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WHOOPMALWNA ONA AB

[Tpn HanpaBneHuw CTaTbit B pefaKumio «Pycckoro XypHana AeTckoii HeBponorm»
aBTOPam HeobX0A4MUMO PyKOBOACTBOBATLCA CNleYHLLMMM NPaBUIAMU.
1. 06wue npaBuna
Mlpn NepBUYHOM HANpaBNeHUM PYKOMUCM B PesaKLmMio B KOMUW 3MEKTPOHHOrO
n1cbMa JOMKHbI ObITb YKa3aHbl BCe aBTOPbI AaHHOM cTaTbin. 06paTHyH (BA3b € pefaKLm-
eli byneT noaaepxuBaTb 0TBETCTBEHHDIIl aBTOP, 0003HAUEHHDIN B CTaTbe (CM. MYHKT 2).
[lpenctaBnenve B peakumo paHee ony6iMKoBaHHbIX CTaTeil He JOMyCKaeTcA.
[lna paccmoTpenma pyKonuck pepakuni Tpebyetca nUcbMeHHoe Cornacue Kax-
Zoro aTopa Ha 06paboTKy 1 pacnpocTpaHeHue NepcoHanbHbIX AaHHbIX B NEYaTHOM
1 unposom Buge. CkaH NOANMCAHHOTO COrNacKa HEOOXOANMO 3arpy3uTb Kak JONONHU-
TeNbHbIA daiin B pasgene «onucaHne» npu nogaue cTatbu. MeyatHblii NOANMCAHHDIN
BApUaHT COrNacua HeobxoAMMo OTNPaBUTL Ha aipec pefaKLymi.
2. 0dopmneHme faHHbIX 0 CTaTbe U aBTOpax
MepBasd cTpaHuULLa JONKHA COfepKaTh:
— Ha3BaHMe CTaTby,
— VHULMANbI M Gamunuu BCex aBTopoB,
— yueHble CTeneHu, 3BaHNA, LOKHOCTH, MeCTo paboTbl Kax0ro U3 aBTOPOB,
a 1akxe ux ORCID (npm Hanuuum),
— NONHOE Ha3BaHMe YUpeXJeHua (yupexaeHuii), B KOTOPOM (KOTOpbIX) Bbl-
noHeHa pabota,
— afipec yupexzeHna (yupexxeHui) C ykasaHuem nHaeKca.
[ocneHAA cTpaHMLa fOMKHA COfEPXaTb CBeieHIA 06 aBTOpe, OTBETCTBEHHOM
3a (BA3b C pefaKLmeit:
— Gamunua, MMa, OTYECTBO NOSHOCTbIO,
— 3aHUMaeMas JOMKHOCTb,
— yyeHas CTeneHb, yueHoe 3BaHue,
— NepcoHanbHblit MexayHapoaHblit uaentudukatop ORCID (noapobHee:
http://orcid.org/),
—nepcoHanbHblil upeHtudukatop B PUHLL (noapobee: http://elibrary.ru/
projects/science_index/author_tutorial. asp),
— KOHTaKTHbIil TenedoH,
— Q/IPeC 3NeKTPOHHOI NOYTHI.
3. 0dopmneHue TeKcTa
(ratbu npuHumatotca B dopmarax doc, docx, rtf.
Lpu¢t — Times New Roman, Kernib 14, MexcTpouHblil uHTepBan 1,5. Bee cTpaHu-
Libl AOMKHbI ObITb NPOHYMEPOBaHbI. TEKCT CTaTbIn HAUMHAETCA CO BTOPOW CTPAHNLbI.
4. 06vem crateit (63 yueTa UNNIOCTPALMIA U CNCKA UTEPaTYpbI)
OpuruHanbHas cratbs — He 6onee 12 ctpaHu (66nbLunii 06bem aonyckaetca
B UHANBUAYANbHOM NMOPAJKE, N0 PELUEHNIO pefaKLmK).
OnucaHue KNNHNYECKNX CyyaeB — He Gonee 8 CTpaHuLL.
0630p nuTepatypbl — He 6onee 20 cTpaHuL,
KpaTkue coo6iieHnsa u nucbma B pefiakLuio — 3 CTpaHuLbl.
5. Pe3iome
Ko Bcem Bugam ctateil Ha 0TAENbHON CTPaHULLE AOMKHO ObITb NPUNOXKEHO pe3to-
Me Ha PYCCKOM U aHTTINIACKOM (0 BO3MOXHOCTH) A3blKax. Pe3tome LOMKHO KpaTKo no-
BTOPATb CTPYKTYPY CTaTby, HE3aBMCUMO OT ee TeMaTUKM.
06bem pestome — He Gonee 2500 3HaKoB, BKNIoUaA npobenbl. Pestome He A0MKHO
COAePXaTb CCHIKN HA MCTOYHMKIN IUTEPATYPbl 1 MAMKOCTPATUBHII MaTepuan.
Ha 370l Xe cTpaHuLe NOMELLATCA KNIoueBble CNOBA Ha PYCCKOM W aHFNIACKOM
(no BO3MOXHOCTH) A3bIKaX B KonuuecTse ot 3 70 10.
6. CtpykTypa cTateii
OpuruHanbHas cTaTba JOMKHA COEpXaTh CleaytoLne pasgenbi:
— BBe/IEHMe,
—enb,
— MaTepuanbl 1 MeTofbl,
— pe3ynbrarbl,
— 06cyxzaeHue,
—3aKntoyeHue (BbIBOAbI),
— KOHQNWKT MHTEPeCoB A1A BCeX aBTOPOB (B CMlyyae ero 0TCyTCTBUA HeobXo-
[AUMO YKa3aTb: «ABTOPbI 3aABNAIOT 06 OTCYTCTBUM KOHPAMKTA UHTEPECOBY),
— 0/06peHIe NPOTOKONA MCCNEA0BAHMA KOMUTETOM M0 6U103TUKE (C yKa3aHu-
€M HoMepa ¥ JiaTbl NpoToKoNa),
— MHGOPMMPOBAHHOE COTNIacie NALVEHTOB AN UX NPeACTaBUTENeN Ha yyac-
Tie B UCCNELOBAHUN 11 NY6AMKALMIO AaHHbIX (ANA CTaTeil ¢ aBTOPCKAMM
UCCNefoBaHNAMU U ONMCAHUAMY KIMHUYECKIX CYYaeB),

—Np¥ HaMuUM GUHAHCPOBAHMA UCCNEROBAHUA — YKa3aTb ero UCTOYHUK
(rpaHTnT. A1.),
— 6naropapHocTy (pasgaen He ABNAETCA 06A3aTeNbHbIM).

7. UnniocTpaTMBHbIN MaTepuan

VinniocTpatBHbIA MaTepuan JOMmKeH ObiTb NPeACTaBNeH B Buze OTAEbHbIX dail-
0B 11 He GurypupoBaTb B TeKcTe CTaTby. [laHHble TabnuL He ZOMKHbI NOBTOPATD AaH-
Hble PUCYHKOB 1 TeKCTa U Ha060poT.

Oororpadum npeacrasnatorca B popmartax TIFF, JPG ¢ paspeLueHnem He MeHee
300 dpi (Touek Ha Atoiim).

PucyHKku, rpadmku, cxembl, Anarpammbl JOMKHb! ObITb pefakTUpyembiMI,
BbinonHeHbIMu cpeactBamu Microsoft Office Excel unm Office Word.

Bce pucyHKn LomxHbl 6bITb NPOHYMepOBaHbI 1 CHaBXeHbl NOAPUCYHOUHBIMI
nognucamu. OparmeHTbl pucyHKa 0603HaualTCA CTPOUHBIMU ByKBaMK pycckoro anda-
BUTa — «a», «6» U T. fi. Bce cokpalueHna, 0603HaueHms B Buge KpuBblX, 6ykB, undp
WT. fi., UCTIONb30BAHHbIE Ha PUCYHKE, fOMKHbI ObITb paciudpoBaHbl B NOAPUCYHOUHOI
nognucy. MoAnucu K pucyHKam AAKTCA Ha OTANbHOM AUCTe NoCAe TeKCTa CTaTbi B 0A-
HOM C Heil daitne.

Ta6nuubl JoMKHbI 6bITb HAMARHBIMY, UMETb Ha3BaHe 1 NOPAAKOBbIA HoMep.
3aronoBky rpad L0MKHbI COOTBETCTBOBATD UX COAEPXaHMI0. Bce cokpaLueHna pacumd-
POBLIBAKTCA B NpUMeYaHy K Tabnuue.

8. EAVHMLbI N3MepeHuna 1 COKpaLLieHna

Enunuwpl n3mepenua fattca B MexayHapogHoii cucteme ety (CU).

CoKpaLueHna CnoB He JONYCKaloTCA, Kpome 06LienpuHATbIX. Bce abbpeBuatypbl
B TEKCTe CTaTby JOMKHbI 6bITb MONHOCTBIO pacLuMdpoBaHbl NPU NEPBOM YNOMUHAHUM
(Hanpumep, komnbtoTepHaa Tomorpadus (KT)).

