITUIECKAS.
MynbrupernoHaabHbIe pa3psiabl
Early epilepsy onset.

Generalized seizure type.
Developmental and epileptic encephalopathy.
Multifocal discharges

HEOHATaJIbHbIE CYIOPOIH, MCUXWYECKUE HapyLIeHUs,
CTPYKTYPHBIE U3MEHEHHUSI TOJIOBHOT'O MO3Ta, BBISIBJICHHBIC
MPY HERPOBU3YaIN3aLUK (TTOPOKU Pa3BUTHS LIEHTPATbHOM
HepBHoIi cucteMbl (LIHC), atpodust Kopsl, MUKpolieda-
Jist, MHGAPKT, pacllUpeHue KeIyI09KOB, IMopakKeHue
ceporo BelecTsa [16]), u apyrue daxropsl (Tabi. 1).

K HaumbGosiee moKa3aHHBIM IIPEAUKTOPAM Pa3BUTHS
snuencuu nipu LI, monyyeHHsiM R.A. Alyoubi 1 coaBrT.
(2024) npu ananuze gaHHbIX 88 138 mauuenTtoB ¢ LII1,
u3 KoTophix 44 901 cTpaman sanuierncueit, ObUTM OTHECEHbI
cracThyecKasi AUIUIerus (CKOpPpEeKTUPOBAHHOE OTHOIIIE-
Hue maHcoB 1,88; 95 % nmoBeputenbHblii HTEepBad (J1N)
1,73-2,04; p <0,0001), a Takzke nepuHaTagbHast THOEKIIMS
(CKOppeKTUPOBAaHHOE OTHOIIeHHKeE IaHcoB 1,61; 95 % AN
1,17-2,23; p = 0,004). B MHOrO(DaKTOPHOM aHaI13e Cla-
ctuyeckuit kBagpuriernyeckuit moarun LIIT 6wt acco-
LIMMPOBAH C CAMBIM BBICOKMM PUCKOM Pa3BUTUSI ITHJICTI-
cun (oTHomeHue maHcoB 2,37; 95 % AU 2,29-2.,45;
p <0,0001), Torna kak atakcudyeckuii moarun LI — ¢ ca-
MBIM HM3KUM puckoM (oTHolueHue maHcos 0,60; 95 %
AN 0,48—0,75; p <0,0001). KopkoBbie MOBpeXACHUS ac-
COLIMMPOBAHBI ¢ 0oJiee TSKEIBIMU SIMUICTITUYECKUMM
CHHIpOMaMU, TOTJa KaK U30JIMPOBAHHBIC TTOBPEXKICHUS
0eJToro BellleCTBa Yallle CBSI3aHbI C BO3PAaCT3aBUCUMBIMK
(opMamM# 3IIMIIETICHM, B YACTHOCTHU C BO3PaCcT3aBUCUMOM
doxanpHoI smmnencueii netctea (B3MB/I) (M.S. Cooper
U coaBT., 2023).

Tunbl 3nuAenNTUYECKUX NPUCTYNOB

npu uepebpanbHOM napanuye

B uccnenoBanuu M.S. Cooper 1 coasr. (2023) y 93 (36 %)
n3 256 neteit ObUTH 3a(bUKCUPOBaHbI (heOPVITBHBIC WITH ade-

OpMJIBHBIC TIPUCTYIBI ITOC/IC HEOHATAJIBHOTO IIEpUoja,
ay 87 (34 %) nuarHocTMpOBaHAa AMUJICTICUST. Y OOJIbIIIMH-
ctBa (n= 56 (60 %)) meTeii OBUT YCTAHOBJICH OUATHO3
B3®3/1, vy 28 (30 %) Habmomanachk HeyToYHeHHast (o-
KasibHas snwtericus, y 11 (12 %) — cuHapoM nHGaHTUIIb-
HbIX anenTnaeckux crmasmoB (CUDC), y 3 (3 %) — cuH-
npoM JlenHokca—TIacro, y 2 (2 %) — reHepaniu3oBaHHasI
srmuiencust, y 9 (10 %) — pedpuitbHbIE Cynoporu. Y neTeit
¢ IT MoryT ObITh AMarHOCTUPOBAHbI (DOPMBI SMUJICTICUH,
XapaKTepHbIe IJIsI IeTel ¢ HOpMaJIbHBIM pa3BUuTHEeM. B oT-
HomeHnn B3®D]] HekoToprie aBTopsl (M.S. Cooper 1 co-
aBT., 2023) ycTaHaBIMUBaIM AMArHO3 JaHHOU (hOPMBI SITH -
JIETICUY ¢ KOMMeHTapueM «BapuaHT» (B3MD/1-papuaHT’),
IMOCKOJIbKY, COIVIACHO ACHCTBYIOLIEH KitacCuuKaiuu
MexXmyHapoIHOM MPOTUBOSMMJICTITUYECKOM JIUTH, IUAarHO3
B3®3B/1 y neteii ¢ mopaskeHHEM TOJIOBHOTO MO3Ta He ycTa-
HaBnuBaeTcs (S.M. Zuberi u coasrt., 2022). B oreuecTBeH-
HOI JIUTepaType CYIIECTBYET SKBUBAICHT, MPEII0XKCHHBIN
3HauuTenbHO paHee K.FO. MyxuHBIM M BOCITOJTHSIIOIINI
9TOT BaxKHbIH Mpodes B Kilaccupukauy MexxayHapoIHOi
MPOTHUBOSITMJIEITIYECKOM JIUTH, — «(pOKATBHAsI SITJICTICHS
JIETCKOTO BO3pacTa CO CTPYKTYPHBIMU U3MEHEHUSIMU B MO3-
re ¥ 100pOKauyeCTBEHHBIMU SMMIENITU(DOPMHBIMU HATTEP-
HaMM JETCTBa Ha aJieKTposHIedanrorpamme» (PDICUM-
ABI110) (K.}FO. MyxuH u coaBr., 2012).

Ocodennoctu CUDC nmpu LII. B uccinenoBaHuun
M.S. Cooper u coasrt. (2023) CUDC cocrasnstn 12 % (11
u3 87) Bcex caydyaeB snuierncuu npu LIT. ITo maHHBIM
M. /. IlanaBa3oBoii u coaBT. (2023), cpenu 80 meTeit
¢ snumnencueit u L1, moctynaBImux Ha CTallMOHApHOE
sneyenue B arectane, CUOC ObL1 fuarHocTUpoOBaH y 19
(24 %). YuuTbiBas KpaiiHe HeOJIaronpusITHbIM MPOrHO3

MACS — Manual Ability Classification System, cuctema Kiaccu(pUKalU MaHyaJIbHbIX HABBLIKOB, Pa3pab0TaHHas JUISl OLIEHKH MCIIONIb30BaHMs PyK
JUUISE MAHUITYJISILIMEL ¢ TIpeMETaMU B TIOBCEHEBHOM NesiTeIbHOCTH y aeteit 4—18 ner ¢ LITT.
3SeLFE-variant — self-limited focal childhood epilepsy, camokynupyiowasics (Bo3pacT3aBucumasi) (poKanabHas SMUIENChsl I1eTCTBA.
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IUIST pa3BUTHsI peOeHKa MPY HECBOEBPEMEHHOM Havajie
Tepanuy MHMaHTWIBHBIX CIIA3MOB, 3TOT AMArHO3 TPeOyeT
0co00¥i KITMHUYECKOM HacTopoxkeHHocTH y aeteii ¢ LITT.

E. Nagy u coaBrt. (2020) cpaBHuau nauueHToB ¢ LITT
u CUDBC (n = 39) u nauueHto c CUDC 6e3 LI (n = 23).
B rpynne ¢ LIIT Haubosee yacThIMU CTPYKTYPHBIMU U3Me-
HEHUSIMU 110 TaHHBIM MarHUTHO-PE30HAHCHOI TOMOTpa-
(uu 6bUTM MOCIENCTBUS TIpe- U TIepUHATAIBHOM TUITOK-
CUM—UIIIEMUU, MaibhopMalMd TOJOBHOrO MO3ra,
1epeOpOBaCKYISIpPHBIE UHCYJBTHl M HEHPOUHMEKIIUM.
Hanpotus, B rpymnmne 6e3 LI, Hapsmy co CTpyKTYpHBIMU
W3MEHEHUSIMU, 3HAYUTEIbHO Yallle PeTUCTPUPOBAIOCH
OTCYTCTBHE MOP(OJOTMUECKMX HAPYIICHUI Ha TOMOTpaM-
max. boabmmHcTBo aneHToB ¢ CUBC npu LIT umenu
BbIpaXeHHBIC NBUTaTebHbIe (78 %) M KOTHUTHUBHBIC
(90 %) napymenusi. C Apyroit CTOpOHbI, y MAIIUEHTOB
¢ LIIT pa3BuTrie hapMaKope3UCTEHTHOM SITUJICTICUM BCTPE-
yajioch HeckoJbKo pexe (y 54 % nereii ¢ LIIT u 67 % nereii
6e3 LT nmpu CUDBC chopmupoBaiach pe3ucTeHTHasI K Te-
parvu SIUICTICHS).

CranpaptHas Tepanus CUDC npu LIT cooTBeTCTBY-
€T OOIIMM MPUHLIMIIAM JISYCHUST THMAHTWIbHBIX ITHJICTI-
tueckux cnasmoB (DC) (G. Noritz u coast., 2022). Bura-
0aTpUH U IIIOKOKOPTUKOCTEPOMIBI OTHOCSTCS K ITperiapaTam
1-i1 nunum Tepanuu CUDC. KomOuHaLMS TITIOKOKOPTU -
KOCTEpOMIOB U BUTabaTpUHA MOXET ObITh Oosiee a(pdek-
TUBHOM 1s1 TofaBiieHus DC U pa3pelieHus TUTICApUTMHH,
YyeM MpUMEHEHUE AaHHBIX IperapaToB B MOHOTEpaIuK
(B. Dozieres-Puyravel u coasrt., 2024). B To xxe BpemsI clie-
JIyeT TIOMHUTh O TOM, YTO ITPUMEHEHHE BBICOKHUX JI03 BH-
rabaTprHa B COYETAaHUHU C TJIIOKOKOPTUKOCTEPOUTAMM
y nauueHToB ¢ CUUOC noBkIlIaeT BEpOSITHOCTh Pa3BUTHS
BUTA0AaTPUH-aCCOLIMMPOBAHHBIX aHOMAaJIMii MoO3Ta
(vigabatrin-associated brain abnormalities on magnetic
resonance imaging, VABAM), KoTopbie 00paTUMbI 1 OOBIU-
HO MPOTEKAIOT CYyOKJIMHUYECKHU, HO MHOTAA MOTYT ITPOSIB-
JISThCSI OOpaTUMBIMU JABUTATEIbHBIMU HApYyIICHUSIMU
(TpeMop, TMCTOHMSI), YTO KOPPEKTUPYETCS CHIKEHUEM
no3bl uian otMeHoi Tepanuu (D.G. Corréa, 2024; R. Sathe,
2024; O. Apanasenko, 2026).

Jnsa npuddepeHLmaabHOM AMarHOCTUKY HESNUISHTH -
YECKUX TUCTOHUYECKUX U MMOKJIOHMYECKHMX 3IU3010B
C CYIOPOXHBIMM IIPUCTyNaMU HaubGoiiee 3(PHeKTUBHO
MPOBeICHNE BUACO3IEKTPOIHIIe(haTorpadnIecKoro Mo-
HutopuHra (BOM) ¢ perucrtpaumeit mapokcusamMaabHbIX
COCTOSAHUIA.

DokanbHas SMUIENCHA IETCKOT0 BO3PACTa CO CTPYK-
TYPHbIMH M3MEHEHMSMH B MO3re U 100POKaYeCTBEHHBIMHI
amuentudopmubivi narrepaavu aerctsa (IDI1/I) na snek-
TpoaHuedanorpamme (D), uamu B3DD/I-Bapuant, y na-
nuenToB ¢ LTI npeacraisieT coboii ocodyto popmy 3a00-
neBaHus. [Ipu 3ToM (heHOMEHEe KIMHMYECKash KapTUHA
U gaHHble DT MOTHOCTHIO COOTBETCTBYIOT KPUTEPHUSIM
BO3pPAaCcT3aBUCUMON (hOKAJBHOM SMUJICTICUM, OJHAKO Be-

2

pudukanusa nuarHosza B3MD]I 1o coBpeMeHHOi Ki1accu-
bukamn MexnyHapoIHON MPOTHBOSIUIIEIITUICCKON
JIUTH HEBO3MOXKHA, MOCKOJIbKY HAJIMYKE O4aroBOro rmopa-
>KEHUS TOJIOBHOTO MO3I'a BBICTYITAET KPUTEPHEM UCKITIOUE-
Hus 1151 Bo3pacT3aBucumMoit popmbl (M.S. Cooper 1 coaBbT.,
2023; S.M. Zuberi u coast., 2022). ®DOACUM-ADI1]
HE CBsI3aHa HAIPSIMYIO CO CTPYKTYPHBIM 04aroMm Iopaxe-
HUs, a O0YCJIOBJICHA HapyIICHUEM CO3PEeBaHMUs MO3ra
Ha (poHe MoBpeXIeHMS OEJI0TO BEIIeCTBa, II03TOMY MPO-
THO3 B OTHOIICHUM IIPUCTYIIOB Y TAKWX IETEH 4acTo 3Ha-
YUTEJIBHO JIyYIlle, YeM MOXHO ObUIO ObI OXMAATh TP Ha-
JIMYUH CTPYKTYPHOM STUJICTICUU.

B oteuecTBeHHOI TUTEpaType JaHHBII HEAOCTAIOIINIA
TepMuH ObLT npeaoxeH K.FO. Myxunbim eme B 2010 1.
CBeaeHus 0 BBICOKOW pacrnpocTpaHeHHocTu DI/,
WY POJIAHAMYECKUX CHaiiKoB, Y mauueHToB ¢ L1 Obutn
TakxKe 3HAUMTEIbHO paHee npeacTabieHbl K. KO, MyxuHbM
Ha OCHOBE aHaJIM3a JINTEPATYPhl © MHOTOYMCICHHBIX CO0-
ctBeHHbIX HaomoneHuit (K.}0. MyxuH u coasrt., 2012).
Y 67 % (u3 24 neteit) ¢ MepUBEHTPUKYJISIPHOM JIeiiKoMa-
nsuueit u LI 6butn Beigeiaensl DI/ Ha D3I nipu oT-
CYTCTBUM SIMWICTITUYECKUX ITPUCTYTIOB.

B uccnenosannu M.S. Cooper u coaBr. (2023) u3 93 ne-
TEW C SMWIENTUICCKUMU TIPUCTyIaMu y 56 (60 %) Oblia
nuarHoctrpoBaHa @OJICUM-ABII/I. DToT mokasaTenlb
B 3 pasa Bbllle, YEM B MOMYJISILUWU JETEH ¢ 3MUIENCuen
6e3 LIIT (rme B3®3B/I BcTpevaercst mpuMepHO B 21 % city-
4yaeB).

IMpuctymsl ipu @OACUM-IADI1/] 06bIMHO TTPOSIB-
JIsIIoTes B Buae 2 ocHOBHBIX peHoTurioB (M.S. Cooper
U coaBT., 2023):

1. ABTOHOMHBIE (BereTaTuBHbIE) TPUCTYIIBI (T [TaHaii-
otorryjioca)/B3MD]] ¢ BereTaTUBHBIMU IIPUCTYIIAMU:
pBOTAa, OJICTHOCTh, PACIIUPEHNE 3PAYKOB, UKTAIbHBIC
CHUHKOIIBI, HapyllleHue co3HaHus. [IpucTymsl yacTo
JUIUTeNbHBIE, > 10 MUH, HEPEIKO HOCIT CTaTyCHBIA
XapakTep.

2. ®okanbHbIe MOTOPHBIC TTPUCTYITBI (TUIT POJIAHIAYE-
CKOI SIUJIETICUM — BO3paCcT3aBUCUMAas SIUJICIICHS
C LIEHTPOTEMITOPAJIbHBIMM CIIaiiKaM1): reMualuaib-
HbIe, yHUIaTepalibHbIe, (palinoOpaxuaibHbIe, Opoda-
PUHTeaJIbHbIE TIPUCTYIBI C BO3MOXHBIM TEPEXOI0M
B OMJIaTepabHble TOHUKO-KJIOHUYECKHUE.

BaxxHble KJIMHUYECKHE OCOOEHHOCTU: OOJIBIIMHCTBO
MPUCTYITOB BO3HUKAIOT BO cHe (71 %); yacTo oTMevaeTcs
coyeTaHue 2 PeHOTUIIOB Y OMHOTO pedbeHka (45 % nereit
MMeJI CMeIIaHHbIE TIPUCTYIIBI); BO3PACT Ne0I0Ta B Cpel-
HeM cocTabJjisieT 3,7 rona (U1 BereTaTUBHBIX — paHbIIIe,
JUTSI MOTOPHBIX — ITO3XKE).

DnexrposHiiedanorpaduyeckie XapaKTepUCTUKU:
LIEHTPOTEMMOPAIbHBIE U/WIN OKIIUIIUTAIbHbBIE CITAlKH,
cTepeoTuITHbIe 1o Mopdosioruu (JIDTI/1), BbicoKoit aMILv-
TYIIbI, C BRIPAXKEHHOI aKTUBAIIUEil BO CHE (Y MHOTHX ITally-
€HTOB PETUCTPUPYETCS MPOMOJIKEHHAsH CITaliK-BOJIHOBASI
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aKTUBHOCTb BO cHe). CIailki MOTYyT OBbITh OTHO- WJIU ABY-
CTOPOHHUMM, MEHSTb JIOKAJU3aIUI0 IMPU MOBTOPHBIX
3JIEKTpO3HIIeaorpapmuecKux ucciaenoBanusx. Y 82 %
JIeTei 3aperuCTPUPOBAHbBI THITUMYHBIC SIMICTITH(OPMHBIE
paspsiabl.

IIporHo3 xopoluii 1o cpaBHEHUIO C APYTUMU (HOp-
Mamu srnericun npu AT y 75 % (42 w3 56) nereit
Ha MOMEHT ITOCJIIHEr0 HaboaeHus (CpeaHUi BO3pacT
15 neT) mpucTynoB He ObITO >2 jeT. Bo MHOTMX citydasix
oKazajach BO3MOXHOM OTMeHA aHTUAMUJICIITUICCKUX
npenapatoB (ADIT). Pemuccust MoxeT HaCTyIaTh IO3IHEE,
yeM y aeteit 6e3 LIIT (B monpocTkoBOM BOo3pacTe).

Yrto KacaeTcs JIeYeHMSI, COIIaCHO MeTaaHaau3y
W. Cheng u coaBrt. (2022), BkirovaBiieMy 12 ucciienoBa-
Huii ¢ yaactueM 790 nanmenToB ¢ JADI11/B3®D/I, orcyt-
CTBYIOT IOCTOBEPHBIC PA3INIM 11O 3¢ HEKTUBHOCTH (CBO-
601a ot npucTyIoB) mpu B3MD]I Mexxmy 5 mpenapaTamMu:
CYJIETUAaMOM, JIEBETUPalleTaMOM, KJI00a3aMOM, OKCKapoa-
3eIIMHOM ¥ BaJIbIIPOCBOM KUCJIOTOM, IIPU 3HAYUTEIBHO
JIy4IIieil mMepeHOCUMOCTH CcysibTuama. [1pu nmpumeHeHun
cyJbTHaMa 3a(UKCHUPOBAHO B 5 pa3 MEHBIIE CePbe3HBIX
MOOOYHBIX 3P MEKTOB, YeM IpU MPUMEHEHUU JIEBETHPA-
uerama i 4 npyrux ADII. BaxHoe mpenynpexneHue:
KapOaMa3enuH U JaMOTPUIKWUH yXyIIIajii TeYeHUE 3T -
senicum ipu B3D®J1 (M.S. Cooper 1 coasrt., 2023).

Baxno: B3®D/I BcTpevaeTcs B 3 pasa yaiie
(60 %) y nereii ¢ L1, yem y nereii ¢ amuiencueit
6e3 LII1. YcraHoBeHUe 3TOro AMarHo3a uMeeT Cy-
1LecCTBeHHOe 3HavyeHue 1151 Beidopa ADII, onpene-
JIEHUYS JUTMTEIbHOCTH TePaIliy ¥ TPOrHO3UPOBAHMS
ucxona. Hamuume LIT He moKHO MCKTIOYATh AUAT-
Ho3za B3®3D/I. INpaBunbHast CMHIpOMaIbHAST THAar-
HOCTHMKA II03BOJISIET ONTUMU3MPOBATh JICUCHUE,
MIPUMEHSTH OoJiee Ge30IMacHbIe MpenapaThl 1 MPe-
CTaBUTb POIUTENSIM OOJILHOTO pebeHKa 0oJiee ToU-
Hbli porHo3 (M.S. Cooper u coasrt., 2023). [Tpoben
B COBpPEMEHHOM KJlacCM(UKAIUU BNUJICTICHU
B HACTOSIILIEE BPEMST BOCIIOIHSIETCS IIPUMEHEHUEM
TepMuHOB «B3®D/I-Bapuant» (mo M.S. Cooper)
mwm «ODJCUM-IADI1» (o K.}O. Myxuny).

Dokanbubie snmencun npu LI, Y 30 % nereii ¢ anu-
nencueii npu LT qauarHoctupyeTcst dokaabHas SMUIeT -
cusa (M.S. Cooper u coasr., 2023). CpeaHuii Bo3pacT Ha-
yaja (OKaJbHBIX MPHUCTYITOB cocTtasiser 3,7 (1,0—10,6)
roaa. Tonpko y 25 % mnaiimeHTOB ObUIM IMarHOCTUPOBAHbI
YHUDOKAIBHBIE TUITHI TPUCTYIIOB, B OOJIBIIIMHCTBE CJTyva-
€B BBISBJICHBI OMJIaTepaIbHbIC MJIM MYJIBTU(MOKAIbHBIE TP -
crynbl. Y 71 % malyeHTOB 3aperucTpUpPOBaHbl MOTOPHBIC
MPUCTYITBI (OOBIMHO KJIOHUYECKHE, TOHUYECKHME WA BEp-
CUBHBIC), Y 82 % — HEMOTOpHBIE (OOBIYHO OCTAHOBKA aK-
TUBHOCTU WJIM CEHCOPHBIE CUMITTOMBI). DOKaTbHBIE 3IH-
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JIeTICUU MOTYT TpaHchopmupoBathes u3 B3®D]I (B Bo3pacte
nociie 16 yiet). Y 6onbiueit yactvl (57 %) neteil B aHaMHe3e
JIMaTHOCTUPOBAHbI BHYTPUMO3IOBbIE FEMATOMBbI.

0co6eHHOCTM NPOTUBOINUIENTUYECKON Tepanuu

npu uepebpanbHom napanuye

B nieniom nedyenue snunencuu y namueHTos ¢ LT Ta-
KO€ Xe, KaK M Y IPYIMX MalleHTOB ¢ SMWIENICUEH, B 3a-
BUCHMOCTH OT JMarHo3a 3MUJENTUYECKOro CUHAPOMA.
Onxako ADIT MoryT BnusiTh Ha tiedeHue LI, 1 HaoOopoT.
CylecTByeT BEpOSITHOCTh JOIOJHUTEIbHON ITOJIb3bI
WY pUCKa Ui peOeHKa MPU MPUMEHEHUU Pa3IMYHBIX
JIEKapCTBEHHBIX IpEIapaToB.

[llupokoe mpuMeHEeHUEe HOOTPOIHBIX IpernapaToB
npu LIT (O.B. brikoBa u coaBt., 2012) unu 6akiaodeHa
JUTS JIGYEHUYs] CIAaCTUYHOCTH Y AETEl ¢ STMICTICHE BBI3bI-
BaeT OMACEHUs, IIOCKOJIbKY 3T METOIbI MOTYT TOBBIIIIATh
PUCK Pa3BUTHS SITUICTITUYSCKUX IIPHUCTYIIOB, XOTS OTHOB-
peMeHHoe npuMeHeHue ADII TeopeTMyecKU MOIKHO
yMeHbIIaTh JaHHbIi puck (G. Noritz 1 coasnr., 2022).

Binsane ADII na komopouansie cocrossaus npu LIIT.
Octeonopo3 npu LII. V neteii ¢ LII1 umeercst BbICOKMIiA
PUCK pa3BUTUSI OCTEONOPO3a M IIEPEIOMOB 13-3a UMMO-
ounuzauuu. CoraacHO peKoMeHIaLusIM AMepPUKaHCKOM
aKaJleMUM TTeAMaTPUM, BaJIbITPOAT U OKCKapOa3emuH ycy-
I'yOJISIIOT PUCK Pa3BUTHS OCTEONOPO3a 3a CYET HAPYIICHUS
MeTaboIM3Ma KaJlblius U BUTaMUHa D, a Takke MpsMoro
BO3ICUMCTBUS Ha KOCTHYIO TKaHb, @eHUTOMH, (heHOOapOu-
TaJI, KapOaMas3enurH YCKOPSIIOT KaTaboIu3M BuTamuHa D.
KeToreHHas nuera Takke MOXKET CHIKaTh MUHEPAJIbHYIO
IUIOTHOCTh KocTeil. Takum o6paszom, nauueHTam ¢ LI1,
npuHumMatomum ADI, pekoMeHA0BaH MOHUTOPUHT TLJI0T-
HOCTM KOCTHOW TKaHW M KOHILIEHTpalUWW BUTaMUHA D
(G. Noritz u coasr., 2022).

Cunapom o6cTpykTiBHoro anHod cia (COAC) npu III1.
V nmanuentoB ¢ COAC npu LIIT BcTpeuaercst Kak LIEHT-
pajJbHOE aIlTHO3, TaK OOCTPYKIMS JbIXaTeIbHBIX ITyTEi.
[Tpu 3TOM Ha pa3BUTHE IbIXaTEIbHBIX HAPYIIIEHUI MOXET
OKa3bIBaTh BIIMSHUE KaK caMo 3a00JIeBaHNUE, TaK 1 JieKap-
CTBCHHBIC TIpenapaThl, IPUMEHsIEMbIE IS KYITUPOBAHUS
00J11, CTa3MOB, IICUXOTPOITHBIE npernapaThl 1 ap. (G. Noritz
U coanT., 2022). ITo gaHHBIM TTOJUCOMHOIPa(UIECKOTO
nccnenoBanusd (S. Joshi u coasr., 2025), 83,5 % nereit
¢ LIIT (n = 272) cootBeTcTBOBayM KputepussM COAC y ne-
Tell (MHIEKC alTHO3—TUIIONHO3 COCTaBIsAeT 1 cCOOBITHE
B yac u 6ojee). COAC nerkoi cteneHu HaOMOIanCs
y 60,6 %, cpenHeii cterieny TsokecTd — Y 18,1 %, TSoKeIbIid
COAC —y 21,1 % nauueHTOB; MeAaHa MHIEKCA alTHO3—
TUIIOITHO® cocTaBuia 2,7 coOblTHs B yac. et ¢ Hamboee
TSKEJBIMM (DYHKIIMOHAJTbHBIMU HapyIlIeHUsIMU (YPOBHU
IV=V no GMFCS) npemoHcTpupoBalu: 00Jjiee BLICOKMIA
WHIIEKC alTHO3—TUIIOITHO3, MEHEe BBHICOKYIO CaTypalluio
KHUCJIopoJa U HauOoablylo yacToTy Tskenaoro COAC.
B cpaBHuTebHOM HccaenoBanuy J. Garcia v coasT. (2016)
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nokaszaHo ToBbllIeHUe pucka paB3utus COAC y nereit
¢ coyetanueM asmwiencuu u LI, I[Ipu aHkeTupoBaHUMU
C HCITOJIb30BaHMEM JIETCKOTO ONPOCHUKA HApYIICHMIT CHa
(Pediatric Sleep Questionnaire, PSQ) 0osee BbIcOKUE Oalib
(PSQ >33 %) mocToBepHO Yallie peruCTPUPOBAIUCH Y AeTei
¢ LTI (y 58 %) n nereii ¢ LI u snunerncueii (y 67 %) B cpaB-
HEHUU CO 3M0POBBIMU JETHMU, CPEIM KOTOPBIX aHATIOTMYHBIE
HapyILIeHUsI BbISIBIILIMCH JIAIIb B 27 % citydaes (p <0,001).
VBenuueHue nokaszateseii mo PSQ koppenpoBajio ¢ poctoMm
TSDKECTU IBUTATEIbHBIX HapyieHui npu LI, oneHeHHOI
no GMFCS.

CHUHIPOM OOCTPYKTUBHOTO aITHO3 CHA YXYAIIAeT KOHT-
POJIb SMUJICHTUYECKUX MPUCTYIIOB 3a CYET TUITOKCEMUU,
(bparMeHTaLIM ¥ CHIKEHMS KadecTBa CHa. B ¢BsI3U ¢ 3TM
y Bcex aereit ¢ LII1 HeoOxomuma peryiaspHasi olieHKa
Haymmuust COAC ¢ ncnoyib3oBaHMeM oIpocHUKa (S. Shivani
n coaBT., 2026). B xauecTBe CKpMHUHTA Ha HapyIICeHUS
JIBIXaHKSI BO CHE BO3MOKHO ITPOBEIeHE HOYHOTO KapIio-
pPECTTMPATOPHOTO MOHUTOPUHTA. JIJIsT TOUHOM AMArHOCTH-
KU ¥ OLIEHKM T'eHe3a MapOKCU3MaIbHBIX HOUHBIX COOBITUI
HEOOXOAMMO MPOBEeACHNE HOYHOM MOJUCOMHOIpahuu
¢ BKJIIOUeHHeM 19-KaHaabHOM ajieKTpo3HIedaiorpacbhumn
(M. Bergmann u coaBr., 2022).

Yacrto npumeHsiemble pu LT 6akinodeH 1 Baabnpo-
eBasl KMCJIOTa MOTYT YCHJIMBAaTh (DeHOMEH HOYHOTO alTHO3
(S. Javaheri u coasr., 2024). B oTanuue OT BaJbIIpOeBO
KHCJIOTHI, CYJIbTHAaM B HECKOJIBKMX MYJIBTUIIEHTPOBBIX
JIBOMHBIX CJICTIBIX PAHIOMU3MPOBAHHBIX UCCICIOBAHMIX
JTOKa3aJl CIOCOOHOCTh CHIKATh MHIEKC aITHO3—TUITOITHOD
U U30BITOYHYIO NHEBHYIO COHJMBOCTb Yy MallMEHTOB
¢ COAC (JI.IO. I'myxoBa u coasr., 2025). B cBs13u ¢ aTum
CyJIBTHaM MOXHO paccMaTpUBaTh Kak Iperapar CUMYJIb-
TaHHOI (OJHOBPEMEHHOI) Tepanuu 000MX COCTOSTHUIA.

Hucdarus npu LTI Bctpevaetea y 30—85 % nerteii B 3a-
BUCUMOCTH OT BO3pacTa, TSKECTU ABUTaTeIbHBIX HapyIlle-
HUI1 ¥ METO/IOB OLIEHKU. PacripocTpaHeHHOCTD U TSKECTh
nucgarum TecHo KoppeaupyloT ¢ ypoBHeM no GMFCS
(A. Nyman u coanrt., 2025). D10 cieayeT y4YUThIBaTb
Mpu BeIOOPE JIeKapcTBeHHOM (hopMbl ADII. ¥V nalmeHTOB
¢ LT mpeAnoYTUTETIbHO UCTIONB30BaTh KUIKUE U PACTBO-
puMble (OPMBI JIEKAPCTBEHHBIX CPeACTB, BKItoyas ADII,
pa3paboTaHHBIE U] TPMMEHEHMS B IeAMaTPHUYECKOM TTpa-
ktuke. CornacHo 0030py J.W. Wheless u coasnt. (2025),
BbiesieHO 7 ADII, crocoOHBIX yCUIMBATh NUCharuio: Kjao-
6azaM, (heHUTOUH, (heHOOapOUTAI, BaTbIIpOEeBast KUCJIOTA,
JIAMOTPUIXUH, OKCKapba3enuH U rabaneHTUH. PekoMeH-
JyeTcsl OTAaBaTh MpeAroyTeHrue XuakuM popmam ADII
MPY MX HAJIMYMH, a TAKXKE IIPOBOIUTH MOHUTOPUHT CUM-
NTOMOB Archaruu Mpu UCIoIb30BaHUM YKa3aHHBIX ADII.
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Jucronns npu LII1 u Bmsaane na Hee ADII. CornacHo
OIIpeJIeJIEHUIO PYKOBOACTBA 110 AucToHMsAM AACPDM*
(D. Fehlings u coasr., 2024), nuctonus npu LIIT — yactoe
pPacCTPOMCTBO NIBUXKEHUI, XapaKTepu3ylolleecs yCTOMUM-
BbIMHU WJIM UHTEPMUTTUPYIOIIMMU MbBIIIEYHBIMU COKpa-
LIEHUSMU, IPUBOISIIIIMMU K aHOMaJIbHBIM, YaCTO MOBTO-
PSIOIIUMCST IBUXKEHUSM, M03aM WJIM MX COYETaHUIO.
JrcToHYecKue TBMKEHMST OOBIYHO MMEIOT CTEPEOTUITHBII
(TaTTepHbIit), CKPYYMBAIOIIMIA XapaKTep U MOTYT ObITh
TPEMOPOIIOAOOHBIMU. JIMCTOHUS HEPEAKO MHULIUHUPYETCS
WK YCYTyOJIsieTcsl MPOU3BOJIbHOM JBUTaTeIbHOM aKTUB-
HOCTBIO 1 compoBoxkaaeTcs heHoMeHoM overflow (comyT-
CTBYIOLIEI aKTUBAIMe HECBSI3aHHBIX MBIIIILI).

HazHavyeHue npoTUBOMMWIETITUYIECKOM Tepariu Mpe-
CTaBJISIET ONPEACIICHHbIC TPYIHOCTU Y NAalUEHTOB C N1~
cronueit. Y nauueHToB ¢ LIIT (ocobeHHO AUCKUHETUYE-
CKOI M cMelIaHHOM (hopMaMu) TMCTOHMS MTPUCYTCTBYET
Kak 0a30Boe paccTpoiictBo. [lobapneHue ADII, obraanato-
IIMX MOTEHLIMAJIOM UHIYLIMPOBATh TUCTOHUIO, MOXET 3Ha-
YUTEIbHO YCUIIUTD CYIIECTBYIOLIIE CUMIITOMBI (TUTIEPTO-
HYC, HETIPOM3BOJbHbIE TO3bI, nBUXeHUs). [Ipu aToM
WHOTIA TUCTOHWYECKUE MPUCTYIIBI OIIIMOOYHO paclieHU-
BaIOT KaK 3IMWIEITUYECKUE, YTO IMTPUBOAUT K HA3HAYECHUIO
ABII, xoTopbIe TOIBKO yXynuawT cutryanuo. Ciemyet
Takke MIOMHUTb O CYIIECTBOBAHUM TaKOI'O HEOTIOXKHOIO
COCTOSTHUSI, KaK status dystonicus (TMCTOHUIECKUI cTaTyc),
TpeOYIOIIEro CPOYHOro JieueHust. PeHuToMH, KapdbaMase-
MMUH ¥ BaJbIIpoaThl Haubojee 4acTo acCOLMMPOBAaHBI
¢ yxyameHueM win uHaykuuvein gucronuu (C. Zadikoff
U coaBrt., 2007). [1Ipu HazHaAYeHUU TTPOTUBOSMUJIEITUYE-
CKOI1 Tepanuu nanyeHTam ¢ guctonusmu npu LT caemy-
€T OLICHMBAaTh TMHAMUKY TUCTOHUU (HaIpuMep, C IIOMO-
mbto mkan Barry Albright Dystonia Scale wiu Dyskinesia
Impairment Scale), a mpu yxyaeHUM TMCTOHUM Ha hoHe
npueMa ADIT — paccMoTpeTh OTMEHY WIM 3aMeHy Iperna-
para (corjlacHO pyKoBOACTBY Io nuctoHusiMm AACPDM)
(D. Fehlings u coasrt., 2024). g nuddepeHUnaIbHOM
JMMarHOCTUKY HEAMUICTITUYECKUX JTUCTOHUYECKMX U MU -
OKJIOHMYECKHUX IMU30J0B C CYAOPOXHBIMU MPUCTyaMU
HeoOXOAUM TMEePpUOAUYECKUI KOHTPOJIb JaHHBIX BOM
¢ 00s13aTeIbHOM huKcaleid mapoKCU3MaJbHbBIX COCTO-
SAHUM.

CornacHo amepukaHckomy pykoBoacTBy (D. Fehlings
U C0aBT., 2024), 6aknopen (aronuct TAMK ;-peuentopos)
IIJII TIepopajbHOIO MprueMa PEKOMEHI0BaH B KaueCTBe
npernapata 1-il TMHUY NPy reHepaTu30BaHHOM TUCTOHMM,
a Takke IIpUMEHSIETCsl B Tepanuu GoKalbHBIX HOpM Iu-
cToHUU. boTynoTokcuH Tuma A B popme BHYTpUMBILIEY -
HBIX UHBEKIIMI peKOMEHIYeTCs MalueHTaM ¢ (hOKaIbHOM

4“AACPDM — American Academy for Cerebral Palsy and Developmental Medicine, AMepyKaHcKasi akaeMHUsl [0 U3Y4EeHUIO IETCKOTo LiepebpaabHOro

rapajynya v HapylIeHuid pa3BUTHSI.
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WJIX CErMEHTapHOM AMCTOHMEH, BbI3bIBAIOLIEH 3HAYMMOE
HapyleHre QYHKIIMOHMPOBAHUSI. ABTOPHI PYKOBOICTBA
OTMEYalOT, YTO TPUTeKCUGDEHUIUT U OeH3011a3eTTUHBI
cleyeT pacCMaTpUBATh TOJBKO B OTACIbHBIX CITyJasiX.

benzonuazenunbl (Inaszenam, KjiobasaM 1 Ip.) MOTYT
OBbITh 3 (PEKTUBHBI B OTHOIIEHUY KaK 3MUJICIICUM, TaK
u crtactuyHocTy (G. Noritz u coaBt., 2022). O1u npena-
paThl CHUKAIOT TOHYC Yepe3 MonyJsuuio TAMK , -penen-
TOPOB U YCUJIMBAIOT TOPMO3HOE ITOCTCUHANITHYECKOE JICHi-
CTBUE raMMa-aMMHoMacasHoi kKuciotel (TAMK).
OmHako AOJATOCPOYHOE MPUMEHEeHNEe OeH301Ma3eIMHOB
BBI3BIBAECT HApYIICHUS B TAKUX KOTHUTUBHBIX TOMEHAX,
KaK 3pUTeJIbHO-TIPOCTPAaHCTBEHHBIE CIIOCOOHOCTU, CKO-
pocTb 00pabOTKM MH(pOPMALIMK, BepOaabHOE 00yYeHHUE
Y MaMsITh, KOHILIEHTpallMs 1 BHUMaHue. Pe3ynbraTtel Me-
TaaHaJIU30B MPOAEMOHCTPUPOBAJIN, YTO, HECMOTPS Ha
yAy4IlIeHNe KOTHUTUBHBIX (DYHKIIMIA ITOC/Ie OTMEHBI OEH-
30/IMa3eTIMHOB, MALIMEHTHI HE TOCTUTAIOT UCXOIHOTO YPOB-
HSI KOTHUTMBHOTO (DYHKIIMOHMPOBAHMSI, TTOJTYIEHHOTO
B KOHTPOJIbHOI IpyIIie (Y 3M0POBBIX JIIOCH, He IMOTydaB-
mux aaHHble TipenapaThl) (S.A. Stewart, 2005). B cBs3u
C 9TUM B KaXIIOM KOHKPETHOM CJIy4ae HeoOXOIMO B3Be-
IIMBaTh PUCK Y MOJIb3Y OT MPUMEHEHUST OEH301Ma3eITMTHOB
Y 10 BO3MOXHOCTH MCKJIIOYATh JJIUTEIbHBIC KYPChl OCH-
30/IMa3eMMHOB Yy nanueHToB ¢ [II1 1 KOrHUTUBHBIMU Ha-
PYLIEHUSIMU.

BurabaTpuH o6j1amaeT 10303aBUCHMBIM aHTUCTIACTH -
YeCKMM JICMCTBUEM 3a cUeT IMoBbIleHUs1 ypoBHSI [AMK —
OCHOBHOT'O TOpMO3HOro Heliporpancmuttepa B LIHC —
U COIMOCTAaBUM I10 JaHHOMY ACHCTBMIO C OaKIIO(PEHOM.
INoBbiienue ypoBHst TAMK npuBoauT K CHUXKEHUIO BO3-
OyIMMOCTH MOTOHEIPOHOB CIIMHHOTO MO3Ta ¥ YMEHBbIIIE-
HUIO MAaTOJIOTMYECKHU ITOBBIIICHHOTO MBILIEYHOTO TOHYCA
(crtactuyHOCTH) (S.M. Grant u coaBt., 1991; J. Srinivasan
u coaBT., 1994). B uccnenosanusx S.M. Grant 1 coaBT.
(1991), J. Srinivasan u coaBT. (1994) BuradaTtpuH nposue-
MOHCTPUPOBAJI CXOXYI0 3(PHEKTUBHOCTD ¢ OaKI0oheHOM
y alMEHTOB C MOBPEXACHUSIMU CITMHHOTO MO3ra WY pac-
CEeSTHHBIM CKJIEPO30M. DTO MOATBEPKAACTCS TaHHBIMU
uccinenosanust D.1. Zafeiriou u coaBt. (1996), B KoTOpOM
BBI3BaHHAsI BUTA0ATPUHOM MBILIIEUHAsI THTIOTOHMS Ha0JTI0-
nanach y Bcex manueHToB ¢ LIIT m paccmaTpuBanachk
KakK OJIarONpUSATHBINA MOOOYHBIN 3(h(EKT, CHU3UBIINI
aHOMAJIbHO ITOBBIIIICHHBII MBIIIICYHBIA TOHYC. BurabaTpux
npuMeHsun y 9 gereii ¢ LII1 u BepBble TMarHOCTUPOBaH-
HbiM CUBC B koMOUHaLMK ¢ TopMoHoTepanueit. [Tocie
MepBOHAYaJIbHOTO OTBETA, BhIPAXKaBIIEroCs B IOJHOM
MOaBJICHUM MH(MAHTUIBHBIX CIIa3MOB Y BCEX MAlIMEHTOB,
3a UCKJItoYeHUeM 1 pebeHKa, HabIoAalICsT TOJTOCPOYHBIM
OTBET, COXPaHSBIIUICSI B cpeaHeM B TeuyeHue 19,2 mec.
IlepeHocumMocTh npernapata Obula OTIUYHOM: y 7 13 9 na-
LIMEHTOB He Ha0JI01a]10Ch MOOOYHBIX 3¢ dekToB. 1o TecTy
Ipuddurca ObLT OTMEUEH PsA YIy4YlIeHUH, OCOOEHHO
B JIBUTATEJIbHOM pa3BUTUHU (OBl A0 U TIOC/E JeUYeHUs]):
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001 KO3 OULIMEHT pa3BUTHS yBeTMamIcs ¢ 64,2 1o 65,4;
IBUTATeIbHAsA aKTUBHOCTb — ¢ 32,7 no 37,6; coluaabHO-
JIMYHOCTHBIE HaBBIKK — ¢ 83,2 10 84,6; 3pUTEIbHO-MOTOP-
HasT KoopauHauus — ¢ 65,3 1o 67,2; mokas3aTesIn BITOJ-
HEHUS 3agaHuii — ¢ 66,3 1o 68,0. TakuM 06pa3oM, B Xxoe
HCCIIeIOBAaHNS OBIIO TTOKA3aHO YBEIMUCHKE TBUTATEIbHOMN
aKTMBHOCTHU Ha 5 0ajyioB 1o tecty Ipudurca, cBsazaHHoe
¢ IpYMEHEHMEM BUTabaTpUHA.

B otnnyue ot 6eH301Ma3eMMHOB, BUTabaTPUH B Ij1a-
1IeOOKOHTPOJUPYEMOM MCCIICIOBAHUY Y B3POCIBIX Malll-
€HTOB ¢ (hoKaIbHOU anuiericueii (n = 146) yepes 12 Hen
MO JaHHBIM KOTHUTUBHBIX TecToB (WAIS-RFSIQ — Full
Scale 1Q, Wechsler Adult Intelligence Scale, moka3aTesb
00111eT0 YPOBHS KOTHUTHBHBIX CITOCOOHOCTE MO TTOTHOMI
mKkaje Bekciepa mjis B3pOCHBIX) JOCTOBEPHO HE BIIMSIT
Ha KOTHUTHBHEIE CITOCOOHOCTH AaKe MPU BBICOKMX J03aX:
KOHTpOJIbHas TpyIrina — 89,4 6ajuia; rpymma, nojyJyaBiiast
Burabarput 1 r/cyt, — 87,17; 3 r/cytr — 88,05; 6 r/cyT —
88,50 6anna; p = 0,872 (C.B. Dodrill u coaBrt., 1995).

Co6CTBEHHbBIN ONbIT NPUMEHEHUA BUrabaTpuHa

Y NaUMEeHTOB C CUHAPOMOM UH(AHTUNBHbIX

3NUNENTUYECKUX CNA3MOB U LiepebpanbHbIM

napanuyom

Hamu npoBezieH peTpOCIIEKTUBHBIN aHAIN3 KJIMHM-
yeckux caydaes 16 manuenTos ¢ JA LT u CUDC B Bo3pa-
cte oT 2 10 13 seT, HaGIIOAABIINXCS B MEAUILIMHCKOM 1IEH-
Tpe «YI'MK-3noposrse» (Exatepunoypr), Ob6nacTHOI
JeTckoi KiMHu4deckoi 6onpHuile M. H. H. CunuieBoii
(ActpaxaHb) U Ha 6a3ze Kadeapbl HEBPOJIOTUU AETCKOTO
Bo3pacTta Poccuiickoll MeEMUIIMHCKON akaeMuu Herpe-
PBIBHOTO TIpodeccruoHaibHOro oopazoBaHus (Mocksa).
CpenHuii BO3pacT malleHToB coctaBui 5,65 £ 0,77 roxa.
[lepuHaTalbHBIM aHAMHE3 Yy BCEX JCTEi ObLT OTSTOIICH
OITHMM WJIM HECKOJIbKUMU HeOIaronpusITHEIMU (pakTopa-
MM HauboJjIee YaCcTo PErMCTPUPOBAIUCH (eToIlIaleHTap-
Hasl HemocTaTouHOCTh (38 %), yrpo3a mpepbiBaHus Oepe-
MeHHOCTH (31 %) u c1abocTh POOOBOI NESITEILHOCTH
(19 %), Torma Kak ocTpast pecriipaTopHasi BUPYCHast MH-
(exius Bo Bpemst 6epeMeHHOCTH, apTepUaibHasl TUIIep-
TEH3UsI, TeCTallMOHHBIN caXapHBIil 1UabeT BCTpEYaIUCh
pexe — 1o 13 % ciydyaeB. B OONBIIMHCTBE ClTy4aeB Maliy-
€HTBI POIMJIUCH HETOHOIIEHHBIMM: CPETHMI TeCTallMOH -
HbII Bo3pacT coctaBui 35,2 + 0,9 Hen, a cpenHssl Macca
TeJa mpy poxaeHnu — 2604 £ 251,2 . CpenHsist olieHKa
mo wkajge Anrap — 5,2 = 0,3 6anna. Ha uckyccrBeHHOM
BEHTWJIALIMU JITKUX IIOCJIE POXICHUS HaXOIUINCh
13 (81 %) nmeteit, cpemHsist IPOIOIKUTEIEHOCTD BEHTUIIS -
uuu coctaBuia 12 £ 2 cyt. LlepeOpaibHast uiliemMust pa3Hoit
CTEIEeHU TSDKECTH OTMeYalach Y BCeX 00C/IeqOBaHHBIX,
1pu 3ToM B 81 % citydaeB IipeobIagany CpeaHeTsKeIbie
U Tsexesbie popMbl. Cymoporu B paHHEM HeOHaTaJIbHOM
Teproe ObUIM 3apETUCTPHUPOBAHBI Y OOJIBIIMHCTBA Malli-
eHToB (n = 13 (81 %)). CpenHuii Bo3pacT yCTaHOBJICHUS
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nuarno3sa LIIT cocrasun 12,4 £+ 0,6 mec. [To GMFCS B uc-
CIeIyeMOoli KOropTe Mpeodiafaiv TsoKeIbIe IBUraTe/IbHbIC
HapyiieHus: ypoBeHb III OblT 3aperucTpupoBaH BCEro
y 2 allMEeHTOB, Y OCTAJIbHBIX OTMeYeHbI ypoBHM IV (9 ciy-
yaeB) 1 V (5 ciyyaeB). HapyiieHus mprema Uiy U rioTa-
HUS BBISIBIISUIUCH Y Beex aeTeit; mo cucteme EDACS (Eating
and Drinking Ability Classification System) y 12 (75 %)
MalMeHTOB HapyIIeHUsI COOTBETCTBOBaIU IV ypoBHIO,
eme y 1 mamueHTa — V ypoBHIO, YTO CBUACTECIBCTBYET
0 TMIpeobIagaHuy TsKenol nucgaruu.