9. CnncoK nuTepatypbl

Ha cnepytoweii nocne TekcTa CTpaHuue CTaTbil JOMKeH pacnonaratbca CNCOK
LMTUpYeMOil IuTepaTypbl.

Bce MCTOUHMKI BOMXKHDI ObITb NPOHYMEPOBaHbI, HyMepaLma OCyLLeCTBAAETCA
CTporo B andaBUTHOM NOpAZKe. Bce ccbKmM Ha MCTOUHUKI IUTEPATYPbI B TEKCTe CTaTby
0003HauatTcA apabckvmu LMGpamin B KBAZPaTHbIX ckobKax HaumHaa ¢ 1 (Hanpumep,
[5]). KonuuecTBo LUTUPYeMbIX paboT: B 0puriHaNbHbIX CTaTbAX — He Gonee 20—25,
B 0630pax nuTepatypbl — He bonee 60.

CCbINKIN JOMKHBI ABATbCA HA NEPBOMCTOUHUKY, UUTUPOBAHIME OJHOTO aBTOPa
no paboTe Apyroro HegONYCTUMO.

BKntoueHne B CTMCOK uTepaTypbl Te31COB BOIMOMKHO UCKNKOUUTENBHO NPH CCbI-
Ke Ha MHOCTPaHHbIe (aHIN0A3bIYHBIE) UCTOUHUKI.

CcbinKku Ha anccepTaumny v agTopedepatbl, HeonybnnKoBaHHbIE paboThl, a TaK-
e Ha faHHble, NONyYeHHble U3 HeOQULMANBHBIX MHTEPHET-UCTOUHUKOB, He Aony-
CKalTCA.

DA Kaxzoro MCTOYHMKA HeobX0AUMO YKa3aTb: aMAMN U MHULMANbI aBTOPOB
(ecnu aBTOpOB Bonee 4, yka3biBatoTcA Nepeble 3 aBTOPa, 3aTeM CTaBUTCA «U1 Ap.» B pyC-
CKOM unn et al.” B aHIMIACKOM B TeKCTe). ABTOPbI LIUTUPYEMbIX UCTOUHUKOB AOMKHDI
ObITb yKa3aHbl B TOM e NOPALKE, UTO U B NEPBOUCTOUHMKE.

[Tpu CcbinKe Ha CTaTby U3 XYPHANOB NOCNE aBTOPOB YKa3blBAIOT Ha3BaHMe (Ta-
Tby, Ha3BaHWe XypHana, rof, TOM, Homep BbIMycKa, CTpaHmuubl 1 DOI cTaTbi (Npu Hanw-
yum). Mpu ccbinke Ha MOHOFPad MM YKa3biBaKT TaKxKe NONHOE Ha3BaHMe KHUTU, MeCTo
3[aHNA, Ha3BaHNe N3ATeNbCTBA, MO U3AAHNA, YNCIO CTPAHNL.

(1aTby, He COOTBETCTBYHOLLME AAHHBIM TPEOOBAHNAM, K PACCMOTPEHUIO
He NPUHNUMAIoTCA.
061Me nonoxeHna:
« PaccmoTpeHne cTatbin Ha npeameT Ny6MKaLMM 3aHMMaeT He MeHee 8 He-
aenb.
« Bce noctynaiowme cTatby peueH3upylTca. PeleH3ua ABNAETCA aHOHUM-
HOA.
- Pepakuua octaBnaet 3a co6oii NpaBo Ha peflakTUPoBaHKe CTaTeil, NpeaCTaB-
NeHHbIX K ny6aukaumm.
+ Penakuma He npegocTaBnsAeT aBTOpCKME IK3eMnnApbl XypHana. Homep
XKypHana MOXHO MONYYMTb Ha 06WMX OCHOBAHMAX (CM. MHdOpMaLMi
Ha caiiTe).
Marepuanbi gna ny6nukauumn npuHumaloTca no agpecy ricn@epileptologist.ru
€ 06A3aTeNbHbIM yKa3aHMeM Ha3BaHMA XypHana.

Monnas Bepcua Tpe6oBaHMII NpeACTaBNEHa Ha cailTe XypHana.
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BBepeHue. [1ns neyeHus paccesHHoro cknepo3sa (PC) c ne61oToM B A€TCKOM BO3pacTe PeKOMEH[0BaHa YMEPEHHO It dek-
TuBHasA Tepanus (Y3T), KpoMe Tex ciy4yaes, KOFAa TeYeHWe BbICOKOAKTUBHOE MW NMEPBUYHO-NPOrpeccupyloliee, Toraa
NpUMEHAETCS BbICOKOIdeKTMBHAA Tepanusa (BIT). Pe3ynbtathl paHAOMU3MPOBAHHBIX KOHTPONUPYEMbIX UCCNE[OBAHMIA,
a TaKXKe KOTopTHbIX 06CepBaLMOHHbIX UCCNe0BaHNIt y AeTeill noka3anu npeumywiectsa BIT no cpaBHenuto ¢ YIT.

Llenb nccnepoBanmusa — oueHka 3pdekTUBHOCTY NpenapaTtos, U3MeHsowux TedeHne PC, 1-i nMHUK y AeTeii u cpaBHeHuWe
ee ¢ 3(heKTUBHOCTbIO NpenapaTos, U3meHawmux teyeHue PC, 2-i nuHuum.

Marepuans! n meToabl. Ha 6a3e feTckoro oTaeneHus HeBponorum MocKOBCKOro 061acTHOTO Hay4YHO-UCCNe[0BATENbCKO-
ro KNMHWYeCKOro MHCTUTYTa M. M.®. Bnagumupckoro nposefeHo UCCNef0BaHue, B KOTOPOE METOAOM KOTOPTHOMO 0T6Opa
6bln0 BKNloYeHO 50 nauneHToB ¢ febioTom PC B feTckoM Bo3pacTe, nonyyatLmux npenaparbl, U3meHswwmue TevyeHue PC,
B TeyeHue bonee 1 neyeGHoro roga — 87 kypcos Tepanuu. N3 Hux Gbino HasHayeHo 67 Kypcos YIT (npenapatbl rpynnbl
uHTEptepoHOB, mMatupamepa auetar, TepudayHomua) u 20 kypcos B3T (fo 18 neT — duHronnmop, okpenusymab, putyk-
cuMab; nocne 18 net — Hatanuymab, okpennusymab u anemTysymab).

Pesynbrarbl. IddektuBHocTb YIT cocTaBuna 16 % (11 cnyyaes w3 67), BIT - 80 % (16 cnyyaes u3 20). Mpu Headdek-
TUBHBIX Kypcax Y3T nepekntoyeHne Ha B3T umeno mecto B 30 % cnyyaes. Ha doHe HazHauyeHHO Y3T BbipaxeHHble Hexe-
natesbHble ABNEHNUA BO3HMKAM B 19 % cnyyaeBs, Ha GoHe BIT - B 5 %. YactoTa oTMeHbl npenapatos YIT coctaBuna 49 %,
B3T - 15 %.

BbiBoAbl. B HaweMm nccnegosanun addektusHocTsb YIT npu PC ¢ aebioTom B AeTCKOM BO3pacTe 6bina B 5 pas HUXe, YeMm
B3T. Ha cdoHe YIT HexenaTtenbHble ABNEHWUA BO3HWKaNM NOYTM B 4 pa3a valle, yem Ha poHe BIT. YacToTa npekpalyeHus
Y3T 6bina 6onee yem B 3 pasa Bbille No cpaBHeHUIo ¢ BIT. Pe3ynbTathl nokasanu nyyilyio NnepeHOCUMOCTb U MTPUBEPIKEHHOCTD
neyveHuio BIT. Takxke cpenaH akueHT Ha Tom, yTo BIT y feTelt B HacTosLee BpeMA NPUMEHAETCA BCe elye HeAoCTaTouHO
4acTo, M Ha uenecoobpasHocTy 6onee WUpokoro npumeHenus BIT npu gebiote PCy petei.

KnioueBble cnoBa: paccesHHbIi Ckepo3 ¢ fe60TOM B IETCKOM BO3pacTe, Npenaparbl, U3MeHAoLMe TeYeHNE pacCeaHHO-
ro ckneposa, 6onesHb-MogubULMpyoWas Tepanus, BbICOKO3IGMEKTUBHAA Tepanus, yMepeHHo 3hdeKTUBHAA Tepanus,
paHAOMU3UPOBAHHOE KOHTPONMpYEMOoe UCCief0BaHue

Ina umtupoBanusa: OsunHHuKoBa E.O., Kotos A.C., NMaHTeneesa M.B., 3y6aHenko A.A. AHann3 aheKTUBHOCTM 1 Be3onac-
HOCTM NpenapaToB, U3MEHAIOLMX TEYEHNE PAaCCeAHHOT0 CKNepo3a, 1-i 1 2-i NMHUM B NeYeHUn nesuaTpuyecKkoro pacce-
AHHOTO CKNepo3a. Pycckuil xypHan feTckoii Hesponorum 2025;20(2):12-22.

DOI: https://doi.org/10.17650/2073-8803-2025-20-2-12-22
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Analysis of the efficacy and safety of first- and second-line disease-modifying drugs for multiple
sclerosis in treatment of pediatric multiple sclerosis
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Evgeniya Olegovna Ovchinnikova ovjane@yandex.ru

Background. Moderately effective therapy (MET) is recommended for the treatment of multiple sclerosis (MS)
with childhood onset, except when the course is highly active or primary progressive, then highly effective therapy (HET)
is used. The results of randomized controlled trials as well as cohort observational studies have shown advantages
of HET over MET.

Aim. To evaluate the efficacy of first-line disease-modifying drugs in MS in children and compare it with the efficacy
of second-line disease-modifying drugs in MS.

Materials and methods. On the basis of the paediatric neurology department of the M.F. Vladimirskiy Moscow State
Medical Institute a cohort study was conducted that included 50 patients with MS who had experienced their first
symptoms during childhood. These patients were receiving disease-modifying therapy for a period of more than one year,
and had undergone a total of 87 attempts at therapy. A total of 67 courses of MET (interferon, glatiramer acetate,
teriflunomide) and 20 courses of HET (fingolimod, ocrelizumab, rituximab before 18 years of age; natalizumab, ocrelizumab
and alemtuzumab after 18 years of age) were administered.

Results. The efficacy of MET was 16 % (11 cases out of 67) and of HET was 80 % (16 cases out of 20). In 30 % of cases,
the decision to switch from the MET course to the HET course was taken. Significant adverse events occurred in 19 %
of cases in the MET group, and in 5 % of cases in the HET group. The frequency of MET drug cancellation was 49 %, while
the frequency of HET cancellation was 15 %.

Conclusion. In the present study, the efficacy of MET in MS with a childhood onset was found to be 5 times lower than that
of HET. Adverse events were observed to occur with a frequency four times higher in the context of MET than in the context
of HET. The frequency of treatment discontinuation was found to be more than three times higher in cases of MET than
in cases of HET. The results demonstrated that HET was associated with enhanced tolerability and adherence to treatment.
Furthermore, emphasis was placed on the underutilisation of HET in children, with the recommendation that its utilisation
be expanded at the pediatric onset MS.

Keywords: pediatric onset multiple sclerosis, disease modifying therapy, highly effective therapy, moderately effective
therapy, randomized controlled trial

For citation: Ovchinnikova E.O., Kotov A.S., Panteleeva M.V., Zubanenko A.A. Analysis of the efficacy and safety of first-
and second-line disease-modifying drugs for multiple sclerosis in treatment of pediatric multiple sclerosis. Russkiy
zhurnal detskoy nevrologii = Russian Journal of Child Neurology 2025;20(2):12-22. (In Russ.).
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BeepeHue

B Hacrosiiee BpeMst s JISYSHUST TIeIMaTPUIECKOTO
paccestHHoro ckieposa (ITPC) y nereii B kauectse 1-i1 muHUM
Tepanuu opUIIMaIbHO peKOMEHIOBaHA YMEPEHHO 3 heK-
tuBHag Tepanus (YOT) wiu npernapaThbl, U3MEHSIOLINE
TeueHue paccessHHoro ckieposa (ITUTPC), 1-it nunum:
npenapatsl Tpymbl nHTepdepona (MH®D), rmatupamepa
arerat (I'A) u Ap., Ha OCHOBaHUM peKOMeHIaluin Mexmy-
HapomHou rpyrmsl o uzydeHuto [TPC 2012 1. [16]. Beico-
ko3 dextuBHas tepanust (BOT) — ¢puHronumon, Hataau-
3ymMab, OoKpenn3ymMad W Op. — Ha3HadaeTcs ACTSIM IpU
BTOPUYHO MPOrpecCrpyIoieM TeYEHUH JIMOO TTPU BHICOKO-
aKTUBHOM paccesstHHOM ckiiepose (PC), 1ubo npu Headh-
¢exktuBHocTH YOT. Tak, B pocCUICKUX KIIMHUYECKUX pe-
koMmeHaaiusx 2022 r. B 1€TCKOM BO3pacTe peKOMEHIOBaHbI
cnenytone [TUTPC: npu ymepennom PC — MH®-6eTa-1a

BHyTpUMEIIeuHo, TH®-6eTa-1a monkoxHo 1 [A BHyTpH-
MBIIIIEYHO; TIpK arpeccBHOM TeueHuu PC — duHronmmor,
JIPYTHUe K& UMMYHOCYIIPECCOPhI 1 UMMYHOMOIYJISITOPBI
(oKpenu3ymad, puTyKCuMao, HaTaTlu3yMa0) UCTIOJIb3YIOTCS
off-label [3, 4]. B To ke BpeMsl HaKaruIMBaeTcs 0J1aronpu-
SITHBIN onbIT paHHero npuMeHeHust BOT nipu [TPC, noss-
JISIETCS Bee OOJTbIIE UCCICIOBAHMIA, ITOCBSIIICHHBIX YCIIEIII-
HoMy npuMeHeHu1o BOT, yTo MoxXeT U3MEHUTh MOAXO
K JIeUeHUIO feTeit U moApocTKOB [21]. OcCHOBaHUSIMMU ISt
CMEHBI TPAIULIMOHHOM TakTUKY JiedeHus [TPC sBistorcs
ocobeHHocTH TeueHus1 PC y neteit (akTuBHOE, ¢ OOIBIINM
YUCJIOM 000CTPEHMIA), 6oJiee paHHMIA BO3pacT HACTYIUICHUSI
KOTHUTHBHBIX HAPYLICHUIA Y THBAJIUIHOCTH, HEIOCTATOYHAST
a¢dekTuBHOCTb YT, 6€301acHOCTh 1 XOpollasi IepeHOCH -
mocTh BOT [1, 2, 22, 34, 37]. K paHIoOMM3MPOBaHHBIM KOHT-
ponaupyeMbiM ucciaegoBanusam (PKW), mpoBeneHHBIM

13
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y Ieteit 3a mocaeaHue roabl, oTHocsATcs: PARADIGMS
(Safety and efficacy of fingolimod in pediatric patients with
multiple sclerosis — 6e3omacHOCTb U 3(PPEKTUBHOCTH (DUH-
roJIMMOJIa Y TTeAMaTpruIecKuX manueHToB ¢ PC), mokaszas-
mee 60ab1IyI0 3(P(PEeKTUBHOCTH (DPUHTOJUMOAA MO CpaB-
Henmo ¢ MH®-6eTa-1a 1 3HAYMTETbHOE CHIDKECHIE pHCKa
MPOTPECCUPOBAHUS TTOATBEPKACHHON MHBAIMAHOCTH 110
EDSS (Expanded Disability Status Scale — paciupeHHas
IIKaJIa CTaTyca MHBAJIUIHOCTH), CHUXKCHUE aKTUBHOCTH
3a00JieBaHUsI IO TaHHBIM MarHUTHO-PE30HAHCHON TOMO-
rpacun (MArHUTHO-PE30HAHCHOM aKTUBHOCTH) Y TOI0BOM
ckopoctu aTpoduu mo3sra (annual rate of brain atrophy,
ARBA) Ha ¢poHe ero mpueMa [6, 12, 17], Ho GoJiee BBICO-
KYI0 4aCTOTY Cepbe3HbIX HexXeaaTeAbHbIX siBneHuit (HS).
PKW III ¢a3er TERIKIDS (Safety and efficacy of
teriflunomide in pediatric multiple sclerosis — 6e3omac-
HOCTb U 3(ppekTUBHOCTH TepudayHomuaa rpu PCy aeteir)
nokaszano 3¢p¢GeKTUBHOCTb U 06€30I1aCHOCTh TEPUDIYHO-
MUJa M0 CpaBHEHMIO ¢ 11aledo [15], 4To moATBEpANIOCH
B OTKpBITOM paciuupeHHoM ucciegoBanu TERIKIDS ¢
HeTpepbIBHBIM JiedeHueM TepudyHomuaom [14]. Iocne
uccaenoBanus TERIKIDS tepudayHoMua 6601 ogo0peH
EBporieiickuM areHTCTBOM I10 JIEKapCTBEHHBIM CPEICTBaM
(European Medicines Agency, EMA) kak [IMUTPC 1-i1 1u-
HUM Y JeTeil ¢ peuuauBUpylolie-peMuTTupytomum PC.
[Ipu 3TOM YIIpaBiieHUe 110 KOHTPOJIIO KaYeCTBa MUIIECBBIX
npoaykToB U JiekapcTBeHHbIX cpeacts CIIA (U.S. Food
and Drug Administration, FDA) mo-npexxHeMy 0100puio
TOJIbKO (DPMHTOJIMMOJ IJIsl AeTEl C pelUIUBHUPYIOIIe-pe-
muttupytlomnM PC B Bo3pacte ¢ 10 go 18 ner. PKU
CONNECT nokazaino 66/b111y10 3((GeKTUBHOCTD U JTYYIIYIO
MEPEHOCUMOCTh TUMeTHI(yMapaTa o cpasHeHmio ¢ MH®-
6era-la [36]. PK1 OPERETTA I moaTBepaniio BLICOKYIO
3 (GEeKTUBHOCTD U 6€30IacHOCTh OKpeu3ymaoda npu [TPC
[24], auccnepoBanue LEMKIDS, HecMOTpst Ha mpexXaeB-
pEeMEHHOe OKOHYaHUe, IToKa3ano 3(h(heKTUBHOCTb U XO-
pOIIYI0 MEPEHOCUMOCTh aJleMTy3ymMaba 1o CpaBHEHUIO
¢ 6oJiee paHHeli Tepanueii [13]. B HacTosiiee Bpems Tpo-
BoauTtca 2 aktuBHbIX PKU 111 ¢azei: NEOS 3 (uccieno-
BaHUe, cpaBHUBawIlee 3PPeKTUBHOCTh oaTryMyMabda
Y CUTIOHMMOJIA TI0 CPaBHEHUIO ¢ (DMHTOIMMOIOM Y TTeIra-
tpryeckux nauueHtoB ¢ PC [27]) u OPERETTA 11, ouieHu-
Balollee 0e30MacHOCTb U 3(PPEKTUBHOCTh OKpeIn3ymMada
o CpaBHEHUIO ¢ puHroaumonoM [29]. Takxke 3a rocien-
Hue 10 JIeT BBITOJTHEHO MHOTO KOTOPTHBIX OOCEPBAIIUOH -
HBIX HCCJICIOBaHU, OlleHMBAIOINX 3()(HEKTUBHOCTh
u 6e3omacHocTh KakK oTaeiabHbiX [TUTPC 1-it aunum
(MH®, TA, TepudayHOMUI) U 2-i TMHUM (PUHTOIUMO]I,
HaTanm3yma0, oKpeausyma0), numetrudymapar [21, 32, 33],
Tak 1 B uesioM YOT u BOT [9]. laHHbIe MCClIeq0BaHMS
nokasbiBaloT, yTo y BOT ecTh cienmyroiiye mpeuMyIiiecTna:
JIy4Iiiast IpUBEPXKEHHOCTh JICUEHMIO (pexke MMEIOT MECTO
OTKa3bl OT JICYCHUST), MEHBIIIAsI YacTOTa MOOOYHBIX (-
¢exToB, 60jee BbicoKast 3((GEeKTUBHOCTh, KOTOpas Mpo-