Y Bcex MallMeHTOB PEerMCTPUPOBAIUCH SIMICIITUYE-
CKHMe TIPUCTYIIBI 10 TUITY MHOAHTWIBHBIX DC; CpeaHuii
Bo3pacT aediora DC cocraBuia 4,7 + 1,4 mec. [Tomumo
SMWIETITUYECKMX CIa3MoB Y 56 % neTeit otMevyanuch ho-
KaJIbHbIC MOTOPHBIC TIPUCTYIIBI, IeOIOTUPOBABIIINIE B 11T -
POKOM BO3pacTHOM JMara3oHe, — oT 1,5 mec no 13 jert.
Y 31 % nanyeHTOB MPUCTYITBI HOCWIM (heOpHIIBHO-TIPO-
BOIIMPYEMBbIii XapakTep, ay 38 % MMesu cTaTyCHOE WU ce-
puiiHoe TeyeHue. JIucToOHNY HabIIodaIUCh TPAKTHIECKU
y Bcex 00cienoBaHHBIX — B 91 % cirydyaes.

ITo maHHEBIM 351eKTposHIIedaorpadum B 31 % ciyua-
€B BBISIBIISIACh peruoHanbHast U B 31 % — MyIbTUPETHO-
HaJIbHasl 3MuIenTu(opMHast akTUBHOCTb. Y 38 % maru-
€HTOB OITMCBIBAJIACh KAPTUHA TUIICADUTMUU, TIPU 3TOM
y 56 % smutentudopMHast aKTUBHOCTb HOCHJIA TTPOIOJI-
>KEHHBII XapakTep Bo cHe. [1o mTaHHBIM HelipoBU3yaIn3a-
LMK, HA TOMOTPaMMe JOMUHUPOBAJIH 1LiepeOpaibHast aTpo-
usa u 3amecTuTeNnbHas ruaponedanud —y 75 % nerei,
peXe BCTpevyaslich KHCTO3HO-TJIMO3HbIC U3BMEHEHUS KOPhI
U TTIOIKOPKOBBIX CTPYKTYp — B 56 % citydyaeB.

Burabatpun B GonbminHCTBE (88 %) HabmomeHui
MPUMEHSIICS B cOCTaBe TojiuTepanuu. Hanboiee yacTbiMu
KOMOWHALIMSIMU ObLITM COYETaHUs C KJIOHa3emaMoM — y 8
(50 %) manueHTOoB, ¢ BalbIIPpOEBOI KUCIoTOM — Yy 6 (38 %)
u ¢ JeBetupaneraMoM — Yy 3 (19 %). CpenHsisi cyTouHast
no3a BurabarpuHa coctaBuia 1062 + 110,6 mr/cyr,
uinu 68,3 + 4,6 Mr/Kr/cyT.

IMonoxuTenpbHasi AMHAMUKA B OTHOIICHUM MH(aH-
TuIbHBIX DC oTMeuanach y Bcex naiueHToB. [lonaHas
peMuccHys IPUCTYIIOB Obuta mocTUrHyTa y 81 % nmerei,
Torna Kak y 19 % 3aperncTprpoBaHO CHUXKEHUE YaCTOThI
MpUCTYIOB Oojiee yeM Ha 50 %. BmecTe ¢ TeM y yacTu nia-
LIMEHTOB COXPaHSUIMCh (DOKAJTbHBIC TTPUCTYIIBI, TUOO IpH-
CTYITBI TAHHOTO TUIIA BOZHUKAJIM TO3IHEE, yKe Ha (DoHe
Tepanyuu BUTabaTpUHOM.

Takum o6pa3om, BUrabaTpuH MPOAEeMOHCTPUPOBAI
3(HEKTUBHOCTDL B OTHOLIEHUM KynupoBaHus DC y Bcex
MaleHTOB.

Taxeke ObLT MpoBeaeH aHaIu3 BausHus ADIT Ha cria-
CTUYHOCTh (IMCTOHWM) Y YAaCTU MAIMEHTOB. YXYAILIECHME
(ycuiieHue) CriaCTUYHOCTH, IIPUBE/IIIEE B TOM YUCIIE K OT-
MeHe Teparuu, mpousoluio y 2 u3 10 mauueHToB, MOJy-
YaBIIMX BaJbIIPOEBYIO KMCIIOTY, Y 2 U3 3 MallUeHTOB, MO-
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JIyJaBIIUX JaMOTpUIXWUH, V 4 u3 10 mauueHTOB,
OJTy4YaBIIKX JIEBeTUpalieTaM, Y 1 U3 4 MalueHTOB, MOJIy-
yaBKX pypuHamMui, y 1 U3 2 naluueHToB, MOJy4aBIINX
30HUCAMU, ¥ Y 2 U3 3 TTalIMEHTOB, MOJIyYaBIIKMX OKCKap-
0azenuH.

V 8 manueHTOB, MOJy4YaBIIMX BUrabaTpUH, ObLI MPO-
BEJICH OIIPOC POIUTENICH B OTHOIICHUY BJIVSHUS TIpera-
paTa Ha CUMIITOMBI CITACTUYHOCTHU. Y BCEX ITallUEHTOB
CHMITOMBI TUCTOHUM 3aMETHO YMEHBIIIWJIVCh.

Co6CTBEHHbIN ONbIT NPUMEHEHUA BUrabaTpuHa

Npu coYeTaHMM LepedbpanbHOro napanuya

1 hapmaKope3nCTeHTHOM hoKanbHOM

anunencum

[IpencraisieM COOCTBEHHBIN ONBIT MPUMEHEHHSI BU-
rabaTprHa y 4 mallMeHTOB CO CIIaCTUYECKOM KBaIpHUILIe-
rueit (V—VI yposenb no GMFCS) B coueTaHuM ¢ 4acThI-
MU JAUCTOHUYECKMMU OBIHU300aMU U SIUJIEIICUCH
¢ MOJIMMOPGHBIMUA TIPUCTYIIAMU (aABEP3UBHBIMU, TEMU-
(harmasbHBIMU, TEMUKJIOHUYSCKUMM TTPUCTYIIAMM, TOHU -
YeCKMMHU BNUIeNTUYecKMMU crnasmamu) 6e3 CUDC
B aHaMHe3e, HaOJI0AAIoNIMXCs B MEIULIMHCKOM IICHTpPE
«YI'MK-3nopoBbe» (ExkarepuHOypr).

Tpoe U3 4 MaMEHTOB POAUIMCH HETOHOIIEHHBIMU
Ha cpoke oT 30 10 34 Hen. Bce maliMeHTHI mepeHecu B He-
OHATaJbHOM MEpUOoIe KPUTUICCKUE COCTOSIHUSI B BUJIC
TSDKEJION 1iepeOpabHOM UIIIEMUU, BHYTPHIKETYT0YKOBBIX
KPOBOM3IIUSTHUIA C Pa3BUTUEM CYITOPOKHOIO CHHIPOMA, Ha-
XOIWJIUCH Ha JJTUTEJIbHOM NCKYCCTBEHHOM BEHTWIISLIY JIET-
kux. [To maHHBIM HEHPOBU3YaIU3ALMK Y BCEX MAlIMEHTOB
OTMEYaIoCh (DOPMUPOBaHNUE TeHePAIM30BAaHHOM 1IepeOpaib-
HoIi aTpoduu, aTpoduieckux (Y 2 MalreHTOB) I KUCTO3-
HO-TJIMO3HBIX (e111e y 2 MallMEHTOB) U3MEHEHUI pa3TMUHbIX
JIOJICei ¥ TIOIKOPKOBBIX 00J1aCTeil TOJIOBHOTO MO3ra.

ITocne 3 Mec XXM3HU Y BceX MallMeHTOB Ha0II01aJI0Ch
(opMUpoBaHUE CITACTUYECKOM KBAIPUILICTUN C YACTHIMU
JIMCTOHUYECKUMU SIM301aMU B BUIE BEITMOAHMIA, CKPY-
YUBAaHUI Teja U TOJIOBBI, KOTOPhIE COXPAHSIOTCS 110 Ha-
crosiiee BpeMsi. KpoMme TMCTOHMIA y BCeX MAIllUEHTOB OT-
MeYalnCh B3JIparuBaHUsl Ha TaKTUJIbHBIEC, 3BYKOBBIC
CTUMYJIBI, IIPU 3aChIIIAHUH, TIPY KOPMJICHUH, B TOM YHCJIC
B BUIIE KOPOTKMX CEpUii, KOTOPhIE TaKXKE COXPaHSIIOTCS
10 HACTOSIIIIEE BPEMSI.

ITo pannpiM BOM B nuHaMukKe y BceX MalEHTOB
¢ 1 roza XXM3HM BBISBIISUIMCH MOSIBJICHUE TIPOIOJDKEHHOM,
C BBICOKMM MHIEKCOM, BHICOKOAMILIUTYIHOMN SIUIICTITH-
(bopMHOIT aKTMBHOCTH MYJIBTUPETMOHAIBHOTO, TICPUOIN-
yecku mudhy3HOro xapakrepa, HeIOCTaTOYHast ChopMHUpO-
BaHHOCTb WX OTCYTCTBHE CIIEIM(PUUECKIX ITATTEPHOB CHA,
npu 3ToM TUn4HbIe 111 CUDC npUcTynbl U 3JIEKTPOIH-
Hedanorpapuyeckue naTrepHbl He HaOIIOIANCh.

B Bo3pacre ot 1,5 go 8 ner B jaHHO# TpyIIie aeTei
JIMAarHOCTUPOBAJICS 1e0I0T (DeOPUIbHBIX U apeOPUIBbHBIX
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CHILD
NEUROLOGY

(hokanbHBIX aABEP3UBHBIX, FeMHU(ballaTbHBIX U TEMUKIIO-
HUYECKUX IIPUCTYIIOB C CEPUMHBIM MJIU CTaTYCHBIM TeUe-
HMEM ¢ yacToToii 1 samm3on B 3—6 Mec. B Bo3pacte 4—5 et
B 3 ciyyasix ¥ B 9 jieT B 1 ciiyyae mpeuMyIecTBEHHO B CO-
CTOSTHMY CHA WJIH TTOCJIE TTPOOYKIEHMSI U3 CHA OTMEUAJIOCh
TOSIBJICHUE YaCThIX CEPUMHBIX TOHUYESCKMX SITMICTITUYE -
CKUX CITa3MOB ¢ (PEHOMEHOM HM3KOAMILIUTYIHOM OBICTPOI
aktuBHocTu (low amplitude fast activity, LAFA), yaiie
B BUCOYHO-LIEHTPaJbHO-JTO0HBIX 00JIaCTAX, 0€3 YeTKOi
JaTepanu3aluy Ha 3anucu BOM.

2

[MpoTuBOsNMMIENTHYECKAST TEpars y BeeX JeTeil Oblia
HayarTa ellle 10 Ic0roTa IIPYCTYIIOB ¢ 1 roa XXW3HM Mpernapa-
TaMU BaJIbIIPOEBOM KUCJIOTHI — 0€3 CYIeCTBEHHOTO 3 deKTa
o kaptuHe DT [Tpumensiics mwmpokuii criektp ASII, on-
Hako Tepanus okasbIBajlach Hed(p(EeKTUBHON MO0 B OTHO-
LLIEHUU IUHAMUKY (DOKATbHBIX MPUCTYOB 1 KApTUHBI DOT,
JIMOO MO MPUYMHE Pa3BUTHS 3HAUMMBIX TTOOOYHBIX 3 (HeKTOB
B BUJIe HapacTaHMsI TUCTOHUH, OOIIIEr0 BO30YXIECHWSI, Hapy-
1eHui cHa (TabJ. 2). ITocne nedrora ToHndeckux DC B Tepa-
nuio ObUT 100aBlieH BuradbatpuH. K HacTosiemy BpeMeHU

Tadmuma 2. [Ipomugosnusenmuyeckas mepanus y NAYUEHMOS ¢ 4epebpanbHbiM Napaiuvom U MyabmugdoKansHoll snusencueti (coocmeenHble HabAO0eHUs1)

Table 2. Antiepileptic therapy in patients with cerebral palsy and multifocal epilepsy (own observations)

Antiepilephic drug Patient 1, 8 years old Patient 2, 13 years old Patient 3, 7 years old Patient 4, 8 years old
TpomoOoLTONIEHNS,
BaseripoeBast kuciota BripaxkkeHHbIE KOTWKIA Bes acdekra 3aTOPMOXEHHOCTD 400 mr/cyt
Valproic acid Severe colic No effect Thrombocytopenia, 400 mg/day

BozbyxxneHue, Hapy-
LIEHUS CHA, YCUJIEHUE

BoszbyxneHue, Hapy-
LLIEHUS CHa, YCUJIEHHE

psychomotor slowing

BozbyxneHue, B3aparuna-
HUS1, OPYKCU3M, YXY/IILIe-

JleBeTnpaneram JNACTOHUI IUCTOHUI Bbe3 acdhdekra
. e e HUE CHa
Levetiracetam Agitation, sleep Agitation, sleep No effect . ..
. . . . Agitation, myoclonic jerks,
disturbances, increased disturbances, increased . .
. . bruxism, worsening sleep
dystonia dystonia
JlamoTpumxH YcunieHne TUCTOHUI 150 mr/cyr _
Lamotrigine Increased dystonia 150 mg/day
1000 Mr/cyT 2000 mr/cyT 1000 mr/cyT 750 mr/cyT
Bura6atpun (98 mr/kr/cyT) (79,3 mr/xr/cyt) (64,5 Mr/KT/CyT) (62,5 mr/kr/cyT)
Vigabatrin 1000 mg/day 2000 mg/day (79.3 1000 mg/day (64.5 750 mg/day
(98 mg/kg/day) mg/kg/day) mg/kg/day) (62.5 mg/kg/day)
20 Mr/cyT I KOppeK- 10 Mr/cyT It KOpPEKITUKI
Kio6azam Y AUCTOHUIA _ JIWCTOHUI
Clobazam 20 mg/day for management 10 mg/day for management
of dystonia of dystonia
0,25 Mr Ha HOYb
JUTSI KOPPEKLIMY MUOK-
JIOHWI U HapyLIEeHUI
Kionasenam _ cHa _ Banocts, ciaoHoTeueHrE
Clonazepam 0.25 mg at bedtime Tiredness, sialorrhea
for the management
of myoclonus and sleep
disturbances
BsuiocTh, COHIMBOCTS,
Pybunamun _ oTcyTcTBUE dhdhekTa Bbe3 acdhdekra
Rufinamide Tiredness, somnolence, No effect
lack of efficacy
Tlepammnanen _ _ bes ahdekra
Perampanel No effect
9 BstnocTs, ciaoHoTE -
TOCYKCUMMUJL
o — YyeHue =
Ethosuximide

Tiredness, sialorrhea
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BUTAa0ATPMH B MOHOTEPAITMU TTOTyJaloT 2 MAIlMeHTa U B TyO-
Tepanuu — elie 3 rnaeHTa. Bo Bcex ciydasx oTMedeH Xopo-
it 3¢pGeKT B BUIE perpecca MpUcTyroB, CHYDKEHUST O01Iei
CIACTUYHOCTH, YIyYILIEHUS] CHA M YMEHBIICHMSI KOJIMYECTBA
JIMCTOHMYIECKUX SITU30/I0B.

B 1 ciyyae TpeGoBanach MeJjieHHasI TUTPALUS TO3bI
BUrabaTprHa 1U3-3a HapacTaHUs IMCTOHNYECKMX STTU300B
B Hayajie mpueMa npernapara. Eiie B 1 ciydae npuiuioch
OCTaBUTh HM3KYIO 103y mpernapara (62,5 Mr/Kr/cyr), Tak
KakK €¢ IMOBBIIIICHNE BbI3bIBATIO YCUICHHE TUCTOHUYECKUX
3MU30/0B. [T KOHTPOJIS HaJl AMCTOHUSIMUA, MUOKJIOHUSIMU
M YJIYYIIEHUWsS CHa B 3 Clly4yasiX Ha3HavaJIucCh HEOOJIbIIINE
JT03bI OCH30IMA3EIIMHOB, B TO BPeMsI KaK MUOPEJIaKCAHThI
(baknogeH, TU3aHUAVH, TOJIIEPU30H) U TPUTeKCU(PDESHUINIT
0Ka3aJIMCh HEJ0CTATOYHO 3(h(PEKTUBHBIMMU.

TakuM 006pa3omM, BUrabaTpuH AEMOHCTPUPYET BEICOKYIO
3¢ (HEKTUBHOCTD MPY MYJIBTU(OKATLHON SIUISTICUN Y AeTei
¢ LII. IMpenapat Xxopoiio KOHTPOIUpYeT (POKaIbHbIE MO-
TOPHBIE MPUCTYITbI, TOHUYECKKE SIMUICTITUMECKHE CITa3MBbl,
CHIDKAET OOIIYI0 CIIACTUYHOCTD, 33 CYET YETro OTMEYaloTCs
0oJiee MSITKOE TeUeHUE TUCTOHUI U YJIydIlIeHHEe CHA.

O0cyK1eHre napaaoKCcaabHOrO YCHJIEHHS CIACTHYHOCTH
HA OCHOBE MEXaHH3MOB, cBsi3aHHbIX ¢ ooMenom TAMK.
K mapagokcaabHOMY YCHJIEHHMIO TOHYCA MBIIIIL U YCYTY-
OJIEHUIO IPYTUX JBUTATEIbHBIX PACCTPONCTB MOXET MPH-
BoauTh ¢peHomMeH TAMK-onocpenoBaHHOro pactopma-
KMBaHUS — WHTMOMpPOBaHME TOPMO3HBLIX HEWPOHOB
(IpeuMYyIIIeCTBEHHO B 0a3aJIbHBIX TaHIJIUSAX TOJIOBHOTO
MO3ra), IPUBOJIAIICe K AKTUBALIMY TTOIKOHTPOIBHBIX UM
nBurateabHbIX HeHTpoB (M.H. Kaprnioa, 2015). JlaHHbIe
SIBJICHYSI OBLTM OTMEUEHBI ITPU OBICTPOI TUTPALIMM BUTA-
OaTpuHa y 1 mauueHTa B HalleM HaOmroaeHuu. [Tockonb-
Ky JIeiCTBUE BUTabaTpMHA CBSI3aHO C HEOOPATUMBIM MH-
rubrpoBaHreM (hepMeHTa TpaHCaMUHA3bl U TIOBBIIIICHUEM
ypoBHs1 TAMK Bo Bcex TOpMO3HBIX HEHMpOHax, ero apdex-
TBI MOTYT PACIPOCTPAHSITHCS U Ha TOPMO3HBIC HEWPOHBI
0a3aIbHBIX TAaHTJIUEB.

IIpu nHanuuuu guctoHuit y mauueHton ¢ LTI npen-
IOYTUTEIbHA O0JIee MeIJICHHASI TUTPALIUS 103bl BUTabaTpH-
Ha JUTs1 IIPEOTBpPAIlIeHYs] YCUIICHST TUCTOHMYECKUX TTM300B
B HavaJjie Teparuy Wik IIpUMEHeHUe Tiperapara B MEHBIIIMX
TepareBTUYECKMX 103ax (<80 MI/Kr/cyT) MpH IJI0XO0ii repe-
HocuMoctH (S.M. Grant u coasr., 1991).

Co6CTBEHHbBIN ONbIT NPUMEHEHUSA CyNbTMAMA

Npu coYeTaHMM LepebpanbHOro napanuya

1 OKaNnbHOMN 3INUNIENCUN JEeTCKOTO

BO3PacCTa CO CTPYKTYPHLIMU U3MEHEHUAMU

B MO3re U ,06pOKayeCcTBeHHbIMU

anunenTU(OpMHbIMM NAaTTePHaAMKU JETCTBA

Ha afneKTpo3Huedanorpamme

JanHast cepust HabmoneHnit BKovaet 6 geteii ¢ LITT
1 aniericueil Ha poHe CTPYKTYPHOTO MOPaXKeHHsI TOJIOB-
HOTO MO3Ta, Y KOTOPBIX MO IAHHBIM KIIMHUYECKOTOo 0GCIe-
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noBaHus 1 BOM ObuM BBISIBIIEHBI PU3HAKU, XapaKTepHbBIC
s perorrnia ®BICUM-IABII (B3PS -BapuanT). [1a-
LIMEHTHI HabOonamch B IHCTUTYTE JETCKOM M B3pOCIOi
HeBpoJioruu u snuiencuu uM. Ceatutens Jlyku (Mocksa).
Bo Bcex ciryyasix snunenTrudopMHas aKTUBHOCTb UMeJIa
MOp(OJIOTHYECKNE YepThl POJAaHAUYECKUX CITaiiKoB,
nmu JABI1/1, ¢ yBenuueHreM MpeacTaBIeHHOCTU BO BpeMs
CHa U1 COIPOBOXAAIACH O1arONPUSTHBIM KIIMHUKO-3JIEKTPO-
sHIedazorpamIeCKUM OTBETOM Ha CYJIBTUAM, YTO COIVIa-
CYeTcsl C JaHHBIMM JIMTePATyPhl O 3HAYCHUM CHUHIPOMAJIBHOM
nuarHoctuku y nereit ¢ LI v snunencueii.

CpenHuil Bo3pacT NallMeHTOB Ha MOMEHT BKJTIOUEHMST
B HabmoaeHue coctaBuia 5,3 £ 1,3 roma, nuana3oH —
ot 3 1o 11 net. [lepyHaTaibHBIM aHAMHE3 Y BCeX Mal[eH-
TOB OBLI OTSITOLIEH TUIIOKCUYECKM - UIIEMUYECKUM TT0opa-
xeHuem IHHC u/unu BHYTpUyTpoOHON MHMeKIIUEH.
VY 5 u3 6 mereit oTMevanuch (akKTOpBl pHUCcKa BO BpeMs
OGepeMeHHOCTH (Yrpo3a IpepbiBaHUs, MHOEKIIMOHHBIC
3a00JIeBaHMSI, TeCTAllMOHHBII CaxapHbIil 11a0eT, TPOMOO-
¢unus), y 4 mauMeHTOB — IaTOJOTMYECKUE WU OCTOXK-
HEHHBIE POJIbI C TPUMEHEHUEM JAOTTOTHUTEBHBIX POIOBBIX
IOCOoOMiT MK ITyTeM KecapeBa ceueHus1. Bo Bcex cirydasix
B paHHEM HEOHATaJIbHOM TIEPUOJIE OITMCHIBATIUCH TSKEITbIC
COCTOSIHUS (IbIXaTeIbHAsI HEMOCTaTOYHOCTbh, CYIOPOXKHBIIM
cuHapoM, mopaxkeHue LITHC), TpedoBaBime Tepanuu B OT-
JIeJICHUY peaHUMAaly; Yy OONbIIMHCTBA AlMEHTOB ITPO-
BOAMJIACH UCKYCCTBEHHAsT BEHTUJISALIMS JIETKUX UTUTEIIb-
HOCTBIO OT 24 4 10 2 Heq.

V¥ Beex neteit cchopmuponaics AL co cmactuyecku-
MU hopMamu (TeTpa- WIM reMUIIape3), pu 3TOM TSKECThb
IBUraTeJbHbIX HapylleHUi BapbupoBama or I[I—III
no IV ypoBHs mo GMFCS, B coueTaHum ¢ 3aIepXKKOM
MOTOPHOTI'O Y IICMXOpe4YeBOro pa3sutus. B 1 ciayvae onu-
CaHbI BTOPUYHAst MUKPOIIehaIrsl U TOPOK Pa3BUTHS KOPBI
I10 TUITY TTOIMMUKporupuu. HapyieHust peun (aKcrpec-
CHBHasI pe4b, MU3apTPHsI) ObUIM BBIPaKEHBI Y YaCTH T1a-
LIMEHTOB CTapIlIero BO3pacTa.

HeOIoT anuIercun y TpeACTaBIeHHbBIX MalleHTOB
MPUXOAMIICS Ha paHHUI BO3pacT: OT HEOHATAJILHOTIO Tie-
puona 1o 4 net xu3Hu. KinmHuyeckas KapTuHa IMpUCTYIIOB
ObLU1a NOJMMOP(GHOI: y YacTu AeTelt oTMevaauch Ouare-
pajibHble TOHUKO-KJIOHUYECKUE MPUCTYIIbI, HEPEIKO
C IIPOJIOHTMPOBAHHBIM WJIM CTAaTYCHBIM TEUEHHUEM, Y IPY-
X — (DOKaJIbHBIC MOTOPHBIE TTPUCTYIILI (TEMUKIOHUYE-
CKUe, TOHUYECKHE U 1Ip.).

ITo pesynsratam BOM y Bcex malMeHTOB 10 Hayajia
TepaIiy CYJIBTUAMOM PETHCTPUPOBAJIACH STTMIICIITU(OPM-
Hasi aKTUBHOCTb PETMOHAILHOTO W MYJIBTUPETHOHAIb-
HOT'O XapakTepa, IPerMYIIeCTBEHHO C BOBJICYCHUEM JI00-
HO-IIEHTPAJIbHO-BUCOYHBIX M TEMEHHO-BUCOYHBIX
OTJIEJIOB, YacTO C JIaTepaIn3allieil 10 OMHOMY MOIYIIapUIO
(JleBOMy WJIM TIPaBOMY) M 3HAYUTEJIBHBIM HapacTaHUEM
HWHIeKca Bo cHe. Bo Bcex HabmoaeHUsIx MopdoJIorys aIu-
JIenTUOPMHBIX Pa3psiioB COOTBETCTBOBAIA POJIAHINYEC-
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ckuM cnaiikam (ADT1/T). B psige ciyyaeB MHIEKC SITUIETI-
TH(HOPMHOM aKTUBHOCTH BO cHe gocTturan 40—90 % Ha
OTJIEJIbHBIX 3II0XaX 3aIlMCH.

[To maHHBIM HEWPOBU3YAIM3ALIMU Y BCEX MAlIMEHTOB
BBISIBIISUTMCH BBIPAXKCHHBIE CTPYKTYPHbBIE U3MEHEHMS TO-
JIOBHOTO MO3ra: IMepUBEHTPUKYJISIpHAS JIeHKOMAJISIINS
U MePUBEHTPUKYJISIpHAs SHIIebaIonaThsl, MperMyIIecT-
BEHHO B TEMEHHO-BMCOYHO-3aTBIJIOYHBIX 00JIaCTIX
(1 cyyaii), KUCTO3HO-TJIMO3HO-aTpOPUIEeCKHE UBMEHEHMST
OJIHOTO MOJIyIIapUs C JATEPOBEHTPUKYJIOMETaIMEN 1 TH-
norasueil HoxXKU mo3ra (1 ciydait), mpaBOCTOPOHHSIS
reMuaTpodus ¢ rpyooit Mo3Ho-aTpoduueckoii TpaHchop-
Mallueii KOpbI, ITOIKOPKOBBIX CTPYKTYP 1 MO30JIMCTOTO Tejla
(1 cmyyait), a TakKKe TTOPOK Pa3BUTUSI KOPBI 110 TUITY TTOJIU-
MUKPOTMPHUH B COYETAHUM CO CIIACTUYECKUM TeTpariape3oM
(1 ciyyait). B 2 ciryyasix mpoBeieHO IOJTHOE CEKBEHPOBaHME
5K30Ma, ITATOTeHHBIX BApDUAHTOB HE BBISIBJICHO.

o Ha3HAYEHMSI Cy/IbTHaMa BCe MallMeHTHI ITOTyYain
pPa3IMYHbIE CXeMbI ITPOTUBOIMMICIITUIECKOM TEepaITiu:
BaJILIIPOEBYIO KUCIIOTY, JIeBeTUpalleTaM, OKCKapOa3eIyH,
repamIlaHesI, HEPEIKO B PEXMME IyO- WU MOJIUTEePaIIH.
B yactu ciryyaeB oTMevasiach HelonHast 3 OeKTUBHOCTD
WY YXYAILlIeHUE TeYeHUs SIuiencuu (yJyaiieHue IpucTy-
IIOB, CTaTYCHOE TeYEHMUE), a TAKKE Pa3BUTUE HEXXeIaTe b-
HBIX SIBJICHUI: TPOMOOLIMTOIICHUH, JIEHKOTIEHUM, TTOBE-
JMeHYECKUX M3MEHEHHUI, 4To TpeboBaJlo IepecMoTpa
Tepanuu. DTU KIMHUYECKHUE CUTYallu COOTBETCTBYIOT
JIAHHBIM JINTEPATyphl O HEOOXOMUMOCTH IOMCKA aIbTep-
HAaTHBHBIX CXEM Y JIeTell ¢ (hapMaKope3nCTEHTHBIMU (hop-
MaM¥ (pOKaTbHOI SMUICTICUH.

CynbTriaM ObLT Ha3HAYeH BCeM IallieHTaM, KakK B CO-
cTaBe KOMOMHMPOBAHHOM Tepanuu (C BaJIbIIPOCBOIM KUC-
JIOTOI) y YacCTH AeTeil, TaK U B PeXUME MOHOTEpaInu
nocse otMeHsl npyrux ADI1. Ha ¢oHe Tepanuu cynsTua-
MOM BO BceX 6 ClTydasix JOCTUTHYTa KIMHUYECKask peMUC-
CHsI IPUCTYIIOB: Y OOJILIIIMHCTBA IETEl ITOJIHOE OTCYTCTBUE
SNWICNITUYECKUX COOBITUI COXPAHSIETCS OT HECKOJIBKUX
MeCSIIIEB 10 HECKOJIbKUX JIET. Y YacTH MallMeHTOB OTMEHA
npeamectByoux ADI (BaibpoeBas KUCI0Ta, JEBETU-
paiieramM) Ha (hOHE TTPOIOJDKEHMSI ITpUeMa CyJIkThamMa B MO-
HOTepaIMy He IPUBOAMIIA K BO30OHOBJICHUIO ITPUCTYIIOB.
OTMedeHa Xopolast IepeHOCUMOCTh CyJIbTHaMa: HopMa-
JIM3alMs oKasartesieil 00IIero 1 OMOXMMUIECKOIo aHa-
JI3a KPOBU IIPY OTMEHE BAJILITIPOEBOI KUCIOTHI, OTCYTCT-
BU€ KJIMHUYECKM 3HAYMMBIX MOOOYHBIX 3(DdeKToB,
YTO COIJIACYETCS C ONMyOIMKOBAaHHBIMU TAHHBIMU O XOPO-
meM npoduiie 6e30nacHOCTHU CyJbTHaMa y IeTei.

BaxxHbIM pe3ysIbTaTOM HaOMIOACHUS CTalI0 UBMEHEHE
9JIeKTposHIIedanorpahryecKoil KapTUHBI: y YaCTH Mallk-
€HTOB 3apETMCTPUPOBAHO IMOJTHOE KCYC3HOBEHUE SITHIIETI -
THU(HOPMHOM aKTUBHOCTH, Y OCTAJIBHBIX — 3HAYMMOE CHU-
>KEHUEe MHIEKCa SMIICHTU(GOPMHBIX Pa3psiioB BO CHE
U B OOAPCTBOBAaHMH, C PEIYKIIME MyJIBTUPETrMOHATBHBIX

2

MaTTEPHOB U MPEUMYILECTBEHHON COXPaHHOCThIO SMU30-
IUYECKMX pa3psiioB HU3Koro uHaekca. [logobHas auHa-
MUKa nokazareseid 01 cornacyercs ¢ JaHHBIMU PETPO-
CMIEKTUBHBIX CEPUI O CITOCOOHOCTH CYJIbTHaMa CHUXKATh
WHIEKC CIaiK-BOJHOBOM aKTUBHOCTH Y JeTei ¢ (poKasb-
HBIMU 3MWICTICUSIMU U STTWIENITUIECKMMU SHIIedaiona-
TUSIMU. B OTAEIBHBIX CTydasx poauTear oTMedaau 10O -
HUTEJIbHBIN MOJOXUTEIbHBIN 3 GhEKT B BUIE YIYUIICHUS
peuUeBbIX U KOTHUTUBHBIX (DYHKLIMI peOeHKa.

TakuM obGpa3oM, onMcaHHbIE KIMHUYECKUE CIIydyau
MPEeJCTaBISIOTCS HauboJjee OJIM3KUMU K TUTTMYHOMY de-
Hotnny ®BJACUM-IDI1 (B3DDA-BapuanTa) y AeTeit
¢ TopaXkeHUeM OeJIoro BelllecTBa, Py KOTOPOM HaJludyue
CTPYKTYPHOTO NedeKTa roJJOBHOTO MO3ra HE MCKJII0YaeT
BO3PACT3aBUCUMOTO U TOTEHIIUAIbHO OoJiee O1aronpusiT-
HOTO XapakTepa TeueHUs ruierncui. OHU JeMOHCTPUPY-
10T BBICOKYIO 3(D(EKTUBHOCTD U XOPOIIIYIO IEPEHOCUMOCTh
cynstuama y geteit ¢ LIIT u ctpykTypHOit (hoKaabHOM 31u-
nencueit, accouuupoBaHHoii ¢ DI/, [TonyyeHHbIE JaH-
HbI€ JTOIMOJTHUTEIbHO MOATBEPKAAIOT ITOTEHIIMAN TIperna-
pata KaK Ba’kHOTO KOMIIOHEHTa Tepaluy y MalMeHTOB
C TSDXEJION CTPYKTYPHOU MaToJIoruell ToJJOBHOTO MO3ra,
YTO COIJIACYeTCsl ¢ COBPEMEHHBIMM PEKOMEHIALIMSIMU
MO0 MPUMEHEHUIO CyJbTUaMa MpUu AETCKUX (POKaTbHBIX
SIUJIETITUYECKUX CUHAPOMAX.

3aKknyeHue

Anunencusa u LIT yacto couyeTatoTcst ApyT ¢ APYrom
U CONPOBOXAAIOTCS MHOXECTBOM KOMOPOUIHBIX CO-
CTOSIHUIA.

BBuny Bricokoii pacnipoctpaHeHHocTH CUDC B no-
nynsauuu nmauueHToB ¢ LII1, mpeBblnaroieii odiienomy-
JISIIMOHHBIE ITOKA3aTeNIM, JaHHAsI COUYeTaHHasl ITaTOJIOTHsI
TpeOyeT MOBBIIIIECHHON HACTOPOXEHHOCTU CO CTOPOHBI
Bpaueii. Burabarpun siBasiercst ADII 1-i1 tuHumM oj1s Te-
parnuu JaHHOW (DOPMBbI SITWIETICUN.

BurabaTpuH TakKe 1€MOHCTPUPYET BBICOKYIO 3(h(PeK-
TUBHOCTb ITPY MYJIBTU(OKATBHOM (hapMaKOpe3UCTEHTHOI
SMUIEIICUM Y AeTel co cractuueckumu dopmamu LITT.
IIpenapat obecneurBaeT 3(PHEKTUBHBINA KOHTPOIb (Po-
KaJIbHBIX MOTOPHBIX TIPUCTYITOB, TOHMYeCKUX DC, a TaKkKe
CHITXAeT OOIIYIO CIAaCTUYHOCTh, YaCTOTY M BEIPAXKEHHOCTh
JIMCTOHWYECKMX 3IM30/I0B, UTO B COBOKYITHOCTH CIIOCO0-
CTBYET YyJIyullleHUIo cHa y neteil ¢ LIT1. BBumy BbICOKOI
pacnpocTpaHeHHOCTH aucdarum y matyeHTos ¢ LIIT mpe-
MMOYTUTEIBHO MTPUMEHEHUE PACTBOPUMBIX/XKUIKUX (HhOPM
BUTrabaTpuHa.

LlepebpanbHbIil Mapanuy sBasieTcs: (aKTOpOM pucKa
pasButusg COAC, a TeyeHue snuierncuu y aeteit ¢ LT
ele OoJIbIle IMOBBIIIAEeT 3TOT pucK. [Ipu Mmogo3peHUn
Ha COAC B KayecTBe CKpMHUHTAa MOXHO MCIIOJIb30BaTh
MPOBeIeHNE HOYHOTO KapaIuopecupaTopHOTO MOHUTO-
pUHTA. «30JIOTBIM CTAHIAPTOM» TUATHOCTUKM HapyIICHU I
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BeepeHue. Mpobnema neyeHus anunencum y feteil 0CTaeTCs aKTyaNbHOI B CBA3U C HELOCTATOYHOMN 3((HEKTUBHOCTbIO
6a30BbIX NpenapaTos, NOGOYHbIMU 3P dEKTAMU U OTPaHUYEHUAMU KTUHUYECKUX PEKOMEHAALM.

Llenb uccnepoBaHua — oueHnTb 3PPEKTUBHOCTL NPUMEHEHMA 30HUCAMUAA, €0 BIUAHWUE HA YACTOTY, TAXKECTb U TUMbI
NpuUCTynoB Yepe3 3 1 6 Mec Tepanuu, a Takxke 6e30NacHOCTb U NEPEHOCUMOCTb TEpPaNUM 30HUCAMULOM, YACTOTY U XapaKTep
HexenatenbHbIX fBneHunit (HA), BansHue npenapata Ha maccy Tena, KOrHUTUBHblE QYHKLMM C nomolublo TecTa EpiTrack
(BeTckuit) yepes 3 u 6 mec Tepanuu.

Marepuanel u meTopbl. [poBefeHO MyNLTULLEHTPOBOE UCCNeA0BaHUE, B KOTOPOM NPUHANM y4acTue 35 Bpayei n3 pasHbix
pernoHos Poccuitckoit ®egepauuun. B uccnepgosarue sownu 115 naumeHToB B BO3pacTe oT 6 Ao 17 neT BKIKOYUTENBHO
(cpepHuit Bo3pact — 9,95 rofa), n3 HUXx 52 % ManbyuKOB, C YCTAHOBNEHHbBIM UArHO30M «oKanbHas anunencusy». 30Hu-
camup (3oHerpaH, AO «®upma EBPOCEPBUCy, Poccusa) HasHayancs cornacHo WHCTPYKUMM (B LONONHWUTENBHON Tepanuu
toKanbHOI 3nNuUNencuu ¢ BTOPUYHOI reHepanusaumeit unu 6e3 Hee). InUnenTUYECKUE CUHAPOMbI, MPU KOTOPbIX Ha3Ha-
yasncs 30HMCamMmuA: BO3pacT3aBUCUMble QOKaNbHbLIE INUNENCUN LETCKOrO BO3PACTa, CTPYKTYPHbIE oKanbHble anunencuu,
CTPYKTYPHbIi BapuaHT cuHapoma JleHHokca—lacTo, reHeTuYeckne anunencuu. Y o4HOro nalyMeHTa Moo coYeTaTbCs He-
CKONbKO TUMOB (hOKaNbHbIX MPUCTYNOB. 30HUCaMUA HA3HAYaNCA B KAYeCTBe JOMNOHNUTENbHO Tepanun B CpefiHeil CyTOYHOM
po3e 4,6 Mr/kr. Yepes 3 mec U3 uccnenoBaHus BblbbI0 16 NaLUeHTOB U3-3a HECOGMIOfEHNA NPOTOKOA UCCNefoBaHMA.
B TeueHue 3 Mec HU OAMH NALMEHT He BbIOLIN U3-3a OTMEHbI 30HUCamMuaa. Mpojonkuan nccnegosaHve 99 nNaLMeHToB.
CnycTa cnepyiolwme 3 mec (T.e. Y4epe3 6 MeC OT Hayana UCCNefoBaHUA) BbIGLIIO elle 5 NauueHToB, TakUM 06pa3oM, 3aBep-
WKAW UccnefoBaHne 94 nauneHTa. M3 5 BbIObIBLINX TONbKO Y 2 NALMEHTOB 30HUCAMUL, Obll OTMEHEH, OCTaNbHble NaLUeH-
Tbl BbIObINM W3-3a HapyLWeEHWUI NPOTOKONA MccnefoBaHusa. Takum 06pa3oM, NnepBoHaYanbHOe YUCNO NauueHTos — 115,
BbIOLIN M3 UCCNefoBaHNA 21 nauneHT (U3 HUX 19 NaLMEHTOB BbIOLINO U3-3a HAPYLIEHMI NPOTOKONA, 2 NaLMeHTa Npekpa-
TWAW yyacTue 13-3a OTMeHbl 30HUCaMUAa).

Pe3ynbtatbl. IhhekTMBHOCTL MpK Npueme 30HUCamMnAa oTMeveHa y 83 13 94 nauneHToB. Haunydwunii nokasarenb NoAHO-
ro KOHTPONA MPUCTYNOB OTMEYEH B FPyNne paHHei JoNOoNHUTENbHOI Tepanuu, KOTAa 30HUCAMUE, Ha3HAYaNCa B KayecTse
2-r0 JONONHUTENbHOTO Npenapara. Y 5 nauueHToB passunuce Hf, notpeboBasine oTMeHbI npenapara. Y oCTanbHbIX Na-
umueHToB HA Habnioganuce B nepuod TUTPALMK AO3bl U BbiNU NpuemMnemMbiMu (CHUXEHWE MACcChl Tena U anneTuTa y nauu-
€HTOB C 36bITOYHON Maccoii Tena). TakKe OTMEUeHbl ypexeHue NPUCTYNOB MUTPEHN Yy 1 NaLuMeHTa, CHUKEHUE BbipaeH-
HOCTW TUKOB Yy 1 nauueHTa u ynyyleHne runepakTMBHOMO NOBEAEHMA.

BbiBoAbl. 30HWCaMua 06nafaeT BbICOKOI 3dEKTUBHOCTbIO U Xopoleit nepeHocumocTblo. YacToTa HA conocraBuma
C YaCTOTO UX BO3HUKHOBEHWA NPU NpUeMe ApYrux COBPEMEHHBIX aHTUINUIENTUYECKUX NpenapaTos.

KnioueBble cnoBa: 30HM1camMug, GOKaNbHLIA InuUaAENTUYECKUit npuctyn, getu, Tect EpiTrack, paHHss 4oNoAHUTENbHAS Tepanus
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Zonisamide in children with focal epileptic seizures: results of a prospective multicenter
observational study (October 2025-June 2026)
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Background. Management of pediatric epilepsy remains a critical challenge due to the insufficient efficacy of first-line
therapies, adverse effects, and constraints within current clinical guidelines.

Aim. To evaluate the efficacy of zonisamide and its impact on the frequency, severity, and types of seizures after 3 and
6 months of therapy. Additionally, to assess the safety and tolerability of zonisamide treatment, the incidence and nature
of adverse events (AE), and its impact on body weight and cognitive functions using the pediatric EpiTrack test after
3 and 6 months of therapy.

Materials and methods. A multicenter study was conducted involving 35 physicians from various regions of the Russian
Federation. The study enrolled 115 patients aged 6 to 17 years inclusive (mean age: 9.95 years), including 52 % boys,
with a confirmed diagnosis of focal epilepsy. Zonisamide (Zonegran, JSC “Firma EUROSERVICE”, Russia) was prescribed
according to the manufacturer’s instructions as adjunctive therapy for focal epilepsy with or without secondary
generalization. Epileptic syndromes for which zonisamide was initiated included: self-limited focal epilepsies of childhood,
structural focal epilepsies, structural variant of Lennox—Gastaut syndrome, and genetic epilepsies. Individual patients
could exhibit a combination of multiple focal seizure types. Zonisamide was administered as add-on therapy at a mean
daily dose of 4.6 mg/kg. After 3 months, 16 patients dropped out of the study due to non-compliance with the study
protocol. During these first 3 months, no patients discontinued the study due to zonisamide withdrawal. A total
of 99 patients continued the study. After the subsequent 3 months (i.e., 6 months from the baseline), an additional
5 patients dropped out; thus, 94 patients completed the study. Among these 5 remaining dropouts, only 2 patients
discontinued due to zonisamide withdrawal, while the others dropped out due to protocol violations. Consequently,
the baseline cohort consisted of 115 patients, with a total of 21 patients dropping out (19 due to protocol violations
and 2 due to zonisamide discontinuation).

Results. Efficacy of zonisamide treatment was observed in 83 out of 94 patients. The highest rate of complete seizure
control was recorded in the early adjunctive therapy group, where zonisamide was prescribed as the second add-on
medication. Five patients developed AE that required treatment discontinuation. In the remaining patients, AE occurred
during the titration period and were deemed acceptable (decreased body weight and appetite in overweight patients).
Concurrently, a reduction in migraine frequency was reported in one patient, a decrease in tic severity in one patient,
and an improvement in hyperactive behavior.

Conclusion. Zonisamide demonstrates high efficacy and favorable tolerability. The incidence of AE is comparable to that
of other modern antiepileptic drugs.

Keywords: zonisamide, focal epileptic seizure, children, EpiTrack test, early adjunctive therapy
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Neurology 2026;21(2):59-71. (In Russ.).

DOI: https://doi.org/10.17650/2073-8803-2026-21-2-59-71


mailto:mariya_bobylova@mail.ru
mailto:yu.kalinina81@yandex.ru

pssi' IIETCKOM
HEBPOAOT UM

BeepeHue

CortacHO COBPEMEHHBIM IPEICTaBICHUsIM MexXy-
HapoJHOM MpOoTUBOANMIIeNTHUYecKo# nurk (International
League Against Epilepsy, ILAE), uensimu jgeyeHust 3mu-
JICTICUY SIBJISTFOTCST JOCTUXKEHME CTOMKON peMUCCHU 3200~
JieBaHUS 0e3 3HAUYMMBIX HexXeslaTebHbIX saBiaeHuit (HA),
obecnieyeHre MPodeCCUOHATBHON 1 COLMAIbHON afan-
TallX TAIMEHTOB ¥ COXpaHEHHUE ONTUMAIBHOTO KayecTBa
MX XKU3HU [3]. Be10OOp aHTUANMMIENITUYECKUX MTPeIapaToB
(ADI1) 3aBUCUT OT (hOPMBI SIMUIETICUU/AMUIETITUYECKOTO
CHUHIpPOMA, TUIIA IIPUCTYIIOB U OCYILIECTBIISIETCS C YIETOM
WHAVMBUAYAIbHBIX OCOOEHHOCTE KaxJAoro mauuveHTa [2].
B nmenmuarpudeckoil mpakTUKe HEOOXOAMMO NPUHUMATh
BO BHUMaHUE BIMSHYE IIperapaTa 1 Ha TEKYILEe COCTOSTHIE
pebeHka, Gu3nyeckoe U HEPBHO-TICUXUIECKOE Pa3BUTUE
B IIOJITOCPOYHOI TiepcrieKTuBe. Kpome Toro, cyIiecTByioT
BO3PACT3aBUCUMBbIE SIIETICUM IETCKOTO BO3PacTa, O KOTO-
PBIX cJIeayeT IOMHUTD TIPY BbIOOPE TAKTUKM JIeUeHus [2].

3onucamua (3HM) — opurnHanbhbiit ADIT 111 moxo-
JIEHMSI C IIIMPOKUM CIIEKTPOM JACHCTBUSI, OJ1arONPUSITHBIM
npocdueM 6e30IMacHOCTH 1 BO3MOXKHOCTHIO preMa 1 pa3
B cyTKH [4]. [Tyomukanym nocieaHux et (2024—2026 rr)
(hokycHpyIOTCS Ha €T0 MYJIETUTAPTETHOM MEXaHU3Me JIei -
CTBUSI, IPUMEHEHUH B TIEAUATPUM M PACIIUPEHUM ITOKa-
3aHMI 32 paMKU anuiencuu |5, 9].