2

SIBJISIETCSI MEHBIIIUM YMCJIOM 000CTpeHUIA U 60JIee HU3KOM
AKTUBHOCTBIO HAa TOMOTpaMMe, CTaOMIM3aLIME I yMEHb-
meHuem 6aina no mkanae EDSS. B o xe Bpems [ITMTPC
2-i1 TUHUY MMEIOT HEKOTOPbIE OTPHUIIATEIbHbIC CTOPOHBI.
Tak, Ipy NpUMEHEHUM HaTaIM3yMaba eCTh PUCK pa3BUTHS
MpOTpeCcCUpYIoLIel MyJIBTU(OKAIBHOM JIEUKO3HIIe(haIo-
MaTHH, YTO SIBJISIETCS HaubOoJjiee YacTOM MPUIMHOM ero
otMeHBHI [10], a mocsie oTMeHbI HaTaliu3ymada u (pUHTOIM -
MOJ1a JOBOJIbHO BBICOKA YacCTOTa peaKTUBAalIMU 3a00JieBa-
HUS, KIMHUYECKUX 000CTpeHUlt u pedayHa-(peHoMeHa
(CMHApPOMa OTMEHBI), YTO TIOKA3aHO B UCCIIEIOBAHUSX KaK
B3pOCJIbIX, TaK U MIeAUATPUIECKUX KOTOpT [8].

Ieas uccaemoBaHusas — olleHKa 3(PGEeKTUBHOCTU
ITUTPC 1-it nuHum y neteit u cpaBHeHUE ee ¢ 3 GHEKTUB-
Hoctbio [TUTPC 2-ii nuHuu.

Marepuanbl u meToabl

Ha 6a3e nerckoro otneneHuss MoCKOBCKOTO 00J1acT-
HOT'O HayYHO-MCCIIEIOBATEILCKOTO KIIMHUYECKOTO MHCTH -
Tyta M. M.®@. BraguMupckoro GbII0 MPOBEASHO HAOIIIO-
JIaTeJIbHOE PETPOCIIEKTUBHO-TIPOCIIEKTUBHOE MCCIICIOBAHUE
apdexkTuBHocTH [IMTPC 1-it nuHuuU y feTeli U cpaBHEHME
ee ¢ appexktuBHocThIO [TUTPC 2-if nunuu. Metomom
KOTOPTHOTO OTOOpa B MCCJIEA0BaHUE OBLIO BKJIIOYEHO
50 mauueHToB ¢ Ae6oToM PC B 1eTcKoM Bo3pacte, KOTo-
poie npuHuManu ITUTPC He MmeHee 1 roma (87 KypcoB
Tepanuu Ha aekaops 2024 ). CpenHuii Bo3pacTt nedrora
cocraBu 13,7 (8—17) roga, cpeaHuii BO3pacT HA MOMEHT
uccienoBanus — 18,4 (11—25) rona, COOTHOILIEHNE MaJlb-
YHUKOB U 1eBOYeEK — 1:2,6.

Pesynbrarel aHaav3a puBeaeHBI B Ta0JI. 1.

B Hamem uccinegoBaHuu sl 0003HAYEHUST MpUeMa
Ha3zHaueHHbIX [IMTPC nnurenbHOCTBIO >1 roma Mbl Hc-
TTOJIb30BAJIM TTOHATHUE «KYPC Tepan» WIA «Ha3HAYEHHE»
B 3apyOeXXHOI TUTEpaType B JTaHHOM CJIydae TakKe IpH-
MEHSIOTCSI TEPMUHBI <«ITOMBITKA Tepamuu» (attempts
at therapy) U «IonbITKa 00JIe3Hb-MOANGULIMPYIOIICH Te-
panun» (disease-modifying therapy trials).

N3 87 xypcos Tepariu 67 (77 %) xkypcos — [IMTPC
1-i1 muavm (MH® — 57, TA — 9 u tepudayHomun — 1),
a 20 (23 %) — IIATPC 2-it muauu (puHrOIUMOI — 6,
oKpenm3ymMab — 5, puTykcumab — 1, HaTanusymab — 6,
aneMTy3ymao — 1).

N3 67 xypcos Tepanuu [TUTPC 1-it tuaum s dek-
TUBHBIMM ObIM B 11 (16 %), HedhDDEKTUBHBI —
B 51 (76 %), a B 5 (8 %) kypcax onpeneautb 3hheKTUB-
HocTh [TMTPC 1-ii TuHUM He yaanoch U3-3a OTMEHBI
o Havasa TepaneBTuuyeckoro aeiicteus. Cpenu [TMUTPC
1-it muanm HasHavaich: MH® — 57 KypcoB Tepanuu
(9 — abdexTuBHO, 45 — HEahdhekTUBHO, 3 — 3pDeKTUB-
HOCTb He onpeneneHa), IA — 9 kypcos tepanuu (1 — ad-
dexTnBHO, 6 — HeadDDeKTUBHO, 2 — 3(PPHEKTUBHOCTH
He omnpeaeneHa), TepudayHoMua — 1 Kypce Tepanuu (3¢-
(GeKTUBEH).
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Tabmmua 1. Ananus aghghexmuerocmu u 6e3onacHocmu npenapamos, UMeHsIIUUX meueHue paccesiHHoe0 ckaepo3a, 1-i u 2-i aunuu, n = 50

Table 1. Analysis of the efficacy and safety of Ist and 2nd line disease-modifying drugs in multiple sclerosis, n = 50

Parameter

KonuyecTBo KypcoB Tepanuu:
Number of therapy courses:
IMUTPC 1-it nuHun
first-line DMDMS
TMUTPC 2-i1 uaIN
second-line DMDMS

Ipynna nHTephepoHOB:
Interferon group:
nHTepdhepoH 44 6eta-1la
interferon 44 beta-1a
uHTepdepoH 22 6era-1la
interferon 22 beta-1la
nernHTepdEepoH 6eTa-1a
peginterferon beta-1a
uHTepdepoH 6era-1b
interferon beta-1b
3¢ GeKTUBHA IpyIa HHTePGhHEPOHOB
group of interferons is effective
HeadhGeKTUBHA rpyIina MHTep(hepoOHOB
group of interferons isn’t effective
3 GhEKTUBHOCTD HE OLIEHEHA 13-3a HENIEPEHOCUMOCTH
efficacy not assessed due to intolerance