B obHoBIIeHHBIX peKoMeHpanusx 2025 . moaTBepK-
neHa Bbicokast apdexkTrnBHOCT 3HM Kak B MOHOTEparuu,
Tak ¥ B KOMOMHALMU NpU (PapMaKOPe3UCTEHTHBIX (ho-
KaJIbHBIX TIPUCTYIIAaX Y B3pOCBIX U AeTeit ¢ 6 et [5, 9].
Orny6IMKOBaHHBIE METaaHAJIU3bl M MacIITaOHbIE paHI0-
MM3UPOBAaHHBIE KOHTPOJIMPYEMbIC MCCIIEIOBAHUS TTOKa-
3bIBAIOT, YTO AoOaBaeHrue 3HM 3HaYMMO CHUXAeT 4yacTo-
Ty TPUCTYIIOB Yy OeTeld 0e3 BBIPaXXCHHOTO BIIMSHUS
Ha X pOCT U KOTHUTHBHOE pa3BuTue |5, 9]. CoBpeMeHHbIE
0030pHI AeJIalOT aKIIEHT Ha YHUKaJIbHOU (papMakommHa-
muke 3HM (oH G10KMpyeT HaTpueBble KaHaAbl U Kajlb-
LIMeBble KaHajbl T-TUMa, MHTMOUpYeT KapOoaHTUIpa3y
U MOAYIUPYET No(haMUHEPIUIYECKYIO CUCTEMY). DTO 00-
YCJIOBIMBAET ero 3(h(OEeKTUBHOCTh MPU COITYTCTBYIOIIMX
TMaTOJIOTUSIX: OXKMPEHUH, METa00IMYECKOM CUHIPOME B Iie-
JIOM, a TaK>Ke TPU MUTPEHU U HelipornaTtuyeckoi 6omu |35, 9].
Ocob6oe BHUMaHUe yaeasieTcs Mpo¢uio 6e30MacHOCTU
u npeauktopaM HS [9]. Ha MupoBOM pbIHKE aKTUBHO
BHEAPSIETCSI M MICCIIeMyeTcs TiepopaibHas cycrieH3us 3HM,
KOTOpasl CYIIECTBEHHO ITOBBIIIACT KOMIUIaeHC (IIpUBEpP-
>KEHHOCTD JICYCHUIO) Y IeTeil U MAaLMeHTOB ¢ Tucharueii.
B Poccuu B HacTosiee Bpemss 3HM pa3speliieH K mpume-
HEHMIO KaK IpenapaT sl JTOMOJHUTEIbHON Tepanmuu
MpH (POKATBHBIX SMWIESITHYECKUX ITPUCTYIIAX C BTOPMYHOM
reHepaju3alueil uim 6e3 Hee Y B3pOCbIX MallMeHTOB,
MOAPOCTKOB M JIeTel ¢ 6 JIEeT, a TaKKe JJII MOHOTepaIruu
(hoKaJNBHBIX 3MUJIETITUYECKUX TIPUCTYIIOB C BTOPUYHOM
reHepanu3anueii uiv 6e3 Hee Y B3pocCibiX (YpOBEeHb yoe-

2

JIUTEIbHOCTU pEKOMEHIAIMI — A; ypOBEHb JTOCTOBEPHO-
ctu gokazaTteabeTB — 1) [1, 3]. 3HM BhITycKaeTcs B Kar-
cynax 1o 25, 50 u 100 M. UmeeT ynoOHY10 cxeMy TUTpaLIUK.
IIpuem mpenapara He 3aBUCUT OT IpreMa muinu. Cpen-
HUe 1036l 11 B3pociabix — 200—400 mMr/cyT, 111 neteit —
oT 3—6 no 8 mr/kr/cyr. Tutpanus mo3bl 00s3aTeIbHA.
1 neTeii ¢ 6 ieT HavyaIbHas 1033 COCTaBIIsIeT 1 Mr/Kr/cyT
(omHOKpaTHO). 3aTeM 1032 YBeJIMUMBaeTCs Ha 1 MI/Kr Ka-
KTy HEIEIO TIPY COITyTCTBYIOIIEM ITpUeMe MHIYKTOPOB
¢epMeHTOB NeYeHU Wir Ha 1 MI/KT Kaxable 2 Hefl IIpu OT-
CYTCTBUU IIpYieMa UHIYKTOPOB (pepMeHTOB neueHu. JJo3a
rpenapara ImoaoMpaeTcs ¢ y4eTOM KIIMHUYECKOTo 3(hdek-
Ta [3, 6]. 11 MalieHTOB ¢ HapylIeHUEM IVIOTAaHMSI, B TOM
YUCJIe C TaCTPOCTOMOM MJI TIOJTy4YaroIX Ha30racTpaibHOe
nuTaHue, nepopaibHyto popmy 3HM MoxkHO cMelIMBaTh
¢ neyeOHoOit cMechio [4]. YacTora HA y 3HM He 6oblie,
yeM y apyrux coBpeMeHHbIX ADIT [8]. UToObI n30exkaTh
HA, HeoOxonuMbl MeJjiIeHHasl TUTpalys, TPUMEHEHUE
MMHUMAJIBHBIX WK CPEIHUX TeparieBTUIECKUX 103, a TaK-
Xe uckmoueHue KomouHaimii 3HM ¢ ADII ¢ aHanorny-
HeiMu HA.
Ienm ucciaenoBanus:

1. Ouenutb acpekTMBHOCTD ITprMeHeHrss 3HM (3oHerpaH,
AO «®upma EBPOCEPBUC», Poccnst) — ero BiamsiHue
Ha YacTOTy IIPHUCTYITIOB Yepe3 3 1 6 Mec JIeYeHUsI, B TOM
YKCJIe B 3aBUCMMOCTH OT PaHee IoJTydaeMo Teparivu.

2. OueHUTh 6€30MaCHOCTh M MEPEHOCHUMOCTh Teparuu
3HM, yactory u xapaktep H.

3. Ouenwmts BussHe 3HM Ha Maccy Tesa yepes 3 1 6 Mec
Tepanuu.

4. O1eHUTh U3MEHEHNE YaCTOThI MPUCTYIIOB, TSKECTh
W TUIIBI IPUCTYTIOB.

5. [IpoaHanM3MpPOBaTh MTOATPYIIIHI TAIIUEHTOB B COOT-
BETCTBMU C BO3PACTOM, ITOJIOM, aHAMHE30M Tepa-
muu ADIT.

6. [TpoBecTu aHaIU3 OOIIETO KIIMHUYECKOTO BIIeYaTie-
HUS OT JICUCHUSsI, KaueCTBa XXU3HU U YIOBJICTBOPEH-
HOCTH TAIlEHTOB.

7. Ouenuth BausHue 3HM Ha KOTHUTUBHbBIE (YHKIIUU
¢ niomouibio Tecta EpiTrack (meTckuit) 1o BBeAeHUS
rpernapara 1 yepe3 6 Mec Teparuu.

Marepuanbl u meToabl
Kputepun BKIIIOYEHUS B UCCIIEIOBaHUE:

1. YcTaHoBNIeHHBIN AUarHo3 (oKaJbHON 3MUIIETICUU,
MOATBEPXACHHBIA aHAMHECTUYECKUMM JaHHBIMMU,
a Take pe3ysibraTaMu JIeKTposHIledaaorpachum.

2. Bospact 6—17 ner.

. MyXcKo¥i 1 )KeHCKMIA TTOJI.

4. Ilpuem 3oHerpaHa coOrjlaCHO MHCTPYKUMU (B JOIOJI-
HUTEJIbHOU Tepanuu (OKaJIbHBIX MPUCTYIIOB C BTO-
PpUYHOM reHepanu3alueil uim 6e3 Hee).

5. YacroTa pUCTYITOB — HECKOJILKO pa3 B rof.

W
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Kputepun HeBKITIOUCHYS:

. [lcuxoreHHbIe HEAMUIETITUICCKHUE TTPUCTYITHI.

. InarHo3 reHepaJM30BaHHOM SITWICTICUN.

. Bospacr muaniire 6 et

. Macca tena <20 kr.

. [Ipuem 3oHerpaHa oo Hayaja HabJOAATEIbHOM MTPO-
rpammbl (paHee 01.10.2025).

. bepeMeHHOCTb.

. MouekameHHas 00Jie3Hb.

8. Tsoxenas medeHoYHast HEIOCTaTOYHOCTb.

Kputepuii MCKTIOYeHUS: HapylIeHUEe TTPOTOKOIA.

[ O B S R

~N N

Aun3aitH uccnenoBaHus

Hynesoii Bu3uT: COOp aHaMHe3a, B TOM yuciie hapma-
KOaHaMHe3a, HEBPOJOTUYECKUI OCMOTD, OIICHKA TAHHBIX
aHaJIM30B, YJIBTPa3ByKOBOTO UCCIICAOBAHUS, SIEKTPOKAP-
nuorpaduu, BUIeos1eKTpoaHIedanorpaduieckoro Mo-
HUTOpHUHTIa, BeiMoHeHUe Tecta EpiTrack, HazHaueHue
3HM (TuTtpaums g03b1), Ha3HaYEeHUE TTOBTOPHOI'O BU3MUTA
Ha (oHe Tepanuu 3HM uepes 3 Mec, 3amojHeHUE aHKe-
Tl Ne 1.

I1epBbiii Bu3uT (4epe3 3 Mec): olicHKA 3(PHEKTUBHOCTH,
0e30MaCHOCTU U MEPEHOCUMOCTU 3(D(HEKTUBHOMN T03bI
3oHerpaHa, onpeaeseHue MeAUaHbl U3MEHEHUST YaCTOThI
U TSDKECTH IPHUCTYIIOB OTHOCUTEIHHO MCXOIHOIO YPOBHSI,
B3BEIIMBaHUE MAlIMEeHTa, olleHKa HI, ux BIpaXkeHHOCTH
U TIPUEMJIEMOCTH, 3alI0JIHEHUE aHKeThI No 2.

Bropoii Bu3uT (uepe3 6 Mec): orieHKa 3((HEeKTUBHOCTU
1 6e30ITaCHOCTH NPMMEHEHMSI 30HerpaHa, onpeaeiceHue
MearaHbl U3MEHEHMS YaCTOThI U TSDKECTU MPUCTYIIOB OT-
HOCUTEJIbHO MCXOIHOTO YPOBHSI, B3BEIIIMBAaHUE MMALIMECHTA,
oneHka HS1, nx BbIpaXkeHHOCTH 1 IIPUEMIIEMOCTH, BBITTOJ-
Henwne tecta EpiTrack, 3amomHenune ankeTsl No 3.

Peruonn Poccuiickoii @enepanun, NpUHsABIIME Y4aCTHE
B MCCJIE/IOBAHUMN:

* MockBa u MockoBckast 00J1acTh;

* Cubupckuii penepanbHbIil OKPYT;

+ [lpuBomxckuii henepanbHbIN OKPYT;

* CeBepo-3anagHblii peaepanabHbIil OKPYT;

* XaHTbI-MaHCUIICKUIT aBTOHOMHBII OKPYT;
* VYpanbckuit penepanbHbIil OKPYT;

* lleHTpanbHbIN eaepalbHbI OKPYT;

* IOxHBI enepanbHbIil OKPYT;

* CTaBpONOJIbCKUIA Kpaii.

CormracHO KpUTEPUSIM BKIIIOUEHMS B HCCJIEAOBaHUE
Bouwix 115 maumMeHTOB C snuierncueii: 60 MaJbuUuKOB
" 55 neBouYek, B Bo3pacTe oT 6 10 17 JieT BKITIOYNTEIBHO.
CpenHuli Bo3pacT MallMeHTOB cocTaBwi 9,95 roaa, cpen-
Huii poct — 132,0 (105—190) cM, cpenHsisa Macca Tejla —
38,53 (15—122) kT, cpenHuii unaekc maccol Teja (MMT) —
18,07 (10,7—39,7) kr/m2.

XapakTepucTHKa nmanmueHToB. /IMarHo3bl MallMeHTOB
T10 KJ1acCU(pUKaIUK SMWISITUYECKUX CUHAPOMOB!

2

1. Bo3pacr3aBucumMbie (hOKajJbHbIE 3MUICITUICCKHUE
CUHIPOMBI JE€TCKOTO BO3pacTa ¢ POJaHIMYECKUMU
crnaiikaMM Ha 3JieKTposHLedanorpamme (n = 24):

* (bokasnbHas Bo3pacT3aBucuMas anujercus (n = 15);

* sHIUedaTomaTus pa3BUTUSA U SMMJICIITUYECKAs

CO CIaifK-BOJHOBOU akTUBalMeit BO cHe (n = 9).

CTpyKTypHBIe (hOKaJbHbIC IMUIECTICUU (ITUOJIOTUSI
yKa3zaHa HuxXe) (n = 54).

2. CTpyKTypHBIf BapuaHT cuHApoma JleHHokca—Iacto
(n=)35).

3. @okanbHbIe MWIEIICUN HEYyTOYHEHHON 3TUOJIOTUHU
(n=21).

4. TeneTnueckue snuiencuu (n = 10):

* BMWJIETICYs, CBsI3aHHas ¢ MyTaLvsiMu B reHe CACNA IA

(n=1);

» oose3nsb [lenuneyca—Mepuodaxepa (n = 1);

* Tpucomus 1o X-xpomocome (n = 1);

* SMUJICNCUsI, CBI3aHHAs ¢ MyTalLUsIMU B reHe M YT 1L

(n=1);
* SMUJIeNcus, CBsI3aHHas ¢ MyTauusiMu B reHe CDKLS
(n=1);

» cunapom Ilpagepa—Bumm (n = 1);

 nenenus 17-it xpomocomsl (n = 1);

* OyIUTHKanus 16-if XpoMocoMEI (n = 1);

* SMWIETNCHs, CBSI3aHHAas ¢ MyTalusMu B reHe DCX

(n=1);

» cunapom [ayHa (n = 1);

* TYOEpO3HBIii cKilepo3 (n = 1);

* cuHapoM AHrenbMaHa (n = 1).

Takum obGpa3oM, nofapisolIee OOJbIIMHCTBO Mall-
eHToB (n = 104) HabGIIOAAIUCH C AMAarHO3aMU CTPYKTYPHBIX
1 BEPOSITHO CTPYKTYPHBIX SITMJICTICUIA. B 3Ty rpymiy Boum
JIETU C IETCKUM LiepeOpaIbHbIM ITapaIundoM, aHOMaIHUsI-
MM pa3BUTHS TOJIOBHOTO MO3ra, ruapoliedanreii, a Tak-
K€ ¢ TOCeACTBUSIMU HEHPOMHGbEKIINA, IIepeHEeCEHHBIX
KPOBOMBIMSAHUIN, HEUPOTPABM U oItyxoJjieil. OcTajlbHbIC
10 manMeHTOB — NETH C TEHETUYECKON 3MuJIeTlICheid
Ha (DOHE TeHEeTUYECKUX M XPOMOCOMHBIX aHOMauii. [1o-
CKOJIbKY KaXXIbIif U3 3TUX CUHIPOMOB BCTPEYAJICs B €A1 -
HUYHBIX CTy4asiX, OHU ObUIM OOBEAMHEHBI B OOIIYIO IPYII-
Iy ¥ Jajiee 1Mo OTACJIbHOCTU He pacCMaTpUBaJIlCh.

DTHOJIOTUS CTPYKTYPHBIX (POKATbHBIX STUJICTICUIA;

* OCTpOE HapyllIeHNEe MO3TOBOTO KPOBOOOpAIIEHHUS

* TpaBMa;

* (hokaJbHast KOPTHKAJIbHAs TUCILIA3KS;

* OITyXOJIb;

* COCTOSIHME II0CJI€ HEeMpPOXUPYPTUYECKOTO YAajJeHUs
OIyX0oJI1 Wi (hOKaJTbHOI KOPTUKAIBLHON AUCIUIA3UN;

* aHOMAJIUM FOJIOBHOI'O MO3Ta;

* Me3UaJIbHBII BUCOYHBIM CKIIEPO3;

* ruapouedanus;

* MOCJIEICTBUE TTEPUHATATBLHOTO MopaxXeHus (y neTeit
C IETCKMM LiepeOpaIbHbIM MapaIuioM).



s’ TETCKOM
HEBPOAOT UM

CHILD
NEUROLOGY

XapaKkTepucTHKA 3NWIENTHYECKUX NPUCTYNOB. Y Ta-
LIMEHTOB OTMEYaIUCh (hOKAJTbHBIE MOTOPHBIC TTPUCTYITBI
(99 cyyaeB), hokaabHbIe HEMOTOPHBIE TTPUCTYTIBI (34 city-
yas), OusaTepajbHble TOHUKO-KIOHUYECKUE MTPUCTYIIBI
(62 cay4as). IlepeunciieHHbIE TIPUCTYITBI ¢ (GOKATBHBIM
HauyajioM ObUTH LieJibto tedeHust SHM. YacroTa npuctynon
MpencTaBjieHa B Tabj1. 1. Y omHOro malyeHTa MOTJIO cove-
TaThCSI HECKOJIBKO TUIIOB ITPUCTYIIOB.

Taomuna 1. Yacmoma npucmynog y nayuenmos
Table 1. Seizure frequency in patients

Number
of patients, n

Seizure frequency

o 10 mpucTymnos B roa
. 23
Up to 10 seizures per year

Jlo 10 mpucTynoB B MecsI1I 35
Up to 10 seizures per month

Jlo 10 mpucTymnoB B HEAEIO 4
Up to 10 seizures per week

ExenHeBHO OT 1 10 HECKOIBKUX MPUCTYIIOB 27
From 1 to multiple seizures per day

Penkue mpucTyIbl ¢ KOPOTKUM MHTEPBAJIOM 26
Infrequent seizures with short intervals

I[ToMuMoO yKa3aHHBIX TUIIOB MPUCTYIIOB, B KJIMHUYE-
CKOIi KapTHHE MallMeHTOB OTMEYaICh TOHUYECKUE TIPU-
CTYIIBI ¢ (pOoKaIbHBIM HayaioM (16 ciiydaeB), SIUJIENTH -
yecKue crasMbl ¢ (poKaJabHBIM HavyajoM (16 ciaydaes),
abcancol (12 cayvaen).

B 3aBucHMMOCTH OT NPOIOJKUTETLHOCTY TEYSHUS ST -
JISTICUM TTalyeHThI cocTaBuiu 3 rpynibl: 1) <1 roma (n = 20);
2) 1-5 ner (n = 46); 3) >5 net (n = 49). U3 Hux dapmako-
PE3UCTEHTHOCTh JUarHocTupoBaHa y 26 (22,8 %) nauu-
€HTOB.

JMannbie 3aexkTposnnedanorpapuu. O053aTeIbHBIM
KpUTEpreM BKJIIOUEHUS B UCCIeAOBaHNE ObLIO HaIu4yue
y MallMEHTOB PE3yJIbTaTOB BUAEO03JIEKTPOIHIIedaiorpa-
¢rYeCcKOro MOHUTOPUHTA B COCTOSTHUSIX OOPCTBOBAHUS
u cHa. OCHOBHAas1 aKTUBHOCTb COOTBETCTBOBaJIa BO3PACT-
HO#1 HOpMe y 68 nmeTeil, 3aMemieHue OMOJIEKTPUIECKOMN
aKTUBHOCTU OTMeYasioch y 41 pebeHKa, 1 y 6 MalMeHToB
laHHbIE 00 OCHOBHOI aKTUBHOCTHU HE MpPEeACTaBJICHBI.
AnuaentudopMHasl aKTUBHOCTh BbIsiBieHa y 110 maru-
eHTOB (Ta0J1. 2). Y 4 malueHTOB UHTEpUKTaIbHasl SIUJICTI-
TU(hOPMHAsI aKTUBHOCTD B XOJI€ MCCIEIOBAHMS HE 3aperu-
CTpYpOBaHa.

OCco0EeHHOCTU HEBPOJOTUYECKOTIO Y COMAaTUYECKOIO
craTryca NalMeHTOB IPeACTaBIeHbI B Ta0I. 3.

2

Tadauna 2. nusenmugopmHas akmueHOCMd HA IAEKMPOIHYEPAN0ZPamMMe
Table 2. Epileptiform activity on electroencephalogram

Number
of patients, n

Epileptiform activity*

PervonanbHas:
COOTBETCTBYIOIIAs IO MOP(MOJOTUM POJIaH-
JNIMYECKUM CIaiikaM (100poKayeCTBEHHbIM
SMWIENTU(HOOPMHBIM TTATTEPHAM JIETCTBA)
U CHaiK-BOJHOBAs aKTUBALIMS BO CHE
Regional:
morphologically consistent with rolandic spikes
(benign epileptiform discharges of childhood)
and spike-wave activation during sleep
WMHaekc 1o6poKayecTBEHHBIX SMWICTITH -
(OPMHBIX IMATTEPHOB JIETCTBA BO CHE:
Index of benign epileptiform discharges of childhood
during sleep
HU3KUU 5
high
CpemHuI 14
moderate
BEICOKMIA (>70 %) 28
high (>70 %)

102

47

Huddysnas

Diffuse 46

BTOpI/I'-IHaH GI/IJ'IaTepaJII)HaSI CHUHXPOHM3al g
. 52
Secondary bilateral synchrony

He BrisiBIICHA 4
Not detected

*Y 00H020 nayuenma moeno couemamucsi HeCK0AbK0 U008
HapyueHuil Ha 3neKmposxyeparozpamme.

*Individual patients could exhibit a combination of multiple types
of electroencephalogram abnormalities.

151 OLIeHKY TTOC/IeayIoeil IMHAMUKY ToKa3aTteseit
BO BpeMsI MIEPBUYHOM KOHCY/IBTAlIUM B aHKETY BHOCUIIM
pe3yJIbTaThl JJAO0OPATOPHBIX UCCICAOBAHUIA: KITMHUYECKO-
ro ¥ OGMOXMMUYECKOTo (OCHOBHBIE MTApaMETPhl) aHAJIM30B
KPOBM, a TaKKe 00111ero aHain3a Mouu. ¥ Bcex 115 nmauu-
€HTOB PE3yJIbTaThl JJAOOPATOPHBIX MCCIEIOBAaHMI COOT-
BETCTBOBAJIM HOPMATUBHBIM 3HaUYEeHUSIM. Takoke TUIaHU-
POBAIOCh NMPpoaHaIM3upoBaTh u3MeHeHus pCO, (CpaBHUTD
9TOT MoKa3aTenb 10 BBeaeHuss 3HM u Ha ¢oHe ero npu-
€Ma), HO 0Ka3aJIoCh, YTO B OOJILIIIMHCTBE PETMOHOB JaH-
HBIIi TTOKa3aTe/Ib B aMOYJIAaTOPHOI ITPaKTHUKE HEe UCCIICIY-
10T. OH ObUI UCCJIeNOBaH JUIb Y 5 MAlMeHTOB, MO3TOMY
YPOBEHb KMCIIOTHO-OCHOBHOT'O COCTOSTHMSI KPOBH Ha (po-
He Tepanuu 3HM B najnbHeileM OLieHUTh He yIal0Ch.

Bpauu orieHMBaI ICUXMYECKOE Pa3BUTHE MALIMEHTOB
10 YPOBHIO Pa3BUTHS UX P4, KOMMYHMKAIIUU W TTOBE-
neHus (Tab. 4).

63
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Tadmaua 3. Comamuueckuii u HegpoOAOLUUECKULI CHIAMYCbl RAUUEHMO8

u ncuxuampuueckue OuazHo3bl

Table 3. General medical status, neurological status, and psychiatric diagnoses
of the patients

Patient status features

JleTckuii LiepeOpaabHbIN Mapaany 3
Cerebral palsy

[lannuatuBHBII cTaTyC 4
Palliative care status

ComaTuyecKuii cTaTyc B HOpMe 75
Normal general medical status

Tyroyxoctb 1
Hearing loss

Yacro 6oseroruii pebeHOK 7
Frequently ill child

Bonesnn moyek )
Kidney diseases

DHype3 3
Enuresis

Bonesnm cepnma 7
Cardiac diseases

bone3nu xeaynouHo-KUIIIEYHOTO TpaKTa 7
Gastrointestinal diseases

OxupeHne 9
Obesity

OHIOKPUHONIATUHI 3
Endocrinopathies

Anneprusi, 6poHxHaabHast acTMa 3

Allergy, bronchial asthma

bone3Hu kpoBu (aHEMUS, TPOMOOITUTOTIEHUS ) 3
Blood diseases (anemia, thrombocytopenia)

NMMyHOIEOULIMTHOE COCTOSTHUE 1
Immunodeficiency state

KoMopOunHbie ncuxuaTpuyeckue paccTpoiicTBa
(YMCTBEHHas1 OTCTAJIOCTh, ayTU3M, 00CECCUBHO-
KOMITYJIbCUBHOE PaCcCTPOMCTBO, AETIPECCHST) 16
Comorbid psychiatric disorders (intellectual disability,

autism, obsessive-compulsive disorder, depression)

Just ouenku BausiHust 3HM Ha KOTHUTUBHBIE (DYHK-
uu et BeinoaHsuin Tect EpiTrack. M3 115 mauueHToB
MpOBeAeHO 52 TecTUpoBaHKs. OCTATBHBIX JeTEI MPOTECTH -
poBaTh He YAAJIOCh M3-3a OTPaHNYEHHOTO KOJIMYECTBA Bpe-
MEHM Ha IpreMe srmtenTosora. M3 52 TecTupyeMBIX Tpy
HyJIEBOM BU3UTE TECT CMOTJIN BBITTOJTHUTE 25 (24 %) manm-
€HTOB, UTO cocTaBuiIo 40 % 0O0IIeTo YncIia MPOBEACHHBIX
TectoB. He cMoriy BBITIOTHUTL TecT 37 MalMeHTOB.

2

Taoauna 4. Pazeumue peuu, KOMMYHUKAUUU U NOBEOEHUSL NAUUCHIMOE
Table 4. Speech, social interaction, and behavior development in patients

Number
of patients, n

Parameter

Peub:

Speech:
MPeUIOKEHUSIMU, pa300punBast 50
in sentences, intelligible
TIpeUIOKEHUSIMU, Hepa30opurBas 14
in sentences, unintelligible
¢ pazaMu 1 OTAETHLHBIMU CIIOBAMH 18
phrases and single words
pebeHOK He TOBOPUT, HO TTIOHUMAEeT 11
M BBITOJIHSIET MPOCHOBI
non-verbal, but understands and follows
commands
peOeHOK He TOBOPUT, HE IOHUMAET 20
00OpalieHHyIo peyb
no speech, lacks understanding of spoken language

KoMmyHukanus:

Communication:
KOHTAKTEH 64
communicative
YaCTUYHO KOHTAaKTEH 30
partially communicative
HEe KOHTaKTeH 22
non-communicative

TloBeneHue:

Behavior:
COOTBETCTBYET BO3PACTy 53
age-appropriate
TUTIEPAKTUBEH Ha IpreMe 30
hyperactive during examination
Oe3bIHUIIMATUBEH, BSJT HA TIpUEMe 24
passive and lethargic during examination
ayTUCTUKOIIOI00HOE 24
autistic-like

B 3akiioyeHue TecTUpPOBaHUS MAllEHT WJIM €TO 3a-
KOHHBIE TPEACTAaBUTENIM OLICHMBAINW KAaYeCTBO XXU3HM
no 5-6ajuibHol mKane (5 — OTIMYHO, | — OUeHb MJI0X0)
(Tabmn. 5).

Tabmuua 5. Kauecmeo ycusnu nayuenmoe neped HasHaueHueM 30HUCAMUOA
Tabmuna 5. Baseline quality of life in patients prior to zonisamide initiation

Score, points

Number of patients, n
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ITpumenenne 3HM. Bo Bpemst HyneBoro Busuta SHM
Ha3zHayvaJjcs B KayecTBe JOIMOJIHUTENbHOM Tepanuu 115
nanyeHTaM. Ero 1o6aBisiyiv B KauecTBe TOMOIHUTEIbHO-
IO K CJICAYIOIIMM TperapaTaM:;

* K JeBeTupaleTaMy — B 48 cayyasx (cpedHsisi go3a

37 Mr/Kr/CyT);

* K BaJIbIIpOEeBOI Kucjiote — B 48 ciaydasx (cpemHsist
no3a 21 Mr/Kr/cyr);
* K JIaMOTpUIKUHY — B 17 ciayvyasgx (cpedHsisi Ao3a

4,4 Mr/Kr/cyr);

* K IIlepaMmaneny — B 11 ciyyasx (cpemHsst no3a 6 Mr);
* K OKcKapbazenuHy — B 15 ciyyasx (cpeaHsist no3a

23 MI/Kr/CyT);

* K Jakocamuay — B 11 ciyyasx (cpemHsist mosa 8,3 mr/

KT/CyT);

* K 3TOCYKCUMUAY — B 5 ciayyvasix (cpenHsis no3a 20 mr/

KT/CyT);

* K pybuHaMuy — B 4 ciayvasx (cpenHss gosa 37,5 mr/

KT/CyT);

* K KJIOHa3enaMy — B 4 ciydasix (cpemHsisi 1o3a 1,25 mMr/cyr);
* K Tonmupamary — B 7 ciyvasx (cpenHsis nosa 4,8 mr/
KT/cyT) (ITOSICHEHUE HUXE);
K CyJIsTHaMy — B 2 citydasix (cpeaHsist 1o3a 1,75 Mr/cyr)
(TIosicCHEHUEe HIKE);
* K Kj100a3amy — B 5 ciydasix (cpemHsist no3a 16 Mr/cyr);
+ K narmogepany — B 1 ciydae;
* K (bpeHUTOUHY — B 1 cltyuae.

B xauecTBe 1OMOJTHUTENIBHON TEpariu MO OYePeaHO-
cti (papMakosorndyeckoro anamHesa 3HM HasHauvancs
1-M IOTOJHUTENbHBIM MpernapaToM (paHHSS JOIOTHU-
TeJIbHAsI Tepanus) 63 marueHTam, 2-M JOMOTHUTETbHBIM
npenapaToM — 46 mauMeHTaMm, 3-M JOTOJHUTEIbHBIM
npenapaToM C AajibHEeHIIeii OTMEHOI OTHOTO U3 MPeabl-
IYIIKUX — 5-M MaiyeHTam, 4-M JOMOJTHUTEIbHBIM Mperna-
paroM (T.e. 5-M u 6osnee 1o ouepean ADI) ¢ manbHerei
OTMEHOI OfHOro U3 Mpeablaynx — 4 nauueHtam. [pu
sToM 3HM 0bL1 100aB/IeH K MOJIUTEpay, BKIOUaBIIEH
ToOIMpaMar, ¢ JajibHeiIel OTMEHOI TTOCIeIHETo B 7 ClTy-
yasx U K MOoJIMTepanuu, BKIOUaBIIei CyJabThaM, ¢ Jajib-
Helneid oTMeHo# mocieaHero B 2 ciayyvasx. Ciaydyaes
ogHoBpeMeHHoro nmpueMa 3HM ¢ TornmupaMaTom U Cyib-
THAaMOM He ObLIO, KpOMe BpeMEHHU Iepexona ¢ OJHOTO
npemnapata Ha apyroii. B 1 ciryqae 3HM Obut nobasieH
K KOMOMHUPOBAHHOI Tepanuu MallMeHTy C paHee ycTa-
HOBJICHHBIM CTUMYJISITOPOM OJTy>KIaroIIero HepBa.

Tutpaius no3sl 3HM B 3aBUCMMOCTH OT MaccChl Tejla
1 0COOEHHOCTE! MallMeHTa MPOBOAMIACH CAEAYIOIIUM
obpaszom:

* 12,5wmr 1 pa3 B2 Hen*;
* 25wmr 1 paz3 B2 Hen (vm 12,5 mr 1 pa3 B 7 IHel);

2

* 50 mr 1 pa3 B2 Hex;

* 100 Mr 1 pa3 B 10 gHeii.

Pesynsratsi 1-ro Busuta Ha ¢one Tepanun 3SHM (uepe3
3 mec nmpuema npenapara). Ha 1-if Busur gsuiuce 99 ma-
LIMEeHTOB 13 115, 16 — BLIOBIIY M3 KCCIIEIOBaHMS 10 pa3-
HBIM TIPUYMHAM.

Cpennsis noza 3HM coctaBuiia 173 Mr/cyT, Wi ¢ ydeToM
cpeHelt Macchl TeJia maiueHToB (41 kr) 4,2 Mr/KT/cyT.

D deKTUBHOCTH NMpenapaTa OLEHUBAIU 10 KPUTEPHUIO
CHYDKEHMS YaCTOThI MPUCTYNOB. CHIDKEHE YaCTOThI IIPUCTY-
moB Ha 50 % 3aperucTpupoBaHoO y 22 alMeHToB, Ha 75 % —
y 25 NMalMeHTOB, MOJIHbIM KOHTPOJIb ITPUCTYIIOB TOCTUTHYT
y 31 maumeHnTa. Yactora npuCTynoB He M3MeHWIach y 19 ma-
LIMEHTOB. YyYalleHWe NPUCTYIIOB OTMEUEHO B 2 CITy4JasiX.

HexenarenbHble siBIeHUS HE BbISIBJAEHBI Y 80 mariu-
eHroB. B octanbHbix 19 (19,1 %) ciydasx HS 6butn ipu-
eMJIEMbIMU [IJIs1 MALIMEHTOB U UX CEMei U He ToTpe0oBaIn
OTMEHHI IIperapaTa. AJUIepruy He HabI01aI0Ch.

HexenarenbHbie sBiaenus npu npueme 3HM, otmeuen-
Hble npu 1-m Bu3NTE:

* CHUXXCHUE anmneTuTa — y 6 MalueHTOoB;

* CHMXXEGHUE MacChl Tejla — Yy 6 IMallMeHTOB, M3 HMX
4 mauueHTta oueHunn HS kak «xopoiee» (3to HSA
OTMEUEHO Y TeX Xe MallMeHTOB, Y KOTOPhIX Ha0JIr01a -
JIOCh CHUDKCHUE aTlleTUTa);

* paccesIHHOCTh — Yy 4 MaIlMeHTOB;

* pa3apaXUTETbHOCTh, TUIAKCUBOCTh — Y 2 TTAlIMEHTOB
(HA perpeccupoBann);

* QoJiee CIloKoitHOe moBeaeHue — y 3 nauueHToB (HA

OLIEHEHO KaK «XOpOoIIee»);
BpeMeHHbI 3¢ ¢eKT — y 1 maluueHTa;

* TIPUCTYITHI 6e3 U3MEHEHUIA, HO YTy4IlIeHUE IToKa3aTelieit
3JIEKTPO3H1IEeDaTOrpaMMbl; CyXOCTb KOXU ITPU TIpHUeMe
npenapata B 103¢ 250 M1, mpu CHYKeHUU 10361 10 200 Mr
HSI perpeccupoBanu — y 1 mauueHra;

* COHJIMBOCTb, IIpreMiIeMasi — y 3 TallueHTOB;

* yXyIlIeHre 00y4aeMOCTH, CHIDKEHME YCTIEBAeMOCTH —
y 1 maneHTa;

* BO30YXI€HHOCTh, HapyIlIeHWe CHa — Yy 1 MmarueHTa;

* YMEHBIIICHNE MPUCTYIIOB MUTPEHU — y 1 TalueHTa
(HSI onieHEHO KakK «Xopoliee»);

* YMEHBIIICHNE TUKOB — Y | IMarueHTa;

* coueranue nByx HS: Bo3OyxkineHHe, COHJIMBOCTb
Y CHIDKEHME allleTUTa, BSJIOCTh — y 7 MaIlueHTOB.
Pesynsratsi 2-ro Busuta Ha ¢one Tepamuu 3SHM (uepe3

6 mec). Ha 2-it Bu3uT saBumuch 94 nanueHTa (5 naureHTOB
BBIOBLTO, B TOM YMCIIE 2 TTALIMEHTAa B CBI3U ¢ oTMeHo SHM
Mo MpUYUHE HU3KOTO 3(deKTa).

CpenHuii pocT NalMeHTOB cOCTaBUII 142 cM, cpemaHsIsa

Macca tena — 41 kx, cpenauit UMT — 20,3 kr/m2.

*A0 «@upma EBPOCEPBUC» pekoMeHyeT MpyeM npenapata 3oHerpaH® cormacHo MeAULMHCKOI MHCTPYKLIUK Mo TpuMeHeHuIo PY-JITT 00739.

Karicyna nipenapata 3oHerpan® He menutcs.

OPUTUHANDBHBIE CTATb MU
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DnuienTHyecKue NpucTynbl, Kynupoanabie 3SHM: do-
KaJIbHbIe MOTOPHbBIE IPUCTYTIBI — 83 ciyvasi, (poKaabHbIe
HEMOTOPHBIC MPUCTYIBI — 13 ciy4yaeB, OWIaTepaabHbIC
TOHUKO-KJIOHWYECKUE TTPUCTYITbI — 32 ciiydast. ¥ oJHOTo
TalyeHTa MOIJIO COYETaThCsl HECKOJIBKO TUIIOB IPUCTYITOB.

Oc00EeHHOCTH HEBPOJIOTMYECKOTO M COMAaTUYECKOTO
CTaTyca OCTaIMCh O€3 UBMEHEHMIA IT0 CPABHEHUIO C HYJICBBIM
BU3MTOM. Y | malyMeHTa BbIsIBJIeHA TUIIOHATpUeMMs, y 1 —
OKcaJIaThl B MOU€, Y 1 — TTOBBIIIIEHKME YPOBHSI acliapTaTaMu-
HOTpaHchepasbl, OCTATbHBIC aHAIU3bI — 0€3 U3MEHEHMUIA.

Ha 2-M Bu3uTE OLIeHMBAJICS YPOBEHD Pa3BUTHS PEYH,
KOMMYHUKALIMU 1 TIOBeIeHUsI TaleHTa. CpaBHUTEIbHBIC
JlaHHbIe (B MPOLIEHTaX) MpPeACTaBICHbBI HIKE B pa3iesie
«Pe3ynbrarhsl».

Tect EpiTrack Ha 2-M Bu3uTe ObLI MpoBeAeH 39 manu-
eHTaM. M3 HuX ¢ yBeImyeHueM OaJlJIOB TECT BBITTOJIHWIN
12 maumeHTOB, 0e3 M3MeHeHU — 27 manueHToB. OcTaNb-
HBIM TTallMeHTaM TECT He MPOBOIUJICS IT0 TEM XKe ITPUIK-
HaM, YTO U TIPU HYJIEBOM BU3HTE.

KauecTtBo xu3Hm dyepe3 6 mec mpuema 3HM Kak ot-
JIMYHOE OLIEHWN 17 IMallMeHToB, KaK xopoliee — 36, Kak
YIOBJIETBOPUTENIBHOE — 26, KaK Itoxoe — 11, oueHb I1o-
xoe — | MmanueHT.

Onenka npumenenusa 3HM. Cpennsia no3a 3HM nipu
2-M BU3UTe cocTaBmia 191,5 Mr/cyT, Win, ¢ y4eTOM Cpei-
Hell Macchl Tejla MalueHToB, 4,6 MI/KT/CYT.

Db deKTUBHOCTD ITpeTapara: CHIDKEHHUE YaCTOThI IPY -
ctymoB Ha 50 % orMedeHo y 15 manueHToB, Ha 75 % —
y 23, TIOJIHBII KOHTPOJIb IPUCTYIIOB — y 45. Yacrora npu-
CTYIIOB He M3MeHW1ach y 11 manueHTOB. YyalieHus
MPUCTYIIOB I10 CPAaBHEHMIO C 1-M BU3UTOM HE OTMEYEHO.
Yuco pecrioHaepoB cocTaBuiIo 83 maneHTa. CXeMbl co-
ITyTCTBYIOILE Tepalliy MPUBEIEHBI B Ta0JI. 6.

Taoauna 6. Conymcmeylowas mepanust
Table 6. Concomitant therapy

Thera!peutic Dl First visit Second

regimen Baseline visit visit
1 ADII + 3HM
1 AED + ZNS 63 64 7

31
2 ADII + 3HM 46 1rz(;\I?M1_([);‘ 18
2 AED + ZNS L AED +
hormone

3 ADI1 + 3HM 5 _ 4
3 AED + ZNS
4 ADI1 + 3HM 4 _ _
4 AED + ZNS

Ilpumenanue. APl — npomueosnusenmuueckuii npenapam,
ADII — 30nucamuo.

Note. AED — antiepileptic drug; ZNS — zonisamide.
|
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D dekT B OTHOIIEHUH NPUCTYNOB: (DOKATbHBIE MOTOP-
HbI€ TPUCTYIIbI KYMMPOBAIUCH Y 83 MallMEHTOB, (pOKasb-
HbIe HEMOTOPHBIE — y 13, OuaTepajlbHble TOHUKO-KJIO-
Huvyeckue —y 32.

HexenarenbHble apieHns npu npueme 3HM, otmeden-
Hble npu 2-M BusuTe. HSl He BBISIBIEHBI Y 65 MallMeHTOB.
Y 8 manMeHTOoB 3a 6 Mec mpreMa OTMEYalINCh TPAH3UTOP-
Hele HA, perpeccupoBasiime 3a 1 Mec: CHIDKEHUE ariie-
THUTa, COHJIMBOCTb, HEBHUMATEJILHOCTb. Y 5 MallMEeHTOB
HA notpedosanu cHuxkeHus 1036l 3HM. ¥V 5 mameHTOB
npernapar 0bU1 OTMeHEH (Y 2 — 1U3-3a BO30YXIeHUS U Ha-
pYILIEHUS CHA, y 3 — M3-3a COHJIMBOCTU, CHIKEHMS yCITe-
BaeMOCTH U allleTUTa; CEMbU MAIIMEHTOB ITOCUUTAIN 3TH
HS nenpuemnaeMbIMu).

Pe3synbTartbl

B uccnenoBanue ObUIO BKIIOYEHO 115 manmeHTOB.
[TonHOCTRIO 3aBeplIMIM MccaenoBaHue 94 malueHTa.
21 mauueHT BHIOBLT U3 ucciaegoBaHus. Yepes 3 mec u3
HCCIIeTIOBAaHMS BHIOBLIO 16 IAallMeHTOB M3-3a HECOOIIo/Ie -
HMS IPOTOKOJIA MccaenoBaHus. B TeueHue 3 Mec HU OUH
MalMeHT He BBIOBLT M3-3a OTMEHBI 30HMcamuaa. [pono-
KWK uccinenoBanue 99 namueHToB. CITycTs CleAyIolue
3 Mmec (T.e. yepe3 6 Mec OT Havajia MCCIeI0BaHMsl ) BEIOBITIO
elle 5 malureHTOB, TAKUM 00pa3oM, 3aBEPIIMUIN UCCIIEN0-
BaHue 94 nanyeHTa. M3 5 BBIOBIBIIMX TOJIBKO Y 2 TaIlUeH-
TOB 30HUCAMUJI ObLI OTMEHEH, OCTaJIbHBIC TTALIMCHTHI BbI-
ObUIM 13-3a HAapYyIIeHUI ITPOTOKOJIa MCcCIeaoBaHus. TakuM
obpa3oM, NepBOHAYaIbHOE YMCJIO AalMeHTOB — 115, BbI-
ObLI U3 UccaenoBaHus 21 manyeHT (M3 HUX 19 nauueHToB
BBIOBLIO 13-3a HApYLIEHMWI MPOTOKOJIA, 2 TTallMeHTa IIpe-
KPaTWIX y9acTHe M3-3a OTMEHbI 30HMCAMU/IA).

Bmusire 3HM na pocT, Maccy Tea u UMT yepes 3 u 6 mec
Tepanuu. 3a 6 MeC Macca Tejla TallMeHTOB B CPETHEM yBe-
JIMYMIIACh Ha 2,5 KT, YTO COOTBETCTBYET HOPMAJIBHBIM TEM-
TaM IIpUOaBKU MacChl Tejia y IeTeil M oapocTKoB. CpeaHmii
poct yBeauumiacsa co 132 go 142 cMm, 4To TakKe SIBISIETCS
dusnomornueckoit Hopmoit. Cpeauniit UMT 3a 6 Mec yBe-
umics Ha 1,6 kr/m2. UHTepecHO OTMETHTD, YTO y MaLy-
€HTOB C UCXOIHBIM OXHpeHueM (9 malMeHTOB Ha cTapTe)
HE TIPOM30IILIO MaTOJIOTMYECKOr0 CHIXKEHMST MacChl Tela,
a y NalMeHTOB ¢ HU3KOM MAaccoii Tejla He OTMEUYECHO ee
KPUTUYECKOTO CHIXKEeHUS (Tab1. 7).

Takum obpazom, Tepanust 3HM He oka3biBaeT Hera-
THBHOTO BJIMSIHUSI HA POCTOBBIC TTOKa3aTe v (OHU OCTa-
I0TCS B TIpeesiaX BO3PACTHOM HOPMBI) M HE MPUBOAUT
K KIIMHUYECKU 3HAYMMOM ITOTePe MAcChl TeJIa y OOJIBIIIH -
CTBa MallMEHTOB, HECMOTPSI HA U3BECTHBIN 3(hPeKT CHU-
JKEHUS alIeTuTa.

DpdexTuBHocTh 3HM: BiIMAHME HA YACTOTY NPUCTYTIOB
yepe3 3 U 6 Mec Jie4eHuUs, B TOM YKCJIe B 3aBUCHMOCTH OT pa-
Hee noJryyaemoii Tepamun. DhdHEKT B OTHOILLIEHUHY TPUCTYIIOB
B HallleM MCCIIeI0BaHUM: (hOKAJIbHbIC MOTOPHBIE ITPUCTYIIBI
KynupoBaHbl y 83 (88,2 %) u3 94 manueHTOB, (hOKaIbHbIC
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HeMOoTOopHbIe IPUCTYIB — Y 13 (13,8 %) u3 94, 6unartepaiib-
Hble TOHUKO-KJIOHMYEeCKHUE TpUCTYHbl — y 32 (34 %)
u3 94 (TabJ. 8). Y omHOro naiyeHTa MOTJIO COuYeTaThCs He-
CKOJIbKO TUIIOB ITPUCTYTIOB.

Taoauna 7. Uzmenenus: Macco-pocmossix nokasameneil nayueHmoes 3a 6 mec
mepanuu
Table 7. Changes in anthropometric parameters of patients over 6 months of therapy

Vizit Mean
height, cm

Mean body | Mean body mass
weight, kg index, kg/m2*
Hynesoit
S 132,0 38,53 18,07
Baseline
(as of Dec 31, 2025)
Bropoii
(30.06.2026) 142,0 41,0 20,3
Second

(as of June 30, 2026)

*Hopma — 18,5—25,0 ke/m2.
*Normal range is 18.5—25.0 kg/m?.

Taomuma 8. Dpgpexmusrocms 30nucamuda é cpagnenuu uepes 3 mec
(1-i1 6uzum) u 6 mec (2-ii gusum)
Table 8. Comparison of zonisamide efficacy at month 3 (visit 1) and month 6 (visit 2)

m

CpenHsisi CyTOYHas 1032, MT'/CyT

Mean daily dose, mg/day 173 191,5
CpenHsis 103a Ha CPETHIOI Maccy
TeJia, MI/Kr/cyT 49 467

Mean daily dose adjusted for mean body
weight, mg/kg/day

CHUXEHUE YaCTOTHI IPUCTYIIOB
Ha 50 % u Gonee 22 15

>50 % seizure reduction

CHUXEHME YacTOThI ITPUCTYIIOB
Ha 75 % u Gonee 25 23
>75 % seizure reduction

TToaHBIM KOHTPOJIb IPUCTYIIOB 31 45
Seizure freedom

bes addekra

No effect 19 11
YyaleHue MprcTyIoB 2 0

Seizure aggravation

OtMmeHa npenapara 2 7
Treatment discontinuation
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Bimsinne 3HM Ha coMaTHuecKMid 1 HEBPOJIOTHYECKHUIA
craryc. OCOOEHHOCTY HEBPOJIOTMYECKOTO M COMaTUYeCKO-
ro cTaTyca He M3MEHWINCh M0 CPAaBHEHUIO C HYJIEBBIM
BU3UTOM. 3a(uKCHUpOBaHbI 1 cllyyail rUIoHaTpUEMUU
(6eccuMMITOMHOI1), 1 ciydait MOBBILLIEHKST YPOBHS acrap-
tatraMuHOTpaHchepassl 10 42 En/n (He3HauUTEIbHOE
TPaH3UTOPHOE MOBBILIEHUE, BOBMOXHO, CBSI3aHHOE C CO-
MYTCTBYIOWIEH Tepanvei Win UHAMBUIYaJIbHOMN peakiu-
eif). ¥ Bcex 115 maliueHTOB Ha HYJIEBOM BU3UTE OCHOBHBIE
MOKA3aTeI KPOBU U MOYM ObLIM B HOpMe. YposeHb pCO,
He yIaJ0Ch OLIEHUTh B TIOJIHOM 00beMe U3-32 0COOCHHO-
cTeii aMOy/IaTOPHOM MPaKTUKY (TaHHbIE MTOJYYEHbI TOTb-
Ko y 5 nauueHToB). Takum obpa3zom, mpoduib d6e3omac-
Hoctu 3HM B oTHouleHUM J1abOpaTOPHBIX TECTOB
paclieHeH Kak 0JIaronpusITHbIMA.

Be3onacHocTs 1 nepeHocuMocTs Tepamuu 3HM, yacro-
Ta u xapakrep HfA. 3abukcupoBansl 7 ciiydyaeB CHUKEHUS
arreTrTa U 6 cIyJaeB CHUKEHUST MacChl Tejla (4acTh 3TUX
H*I oTMedeHBI KaK «XOpoIe» s MallueHTOB C OKHpe-
HueM). Takum oOpa3oM, CHMXKEHUE allleTuTa U MaccChl
TeJla HOCUT JIETKMI, TPaH3UTOPHBIA U 10303aBUCHUMBIN
XapakTep (KynmupyeTcsl Mpy KOPPEeKIIMHY 103bl) U HE HAPY-
1aeT comaTuyeckoe 3goposbe. Yacrora ormeHs 3SHM
n3-3a HA cocraBumna <5 % (5 u3 94) ciayuaes, 4To SIBJISI-
€TCs1 OTVIMYHBIM IToKa3aTeJsieM [uis Jroooro ADIT. OtMedyeH
JI0303aBUCUMBIN M TpaH3UTOPHBINA Xapakrep HS: oHu
BO3HUKAIOT MPEUMYIIIECTBEHHO B IEPUO TUTPALIU JO3bI
(mepBbie 1—3 mec). COHIUBOCTb U celalusl SIBISIOTCS
KJacCUYECKUMU 10303aBUcuMbIMU HSl, KoTOpble MUHU-
MU3UPYIOTCSI MeAJICHHOM TUTpaiueit (25 Mr 1 pa3 B 2 He)
1 OJHOKPATHBIM Be4epHUM IpreMoM. CHIKEeHUE arrie-
TUTA TaKKe HOCUT J0303aBMCHUMBbIN XapaKTep 1 4aCTO HU-
BEJIUPYETCS MPU JOCTUKEHUU CTaOMIIBHOM TO3BI.

Takum o6pazom, 3HM — mipenapar ¢ ynpaBJisieMbIM
npoduieM nepeHocumoctu. Ctpaterust «low and slow»
(HM3Kas cTapToBas 103a U MeIJIEHHAasi TUTPALlus ) O3B0~
JISIeT MPaKTUYECKU TMOJHOCThIO M30eXaTh KIMHUYECKU
3HaunMMbIX HA. TpanautopHslii xapaktep MHorux HA naet
BO3MOXHOCTb OOJIBIIIMHCTBY ITallMEHTOB YCIEIITHO aarl-
TUPOBATHCS K TEpaAIlMu B TEUEHUE MEPBbIX 2—3 Mec.

Bimsinne 3HM na korHuTuBHbIE hyHKIMH. Paznnuus
10 TTOKa3aTessIM Pa3BUTUS peur, YPOBHS KOMMYHUKALIUU
W TOBeNeHUs MaleHTa (B IMPOLEeHTaX OT 00Iero yrcia
MalueHTOB) MpY HyJeBoM Busute (n = 115) u 2-M BU3UTE
(n = 94) B cpaBHeHUHU NpeacTaBiaeHbl B Ta0a. 9. BaxHo
OTMETUTb, YTO IIPY CPETHEM BO3PacTe BKIIOUEHHBIX B Ha-
OmroneHre mayeHToB 9,95 roga y 42 % nauneHTOB TN~
TeJbHOCTh 3aboJieBaHUs cocTaBumiaa >S5 yet. [Ipu sTom
KaXIbIi 4-11 MallMeHT, BKJIIOYEHHBII B HAOII0AeHHUE, ObLT
(hapMaKoOpe3UCTECHTHBIM.

IcuxoamormoHasbHOE cocTOsIHME U oBenenne. Ha 1-M Bu-
3UTe 3a(UKCUPOBAHO MOJIOKUTETHLHOE BIMSHUE Teparil —
«CTIOKOITHEee MOBEICHNIE» , <YMEHBIICHNE TUKOB» , <YMEHb-
IIEHUE MPUCTYIIOB MUTPEHN». Y MALIMEHTOB C ayTU3MOM
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Tabmaua 9. Pazauuus no nokasamensim pazeumus peuu, KOMMYHUKQUUU
U noBedeHUs NAYUeHMOo8 (6 NPoUeHmax om ooule2o YucAa NAyUeHmog)
npu Hynegom guzume (n = 115) u emopom eusume (n = 94), é cpasHenuu
Table 9. Comparison of speech, communication, and behavioral dynamics
in patients at baseline (n = 115) and second visit (n = 94) (as a percentage
of the total number of patients)

Second
visit, %

Baseline
visit, %

Parameter

Peun:

Speech:
MpeTOXKEeHUSIMU, pa3dbopurBast
in sentences, intelligible
MPeIIOXKEHUSIMU, Hepa30opunBas
in sentences, unintelligible
dpazaMu ¥ OTACITHLHBIMU CIIOBAMHU
phrases and single words
pebGeHOK He TOBOPUT, HO MTOHMMAET
U BBITIOTTHSIET MIPOCHOBI
non-verbal, but understands and follows
commands
pebeHOK He TOBOPUT, He TIOHUMAET
0o0palleHHYIO peub
no speech, lacks understanding of spoken
language

43,47 56,38

12,1 9,57

15,65 9,57

9,56 7,45

17,39 14,98

KommyHukarus:

Communication:
KOHTaKTECH
communicative
YaCTUYHO KOHTAKTEH
partially communicative
HE€ KOHTAKTEH
non-communicative

55,65 60,0

26,0 22,3

19,1 13,82

TloBenenue:

Behavior:
COOTBETCTBYET BO3PACTy
age-appropriate
TUTIEPAKTUBEH HA TpUeMe
hyperactive during examination
663])IHI/I].[I/I3TI/IB€H, BAJI Ha IIpUEME
passive and lethargic during examination
ayTI/ICTI/IKOHO,Z[06HOC
autistic-like

46,0 46,8

26,0 14,89

20,86 19,1

25,5 17,0

(n = 16) 1 ayTUCTUKONOLOOHBIM MoBeaeHueEM (n = 24)
YXyAILIEeHWI He otMedeHo. HSI B BUe pa3apaXkuTeIbHOCTH
Y TUTAKCUBOCTH, BO30YKIIEHHOCTH, HApyILIEHUs CHa, COH-
JIMBOCTH PErpeccUpoBaid B Te4eHHUE 1-ro Mecsila mprema.
Crnyyait «cTall XyXe YIMThCS/CHU3WIAChH YCIIEBAeMOCTb» —
eMHUYHBII, TTOTPeOOBaJl OTMEHBI IIpernapara, K ToMy Xe
y IaHHOTO IallMeHTa He IOoJy4YeHO 3(ddeKTa JIeyeHus
Ha MPUCTYIIHI.

JIlvHaMuKa MoBeAeHYECKUX MAaTTepHOB (2-11 BU3UT):
MOBeJCHYE TI0 BO3PacTy OBUIO OTMEYEHO Y 53 MallMeHTOB
Ha MCXOIHOM YPOBHE U B JaJbHEHIIeM, Ha 2-M BU3UTE —
y 44 (CHUXXeHMe 4Mc/ia MallMeHTOB 13-3a BHIOBIBIIMX).
OTMe4eHO CHIDKEHYE TUITEPAKTUBHOCTH (HYJIEBOI BUBUT —
30 nmauueHToB, 2-if BU3UT — 14), OE3bIHULIMATUBHOCTU
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(HyneBoil BU3UT — 24 malueHTa, 2-i BU3uT — 18), ayTu-
CTUKOMOA0OHOTO NOBeAeHMS (HyJIeBO BU3UT — 24 maliu-
€HTa, 2-i1 BU3UT — 16).

Takum o6pazom, 3HM neMOHCTpUPYET MOJIOKUTETb-
HOE BJIMSIHUE Ha TICUXO3MOLIMOHAJIBHYIO chepy y 4acTh
nereii (CHIXKeHNEe TUIePaKTUBHOCTU, TPEBOXHOCTH). Bo3-
Hukatomme HA (pa3apakuTe1bHOCTb, COHJIMBOCTD) SIBJISI-
I0TCS TPAH3UTOPHBIMU M XOPOILO YIIPaBIsIeMbIMU (KOpP-
PEKIIMSI DO3bI, TUTPALIS).

Bmmsgune 3HM Ha KorHUTHBHBIE (DYHKIIMM OLICHUBAJIOCH
¢ moMoliblo Tecta EpiTrack (netckuit) no BBeaeHuss SHM
M yepe3 6 Mec moce Hadaja ero npuema. Tect EpiTrack
MPOBOAMJICSI HE BCEM MallMeHTaM B CBSI3M C JBUTATE]Ib-
HBIMHM HapYIICHUSIMU MPU ASTCKOM liepeOpaJbHOM Ia-
pajuye U OTCYTCTBMEM KOHTAKTa IIpU ayTH3Me, a TaKKe
(Y HOpPMOTUIIMYHBIX MMAIlMEHTOB) B CBSI3U C HEXBAaTKOM
BpeMeHU Ha npueMe Bpada. Ha 2-M Busute EpiTrack Ob11
npoBeaeH 39 nalnueHTaM, Ipy 3ToM 12 malueHToB Ha-
Opanu 0oJblliee KOJUYECTBO 0AJIJIOB, YeM IPU HYJIEBOM
BU3UTE; y 27 MALIMEHTOB Pe3y/IbTaThl TeCTa HE U3MEHM -
JIMCh. JlaHHBIE PE3YJIBTaThl TOBOPSIT O CTA0MIBHOCTU KOT-
HUTUBHBIX QYHKIWI U OTCYTCTBUM UX yXyAIIEHUs Ha (Ho-
He Tepanuu. YayuiieHue pesyiabraToB Tecta EpiTrack
MOXKET OBITh CBSI3aHO KaK C MPSIMBIM JICMCTBUEM IIpera-
pata, TaK U C YJIydIleHueM KOHTPOJISI Haf IMPUCTyIaMK
U CYOKIIMHMYECKON 3MuaenTU(OOPMHON aKTUBHOCTHIO
BO CHE, YTO ITOJIOKUTEIbHO CKa3blBa€TCS HA BHUMaHUU,
naMsITU U odydaeMocTu. TakuM o6pa3oM, B paMKax JaH-
HOTO UCCJIEIOBaHUS HEe OBLIO BBISIBJICHO HETaTUBHOTO
BnussHusg 3HM Ha KorHuTUBHBIE (pyHKIIMU. Bojee Toro,
Y 4acTU MallMEeHTOB, MPOIIEAIINX TECTUPOBAHUE, OTME-
YyeHa MOJOXUTEIbHAS JUHAMUKA.

AHaJIM3 MOATrPYNI MANKMEHTOB B COOTBETCTBUHU C BO3pa-
CTOM, 10JI0M, aHamMHe30M Tepanmuu ADII. Paznuuus B olieH-
K€ KayecTBa XM3HU y MallMeHTOB A0 BBeaeHuss 3HM
U Ha (poHe ero npuema InpeacraBaeHbl B Taod. 10.

Ta6mua 10. Paziuuus 6 oueHke Ka4ecmea JCUsHU y RayueHmos 00 66e0eHUs
U Ha ghoHe npuema 3oHuUcamuoa

Table 10. Differences in quality of life scores in patients before and during
zonisamide therapy

S : Before zonisamide During zonisamide
core, points
therapy, n therapy, n

5

4 31 36

3 37 26

2 32 11

1 7 1




PYCCKUN

sy IETCKOM
HEBPOAOT' MU

Pannsas nonosnureabHasa Tepanusa. M3 o6iieit korop-
Tl (115 mauumeHToB; cpeaHuil Bo3pact — 9,95 roxa;
52 % MaJbuMK1) MBI BBIACWIN 2 CTPaTErMUeCKY BaxKHBIC
TTOATPYIIIIBL:

* IpyIIa paHHEeW JOTOJHUTEIbHOM Tepanuu — 37 ma-
LIMeHTOB, KoTopbiM 3HM ObUT Ha3HaUeH B KauyecTBe
1-T0 WM 2-ro TOMOJHUTEIBLHOTIO Iperapara mpy He-
JIOCTaTOYHOM 3(PHEeKTUBHOCTU MOHOTepanuu (1-i uimu
2-11 TIpenapar B CXeMe, T.¢. IyoTepanus WIK paHHss
TpuTepanus);

* IpyIIa IT03IHEeH TOIOTHUTEIBHOM Tepaly — Maru-
eHThl, nonydaBre 3HM B kauecTBe 3-10, 4-10 1 60-
Jiee TperapaTa, YTo COOTBETCTBOBAJIO (hapMaKope3u-
CTEHTHOMY T€YCHUIO SIIVJICTICUN.

Kpome Toro, oteapHO OblIa IpoaHaIM3UpOBaHa IO -
IPYIIa NallMeHTOB C IIUTEIbHOCTHIO 3a00eBaHus <1 ro-
na (n = 20) — 310 HauboJIee «dUCTasT» MO /11 OLIEHKU
3¢ (HEKTUBHOCTH paHHETO BMEIIATEIbCTBA.

DddexTusnocts 3HM B 3aBHCHMOCTH OT BpeMeHH Ha-
3HaveHuda. 1. Pannasa nonoaxurenbHas tepanus (n = 37).
Y nauuenTos, noaydyaBmux 3HM (3oHerpaH) B KauecTBe
1-T0 MK 2-T0 MTOMOJHUTEIBHOTO IIpenapara, 3auKCUpo-
BaHa HauOoJiee BbICOKAsl YacTOTa JOCTMXKEHUS TTOJHOTO
KOHTPOJISI TPUCTYIIOB. AHAIN3 SIBKY Ha 2-i1 BU3UT (4epe3
6 Mec) mokasaj, 4To U3 94 manyeHTOB, MPOIOJIKUBIINX
Tepanuio, y 83 (88 %) ObLI TOCTUTHYT TepareBTUYCCKUIA
OTBET (CHIKEHME YaCcTOTHI TpUCTyIoB Ha 50 % w1 6odee).
ITpu sTOM y 45 nmauueHToB (48 % Bceit Koropthl, 54 %
OT 4KCJ1a PECITOHAEPOB) ObLT JOCTUTHYT MOJIHBIA KOHTPOJIb
MPUCTYITOB. BaxkHO MMOTYEPKHYTh, YTO MOJHBIA KOHTPOJIb
JOCTUTAJICS TIPEUMYIIIECTBEHHO y MAallMeHTOB C paHHUM
HazHayeHreM 3HM. TlaluueHThI ¢ IIUTeIbHBIM aHAMHE-
30M SIWJICTICUM U TIOJIUTEpanueii u3 3—4 mpernapaToB pexke
JOCTUTAJIU TIOJIHOTO KOHTPOJIS, XOTSI U IEMOHCTPUPOBAIA
3HaunuMoe (>75 %) CHUXKEeHUE YaCTOTHI IIPUCTYIIOB.

2. AHaIM3 MOATPYNNbI MAIMEHTOB C JJIMTEIbHOCTBIO
3a0oseanus <1 roma (n = 20). JlaHHas moarpymma npeacTan-
JISIET OCOOBIIA MHTEPEC, TaK KaK Y 3TUX MALIMEHTOB eIl He
copmupoBaiach (hapMaKope3UCTEHTHOCTh, U 3(P(HEKTUB-
HOCTb IIperapara oTpaXkaeT €ro MCTUHHBIM TIOTeHIIUAIL.

Ioarpymma Bkimoyana 20 MalMeHTOB; CPeIHUI BO3pacT
COIIOCTaBMM C TaKOBBIM B OCHOBHOI Koropte. McxomHast
Teparus: MpakKTUYeCKX BCeM MallMeHTaM (3a UCKITIoYeHreM 1)
3HM 06bu1 Ha3HAaYeH B Ka4ecTBe 1-ro uiv 2-ro AOINOJIHU-
TEJIBHOTO TIperapaTa (IyoTeparusi WIn Iepexo ¢ MOHOTe-
panuun). DTHOJIOTHS: IPEUMYIIIECTBEHHO BO3PACT3aBUCH -
Mble (POKaTbHBIC SMUICTICUM U CTPYKTYPHBIE (hOKaTbHbBIE
AIWICTICUU C Ie0I0TOM B IETCKOM BO3pacTe.

Db bekTUBHOCTD: Y Bcex 20 MmaneHToB, MPOI0IKaB-
KX Tepanuio, K 6-my Mecaiy (ssBka 100 % B 370 IO -
rpynmne) Ob1 3apMKCUPOBAH KIMHUYECKU 3HAYMMBbII
a¢p¢exT. [ToaHbI KOHTPOJIb MPUCTYIOB ObLT JOCTUTHYT
y 12 (60 %) u3 20 manyeHToB, YTO 3HAYUTEIHHO BHIIIIE,
YeM B CpeIHeM I0 Bceil Koroprte (48 %). ¥V ocTalbHBIX
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8 manueHToB 3aUKCUPOBAHO CHUKCHUE YaCTOTHI IIPH-
crymoB Ha 75 % u 6oree.

IlepenocumocTs: B aT0i1 moarpynne H 6vutn 3ape-
TUCTPUPOBaHBI UMb Yy 3 (15 %) mauueHToB, U BCE OHU
HOCWJIM JIETKUI TpaH3UTOPHBIN XapakTep (Jierkast COHJIU -
BOCTb, CHIDKEHHE alllIeTUTa, PErpecCUPOBaBIINE CAMOCTO-
SITEJILHO WJIY TIPY MATKOM KOppeKuuu 103bl). Hu ogHoro
CJTydast OTMEHBI IIperapara u3-3a HelepeHOCUMOCTH B IaH-
HOM IpyIIie He ObLI0. DTO MOATBEPXKIAET, YTO ITPU PAHHEM
Ha3HAYCHUU U a[lcKBaTHOI TUTpaLlMy 30HerpaH 00/1amaeT
OTJIMYHBIM IPO(UIEM ITEPEHOCUMOCTH.

JlaHHBIE MO CHUXKEHHIO J103bl BAJILIIPOEBOIl KMCJIOTDI.
OTneNbHBIN MHTEPEC MPEACTABISICT BO3MOXHOCTD PETyK-
LIMU COMYTCTBYIOLIEH Tepanuu Ipu nodasieHun 3HM,
0COOEHHO B OTHOIIIEHUM BaJIbIIPOEBOI1 KMCJIOTHI, YIUTHIBAsT
ee MobouHbIe 3P (HEKTH (YBeIMYEeHUE MACcChl TeJla, KOTHU-
TUBHBIC HApYIICHUs, SHIOKPUHHBIE PACCTPOICTBA Y JIe-
BOYEK-ITOIPOCTKOB, PUCK TEPATOTeHHOCTH).

BanbrpoeByio KUCIIOTY B COCTaBe MCXOIHOM Teparu
nojyyanu 48 mauneHToB. Ee cpenHsist 1o3a 10 Ha3HAUYeHUsT
3HM cocrapinsiia 21 mr/kr/cyt. JluHamuka Ha (poHe no-
oaByieHus1 3HM: X0Ts1 IpOTOKOA UCCIEAOBaHUS He TIpe/-
rmoJjiaraj 00s13aTeJIbHON PEIyKIIMU J03bl BaJbIIPOEBOI1
KUCJIOTHI, aHAJIM3 JaHHBIX 1-TO M 2-TO BU3UTOB IOKAa3all,
YTO Y psifia MAllMEHTOB OHA Obljla CHUXKEHa.

TakuMm 00pa3oMm, MoJydeHHbIC TaHHBIE MTO3BOJISIOT
MPeanoaoXuThb, 4To nobdasieHue 3HM coznaet ycioBust
171 yMeHbleHus: ynciaa ADIl u cHUxXXeHus 1036l Ballb-
MPOEBOI KMCJIOTHI Y YaCTH MALIUCHTOB.

06cyxaeHune

B namem uccnenoanuu 3HM moka3zaji BBICOKYIO
3¢ (HEKTUBHOCTh B OTHOIIEHUU (DOKAJTBLHBIX MOTOPHBIX,
(bokaIbHBIX HEMOTOPHBIX Y OMJIaTepaIbHBIX TOHUKO-KJIO-
HUYECKUX ITPUCTYIIOB C (POKaIBHBIM HA4aJIOM ITPU CTPYK-
TYPHOI U TeHETUIECKON SMUJICTICUU.

B Halre HaOmoneHue nepBoHaYaIbHO ObLIO BKIIIOYE-
Ho 115 nmarnueHTOoB, Yyepe3 6 MeC UCCIIeIOBaHUE 3aBEPIIIIN
94 manreHTa. OcTanbHbIC BHIOBLIM 110 Pa3HBIM IPUYMHAM
(HecobmoneHNe IpreMa Iiperapara, HesiBKa Ha IIOBTOPHOE
HCCIeNOBaHUe U T.1.). M3 3aBepIIMBIIMX UCCICIOBAaHKE
94 manMeHTOB MOJS pecroHIAepoB coctaBuia 88,29 %
(83 cnyyas).

B paHmoMr3upoBaHHOM KIIMHMYECKOM UCCIIETOBAHIUI
IIT ¢aswr (uccnemosanue 312, R. Guerrini, 2014) 3HM
Ha3HayaJICsl B KaUueCTBE JIOIOJHUTEIBHON Tepanuu ¢ho-
KaJIbHOWM anuernicuu y nereit 6—17 et (n = 207) B 1ie/IeBOI
no3e 8 mr/kr/cyt. [Ipenapar mokasan BeICOKYIO 3¢ dek-
TUBHOCTb 1 XOPOIIIYIO IIEPEHOCUMOCTb: CBOOOIA OT IIPUCTY-
I10B ObLTa NOCTUTHYTA Y 14 % MallMeHTOB, CHIDKEHUE YacTO-
THI MPUCTYIIOB Ha 75 % u 6onee — y 27 %, CHUKEeHUE
4yacToThl pUcTynoB Ha 50 % u 6os1ee —y 50 %. Haubonee
yacTtble HS: TooBHast 00Jib, CHMKEHUE alllleTUTa, CHU-
JKeHUe Macchl Tena y 4,7 % malreHTOB, COHIMBOCTS [7].
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B oTkpbITOit mpoajieHHoM ¢a3e (McciemgoBanue 313) usy-
yauch 3GHEKTUBHOCTD, 0€30IIaCHOCTh/TIEPEHOCUMOCTh
3HM vy nereit 6—18 ner (n = 144 nmauyeHTa) B Ka4eCcTBe
JTOTTOTHATEILHOM TepaItni, a TAKKe ero BIMSTHUE Ha POCT
U pa3BUTHE NIPU JUIUTEIbHOM puMeHeHun. 3HM He oka-
3bIBaJI CTOMKOT'O HEraTUBHOT'O BIMSIHYS Ha POCT/Pa3BUTHE
U1 KOTHUTUBHBIE PyHKUMU. He ObLI0 BBISIBIEHO €ro Hera-
TUBHOTO BJIMSTHHS Ha TTOKA3aTeNIM 3JIEKTPOKapANOTrPaMMBbI,
JTabopaTopHbIe TToKasaTeau. CHIDKEHNE MacChl Tejia ObIIIo
6oJiee BBIPAXXEHHBIM Y MAIIMEHTOB, MMEBIIUX MCXOIHO
Beicokue 3HaueHuss UMT, a Takke He acCOMUPOBAIOCh
C BIMSTHAEM Ha POCT M Pa3BUTHE TPU ITJIATEIHHOM TPU-
MmeHeHnr 3HM B IOMOJHUTEBHON Tepanuy MUJICTICUN
y neteit 6—17 ner [8].
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KorHutuBHble HapyleHUA Npu JUCIEKCUN Y feTel
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B cTatbe npencrtasneH O630p Hay4YHbIX ny6nv||(auv|17|, NOCBALWEHHbIX U3YHEHUIO PONN TEHETUYECKUX, He|7|po6monor|/|quKmx,
NCUXONOTNYeCKNX U BHEWHNX CbaKTOpOB B 3TUONIOTMM U naToreHese gucnekcuu. N3noxeHsl pe3ynbrathl HEVIPOI'ICMXOJ'IO-
FT’MYeCcKux n HEVIPOCt)VBVIOJ'IOFVILIECKVIX nccnefoBaHuii, cBupetTenbCTeyoWne 0 HapyweHUU OTAENbHbIX BbICIWUX NCUXUYECKUX
Ct)yHKLl,I/II?I npu pUCNEKCUK, U pesynbrathbl HeﬁpOBM3ya}1I/l3aLLI/IOHHbIX NCCNef0BaHWA, BbIABUBLIMX CTPYKTYpPHbIE ocobeHHoCTH
FON0OBHOIO MO3ra, XapaKTepHble ana 3Toro paCCTpOVICTBa. OnucaHsl COBpEMEHHbIEe nNpeacTaBneHna 06 0CHOBHbIX He|7|po-
KOTHUTUBHbIX }J,eq)I/ILLVITaX, Ha6mop,a|oumxca npun AUCNEKCUU, TaKNX KaK HapylieHne pa6oqel7| namATN, CHUXKEHNE CKOPOCTHU
06pa6OTKM MHCt)OpMaLLVIVI M HEeAOCTAaTOYHOCTb NPOLECCOB aBTOMATU3aL NN HOBbIX HABbIKOB. Takxe PaCCMOTPEHBI NPUHLKNDI
nevyeHua pUCNeKCcnn n BO3IMOXHOCTU NPUMEHEHNA Npenapara LLEPETOH B KOMNNEKCHOW Tepanun 3TOM NaToNornn.

KnioueBble cnoBa: aucnekcus, TpyAHOCTU B 00yYeHNUU, HapyLIEHUE KOTHUTUBHbIX yHKUuiA, LiepeToH

Ina umtuposanusa: Yytko J1.C., Cypywkuna C.10., Akoserko E.A., Wernosa J1.B. KorHuTuBHbIE HapylweHus npu aucnekcuu
y neteit. Pycckuii )ypHan fetckoit Hesponorum 2026;21(2):73-9.
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Cognitive impairments in children with dyslexia
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This article presents a review of scientific publications dedicated to the role of genetic, neurobiological, psychological,
and environmental factors in the etiology and pathogenesis of dyslexia. The paper outlines the results
of neuropsychological and neurophysiological studies demonstrating impairment of certain higher mental functions
in dyslexia, as well as the results of neuroimaging studies that have identified structural features of the brain characteristic
of this disorder. Current understanding of the main neurocognitive deficits observed in dyslexia is described: impaired
working memory, decreased information processing speed, and insufficient automation of new skills. The principles of dyslexia
treatment and the potential use of Cereton in the combination therapy of this pathology are also discussed.

Keywords: dyslexia, learning disabilities, cognitive impairment, Cereton
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HapyiieHust yreHus SIBISIIOTCS BaXKHBIM 3BeHOM (hop- (1 peyeBOro) pa3BUTHSI, IPU OTCYTCTBUU HAPYIICHUI CITy-
MUPOBaHWSI paccTpoicTB ananTauuu. Croiikast, u30Mparesb- XOBOT'O M 3PUTEIBLHOTO aHAINU3aTOPOB U HAJTUYMU OITH-
Hasl HECIIOCOOHOCTh OBJIaIeTh HABBIKOM UTEHMSI, HECMOTPSI ~ MaJIbHBIX YCJIOBUIA 00yIEHHS OITPEAEISIeTCs KaK TUCISKCHST
Ha JOCTAaTOYHBIN AJIs1 3TOT0 YPOBEHb MHTEJJICKTYaIbHOTO pa3Butus (developmental dyslexia). B MexnyHapoaHoit
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KJaccudpukauuu 6ose3Heit 10-ro nepecMotpa JaHHasl 1aTo-
Jiorust peacTarieHa konoM F81.0 (cneLmguueckoe paccTpori-
CTBO UTeHMSI ), IPMHAIEXKAIIUM K rpyTe «CrelpbuiecKue
PpacCTpoiicTBa pa3BUTHS y4eOHBIX HaBBIKOB» (F81).

CoryacHo KpuTepusiMm MexIyHapogHo# Kiiaccupu-
Kaiuu 6osie3Heit 10-ro mepecMoTpa, MpuMeHeHNe TaHHO-
rO IMarHo3a BO3MOXHO ITPY HAJIMYUH Y TTALIMeHTA CIICIY-
IOIIUX TTPU3HAKOB:

1. Iloka3zarenb MpaBUJILHOCTU YTEHUS 1,/ TOHUMaHUS
MPOYMUTAHHOTO Ha 2 CTAaHAAPTHBIX OTKJIOHEHUS HIKE
YPOBHSI, OXKUIAEMOTO JIJIsI BO3pacTa 1 O0IIEro MHTe -
JIEKTYaJIbHOTO Pa3BUTHS peOeHKa.

2. Hapyiienusi, onucaHHbIe B KpUTepUH 1, CylIeCTBEH-
HBIM 00pa30M IPEIATCTBYIOT O0YYCHUIO UJIU IESTEITb-
HOCTH B TIOBCEIHEBHOM XKU3HU, Ilie TPEOYIOTCS HaBbI-
KU1 YTEHMS.

3. DTO paccTpOMCTBO He SIBJISIETCS IIPSIMBIM CJICICTBUEM
nedexra 3peHusI, ClIyxa WM HEBPOJOTUYECKOIO pac-
CTpOJMCTBA.

4. IIIKONMBbHBIHA OMBIT COOTBETCTBYET CPEIHEMY OXMIIAC-
MOMY YPOBHIO (T. €. He ObLJIO SIBHOI HeaaeKBaTHOCTH
B YCBOCHUHU MaTepuaa).

5. Haubonee yacTo mpuMeHsieMblil KpUTEPUIi NCKITIOUE-
HUS: KoadbduureHT nHTesuekTa (intelligence quotient)
I10 JaHHBIM MHAMBUAYaJIbHO Ha3HAYaeMOI'O CTaHAap-
TU30BaHHOTO TecTa Hke 70 GalioB.

Hduciekcust BcTpevyaercs y jaeteit ¢ yacroroit 5—10 %
ciydaeB B ronyssiuui [ 14, 48]. B pamkax MeTtaaHanusa, mpo-
BeaeHHoro L. Yang u coaBr. (2022), cpeaHsisi YacToTa BCTpe-
YaeMOCTH JTAHHOM MTAaTOJIOTMH B pa3HBIX CTPAHAX COCTABIISIET
7,1 % [51]. ITpu aTOM HabMOAAETCS IIPeodIaTaH1e MaTbu-
KOB HaJl IeBOYKaMu B cooTHoleHun 3—4:1 [28, 48].

Ha yacToTy BO3HUKHOBEHUS TUCIEKCUU BIUSIIOT OCO-
OeHHOCTH ajipaBUTa U TpaMMaTHUKU si3bIKa. Tak, y HOcu-
Tejel aihaBUTHBIX BapUaHTOB MKMChbMa, IPHU KOTOPBIX
OyKBbI 0003HaYarOT (POHEMBI, AUCIECKCUS BCTpedyaeTcs
yaiie, 4eM Yy HOCUTeJel JJororpadmueckoro nucbMa, CBs-
3aHHOTO C UepONTU(PUIECKON MUCHMEHHOCThIO, B OCHOBE
KOTOPOTO JiexKaT 3HaKH1, KOAUPYIOIIMe He 3ByKU ((DOHEMBI),
a 1esble MopdeMbl Wi cioBa (ueporudsl) [24, 27]. Crne-
JIyeT OTMETUTb, YTO, COriacHoO uccienosanuto D. Chan u co-
aBT. (2007), ypoBeHb IUCICKCUM CpeAU yJaluuxcs 1—4 knac-
coB B [OHKOHTe COCTaBJIsUT IpUMEPHO 9,7 %, 4TO SIBISIETCS
OUYEHb BHICOKMM ITOKAa3aTeJIeM PacIpOCTPaHEHHOCTH 3TOTO
pacctpoiicTsa [16].

Hucnexcust nMeeT MHOTo(haKTOPHYIO OCHOBY, BKJTIOYA-
IOLIYIO HEMPOOMOIOTMIECKUE, TICUXOIOTMYECKUE TTPUINHBI
U BIIMSTHUE BHEITHUX (hakTopoB. [1py 3TOM Benylyio pojib
B T€He3¢ AUCIIEKCUU UTPalOT TeHETUIECKUE MeXaHU3MBI,
3HAYMMOCTh KOTOPBIX ObLIa MOATBEPKACHA B OJIM3HEIIOBBIX
HCCJIEIOBAaHMUSIX, ITOKA3aBIIMX 0oJiee BHICOKUI YPOBEHb
KOHKOPIAHTHOCTH Y MOHO3UTOTHBIX Oyi3He1oB (70—80 %)
10 CpaBHEHUIO ¢ TU3UroTHBIMU (20—50 %) [22]. [eneTu-
YeCKUI BKJIAJ IIPY TUCIEKCUHU, TTO-BUIMMOMY, OIIPEIeIIsi-

2

€TCST MHOXXECTBOM T€HOB, KOTOPBIE B3aUMOJIEICTBYIOT C pa3-
JIMYHBIMA (DaKTOpaMM MaKpOOpraHM3Ma W BHEUTHUMU
YCJIOBUSIMU, OTIpeIesisisl CTeNIeHb HapylleHuit uTeHus [3].

3HAYUTEIBLHYIO POJIb B Pa3BUTUM JUCICKCUU MOTYT
UrpaTh HepuHaTaabHbie (akTopbl. Tak, B pabdote
A.H. Kopnena (2003) oTMe4eHO, YTO BJIMSTHUE BPEIHBIX
(hakTOpOB BO BpeMsl aHTe-, TIEpY- M pAaHHETO ITOCTHATAJTb-
HOT'O TIEpHOIOB BCTPEYAETCsl B aHAMHE3€ Y ICTel ¢ IMCIIeK-
cueii B 85 % ciyyaes [4]. Kpome Toro, B 27 % ciyyaeB neTn
C IUCIEKCUE POIMIMCH HEMOHOIIICHHBIMU WJIA M3 TIBOMHM.
B pabote P. Pastor u coaBr. (2008) mokazaHa Koppesuust
MeXXIIy HU3KOI Maccoii Tejia Ipu pOXKIECHUU U BOSHUKHO-
BEHUEM paccTpoiicTB obydaemocTH [36]. M. van Handel
U coaBT. (2007) oOHapyXuIu, YTO Jierkas HeoHaTallbHast
SHIleaoNaTusI, BOZHUKIIAs ITOC/Ie TIepUHATAIbHOM ac-
(bukcum, yBeIMIMBaET PUCK Pa3BUTHSI HApyIIEHUI YTEHUS
U IIMChMa Y IeTeil C HOpMaTbHBIM KO OUITMEHTOM UHTE-
JiekTa [46]. B uccnenoBanuu S. Mascheretti u coasT. (2013)
€O00IIIATI0OCh, YTO KypeHUe MaTepy BO BpeMsl 06peMEHHOCTH
OKa3bIBaeT BO3NEMCTBYE Ha T'eH-KaHauaar nuciaekcud DYXICT
U BJIMSIET Ha CBSI3aHHBIE C TUCICKCUel (PeHOTUITbI YTEHWS,
npaBonucanus U namstu [32]. Y nereit c HeoHaTaIbHOM TH-
nepouIMpyorHEMMel B TabHEHIIIeM HaOMoaaICh TPYIHO-
CTU B 00yYEHUU YTEHUIO, ITUCbMY U cueTy [23].

Hccnemosanus, nposeaeHHbie L. Liu u coast. (2016),
ITO3BOJISTIOT TOBOPUTH O TOM, YTO B aHAMHE3¢ MaTepeii Jie-
Tel ¢ IUCIeKCUe 3HaYUTEIbHO Yallle, YeM B KOHTPOJIbHOM
IpyIne, BCTpeyaauch MHGEKIIMOHHBIC 3a00JIeBaHUs,
MIpUEM aHTUIICUXOTMYECKUX IIperapaToB U KypeHHUe
Bo Bpemst bepemerHocTH (0,53 % npotus 0,20 %) [29].
Taxoke y TaKuX IeTeii JOCTOBEPHO Yallle perucTpupoBalach
HeoHaTtajbHas achukcus. Marepu neTeil ¢ quciIeKcuei
HMMeEJIU IOCTOBEPHO 6oJiee HU3KUIM 00pa30BaTeIbHbII YPO-
BEHb, a CEMbH JICTEH C IUCICKCHEN OTIIMYAICh MEHBIIIM
noxonoM [29].

JlaHHbIE MArHUTHO-PE30HAHCHOI TOMOTrpauy CBUIC-
TEJIBbCTBYIOT O TOM, UTO y JIeTeii C NUCIeKCuell HabIonaoT-
cs yMEHbIIIEHUEe 00beMa Ceporo BelleCTBA M aTUITMYHAsK
KOPTUKAJIbHAsI CKJIaT4aTOCTh B JICBOI 3aThIJIOYHO-BUCOYHOM
Y BUCOYHO-TEMEHHOI 00JIaCTSIX, CBSI3aHHBIX C YTEHUEM [25,
38]. DT CTPYKTYypHbIE U3MEHEHUS TOTOTHSIIOTCS JAHHBIMU
O CHIXKEHMHM aKTMBHOCTH B JIBYCTOPOHHUX 3aTBUIOYHO-
BHMCOYHBIX M JIEBOI BUCOYHO-TEMEHHOI 00JIACTSIX BO BpeMs
¢oHonornyeckoit 0opadotku [39]. AHaornuHble 3 dheK-
ThI OBLIM OTMEYEHBI Y ACTEl, Y KOTOPBIX AMCIEKCHUs OblIa
JIMarHOCTUPOBaHa Iocie (popMaTbHOTO OOYUEHHUSI IpaMo-
te [49]. [Ipenmonaraercsi, 4To 3TU CTPYKTYPHbIE aHOMATUH
BBI3BaHbI HAPYIICHUSIMU MUTPALIMM HEMPOHOB B PEYEBBIX
CeTSIX Y MPOBOJSIIMX MYTAX YTeHUs [35].

[pu HeiipoBU3yaIM3alliK Y TTAIIUEHTOB C TUCICKCUe
MOTYT BBISIBJISITBCSI CTPYKTYPHBIE U3MEHEHUSI TOJIOBHOTO
MO3ra B JIEBOM JJOOHOI M BUCOYHO-TEMEHHOI 00/1acTsIX,
C IPEeMMYIICCTBEHHOM JIoKaau3alyell B 00J1acTh JICBOTO
JTyroo0pa3Horo mydka (arcuate fasciculus) v B IyduCTOM BEH-
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e (corona radiata) [31]. KpoMme Toro, npu Auciekcuu Ha-
OJro1at0TCst UI3MEHEHUST (DYHKIIMOHATBHOI KOHHEKTUBHO-
CTU, KOTOPBIC B OCHOBHOM 3aTparuBaloT UIICHIaTepaJibHbIe
cBsa3u (60 %), pu 3TOM CHIDKEHUE KOHHEKTUBHOCTH OT-
MEWIOCh ITPENMYIIIECTBEHHO B JieBoM Ttonymapuu (40 %),
OCOOEHHO B €ro 3aIHUX OTAe/aX, YTO COIIacyeTcs C Helpo-
OMOJIOTMYECKOI TUIIOTE301i O (POHOIOTUYECKMX M BU3YaITb-
HO-(OHOJIOTUYECKUX AUCHYHKIIUSIX IPU AUCTEKCUHN.

B xone uccnenoBanusi, mposeaeHHoro T. Perrachione
n coaBT. (2016), moka3zaHo, YTO MPU OIEHKE (HPYHKIIMO-
HaJIbHOI HeWpOoBU3yaIM3allMOHHON peaKIMM Ha MOBTO-
PSIOIIMECS CTUMYJIBI Pa3HOW MOAAIbLHOCTH Y JIUIL C Y-
CJIeKCHel HabMonaeTcsl CHYDKEHYE HEMPOHHOM alanTaliy
B cIieli(UIECKMX T CTUMYJIa 00J1aCTSIX KOPBI TOJIOBHOTO
mo3sra [37]. JJaHHble U3MEHEHUSI MOTYT OTpaXaThb Hapy-
IIeHUsT 00pa30BaHUs CBSI3ei B HEHPOHHBIX CETSX, T. €.
CHIDKEHME YPOBHSI HEMPOILJIaCTUMHOCTH.

IIpy cObope aHAMHECTUYECKMX JaHHBIX Y JETel C AU-
ciekcueit B 50—80 % citydaeB BBISIBIISIIOTCSI CUMITTOMBI pac-
cTpoiicTB pa3Butus peun [15, 21]. Panee G.M. McArthur
U coaBT. (2000) oOHapyKWI1, 4TO O0Jiee YeM Y MOJOBUHBI
JIeTeld ¢ TUCIIEKCHel HaOIIoAaloTCs COITYTCTBYIOLINE CUM-
IITOMBI, IIPUCYIIIUE PACCTPOMCTBAM Pa3BUTHS PEYH, U IIOUTH
y TMIOJIOBUHBI JIETEH C peueBbIMU HAPYILIEHUSIMUA BCTPEYaloT-
¢Sl TPYAHOCTU B 00ydeHuHr yTteHuto [33].

Hawnboinee yacto Hab0maeMOM KOTHUTUBHOM MPO-
0JIeMOIi TIPY AUCIIEKCUH SIBJISIETCS TPYAHOCTh (DOHOJIOTH -
YyecKoit 00paboTKH (T. €. POHOJOTMYECKOTO BOCIIPUSITUS,
CKOpPOCTH (DOHOJOTUUYECKOIN 00pabOTKU MU (POHOJIOTH -
yecKoil mamMst). TpaauuMoHHO (POHOJOTUYECKU aehu-
LIMT TIPU3HAETCS OCHOBHOM XapaKTePMCTUKOM AUCIEKCUM.
CornacHo JaHHOI TeOpUH, OCHOBHBIM JE(UIIUTOM ITPH T~
CJIEKCUU SIBJISIETCS ISOUIIUT, CBSI3aHHBIN ¢ KOTHUTUBHBIMU
TMPOLIECCAMM OBJIAJICHUS, TIPECTaBIeHUS (pepe3eHTALIMN),
COXpaHEHUST M aKTUBAlMM (DOHEM — HENEIMMBIX 3ByKOBBIX
€IMHULL PEYM, BBITOJHSIONINX CMBICIIOPA3TMIUTEIbHYIO
(yHKIIMIO B KOHTEKCTE OIpeaesieHHoro s3bika [2]. Takke
TIPY JMCIIEKCUY O0OHAPYKUBAIOTCSI TPYTHOCTH YCTAHOBJICHMS
COOTBETCTBHUS MEXITy TpaheMamul v hoHeMaMu — TIpoliecca,
JIeXallero B OCHOBe oOydeHust yteHuto. Ha 3aTpynHeHust
TIpY BBIIEJICHUM (hOHEM U3 PEYU ITPU AMCIEKCHUN YKA3hIBAIOT
takxke A. Thiede u coasrt. (2020) [45].

Tem He MeHee B psizie UcClieNOBaHUI (DOHOIOTMYECKMIA
Jneduuut npucytcTBoBai Juiib y 50 % o0ciie10BaHHBIX,
1 CyIIECTBOBAJIA IPYIIIa YYaCTHUKOB C TUCIEKCUei 6e3 Ta-
KMX HapyieHuii [40, 43].

B pamkax Teopuu 1BOITHOrO AehbULIMTA TIOCTYIUPYET-
Csl, YTO B OCHOBE BO3HUKHOBEHMS AUCICKCHU JIeXKaT
2 BapuaHTa TPYIHOCTEN, CBSI3aHHBIE C MPOIIECCAMU Mepe-
paboTKU (hOHOJIOTMYECKOM MHMOPMALIK U C TIPOLIECCAMM
OBICTPOTO BBI30Ba U3 JOJTOCPOYHON MaMATH paHee U3-
y4eHHBIX OYKB [50].

HeckobKo MTPOCIeKTUBHBIX TOHTUTYIMHAIBHBIX MC-
cJeIOBaHMIA TTOKa3aIM, YTO B Bo3pacte 6—7 JIeT y JAeTei,
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Y KOTOPBIX BIIOCJICACTBUY Pa3BUIaCh TUCICKCHS, HA0JIIO0-
JAICh 3HAYUTEIbHbIC HApYIIEHUS JCeKOAMPOBAHMS CJIOB
I10 CPABHEHUIO CO CBEPCTHUKAMU C TUITMYHBIM Pa3BUTHEM
[12, 42].

Hpyras rpynna ae(uimnToB BKIIOYAET ITPOOIeMbl ¢ 00-
paboTKoi BU3yanbHOI MH(pOpMaLMU, TaKhe KaK 00beM
3putesibHOro BHUMaHus [30]. [umnore3a cHIKeHUsI o0beMa
3PUTEJIbHOTO BHUMAaHMUS MPEATioaraeT aTUIMYHOe pa3-
BHUTHE HaBBIKOB UTEHUS U3-3a HEONITUMAIbHbBIX MEXaHU3-
MOB pa3bopa opdorpacduyeckux TaHHBIX, HAaIpUMep
YMEHBIIIEHHOTO KOJIMYeCTBa MH(pOPMALIMK, KOTOPYIO MOX-
HO 00paboTaTh OMHOBPEMEHHO C IIEPBOrO B3IJISAIA.
[Ipu 3TOM OTMEYAIOTCS TPYITHOCTH B MEPEKITIOYEHUN BHU -
MaHusl Bo BpeMs uTeHus [30]. PaHee ObLI0 MokasaHo,
YTO MPU OUCICKCHM HApYIICHUSI YTEHMS OIPEACIISTIOTCS
3aMeVICHHBIM MePeKIIOUeHeM BHUMaHUs, T. €. 3aTpy/-
HEHMEM ero OTBJICYCHMSI OT TEKYILIEro 0OBEeKTa JIJIsl ITOCIIe-
JIYIOILIETO TIepeHoca ¥ BOBJIEYCHUSI B 0OPabOTKY APYrUX
JIaHHBIX [44].

CorlacHO HelaBHEMY MEXIYHapOTHOMY KOHCEHCYCY
cneuuranucToB Delphi, nuciekcuio Jiydiie paccMaTpUBaTh
KaK COBOKYITHOCTb TPYIHOCTE 00pabOTKM MH(MOPMALINH,
KOTOPBIE B TIEPBYIO OYEPEIb BIUSIOT Ha OCBOCHUE YTCHUS
Y TMpaBoOIKMCaHUs, HECMOTPS Ha ajeKBaTHbIe 00pa3oBa-
TeJIbHbIE BO3MOXHOCTU. DTU TPYIHOCTU XapaKTEPU3YIOT-
Cs CTOMKUMM IpOo0JIeMaMy B OETJIOCTH YTEHMS U ITPaBO-
MMMCAaHUU U CYHIECTBYIOT B KOHTUHYYME TSIKECTH,
a He MpeICTaBJIAIoT co00i OTaeNbHYIO KaTeropuio [13].
[Ipu 3TOM BBICKA3bIBAIOTCS TTPEATTIOIOXKECHMST, YTO HU3KAas
CKOpPOCTh 00pabOTKM MH(POpMALIUK YCYTYyOJIsieT neuLiu-
TapHOCTb OTACJIbHBIX 3BEHbEB, 3aTPYIHSIS UX KOMIIEHCa-
LIMIO 3a cYeT 00JIee CUIIbHBIX CTOPOH.

OCHOBHOI1 TPUYMHOM MEIIJICHHOTO TEMITa U HU3KOT'O
KayecTBa YTCHMS IPH TUCICKCUM MOXET SIBJISITHCS HapyIIie-
HMeE TIpoliecca aBTOMaTU3allii JAaHHOTO HaBbIKa, YTO MPU-
BOIUT K HEOOXOAMMOCTH CO3HATEIEHOTO IPOM3BOJLHOTO
KOHTPOJIS BCEX 3a/IeiICTBOBAHHBIX oneparyii. KimHmdeckum
MTOATBEPKICHNEM 3TOTO MOXET CJTY>KMTh TAKOI XapaKTePHBIIA
CHUMIITOM, KaK OTCYTCTBUE BpabaTbiBaeMocTH [47]. [Tpu aTOM
y IeTeli ¢ MUCICKCUE PETUCTPUPYIOTCS TaKKeE XK€ OITUOKI
YTeHMsI, KaK 1 Y MX 3M0OPOBBIX CBEPCTHUKOB (TaK Ha3bIBacMbIe
OIIMOKY pocTta). OIHAKO MPU TUCICKCUU OTMEYAETCs CTOM -
KOCTD OIIIMOOK, XapaKTePHBIX /IS PAHHUX 3TAITOB 00yIEHUST
YTEHMIO, YTO Y CBUIICTEIBCTBYET O HEOCTATOMHOM (prKcaImm
Y aBTOMAaTHU3alli1 HaBbIKa.

B xadyecTBe OMHOTO U3 KIIIOYEBHIX MTATOTEHETUYECKIX
MEXaHM3MOB BOBHMKHOBEHMS TUCICKCHM pacCcCMaTpUBa-
eTcs Je(pUILUT CKOPOCTU 00pabOTKM MHMOpPMALIMU U CBSI-
3aHHOE C HUM CHIKEHME TEMITOBBIX XapaKTEPUCTHUK Jesi-
teapHocTu [17, 18]. MenjneHHbIH TeMInl 00pabOTKU
MH(MOPMAIIUK CHIKAET OCIIOCTh YTCHUsI, a MeIJICHHOE,
MPOM3BOJILHO KOHTPOJIUPYEMOE M 9HEPro3aTpaTHOE UTe-
HME TIPUBOIMT K M30BITOYHOI KOTHUTHBHOM Harpy3ke. B atnx
YCJIOBUSIX Y paboyeil maMsITH He OCTAaeTCsT PeCypCoB JIIs aHa-
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JIM3a COAEPXKaHMUSI, YTO OTpaKaeTcsl Ha MIOHMMaHUM CMbICTIa
npountaHHoro [50]. Kpome Toro, upeamMepHoe MHTEIEKTY-
aTbHOE HaNpsLKEHUE BeJET K IMOBBIILIEHUIO YTOMIISIEMOCTH
U VICTOILIAEMOCTH IMCUXUYECKHX MpolLieccoB [34].

XapaKTepHbIM KOMOPOUIHBIM HapyIIEHUEM MTPU JH-
CJIEKCUM SIBJIsIeTCs AeUIUT paboyeil maMsTh, 00ycIOB-
JIMBAIOIIMI TPYAHOCTU B COXpPAaHEHUU BepOAIbHOM U CITy-
XOBOI MH(OPMAILIMK U MAaHUITYJIMPOBaHMH elo. [TalreHTs
C JUCJIEKCHEN 4aCcTO JEMOHCTPUPYIOT YXYAIIEHHUE OCHOB-
HBIX TTOKa3aTeJel CIyXOpeueBOro v 3pUTeIbHOTO MHECTH-
YECKOTo MPOLECCa, YTO 3aTPYAHAET YCBOEHUE rpaduye-
CKOTro 00JIMKa OYKB, y3HaBaHUE CJIOB ITPU YTCHUH, a TAKXKE
MPETSTCTBYET 3alIOMUHAHUIO TIOC/IeI0BaTEIbHOCTE! 3BY-
KOB U OYKB B cyioBe [19, 20]. ITpu yBe1uyeHUM KOTUIECT-
Ba OYKB B CJIOBE y MallMEHTOB ¢ IUCJIEeKCHel Bo3pacTaeT
KOJIMYECTBO OLIMOOK, T. €. OTMEYaeTCs] HECIOCOOHOCTh
OIHOBPEMEHHO 3allOMUHATh 0OJIbIIION 00bEM CHUMBOJIOB
U YAEPXKUBATh 3Ty MTOCIEeI0BATEIbHOCTD B KPAaTKOBPEMEH-
HoIt mamsTu [8].

B uccnenosanuu A. Debska u coaBt. (2022) BbISIBIICHO,
YTO CAMBIMU PACIIPOCTPAaHEHHBIMU AUCHYHKIIUSIMU Y Je-
Teil ¢ muciekcueil Ol (hOHOJIOTMYECKHE HapYIIeHUS
(51 %) v neUIUT OGBHICTPOTO aBTOMATU3MPOBAHHOTO Ha-
3piBaHUS (26 %), ipu 3ToM v 14 % neteit HaOomaics
NIBOIHOM nepuLuT (coueTaHue (POHOIOTUUECKOTO aehu-
LIMTA U CHYDKEHUST CKOPOCTH Ha3blBaHUs), ay 14 % — ne-
GUUUT UMIUTUIUTHOTO oOydeHus. Jpyrue HapylieHus
BCTpeyaauch peako. CTOUT OTMETUTD, UTo Yy 24 % nerei
¢ nucreKcueit BooOlle He ObLIO BBISIBICHO 3HAUMMbBIX KOT'-
HUTUBHBIX 1epuLuToB [18].