[ratupamepa arerar:
Glatiramer acetate:
2 GeKTUBEH
is effective
HeabdekTuBeH
isn’t effective
3¢ dEeKTUBHOCTh HE OIIEHeHa 13-3a HEMEPEHOCUMOCTH
efficacy is not assessed due to intolerance

Tepudnynomua
Teriflunomide

HexenarenpHbie sBiaeHust [IMTPC 1-it auHum:
Adverse events of first-line DMDMS:
HHTepGhEPOHOB
interferons
IIaTupaMepa arerara
glatiramer acetate

ITUTPC 1-it tuHAM, TOKa3aH HU3KUI KOMILIACHC
First-line DMDMS, low compliance is proven

TTUTPC 1-i1 tuaum 3¢hdeKTrBeH (KOTUIECTBO KYPCOB TEPATTHAN)
First-line DMDMS is effective (number of therapy courses)

ITUTPC 1-if TMHUM OTMEHEH IO Hayajla TepaneBTUISCKOTrO AeMCTBUSA U3-3a HeXelaTelIb-
HBIX SIBJICHUU
First-line DMDMS therapy is discontinued before the onset of therapeutic effect due to adverse events

TTUTPC 1-i1 tmaum HeahheKTBEeH (KOTUIECTBO KYPCOB TEPATIHN):
First-line DMDMS isn’t effective (number of therapy courses):

TMUTPC 1-i1 muaMM, «6obIIMEe» KpUTepU HedDhEKTUBHOCTH

first-line DMDMS, “large” criteria of inefficiency

n3 HuX HazHavyeHbl [TUTPC 2-it tuanm

of which second-line DM DMS were prescribed

ITUTPC 1-ii nMHUM, HECKOJBKO «MaJIbIX» KpUTepueB Hea((PeKTUBHOCTU

first-line DMDMS , several “minor” criteria of inefficiency

13 HUXx HazHayeHbl [TUTPC 2-ii ntuHum

of which second-line DMDMS were prescribed

87
67
20

57
44

13
11

11

51
36
16
15

Percentage, %

100
77
23

85

14

19

16

76

—
(9]
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Okonuanue maoa. 1
End of table 1

Parameter Percentage, %

IMUTPC 2-i1 nuHUM (KOJIMYECTBO KypCOB TepaIm): 20 100
Second-line DMDMS (number of therapy courses):

HaszHaueHbl [IMTPC 2-it nuHuM cpasy: BBICOKOAKTUBHbIM pacCesTHHBIN CKJIEPO3 3

U MEPBUYHO MTPOTPECCUPYIONINIA PACCESTHHBIN CKIEPO3

second-line DMDMS are prescribed immediately: highly active multiple sclerosis

and primary progressive multiple sclerosis

TTUTPC 2-it nunauu nocie [TMTPC 1-it tuHnu, Bcero 17

second-line  DMDMS after first-line DMDMS , total
IMUTPC 2-it nuHuu 3pdheKTUBeH (KOTUIECTBO KYPCOB TEpAIUM) 16 80
Second-line DMDMS is effective (number of therapy courses)
IMUTPC 2-it1 nuanM HedhPeKTUBEH (KOJMISCTBO KYPCOB TEPAIN) 4 20
Second-line DMDMS isn’t effective (number of therapy courses)
®uHromMMo, (KOJIMYECTBO KypCOB TEparim) 6 100
Fingolimod (number of courses of therapy)
BOddexTrBeH (GUHTOTUMOL 2 23.3
Fingolimod is effective >
DuHroMMMOI, HeXeIaTeTbHbIC SIBJICHUS 1 16.7
Fingolimod, adverse events >
Okpenu3ymad 5 _
Ocrelizumab
BDddexTuBeH oKpean3ymad

. . . 5 100

Ocrelizumab is effective
Putykcumao 2 _
Rituximab
Db dekTuBeH puTyKCUMao 2 100
Rituximab is effective
Harammzyma6 6 _
Natalizumab
BOddexTruBeH HaTATU3yMao 6 100
Natalizumab is effective
OTMeHa Hataau3ymaba MjaaHoBO (pOCT TUTpa aHTUTeN K Bupycy John Cunningham) 1 _
Discontinuation of natalizumab as planned (increase of titer of antibodies to John Cunningham virus)
AneMty3yma0o 1 _
Alemtuzumab
OddeKxTruBeH aeMTy3yMmad 1 100

Alemtuzumab is effective

Ilpumenanue. [IHTPC — npenapamoul, usmeHsoujue meuerHue paccessHHo20 CKAepo3d.

Note. DMDMS — disease-modifying drugs for multiple sclerosis.

Huns ouenku apdexkruBHoctr [TUTPC mb1 ucnonb-
3oBanu kKputepuu NEDA-3 (No Evidence of Disease
Activity — HeT JaHHBIX, YKa3bIBalOIIUX HAa aKTUBHOCTh
3a00J1eBaHMs), KOTOPBIE MPEANOJIaraloT 3 KOMITOHEHTA:
OTCYTCTBYE KIIMHMYECKUX 00OCTPEHU, OTCYTCTBHE HOBBIX
04YaroB Ha TOMOrpamMMe, OTCYTCTBHUE IOITBEPXKIECHHOTO
MPOTPECCUPOBAHUS MHBAIMAN3AINU, a TAKXKE PEKOMEH -
nauuu Kanaackoit padoueit rpynnsl mo PC [20], rae yka-
3aHbl TIPU3HAKU CyOONTUMAIBHOTO OTBETa IPU TePaIluK
PC («bonbime» n «manbie» Kputepuu). OLieHKa od6ocTpe-

HUMI U MAaTHUTHO-PE30HAHCHOM aKTMBHOCTU Ha (hOHE Jie-
YeHMsI TIPOBOJUIIACH TOJIBKO ITOCJIEe TOTO, KaK IperapaT
JIOCTHUTAJI TTOJTHOTO KIMHUYeCKoro acddekra. MarHUTHO-
pe3oHaHcHas Tomorpagust (MPT) ronoBHOro Mo3ra Bbl-
MOJTHSIIACh He pexe 1 pas3a B Tof, a Takke Ipu 060cTpe-
Husx, MPT cnuHHOro Mo3sra — He pexe | pa3a B 2 roza.
KianHnyeckme ocMOTpHI TPOBOAMINCH 1 pa3 B 6—12 Mmec
1 Yallle B 3aBUCUMOCTH OT YaCTOThl O0OCTPEHUIA.
IMauuenTsl, y kotopbix ITUTPC 1-it tuHMM okazanich
HeagdekTUBHBI (51 MOMbITKA Teparnu), He COOTBETCTBO-
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Ha3HaueHbl
MUTPC 2-i nuHum
n=1)/
Second-line DMDMS
were prescribed

n=1)

IPPeKTUBHbI
MUTPC 17 nuHum
(n=11)/
First-line DMDMS
are effective
(n=11)

HeaddexTusHbl
MUATPC 2-1 nuHnn
n=4)/
Second-line
DMDMS aren't effective
(n=4)

HeaddektusHbI
MUTPC 1-i nunmm,
«Manblex» KpuTepuin
(n=15)/
First-line DMDMS
aren't effective, “minor”
criteria (n=15)

HasHaueHbl
MITPC 2-1 nuHvn
(n=16)/
Second-line DMDMS
were prescribed
(n=16)

HeaddekTusHbl
MUTPC 1-it nuHnm,
«BonbLume» Kputepumn
(n=36) /
First-line DMDMS
aren't effective, “large”
criteria (n=36)

Puc. 1. Pacnpedenenue nonvimox mepanuu npenapamamu, UsMeHSOWUMU meveHue paccesiHhoezo ckaeposza (IIMTPC), 1-i aunuu 6 3a6u-

cumocmu om 3pghexmueHocmu

Fig. 1. Distribution of first-line disease-modifying drug for multiple sclerosis (DM DMS) therapy attempts by efficacy