PesynbraThl mpoBeIeHHOTO HAMU paHee UCCIIeI0BaHMS
CBUIIETEIHCTBOBAIA O CHIDKEHUY BHUMAHMSI U TTOBBILIIEH-
HOM MMIYJIbCUBHOCTH Y AeTelt ¢ nuciiekcreit. Hamu 6pu1o
BBISIBJIEHO, UTO TOJIbKO Y 12 % ManueHTOB NTaHHOM TPYIIITbI
HE 0TMEYaJIOCh COMMYTCTBYIOIIUX ITICUXOHEBPOJIOTUYECKUX
pacctpoiictB [10]. Haubonee TMNUYHBIMU AJs AeTei
U3 HUCCIEeIyeMOU TPYIIbI ObLIA MPOSIBICHUS] CUHAPOMA
neduliTa BHUMaHUS U TUIEPaKTUBHOCTU, KOTOPbIE
BcTpedanuch y 77 % obenemoBaHHbIX. KpoMe Toro, y peTeit
C IUCIeKCUe perucTpupOBAIUCH TPU3HAKHU JUCTIPAKCUU.
JaHHbIe pe3yabTaThl MO3BOJMIM HaM MPEAIIONOXUTb,
YTO BaXKHYIO POJIb B KJIMHUYECKON KapTUHE TUCIEKCUU
UTPaIOT HapylleHUs yrpaBisomux gyHkuuii [10]. Dnek-
Tpo3Huedanorpapuyeckoe MccienoBaHue IOKa3alo,
YyTO y AeTel ¢ IUCIIeKCHel oTMevaeTcst AUCchYHKIMS PpoH-
TOTAJTAMUYECKOM PeryIsiTOpHOi cucteMbl. CorylacHO COB-
PEMEHHBIM TPEACTaBICHUSIM, HE3PEJOCTb 3TOM PeryJisi-
TOPHOI CUCTEMBI, 00eCTIeUMBAIOIIIEH MPOLIECCH TOKATLHON
n30MpaTebHON MOMYIMPYIOLIEN aKTHBALIMU OTAEIbHBIX
30H KOPbI, B TIEPBYIO 0UYe€pPeIb MOXET BIUSITH Ha (hOpMU-
poBaHMeE TPyAHOCTE! 0O0yueHwust [1].

YuuTbiBass KOTHUTUBHbBIE HApYIIEHUS, KOMOPOUIHbIE
IUCIIEKCUU, B JIEYCHUU NaHHOTO PacCTPONCTBA BaXKHYIO
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pOJIb UTpalOT HelipoMeTabonyeckue mpemnaparsl. Tak,
MpencTaBsIeTCs] BO3MOXHBIM IPUMEHEHME MperapaTa
Lepeton (xonuHa anbdocuepaT), KOTOPbIN COOEPXKUT
41 % MeTaboNMMYeCcKH 3alUIIEHHOTO XOJIMHA U SIBIISICTCS
HepoMeTadoIMIeCKUM, HEUPOTPOGUIECKUM, HEMpOIpo-
TEKTUBHBIM JIEKAPCTBEHHBIM CPEIACTBOM, AaKTUBUPYIOIIUM
1IepeOpaIbHYIO alleTWIXOJUHEPTUUECKYIO CUCTEMY.

XonuHa anbdocuepar — 3To coaepXKalluii XoauH goc-
Gonaunum, ecTeCTBEHHBIM 00pa3oM IMPUCYTCTBYIOIINI
B T'OJJOBHOM MO3re, KOTOPBIiA ObLT WAECHTUGUIMPOBAH
KaK He3aMEHUMOE TMTaTeJIbHOE BellecTBo [26, 41]. bia-
roaapsi BHICOKOMY cojiepxkaHuio xonrHa (41 % 1o Becy)
1 CIIOCOOHOCTH TpeoaoJieBaTh reMaTosHIehaTndyecKuit
Oapbep XoJiMHa ajbdoclepaT sBiasieTcs 3¢ GEKTUBHBIM
HMCTOYHUKOM XOJIMHa [26]. X0JMH aKTUBUPYET CUHTE3 arle-
TUJIXOJMHA B MMPECUHANTUYECKUX CTPYKTypax (TepMUHa-
JISIX) XOJIMHEPTUYECKUX HEPOHOB LIEHTPaIbHOI HEPBHOM
CHUCTEMbI, YTO CIIOCOOCTBYET YAYUIIEHUIO XOJIUHEPIuue-
CKOI TPAaHCMMCCUU U OKA3bIBAET MPSIMOE TOJIOXKUTETbHOE
BO3/cHiCTBME Ha KOTHUTUMBHBIE (hyHKIMU. Kpome Toro,
M0Ka3aHo, YTO XOJMHa ajbdocuepat 001agaeT CliocoOHO-
CTBhIO CTUMYJIMPOBATh BbIIEICHUE alleTUIXOJMHA U3 Mpe-
CUHAIITUYECKUX TEPMUHAJIEN in Vivo.

TepaneBruueckas a¢dekTuBHOCTH LlepeToHa omnpene-
JISIETCSI TaKKe MPSIMbIM BIMSIHUEM Ha IpYTHUe LiepeOpaibHbIe
HEUPOTPaHCMUTTEPHBIE CUCTEMbI — HOPAIPEHEPIrUYECKYIO
1 1ohaMUHEPTUYECKYIO0, TIPU 3TOM allbha-aapeHOOIOKUPY-
Iolllee JeHCTBUE TpenapaTa, Kak MpearoaraeTcs, MOXeT
CITIOCOOCTBOBATD YIYUILIEHUIO KPOBOTOKA I HOpMAaIU3aLuK1
MPOCTPAaHCTBEHHO-BPEMEHHBIX XapaKTEPUCTUK CITOHTAHHOMN
OMO3JIEKTPUYECKOI aKTUBHOCTY MO3ra.

Bropoii o6pa3syloluiics MeTaboIUT X0JIMHA anbdoc-
liepata — riauiepodocdar — saBiIsIeTCs MPeAIIeCTBEHHN-
KoM ¢hocaTUIUIXOIMHA, BXOASIIETO B COCTAB JTUITUIHO-
ro Ouc0s1 HEeMpOHAJNbHBIX MeMOpaH, U CIIOCOOCTBYET
HEWPOMPOTEKIINN U aKTUBALMM LIepeOpaIbHbIX perapa-
TUBHBIX TIpoLieccoB [11].

V neteit Bo3amoxkHO mpuMmeHeHue LlepeToHa B 2 ¢op-
Max: KkarcyJsl o 400 mr (c 11 jieT) 1 pacTBop AJis mpueMa
BHYTpb 120 Mr/mit (¢ 6 neT) Bo prakoHax mo 30 u 100 mur.

ITpu MOBTOPHOM HEHWPOIICUXOJIOTMYECKOM UCCIIEI0-
BaHMU Tocje Kypca Tepanuu llepeToHOM oTMevanuch
yIy4dlIeHUe MaMsITU U BHUMAaHUS, TTOBBIIIEHUE CKOPOCTH
BBITTOJTHEHMST KOTHUTUBHBIX TECTOB, YTO COITPOBOXKAATIOCH
MOJIOXKUTEIbHOI AMHAMUKOM MMoKa3aTeeil OMo3J1eKTpr-
YeCcKOi aKTUBHOCTH MO3Ta MO JaHHBIM 3JIeKTpo3HIleda-
Jnorpapuu [5].

OueHka 3(p¢GeKTUBHOCTU MIPUMEHEHUSs MpenapaTta
Lepeton (B karncynax o 400 mr 2 pa3a B IeHb B TeYEHUE
1 mec) y 30 geteit B Bo3pacte 7—10 JeT ¢ >kamodamMu Ha ObI-
CTPYIO YTOMJISIEMOCTbh, CJa0OCTh, CHUXKEHUE BHUMAaHUS
Y MaMsITU, TPYAHOCTU B IIKOJTBbHOM OOYyYEHUM U TIJIOXOU
COH CBHUJETEIbCTBOBAJa 00 YMEHbIIEHUU TMPOSIBICHUN
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aCTEeHMYECKOTO U 11epeOpacTeHUYECKOTO CUHIPOMOB, CHU-
>KEHUY YTOMJISIEMOCTH Y TOJIOBHBIX OoJieit. [1pu aToM y na-
LIMEHTOB YJIy4YlllaJJoOCh 3MOILMOHAJIbHOE COCTOSIHUE,
HOpMaJIM30BaJicd CoH [6].

IIpu aHanM3e pe3yabTaTOB KOMIUIEKCHOTO 3-Mecsd-
HOTO JIeYeHHUsI C TpMMeHeHreM npenapata LiepeToH y rmom-
POCTKOB C TPYIHOCTSIMU B OOYYEHHU BBISIBJISLIACH MTOJIO-
KUTEJIbHAsI AMHAMUKA B BUJE perpecca CyObeKTMBHOM
1 00BEKTBHON KIIMHMKO-TIOBEIEHYECKOM CUMITTOMATHKH.
OTMeyanoch yiaydlleHHe IoKa3aTesieil KOTHUTHUBHBIX
¢ynkumii [7]. Takum obpasoM, npenapat LlepeToH 3¢g-
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An overview of the literature and clinical cases of epilepsy in Down syndrome (DS) is presented. Epilepsy in DS has
a bimodal distribution with two peaks: before 5 years of age and after 40 years. In childhood, the most common epileptic
syndrome is infantile epileptic spasms syndrome. First-line treatment includes vigabatrin and corticosteroids.

The second peak of epilepsy occurs after the age of 40 and is associated with the coexistence of epilepsy and Alzheimer’s
disease, which is known as late-onset myoclonic epilepsy in DS, the seizure semiology of which is similar to that

of juvenile myoclonic epilepsy.

Clinical cases of patients with infantile epileptic spasms syndrome and DS successfully treated with vigabatrin are
presented. Comorbidities in DS include a high prevalence of obstructive sleep apnea syndrome, increased carbonic anhydrase
type 2 activity, and the presence of myoclonic seizures similar to those in juvenile myoclonic epilepsy. These features support
the use of sultiame as a pathogenetically justified drug for the treatment of epilepsy in patients with AD.

A clinical case of a patient with DS is presented, in whom sultiame demonstrated high efficacy and good tolerability,
as well as a positive impact on development and behavior

Keywords: epilepsy, Down syndrome, sultiame, Alzheimer’s disease, infantile epileptic spasms syndrome, vigabatrin,
late-onset myoclonic epilepsy in Down syndrome, obstructive sleep apnea syndrome

For citation: Bobylova M.Yu., Burd S.G., Tomenko T.R. et al. Epilepsy in patients with Down syndrome (literature review
and clinical cases). Russkiy zhurnal detskoy nevrologii = Russian Journal of Child Neurology 2026;21(2):80-96. (In Russ.).

DOI: https://doi.org/10.17650/2073-8803-2026-21-2-80-96

BeepeHue

Cungpom [ayna (CJI) — 310 HacleacTBeHHOE 3a00-
JIeBaHUE, CBSI3aHHOE C YBEJIMYEHUEM YHuclia XPOMOCOM
3a CYET IOJHOM/PEryJISIpHON WIM YACTUYHOU TPUCOMUM
21-11 xpomocoMbl. OHO COMPOBOXKIAETCS XapaKTEPHbIM
¢eHOTUIIOM, YMCTBEHHOM OTCTAJIOCTHIO I COMaTUYECKOM
MaTOJIOTUEN.

B CHIA, no mannsiM Centers for Disease Control
and Prevention, B 2018—2022 rr. poxaajoch Iopsiaka
5700 mereit ¢ CJI B rom, 4To cocTaBiaseT 1 caydait
Ha 640 HoBOopoxXIeHHEIX [14]. EBpormeiickuii peectp
EUROCAT npuBoaut ganHbie 3a 2005—2023 rr.: 2,5 ciy-
yas Ha 1 ThIC. GepeMeHHOCTe, U3 KoTophix 1,0 cocTaBuIn
>KMBO- U MEPTBOPOXIEHHBIE U 1,5 — IIpepBaHHbIE Oepe-
MeHHocTH [19]. I1lo maHHBEIM BcemupHoil opraHuzanuu
3IpaBoOXpaHeHus, pacrpocTpaHeHHocTh CJI B Mupe co-
crapisieT 1 ciydait Ha 1000—1100 HoBopoXaeHHBIX [57].
Jannblie o Poccuu MeHee goctymnHbl; Ha 2017 1. yacTora
CJI coctasnsina 7,54 cinydast Ha 10 ThIC. pOAUBILIMXCS AeTEN

C TEHIEHIIMEN K CHIKEHUIO TToKa3aTesisl B CBSI3U C YIyd-
IIEHUEM TIpeHaTaIbHON TMarHOCTUKM [2].

B nepuon ¢ 1960 o 2007 . oxxuaaemast IPOIOIKM-
TEJIBHOCTD XM3HU NalueHTOB ¢ CJI 3HAUYNUTEIHHO YBEJI-
yptack. Tak, B 1960 . muma ¢ CI0 B cpeaHeM HOXWBaIN
1o 10 net, Torma kak B 2007 . — o 47 aet [42].

Boinessor cienyionme XpoOMOCOMHBIE IIPUYMHBI pa3-
putusa CJI [12, 26]:

1. PerynsipHast TpUCOMMS M3-3a HEPACXOXKIECHUS XPOMO-
COM IIpu Meiio3e (BcTpevaetcst y 94—96 % malneHToB
¢ C). B 95 % caydJaeB NMPOUCXOIUT B SIMILICKIICTKE,
PUCK TTIOBTOPHOT'O COOBITHS cOCTaBysieT 1 % 1o mocTu-
JKeHMs MaTephblo 40 JIeT, TTocJie Yero OH HaYMHaeT pa-
CTH B 3aBUCMMOCTH OT BO3pacTa KECHIIMHBI.

2. Tpancnokanus (3—4 % nanuenroB ¢ CJ1). OGbIYHO
MPOUCXOIUT MPUCOETUHEHNE OTHON 21 XpOMOCOMBI
K xpomocomaM 14, 21 unu 22. I1pu TpaHCIOKaLIUKU
14/21 8 90 % ciyyaeB HOCUTENIEM SIBIISIETCS] MaTh, Be-
POSTHOCTh TTIOBTOPHOT'O COOBITHS cocTapisteT 10—15 %.
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V 10 % HocuTeneit 3a60ieBaHUe TIepeaacTCcs OT OTIIa, OCJIOXKHEHUI, pexke BcTpeyaeTcs Tsokesast hhopMa yM-
BEPOSTHOCTD IIOBTOPHOTIO COOBITHSA COCTaBIsAET 2—5 %. CTBEHHOM oTcTasioctu [39].

Ipu TpaHciokarmu 21/21 poauTeieM-HOCUTEIEM C OlTU- 4. YactnuHas TpucoMus. [IpoucxoauT ayrimkamus or-
HAKOBOI1 BEPOSITHOCTBIO MOXET BBICTYIIATh KaK MaTh, TaK paHMYeHHOro cerMeHTa 21-if xpoMocoMbl. Berpeua-
M OTeIl; BEpPOSITHOCTh peranBa coctapisieT 100 %. eTcs kpaiiHe peaxo [40].

3. Mozauuusm (1—2 % mauuenrtos ¢ C/1). KonnuectBo JJ1s1 moJrydeHus MpeACTaBIEHUS O CJIOKHOCTSIX, C KO-
MOPaXXEHHBIX KJIETOK Y Pa3HBIX MMAlIMEHTOB pa3jinda-  TOPBIMU CTAJIKMBAIOTCS POAMTEIM U oNleKyHbI aeteit ¢ C/1,
eTcs. KimmHudeckue mposiBeHUSI MOTYT OBbITh MEHEEe  MPHMBOIVM CPaBHMTEIbHBIC MTaHHBIC O BeXaX B pa3BUTHUU,
BBIPaXKEHHBIMU 110 CPABHEHUIO C KJIACCMYECKUM Ba-  KOTOpBIE mocTuratorcs nanuentaMu ¢ CJ1 u 1eTbMM ¢ TH-

PUAHTOM: OTME€YACTCA MEHBIICE YMCJIO MEAULIMHCKNX NNMYHBIM pa3BUTHEM (T8.6J'[. 1)

Taomuma 1. Cpasrnumenshoie cpoku hopmuposanus Hagvikog y demeii ¢ cunopomom JlayHa u demeii ¢ MUNUMHBIM DA3GUMUEM
Table 1. Comparative timeframes for skill development in children with Down syndrome and children with typical development

Children with typical development Children with Down syndrome

A major milestone r A major milestone Age, years
Cuur 6e3 ToIIePKKI 0.75 Cunur 6e3 ormops! He MeHee 10 MuH 12
Sits without support ? Sits without support for at least 10 minutes ?

[TeiTaeTcs mpousHecTn 1—2 coBa, KpoMe «MaMa»

WJIU «T1ara», HarmpuMep «6a» BMECTO «Co0aKa» 1.25
Attempts to pronounce 1—2 words other than «mama» or ?
«dada», for example, «ba» instead of «dog»

Hcnonwayet 1 winu Gosiee cI0B, 3HAKOB
WJIM U300pakeHU 1,5
Uses one or more words, signs, or images

XOI[I/IT, HM 3a YTO U HU 3a KOI'O HE A€pKacCh
Walks independently without holding onto anyone or
anything

1.5 CaMOCTOSITeTTHHO XOIUT TI0 IOMY 45
? Walks independently around the house ?

BrIToTHAET OMHOIIATOBBIE MHCTPYKIIMK, HAITPUMEP

OTIAeT UTPYIIIKY, KOrna roBopsT: «Jlaii MHe ee» 15
Follows one-step instructions, for example, giving a toy >
when told, «Give it to me»

Moxet CJIEOOBATh OI[HOIJ.[aI‘OBOﬁ HMHCTPYK-
105078 5,6
Able to follow one-step instructions

IIbeT 13 yaiky 6€3 KPbIIIKY, THOTAA MPOJIUBAET 15 ITpeT U3 OTKPHITON YALIKK 12.3
Drinks from a cup without a lid, sometimes spilling ? Drinks from an open cup ?

TIpon3HOCUT KaK MMHAMYM 2 CJIOBa MOIPSA, Ha-
TIPUMED «E11IE€ MOJIOKa»
Says at least 2 words together, for example, «<more milk»

IMpousHocur dpassr u3 2 cioB
2,0 . 7,7
Speaks in 2-word phrases

MokeT caMOCTOSITEIbHO WX C TIOMOIIBIO IIOTHATh- MoXeT caMOCTOSITEIBHO TTOMHUMATHCS

csl 110 JIECTHULIE 2,0 0 JIECTHULIE 8,5
Able to climb stairs independently or with assistance Able to climb stairs independently

YMeert Oerath 2.0 ‘YMeer Geratb 8.0
Able to run > Able to run >

BrInonHsIeT AByXaTalHble MHCTPYKIIMK, HATIPUMED:

«[ToJToX1 UTPYIIKY U 3aKPOM IBEPILY» 25 CienyeT MHCTPYKUIMSIM U3 2 11aroB 14.9
Follows two-step instructions, for example, «Put the toy ? Able to follow two-step instructions >
down and close the door»

HcnonsayeT >50 c1oB, 3HAKOB WX M300pa-
KEeHU I 15,8
Uses more than 50 words, signs, or images

ToBopur ~50 cioB 25
Says approximately 50 words ’

Ilpumenanue. Ilo dannvim N. Baumer u coaem. (2024), 6 ykasannvie nepuodvt smu Haswviku Gopmupyromesy 75 % Oemeil ¢ CUHOPOMOM
Aayna u demeii c munuunvim pazeumuem [9].

Note. According to N. Baumer et al. (2024), during the specified periods, these skills are formed in 75 % of children with Down syndrome and children
with typical development [9].
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K Haubonee pacnpocTpaHeHHBIM (PeHOTUITNYECKUM
nposieieHussM CJI oTHOCSATCS TUIIOTOHYS, MaJIeHbKast 6pa-
xuiiecasbHasl TOJI0OBa, MUKAHTYC, IJIOCKas MepeHOCHIIA,
TIPUITOMHSTHIE BBEPX IVIa3HbIe 1eu, TaTHa bpamdunna
(Ha mepudepun pamy>KHOI 000JI0YKH), OTKPBITBIN POT, Ma-
KPOIJIOCCHS, MaJICHbKHE YIITN, N30BITOK KOXXM Ha 3aThLIKE,
OJTHa TToTIepeYHast JJAIOHHasl CKJIafKa, KOPOTKUH V maery
C KIIMHOMAKTWIIMEN 1 CaHIaIeBUIHAS IIeJTb (IIIMPOKOE pac-
crostHue mexny | u I majgpliamMmu Ha Horax), 4acTo B coue-
TaHMU C TIIyOOKOM MOIOIIBEHHOM GOPO3/I0IA.

Cunapom JlayHa uMeeT BBICOKYIO YaCTOTy KOMOPOUI-
HOW MaTOJIOTMH, KOTOPYIO CJISAYeT YIUThIBAaTh ITPU Ha3HAa-
yeHUU Tepanuu. Hanbonee yacTble COMyTCTBYIONIUE T1a-
TOJIOTMU: HEWPOCEHCOpPHasT TyroyxocTh (75 % ciydaeB);
crHIpoM obcTpykTrBHOTO armHo3 cHa (COAC) (50—79 %);
cpenauit otut (50—70 %); HapymeHus 3peHust (60—80 %),
BKJIIOYAsl KOCOIJIa3ue, TSDKeNIble aHOMaJIMKM pedpakiiiu
(36—80 %) m xarapakty (<1—3 %); BpOXKICHHBIC TTIOPOKH
cepaia u cocynoB (50 %): Terpana u Tpuana Pajuio, rMo-
IJIa31sl JISTOYHOM apTepyu, TUTIOILIAa31s AOPTHI, OTKPHITHIM
apTepUaibHbBIN TTPOTOK, 0OJIE3Hb MOMSI-MOWST; HApYILIEHUST
SHIOKPUHHOM CUCTEMBI: OXKMpeHue, TMIoTrpeo3 (24—50 %);
ayTOMMMYHHbIE 3a00JIeBaHMsI, BKIIOYasT TUPEOUIUT Xa-
muMoTo (13—39 %), nenuakuto (1—5 %); aHOManum xe-
JIYITOYHO-KHUIIIEYHOTO TPAKTa: CTEHO3 WJIU aTpe3us TBEHAI -
LIATUIIEPCTHOM KWINKU, atpe3ns aHyca (12 %), 6oie3Hb
Tupumpynra (<1 %); 6one3nu kpoBu: aHeMust (1 %), ieiike-
must (1 %), TpaH3UTOPHBII aHOMAIBHBIN MUesIono33 (10 %);
necuut xenesa (6,7 %); ayruzm (7—19 %) u np. [12].

Oco0eHHocTH HeBpoJormdeckoro craryca npu CJI. Xa-
paKTepHa MBbIIIeYHasl TUIIOTOHMUSI, OCOOCHHO y HeTeit
1o 1 roga. 1o 3 et oTMeyaeTcs CUMIITOMOKOMILIEKC nud-
(by3HOI1 MBIIIEYHOI TUIMIOTOHUM (CHHAPOM <«BSIJIOTO pe-
O6eHKa»). Takke xapakTepHbl OTCYTCTBUE pediiekca Mopo,
¢1a60CTh KOHBEPIeHIIUU, CXOASIIeeCs KOCOIIa3ue, Fopu-
30HTaJIbHBII HUCTAIM, JIETKHE KOOPAMHATOPHBIC HapYIIIe-
HUS, 3a1ep>kKKa (hOPMUPOBAHUST MOTOPHBIX U TICUXUIECKHUX
HaBBIKOB. CHIDKEHUE MHTEJICKTA SIBJISIETCSI OMHUM M3 OC-
HOBHBIX cuMNIToMOB CJI. CTeneHb KOTHUTUBHBIX HapyIiIe-
HUI MOXKET OBbITh pa3HOIA: OT JIeTKOH (KO3(GULIMEHT MHTEI-
nekTa (intelligence quotient, 1Q) 50—70) no ymepeHHoit (1Q
35—50), a unorma u tsxenoi (IQ 20—35) [12]. OtmeuaeTcs
CcBoeoOpasre SMOLMOHAIBHOM Chephbl: OONBIIMHCTBO T1a-
LIMEHTOB 3MOLIMOHAIBHO KUBBIC, IIPUBS3AHBI K OJIM3KUM,
JIAaCKOBBI. Pa3BuTa criocoGHOCTD K NoApaskaHUIo, O1arogapst
yeMy mauyeHTsl ¢ CII MOTyT OCBOMTbH HaBBIKA CAMOOOCITY-
>kuBaHus. [leproanyeckyt 61aroayIHOe HaCTPOSHUE CMe-
HsieTcs apeKTUBHBIMM BCIIBIIIIKAMU, HETaTUBM3MOM. He-
PEIKU CITyYan ayTUCTUIECKOTO MOBEIEHNS.

Jannbie Heiiposusyamusanuu npu CJI. TonoBHOI MO3T
nanueHToB ¢ CJI yMeHbIIIeH B pa3Mepax o CpaBHEHUIO
¢ HOpMoIi. BoeIsgBisiercs rumornia3usi J00HO-BUCOUYHBIX
otaenoB. [TocencTBust BpOXKICHHBIX KApAUOIATUI U TIe-
PMHATAIbHOM THMIOKCHUU—MUIIEMUU MOTYT IPUBOIUTH

2

K 1 dy3HBIM KOPKOBO-TTOAKOPKOBBIM aTpoGUIECKUM
W3MEHEHUSIM TOJIOBHOTO Mo3ra. B eTMHUYHBIX myO/IrMKa-
LIMSIX ONTMCaHbl KOPTUKaJAbHBIE AUcTeHe3uu [47].

Anunencusa npu cuHapome JlayHa

PacnipoctpanenHocTh anuiencun npu CJI Bbllle,
yeM B OOIIeil MOMyJasliMM, HO HE CTOJb BBICOKA,
KaK TIPU HEKOTOPBIX APYTMX CUHIPOMAX, U OLICHUBAETCS
B nuana3oHe ot 8,1 % [37] no 26 % [24].

Yactoie Tunbl npuctynos npu CJI: dokanbHble MpU-
ctynbl — 47 %, nHOaHTWIbHBIC STUICITUICCKUE CITa3-
MBI — 32 %, TOHMKO-KJIOHWYECKUE MPUCTYIIBl — 21 %.

XapakTepHbI CIenyole SMUIeNTUIeCKue CUHAPO-
MBI: CHHIPOM MH(aHTUIBHBIX SIMIJIETITUIECKUX CIIa3MOB
(CUDBC) (cuHoHuM: cuHapoM Becra), cuHapom JIeHHOK-
ca—Tacro (CJIT), ctpykTypHas oKaiabHas 3MUJIEICUs],
HUAMONaTHYeCKasl TeHepaIu30BaHHasH SITUJICTICUS, a TAKXKe
ocobast ceHUJIbHas (hopMa SIWIETICHH, OITMCAHHAsI TOJIb-
KO y mareHToB ¢ CII, — MUOKJIOHUYECKAsT ITMICTICHUS
¢ no3aHumMm aediotoMm mpu CJI (late-onset myoclonic
epilepsy in Down syndrome, LOMEDS).

CaMoe KpymHOE MOIYJISIIUOHHOE MCCIeI0BaHue
priroyano 405 mammenTtoB ¢ CJ (B Bo3pacTe oT 6 Mec
1o 45 ner); snuiericus Oblla JruarHoctrpoBaHa B 8,1 %
ciydaes [43].

He6tot anunerncuu npu CJI uMeeT BO3pacT3aBUCUMBIIA
xapakTtep. OTMevaroTcs 2 mrMKa 3a00J1eBaeMOCTH: B BO3pa-
cte 1o 1 roma (40 % caydaeB) u ociie 30 et (takke 40 %
ciydaeB) [4, 43].

[TepBblii MK MOXET OBITh CBSI3aH C PAHHUMU MEIH-
LIMHCKUMU OCJIOXKHEHHMSIMU, B TO BPeMsI KaK BTOPOI ITUK
COBMAaaaeT ¢ pa3BuUTHeM 0osie3Hu Anblreiimepa (bA) y na-
uueHToB ¢ CJI [47]. [TomuMo reHeTHUEeCKUX (PaKTOPOB
pasButHe snuiencuu npu CJI cBSI3aHO CO CTPYKTYPHBIMU
U MOJIEKYJISIPHBIMM HapyIIeHUSIMHM TOJIOBHOTO MO3ra,
OCJIOXKHEHUSIMU BPOXIECHHBIX ITOPOKOB Cep/lia U YaCThIMU
MHOEKIUSIMUA.

B netckom Bo3pacte (1o 18 nert) anumaerncus npu CJ1
BcTpevaeTcs B 5—10 % ciydaeB ¥ BKIIIOYACT SNUJICITHYE-
CKUE CITa3Mbl, TeHepaIM30BaHHbIC TOHMKO-KJIOHUYECKHE
MPUCTYITBI 1 MMOKJIOHUYECKHE TIPUCTYIIBI MPU WAMOTIA-
TUYECKOM TeHepaJIM30BaHHON 3IMWIEIICU. TakKe MOTyT
HaOmoaaTbes GeOPUIbHBIE TPUCTYIIHI.

V B3pocibix 601bHBIX ¢ CII B Bo3pacTte crapiie 30 jier
snuiencusi Berpevaercsa B 30 % ciydaeB, a crapiie
40 et — yxe B 50 %. XapakTepHbl (pOKaIbHBIC TTPUCTYIIHI,
reHepajau3oBaHHbIE CynopoxkHbIe MpucTynbl 1 LOMEDS
[28, 33, 34].

Arunencus npu CII Xxopolllo u3ydeHa U SIBIsieTcsl MO-
JIEJIBIO JIUIST U3YYEHMS IPUYMH muienToreHesa. [lepeun-
CJIMM HeKoTopble ocobeHHOCTH CJI, KoTopble 00YCIOBIM-
BalOT Pa3BUTHUE PE3MCTEHTHOM SITUJICTICUM:

1. M30bITOUHAs aKkcnpeccust GepMEHTOB, KOIUPYEMbIX

21-1 xpomocoMoii. [TprBOIUT K YCUTIEHUIO COOTBET-
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CTBYIOILIMX MTyTeit MeTabonm3ma. Hanpumep, reH cyre-
poxcuaaucmyTasbl-1 (21-g XxpoMocoMa) 3KCITPECCUPO-
BaH Ha 50 % Ooubllle, B pe3yjibraTe Yero CHUXKEH
YPOBeHb cyrnepokcuaa (cyocrpaTa (pepMeHTa), MOBBI-
1LIEH YPOBEHb MepoKcHIa Bogopoaa (MeTaboauTa), u3-
MEHEHbI YDOBHU OKCHU/IA a30Ta, IEPOKCUHUTPATa U CUH-
TeTa3bl OKCHJIA a30Ta, HaApyIIEeHbI THAPOKCWINPOBAHUE
apoMaTMYECKUX KHCJIOT U CUHTE3 HEPOTpaHCMUTTE-
poB. TakKe MOBBIILIEHUE YPOBHS ITEPOKCHIa BOIOpoaa
MPUBOIUT K MOBBIIIEHUIO aKTUBHOCTU TJTyTaTUOHIIEP-
OKCHJIa3bl I TOTPEOHOCTHU B CEJICHE.

2. Tunepakcnpeccust KapboaHTUapa3kbl 2-To TUIA. Y Ma-
ueHToB ¢ CJI HaGogaeTcs MOBBIIEHE aKTUBHOCTU
KapOoaHruapasbl 2-1o Tvma. JJaHHbIe ObLTA TTOATBEPXK-
JIEHBI KaK Ha Mo3re MbIHoi Moaenu CJI (Ts65Dn),
TakK 4 Ha Mo3re aeTeit 1 B3pocibix ¢ C/I. KapboaHru-
Jpa3a 2-To TUMa JOKAJIU3yeTCs MPEeuMyIIeCTBEHHO
B onuroaeHaporiun 1 Hekotopbix TAMKepruueckux
HelipoHax. Ee rumepakcnpeccus MoBbIIIaeT HEHPO-
HaJbHYI0O BO30YIMMOCTbh U MPEeapacroaoXeHHOCTh
K pa3BuTHIO cynopor y aeteit ¢ CJI 3a cyeT MHIyLUPO-
BaHUS ajikano3a. [IpoucxoauT ycuieHue nemnosspu-
3yloliero oukapooHaTHoro komrnoHeHTa ajist TAMK-
pPeLIeNTOPOB; MOBBIIIAETCSI YPOBEHb BHEKJIETOUHOTO
K* (yBenmuuBaercs MpoaoJKATENTLHOCTD IIOTEHIINAA -
Jla JIeCTBUS, Y MPOUCXOAUT TeHepalys SMUIeITH-
¢GOpMHOIT aKTUBHOCTU — cIaiikoB) [38].

3. deHOMEH «3MOPHOHAIBHOTO MO3ra» [31]: CHIKeHHOE
KOJIMYECTBO TOPMO3HBIX HEIIPOHOB, aHOMaJIbHasI KOp-
TUKaJbHasl JaMUHALUs, COXpaHeHUE MOPGhOJOTruu
IEeHIPUTOB ¢ HU3KMM BETBJIEHUEM, KaK y ILIONA,
YTO TaKXKe CIIOCOOCTBYET BOSHUKHOBEHMUIO SITMIICTICUU
1 OOBSICHSIET CJIOKHOCTHU €€ JICUEHMUSI.

4. OcoXHEHUs BPOXIECHHBIX TTOPOKOB cep/lia B BUAE
HapyIllIeHUIl MO3TrOBOT0 KPOBOOOpAaIlleH!sI, KOTOPhIE
MPUBOAAT K (OPMUPOBAHUIO 0OYAroB HINEMUU
WA KPOBOUBJIMSIHYS, UYTO CO3AaeT OCHOBY CTPYKTYP-
HoOM ¢okanpHOl snunencun [8]. Takxke 0oJyie3Hb
MOI1sI-Moiis1 yallie BcTpevaeTcs y aeteit ¢ C/ u compo-
BOXK/Ia€TCsI XPOHUYECKOM OKKITIO3UEN COCYIOB IrOJIOB-
Horo mMosra. PazBuBaroTcst mporpeccupyrommii CTeHo3
HaIKJIMHOUAHBIX YYaCTKOB BHYTPEHHENW COHHOM ap-
TepUuH, MaToJOTUYECKass U3BUTOCTh apTepUaTbHBIX
KoJl1aTepajieil y OCHOBaHMUS ToJIOBHOro Mosra. B pe-
3yjabrate hOpMUPYETCS XPOHUUYECKast UILIEMUsI C OfI-
HOCTOPOHHUM WX YePEAYIOIIMMCS HEBPOJIOTMYECKIM
nedUuIMTOM U pa3BUTHEM CTPYKTYpHOH (boKasibHOM
SIUJIETICUU.

5. PanHee Havano BA. JlonoaHuTenbHas 21-s9 XpoMoco-
Ma BbI3bIBAET TMIIEPIKCIIPECCUIO TeHa OeJika — Mpe/-
1ecTBeHHUKa amuiounaa (APP), 4To IpUBOAUT K Bbl-
COKOMY COJIepXaHWIO aMuUiIouaa-f B MO3Te;
B pe3yJbrare ¢hopMUpyeTcs SMuaenTudopMHas ak-
TUBHOCTbD Jaxe B OTCYTCTBUE HelipoaereHeparuu [50].

2

Ocob0ennoctu snmiencun y aereii ¢ CJI B Bo3pacte
10 5 get. CUDC — camas yacrtas ¢popMa SIUJIETICUM Y JIe-
teit ¢ CI (o1 6 mo 46 % Bcex cirydaeB amtenicuu rpu CI).
DeOprtbHBIC CYTOPOr TaKXKe pacrpocTpaHeHsl pu CJ1
(XOTsI BCTPEYAIOTCS PeXke, YEM Y IeTeH C TUITMYHBIM pa3-
BUTHEM, — B 2,5 % ciy4aeB potuB 7—9 %).

OTHOCHUTEJIBHO YaCcTO BCTPEUYalOTCsI TeHepaIu30BaH-
Hble TOHUKO-KJIOHMYECKHE MPUCTYIBI B mepBbie 20 JeT
ku3HU. [IpHUCTYITBI COMPOBOXKIAIOTCS 00JIee CepPhbe3HBIMU
OCJIOKHEHUSIMU M3-3a TIOBBIIIIEHHOTO PYCKA ITaJIeHUIA 1 ac-
MMPALVN.

ITpu CJI Takke HaOMI0JAI0TCS TUITUYHBIE, aTUTTMYHBIE
1 MUOKJIOHMYECKME aOCaHChI, OMHAKO TOYHAsI MX YacToTa
HeusBecTHa. K penkum tinam rpuctynos (1o 1 % ciyda-
€B) OTHOCSAT U peJIEKTOPHBIE IIPUCTYIIB B OTBET HA CEH-
COPHBIE CTUMYJIBI (CIIyXOBBIE).

Ha snexrposnuedanorpamme (D3I) y neteit ¢ CJ1,
OTMeUaeTcsl HecrenUIecKoe HeOOIbIIoe 3aMeIJICHUE
(OHOBOI aKTUBHOCTU: U3MEHEHUsI B alibda-, AebTa- 1 Oe-
Ta-puTMax [6].

CuHapoM HH(MAHTUIBHBIX 3MUJIENTHYECKHX CIA3MOB
npu CJ/I. B TeueHue nepBbIX 2 €T XKM3HU BOZHUKAIOT UH-
(aHTUIBHBIE CITa3MBbl (cTUOaTeNIbHbIC, pa3rubaTe/IbHbIC
WIK CTHOaTeIbHO-pa3rudaTe/IbHbIe), 3aTparuBaollre
IIEI0, TYJIOBUILIE U/VJIM IIPOKCUMAaIbHbIC OTIAE/IBl KOHEY -
HocrTeit. [Tuk 3aboeBaeMocT MpuxoauTcs Ha 5 mec. Pac-
npoctpaHeHHOcTh CUBDC npu CJI HayHa cocTaBiasieT
0,6—13,0 %. DnunenTrndecKue Cra3Mbl OOBIYHO JUISITCS
<5 ¢ ¥ IPOSIBIIAIOTCS B BUAE CEPUIA IPUCTYITOB, KOTOPBIE
MOTYT MpoaoskaTbes oT <1 MuH g0 6ojee yeMm 10 MuH.
OnHa cepust MOXET BKJTIOUATh OT 2—35 10 HECKOJIbKUX Jie-
CSITKOB cIa3MoB. Cria3Mbl 0OBIYHO BO3HUKAIOT IMOCJIE KaXK-
JIOTO CHa, a MOCKOJIbKY MJIaJIEHIIbI CIISIT HECKOJIBKO pa3
B JICHb, COOTBETCTBEHHO, CEPUU CITa3MOB MOTYT ITOBTO-
pATHCS OT 2 10 5 pa3 B CyTKU [55].

[Mpu snMIeNTUYECKUX CITa3Max ONMKMCaHbl MTPU3HAKU
JlaTepaiM3aliii, KOTOPhIE YKa3bIBAalOT Ha CTPYKTYPHBII
ovar B Mo3re. K mpusHakam JjlaTepajiu3aliid OTHOCST
ACUMMETPUYHBIC SMWIESTITUIECKIE CIIa3MBbI C «I10301 (hex-
TOBAJIBIIMKA», ClTa3MbI C BEpCUBHBIM KOMITIOHEHTOM B BH-
Jle OTBEeIEHUs TOJIOBHI U IJ1a3 B CTOPOHY [5].

Ha B3I nipu cTpyKTypHOM BapUaHTe perucTpUpyeTCs
TaK HaszbiBaeMas MOIMMUIIMpOBAHHAS THIICAPUTMUS
¢ MpeobIagaHueM PeTMOHAIBHBIX WU MYJIBTUPETMOHAITb-
HBIX TIATTEPHOB.

Panee BbiIeISIIM PSI OTAIMYMIA TaK HA3bIBAEMOTO WAM -
omnatnyeckoro BapuaHta CUDC nipu CII oT CTPYKTYpHO-
ro (ta6. 2) [47].

CuHapoM MH(GAHTUIBHBIX SIMMJIEIITUIECKUX CIIa3MOB
npu CJI moxeT neboTupoBath 1 nociie 3 net. [1pu no3a-
HeM Je010Te, KpOMeE ITPUCTYIIOB 0 TUITY SITAJICITHYECKUX
CITa3MOB, KaK IIPaBUJIO, IIPUCYTCTBYIOT (hOKaIbHBIC TTPH-
CTYIIbI M TeHEPAIM30BaHHbBIC CyTOPOXKHBIE TPUCTYIIHI [ 18,
22,36, 41, 52].
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Tadauna 2. Omauxus uOUORAMUYECK020 8APUAHMA CUHOPOMA UHPAHMUABHBIX FNUACHMUHECKUX CHA3MO6 NPU CUHOPOMe JlayHa om cmpyKmypHo20 6apuanma
Table 2. Differences between structural and idiopathic infantile epileptic spasms syndrome in Down syndrome

Criterion

Idiopathic infantile epileptic spasms
syndrome in Down syndrome

Structural infantile epileptic spasms syndrome
in Down syndrome

MarnuTHo-pe3oHaHCHast ToMorpadus,
MopdoJiorus
Magnetic resonance imaging, morphology

BnexkTpoaHiedanorpadpusi THTEPUKTATBHO
Interictal electroencephalography

EZ[I/IHI/I‘IHI:IC CIIa3Mbl Ha UKTaJIb-
HOI1 3JIEKTpO3HIIE(DaTorpaMme
Single spasms on ictal
electroencephalogram

OnekTpoaHIedanorpadust UKTaITbHO
Ictal electroencephalography

BeHszonunasenHoBas mpoda
Benzodiazepine test

Her nusmeHeHwuii B Mo3re
No brain abnormalities

CuMMeTprUIHast TUTICAPUTMUS
Symmetrical hypsarrhythmia

He nemoncTpupyer ouara
Does not show a focus

EcTh n3MeHeHUs1 B MO3Te
Brain abnormalities present

Her nunTepukTanbHOM MapoKcu3MaabHON
AKTUBHOCTU MEXIY CITa3MaMu
No interictal paroxysmal activity between spasms

TlaTTepHBI MIPUCTYIIOB COYETAIOTCS C (hOKAIb-
HBIM HAa4YaJIOM
Seizure patterns associated with focal onset

ITocne BBeneHuUs qua3enamMa cCoXpaHsieTcst
ovar SnuaenTU(MOPMHOIT aAKTUBHOCTH
Focal epileptiform activity persists after diazepam
administration

CuHIpoM MHGAHTUIBHBIX 3MUICITUYECKUX Cra3-
MOB — (haKTOP PUCKa CEPhE3HOIO KOTHUTUBHOTI'O YXY/IIIIE-
HUsS, Pa3BUTUSI PACCTPOICTB ayTMCTUYECKOTO CIIEKTpa
U BBIpAaXEHHOW WMHTEJUICKTyaJIbHOM HEIOCTaTOYHOCTH
HE TOJIBKO Y IETeH C TUTTMYHBIM pa3BUTHEM, HO U Y Mallu-
entoB ¢ CJ/I. Tak, y nereit c CUDC u CHI Habmomanoch
yJIy4dIlleHre HaBBIKOB BepOaJIbHOM KOMMYHUKAIIUW TTOCTIE
paHHero crapTta JieueHus npuctymnoB. K nperaparam nep-
Boro Beioopa B Tepanuu CUDC npu CII oTHOCITCS TE XKe
MperapaThbl, 4YT0 ¥ PeKOMEHIyeMble B OOIICH IMpaKTUKE:
rmokokopTrukoctepouasl (I'KC) u Buradatpu. Komou-
Halus BUrabaTprHa U MpeaHU30JI0Ha Obla 3¢h¢eKTUBHA
y 83 % maiumeHToB, 4To Ha 23 % BHIIlIe, YeM TP MOHOTE-
paruu [6, 24].

Ocob6enHoctsiMu TeueHnst CUUDC nipu CI0 npu paHHEM
Ha3HAYeHUM BUTA0ATpUHA SBIISIIOTCS OBICTPast HOpMaJIu-
3alus nokasareyeit DI, ObIcTpas cToiiKasi peMUCCUs.
Ecimn npu CUDC noiiro He yaaeTcsl JOCTUYb PEMUCCUU,
TTOBBIIIACTCS PUCK PAa3BUTHUS ayTH3Ma.

AmOy1aTopHblii npoToko Tepamni CUDC npu CI. O6-
mast 3(pHEeKTUBHOCTD MPEACTABISIEMOTO aMOYJIaTOPHOTO
npoTtokona — 74 % [51]. Cxema jiedeHUst OCHOBaHA Ha CTy-
MEeHYaTOM (3CKaJIAlIMOHHOM) TIOIXOIe: Tepalliio BCeraa
HAaYMHAIOT C MOHOTEPAI1 BUTabaTpPMHOM U TOJIBKO B CITy-
yae ero HeaheKTUBHOCTY 100aBJISIOT BTOPOI MperapaT
(ropMOHOTEpAIUIO).

Takum o6pazom, aMOyIaTOPHBIN MTPOTOKOJ Tepanuun
CUDBC npu CJI cneayoniuii:

1. CraproBas Tepanusi: Ha3HaYeHUEe BUTabaTpyHa B Ha-
YajibHOM 103¢ 50 MI/KT/CyT.

2. Tutpanust: eXXeHeIeIbHOe YBeIMIEeHUE 103bI Ha S0 MI/KT.

3. MakcuMarbHasl 103a: MOBbIILIeHYe 103kl 10 200 Mr/Kr/cyT
WJIN 10 JOCTHXKECHUST KIIMHUYECKOTO OTBeTa (KYIHMpPO-
BaHUSI CITa3MOB).

4. 1TMTeTbHOCTD JICYSHUS: TIPH TTOJIOXKUTETHBHOM OTBETE
Tepanus MpoaoJrKaeTcs He MeHee 6 Mec.

5. Ilepexon Ha KOMOWMHMPOBAHHYIO TepamMlio: €CiIu
Ha (poHe IpreMa TeparieBTUYECKUX 103 BUTabaTpruHa
y peOeHKa COXpaHSIOTCS KIMHUYECKUE CITa3MBbl
wnu ruricaputMust, nodasistior 'KC [51].

Y namyentos ¢ CJI Ha0ogaeTcsa MpIIeYHas TUIIO-
TOHHSA, YTO 3ATPYAHSAET AUATHOCTHKY SMUIENTHYE -
CKHMX CNa3MOB, 0COOEHHO B CJIyYyae Maji03aMeTHBIX
npucrynos [6].

Cunapom Jlennokca—TIacto mpu CII. CJII" — ato pe3u-
CTEHTHAasl BMIUJIETICUS C MOJUMOPGHBIMU IIPUCTYyIaMK
(aToHUMYECKUE, aTUITUYHBIE aOCaHCHI, HOYHbIE TOHUYE-
CKHeE), CONPOBOXIAIONIASICS YMCTBEHHOM OTCTAJIOCThHIO
U HapylleHusIMU ToBeneHusi. Ha D3I BuIsIBASIIOTCS 3a-
MeJIEHHEe OCHOBHOI aKTUBHOCTH, T dY3HBIC pa3psiabl
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MeIJIEHHOBOJTHOBOI aKTHBHOCTH BO BpeMsl OOIPCTBOBAHMS
U BCIIBIIIKY U@ @y3HOI ObicTpoit akTuBHOCTU 10—20 Tix
BO CHE (PEKPYTUHT-PUTM).

3aoboneBaemocts CJII' B monynstuuu coctanisiet 0,10—
0,28 ciryyas Ha 100 ThIC. YeJIOBEK; YaCTOTa BCTPEYaeMOCTU
naHHoro cuHapoma y geteit ¢ CJI HeusBecTHa. OgHaKO
oTMedeHo, uyto npu CJI oTmeuaroTcst Oosee mo3aHee Ha-
yajio CJIT u 6oJee BbIcOKast 4acToTa peIeKTOPHbBIX ITPU-
ctynoB [55]. Takke BeposiTHOCTh TpaHchopmanuu CUDC
B CJIT" y nereit ¢ C/I Huxe, yeM B monyiasgiuuu. Tak,
E. Ferlazzo u coaBr. (2009) ObL1M M3y4yeHbl faHHbIE 13 Ma-
meHToB ¢ CII u CJII. OTMeYeHO OTCYTCTBME 3BOJIOLUMN
CJIT u3 CUBC, a Bo3pact nebroTa B CpeIHEM COCTaBUI
9 (5—16) neT; TIpy 3TOM B BO3pacTe cTapiiie 8 JieT 1eOroT Ha-
omonaincs y 62 % GoMbHBIX (YTO ITO3IHEE, YeM B OOIIIei T10-
myystiyn). OTMeyaauch CIeAyrOIIYe TUITbI IIPUCTYIIOB: TOHU-
YyecKue, aTUIMMYHbIC a0CaHChI (HEPEIKO CTATYCHOIO TEUEHMST),
MUOKJIOHUYECKME, TeHEPAIM30BaHHbIE CYTOPOKHbBIE IIPUCTY-
Mbl, IPUCTYTIBI NageHuit. [TpucTynbl ObTU pedpakTepHbI
K Tepanuu. Takeke ObLTM XapaKTepHbI pehIeKTOPHbIE PUCTY-
IbI, TIPOBOLIMPYEMbIE BHE3aMHbIM pa3IpaXuTeeM (3BYK
U MPUKOCHOBEHME, KOHTAKT JIMLIA C BOIOM, KOHTAKT CTeKJIa
¢ rydbaMu, cMex, TToabeM 110 JiecTHule) [20].

CrpykrypHas dokanpHag smuiencus npu CJI. Bospact
nebroTa BapuabeieH; 3a00JieBaHUE MOXET MaHU(PECTUPO-
BaTh yke Ha 1 romy XKU3HU.