Basiu ToMy win uHomy kKputepuio NEDA-3. Headek-
TuBHBIE ToNbITKU Tepanuu [TMTPC 1-it tuHUM, OCHOBBI-
Basich Ha pekoMeHaauusx [20], Mbl I HATJASOAHOCTU
pa3fenuiIn Ha 2 TPYIIbI: «<KpacHbIe» U «KeAThbie» (puc. 1).
K «xpacHbIM» ObLTM 0THeceHbI monbITKU Tepanuu [IMTPC
1-¥1 TMuHMK, Ha (POHE KOTOPBIX OBUTH BBISIBJICHBI «OOJIBIIINEY
KpuTepru Hea(GEKTUBHOCTH: 2 1 00Jiee 000CTpeHMs 3a Tep-
BBII TOJI JICYEHMSI, PEIIUIMBBI OT YMEPEHHOM 0 TSIKEJIOM
CTENeH!, C TIPU3HAKAMK HapyIIEHUST MOTOPUKHM, ITOPasKEHYST
MO3XeUKa, CTBOJIa MO3Ta, CPUHKTEPOB, BOCCTAHOBJICHUE HE-
TOJTHOE, ¢ (DYHKIIMOHATBHBIMU HAPYILIEHUSIMUA, U3MEHEHUEM
EDSS >1 6amra yepe3 6 mec u >1,5 6ania, ecimi 6a30BbIi
ypoBeHb 0, a Takke 3 1 60JIee HOBBIX 04Yara B TOJIOBHOM MO3-
re 1 >1 oyara B CIMHHOM MO3re Bo BpeMs JieueHus1. Ko BTo-
oI rpytiie («<KenThle») Mbl OTHecIu Kypcbl Teparu [TUTPC
1-i IMHUM C «MaJILIMU» KPUTEPUSIMU Hed(DPEKTUBHOCTH:
1 peuyauB B MiepBbIe 2 rofa JeyeHus1, 000CTPEHUsI JeTKOMN
CTEIEHH, C OTCYTCTBHEM (DYHKIMOHAIBHBIX HapyLIEHNH (Yde-
0a, paboTa, MOBCEeAHEBHAS NESATENbHOCTD U T.J.), MOJHOE
BOCCTaHORJIEHNME Yepe3 6 Mec, m3MeHeHne EDSS Ha 1 1 MeHee
GayuToB Yepe3 6 Mec Tmocie odbocTpeHus1. bruto mokasaHo,
YTO MaumeHTam rpymmnbl «keatbix» [ITMTPC 2-it nunumn
HasHayvayicsa 1 pas, TpyIIbl «KpacHbIX» — 16 pa3 (46 %).
DpdexkTushbie kypeol Tepanuu [TATPC 1-ii tuHUM MbI
0003HAYMITU KaK «3eJIeHbIe» (CM. puc. 1), Hea(heKTUBHBIE
ITATPC 2-if TUHUM — «CUHUE».

Pe3synbTathbl

Cpenu [TUTPC 2-it niuHuM B HallleM UCCAeIOBaHUMN
¢uHTOMMMONI OKazaics 3pdekTBHBIM V 2 (33,3 %) 13 6 ma-
LIMEHTOB. Y 4 NMalueHTOB, IPUHUMABIINX (PUHTOTUMO,
000CTpEeHUS pa3BUBAIMCh, HO ObLIU pexe, 4yeM Ha (PoHe
nipernapartoB rpyrisl MH®, ak TMBHOCTh Ha TOMOTpaMMe HU-
K€, HO HOBBIE 0Yary BO3HUKAIA 1 HAa MOMEHT MCCIIeIOBaHMSI,
TperapaT B JaHHBIX 4 Ha3HAYECHUSIX TIOKA3bIBAJI «OOJIbIIIVE
KpuTepuu HeaDMEKTUBHOCTU. Y TAIMEHTOB, KOTOPHIM Ha-
3HAYaJIMCh OKpenu3yMao (n = 5), putykcumao (n = 2), HaTa-

Jm3yMab (n = 6) 1 areMTy3ymao (7 = 1), He BO3HUKIIO 000-
CTPEHUI M 3HAYUTEIPHO YMEHBILIAJICS OOBEM OYaroB
Ha ToMorpamme. bamn EDSS ymeHblLanacs Uiy He yBeJIn4u-
BaJICs, T.€. TIpernapathl ObLIU 3((MEKTUBHBI.

BricokoaddexTruBHas Tepanus B 3 caydasx Oblia Ha-
3Ha4yeHa B KayecTBe 1-i1 JIMHUU: TIPU BHICOKOAKTUBHOM
PC (1 — ¢dunronumon, 1 — purykcumao) U IIpy NepBUYHO-
nporpeccupyoieM TedeHun PC (okpenausymao, y 1 mamu-
eHra). B atux 3 ciyvasx [T TPC 2-ii nTuHMY Ha3HAYEHBI 10
18 1eT 1 Ha MOMEHT UCCIeI0BaHUsI TTOKa3aIu CBOIO A(pek-
TUBHOCTb. B octanbhbix 17 ciydasix tepanuu [TUTPC
2-ii TMHUM ObUIM Ha3HAYEHBI B PE3YJIbTaTe NePEKITIOYCHUS
¢ [IMTPC 1-# nMHUM TTauMEeHTaM ¢ peLUAUBUPYIOLIE-
pemuttupytomnum PC. Takum o6paszom, 1o 18 net IMTPC
2-if TMHUA HazHavyauuch 11 pas: puHrommmon (6 KypcoB
Tepanuu, U3 KOTopbiX 4 Hea((HEKTUBHBI), OKpEIU3yMad
(3 Kypca Tepanuu, nokasasiiue 3¢ GEeKTUBHOCTh) U PUTY-
KcuMab (2 kypca tepanuu, a¢pdextuBHbI). [Tocne 18 net
IMATPC 2-i1 nuHUM Ha3Havyaauch 9 pas3: HaTaau3zymad
(6 KypcoB Tepaniu, 3¢ GEeKTUBHEI), OKpesin3ymad (2 Kyp-
ca Tepanui, 3¢p¢GeKTUBHBI), ageMTy3ymad (1 Kypc Tepa-
nuu, 3¢pGEeKTUBEH).

AdpdextuBHocth [ITUTPC 2-ii ntuHMYM y NalMeHTOB
¢ PC ¢ ne6roToMm B geTcKoM Bo3pacTte coctaBmia 80 %
(16 n3 20 KypcoB Teparmu), a B Tpyrmie a0 18 mer — 64 %
(7u3 11 KypcoB TepaIuu).

N3 67 nasHaueHHBIX [IMTPC 1-ii TuHMM BhIpaXkeHHBIC
H4 Bozuukm B 19 % citydaeB (y 11 manueHTOB, HojTydyaro-
mux MH®, u 2 manmenToB, nmosydaommx [A). Cpenn H
OTMEYAJIMCh TOKCUYECKUI TeNaTUT, aJlJICPIrMYeCKHUe peak-
LIMU, BBIpaKEHHBIE MECTHBIC PeaKIIMU, TPEBOXKHOE pac-
CTpOICTBO, Aenpeccus. Y 4 maluMeHTOB ObL JOKa3aH HU3-
KMl KoMmIiaeHc. etn mporyckanu wHbeKiunun MHO
OT HECKOJIbKMX JHEH J0 HECKOJIbKUX MECSIIIEB, YTO MOILJIO
crath npuunHoit HeapdekTuBHocTU [TUTPC 1-i1 nuHMM.

M3 11 naznaueHHbix [IMUTPC 2-it nuHum oo 18 ner
Bo3HUKIIO 1 (9 %) H Ha done npuema puHroaumona —
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[ Hesddekturocts / Ineffectiveness

[ HexenatenbHble aBnenua / Adverse events

HeaddeKTuBHOCTL + HexenaTtenbHble ABNeHUs /

Ineffectiveness + adverse events

4
: L
0

3annanupoBaHHaa oTmMeHa / Planned cancellation

OuHronumop (2 m3 6) /
Fingolimod (2 of 6)

Wutepdeponbl (16u357)/  Tnatupamepa auetat (5u39) /
Interferons (16 of 57) Glatiramer acetate (5 of 9)

Ouuronumon (2 u3 6) /

Fingolimod (2 of 6)

Puc. 2. Yacmoma u npuuurvl ommenvt npenapamos, UsMeHsouwux meuernue paccesnnozo ckaeposa (ITMTPC), 1-ii u 2-ii aunuu

Fig. 2. Frequency and reasons for discontinuation of first- and second-line disease-modifying drugs for multiple sclerosis (DM DMS) therapy

reHepaJu30BaHHbIE TOHUKO-KJIOHUYECKUE TTPUCTYIIHI,
Ho B 061meM koymmaectse [TMTPC 2-i manm — 5 % (yauThI-
Basi Ha3HaYeHHBIe rocJie 18 et HaTam3yMal, okpen3ymao,
aneMTy3ymab U ap.), uTo B 3 paza Hike, yeM Ha (pore [IMTPC
1-ii TMHUU.

ITpu ananuze yactotel otMeH I[TUTPC (puc. 2) oka-
3aJ10Ch, 4TO cpean 67 KypcoB YOT mpermapatrhl TpyMITBI
MH® 6b1m1 oTMeHeHHI B 28 ciydasx (16 — HeahdeKTuB-
HoCTb, 9 — HA, 3 — coueTanue HeapdekTuBHOCTH 11 HA),
I'A — B 5 ciiyyasix (4 — HeapPpekTuBHOCTh, 1 — HS), Te-
pudIyHOMUA, Ha3HAYCHHBIX B 1 cilyyae, HE OTMEHSIICS.
Cpenu [TUTPC 2-it nuHuu pUHTOAUMOA ObIJT OTMEHEH
B 2 ciydasx u3 6 (1 — HeahheKTUBHOCTD, 1 — Headdek-
TUBHOCTH B couetaHuu ¢ HA), Hatanusymab B 1 ciaydae
13 6 OBLT OTMEHEH B IUTAHOBOM ITOPSIIKE, BCIICACTBHE 1O~
BBILIEHUSI TUTpa aHTUTeN K BUpycy John Cunningham,
¢ Mepexo0M Ha aJleMTy3yMa0; OKpeJn3yMad, puTykcumao,
ajieMTy3yMad OTMEHEHBI He ObLIN.

KnuHunyeckue cay4vyau

Iayuenmra M., 17 nem. Jlebrom PC ¢ 15 aem c ocmpo-
20 paccesiHH020 3Hyeparomuesuma, 3a nepuoo ¢ gespans
2023 no oxmsbdps 2023 2. 6e3 ITHTPC, nepenecaa 4 obocmpe-
Hus, dunamurxa EDSS +3,5 6anna, no oannvim MPT 2onoeHoeo
MO32a Hapacmauue Koauvecmsa ovazoe om 38 0o 54, obsema
ouaz06 om 18 256 0o 26 841 mm?>. ITHTPC 2-ii aunuu umeo-
AUMOO noayuuna cnycms 8 mec ¢ okmsaops 2023 e., agpgpexmu-
6eH (3a nepuod ¢ Hosaopsa 2023 2. no dexabps 2024 2.), obocmpe-
Huti Hem, EDSS 2,5 6aana, no dannoim MPT coxpawenue
Koauuecmea ouazoe ¢ 56 do 48, o6sema ouaeos ¢ 21 703 do 9070
MM, ouazoe, HakanAusarOWLX KOHMPACMHbLIL npenapam, Hem,
o0sem mozea yeeauuuncst om 98 6876 do 1012 809 mm’ (puc. 3);
coomeemcmeyem kpumepusm NEDA-3.

Hayuenmra 2K., 17 nem. Jleorom PC 6 13 aem. Iloayua-
aa npenapamut epynnot MH®-6ema- la ¢ urons 2020 e., 6e3
agpexma (3a nepuod 07.2020—03.2024 nepenecaa 6 o6o-
cmpenuii, ounamuka EDSS 3,5 6aana, no oannvim MPT na-
pacmanue Koauvecmea ovazos om 19 do 63, obsema ouaeos
om 8126 do 37 926 mm3). IIMTPC 2-ii aunuu oxpeauzymad

noayuuna cnycms 3 eooa 7 mec 3abonesanus ¢ mapma 2024 .,
aghpexmusen (3a nepuod 03.2024— 12.2024 obocmpenuii Hem,
EDSS 2,5 6anna, no dannoim MPT ommeuero 3uauumenvHoe
cokpauyenue obsema ouazos ¢ 37 926 do 11 554 mm?, ouaeu
He HAKAanAueaom KOHMpACMHbLL npenapam, o0sem mo3ea
yeeauuuncs om 1 072 932 0o 1 104 117 mm’ (cm. puc. 3));
coomeemcmeyem kpumepusim NEDA-3.

Ilayuenmka K., 15 1em. /leorom PC 6 11 aem. Iloayua-
na MHD-6ema-1a 44 me, ¢ pazeumuem HA 6 sude moxcu-
yeckoeo eenamuma, nepexoo Ha IA — 6e3 agpgpexma, uepes
9 mec npuema I'A obocmpenue, Ha momozpamme 204108H020
Mmo3ea +13 HogbIx 04A208, 5 U3 KOMOPLIX HAKANAUBAIOM KOH-
mpacmmubiii npenapam, ounamurxa EDSS 2,5 6anna. ITHTPC
2-Ui AUHUU pUumyKcumad HasHaven cnycms 24 mec 6one3uu,
aggpexmuesen (nem peyuousos, EDSS 1,5 6anna, no dannvim
MPT ommeueno cokpawerue obsema ouazos ¢ 26 804
no 14645 mm’, ouaeu He Hakanausarom KOHMpACMHbLIL Npe-
napam, o6sem moszea yeeauuncs c 1050287 do 10 669 87 mm®
(cm. puc. 3)); coomeemcmeyem kpumepusm NEDA-3.
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06wem, mm3/ Volume, mm?

MaumenTka 1 Maumentka 2 MaumenTka 3
(GuHronumop) / (okpenu3ymab) /  (putykcumab) / Patient 3
Patient 1 (fingolimod)  Patient 2 (ocrelizumab) (rituximab)

I MPT, 6e3 neuenus / MRI, no treatment

[ MPT, npenaparbl, u3MeHsioLLMe TEUEHIe PACCEsHHOTO CKiIepo3a, 1-i uHum /
MRI, first-line disease-modifying drugs for multiple sclerosis

MPT, npenapatbl, u3meHsAIoLLMe TeYeHUe PaCcCeAHHOro CKnepo3a, 2-it kM /

MR, second-line disease-modifying drugs for multiple sclerosis
Puc. 3. Jlunamuka ob6sema o4aeoe 2041061020 M032a 8 3A8UCUMOCIU
om mepanuu. MPT — maenumuo-pe3oHancras momozpagus

Fig. 3. Dynamics of the volume of brain lesions depending on therapy. MRI
— magnetic resonance imaging
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B maHHBIX KJIMHUYECKUX CIIydasx UIsl OLICHKU TUHA-
MMKHM TToKa3aTeieiit MPT rojioBHOro Mo3ra npuMeHsIach
IporpamMma ¢ MCIoJIb30BaHUEM UCKYCCTBEHHOI'O MHTEI-
nekTa, Imaging Medical Vision, momynu IMV Subcortical
(00BbeM roioBHOro Mo3ra) u IMV MS (00beM 1 Konnue-
CTBO 0YaroB ACMUEIMHU3AINN).

Takum oOpa3om, B Hallleii BEIOOpKe 3(hHEeKTUBHOCTD
IMUTPC 1-it nuuum coctasuaa 16 % (11 u3 67 KypcoB
tepanmun), 3 dektuBHocTh I[TUTPC 2-it muuanm — 80 %
(16 u3 20 KypcoB TepamnuHn), a B TpyIme 10 18 jget — 64 %
(7 u3 11 KypcoB Teparun).

W3 67 nasHaueHHBIX [IMTPC 1-ii TuHMM BhIpaXkeHHBIC
H4 Bosnukii B 19 % ciyyaeB. MUHMMYM Mpy 4 MOITBITKAX
tepanuu [TUTPC 1-it nuHuM OB OTMEUYEHbl HU3KUM
KOMIUTACHC 1 HapyllIeHUe peXuMa IpueMa IperapaToB.
M3 20 monbitok BOT BozHukio 1 (5 %) HS Ha doHe mipu-
eMa (pMHTOIMMOIa — FeHepaJIM30BaHHbIC TOHUKO-KJIOHM -
yeckue npuctynbl. Yacrora otmen [TUTPC 1-ii nunun
cocraBwia 49 %, Torna kak [T TPC 2-i1 TMHAM OTMEHSI-
mch B 15 % ciyvaes.