Oturonorus: ocnoxHeHus CJI (rTMmoKcu4ecKu-uiie-
MUYecKas sHIedaonaTus, KapauojJorndeckre, reMaTo-
JIOTMYeCKHe OCJIOXXHEeHU U ap.). [1pu HelipoBu3yauzauuu
BBISIBJISTIOTCSI MUCXOMbl HEHPOMHMbEKIIUiA, 1IepedpoBacKy-
JISIpHBIE OCJIOXKHEHUS (B TOM YHCJIe UIIIEMUYECKHe U re-
MoOpparuyeckue MHCYJIBThl U MX TOCIENCTBUS), 00JIe3Hb
MOIisI-MO¥isI, HEMPOJIEHKO3.

ITomumo xiaccuueckux (oKaabHBIX MPUCTYIOB,
MPU CTPYKTYPHOI snumienicuu y naiueHToB ¢ CJ1 Bo3Moxk-
HbI TaK Ha3bIBa€Mble TICEBIOTEHEPAIM30BaHHbIC TPUCTYIIbI,
BO3HUKAIOIIME B paMKax (peHOMeHa BTOPUYHOU OujaTe-
paJIbHOW CUHXPOHUM3ALIMK: TOHWYECK1E, MMOKJIOHUYECKHE,
aTUnU4HbIe abcaHchl. Ha D3I B aTHX cllyyasix oTMevaeT-
¢Sl perMoHaJIbHAs/MYJIBTUPErMOHAIbHAS SMIeNTU(hOPM-
Hasl aKTUBHOCTb, KaK IPaBWIO, B CTPYKTYpe perMoHalb-
HOTO 3aMeIeHUs, B coueTaHuu ¢ AU dy3HbIMU MUK-,
MOJUMUK-BOJTHOBBIMU pa3psiiaMy ¢ PETMOHATbHBIM Ha-
YyajioMm.

OrnucaHbl (hoKabHbIE pedIeKTOPHO-TTPOBOLIMPYEMbIE
npuctynsl [52, 53].

CornacHo R. Guerrini u coaBT. (1990), pediekropHbie
MPUCTYIIbI HAYMHAIOTCS IOC/Ie HEKOTOPOTO Meproa TeUSHUS
SMUJIETICUU C HEMTPOBOLIMPYEMbIMU MpUCTyamu [23].

Omuaencus npu CJI Bo B3pocyiom Bo3pacte. Pazputne
snuiienTuyeckux npuctymnon npu CII cBsizaHo ¢ 6ojiee
OBICTPBIM CHIDKEHMEM KOTHUTUBHBIX M DYHKIIMOHAIBHBIX
CMOCOOHOCTE, a TakXKe SIBseTcs (paKTOpoM prcKa ro-
cnuTanu3aluuu 1 jJetaabHoro ucxoaa. K 40—50 romam

2

y 90 % nauuentoB ¢ CJI pazBuBaeTcst BA, 1y ITOJIOBUHBI
M3 HUX THarHoCcTUupyeTcs smutercus. [locie eqMHnIHOTOo
HECITPOBOLIMPOBAHHOIO SMMJICIITUYCCKOTO MPUCTYIIa
npu coueTanun bA n CJI mpuctyn nostopsieTcst B 70 %
cltydaeB B TeueHue caenyonmx 7,5 mec. [ToaTroMy Tepanuio
HayMHaIOT cpa3y. Dnuiencus y nmauueHToB ¢ CJ u BA
B HacTosee BpeMsT HocuT Ha3zBanue «LOMEDS» [6].
JlanHast ¢oopMa ObL1a BriepBbie onucaHa [Tbepom 2KeHTo-
HOM KaK CeHUJIbHasi MUOKJIOHWYecKas anuierncus [21].

Cssa3b anmnencun 1 BA npu CJI HacTo/IbKO TecHas,
YTO NEPBbIii CJIyYaii HECIPOBOIMPOBAHHOTO MPUCTY-
na B Bo3pacte nocJje 40—45 jeT cayRKuT MmapkepoM
manucdectanuu BA [44].

Druiencust mporekaeT Ha (hoHe MPOrpeccupylomieit
JIEMEHIIMY, 2 OCHOBHOE KJIMHUYECKOE MPOSIBJICHUE — DT -
JISTITUYECKMI Y HEAMWIETITUIECKMIT MUOKIOHYC. Hearm-
JIETITUYECKUIT MUOKJIOHYC MPOSIBIISICTCSI CETMEHTapHBIM
MUOKJIOHYCOM, TIEPEXOASIIMM B MAaCCUBHBII OMIaTepaib-
HbIN MMOKITOHYC. CermMeHTapHbI MUOKIIOHYC ITpy LOMEDS
MOKET HE COIPOBOXKIATHCS SITUICTITU(OPMHBIMU M3MEHE-
Husmu [17].

MUOKIOHUYECKHE MPUCTYMIHl Yallle BO3HUKAIOT
10 YTpaM, BOBJICKAIOT KOHEYHOCTH U TYJOBHUILE, MOTYT
OBITH CITOHTAHHBIMU WU PeICKTOPHBIMU (BBI3BAHHBIMU
neiictBueM). [1py MUOKIOHMYECKUX MPUCTYIIaX MOXET
OTMEUaThCsI KaK aKTUBHBIN, TaK 1 HETAaTUBHBIN MHUOKJIO-
Hyc. Berpeualorcst penkye reHepaan30BaHHbIE TOHUKO-
KJIOHMYECKHE TTPUCTYIIBI.

Jng D3I xapakTepHa reHepaan30BaHHas TTUK-BOJI-
HOBast aKTUBHOCTb, XOTSI MOTYT PETUCTPUPOBATHCS Y MYJTb-
TUdoKaabHbie HapylieHus [35]. [eHepanin3oBaHHbIE pa3-
psaabl Ha DB HamoMUHAIOT KapTUHY IOHOIIECKOM
MUOKJIOHWYECKOW 3MUJICIICUM, YTO BaXXHO YYUTHIBATh
MpY Ha3HAYECHWH JIeueHUs [6]: oTMedaroTcst nuddy3HbIe
pa3psiibl KOMIUIEKCOB MOJTUIIMK—BOJIHA, PETMOHAIbHbBIC
CraiiKy, MOJIUCITAKY B LIEHTPaIbHBIX pernoHax [56].

J71s1 Tyd1iero npeacTaBieHust 0COOEHHOCTEM coyeTa-
Hus C u BA Huke nipeactasieHa Tadil. 3, IeMOHCTPUPY-
follasi OTJIMYMS SIUIETICUM TP pa3HbIX BapuaHTax BA
u pu ee couetaHuu ¢ CJI.

Tepanuss LOMEDS conpsixkeHa co 3HaYMTEIbHBIMU
TPYAHOCTSIMU, OCOOEHHO B IUIaHE KOHTPOJISI MUOKJIOHM -
YECKUX IPUCTYITOB M PUCKa Pa3BUTUS ITOOOYHBIX 3hPeK-
TOB aHTUBRNUIIeNTHYecKuX npernapatoB (ADII). B HegaB-
Heil nmyoaukauuu [7] 329 mauuentoB ¢ CJ u BA
WY TIPEIIEMEHTHBIMU COCTOSTHUSIMU, Y KOTOPBIX IIPEO-
Gnamany ouiaTepaibHble TOHUKO-KJIOHMYECKIE TTPUCTYIIBI
B COYETAHMU C MMOKJIOHMYECKMMHU TIPUCTYIIaMU, TTOJTyda-
JIA pa3jIMYHbIe BUIBI TEPAIIMU: IIPEUMYIIICCTBEHHO JIeBe-
thpaneraM (61,5 %) u Banbpoats (19,6 %). B pesynsra-
Te 66 % MalKMEeHTOB CMOIJIM JOCTUTHYTh KOHTPOJIS
HaJl TOHUKO-KJIOHUYECKMMU IPUCTYIIaMU Yepe3 oM, Te-
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Taomauna 3. Dnunencus npu pasmvix eudax boaesnu Anvueeiimepa [6]
Table 3. Epilepsy in various types of Alzheimer’s disease [6]

Parameter

Sporadic Alzheimer’s disease

Autosomal dominant Alzheimer’s disease

Alzheimer’s disease +
Down syndrome

PacnipoctpaneHHoCTh, %
Prevalence, %

Hawubounee yacTbiit TUI

MPUCTYIIOB
Most common seizure type

Hawubosnee yacTsie smutern-
TH(HOPMHBIE U3BMEHEHUS

Ha SHCKTPOSHHC(I)aJIOFpaMMC
Most common epileptiform
abnormalities on
electroencephalogram

BpeMeHHas cBsI3b MexXy Ha-
YyajioM 0oJie3HU AJblireiiMepa
W SMUJICTICUEA

Temporal relationship between
Alzheimerss disease onset

and epilepsy

KimHudeckoe nmporpeccupo-
BaHUE
Clinical progression

1,5-12,7

DoKaabHBIC MPUCTYIIBI
C HApYIIECHUAMMU CO3HAHUA
0e3 JABUTaTCJIbHBIX CUMIITO-
MOB
Focal impaired awareness non-
motor seizures

OuyaroBble BUCOYHbBIE MEJI-
JIEHHBIE U OCTPBIE BOJHBI
WJIA CTIAUKA
Focal temporal slow and sharp
waves or spikes

IepBerit mpucTyn pa3Bu-
BaeTCs OTHOBPEMEHHO
¢ IeMeHluel pu 00Jie3HU
AJblreiimepa
First seizure develops
simultaneously with Alzheimer’s
disease dementia

XopoInii KOHTPOJIb
Haza IIpUucTymnamu 1mocjiae
HaydaJjia Ipyu€Ma aHTU3IU -
JIENTUYECKUX TPENApaTOB
Good seizure control after
initiation of antiseizure
medications

2,8—47,0

82 % — reHepanM30BaHHBIE MOTOP-
HbIE IPUCTYIIBI, 8 % — (OKaIbHbIE
¢ TeHepaau3anueil, 8 % — (poxanabHbIE
C HapyllleHWeM Co3HaHus, 2 % — Apy-
rue (hOKaIbHBIC TPUCTYITHI
82 % — generalized motor seizures, 8 % —
focal to bilateral tonic-clonic seizures,

8 % — focal impaired awareness seizures,
2 % — other focal seizures

Craiik-BOJTHOBbIE KOMIUIEKCHI, ITUKMU,
KOMIUICKChBI OCTpad—MEIJICHHAaA BOJI-
Ha, 0YaroBbIE€ UJIU T€HEPAIM30BAHHbBIE
Spike-wave complexes, spikes, sharp-and-
slow waves, focal or generalized

MozxeT HaunHaThCsl 6€3 KOTHUTUB-
HBIX HApYyIIIEeHUI, HO B OOJIBIIIMHCTBE
CJIyyacB HepBBIfI TIPUCTYIT pa3BUBACTCA
Ha (poHe pa3BUTHS AEMEHIIUU IIPU 60-
JIe3HU AJIbLIreiiMepa
May onset without cognitive impairment,
but in most cases, the first seizure develops
against the background of progressing
Alzheimer’s disease dementia

Xopoluit KOHTPOJIb HaJl IPUCTYIIAMU
II0CJIC HavYajia IpueMa aHTUSITUIICTI-
TUYCCKHUX ITPEIapaToB. Ha TIOCJICAHUX
cragudax 3a00JIeBaHUSI BO3MOKEH
repexo B pepakTepHbIA MUOKJIOHYC
Good seizure control after initiation
of antiseizure medications. In the late stages
of the disease, progression to refractory
myoclonus is possible

41,1-75,0

MuokinoHuYecKue
1 T€HEPAJIN30BAHHEBIC
TOHHNKO-KIIOHNUYECKUE
TIPUCTYIIBL
Myoclonic and generalized
tonic-clonic seizures

IeHnepanuzoBaHHas
MOJIMCITANK-BOJIHOBAsK
AKTUBHOCTH
Generalized polyspike-wave
activity

IepBebrit mpucTymn pa3Bu-
BAaeTCs OAHOBPEMEHHO
C AeMeH1uel pu 0oJie3-
HU AJbIIreiiMmepa
First seizure develops
simultaneously with
Alzheimer’s disease dementia

CHayaJia HaOIronaeTcs
TIOJIOXUATEIbHBINA OTBET,
IIOTOM YacTO Pa3BUBACTCS
pedpakTepHbIif MUOK-
JIOHYC
Initial positive response
is often followed by
the development of refractory
myoclonus

paruu, OMHAKO MUOKJIOHMYECKUE TTPUCTYITBI KOHTPOJIY-
poBauch ToJIbKO Y 30 % matyeHToB. JIeBeTHparieTamM ObLT
OTMeHeH y 22 % mauueHTOB (IIPEeUMYIIeCTBEHHO BCIIC -
CTBHE Pa3BUTUS PA3IPaXUTEIbHOCTU), B TO BpeMs
Kak BaJIbIIPOaThl OTMEHSIIUCH B 14 % cityyaeB 13-3a yXyI-
LIEHUS MOTOPHBIX (PYHKLIMIA.
K npyrum no6o4HbIM addexTaM, IPUBOISIIUM K OT-
panundeHuto npuMeHeHust ADII mpu CII, oTHOCAT:
* JUISI JIAMOTPUIKMHA — YCYTYOJICHIUE MUOKJIOHUYECKUX
MPUCTYTIOB (MPOMUOKJIOHUYECKU 3(pPeKT), 0cobeH-
HO TIPY MO3IHE MMOKJIOHUYECKOI 3IUJIETICUM [6];
* JUIS JIeBeTHpalleTaMa — ITOBeACHYECKHe HapyIIeHUs
(arpeccusi, pa3npaXkUTeIbHOCTh, BPaXXIeOHOCTb, HE-
PBO3HOCTb, aXKUTAllWsI, U3MEHEHME HACTPOCHUS).

YV nmaumentoB ¢ CII, 0cOOEHHO C COMYTCTBYIOILIMMU
MOBEICHYCCKMMU PACCTPOMCTBAMM, MaHHbIE 3 heK-
Thl MOTYT OBITb 00Jice BbIPAXXCHHBIMU U TIPUBOAUTH
K CHIDKEHUIO 03Bl WJIM OTMEHE Tepanuu [6];

JUTSL BaJIbIIPOATOB — TPEMOP (Iaxke IpHY MpreMe HU3-
KUX J103), TUTIEPAMMOHUEMUIO U TUTIEPAMMOHMEMU -
YeCcKyIo 3HIIe(haIonaThio, IUTOIIEHUIO (ITOIaBJIcHHE
KOCTHOTO MO3ra), KOTHUTMBHBIE 1 MOTOPHBIE Hapy-
ILIeHUsI, a TaKKe YBeJIUYeHre Macchl Tena [29, 48];
JUTSI OEH30AMA3EITMHOB — ITapaJoKCaJIbHOE yJallleHue
MPUCTYIIOB (0OCOOEHHO TOHMYECKUX UM MMOKJIOHM -
YECKHUX), Celaliio, KOTHUTUBHOE YXYAIICHHE, TTapa-
JIOKCaJIbHOE BO30YKIeHNEe WU arpeccuio (0COOeHHO
MpY UHTEJUIEKTYaJbHOM HelocTaTouHOCTH) [11].
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B HenmaBHO OITyOJMKOBAHHOM CTaTbe MTAJbSHCKMX
aBTOpOB [ 16] ormmcano 12 B3pocibix marmeHToB ¢ CI 1 BA,
C IPOrpeccUpylonieii MUOKIOHMYECKON SIUIICIICUEI.
IIporpeccupyloniass MHOKJIOHUYECKAsT SMUICTICUSI
npu CJII — oToeabHbIN (DEHOTUIT B paMKaX KOHTMHYyyMa
«CI—BA», yactuuno HanomuHamomuii LOMEDS u xa-
PaKTEePU3YIOIIMIACS TPUAI0M CUMIITOMOB: MUOKJIOHYCOM,
aTakCUel M SIMWIETITUYSCKUMU TTpUCcTyIiaMu. MaHude-
cTalysi MUOKJIOHYCA CJTYKUT ITPOTHOCTUYECKU HebJaro-
MPUSATHBIM MapKepoM («KpacHBIM hjIaroM»): MeauaHa
BPEMEHM JI0 YTPaThl MOOMJIBHOCTH M MEePEBO/Ia MalKeHTa
Ha ITOCTEJbHBIN PEeXUM COCTaBJIsIeT 2,5 Toua, a CpeaHss
MPOIOJIKUTEIEHOCTD XXKM3HU ¢ MOMEHTA MOSIBJICHUST CUM -
nroma — 4,2 rona. B 38 % HabmoneHuit ObIIO 3aperucTpu-
POBaHO SITPOTEHHOE YXYAIIEHUE TeYEHUs 3a00JIeBaHUsI,
CIIPOBOLIMPOBAaHHOE Ha3HaueHHeM ¢deHobapOuTana
WY 6JI0KaTOPOB HATPUEBBIX KaHAJIOB.

7151 ycTaHOBJIGHUS TUarHo3a HeoOXOAMMO HaIudue
He MeHee 2 U3 CIIEAYIONIUX 3 MPU3HAKOB:

1. KopTukanabHbIil MUOKJIOHYC: YYBCTBUTEIbHBIN K N -
CTBUIO U CTUMYJIaM, KaK ITPaBUJIO, MYJIBTU(DOKATbHBIIA
WY TeHEePaIM30BaHHBIM, YaCTO BO3HUKAIOIINIA KJla-
CTepaMy B paHHME YTPEHHUE Yachl.

2. ITporpeccupyrolias aTakCHsi: 3HAYUTETbHOE HapyIle-
HME TTOXOIKH 1 KOOPAMHAIIUM, ITPUBOSIIIIEE K yTpaTe
CaMOCTOSITEJIbHOTO TIEPEIBYKEHUS.

3. [eHepanM30BaHHBIE TOHUKO-KJIOHMYECKHUE IIPUCTYIIBI:
4acTO CBSI3aHHBIE CO CHOM WJIM MPOOYKICHUEM, OT-
HOCUTEIHbHO PE3UCTEHTHBIE K CTaHIAPTHOM MOHOTE-
panuu.

CiieyeT yIMThIBaTh, YTO ITOJTHASI TPUaAa MOXeT hop-
MMPOBAThCS TTOCICIOBATEILHO B TeUeHUE 3a00JIeBaHMS,
a He OMTHOBPEMEHHO.

JlononHuTeNbHBIE (MOAAEPKUBAIOLINE) TTPU3HAKM:

* Helipodusmoaornyeckue: Ha DD — reHepaaIn30BaH-
Hble WK (DOKAJIbHBIE KOMIUIEKCHI OCTpasi—MeIICHHasT
BOJIHAa, (DOTOYYBCTBUTEIBLHOCTh WM YCHUJIECHHBIN
C-pediekc (TMraHTCKKMe COMaTOCEHCOPHbBIC BbI3BaH-
HbI€ TTOTEHIIAIbI);

* HelipoBU3yaJIM3allMOHHbIE U OMOMapKephbl: BHICOKAs
aMWJIOMIHAsl Harpy3Ka B KOpe OOJIbIIIOro MO3ra, oI -
TBEPXKIEHHAs C TOMOIIBIO AMUIOWIHON MO3UTPOHHO-
9MUCCUOHHOI ToMorpaduu (Hampumep, r1o0aTbHbI
Z-KpUTepuii >2 WU TOJOXMTEIbHAsl BU3yallbHas
OlICHKA), WJIX U3MEHEHMS YPOBHS OMOMAapKEePOB B JIU -
KBOpe (CHMXXKeHUs cooTHoleHus AB42/AB40);

* YXYIIICHUE COCTOSTHUS UJIM OTCYTCTBUE KIIMHUYECKO-
ro a¢pdekra Ha oHe TIpUMEHEHHUsT OJIOKATOPOB Ha-
TPUEBBIX KaHAJIOB (B YaCTHOCTHM, KapbaMa3eluHa,
¢deHuTonHa) wiu eHobaporTasa 10JKHO BbI3bIBATh
MOI03PEeHME Ha Pa3BUTHE MPOrPECCUPYIOLIEH MUOK-
JioHnvyeckoi sanunencuu npu CI u TpedyeT He3ame -
JIUTETHLHOTO MePECMOTpa TAKTUKY JICYCHUSI.

2

PekoMeHnaanum no BeAeHHIO MAIMEHTOB C SMUIENCHEI
u CJI npuBeneHsb! B Ta0. 4.

HapyieHust putMa 1 mpoBOAMMOCTH cepllia (BKIIO-
yas ymuHeHue uHTepBaia QT) — yacThle COMyTCTBYIONIME
natosioruu npu CI. Becem getam ¢ CII HeoOxoamMo TIa-
TeJIbHOE 00CIeNOBaHIE METOIOM JIEKTPOKapAnorpachumr
JIJISI BBISIBJICHUS TIPEPACIIONOXEHHOCTH K apuTtMuu [30].
B ¢Bs131 ¢ 3TUM TakKe HEOOXOAMMO ITOMHMTb, YTO HaM-
OoJIbliIast YacToTa yIutMHeHust mHTepBaia QT Betpevyaercs
IpU NMPUMEHEHUHU OJIOKATOPOB HATPUEBBIX KaHAJIOB:
36,1 % — nnsa kapbamasenuHa, 45,5 % — nis peHuTonHa
u 54,7 % — nnst namotpukuHa [46]. @eHobapouTalr cum-
TaeTcss ADII, KOTOphI BhI3BIBAET Haubojee 3HAUMMOE
yaauHeHue uHTepBana QT. Y manueHToB ¢ TOCTUHCYIBT-
HBIMU IIPUCTYIIaMU (heHOOapOUTaII BBI3bIBaJI 00JIee BhIpa-
>keHHoe yummHeHre QTc 1o cpaBHEHMIO ¢ JieBeTUpalleTa-
MoM (460,0 mc ripotuB 421,5 mc) [49]. Cinenyer OTMETUTD,
4yTo AJis BurabarpuHa, apdexkrusHoro npu CUDC, uc-
CJIeIOBaHMS OKA3bIBAIOT OTCYTCTBHE MPOAPUTMOTEHHOTO
MOTeHIMAaJIa y 3I0POBBIX JOOPOBOJIbLIEB [54].

CMHAPOM 0GCTPYKTUBHOIO anHO3 CHA

npu cuiapome JlayHa

Y nauuenTtoB ¢ CII umeeTcs psii aHaTOMO-(HDU3U0JIO-
TMYECKUX 0COOCHHOCTEI, IpeIpacItoararolmx K pa3Bu-
o COAC:

* YEJIFOCTHO-JIMIIEBbIC aHOMAJIMU: TUIIOIUIAa3MUsT KOCTeil
CpeIHe U HIDKHE! 30H JIMIa, YKOPOYeHUE TBEPAOTrO
HEOA U MUKpOTHATUs (YMEHBILIEHNE 00beMa HIXKHEN
YeJII0CTH), YTO IIPUBOIIUT K CY>KEHUIO ITPOCBETA BEPX-
HMX JIbIXaTeJIbHBIX ITyTe;

* MaKpOIJIOCCHS: UCTUHHOE MM OTHOCUTEIBHOE yBe-
JIMYEHUEe pa3MepOoB SA3bIKa, TP KOTOPOM OH 3aHMMa-
€T OOJIBIITYIO YaCTh POTOBOIA ITOJIOCTH, CO3/1aBast MeXa-
HUYECKOE TPEIATCTBHE JIJIsT BO3AYIITHOTO ITOTOKA;

* nmuMmdonpoardepaTuBHble (QaKTOPBI: TUIEPTPOPUS
aIcHOUJOB U HEOHBIX MUHIAIWH, JOIOJHUTEIbHO
yYMEHbIIIaIoIIast IPOCBET HOCO- U POTOIJIOTKU;

* HEBPOJIOTUYECKME HapYIICHUs: OOIas MbIIIeYyHast
TMIIOTOHMS, PAaCIPOCTPAHSIONIASCS Ha MBIIIIIBI-I1 -
JIATaTOPBI IJIOTKH, YTO CITIOCOOCTBYET KOJUIATICY JbIXa-
TeJIbHBIX MyTelt Bo Bpems cHa [27, 58].

CuHApPOM O0OCTPYKTMBHOIO alTHO? CHAa — OJHO U3 Ha-
n0oJIee YaCThIX M KIMHUYECKN 3HAYUMBIX COCTOSIHMI,
COMPOBOXIAMIIMXCSI HAPYLIEHUSIMU AbIXaHUSI BO CHE
y neteii ¢ CJI, TpeOylolee akTHBHOTO CKPMHUHTA U CBOE-
BpeMeHHOTo BMelnateabcTBa. Tsxkenbie opmbl COAC
(MHAEKC alTHO®—TUMIOITHOS >10 coOBITHI B Yac) BCTpeya-
torcsy 31-35 % nereii ¢ CJ1. BeipaxkeHHOCTh alTHOD BBIIIIE
y JAeTeil MJIaIIIero Bo3pacra, a Takke y MalueHTOB C Mo-
BBIIIICHHBIM MHIEKCOM Macchl TeJia. Jlaxke mpy OTCYTCTBUM
KJIMHUYECKMX CUMIITOMOB (HaIlpuMep, Xparna Wik Ha0JIio-
naembix artHO?) COAC BBIBIIsIETCS O0Jiee YEM Y TTOJIOBU -
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Tabmuua 4. O6uue u cneyuanvivle peKomeHOauUY No OUASHOCMUKe, AeHeHUI0 U HAOAI00eHUI0 3a NAyUeHMamu ¢ snusencuell npu cunopome Jlayna (adanmupo-

6aHo uz [6])

Table 4. General and specific recommendations for the diagnosis, treatment, and follow-up of patients with epilepsy in Down syndrome (adapted from [6])

Epilepsy in Down syndrome: general recommendations

TIpoBecTH CTPYKTYpUPOBaHHBI COOp aHAMHE3a Y ONIEKYHOB,

a TakKe HeBPOJIOTMIECKUI OCMOTP MAaIlMeHTA.

BbISIBUTH MMOTEHIIMATBHBIE TPUITEPHI: HAPYIIIEHUS OOMEHA Be-
1eCTB, MHGMEKIINK, TeNPUBALINIO CHa, He3(h(dEKTUBHOCTh MEIMKa-
MEHTO3HOTO JIEYEHHNS], YEPEITHO-MO3TOBYIO TPABMY H JIp.
BuieossekTposHiiedanorpacbuieckoe UcCaeI0BaHNE CIeayeT
TPOBOIUTH KAK MOXHO CKOpEe TOCIe TPUCTYIA WU MPU HATAINI

Recommendations for late-onset myoclonic epilepsy in Down
syndrome

MuokiioH s He BCerna MMeeT SIS TUIECKYIO STHO0JI0-
TUIO (HampuMep, OHa MOXKET OBITh BEI3BaHA METAa0OTITIe-
CKMMU HapyLIEHUsIMHU).

TIprMeHsI T TpenapaThl MMPOKOTO CIIEKTPa JeHCTBUS.
[IpeamnoyrurebHa MOHOTEPATIHSI.

HaunHath ¢ MasIbIX 103 ¥ MOCTENIEHHO YBEIUYUBATH JO3Y.
[IpeamoyTnTe TbHBI HU3KWE TO3HI.

3HAYMMBbIX U3MEHEHUI B CUMIITOMATUKE TIPUCTYIIOB.
3anpocm1, JOMalllHUE BUACO3AITUCHU ITPUCTYIIOB.

PexomeHnnoBaHa mmTeabHast IIPOTUBOSITUJICTITUYECKAS TCPAITUA

M3-3a pyucCKa peruanBa MpUCTyIioB.
Ecnu He JAUAarHOCTUPOBAH CHCHI/I(bI/I‘ICCKI/Iﬁ THII SITUJICTICHUN,

CICOYET MPUMCHATH aHTUSIMUICTITUYCCKUE TIPpENapaThl HIMPOKOIo

CIIEKTpa AEVCTBUS.
IIpenmouyrnTenbHa MOHOTEPATIHS.

KoHTpoIMpoBaTh 4aCTOTY MPUCTYIIOB, COOIIOEHIE PeXrUMa Jieue-
HUSL, TIEPEHOCUMOCTh I BO3MOXKHBIE B3aMMOAENCTBYSI. BBIIOIHATE

OIIPEACICHUE KOHIICHTPAlUU ITpErapaToB B KPOBU
Conduct a structured medical history interview with caregivers and a
neurological examination of the patient.

Identify potential triggers: metabolic disorders, infections, sleep deprivation,

medication non-compliance, traumatic brain injury, etc.
Request home video recordings of seizures.

Videoelectroencephalographic monitoring should be performed as soon
as possible after a seizure or when significant changes in seizure semiology occur.

Long-term antiseizure therapy is recommended due to the high risk
of seizure recurrence.

Broad-spectrum antiseizure medications should be used if a specific epilepsy

type is not diagnosed.
Monotherapy is preferred.

Monitor seizure frequency, treatment adherence, tolerability, and potential

drug interactions. Perform therapeutic drug monitoring

WN36erath IIPUMEHCHMUA 6J'IOKaT0p0B HaTpUEBbIX KaHAJI0B
u TAMKepruyeckux aHTUSTIUJISITUYECKHUX ITperapaToB
(OHU MOTYT YCYyTYOUTh MUOKJIOHUYECKUE MPUCTYIIBI).
HpI/I ITOBCACHYCCKUX HAPYIHICHUAX HE IIPUMEHATD IIPEIia-
pathbl, COCOOCTBYIOIIME arTpaBalliy JaHHBIX HAPYILIEHU .
Dnuiiencus He SIBIgeTcs MoKa3aHueM JJ151 OTMEHBI

WJIM TIPOTUBOIIOKA3aHUEM K Havaly JeueHUsT 00JIe3HU
AJnbIreiimepa.

O1LIeHUTh HAJIMYME COIMYTCTBYIOIIMX HAPYILIEHUM CHA

(B OCHOBHOM OOCTPYKTHBHOTO aITHO3 BO CHE), KOTOPEIE
MOTYT YCYTyOUTh KOHTPOJIb HaJl IPUCTYIIaMU

Myoclonus does not always have an epileptic etiology (e.g., it may
be caused by metabolic disorders).

Use broad-spectrum medications. Monotherapy is preferred.
Start with low doses and titrate up gradually. Low doses are
preferred.

Avoid sodium channel blockers and GABAergic antiseizure
medications (they can aggravate myoclonic seizures).

In patients with behavioral disorders, avoid medications that can
aggravate these symptoms.

Epilepsy is neither an indication for discontinuation nor

a contraindication for initiation of Alzheimer’s disease treatment.
Assess for comorbid sleep disorders (mainly obstructive sleep
apnea), which can worsen seizure control

Hbl geteii ¢ CJI [15, 45]. AMepuKaHcKasi akageMusl Meau-
aTpuu peKoMeHIyeT NMpu HabmoaeHuu Beex aeteit ¢ C/I,
Ha4YMHAasI C MEPBLIX 6 MEC XKU3HU, PETYISIPHO 00CYKIaTh
¢ ponuTeIsiMM (OTIEKYHAMU) HaJIM4KMe TIPU3HAKOB Hapy-
LIeHMs cHa (Xpara U 1p.).

B Bo3pacte 3—4 net Bcem namuentam ¢ C/I peko-
MEHJI0BaHO 00513aTeJIbHOE MPOBEIeHNE MOJIMCOMHO-
rpaduu Ha npeamert BbisiBJieHus COAC.

W nanee no 21 roga npu KaxaIoM IJIaHOBOM OCMOTpe
MaIleHTOB HEOOXOIUMO 00CYKIATh CUMIITOMBI, CBSI3aH-
HbIE C HApYIICHUSIMU JBIXaHUS BO CHE, B TOM YHCJIE XpaTl,
OECITOKOMHBIN COH, JTHEBHYIO COHJIMBOCTD, HOYHEIE TTPO-
OyKIeHMsI, TTPOOJIEMEI C TTOBEICHUEM U TT03Y BO BpeMsI CHa,
M3-3a BbIcOKOTro pucka ociaoxHeHuit COAC [12].

Cynbrunam — ADII, caMblit MOIIIHBIF UHTUOUTOP Kap-
0oaHTruApa3bl 2-T0 TUIA, KOTOPBIN TakKe ToKa3as 3¢ ¢ek-
tuBHOCTB Ipu Tepanuu COAC. T1o pe3yabratam IBOMHBIX
CJIeTIBIX TUTalleO0KOHTPOIUPYEMBIX UCCICIOBAHUIMA, CYIIb-
THAaM CHIDKAJ TSDKECTh alTHO3 CHa, MHIIEKC alTHO3—TMIIOI-
HO® M WMHAEKC HecaTypallMyd KUCJI0poJa IPUMEPHO
Ha 30—50 % B mozax ot 200 MI/CyT y B3pOCJIbIX ITAIIEHTOB
¢ BeipaxxeHHbIM COAC [1, 3]. Just cyapThaMa onvcaH
MEXaHW3M LIEHTPaTbHOT'O TTOBBIIIEHMSI TOHYCA MBIIIII BEPX-
HUX AbIXaTeJbHBIX MyTel [25], KOTOpbIil CHUXKEH Y Maliu-
eHToB ¢ CJI. CynbsTuaM MMeeT XOpolluii Tpoduib nepe-
HOCUMOCTH, OCOOCHHO B OTHOIIEHUU KOTHUTUBHBIX
¢ynkuuii [13], yto menaer ero onHuM u3 ADII BEIOOpPa
s mauueHToB ¢ CJ1. Kpowme Toro, cynbrnaM apdekTrnBeH
B TepaluM IOHOIIECKOM MMOKIOHMYECKON SIMWICTICUM
U IPYTUX MUOKJIOHMYECKUX (hopM anuiercuu [10, 32].
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KnuHuueckunin cnyvain 1

Iauuenmra A., 14 aem.

2Kaaobvt na 3adepyucky pazeumus, ghaekcopHble snuien-
mu4ecKue cnasmol.

Anammnes xcusnu. Pebenox om I-ii bepemennocmu, npo-
meKasuiell Ha ghoHe eecmosa, muomst mamru. Poobt cpounbie,
Camonpou3sonbHble (Macca meaa npu poxcoenuu 3380 e, dnu-
Ha meaa 51 cm). C poyucdenus desouxa HabA00AAACH NO NO-
800y DYHKUUOHUPYIOWUX (hemanbHbIX KOMMYHUKauuil (om-
Kpvimoe osanvHoe okHo). Huaenocmuposan CJI, kapuomun
47, XX,+21. Hacaedcmeernnocmo no He8posocueckum 3a00-
Aesanusm He omaeowena. Ilcuxomomoproe pazeumue ¢ 6bi-
DadCeHHOIl 3a0epicKoil: yoepicanue 20108bl ¢ 3 Mec, cuoeHue
¢ 14 mec, xo0v0a c 2,5 nem, peub — omoenvHbvie 084 NOCAE
7 aem.

Anamnes 3aboaesanus. C 6 mec nocae npodyxcoenus
NOABUAUCH (PACKCOPHBIE CUMMEMPUYHbLE dNUACNMUHECKUE
cnasmol, cepuiinvle, yacmomoii 2—3 cepuu no 15—30 cnazmoes
3a cepuio, ¢ NOCMENeHHbIM YEeAUHeHUEM YACMOMbl NPUCHY -
noe 6 meuerue 2 Hed. Ha gpone debroma npucmynoe omme-
Yancs peepecc pa3gUmusl.

0O66eKmueHo: cocmosHue OMHOCUMENbHO YO08AeME0-
pumenvroe. Konmakm coxparen: degouxa guxcupyem 632410,
peazupyem Ha 38YK, IMouuoHarbHa. Ommeuaemes acumme-
mpust uepena c ynaouieHuem 3amoiaka. MoiueuHboiii monyc
oughgpysno cHudiceHn, boavuie 8 NPOKCUMANbHBIX OMOeAdX.
Cyxooxrcunshoie peghrexcol: 8 6epPXHUX KOHEUHOCMSAX CHUNCEHDL,
KONEHHbLe — 0ACUBACHDL, AXUAN0BbL — CHUNCEHDL.

Denomun nauueHmKU: ynioueHHoe Auyo, MOH2040U0-
HbLIL paspe3 ena3, nAOCKUL 3aMmblaoK, KOPOMKAs Wesi U Ko-
HeuHoCcmu, nonepeutas AadOHHAs CKAAOKA Ha 0beux pyKax,
MAKpO2A0CCUsL, NPUOMKPbIMbLIL PO, MbLUEHHAS 2UNOMOHUSL,
3a0epicKa MOMOPHO2O U peHeso2o pa3eumusl.

Pezyavmamot 06caedosanusn. Buoeoanexmposnuega-
Aoepapuueckuii monumopune (BOM) 6 éospacme 6 mec: ¢hu-
3uon0euveckue nammepHsl cHa He oughpepenyupyromes;
domunupyem ougghysnas meodneHHO80AHO8AL AKMUBHOCMY
mema-denbma-ouanazona, Ha (hoHe KOMopoii pecucmpupyem-
Csl MYAbIMUPESUOHANBHASL 8bICOKOAMNAUMYOHAS SNUNENMU-
POpMHAs AKMUBHOCMb 8 BUOE KOMIACKCO8 OCHPAs—MeONeHHAS
B0AHA, CNAUK—BO0AHA C AKUYEHMOM 8 UEeHMPANbHO-MEMEHHbIX
omeedeHUsX ¢ 0beux cmopoH — auncapummus (puc. 1).

Tepanua. Ha ¢one npuema eanvnpoesoii Kuciomol
30 me/ke/cym aghghexma ne ommeueno. Yepes 2 ned dobaénen
sueabampur c mumpauyueti 003vi 00 100 me/ke/cym, Ha 3-ii He-
dene docmueHyma noanas pemuccus npucmynos. 4epes 1 mec
N0 OGHHbIM I1eKmMposHYeparoepaguu ommeuer peepecc eun-
capummuu,; coxparsemcsi ouggysnas mema-oeabma-aKmug-
HOCMb ¢ peodKoil MyAbmMUpecUOHANbHOU INUACNMUPOPMHOL
AKMUBHOCIBIO 8 BUCOYHO-UCHMPANbHO-IMEMEHHbIX Omaede-
Husx ounamepanvHo (puc. 2).

Noza eueabampuna yseauuena do 150 me/ke/cym,
Ymo Npueno K NOAHOMY pecpeccy IMUNenMUPOPMHOU aK-
muenocmu. Yepes 1 200 eanrvnpoesas Kucioma ommeHeHd

Puc. 1. Ilayuenmxa A., 8 mec. Inexmposnuyegpanoepaghus (con),
OunoAApHbLIL MOHMaxiC, Yyecmeumenvhocms 20 Mk B/mm: pecucmpu-
pyemcsa euncapummus (OupgysHas meoneHHOB0AHOBAST AKMUB-
Hocmb mema-0eabma-0uanazona é COMemaHuu ¢ blCOKOAMNAUNMYO-
HOU  MYAbMUPE2UOHANbHOU INUAENMUDPOPMHOU  AKMUBHOCHBIO
8 6UOe KOMNACKCO8 OCMPas—MeOAeHHAs 80IHA, CHAUK—B0HA ¢ 00-
MUHUDOBAHUEM 8 UEeHMPANbHO-MEMEHHbIX 001aCM5X)

Fig. 1. Female patient A., § months old. Electroencephalography (sleep),
bipolar montage, sensitivity 20 uV/mm: hypsarrhythmia is recorded (diffuse
theta-delta slow-wave activity combined with high-amplitude multiregional
epileptiform activity presenting as sharp-slow wave and spike-wave complexes
with central-parietal dominance)

0e3 yxyoduwieHus KAUHUKO-21eKmpodHyedaroepagduueckux
noxazameneil (puc. 3). B 4 2o0a (nocae 2 sem pemuccuu)
sueabampur ommenen. B nepuod ¢ 4 do 9.1em — 6e3 npomueo-
SNUAENMUYECKOll Mepanuu, NPUCMYNbL U SNULENMUGOPMHAS
AKMUBHOCMb He pecucmpuposarucs. Ommeuaiacs oA0ICU-

Puc. 2. llayuenmka A., 12 mec. Dnexmposuyepanoepaghus (con),
OUnOAAPHBLIL MOHMaC, uyecmeumenvHocms 20 Mk B/mm: domunu-
pyem Oup@y3nas MeoneHHOBONHO8A AKMUBHOCMb Mema-0eabma-
duanasona, Ha (hoHe KOMOPOI pecucmpupyemcs peeuoHAaNbHAas
SNUACNMUPOPMHAS AKMUBHOCMb 6 6ude peOKUX KOMNAeKCO8
CHaiiK—801HA, 0CMPas—Me0NeHHAS B0AHA 8 BUCOUHO-UEHMPANbHO-
MeMeHHbIX 0MBEOeHUSX, He3A8UCUMO C 00eux cmopoH (NoA0JCU-
menvHas OUHAMUKA)

Fig. 2. Female patient A., 12 months old. Electroencephalography (sleep),
bipolar montage, sensitivity 20 uV/mm: diffuse theta-delta slow-wave activity
dominates, against the background of which regional epileptiform activity
is recorded as rare spike-wave and sharp-slow wave complexes in the temporo-
central-parietal leads, independently on both sides (positive dynamics)
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Puc. 3. llayuenmxka A., 12 aem. Daexmposnyeghanoepagus (600p-
cmeosarue), OunoAspHbLi MOHmaxic, wyecmeumenvriocms 100 miB/cm:
NpU 3aKPbIBAHUU 2AA3 60 BPEMS NPOBEOCHUs: (HOMOCMUMYAAYUL
Ha wacmome 15 [y pecucmpupyemcst 2enepaiuz08antblii pomona-
DOKCU3MANbHDBLI OmEem

Fig. 3. Female patient A., 12 years old. Electroencephalography
(wakefulness), bipolar montage, sensitivity 100 uV/cm: upon eye closure
during photic stimulation at a frequency of 15 Hz, a generalized
photoparoxysmal response is recorded

meabHas OUHAMUKQ PA36UmMUs: pacuiuperHue naccugHozo
CA08apsL, YAVHUEeHUe KOHMPOAS MA308bIX QYHKYUILL, HAGbIKOG
ONPAMHOCIMU U KOMMYHUKAYUU, (DOPMUPOBAHUE CAMOCMOS-
menbHol X00b0b.

B 12 aem no oannvim BOM npu npoeedenuu gpomocmu-
myaayuu Ha yacmomax om 10 do 25 Iy 3apecucmpuposaro
nosiéneHue omonapoKCcu3MaibHo20 omeema 8 eude NOAUC-
NAaiiK-60AHOBbIX KOMIAECKCO8, a maKice (peromeH «eyes closed
Sensitivity» 6 conpogoycOeHUU SNUNENMUHECK020 MUOKIOHY -
ca ek (puc. 3, 4).
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Puc. 4. Ilayuenmxa A., 12 1em. Inexmposnuepanoepaghus (uxmans-
Has), ounoaspuulii MoHmaxc, vyecmeumenvHocms 150 mxB/cm:
NpU 3aKPbIBAHUL 2143 PeUCMPUPYemCsl eHepaal308aHHbLI pa3pso
NOAUCNATIK—MeONeHHAS 80AHA NPOOOANCUMENbHOCIbIO 00 1 ¢, KAu-
HU"eCKU CONPOBONCOArOUUIICS INUAENMUYECKUM MUOKAOHYCOM 8€K

Fig. 4. Female patient A., 12 years old. Electroencephalography (ictal),
bipolar montage, sensitivity 150 uV/cm: upon eye closure, a generalized
polyspike-slow wave discharge lasting up to 1 s is recorded, clinically
accompanied by epileptic eyelid myoclonus

2

IIpu noanoceHOMHOM CeK8eHUPOBAHUU KPOME MPUCOMUU
no 21-it xpomocome 0ONOAHUMENbHBIX KAUHUHECKU 3HAUUMBIX
6APUAHMO8G He BblAGACHO.

JaHHOe KIMHUYECKOEe HAOMOACHUE TEMOHCTPUPYET
couetanue CJI ¢ CUDC u XopollluM OTBETOM Ha MPOTU-
BOSMMUJICIITUYECKYIO Tepai0 BUTa0aTpUHOM, a TaKXKe
HEe3aBMCHMOE TTOSIBIeHHE (hOTOCEHCUTUBHOM (POPMBI 31T~
JISTICMM — S3IMJIESIITUYECKOro MMOKJIOHYCa BEeK B ITy0Oep-
TaTHOM BO3pacTe.

KnuHuueckuin cnyvai 2

Hauyuenmra 3., 3 rem 8 mec.

Huaenos: CJI (mpucomus 21-it xpomocomot). Cundpom
UHOAHMUABLHBIX INUACNMUMECKUX CNA3MO8, MEOUKAMEHMO3 -
Has pemuccus 2,5 eooda.

Anamnes ncusnu. Pebernox om 1-ii bepemennocmu, ca-
MONDPOU3BONbHBIX 0008 6 cpok. [Ipu poxcoenuu macca mena
2470 e, dauna meaa 49 cm, oyenxka no wkasre Aneap —
8/9 6annos. uaenocmuposarn CII (memodom Kapuomunupo-
eanust). MomopHoe pazeumue: 0MMmMe4anraco MolueHHAas eU-
nomonus, deouka nepegopaqusanacsy 6 4 mec, ceaa 6 9 mec,
K 11 mec 6cmana na yemeepenviku. I[lonzame Ha uemeeperv-
Kkax Hauaaa ¢ 1 eoda, ecmana y onopet 6 1 200 2 mec. [loay-
yanra waoauwyro peadbusumayuio ¢ 1 eoda 4 mec. B 3,5 eooa
MOXCEm NPoLmMU HECKOAbKO UA208 CAMOCMOSIMENbHO, MAKICe
xooum 3a pyky. Joma npeumyuiecmeenno nepedgueaemcs
¢ nomouwto noazarus. ObpauieHHYr peub noHumaem, cgop-
MUPOBAHO 38YKONOOpAJCAHUE, NOKA3bIGAem Ydacmu mend,
npocuObL GbINOAHAEM, CHOPMUPOBAHDL COUUANBHBLE HCECHbL
(«noka», «kaacc» u dp.). Haswviku onpsmuocmu é npouecce
gopmuposanus (Ooma Onem xooum 6e3 namnepca, 8biCaicusa-
HUIO HA 20PULOK He CONPOMUBASIeMCs, mepnum 00 ciedyioujeeo
svicaxcusanusi, Ho cama He npocumcs). Con 8 Hopme. Annemum
Xxopowuit, ncesarue cgpopmuposaro. Cmyn peeyasproiit. Coma-
muueckuil cmamyc 6 Hopme. Cucmemamu4ecku noay4aem 3a-
Hamus 6 bacceiine, ne4eOHYI0 QUIKYAbMYPY, PA36UBAIOUUe
3aHAMUS ¢ 1020nedom, 0eheKmonoeom, NCUX0A020M.

Anamnes 3aboaeeanus. [Ipucmynst no muny uHgpan-
MUALHBIX SNUAENMUHECKUX CNa3M08 debromuposanu 6 6 mec
(HeCKo0AbKO 0ecsimKo8 npucmynog é cepuu, 8 cymrku 6—7 ce-
puit). Beeden sanvnpoam, cmayuonapHo nayuenmia noay-
yuna Kype 0eKcamemasona, npUCmynst Kynupoganucy. 00-
Hako npu npogedenuu BOM uepes 3 mec 3apeeucmpuposatbi
aneKmposHyeganroepapuueckue nammepHsl NPUCMYNOE
0e3 kaunuueckux nposieaenuti. K mepanuu dobaeénen sueaba-
mpun. Yepes 4 mec — pedyKuyus snusenmu@opmHoi aKkmueg-
HOCMU, COXpaHeHue pecuoHanbHo2o 3ameorenus. Tloanas
HOpMaau3ayus noxkazamenei 31eKmposnyedharoepammol
6 1,5 eoda. Ilpunumana eanrvnpoam 40 me/xe/cym, sueaba-
mpun 100 me/cym. C 2 nem npogederna medieHHAS OMMeHA
sanvnpoama 6 2 npuema 6 meuenue 1 eoda. B nacmosuee
epems noayuaem sueabampur 1000 me/cym. I[lranupyemcs
CHUMICceHue 0o3bl. B 3,5 2o0a macca mena nayuenmiu cocmag-
asem 9500 e.
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Heepoaoeunecrkuii cmamyc. Kocoenaszus nem, auyo
CUMMEMPU4HO, A3blK NO cpedHell aunuu. B deueamenvHoll
chepe: 2UNOMOHUSL MbLULY, CYXONCUAbHBIE PeaeKChl cuMMe-
mpuunbt. Ilpu ocmompe KoHmMaKmua, uepyuKamu uHmepe-
cyemcs. DIMOYUOHANLHO A0eK8amHa.

Pezyavmamot o6caedosanusn. BOM: ocroeroii pumm
6—7 Tu. Dnunenmupopmnoit akmuerHocmu He 3ape2ucmpu-
DPOBAHO.

Maenumno-pe3onancruas momoepagusi 20A106HO20 M032a:
CMPYKMYPHBIX UBMEHEHULL He 8bl6ACHO.

Takum o6pazom, y manueHTKU ¢ CUUDC nojrydyeH He-
noyHbIN oTBeT Ha Tepanuio 'KC, nobaBneHue Buradar-
pUYHa MpUBEIO K OJIOKMPOBAHMIO TUIICapUTMUU Ha DT

Knunnyeckuin cnyyai 3

Ilauyuenm T., 3 n1em.

Huaenos: CI[ (mpucomus 21-it xpomocomwtr). CUIC.

Anammnes xcusnu. Pebenox om 6-ii bepemennocmu, npo-
mekaguieli 6e3 namoaoeuu (U3 amamHe3a mamepu:
1-5 u 4-5 6epemennocmu 3a8epuiunUc, MEOUUUHCKUMU abOp-
mamu, 2, 3 u 5-1 — podamu). Poowt 4-e, gpuzuonoeuveckue
cpounvle, Ha 40-it Hedene eecmayuu. Macca mena npu po-
acdenuu 3450 e, dauna mena 54 cm, ouyenka no wikase An-
eap — 7/8 baanos. Ilpu poxcdenuu 6bia KAuHUHECKU OUACHO-
cmupoean CJH ¢ nocaedywuum eeHemuuecKum
noomeepocoenuem (kapuomun 47, XY,+21).

Hacaedcmeennocmo. Cubc npobanda — cmapuiuii 6pam,
12 2em, cmpadaem snusenmuuecKumu nPUCMYnamu ¢ 7-1em-
Hezo 6o3pacma (603pacm3agucumas PoKANbHAS INUACHCUSL
C YeHMPOMeMNOPAAbHLIMU CRAUKAMU).

Ilcuxomomopnoe pazeumue. lonrosy nauan yoepoicu-
eéamb ¢ 2 mec, nepesopauusamscs — ¢ 5—6 mec. B 2,5 2oda
8CcMan Ha YemeepeHvKU U Ha4an cudems ¢ NO00epICKOIL.
B 2 200a 9 mec nauan noazamv no-naacmyHcku, ¢ 2 aem
11 mec — nepedsueamocs 60046 0NOPbL.

Anamnes 3abo0aeeanus. C 6 mec ommeuern 0edrom snu-
AENMUHECKUX CNA3MO08 8 8ude ed8a 3amMemubiX 00UHOUHBIX
npucmynos u cepuii u3z 2—3 cnazmos 6 sude npunooOHUMAaHusl
naeu (no muny «subtle»). Mamo ne o6pamuna Ha 3mo 6HUMA-
HUsl, pebeHOK 8 0CHOBHOM HAXOOUACS 8 20PUOHMAAbHOM HO-
A0JCEHUU, NeXcan 8 0emcKoil Kposamie. B meuenue neckonb-
Kux mecsuyee wacmoma Hapacmana 0o 20 cnazmoe é cepuro,
do 1—2 cepuii 6 Oenv. Pebenok nepecman yavioamocs, peaeu-
posamv Ha obpauenue, Cman naoxo yoepucusams 20108).

Toavko 6 6o3pacme 1 eoda § mec, koeda cnazmwvl cmanu
KAuHU4ecKu 060aee GbipaNCeHHbIMU, ¢ PACKUObIBAHUEM DYK
6 CMOPOHbl U HAKAOHOM 20408bl 6NEPe0 — <«KUBKAMU»
(00 50 u bonee cnazmos 6 cepuu, 0o 3 cepuii 8 deHb), enepavle
oOblaa npogedeHa s1eKmpoaryedanroepaghus, no pe3yrmamam
Komopoil 3apeeucmpuposana euncapummusi. Maenummno-
DE30HAHCHASL MOMO2PAPUS 20108HO20 MO32a CIMPYKMYPHOLUL
namosnoeuu He eviseuna. Yemawnoenen ouaeno3z CUIC. Ha-
3HA4eH npenapam 6aibnpoesoll Kuciomol 8 doze 40 me/ke
(no mecmy ncumenvcmea). Cepuu cnazmos cmaiu Kopoe

Puc. 5. llayuenm T., 2 1em 3 mec. Daekmposnueghanoepagus (con),
ounoaapubLil MoHmagic, uyscmeumenvHocms 20 Mk B/mm: ommeua-
emcs MyAbmupe2uoHanbhas u ougdysHas snuienmugopmHas ak-
mueHocmb ¢ nepuodamu nodaeaeHus aKMUeHoCmy — Moouguuu-
DOBAHHASL 2UNCAPUMMUSL

Fig. 5. Male patient T., 2 years 3 months old. Electroencephalography
(sleep), bipolar montage, sensitivity 20 uV/mm: multiregional and diffuse
epileptiform activity with periods of suppression is noted — modified
hypsarrhythmia

(do 10—15 cna3zmoé 6 cepuu), HO NOAHOCMbIO HPUCMYNbI
He Kynupoeanucs.

B eospacme 2 1em 3 mec enepevie koncysvmuposar 6 Ha-
VUHO-UCCALO08AMENCKOM KAUHUMECKOM UHCMUmYme neou-
ampuu um. akad. F0. E. Beasmuuwesa. I[lpu BOM o6napyycen
nammepH modughuyuposartoii euncapummuu (puc. 5). K me-
panuu dobaener 6mopoil npenapam — 8ueadbamput 6 003e
170 me/ke. Dnurenmuueckue cnazmol Kynupoealuch, omme-
YeHo nodasnenue suncapummuu, Ho nokazamenau 331 noa-
HOCMbIO He Hopmaau3oeatucs. Marvuuk cman nocmeneHHo
npuoGpemams MOMopHble HABbIKU U K 3 200aM HAUAA CIOSMb
Y ONOpbL, NOABUACS IMOUUOHANbHBLIL KOHMAKM.

Ilo danuwvim BOM, 6 6o3pacme 3 nem Kopkosas pummu-
Ka 0e30peaHu306anHa, OOMUHUPYIOWUT 3AMbLAOYHYLE PUMM
3ameoneH. B boopcmeosanuu ommeuaemcs bugpponmanvras
SNUNCNMUPOPMHAS AKMUBHOCMb C KPAliHe HU3KOU npedcmag-
AEHHOCMbIO, 80 CHE (hu3uos02u1ecKue nammepHsl CHa Oug-
epenyupyromes, Ho crabosvipaxcerst. MyabmupecuoHanbHAas
SNUNENMUPOPMHASL AKMUBHOCIb 8 BUI0e KOMNACKCO8 CNAIK—
80/1HA, OCMPAS—MeONeHHAs 80AHA, amMnAUmydoii 0o 150— 180
MK B. HHdekc snusenmugopmnoil akmusrHocmu cyosekmue-
Ho 20—30 % (puc. 6, 7).

B nacmosiwee epems noaywaem mepanuio: eueabampun
no 1000 me 2 paza 6 dens (180 me/ke) + npenapam earvnpo-
esoii kucaomot no 200 me 2 paza 6 denw (36 me/ke).

Heepoaoeuueckuit cmamyc. Ha ocmomp peacupyem
NOAOIHCUMEALHBIMU IMOUUAMU. 3PUMENbHbIL KOHMAKM Kpam-
Kospemennulii. Mnmepecyemces uepywikamu, 6 pykax yoep-
acueaem. Peuu nem. Jluyo eunomumuuroe, MOH20A0UOHbLI
paspes enra3. Cxodaueecs kocoeaasue. Pom npuomipoim,
ommeuaemcsi gvicogbleanue a3vika. Ilonzaem Ha uemeepeHn-
Kax, gcmaem ¢ n000epICKOil, nepedaueaemcst 6004b ONOPbL.
Cudum c kpyenoii cnuroil. Boipasxcennas ouggysnas euno-
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Puc. 6. I[Tayuenm T., 3 rem. Dnexmposnueghpanoepagus (6oopcmeo-
8anue), OUNOAAPHbILL MOHMAIC, HYECMEUMeabHocmy 7 MKB/mm: do-
MUHUPYIOWULL 3AMbIIOYHbIIL UMM 3aMedneH NO CPAGHEHUIO ¢ 603DAC-
HOU HOPMOUL; OUpPOHMANbHAS FNUACNMUDPOPMHAS AKMUBHOCID

Fig. 6. Male patient T., 3 years old. Electroencephalography (wakefulness),
bipolar montage, sensitivity 7 uV/mm: the dominant occipital rhythm is slowed
compared to the age norm; bifrontal epileptiform activity
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Puc. 7. llayuenm T., 3 rem. Baexmposnyepanroepagus (con), ou-
NOAAPHbLIL MOHMANC, HyecmeumenvHocms 10 mk B/mm: ommeuaem-
€51 MYAbMUPe2UOHANbHAS INUNENMUPOPMHAS AKMUBHOCIb (8 100HO-
6EPMEKCHbIX  001ACMAX He3A8UCUMbIMU U OUAamMePaNbHbIMU
paspaoamu, 8 UeHmMpaibHo-meMeHHO-8UCOUHBIX 001acmsX, ¢ nepe-
MeHHOI Aamepanu3ayueil aKkueHma)

Fig. 7. Male patient T., 3 years old. Electroencephalography (sleep), bipolar
montage, sensitivity 10 uV/mm: multiregional epileptiform activity is noted
(presenting as independent and bilateral discharges in the fronto-vertex
regions, and in the centro-parieto-temporal regions, with shifting lateralization
of emphasis)

monus moimy. Cyxoxucunvhvie pegaekcol cHuxceHsl, D = S.
Ilnockosanveychbie cmonbi.

IpencraBieHHBII KIMHUISCKUIA CITy4ail JEMOHCTPH-
PYeT CIIOXKHOCTU B TMarHOCTHKE CTEPTHIX AMMICIITUIECKUX
CITa3MOB, OCOOCHHO y JIETeil ¢ 3a1epKKOM IICUXOMOTOP-
Horo pa3utus. [1pu1 3TOM perpecc Win IiaTo B pa3BUTUH
MOXET OBbITh HEOUEBUIHBIM 1 HE (DMKCUPOBATHCS POAMTE-
JIIMU MalMeHTa. 3a4acTyio JIMIIb TP JAeTalbHOM cOope
aHaMHe3a ylaeTcsl yCTaHOBUTh, YTO e0I0T SMUJIeITUYE-
CKUX CIIa3MOB MPOM3O0IIIEI 331010 10 00palleHUsI K Bpa-
4y, — 3TO BJICUYET 3a CO0O0IT OTCPOUKY CTapTa Teparuu U 1o-
TEPI0 KPUTUYECKH BaXKHOTO BpeMeHU. Takke Heo0X0IuMo
MOAYEPKHYTh, YTO IpEIapaToM IepBOi JIMHUM BhIOOpA

2

npu CUDC cayxat Buradatpux u/wiu 'KC, a He Bajib-
IpoeBast KUCJIOTa.

KnuHuueckuin cnyvai 4

Iauyuenm HU., 14 sem.

JHuaenos: CJI (mpucomus 21-ii xpomocomot). Pokanrvhas
anuaencus HeymouHeHHoi smuonoeuu. Unmennexkmyanvnas
HedoCmamo4HOCHb.

Anamnes xcuznu. Peberox om noemopHoii bepemeHHo-
cmu, 1-x podoe nymem s3KcmperH020 Kecapesda ceveHus (paH-
Hee omxodcoeHue 600) Ha 31-ii nedene. Macca mena npu po-
acdenuu 2035 e, dauna mena 46 cm, oyenka no wkane
Aneap — 6/7 6annos. He 3axpuuan, nocie poycdenus nepe-
6eden 6 omoenerue UHMEHCUBHOU Mepanuu, UCKYCCMEEHHYIO
BEHMUAAYUIO Ne2KUX He NOAYYAA, KOPMAeHUEe NPOBOOUAOCH
uepe3 30H0, ommeueHo CHudcerue maccol meaa 0o 1700 epamm
(poduncs omeunvim). CI duacnocmupogarn nocae poxcoeHus,
noomeepaicoen kapuomunuposanuem. Boinucan 6 1 mec 19 cym
¢ maccoii mena 2700 e. Pazseueancs ¢ 3a0epickoil: 20108y
depoican 6 6 mec, Hauan nepegopavusamscs 6 8 mec, k 1 2ody
N0A301 HA YeMBEPeHbKaX U Ha4al 6CIMABAMb Y ONOPbL, XOOUMb
Hauan 6 1200 7 mec. Peuesoe pazsumue c 3a0epickoil, 6 3 20-
Oa obpawenHyo peub nonuman cumyamueno. Yacmu meaa,
HCUBOMHDBIX HE NOKA3bIBAN, 36YKON0OPANCAHUL He Obino. Boi-
padiceHHoe cAloHOmeveHue ommeuanrocs do 2 nem 3 mec.
C 3 aem nocewjaem demckuii cad, pacmem oOUUMENbHbIM,
K 3aHAMUAM RPUBNEKAACS HENPOOOANCUMENbHO, OMMEHANACH
eunepakmusrocmo. Haeviicu onpsmnocmu cpopmuposanuce
6 4 200a. Habawdaemcs 3HOOKPUHOA020M (eunomupeos),
npunumaem L-mupoxcun. Cypdonoeuneckoe obciredosanue:
cAyx 6 Hopme. Daekmpokapouoepaghus: HapyueHuil cepdey-
H020 pumma He bis18A€HO.

Anamnes 3a6o0aeeanus. llepewiii snusenmuueckuii npu-
cmyn pazeuncs 8 5.iem (80 8pems HOUHO20 CHA, 6CKOpe nocae
3aCbINAHUSL), OMMeHauch nodepeusanie npasoli pyKu, npa-
6011 NOA0BUHBL AUUA, 00UAbHOE CAIOHOMEYeHUe, POMA; NPO-
doaxcumenbHocms npucmyna cocmaeuna 2 mun. Ha pymun-
Hoit DAl (30 mumn) snusenmuopmHoil aKmueHocmu
He gviseaeno. Yepez 1 mec noemopunoce 2 makux xee npu-
CMyna 3a Ho4b: nepeulil npodoaxcaics 1—2 mun, 3amem pe-
OeHoK ycHya, u uepe3 40 MuH pazeuacst ROBMOPHbLIL NPUCHYR
daumenvHocmoto >15 mMur, Komopoiil Obla Kynuposau duase-
namom nocae npue3oa ckopoi meouyurckoii nomouwu. Ilocae
amoeo peberky Obin npogeden BOM Hounoeo cha. Buiseaena
PecUOHANbHAS INUACNMUPOPMHAS AKMUBHOCID 8 UEHMPALb-
HO-BEPMEKCHbIX 0MOeAax Npasozo U 1e8020 NOAYUAPUIL,
Ha omoenbHbIX 2n0xax ¢ Hapacmanuem unoexca oo 60 %,
uspedKa — KopomKue 2eHepatu308anHble paspsaobl ¢ AKUeH-
mom 6 100H0-6epmeKcHblX omoenax (puc. 8). 1o mopghonoeuu
INUAENMUPOPMHASL AKMUBHOCHb COOMBEMCIMB08AAA 000PO-
KauecmeeHHbIM SNUACHMUPOPMHBIM NammepHam 0emcmea
(«poaanduueckue cnaiiku»). Pekomendosan cyrbmuam & cy-
mouroil doze 10 me 6 2 npuema (100 me ympom u 100 me
eeuepom). Ilpucmynoi He nogmopsauce. Pebenok nabarodan-
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Puc. 8. llayuenm U., 5 rem. Inexmposnyepanoepagus (con), 6u-
NOAAPHYLIL MOHMAIC, yy8cmeumenvrnocms 150 mx B/cm: peeuonans-
Hble paspsidbl KOMAAEKCO8 CHALIK—B0AHA 8 UeHMPANbHO-8ePMEKCHOU
obaacmu, ho Mopghoaoeuu aKMUGHOCMb COOMBEMCMEYem «POAaH-
duueckum cnaikam» (YKasanvl MeHvluumu saauncamu). lenepanu-
308aHHbLI KOPOMKULL P3PS0 KOMNAECKCO8 CRAK-, NOAUCHATUK—601-
Ha ¢ aKyeHmom 8 N00HO-UeHMPaNbHO-8epmeKcHOl obaacmu (Yka3aH
00AbUUM HAAUNCOM)

Fig. 8. Male patient 1., 5 years old. Electroencephalography (sleep), bipolar
montage, sensitivity 150 uV/cm: regional spike-wave discharges in the centro-
vertex region, morphologically consistent with «rolandic spikes» (indicated by
smaller ellipses). A short generalized discharge of spike-wave and polyspike-
wave complexes with an emphasis on the fronto-centro-vertex region
(indicated by a larger ellipse)

cs1 anunenmonoeom. Ommeuanace caedyrowjas ounamuxa 3T
CHa 4epe3 6 mec npuema cyavmuama é doze 10 me/ke/cym:
60 CHe — npexoosiujee pecuoHANbHOe 3aMedleHue 8 npasoll
N00HO-UEeHMPanbHoi obaacmu. Dnusenmu@opmHoil aKkmue-
HOCIMU He 8blABAEHO.

Ilocae 6sedenus cyrvmuama pooumenu Ommemuau yay4-
weHue pazeumust pebeHKa: Masbuux cman 6onee ycuouuswbim
HA 3QHAMUSX, YMEHbUUAACL IMOUUOHANbHAS AAOUNBHOCTND.
B 8 nem 6 cocmosnuu 600pcmeosanus pazeuncs npucmyn
¢ nomepeil CO3HAHUSL, KAOHUYECKUM NOOepeUsanuem npasoll
pyku 0o 1 mun; Kynupogaics camocmosmensro. Ipucmyn
Obll CNPOBOUUPOBAH NPONYCKOM NPUEMA NeKAPCMEA, MaK
KaK pooumenu peuuau camocmosamenbHo OmmeHums npomu-
socydopooicHblii npenapam. Tlposedern nouroit BOM: ocHogHoil
pumm 8—9 Iy, 6o cHe pecucmpupyemcs snurenmugopmHas
AKMUBHOCMY 6 8U0e eOUHUYHBIX CRALIKO08, OCIPbIX BOH 6 /e~
801l N100HOI, NPasoil 100HOU obaacmu, bUppPoHmo-memno-
panvio. Jloza cyrbmuama noswlueHa 6 COOMeemcmeun ¢ Mac-
coit meaa 30 ke (100 me ympom u 200 me eeuepom). boavuie
NpUCMyno8 He omme4anoce. B nacmosiuee epems npoooaicu-
MeAbHOCMb PeMUCCUU COCMasasem NoAHbiX 5 aem. B xode
B3M snunenmughopmuas akmuenocms He pecucmpupyemcs.
Maenumno-pe3onancras momoepagus 20406H020 M0324.
CMPYKMYPHbIX UBMEHEHULL He 8blA6ACHO.

Heepoaoeuueckuii cmamyc. Ouazoebix cumnmomos
He ebisieneHo. MoiuieuHblii moHyc ¢ meHOeHyuell K 2UnomoHUU.

2

Cyxoxcunvhole peghaeicol Huskue. IliockosanveycHbie cmonbt.
Hapywenue ocanku, eunepaopoos. B noze Pombepea ne uc-
cnedosan. Peus omoenvnvimu cnosamu. Ha eonpocel omee-
yaem 00HOCA0JICHO, U3Oupamenvro. Ilpu cmene 3adanuil
Mooicem demoncmpuposams omkas. bvicmpo ucmowaemes,
Hyxcoaemces 8 KOHMpoAe npu bINOAHEHUU 3A0AHU.

JlaHHBII ciyyail JEMOHCTPUPYET BBICOKUI 3¢ heKT
cynbruaMa nipu anuierncuu Ha poHe CJI. ITokazaTenbHa
kaptuHa D3I, xapakTepHas IJisl TeHETUYSCKOM dTUIer -
CHM, — COYETAaHWE PETHOHAIbHOW M TeHepaJn30BaHHOM
BMUIETITU(OOPMHON aKTUBHOCTH. [IprMedaresibHO, 4TO pe-
rMOHaIbHAs SNUIeNTUMOPMHAs aKTUBHOCTh HOCUT Xa-
pakTep 100pOKaYeCTBEHHBIX SNMUIeNTU(OPMHBIX IATTEP-
HOB JIETCTBA.

3aknoyeHue

ITomumo onucanus CII, HaMu MpeacTaBiieH aeTalb-
HBIIf 0030p HanboJIee YacThIX (hOPM SITUJICTICUU C TUITHY -
HBIM BO3PacTOM JIc010Ta, 0COOEHHOCTSIMU SIUJICIITOIeHE -
3a ¥ TeYeHUs IIPUCTYIIOB IpY 3TOM cuHapoMe. Hanboree
YacTbIM TUITOM IIPUCTYIIOB B PaHHEM JIETCKOM BO3pacTe
npu CJI cuutarorcs sanuiientTuieckue crnasmol. K mpermna-
param nepBoit auHuu npu CHUDC Ha dpone CJI oTHOCAT
BurabatpuH u 'KC, a couetaHHOe MpUMeHeHUe yKa3aH-
HBIX METOIOB JIEMOHCTPUPYET 00Jiee BHICOKYIO 3(h(PEeKTUB-
HOCTb ITO CPaBHEHUIO C MOHOTepanueil. Takke moka3aHo,
YTO Tepalus NuiIerncuu y nmanueHToB ¢ CII nuMmeer onpe-
JIeJIEHHbIE CJIOKHOCTH M3-3a IJIOXOM NMEePEeHOCUMOCTH
ADII. K KoMOpOUIHBIM 3a00J1€BaHUSIM U COCTOSTHUSIM
ripu CJ1, KOTOpbie MOTYT OKa3bIBaTh HETaTUBHOE BIMSIHUE
Ha noaoop Tepanuu anuierncun, oTHocIT COAC 1 MoBbI-
IIEHHYIO aKTUBHOCTb KapOOaHTHUAPa3bl 2-TO TUIIA.

B moctymHoii 1utepatype Hamu He ObLI0 OOHAPYKEHO
JAHHBIX UCCIICIOBAHUI IO MPUMEHEHUIO CyJIbThaMa y Ta-
uueHToB ¢ anuierncueit u CI. [ToaToMy npuBeAeHHbIN
KJIMHUYECKUI CIydaii IpUMEHEHUSI CyJIbTHaMa y MarueH-
Ta ¢ CJ1 1 okalibHOM 3Mujencueit MoxeT ObITh KpaiiHe
TTOJIE3eH IUTST IPAaKTUKYIOMMX Bpadeid. CyJibriaM B JaHHOM
ciTy4yae IIpoAeMOHCTpUPOBal 3(h(HEKTUBHOCTh U XOPOIIIYIO
IePEHOCUMOCTD MPH JUTUTEIBHOM (>5 JIeT) IpUMEHEHUH
1 0Ka3aJl ITOJIOXKUTEJIbHOE BIMSHUE Ha Pa3BUTHE U TTOBE-
JIleHHe nanyeHTa. TakuM o0pa3oM, BEICOKasi paciipocTpa-
HeHHocTb COAC, runepakcnpeccust KapooaHTUApas3bl 2-ro
TUIIA, a TAaKXe HaJIUYMe MUOKJIOHUYECKUX MPUCTYIIOB,
CXOIHBIX C IOHOIIECKOW MUOKJIOHUYECKON 3MMICTICUEH,
IMO3BOJISTIOT PAaCCMATPUBATh CYJbTHAM Kak Iperapar Ia-
TOTEHETUYECKOW Teparuu AJIs psiia MalueHTOB C SMUIIETI-
cueit u C/I.

HanHast Imy0IMKalus pru3BaHa IepeoCMbICIUT CYIIe-
CTBYIOILIME TIOAXOMABI K Tepaliy 3MWICIICUN Y TTallueHTOB
¢ CJ/I, a Takxe CTUMYJIMPOBATh Bpaueil U UccieaoBaTesIeii
K ITOMCKY HOBBIX OIITUMAJIbHBIX METOIOB JICUCHUSI.
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HeitpoHanbHblit LepouaHbiil aunodycunHos 2-ro Tuna (HLJ12) — pepkoe ayTocoMHO-peLieccuBHOe HelipoaereHepaTuBHoe
3aboneBaHue, CBA3aHHOE C MyTauMaMK B reHe TPP1, NpUBOAAWMMY K CHUKEHUIO AW NOJHON NOTEpe aKTUBHOCTU NU30-
comHoro depmeHTa Tpunentugunnentupasbl-1. Knaccuueckas dopma HUJI2, kak npaBuno, maHudectupyer B Bo3pacte
0T 2 10 4 neT. C Te4eHneM BpeMeHU HabM0AaI0TCA BbICTPOE W NPEACKA3YEMO TAXKEN0e NPOrpecCcUpoBaHUE UHTENNEKTYaNb-
HbIX, ABUTraTeNbHbIX HAPYLEHW, NOTePA OCTPOTHI 3PEHUS, yyalleHWe INUNeNTUYECKUX NPUCTYNOB, PE3UCTEHTHBIX K aHTH-
anunenTuyeckom Tepanuu. Mpu ectecTBeHHOM TedeHUn knaccuyeckas opma HLJ12 npuBoguT K TAXKEN0M MHBaNMAN3aLum
K 6-7 rofam u netajbHOMY UCXOAY B CpeAHeM Ha 10-M rofy xu3Hu. B HacToswee Bpems Tonbko ans HLUJ12 paspaboTtaHa
natoreHeTuyeckas GpepMeHTO3amMecTuTebHas Tepanus — npenapar LepaunoHasa ansta. B Poccum getn ¢ HU2 obecne-
YMBalOTCA LepaunoHason anbta 3a cuet cpencts «Kpyra fobpay — rocynapcTBeHHOro hoHAa NOLAEPKKN AeTell C Tsxe-
JIbIMU KU3HEYTPOXKAIOWUMU U XPOHUYECKUMU 3a60NEBAHUAMM, B TOM YnCie peakuMu (opdaHHbIMU) 3a60S1€BaHNAMU.
lpenapar uepanMnoHasa anbda He MOXET NPeoAoNeBaTh reMaTo3HLehanyeckuint 6apbep U foMKeH BBOAUTLCA HENOCPES-
CTBEHHO B CTMHHOMO3rOBYI0 XUAKOCTb NyTEM UHTpaLepebpoBeHTpukynsapHoi (ULB) uHtby3un yepes xupypruyecku um-
NNAHTUPOBAHHbIA pe3epByap W BEHTPUKYNAPHbIA KaTeTep. NHGbEKUMOHHbIE OCNOXHEHWUA MOTYT NPUBECTU K NPOMYCKY
MUB-nHdy3uni, 4TO, B CBOK 0YEPEfb, MOXKET HEraTMBHO NOBAUATL HA 3 (HEKTUBHOCTL ePMEHTO3aMeCTUTeNbHOM Tepanuu.
[ins CHUXKEHUA puCcKa pa3BUTUA UHGDEKLMOHHBIX OCIOXHEHUI HE06XOAMMO CTPOrO COBNIOAATL NPaBUIa aCENTUKM Ha 3Ta-
ne NOAroTOBKM NauueHTa, Bo Bpema npoeegeHuna ULIB-undy3nm n nocne Hee.

[laHHble npakTUyeckue pekomeHpauum no nposegeHuto LB-nHby3umn depmeHTo3amecTUTeNbHOM TEpanun y NaLUeHToB
¢ HU/12 pa3paboTaHbl fs BHEAPEHUA B KNMHUYECKYIO MPAKTUKY Mep, HanpaBieHHbIX Ha MUHUMU3ALMIO pUCKa UHGEKLM-
OHHbIX OCNOXHEHUN U noBpexaeHuit yctponcts ana ULB-uHby3uii.

KnioueBble cnoBa: uHTpaLepeGpOBEHTPUKYNAPHAA UHPY3UA, HENPOHANbHBIA LEPOUAHBIA TMNohYCLUHO3 2-r0 TUMA, pe-
3epsyap OMMaiis, yCTPOMCTBO AN LIEHTPANbHOMO BEHO3HOrO focTyna, uma y6epa, uepaunoHasa anbda, MHGEKLUoHHOoe
OC/IOXHeHue

Dnsa yutupoBanua: Muxaiinosa C.B., JlobaHosa B.C., Pewukos [1.A., JlobaHku M1.B. MpakTuyeckue acnekTsl npoBeeHus
MHTPaLEepebpoBEHTPUKYAAPHbLIX MHY3UIT LlepannoHassl anbda y NauueHToB ¢ HEPOHaNbHbIM LEepOUaHbIM Aunodycum-
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Neuronal ceroid lipofuscinosis type 2 (CLN2 disease) is a rare, autosomal recessive neurodegenerative disorder caused
by mutations in the TPP1 gene, which lead to a decrease or complete loss of lysosomal tripeptidyl peptidase 1 enzyme
activity. The classic form of CLN2 disease typically manifests between the ages of 2 and 4 years. Qver time, there is a rapid
and predictably severe progression of intellectual and motor deficits, loss of visual acuity, and an increased frequency
of epileptic seizures refractory to antiepileptic therapy. In its natural course, the classic form of CLN2 disease leads
to severe disability by 6-7 years of age and death on average during the 10t year of life. Currently, pathogenetic enzyme
replacement therapy has been developed only for CLN2 disease, utilizing the drug cerliponase alfa. In Russia, children
with CLN2 disease are provided with cerliponase alfa through funding from the “Circle of Kindness”, a state fund
supporting children with severe life-threatening and chronic diseases, including rare (orphan) conditions.

Cerliponase alfa cannot cross the blood-brain barrier and must be administered directly into the cerebrospinal fluid via
intracerebroventricular (ICV) infusion through a surgically implanted reservoir and ventricular catheter. Infectious
complications can result in missed ICV infusions, which, in turn, may adversely affect the efficacy of enzyme replacement
therapy. To reduce the risk of infectious complications, strict adherence to aseptic rules is essential during patient
preparation, as well as during and after the ICV infusion.

These practical guidelines for performing ICV infusions of enzyme replacement therapy in patients with CLN2 disease
have been developed to implement measures in clinical practice aimed at minimizing the risk of infectious complications
and damage to ICV infusion devices.

Keywords: intracerebroventricular infusion, neuronal ceroid lipofuscinosis type 2, 0Ommaya reservoir, central venous
access device, Huber needle, cerliponase alfa, infectious complication
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HetipoHanbHbIi LEPOMAHBIN JTUTTOGYCLMHO3 2-TO TH-
na (HLJI2) — Tsxenast, HempepbIBHO MpOrpeccupyoiiast
JIN30COMHasT 00JIe3Hh HAKOIUICHUSI C ayTOCOMHO-pPEeIeC-
CHBHBIM THIIOM HacyiefoBaHus. [laToreHHbIe BapuaHThI
B reHe TPPI nipuBoOAsIT K HEAOCTATOUHON aKTUBHOCTU
JIN30COMHOTO (hepMEHTa TPUICHTUIVIIIICIITUAA3BI- 1 1 13-
OBITOYHOMY HaKOITICHUIO JINTTO(MYCLIMHITOMOOHOTO 1IepO-
HMIHOTO JUIToNurMeHTa. ITpogorkaronieecs: HAKOILIEHKE
cyOcTpara B KJIETKax, B TOM YMCJIe TOJIOBHOTO MO3Ia M CeT-
YyaTKH IJ1a3a, HapylaeT uX (pyHKIIUIO M B UTOre IIPUBOIUT
K HeOOpaTUMBIM CTPYKTYPHBIM U3MEHEHUSIM TKaHE! 1 TU -
6enu 6onbHoOro. Knaccuueckast popma HIJI2, kak mpa-
BUJIO, MaHUGeCTUpYeT B Bo3pacTe oT 2 1o 4 jeT. C Teue-
HUEM BpeMeHU HaOJII0AaTCsl ObICTPOE 1 MpencKa3yeMo
TSIKEJI0€ TPOrpeCCUpPOBaHKE MHTE/UIEKTYaIbHBIX, IBUTA-
TEJIbHBIX HapyILIEHUI, IIOTePsST OCTPOTHI 3pEHMSI, yIallleHUE
SMWICNITUYECKUX IIPUCTYIIOB, PE3UCTECHTHBIX K aHTUATIH -
JlenTryeckoit Tepanuu. [1pu ecTecCTBEHHOM TEUSHUU KJlac-
cudeckast opma HILJI2 npuBoauT K TSKEI0H MHBATUAM -
3alMu K 6—7 rogaM M JICTAIbHOMY MCXOAY B CpEIHEM
Ha 10-M romy xusnu [12—14, 16, 22]. B HacTos111ee BpeMs
M3 BCEX HEMPOHAJIbHBIX LEPOUIHBIX JIUITO(PYCIIMHO30B
toabko masi HIIJI2 pa3paboraHa u 3aperucTpupoBaHa
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YIpaBiieHHMEM T10 CAaHUTapHOMY Haa30py 3a KaueCTBOM
nuiIeBbIX MpoaykKToB U MeaukaMeHToB CIIA (Food and
Drug Administration, FDA) u EBponeiickum areHTCTBOM
nmo JekapcTBeHHBIM cpeacTBaM (European Medicines
Agency, EMA) natoreHeTnueckast (hepMeHTO3aMeCTUTE b~
Has Tepanus — mpernapart LiepauIioHas3a aibda [8, 9, 21].
B Poccun netu ¢ HIIJI2 oGecnieunBaloTcsl mpemnapaToM
LiepannoHasa ajabga 3a cuet cpeactB «Kpyra goopa» —
rOCyIapCTBEeHHOTO (hOHIA MOIIECPXKKHU AETEM C TSDKETBIMU
SKU3HEYTPOKAIOIIMMU ¥ XPOHMYECKUMU 3a00JIeBaHUSIMHA,
B TOM UYHKCJIe peIKUMU (opdaHHBIMK) 3a00JeBaHUSIMU [3].

ITo maHHBIM PETPOCIIEKTUBHOTO aHAIN3a POCCUIICKOM
nonyasiuuu nanreHTon ¢ HIJI2 (n = 50), matoreHeTnye-
cKast (hepMEHTO3aMEeCTUTENIbHASI TepaITisl AEMOHCTPUPYET
3aMmesieHue yTpaTsl pyHkuui y aereit ¢ HLJI2, ocobeHHo
Mpu paHHeM ee Hayvase [1].

LepnumnoHasa anbga siBasieTcsi peKOMOMHAHTHOM (pop-
Moi1 uesoBeueckoit Tpunentuauinentuaasbi-1 (rhTPP1)
[8, 9]. Ilpemapat uepaumnoHasa ajabda He MOXET MPeoIo-
JIeBaTh reMaTosHIehaTnuecKuii 6apbep 1 JOJDKEH BBOIUTh-
Cs1 HETIOCPEICTBEHHO B CIIMHHOMO3TOBYIO XXMIKOCTb ITyTeM
uHTpauepedpoBeHTpUKyIspHoii (MIIB) undysuu yepes
XMPYPTrU4eCKN UMIUIAHTUPOBAHHBIN pe3epByap ¥ BEHTPHU-
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KyJsapHbIii katetep [8, 9, 17]. B kauecTBe ycTpoiicTBa
nnst ML B-BBegeHUs1 1eKapCTBEHHBIX CPEACTB YacTO MC-
nmoJib3yercs pesepyap Ommaiist (puc. 1) [4].

AHaJI13 MEXIyHapOIHOTO OIbITa ITOKA3bIBACT IpPEH-
MylecTBa nposeneHuss ML B-uHpy3uii ¢ ucroab3oBaHuU-
€M YCTPOMCTBA IJIsi HEHTPAJILHOTO BEHO3HOTO JO0CTYNA
(central venous access device, CVAD) y mauueHTOB
¢ HIJI2 (puc. 2, 3). Ucnonb3zoBanue CVAD y naliueHTOB
¢ HIIJI2 moxeT ObITH O0Jiee MpearnoYTUTEIbHBIM 110 CpaB-
HEHUIO ¢ pe3epByapoM OMMaiis B CBSI3U ¢ 0oJiee IPOCTOM
TEXHUKOM BBEIEHMsI TIperapara, yBeJIMICHHBIM [IEPUOIOM
HCITOJIb30BAHUS ITOPT-CUCTEMbBI, CHYDKEHUEM TTOTPEOHOCTH
B ceJallMy ITallMEHTOB M MOTCHUMAJIbHBIM CHUXXKCHUEM
YacTOThl pa3BUTHSI MHPEKLIMOHHBIX OCJIOXHEHU [5, 11,
15]. I1pu BeIOOpPE YCTPOICTBA HEUPOXUPYPT JOKEH JOHE-
CTU MPEUMYIIECTBA U HEMOCTATKU 000UX METOIOB XUPYP-
TMYECKOro TOCTYIA 10 3aKOHHOTO TIPEACTaBUTENIST peOCH -
Ka, KOTOPHIi PUMET pellicHre 00 yCTAaHOBKE pe3epByapa
Owmmaiig unu CVAD [2].

Puc. 1. Buewnuii 6ud pesepeyapa Ommaiis u 6eHMpUKYASPHO20 Ka-
memepa. Pomo uz apxuea Poccutickoii demckoil Kaunu4eckoi 6016~
HUYbL

Fig. 1. Appearance of the Ommaya reservoir and ventricular catheter. Photo
from the archives of the Russian Children’s Clinical Hospital

Puc. 2. Brewnuii 6uo ycmpoiicmea 045 UeHmMpaibHo2o 6eHO3H020
docmyna. @omo u3z apxuea Poccuiickoii demckoii KauHuveckoui
001bHUYbL

Fig. 2. Appearance of central venous access device. Photo from the archives
of the Russian Children’s Clinical Hospital

Puc. 3. Buewnuii 6uo nayuenma c HelipoHaAbHbIM YePOUOHbIM AU~
NOPYCUUHO30M 2-20 MUNA C YCIMAHOBAEHHBIM YCMPOUCMEOM 0A5 YeH-
mpanvHo2o 6eH03Ho20 docmyna. I1amble nocaeonepayuoHHble Cymiu.
Kooca nayuenma obpabomana 10 % pacmeopom hnogudown-iiooa.
Domo u3z apxuea Poccuiickoii demckoii kKaunuueckoi 60abHULb!

Fig. 3. Appearance of a patient with neuronal ceroid lipofuscinosis type 2 disease
with an implanted central venous access device. Fifth postoperative day. The
patients skin is treated with a 10 % povidone-iodine solution. Photo from
the archives of the Russian Children’s Clinical Hospital

Pe3sepByap Ommaiis. C 11e1bl0 ONTUMAIbLHOIO paciipe-
JIeJICHHS JIEKapCTBEHHOTO Iperapara B XKelIyI04KOBOM
CHCTEME TOJIOBHOTO MO3Ta ITPY UMILIAaHTAIlMK pe3epByapa
BaXXHO YCTAHOBUTb KOHYMK BEHTPMKYJISIPDHOIO KaTeTepa
B OOKOBOM KeJIyIouKe B 00JacTU OTBepcTUsi MOHpO.
7151 HOCTMKEHMST ONTUMAIbHOTO TOJIOKEHMST KaTeTepa
PEKOMEHYETCsl MCITOIb30BaHUE HEWPOHABUTALIMOHHOMN
CTaHLIMK JIUOO APYTUX YCTPOMCTB IUIsI KOHTPOJIUPYEMOM
MMILIaHTaLMU BEHTPUKYJIsIpHOTO Karerepa [23]. Pe3epBy-
ap HeOOXOIMMO 3aMEHUTh B CITydae pa3BUTHSI MHGMEKIUN
WJIA HEUCITPAaBHOCTH YCTPOMCTBA (HAIIpUMeEp, yTeUKH, 3a-
Kyrnopku). PesepByap MoxkeT ObITh 3aMeHEH mpoduiak-
TUYECKU TIPU UCTEYCHUU 4-JIETHETO TTePUOIa UCII0Ib30-
BaHMs (TpuMepHo 105 mpokonoB pesepByapa) [7, 9].

ITepedyenb pacxoaHbIX MATEPUAJIOB U IPUOOPOB, HEOO-
xoaumbIx 1js npoBeaenus VIIB-undgy3un nepiunoHassl
anbga. PekoMmeHmyeTcsl IOATOTOBUTS CIICAYIOIINIA MaTepral
JIJIS1 JTALL, y4acTBYIOLIMX B IipoBeneHun U1 B-undpy3uu:

* IIaITOYKU, MAacKH, 6aXWJjIbl M OTHOPA30BbIC CTEPUIIb-
HbIE XaJIaThl JJISI BCEX JIMII, YYACTBYIOIIMX B IIPOBEJIE-
HUM MHQPY3UM (Bpad, MeJCeCTpa U aCCUCTEHT). Baocro:
HeobX00UMO MUHUMUUPOBAMb HYUCAO AUY, HAXOOAUUXCS
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6 nomeueHuu, 8 komopom nposodumcs UIB-ungpysus,

C Yenvrd CHUMNICeHUS pUcKa pazeumus UHQeKUUOHHbIX

ocnodcHeruil y nayuenma ¢ HII2,

* 2 mapbl CTePUIbHBIX OTHOPA30BBIX ITEPUATOK JIJIsI Bpa-
ya u 1 mapy — 11 MEICECTPHI.

PexoMeHayeTcst IOATOTOBUTD CIICAYIOIINIA PACXOMHBII
Matepuai (puc. 4) u mpudOpbl, HEOOXOAMMBbIE IJIsI ITPOBE-
nenust U B-uHpy3uu LepaunoHassl aabgda:

* CTepWIbHYIO MEJICHKY ISl YKPBITHSI MAaHUITYJISILIUOH-
HOTO CTOJIMKA, Ha KOTOPOM ILTaHUPYeTCs packiaaKa
DPacXOIHBIX MaTEPUAJIOB;

* He MeHee 10 cTepUIbHBIX OOIBIINX MapJIeBbIX cajie-
TOK 4 X 6 CM JUIsI YKPBITHS MeCTa IPOKOJIa pe3epByapa
OMmMaiis;

* He MeHee 10 cTepuIbHBIX MapJeBbIX TAMIIOHOB LIS
00paboOTKM KOXHM B 00JIaCTU MPOEKLIMU pe3epByapa
OMmMaiis;

* | IMHMIO YIJTMHUTENbHYIO UHPY3UOHHYIO (dBHym 1,0—
1,5 MmMm; 150—206 cM, TOTMBHHUIXJIOPUI);

* PacXOIHBI MaTepual B 3aBUCMMOCTH OT crocoba
¢ukcauun uriabl [yoepa K Koxe TroJIoBbl MalMeHTa
BO BpeMsI UH(Y3UMU:

a) JefKoIIacTbIpb (PMKCUPYIOLLIMI PYJTOHHBIN Ha TKa-

HEBOII OCHOBE IIUPUHOI HE MEHee 5 CM;
0) 2 ymakoBKM CTepUJILHOTO OUHTA IMprHOMi 8—10 cM;
B) 3 camoKJIesirecs IJIaCThIPHbIE CTePUIbHBIE T10-
Bs13ku 10 X 8§ ¢cM M 2 yImaKOBKM KOT€3MBHOTO 3Jia-
CTUYHOTO (PMKCUPYIOLIErocst OMHTAa 1j11 (popMUpO-
BaHUS 1IaTIOYKH;

* 2 CTepUJIbHBIX OJHOPA30BBIX TPEXKOMITOHEHTHBIX
LIpUIIAa 00bEMOM He MeHee 2 MJI IIJIsI TPOBEPKM PO~
XOJIMMOCTM KaTeTepa 1 3abopa JMKBOpa M3 CHUCTe-

Puc. 4. llpumep packradku Ha MaAHURYASYUOHHOM CMOAUKE CHe-
PUABHBIX PACXOOHBIX MAMEPUAN08, HeoOX00UMbIX 045 NPOBEOeHUs
ungysuu. Pomo uz apxuea I'BY3 «Moposzosckas demckas eopoo-
CKaA KAUHU4eckKa: 60ﬂbHUua ﬂenapmaMeHma 30paeooxpaﬂeﬂuﬂ
2. Mockebvr»

Fig. 4. Example layout of sterile consumables required for infusion on
a procedure trolley. Photo from the archives of the Morozovskaya Children’s
City Clinical Hospital of the Moscow Healthcare Department
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2

Mol 1t UL B-uHpy3uu. Baoxcrno: 3a60p auxeopa u eco
nocaedyrwull anaius (nocee u onpedeneHue ypogHs
21I0K03bl, KoAuuecmea 0eika u Kaemok) HeobXooumo
npogodums neped KaxicobiM 68edeHueM UepAUnoOHAa3bl
anva;

1 puabTp ¢ HU3KUM YPOBHEM CBSI3bIBaHUS O€IKa ¢ AU~
ameTtpom nop 0,2 MKM. Badxcho: ghurvmp moxcem 6oimo
6CMpoeH 6 UHQY3UOHHYIO CUCEMY UAU NOCMABASMbCA
omdenvHo. Un@y3uonnbwlii purbmp HeodXo0umo noOKAH0-
Yums Kaxk MoJcHo bauice K uene Iybepa;

2 beckepHOBbBIe UTJIbI [yOepa, omHa U3 KOTOPbIX SIBSI-
etcs 3aracHoi. Vel [yoepa 22G m gymHOM 16—20 MM
MPUMEHSIOTCS ISl MyHKLMU pe3epByapa Ommaiis,
a uriasl [yoepa 22G u mvHOi 15 MM — 1JTSI TyHKLIUKU
CVAD. Bascho: das npokona pesepgyapa Ommaiis
unu CVAD Heobxodumo ucnoav3osams moavko beckep-
Hosyr ueny Iybepa, umobbl MUHUMU3UPOBAMb €20 NO-
epexcdeHue U obecneuums Hauayyuiee npuieeaHue
u Qhukcayuro uensvt 6 meverue UH@Y3UU;

2 CTEPUIbHBIX 3-KOMITOHEHTHBIX IITTPUIIA C KOHHEK-
TopoM Jl1ospa oobemom 10 viau 20 Mt (OOMH IITTPUILL
JUJIST LEPJIMITOHA3bl ajibtha U ONMH — JJIST ITPOMBIBOY-
HOTO pacTBopa). Baxcno: Heobxo0umo ucnoabzosamso
coemecmumble ¢ UHy30omamom (nep@y3opom) wnpuibi.
Kaxcowiii wnpuy neobxodumo noonucamo, Hanpumep
«bpuneiipa» u «IIpomvieounblii pacmeop»;
JIe3UH(GULIMPYIOLIYE PACTBOPLI IJIs1 00pabOTKU KOXKHU
rojioBbl atenTa (70 % cruproBoii pacteop, 10 % pac-
TBOp MOBUIOH-10a);

nporpaMMupyemMbiit uHPy3omat (nepdysop). Bacho:
ungyzomam (nepghysop) doaxcer 6vims npoepammupye-
MbiM, 4Umobbl nodasams npenapam ¢ NOCMOSHHOU CKO-
pocmoulo 2,5 Ma/u u npu Heobxo0uMocmu ymMeHbulams
ckopocmbo ungy3zuu. Ungyzomam donxicer umems QyHK -
YU MPEBONCHOU CUSHAAU3AYUY NPU NOBbIUUEHUU CONPO-
mueneHus: @ UHQY3UOHHOIL cucmeme.

CxemaTnyeckoe n300pakeHre KOMIIOHEHTOB CUCTEMBbI
st UL B-ungy3um npuBeaeHo Ha puc. 5.

Bce onHOpa3oBbIe CTEPUIBLHO YITAKOBAaHHBIE PACXOI-
HbIE MaTepHUaIbl JOJKHBI OBITh pa3MelleHbl Ha OTAEIbHOM
MaHUITYJISIIMOHHOM CTOJIMKE, MOKPHITOM CTEpUJIbLHOM
nejeHKoi. MenuuuMHCKasl cecTpa paclakKoOBbIBaeT CTe-
PUJIbHBIE PAaCXOAHbIE MaTeprasibl HEITOCPEACTBEHHO Tepen
MyHKI1IMei pe3epByapa OMMaiisi, CTporo cobsoaas mpa-
BUWJIA aCENITUKU.

Pexomenaamum no noaroroske Kk UIIB-undy3un. Yarie
BCEro KOMaHja, yJyacTBylolllasi B MyHKIIUH, COCTOUT U3
3 y4yaCTHUKOB: Bpaya, MPOBOJAIIEr0 MHDY3UIO, Mpolie-
JIyPHOU MeNcecTphbl M aCCUCTEHTA.

3agauu Bpaya, npoBosmero nHgysumo: oleHKa CoCTo-
STHMST M1 00paboTKa MecTa MyHKIIMU, ITYHKIIMS pe3epByapa,
¢ukcauus BBeneHHo# uribl [ydepa, ee MoakI0YeHHUE
K MHDY3MOHHON cuUCcTeMe U B3sITHE aHaau3a JUMKBOpa
C KOHTPOJIEM €r0 CBOOOTHOTO MOCTYIUICHUS B IIITPUIL.



s IIETCKOM CHILD
HEBPOAOT'MUM | NEUROLOGY

DunbTp C HU3KMM YPOBHEM (BA3bIBaHUA benka ¢ AuameTpom nop 0,2 Mkm /
Low protein binding filter with 0.2 ym pore diameter

JuHuA yanuHuTenbHas MHy3uonHan / Infusion extension line

TonbKo AnA UHTpaLiepebpoBeHTPUKYNAPHON Hdy3un /
For intracerebroventricular infusion only

Wndy3omart (nepysop) / Infusion pump (perfusor)

Wrna ly6epa / Huber needle
Pe3epsyap Ommaiia /
Ommaya reservoir

BeHTpuKynapHbiit katetep /
Ventricular catheter

Puc. 5. Cxemamuueckoe uzobpajiceHue KOMNOHEHMO8 cucmembl 045 UHMpayepedposeHmpuKyAapHoll ungysuu [8]

Fig. 5. Schematic illustration of the components of the intracerebroventricular infusion system [§]

3anaum MeJcecTpbI: MOATOTOBKA CTOJMKA C PACXOIHbBI-
MU MaTepuajaMu, MOATrOoTOBKa Mpernapara lepjinuioHasa
anbda ¥ MPOMBIBOYHOTO PACTBOpPa K MH(DY3UU (pazMopo3-
Ka (py1akoHOB, HAOOP LIEPAUTIOHA3HI alb(ha U TPOMBIBOY-
HOTO pacTBOpa B LITMPHUIIBI), ACCUCTUPOBaHUE Bpauy (Ha-
JieBaHUE xajara, 00paboTKa PyK, OTKPHITHE U HaJieBaHUE
repyaTok, IMojavya aHTUCENTUKOB, cOOpKa CUCTEMBI
it uHdy3un). MeacecTpa ocMaTpuBaeT pa3MOPOKEHHbIE
(bnakoHbI ¢ LIePAUTTOHA30I aTb(ha ¥ C TPOMBIBOYHBIM pac-
TBOPOM C 1IEJIbIO BBISIBJIEHUS] TTOCTOPOHHUX BKJIIOUEHU
WM U3MEHEHMSI 1IBETa COAEPKMMOT0, KOHTPOJIUPYET MO~
HYI0 Pa3MOPO3KY COAEPXKUMOTO (PIaKOHOB.

Baoicro: ne ucnoav3yiime pacmeopbl 6 cayuae usmMeHeHus:
UxX ygema uau 0OHAPYICeHUs CO0ePICAHUS MeXAHUUeCKUX
eKarouenuil [8].

Jo3bl penapara HepaunoHasa aibda, mpuMeHsieMbie
B 3aBMCUMOCTM OT BO3pacTa MalMeHTa, MPUBEIEHBI
B TaOI. 1.

Ta6maua 1. Zloza u o6sem npenapama yepaunonasa arvga [ 8]
Table 1. Dose and volume of cerliponase alfa [8]

Age group

Total dose administered every 2 weeks, mg

B ponm accucTeHTa MOXET BBICTYIIaTh Bpay, Apyras
MezcecTpa WM 3aKOHHBII ITPeICTaBUTEb ITAlIMeHTA.

3anaum accucrenTa: (puKcalys nayeHTa, OTBICYCHKE
€ro BHUMaHUsI OT MHGY3UM (TaHHbBIE ACWCTBUS IIPOBOISIT-
cs ¢ LIEJbI0 CHIDKEHUs puUcKa cMellleHus uribl [yoepa,
BBeJCHHOM B pe3epByap OMMaiis).

HaxkanyHe nHdy3uu Bpady, KOTOPbIii OyIeT MPOBOAUTh
MWL B-uHby3uto, clieayeT pa3bsICHUTh 3aKOHHOMY TIpe/-
CTaBUTEJTIO TTALIMEHTA 11eJTb, 3TAITbI POLIEAYPhI, TPEOOBa-
HMS K TIOJTOTOBKE IMallMeHTa 1 IpaBUJjIa yXo/ia 3a HUM JI0,
B TedeHue u nociae ML B-ungysun. I1pu Bo3aMoxxHOCTH,
B paMKaxX ITOATOTOBKM ITallM€HTa U €ro 3aKOHHOIO
npencraButens kK nepsoit UIIB-uHdy3un cinenyer npu-
BJIeYb IICUXOJIOTa.

3a 1 neHb 10 uH(Y3UU, a UMEHHO HaKaHyHE Beyde-
poM Tiepen MH(DY3Uei, 110, OCYIIECTBIISIONIEE YXOI 3a
MaLKXEeHTOM, MOET MallUeHTY BOJIOCHI aHTHOAKTePUATbHBIM
IIaMITyHEM.

Volume of cerliponase alfa solution, mL

Ot poxzaeHus 1o <6 mec

From birth to <6 months L

Or 6 Mec 10 <1 roma

From 6 months to <1 year 150

200 (mepBbie 4 103bI)
Or 1 roma no <2 ner
From 1 year to <2 years 200 (first 4 doses)

300 (subsequent doses)

2 Toja U cTapiie
2 years and older

300

300 (Trocieayroniye T036l)

3,3

5

6,7 (mepBbIe 4 TO3BI)
10 (mociremyronye 10361)
6.7 (first 4 doses)

10 (subsequent doses)

10
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B nenb npoBenenus uHgy3nM 10, OCYIIECTBIISIONICE
YXO[I 3a MALIMEHTOM, BBITTOJIHSIET €My yaaJleHUue BOJIOC B 00-
Jlacty pesepByapa OMMaiis ¢ IOMOIIBIO KpeMa ISl SITH -
JISIIAW WJTW MAIIMHKY JUTSE CTPUIKKY BOJIOC.

Baoicro: npu yoanenuu 60a0c¢ ¢ noMouibio 6pument cyuje-
cmeyem puck no8pedNcOeHUst KOJcU 8 00AaChi pacnoN0NCeHUs.
pe3epeyapa, 4mo Moxicem nogbiCUMb PUCK PA3GUMUSL UHGDeK -
YUOHHBIX OCAONCHEHU.

JIu1io, ocylecTBIISIONIEe YXO/I 3a TTAllMEHTOM, BBIOPH-
BaeT BOJIOCHI B 30HE HAJl pe3epByapoM U Ha PacCTOSTHUM
MHMHUMYM 1 CM B MaMeTpe OT Hero (puc. 6), 3aTeM MOET
MaLKMEeHTY BOJIOCH aHTUOAKTepHAaIbHBIM IIIAMITYHEM. Yiia-
JIEHHE BOJIOC Mepen MH(pY3Meil UMeeT HECKOJIBKO ITPerMY-
mecTB: 1) cHUXXKeHUEe pucKa MH(PUUUPOBAHUS TKaHeu
B 00J1aCTU MPOKOJIa, TaK KaK 00padoTKa KOXU 0e3 BOJIOC
¢ eKTUBHEe; 2) TyUIInii 0030p 1 Naabalus MecTa Mpo-
KoJIa; 3) MpenoTBpalleHue CMEIEHHS UIJIbl, TTIOCKOJIbKY
UIJ1a Ha Koxe 0e3 Bojioc hukcupyeTcs HaaexHee [19].

Bpau ocmaTpuBaeT IalpeHTa 1 00J1acTh pa3MeIleHM
pe3epByapa OMMaiist 1j1s1 BBISIBJICHUSI IPU3HAKOB BOCIIA-
JIEHUST Y/ VJTA TTIOBPEXICHYSI, HEUCIIPABHOCTHU I1OPTa; U3-
MepsieT TeMIIepaTypy TeJla MalueHTa IS OLICHKY BO3MOX -
HOCTH IIPOBEICHUS MHDY3UM.

Baoicho: e credyem nposodums unghy3uro, ecau umerom-
¢l npU3HaKu nospexcoenus pesepsyapa Ommaiis uau paseu-
Mmus C8A3AHHOIL ¢ HUM UHpeKyUL.

Puc. 6. Buewnuii 6ud 201066 nayuenma nocie yoaneHust 040¢ 6 00-
aacmu pesepsyapa Ommaiis. Pomo uz apxuea Poccuiickoil demckoil
KAUHUYeCKOU 00AbHULbL

Fig. 6. Patient’s head appearance after hair removal over the Ommaya
reservoir area. Photo from the archives of the Russian Children’s Clinical
Hospital
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3a 1-2 4 no undy3ud MeauIIMHCKAs cecTpa AenaeT
peOEHKY LIAITOYKY 13 KOI€3MBHOTO 3JIACTUYHOIO (DMKCH-
pytoliero 6uHTa (puc. 7, 8) ¢ Liebio OTTpaHUYEHUS 00JIaCTH
pe3epByapa v NPEeNnsITCTBYS TSI TIOTTaIaHKsl BOJIOC (OIIIINO-
HayibHO). Ha 0671acThb pesepByapa yKiaapBaeTcst CTepUiIbHasK

Puc. 7. Buewnuii 6ud wanouxu u3 Ko2e3usHoeo 31acmuiHo2o Quk-
cupyroweeo OuHma, NO360AsI0Ulel OMePaAHUHUMb 001ACMb Pe3epey-
apa, npensimcme0sams NONAOAHUIO 8040C U YPUKCUPOBAMb 88e0eH-
uyio ueny Iybepa. @omo us apxusea I'bY3 «Mopozoeckas demckas
20podckas Kaunuveckas 6oavHuya Jlenapmamenma 30pagooxpare-
nus e. Mockewv

Fig. 7. Appearance of cohesive elastic conforming bandage cap used to isolate
the reservoir site, prevent hair contamination, and secure the inserted Huber
needle. Photo from the archives of the Morozovskaya Children’s City Clinical
Hospital of the Moscow Healthcare Department

Puc. 8. QR-x00 0as docmyna k eudeozanucu npoyecca opmupo-
BAHUS WANOYKU U3 K02E3UBHO20 INACIMUMHO0 (YUK CUpyroue2o 6unma

Fig. 8. OR code to access a video demonstration showing how fo create
cohesive elastic conforming bandage cap
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Puc. 9. Buewnuii 6ud noaHocmvio pazmoposceHHbIX GAAKOHO8
€ npenapamom yepaunoHasa anrbgha (PaaKoHsl ¢ 3eAeHol KpbiuKoii)
U C NPOMBIBOUHBIM PACMEOPOM ((PAAKOH C JCeAmOoll KpPbluKOLL).
Domo u3z apxuea Poccuiickoii demckoli KAuHU4ecKoil 60abHULbL

Fig. 9. Appearance of fully thawed vials of cerliponase alfa (green caps) and
flushing solution (yellow cap). Photo from the archives of the Russian
Children’s Clinical Hospital

cajderka ¢ Ma3bio moBuaoH-iona 10 %, cBepxy pa3me-
IaeTCs CTepuiIbHas cajdeTka M HaKJIeUBaeTCsT CTePUIIb-
HBII IJIACTBIPb, Kpast KOTOPOTro (PUKCUPYIOTCS K OMHTaM
1IaMOYKHU (OMUIMOHAJIBHO).

ITpumepHo 3a 60 MUH 10 MHQY3UU (DITAKOHBI C TIpe-
TapaToM LiepJuIioHa3a ajibta ((hTaKOHBI C 3eJIEHOI KPBIIII-
KOI1) U C MPOMBIBOUHBIM PacTBOPOM ((IaKOH ¢ XKeaToi
KPBIIIKOi1) HEOOXOAMMO BBIHYTh M3 KAPTOHHOI KOPOOKM
M pa3MOpO3UTh ITPY KOMHATHO# Temnieparype. He paszmo-
paxuBaiiTe U He HarpeBaiiTe (bJJaKOHBI JIOOBIM IPYTUM
cnocooom! [Mpemnapat LepaunoHasa ajabga 1 MpOMbIBOY-
HBII PacCTBOP JOJDKHBI OBITH ITOJTHOCTBIO Pa3MOPOXKEHBI
(puc. 9) u rcnoyib30BaHbl HeMeIeHHO [8]. PazMopaxku-
BaHUE (PIIAKOHOB MPKM KOMHATHOH TeMIIepaType MOXKET
MoTpedoBaTh OOJIbIIE BPEMEHM.

3a 1 4 10 nH(Y3UM JTU1I0, OCYILIECTBIISIONIEE YXO/I 3a Ia-
LIMEHTOM, MOXXET HAaHECTU KPEM C JTUIOKAaMHOM Ha KOXY
MalreHTa B 00JacTU MpoeKlUuu pesepByapa Ommaiis
JUTSL YMEHBIICHUST 00JIE3HEHHBIX OLIYILIEHUI ITPU ITPOKOJIe
KOXH.

3a 30—60 MuH 10 MHQY3UU TTALIMEHTY TTPOBOIST IIpe-
MeIUKAIMIO aHTUTUCTAMUHHBIM IpenapaToM B COUeTaHUM
C >KapOTOHIKAIOIIMMU CPEACTBAMU WU 03 HUX JUISI TTPO-
(bunakTMKU pa3BUTHS peakiuii TUIEPIyBCTBUTEIHLHOC-
1™ [8, 9].

Baxcro: peakyuu eunepuy8cmeumenbHOCMu OMMeHaIucs
¥ 63 % nayuernmos 6 so3pacme maaduie 3 aem no CpaGHeHUIO
¢ 47 % nayuenmos 6 sozpacme 3 nem u cmapuie [8]. [loamo-
MYy nauueHmos maaduie 3 nem peKkomeHOyIomcs npemedu-
Kayusi u 601ee muamenvbHulii MOHUMOPUHE.

YToOBI MPaBUIBHO OIIEHUTH JIMXOPAAKY WU CHIITh
KaK paHHUE CUMITOMBI aJlJIEPTUYeCKOi peakiuu, HeoO-
XOJIUM KJIMHUYECKUIM OCMOTp nepea nHoysueii [7].

2

Ha ocHoBaHMM aHaMHe3a JOMOJTHUTEIBHO MaIllUEHTY
MOTYT ITIOTPeOOBATHCS CeaTUBHBIE JIEKAPCTBEHHBIC CPEI-
CTBa, MPOTUBOPBOTHBIE Mpenaparsl [7].

B 3aBUCHMOCTH OT TSKECTH peaKIMii TUIIEPYyBCTBH -
TEJIbHOCTA MOXHO YMEHBIIUTh CKOPOCTh MHODY3UU
WM BpEMEHHO ITPEKPaTUTh BBEACHUE LIEPIUITOHA3BI aJlb-
da [7-9]. Eciu uHby3us npepBaHa M3-3a pa3BUTUS
peakIuy TUIePYYBCTBUTEILHOCTH, BO30OOHOBIISTD €€ He-
00XOIMMO CO CKOPOCTBIO, COCTABJISIIONICH ITOJIOBUHY CKO-
POCTH, IIPY KOTOPOii pa3BWIaCh PeaKIIUs TUIIEPYYBCTBH -
TeabHOCTH [8]. KpoMe Toro, B 3aBUCUMOCTH OT TSKECTHU
peaKIMy TUIIEPYyBCTBUTEIBHOCTU MOXKET IOTPEOOBAThCS
BBEICHUE aHTUTUCTAMUHHBIX IPENapaToB, aHTUITUPETH -
KOB U /WJIY TJIOKOKOPTUKOCTEpOouaIoB [9].

Baocro: Ha yemompenue epaua, neped ungy3uei na-
YueHmy 0OnOAHUMENbHO YCMAHABAUBAIOM Nepugepueckuil
6EHO3HbLIL Kamemep Ha nepuod NPoeedeHUst Nepebix 5 UH-
¢hy3uil 01 IKCMPEHH020 66e0eHUs N1eKaPCMBEHHbIX Cpedcms
8 cayuae pazgumus msiceaoll arnepeuyeckoil peaxyuu [19].
Ilpu Heobxodumocmu nepupepuueckuii 6eHO3HbLI Kamemep
ycmanasaueaemcsi Ha 0ojsee 0AuUmMeNbHblll nepuod me-
panuu.

Pexomennanuu no nposenenuto ML B-undy3uu. Pexo-
MEHIyeMbIil MTHTEPBaJl BPEeMEHU OT YCTAaHOBKU pe3epByapa
OwmMaiisg 1o nepBoit MHPY3UM LepJUIIoHa3sl anbda co-
crapisieT 5—7 nHei. DTo BpeMs HeOOXOAUMO JJIsT 3a3KUB-
JIEHUSI TIOC/IeONepallMOHHOM paHbl, YMEHBIIEHUST OTeKa
TKaHei 1 MUHUMM3aIU1 qucKoMdopTa nalueHTa Bo Bpe-
Ms uHgy3uu [7].

BBeneHnue urnnl [yoepa u moaxkiroYeHUEe CUCTEMBI
s U B-uHby3um ciieayeT NpoBOAUTh B OTAEIBHOM MO~
MeIIeHNH (B TIPOLICIYPHOM WIN MIEPEBI30YHOM KaOMHETE).
[IpenBapuTeabHO ClleAYeT MPOBECTU TEHEPATbHYIO YOOPKY
IOMEIIEHMSI, BKJIIoYasi Bce MmoBepxHocTH. Hermocpencr-
BEHHO Iepe/ MpoBeAeHUEM Mpolieaypsl (3a 12—24 4) BbI-
TOJTHsIETCS 00e33apakBaHKe (KBaplieBAaHUE) ITOMEIIIEHNS.
Bo BpeMsI ripolieypbl peKOMEHYeTCsT UCTIONb30BaTh 0aK-
TEPULIMIHBIN PELUPKYIISITOP. 3aTeM, IIPU HEOOXOAMMOCTH,
MaleHTa IepeBOasT B OTAEIbHYIO MajaTy KIMHUYECKOIo
OTJEJICHUS IJIST TPOBEACHUS MHDY3HUU.

IMepen BceMu naabHEUITMMM TTPUTOTOBJICHUSIMU IBE-
P ¥ OKHA B COOTBETCTBYIOILIEM MIOMEIIIEHUH CIIEAYET Jep-
>KaTh 3aKPBITBIMU, a YUCIIO JIVI] U VX TIEPEIBUKCHUE B T1O-
MEIIEHNN — OrpaHn4YuTh. He momyckaeTrcst mpucyTCTBHE
JIULL, He TTpMHUMaroinux yyactue B UL B-unby3uu, u auig
B VJIMYHOM ofexkae U 0e3 CMEHHOI O0YBH.

Bech niepcoHa 1 U110, OCyIIECTBIISIONICe YXOI 3a Ta-
LIMEHTOM, JIOJIDKHBI HOCUTh MacKM, IIATIOYKU U CTePUIIb-
HbIE XajaThl BO BpeMs Ipoleaypsl (puc. 10).

MaHUIyISIKMKY IPOBOIATCS 0e3 cealuy naleHTa.
ITpu HEOOXOAUMOCTH MOKHO OOCYIUTh UHAMBUIYATbHBIN
MPOTOKOJ cematnu. Ha ycMoTpeHue Bpaya, MyHKIIUIO pe-
3epByapa OMMaiisi MOXXHO BBITIOJIHATD B MOJIOXKEHUU T1a-
LIMEeHTA JIeXXa WIM CUIS.
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Puc. 10. Buewnuii 6uo épaua, meduyunckoii cecmpsl (a) u accucmenma (6), PUHUMAIOWUX YH4acmue 8 npogedeHul UHmpayepedpogeHm-
pukynaproi ungysuu. Pomo uz apxusa I'BY3 «Moposzoeckas demckas eopodckas Kaunuueckas boavHuya Jenapmamenma 30pagooxpa-
HeHus e. Mockeb»

Fig. 10. Appearance of a physician, nurse (a), and assistant (6) participating in intracerebroventricular infusion. Photo from the archives of the Morozovskaya

Children’s City Clinical Hospital of the Moscow Healthcare Department

ACCHCTEHT MOXXET ITOMOYb, OTBJIeKas pedeHKa BO Bpe-
Ms IIPOBENIEHUS ITyHKIIUM pe3epByapa (Hampumep, BKIIIO-
YUTh TAIKET WIN YUTaTh KHUTY — 3TO ITIOMOXET CBECTHU
K MMHUMYMY JIBUXeHUs pedeHka). [Tpu HeoOxomuMocTu
aCCHUCTEHT JOJIKEH YIepKUBaTh I'OJIOBY MallieHTa, YTOObI
MUHUMU3UPOBATH €€ NBUKECHUS.

MenuiMHCKasi CeCTpa, OCYIIECTBIISIIONIAs] IOATOTOBKY
pPaCcXOIHBIX MaTepUaJIOB, NOKHA MPOAE3UHGUIIMPOBATh
00€e pyKU 110 JIOKTS B TEUEHUE 5 MUH, KaK Iepel XUupypru-
YeCKUM BMeEIIAaTeJbCTBOM, a 3aTeM HaAeTh CTePMJIbHBIN
XUPYPrUYECKUI XanaT ¥ CTepUIbHBIC MepYaTKy, COOM0aast
MpaBuJia aceNTUKU. PacxomnHble MaTeprasibl B CTEPUIbHOMN
YIaKOBKE PacaKOBBIBAIOTCS HA MAHUMYJISIHUOHHOM CTO-
ke, CTOJIMK C pacXOIHBIM MaTepuaaoM IOKPBHIBAETCS
CTEpPUJIbHOI OQHOPA30BOI MEIECHKOM.

CTepuJibHBIN OJHOPA30BBIM ILIMPULl eMKOCThIO 10
wiu 20 MJ1 C paCTBOPOM LIepJIUIIOHA3kI ajibtha MOACOoeIU-
HSIOT K MUH(DY3MOHHON cucteMe ¢ (pUIbTPOM U MEIJIEHHO
3aITOJTHSIIOT CUCTEMY.

Bpau, BbINOTHSIONIMI TpoKoJ pe3epByapa OMMaiis,
JTOJDKEH TTPONe3MHMUIIMPOBATh 00€ PyKH 10 JIOKTS B TEUCHUE
5 MUH, KaK Iepe1 XMpypruyeckrM BMEIIaTeIbCTBOM, a 3aTeM
HaZeTh CTePWJIbHBIN XMPYPrUYECKUIA XaiaT U He MeHee 2 rap
CTepUJIbHBIX TIEpYaTOK, COOMI0Onast MpaBuia aCeNTUKU.

Baoicro: 2 napel cmepunvHbiX 00HOPA308bIX NePHAMOK
8pay Hadegaem cpasy.

Jis ne3uH@eKIUy KOXU MalueHTa B 00J1acTu Mpo-
eKLMM pe3epByapa OMMaiisl Bpay UCTOJb3YeT CTEPUIbHbBIE
MapJieBble TAMIIOHBI/calI(peTKN, CMOYEHHBIE B Ie3UH(U -
LIMPYIOILIEM PacTBOpE.

Jle3anHpekuuio MpoBoasiT B 2 3Tana:
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1) TpexkpaTHO 00pabaThIBaIOT KOXKY rOJIOBBI B MECTE MPO-
eKIIMM pe3epByapa CTEPMIBHBIMU cajiheTKaMu, CMO-
yeHHbIMM 10 % pacTBOPOM IOBMIOH-10/a;

2) TpexKkpaTHO 00padaThIBaIOT KOXKY I'OJIOBBI B MECTE MPO-
eKIIUM pe3epByapa CTEPMIBHBIMU cajiheTKaMu, CMO-
yeHHbIMU 70 % crIpTOBBIM pacTBopoM. O61acTh IIPo-
eKIM pe3epByapa OMMalisi YKpBIBAlOT CTePUILHOM
candeTkoit, cMoueHHOI 70 % cITUPTOBBIM PACTBOPOM.
HeobGxonumo BbiAEpKaTh 2 MUH, YTOOBI 00ECIIEUYUTh
ONTUMAaIbHYI0 3¢ (GEKTUBHOCTD A€3UH(PULIMPYIOLIETO
CpEeICTBa.

O06yacTh MPOEKIIMU MOPTa YKPHIBAIOT CTEPUIIBHOMI
TMeJICHKOM, B KOTOPOI Hajl 00,1aCThI0 TIPOSKIIMU PE3EPBY-
apa OMMaiist HeOOXOAMMO CEJIaTh OTBEPCTUE.

ITocne ne3anHbeKIMKU KOXU TOJ0BHI MallMeHTa B 00-
JlacTH pe3epByapa OMMalist BEpXHIOIO TTapy MepYaToK CHH-
MaloT, co0JII01ast MpaBUJIa ACEIITHKM.

Bo BTopoit mape nepuatoxk Bpady BBOAUT uriy [yoepa
B pe3epByap OMMaiist Tak, YTOOBI KOHYMK WTJIBI HAXOIMJI-
cs B ycThe KaTeTepa (puc. 11).

Baocho: 3anpewaromes epaujamensiule U Ka4amenbHble
dsuxcenus uenoii npu npokoae. He npunaeaiime uzbvimoyroe
yeunue npu 66e0eHUl u2ivl 8 yCmove Kamemepa, mak Kax 603-
MOJICHO nospedcoerue pesepgyapa Ommaiis u 6eHMPUKY-
AsApHo20 Kamemepa. Pacnonoxcume ueny maxum o6pasom,
4moobl yonuHumenvras aunus ueasvt Iyoepa dvina Hanpaene-
Ha K 3aMblAKY nayuenma.

Ecau ne ydanocw eéecmu ueny Iybepa 6 ycmove éenmpu-
KYA5pHO20 Kamemepa, Heo0X00UumMo NOBMOPUMb 6ce SMAanbl
de3unpexyuy Kodcu 20408bl U 66ECMU HOBVIO CMEPUNbHYIO
ueny Iybepa.
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Puc. 11. [Ipasussroe nosoxcenue ueavt Iybepa: uena noanocmoto
6CMABACHA NEPREHOUKYASPHO pe3ep8yapy, OCHO8AHUE U2bl PACHO-
A0JHCEHO HA OOHOM YPOBHe ¢ Kodicell 20106bL nayuenma. Pomo u3 ap-
xuea Poccuiickoii demckoil kaunuueckoii 60AbHULbL

Fig. 11. Correct positioning of the Huber needle: the needle is fully inserted
perpendicular to the reservoir, with the needle base flush with the patient’s
scalp. Photo from the archives of the Russian Children’s Clinical Hospital

ITocne BBeneHus urisl [yoepa MmeacecTpa HaKpbIBaeT
€e CTepUJIbHOI MapjieBoii cageTKoi 1 HaaeKHO (PUKCH-
pyeT K KOXe ToJIOBbI MallMeHTa OJHUM U3 CIACAYIOIINX
CIOCO0O0B:

* C MIOMOIIBIO CAMOKJIESIIETOCs IMPOKOIO IJIAaCThIPs
(puc. 12);

* C MOMOIIIbIO OMHTA, HAYMHAs Typbl OMHTA cO JI0a, 3a-
TeM I10 HaIlpaBJIeHUIO K I1lee U 2 Typa OMHTa BOKPYT
nondopoaka;

* €CIM paHee MalueHTy (opMupoBaiach IIarioyka U3
KOT€3MBHOTI'0 JIACTUYHOTO (DUKCUPYIOILIETO OMHTA, UTTY
Iy6epa puKCUpPYIOT CBEpXy CaMOKIESIINMCS TIIacThl-
peM, Kpast KOTOPOTro 3aKperlIsioT Ha Ianouke (puc. 13).
Cpa3y nocie nyHKUIUM K urie [ydepa mpucoeIuHsoT

CTEePUJIbHBIN OTHOPA30BBIN IIMPUIL AT 3a00pa JTMKBOpa.
C nmoMonIbo NPUKPEIIEHHOI'O K UIJIe IIMPUIIa OCYIIeCTB-
JISIIOT 3a00p 2—3 MJI JIMKBOpa IJisl aHanu3a (IJ1s roceBa
Ha IUTaTeIbHbIX Cpenax v I onpeneeHUs ypOBHS IIII0-
KO3bI, KOJIMYeCTBa OejKa U KJIETOK) M OILIEHKM MTPOXOIU-
MOCTHU KaTeTepa.

Puc. 12. Qurcayus ueawt I'voepa, 6sedennoii 6 pezepsyap Ommaiis,
C NOMOULbIO CAMOKNCAULEC0CA NAACMbIPA. Domo uz apxuea Poccuii-
CKOUl 0emCKOi KAUHUYECKOU G0NbHULbL

Fig. 12. Securing the Huber needle inserted into the Ommaya reservor using
an adhesive plaster. Photo from the archives of the Russian Children’s Clinical
Hospital

Puc. 13. Qukcauus uenrvt [ybepa, e6edennoii 6 pezepeyap Ommaiis,
Y nayueHma, KOMopomy npeosapumenbHo PopMuUpPo8aIacs Wanou-
Ka u3 Koee3ugHozo anacmuuno2o guxcupyoweeo 6unma. ©omo
u3 apxuea I'bY3 «Mopo3oeckas demckas eopoockas KAuHu4ecKas
boavHuya Aenapmamenma 30pasooxpanenus 2. Mockewv»

Fig. 13. Securing the Huber needle inserted into the Ommaya reservoir
in a patient with a pre-formed cohesive elastic conforming bandage cap. Photo
from the archives of the Morozovskaya Children’s City Clinical Hospital
of the Moscow Healthcare Department

messsss OB30Pbl U NEKUWUWU | REVIEWS AND LECTURES



IIETCKOM
HEBPOAOT UM

Baxcno: 3anpewjaemcs 6600umo AUKEOP U3 WNPULA 00-
pamHo 6 pesepgyap Ommaiis [§].

JBrKeHuUe malyeHTa Bo BpeMsl MHGY3UU MOXET MpU-
BECTU K CMelIeHMIO UIJbl [y0oepa, naxke HECMOTps Ha ee
dukcaluio.

Basicno: npu noomeepcoeHuu cmeujeHus ueasi u3 Npoc-
8ema UHMPAGeHMPUKYAAPHO20 Kamemepa uHy3uro caedyem
HemeoneHHo npexpamums. Heobxooumo noemopums ece
amansl 0e3uHGeKyUU KOJCU 20/108bl U 6eCmU HOBYIO CHie-
puavHyro ueny Iyoepa.

3anojHa0T UHOY3MOHHYIO JIMHUIO PacTBOPOM IIpe-
Mapara 1epjunoHasa anabda. [IprcoenuHs0T nHGY3MOH-
HYI0 CUCTEMY K ymiuHuTeno urisl [yoepa. [Tomemaror
LITPUIL, COAePKaIIWiA LIepaUIIoHa3y ajibda, B MHDy30MaT
(nmepdy3op) 1 HaUMHAIOT BBOAMTH PAcTBOP MperapaTa
€O CKOPOCThIO 2,5 MJI/4.

Basicro: neped esedenuem npenapama Heodxo0umo y0o-
CMOBEPUMBCA, YMO 8Ce 3aNCUMbL, PA3MeUleHHble Ha UHQY3U-
OHHOIl AuHUU, omKpbimbl. He ésodume npenapam cmpyiino,
00110CHO Unu 8pyuHYH. Beedenue ocywecmansemcs moavko
npu nomowu ungy3omama (nepgysopa) [8, 9.

Bo Bpemst uHGpy3u1 HEOOXOIUMO TTPOBOIUTHL MOHU-
TOPUHT apTepUAIbHOTO AaBJIEHUsI, YACTOThI CepACYHBIX
COKpalIeHUI 1 JbIXaHUsI, TEMIIEPATyphl TeJla, caTypaluuu
U TIOSIBJIEHUSI CUMIITOMOB TTOBBIILIEHHOTO BHYTpUYEpeIl-
HOTO JaBjieHus (ToJIoBHasI 00JIb, TOIIIHOTA, PBOTA) KaXKIble
30—60 muH [7, 19]. Y naneHTOB ¢ OpaguKapaueit, Hapy-
LIEHUSIMU TTPOBOAMMOCTU WUJIU TOPOKaMU cepalia Heoo-
XOJMMO ITPOBOIUTH 3JIEKTPOKapaArOorpadruIeckoe MOHU-
TOpUpOBaHUE BO BpeMs MHDy3uu [8].

MeaununHcKast cectpa Kaxabie 30—60 MUH OCyIIecTB-
JISIET KOHTPOJIb COCTOSIHUS MallMeHTa U CKOPOCTU UHDY-
31U, MPOBEpsIeT NH(MY3UOHHYIO CUCTEMY Ha MPU3HAKU
MPOTEYKU WIM HapyllIeHUs MoJauyu mpernapara.

ITocne 3aBepieHus MHGbY3UM Ipernapara LHepaumno-
Ha3za anbda yoeauTech, UTO IIMPULL B MH(GY30MaTe ITyCT.

OcraBiuiicsl B MH(pY3MOHHOM ccTeMe 00beM LIepIu-
MoHa3bl aTbda HEOOXOAUMO BBECTU C TIOMOILIBIO ITPOMBI-
BOYHOTIO pacTBopa ((hJIaKOH € XKeJTOM KPBIIIKO), BXOIAS-
1LIEro B COCTaB YIIaKOBKM Mpemnapara [8, 9].

ITpoMBbIBOYHBII pacTBOP HEOOXOIUMO BBOIUTE CO CKO-
pocthio 2,5 M /4 [8].

Cpagy 1ocJie OKOHYaHUSI UHDY3UU LePIUITOHA3bI ajTb-
¢a urny [yoepa ynansitot, MecTo IIpoKoJia KOXU B 00J1aCTU
pesepByapa OMMalisi HAKpbIBalOT CTePUJIBHOIN MapsieBoi
candeTkoi, cMoueHHoi1 10 % pacTBOpOM MOBMIOH-MO/A,
U (PUKCUPYIOT CTEPUIbHBIM MapJeBbIM OMHTOM Ha 24 4.

Ha cnenyromee yrpo MecTo MyHKIMU OCMaTPUBAIOT,
HaKpbIBAIOT HOBOW CTEPMIBHOM MapjeBoil candeTkoit
U (PUKCUPYIOT MapJieBbIM OMHTOM ellie Ha 24 4.

QR-kon nis goctyna K Buaeosanucu ML B-undy3unu
yepe3 pesepByap OmMmaiisa y mauvenrta ¢ HIJI2 nmpusenen
Ha puc. 14.
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Puc. 14. QR-k00 015 docmyna k eudeozanucu npoyecca UHmpaye-
pebpogeHmpuKyaapHoil unghy3uu uepes pezepeyap Ommaiia y nayu-
eHma ¢ HelpoOHANbHBIM UepOUOHbIM AUNOPYCUUHO30M 2-20 MUNA.
Buoeo uz apxuea I'bY3 «Mopozosckas demckas eopoockas KAuHu-
yeckas boavHuya Jlenapmamenma 30pagooxpanenus e. Mockegoi»
Fig. 14. OR code to access a video recording of the intracerebroventricular
infusion process via an Ommaya reservoir in a patient with neuronal ceroid
lipofuscinosis type 2. Video from the archives of the Morozovskaya Children’s
City Clinical Hospital of the Moscow Healthcare Department

TakTHKA NpH NOJIOKUTEILHOM OCEBE JIMKBOpA. AHAIN3
JINKBOPA MPOBOJST Iepel Kaxaoil nHdysueit. OLeHKyY
pOCTa KOJIOHUI OaKTepUil BHIMIOJHSIOT HE MEHEe YeM Ye-
pe3 7 nueii [7, 10].

[Ipu noaTBepkaeHUM MHMEKIINU, aCCOLMUPOBAHHOM
¢ ycrpoiicteoM 115t UL B-nHgy3uu (mokasarenu JMKBopa:
uuTo3 >20/MM3? (20 KJIETOK/MKJI), YPOBEHD TIIIOKO3EI
<3 MMOJIb/J1, TIOBBIILIEHUE YPOBHSI OOIIIETO OeJiKa JIMKBOPa
1 TIOJIOXKUTEIBHBIN ITOCEB; OOIINI aHAIN3 KPOBU: JIEUKO-
LIUTO3, MOBBIIICHUE CKOPOCTU OCEIaHUsI IPUTPOLIUTOB
1 ypoBHs C-peakTMBHOIO OeJiKa, IMOBBIIICHNE TeMITepa-
TYpHI TeJia), HEOOXOAMMO YIAIMTh IOPT U HaYaTh COOT-
BETCTBYIOLLYIO aHTMOAKTEpUATbHYIO TepaIuio [2]. AHTU-
OMOTHMKOTEpAIusl, Kak MPaBUIO, IIPOBOIUTCS B TCUCHHE
10—14 nneit [19]. ITocne Kypca aHTUOAKTepUaTbHOI Te-
panuu HeoOXOIMMO ClIeNIaTh ITIEPEePhIB B IpYEMe aHTUOAK-
TepUaIbHBIX IIPENapaToB MPOIO/LKUTETbHOCTHIO MUHUMYM
2 ITHSI, TIOCJIE Y€TO OCYIIECTBIISIETCS 300D 1 ITOCTIC YOI
noceB JukBopa [7, 19]. Ha ycMoTpeHue Bpaya, 3a60p Ju-
KBOpa OCYIISCTBIISICTCS Yepe3 paHee chOpMUPOBAHHBIN
KaHaJI U1 BHYTPUKETYI0YKOBOIO KaTeTepa WK C IIOMO-
IO JTIOMOATbHOM IMyHKLMHK. [Tociie moaTBepKaeHUST 2711 -
MUHaLUUU UHGEKIUU (POCT KOJOHUIA OaKTepUil Ha ITUTa-
TEJbHOI cpelie OTCYTCTBYET B Te€UCHHE KaK MUHUMYM
7 mHei) TPOBOIUTCSI YCTAaHOBKA HOBOTO YCTPOMCTBA IS
MU B-unbys3um [19]. [Ipy 3TOM MHTpaBEeHTPUKYISIPHBIN
KaTeTep HeoOXOAMMO YCTAHOBUTH B HOBOI TOYKE C MPO-
TUBOIIOJIOXKHOM CTOPOHBI, TaK KaK B CTAPOM KaHaJIe MOXET
00pa3oBbIBaThCs OaKTepUaIbHAsI TUIEHKA, KOTOPast MOBHI-
LIaeT PUCK pa3BUTUSI MH(PEKIIMOHHBIX OCIOXHEHU [2].

Heob6xonuMo mpuHUMAaTh B3BEIICHHBIC PelICHUS
o ypajeHuto pesepByapa Ommaiist uau CVAD, oCHOBBI-
BasiCh Ha COYETaHMU KIMHUISCKUX CUMITTOMOB, XapaKTe-
PUCTUK BO30OYIUTENIsI, MOoKa3aTelieil TMKBOpa U KPOBU
nmauueHTa [2, 10, 19, 20].
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PexkoMennaium /i1 NANMEHTA U JIUNA, OCYHIECTBIISIOE-

T0 32 HUM YXO[l, B paHHMii nepuos nocJje uHgy3uu [19]:

* HE CHMMAaTh MOB3KY B 00;1aCTH MH(Y3UU B TeUCHUE
24 4 110C¢JIe BBIMUCKU U3 OOJILHUILHI,

* HE MBITb BOJIOCHI ITALIMCHTY B TeUeHUE 3 AHEH IMocie
UL B-uHdpy3uu;

* CJICIUTDH 3a MPU3HAKAMHU Pa3BUTHSI MH(MEKIIMOHHBIX
OCJIOXHEHMI 1 TIOBBIIIECHUSI BHYTPUYEPEITHOTO daB-
JIeHMs! (TaKMMU KaK, HallpuMep, OTeK KOXHU, U3JIUTUE
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JINKBOpPA B 00JaCTH TIPOEKIINKM pe3epByapa OMMaiis
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WHOOPMALWNA 014 ABTOPOB

Mpy HanpaBReHUH CTaTbit B pefakumio <Pycckoro ypHana AETCKoil HeBPONOTUN»
aBTOPaM Heo6X0AUMO PYKOBOACTBOBATLCA CNlEAYIOLLMMM MPaBUIaMM.

1. 06wue npaBuna

Mpu NepBIYHOM HANpaBAEHWA PYKOMUCH B pedaKumio B KOMUN MIEKTPOHHOIO
N1cbMa JOMKHbI ObITb YKa3aHbl Bce aBTOPbI AaHHO CTaTbi. 06paTHYI0 (BA3b C peaakLm-
eil byeT noAAepXuMBaTb OTBETCTBEHHbIN aBTOP, 0603HaUeHHbII B CTaTbe (CM. MYHKT 2).

MpexcTaBnenme B peakLmio paHee onybanKoBaHHbIX CTaTeli He ONMYCKaeTcs.

2. 0popmneHune faHHbIX 0 CTaTbe U aBTOpPaxX
MepBas CTpaHULa JOMKHA COZlepXaTh:
— Ha3BaHue CTaTby,
— MHMLMANbI 1 Gamunum Bcex aBTopos,
— yueHble cTeneHu, 3BaHIA, JOMKHOCTH, MeCTo paboTbl KaXA0r0 U3 aBTOPOB,
a Takxe ux ORCID (npu Hanuuun),
— NONHOE Ha3BaHMe yupexaeHna (yupexaeHuii), B KOTopom (KOTOpbIX) Bbl-
nonHeHa pabota,
— ajipec yupexaeHua (yupexzaeHuit) C ykasaHuem NHAeKCa.
MocneaHAA CTpaHMLA AOMKHA COAEPXaTb cBeZeHUa 06 aBTOpe, OTBETCTBEHHOM
3a (BA3b C pefjaKLmeil:
— hamunus, UMA, 0TYECTBO MOHOCTbIO,
— 3aHUMaeMas JOMKHOCTb,
— YUeHast CTeneHb, yueHoe 3BaHue,
— NepCoHanbHbIil MexayHapoaHblit uaentudukatop ORCID (nogpobHee:
http://orcid.org/),
—nepcoHanbHblii uaeHtuukatop B PUHLL (mogpobHee: http://elibrary.ru/
projects/science_index/author_tutorial. asp),
— KOHTaKTHbII TenedoH,
— lpec NeKTPOHHON NoUTbI.

3. 0popmnenue Tekcra

(ratblt npuHMMaloTca B dopmatax doc, docx, rtf.

LWpu¢t — Times New Roman, kernb 14, mexcTpouHblii uHtepBan 1,5. Bee ctpanu-
Libl JOMKHBI 6bITb NPOHYMEPOBaHbI. TeKCT CTaTbi HAUMHAETCA CO BTOPOA CTPaHULbI.

4, 06bem cTareii (6e3 yueTa UNIOCTPALWIA M CNIMCKA NUTEPaTYpbI)

OpuruHanbHas ctatba — He 6onee 12 cTpanuy (66nblumit 0bbem gonyckaetca
B UHAVBIAYaNbHOM NOPAJKE, N0 PeLLeHMIo pefaKLmy).

OnucaHue KNMHUYECKNX CyyaeB — He Gonee 8 CTpaHL.

0630p nuTepatypbl — He 6onee 20 CTpaHUL.

Kpatkue coobLyeHus 1 nucbMa B peakLuio — 3 CTpaHuLb.

5. Pesiome

Ko Bcem Bupam cTateii Ha 0TAENbHOI CTPaHULLE AOMKHO ObITb NPUIOXEHO pe3to-
Me Ha PYCCKOM U HIMIACKOM (10 BO3MOXHOCTH) A3bIKax. Pe3tome JOMKHO KpaTKo no-
BTOPATb CTPYKTYPY CTaTby, HE3aBMCUMO OT ee TeMaTUKM.

06bem pestome — He bonee 2500 3HaKoB, BKAOYaA Npobenbl. Pestome He JOMKHO
COAepXaTb CCbIKI Ha MCTOYHUKM IUTEPATYPbl U WANKOCTPATUBHBIN MaTepuan.

Ha 370l Xe CTpaHuLie NOMeLLAITCA KIoYeBble CI0BA HA PYCCKOM W aHTUIACKOM
(no BO3MOXHOCTY) A3blIKax B konuuectse o1 3 Ao 10.

6. CTpyKTypa cTareit
OpurvHanbHas CTaTba AOMKHA COAEPKATb CleAyHoLne pasaenbl:

— BBEJIEHME,

—Lienb,

— MaTepuanbl U METOABI,

— pe3ynbTarbl,

— 06cyxpeHne,

—3aKnioyeHne (BbiBogbl),

— KOHOMNKT MHTepecoB N BCex aBTOPOB (B CTyuae ero oTCyTCTBUA Heobxo-
ZIMO YKa3aTb: «ABTOPbI 3aABAIOT 06 OTCYTCTBUM KOHPANKTA UHTEPECOBY),

— opobpeHue NpoToKoNa UCCNEA0BAHIA KOMUTETOM N0 6103THKe (C yKa3aHu-
€M HoMepa ¥ 4aTbl NPOTOKoNa),

— MH$OPMIMPOBAHHOE COrNacue NALMEHTOB WA WX NPeACTaBUTENeN Ha yyac-
Tve B UCCNEA0BAHIM W NYOAMKALMI AAHHBIX (ANA CTaTell ¢ aBTOPCKUMMN
UCCNIEN0BAHUAMM U OMUCAHUAMI KIIMHUYECKMX CTYYaER),

—NPU HaNMUMN QUHAHCUPOBAHUA UCCNIEOBAHIA — YKa3aTb ero UCTOYHNK
(rpaHTnT. 4.),

— bnarogapHocTy (pa3gen He ABNAETCA 00A3aTeNbHbIM).

7. UnniocTpaTnBHbIN MaTepuan

WUnntocTpaTuBHBIiA MaTepuan JomkeH 6bTb NPeACTaBNEH B BULE OTAENbHbIX dait-
NOB 1 He GUrypupoBaTb B TeKCTe (TaTbi. [laHHble TabNUL He JOMKHbI NOBTOPATb AaH-
Hble PUCYHKOB U TeKCTa U Ha060poT.

Ootorpadun npeacrasnaiorca B dopmatax TIFF, JPG ¢ paspeleHnem He MeHee
300 dpi (Touek Ha Atoiim).

PucyHkn, rpadukn, cxembl, Auarpammbl JOMmKHbI ObiTb peakTUpyeMbiMy,
BbinonHeHbIMu cpectBamin Microsoft Office Excel unu Office Word.

Bce pucyHKM fomKHbI 6biTb NPOHYMEPOBaHbI 1 CHAOKEHBI MOAPUCYHOUHBIMU
noanucamu. OparmeHTbl pUCYHKa 0603HaYaloTCA CTPOUHBIMI GyKBaMU pycckoro anda-
BUTA — «a», «O» 1 T. . Bce coKpaLuenus, 0603HaueHus B Buge Kpusblx, 6YKB, LGP
WT. I, UCMIONb30BaHHbIE Ha PUCYHKe, JOMKHBI 6bITb pacLuMdpoBaHbl B NOAPUCYHOUHOI
noanucy. MoANUCH K PUCYHKaM JAKOTCA Ha OTAENbHOM NIUCTE NOCTe TeKCTa CTaTbil B 04-
HOM C Heil daiine.

Tabnuubl JoMKHbI ObITb HATNALHBIMM, UMETb Ha3BaHMe U NOPALKOBbIA HoMep.
3aronoBKu rpady AOMKHbI COOTBETCTBOBATD UX COfiepaaHuio. Bce cokpalLieHna pacume-
POBBIBAKOTCA B NPUMEUaHIK K Tabuue.

8. EAuHULbI U3MepeHusA 1 coKpalLeHus

Eaunmubl usmepenus fatotca B MexayHapogHoil cucteme egunmt (CH).

(CoKpalLeHua CnoB He fONYyCKaloTCa, Kpome obenpuHATbIX. Bce abbpesuatypbl
B TeK(Te (TaTbit AOMKHbI ObITb MOHOCTLIO PAacLIMGPOBAHBI NPY NEPBOM YNOMUHAHUM
(Hanpumep, KomnbtoTepHas Tomorpadua (KT)).

9. Cnucok nuTeparypbl

Ha cnegyroweil nocne Tekcta cTpaHuLe CTaTbi JOMKEH pacnonaraTbCa CIMCOK
LMTUPYEMOIi IUTEpaTYpbl.

Bce mcTOuHMKN HOmKHBI GbITb NPOHYMEPOBaHbI, HyMepaLua 0CyLLeCTBAAETCA
CTporo B andasuTHoM nopsaake. Bee CCbUNKIN HA MCTOYHUKY MTEPATYpbI B TEKCTe CTaTbit
0603HauatoTCA apabekmm Ludpamu B KBAPaTHbIX CKoOKax HaunHas ¢ 1 (Hanpumep, [5]).
KonuuectBo uutupyembix paboT: B opuruHanbHbix crabaAx — He bonee 2025, B 06-
30pax uTepatypbl — He bonee 60.

(cbKM JOMKHDI JaBaTbCA Ha MEPBONCTOYHUKY, LUTUPOBAHNE OJHOTO aBTOpa
no pabote Apyroro HeAoONyCTUMO.

BknioueHue B CUCOK NUTeaTypb Te31COB BO3MOXHO UCKIKUUTENbHO NpH CCbin-
Ke Ha UHOCTPaHHbIe (aHTTI0A3bIYHbIE) UCTOUHUKIA.

(cblnKI Ha AMccepTaLy v aBTopedepatbl, Heony6nukoBaHHble paboTbl, a Tak-
e Ha [LaHHble, MONYYeHHble U3 HeOQULMANbHbIX UHTEPHET-UCTOUHUKOB, He Jomy-
CKAKTCA.

[inA Kaxporo MCTOYHMKa HeobX0AMMO YKa3aTb: GaMuaMM 1 MHULManb aBTOPOB
(ecnn aBTOpoB Gonee 4, yka3blBaloTcA nepable 3 aBTOPa, 3aTeM CTaBUTCA <M Ap.» B pyc-
CKOM 1 "et al” B aHINIACKOM B TeKCTe). ABTOPbI LIUTUPYeMbIX NCTOUHMKOB AOMKHbI
6bITb yKa3aHbl B TOM Xe NOPAAKE, UTo 1 B NePBOMCTOUHNKe.

Mpy cCbinKe Ha CTaTby U3 XKYPHANOB NOCE aBTOPOB YKa3bIBAIOT Ha3BaHMe CTa-
Tby1, Ha3BaHUE XypHaNa, rofi, TOM, HOMep BbINycka, cTpaHuLbl U DOI cTaTbyt (Npu Hanu-
yum). Tpu ccbinke Ha MOHOTPaguM YKa3blBaIOT TaKxKe MONHOE Ha3BaHIe KHUTU, MecTo
U3KaHNA, Ha3BaHWe U3ATeNbCTBA, FOZ U3AAHNA, YNCNO CTPAHNL,

(TaTbM, He COOTBETCTBYlOWME AAHHBIM TPeGOBAHMAM, K paccMOTpPeHuto
He NPUHMMAIOTCA.

06wKe nonoxeHuns:
« PaccmoTpeHme (Tatbi Ha npesMeT Ny6nMKaLmMM 3aHMMaeT He MeHee 8 He-
Jenb.
« Bce noctynaiowme ctatbi peueH3npyrTca. PeleH3na ABNAETCA aHOHUM-
HO.
« Pepakuna octanAeT 3a coboil NpaBo Ha pesakTUPOBaHHe CTaTell, IPeACTaB-
NEHHbIX K My6nuKaLmm.
- Pefakuna He npepfocTaBnAeT aBTOpCKMe SK3eMnNApbl XypHana. Homep
KYpHaNa MOXHO MONYYMTb Ha 06LMX OCHOBAHMAX (CM. MHOOpMALMI
Ha caiiTe).
Martepuanbl Ana ny6nukauun npuHMmatotca no appecy center@epileptologist.ru
€ 0693aTeNbHbIM YKa3aHeM Ha3BaHIA XypHana.

MonHan Bepcua Tpe6oBaHMIi NpeaCTaBNeHa Ha CaiiTe XKypHana.
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