06cyxaeHune

CpennHuii Bo3pact Hauyaja 3aboneBanus rnpu [TPC co-
craBisieT 14,5 roga [26], ipu 3TOM Ie0IOT, KakK MpaBuiIo,
MPUXOAMTCS Ha MOAPOCTKOBBII Bo3pacT, a <1 % Bcex na-
uueHtoB ¢ PC mmanme 10 net [30]. CpenHuii Bo3pacT
nebrorta PC B Haweit rpynne coctaBuna 13,7 (8—17) roxa,
YTO COIJIacyeTcs ¢ JaHHBIMU JIuTepatypbl. Haubosee pac-
npocTpaHeHHOo# hopmoii siensieTcst PC (peuauBupyloltie-
PEMUTTUPYIOLINIA), cocTaBiss 10 98—99 % y malneHTOB
¢ IeOI0TOM B IETCKOM U ITOIPOCTKOBOM BO3PACTe U OKOJIO
85 % y B3pOCIIBIX MAIIMEHTOB, a IEPBUYHO-IIPOTPECCUPY-
ot PC — <2 % y nmauuenTtos ¢ [1PC [7]. B Hameit
koropte y 1 maumenTa u3 50 ¢ I['TPC puarHocTupoBaH mep-
BuyHoO-nporpeccupywomuit PC. I1o cpaBHeHUIO ¢ B3poO-
CJIBIMM, Y MMALMEHTOB C MeauarpuyeckuM aedrorom PC
HMMeeT MeCTO 0oJjiee arpeCCMBHOE Havaslo, yalle moaundo-
KaJbHOE, HAOJII0AAIOTCST MMOpaXkeHUsI TOJIOBHOTO MO3ra,
YCUJICHHBIE TaIOIMHUEM, U 00JIee BhICOKAsl YaCTOTa paH-
HUX pPEHUAMBOB II0 CPaBHEHHUIO C NallMeHTaMH
¢ HayaJioM 3a00JieBaHUsI BO B3pocoM Bo3pacte [25]. bonee
BBICOKas yacToTa oboctpeHuii mpu PC ¢ 1e610ToM B JeT-
CKOM BO3pacTe MPUBOAMT K 00Jiee YaCThIM rOCIIUMTaIN3a-
LIVSIM JUJIST TIPOBEIEHUS ITYJIbC-TePAITMU BBICOKOTO3HBIMM
[JIIOKOKOPTUKOCTEPOUIAMMU C 1IE/IbIO ITOIaBJIECHMS OCTPO-
ro BocrajieHus [5]. HecMoTpst Ha O0/IbIYIO TSKECTh 3200-
neBaHus, netu ¢ PC geMOHCTpUpPYIOT 0oJiee BHICOKYIO
CITOCOOHOCTb KOMITEHCUPOBATh TIOBPEXKICHUS MO3Ta, O YeM
CBUJICTEIILCTBYIOT KIIMHUYECKHE MaHHbIE (00JIee IIUTeIbHOES
BpEMSI 10 JOCTMKEHMS JIETKOM MJIU TSDKEIOM MHBAIUIHO-
CTU, JIy4lllee BOCCTaHOBJIEHUE Tocjie peluuauBoB) [11],
a TakXe CIIOCOOHOCTh KOMIIEHCUPOBATh KOTHUTUBHBIC
HapyIICHUSI B I0JITOCPOYHOI ITEPCIIEKTUBE, MOCIe TIEPBO-
HayaJIbHOTO CHMKEHMST KOTHUTHMBHBIX BO3MOXKHOCTEH [28].
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B To ke BpeMs1 pa3BUTHE IIpoliecca IeMUEIMHU3AIUY [TIPU
ITPC npoucxoaut B KpuTuueckue ¢a3bl CO3peBaHUS LICH-
TPaJIbHOI HEPBHOM CUCTEMBbI, IIO3TOMY Y MOJIOBIX TTallK-
eHToB PC BBI3BIBaeT O0JjIce TSKEI0e MopakeHUe MO3ra,
MIPUBOJISIIIEE K OOJIbIIEH CKOPOCTH €TI0 aTpo(Guu U CHU-
KEHUIO ero pocrta [38], 4To, MO MHEHUIO psiia aBTOPOB,
He KOMIICHCUPYETCSI B JOCTATOUYHOM CTETICH! BO3MOXHBIM
ncye3HOBeHUEM T2-TopaxkeHUI TIpH MTOC/IeAyOIIeid Hell-
POBU3YyaIM3allid ¥ OTHOCUTEIEHO HU3KUM KOJIMYECTBOM
1 CKOPOCTBIO Pa3BUTHS TMIIOMHTECHCUBHBIX MTOPAXKCHUIA.
DT0 NpUBOAMT K (HOPMUPOBAHMIO O0JIee PAHHMX KOTHUTUB-
HBIX HapyIlIeHUIi 1 00Jiee HU3KOMY BO3pacTy HaCTYIUICHUSI
WHBAJIMIHOCTH. Y MaLEHTOB B HAIIICH KOTOPTE YBEJIMUCHUE
00BbeMa TOJIOBHOTO MO3Ta 3aMeUIIOCh Ha (DOHE 4acThIX
00ocTpeHnit U Hea(PHEKTUBHOTO JICYEHMUSI.

B kxpynHom koroptHoM wucciegoBaHuu OFSEP
(Observatoire Francais de la Sclérose en Plaques — ®pan-
LIY3CKUI PETUCTP PAcCeSHHOTO CKJIepo3a) MallleHTOB
¢ peuuauBupylolie-peMutrtupytomum PC 108 geteii mo-
nydanu B KauyecTBe neporo [IMTPC BOT u 422 — YOT.
O06e cTpaTeruu JIeYeHUsT CHUXKAIU PUCK TIEPBOTO PELIVIM -
Ba B MepBbIe 2 roaa, HO 3(p(eKT ObLI BhILIE MPU UCTTIOb-
soBanuu BOT mo cpaBHenuto ¢ YOT (8 % nporus 20 %),
YTO MOATBEPAMIOCH yepe3 5 neT Habmonenus (41,3 %
npotuB 73,1 %). bonee MO3UTUBHBIN KITMHUIESCKUIA MCXOJT
y nauMeHToB, moJiydaBimiux BOT, OblT moaTBep:KaeH
10 MoKa3aTe/JsIM MarHMTHO-PE30HACHOUW aKTUBHOCTHU
1 aCCOLIMMPOBAJICS C MEHBIIICH YaCTOTOM CMEHBI JICUCHUS
U JIy4IlIei mepeHOCUMOCThI0. OCHOBHBIMU MPUYMHAMM
MPEeKpaIleHUsT JICYCHNS ObLIM OTCYTCTBHE (P (HEKTUBHOCTH
U HenepeHocuMocTh [37]. B Hallleit Koroprte yacToTa Ipe-
KpallleHusI JieueHus Oblia 6osiee YeM B 3 pa3a BHIIIE IIPU
nedyeHuun [TUTPC 1-# nuauu nio cpaBHeHuio ¢ [TMTPC
2-11 muaum. B ncciaenoBanuu Bo @paHIu, BKIIOYUBIIEM
78 neteii ¢ [1PC, npu cpaBHeHUM 3(PHEKTUBHOCTHU Mpe-
naparoB MH®-6eta-1a u npyrux [TUTPC (dpunronnmon,
TepudIYHOMUI, TMMEeTUIDyMapaT, HaTaIu3yMal, pUTyK-
cuMab, okpearM3ymMad U ajJeMTy3ymad) mocjaeaHue MoKa-
3aJ11 6oJIee BHICOKYIO 3¢ PeKTUBHOCTh, yeM MTH®-0eTa-1a,
B OTHOIIICHUM CPETHETOM0BOI YaCTOTHI PELIMAMBOB (annual
recurrence rate, ARR), pucka pazButus HoBbIx T2-niopa-
JKEHMI1 Ha TOMOTpaMMe TP XOpoleM Ipoduie 6e3omnac-
Hoctu. Hatanusymab oka3zajcs HanboJiee 3(pPpeKTUBHBIM
TperapaToM, cHKast aydiire Bcero ARR, yactoTy passutust
HOBBIX T2-1IOpaxkeHUi1 1 HOBBIX KOHTPACTIOJIOKUTEIBHBIX
ouaros [31]. [TauueHtam, mosyvasiium B Kadectse [T TPC
1-it muau UH®, B 77 % ciydyaeB rmoHamoOuIach CMeHa
Teparuu, a malyeHTaM, cpa3y MoJydaBLINM OoJiee 3 hek-
TUBHBIE MPeraparhl, 3aMeHa Teparu oTpedoBaiach TOJIb-
Ko B 15 % cnydaes. [1onb3a ot npuMenenust [IMTPC cHu-
JKajach 10 Mepe YBeJIMYCHUST MHBATUIU3AU HA MOMEHT
HayaJjia JIeYeHUsI, YTO MOATBEPXKIAET HEOOXOIUMOCTh 00-
Jlee paHHel Tepanuu aereii ¢ PC, 4ToObI IpeIoTBpaTUTh
U OTCPOYMTh Pa3BUTHUE MHBAJIUAHOCTU. MccnenoBaHue
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[19] mokazano 3pheKTUBHOCTb U XOPONIYI0 MEPEHOCH -
MOCTb TakMX BhICOKO3(pPpekTuBHbIX [IMTPC, Kak puTyK-
cumab, okpenausyMadb u HaTtanuzymab. KpaiiHe BaxkHO
omuchiBaeMoe IPOTeKTUBHOe Bo3aelictBue BOT,
B YaCTHOCTM HaTaju3ymaoa [24], Ha KOTHUTUBHBIE (DyHK-
umu nereit [23]. HeMHoroyuciaeHHbIe UCCIeI0BaHuUs O~
Ka3bIBaloT, 4YTo Kak B Koropte ITPC, Tak u y B3pocibix
6osbHBIX PC ¢ HayaioM B IETCKOM BO3pacTe HaTaIM3yMad
U puHroIMMon ABJSIOTCS 60Jee 3¢ HEKTUBHBIMU MTPOTU-
BOBOCIAJIMTEAbHBIMM CPEICTBAMM, YTO OLICHMBACTCS
10 CHAKEHUIO YaCTOThI PELIUAUBOB Y NTALMEHTOB, KOTOPast
MMHUMAaJIbHA y MOTyJalolluX HaTaau3ymMa0, 1 MaKCUMalb-
Ha y ToJiyyarouuX UHbeKUuoHHble ¢opMmbl [TUTPC
1-i1 imuHuwm [32]. A cpaBHUTENbHOE UCClIeIOBaHUE (PUHTO-
JIMMoJa U okpenusymada [33] neMOHCTpupyeT 0oJiee BbI-
COKYI0 3((hEKTUBHOCTD MOCIECIHETO, YTO MPOSBISECTCS
OTCYTCTBHEM OOOCTPEHUI U JIy4Ilieil IePeHOCUMOCThIO
oKpesm3ymaba. B HallleM uccieqoBaHUM Y MAIlMEHTOB 0
18 neT okpenuzymMad M puTyKcuMab BO BCeX CIydasix ObLIN
3(HEeKTUBHBI, PUHTOIUMO ObLT 3((HEKTUBEH B 2 ClTyya-
sax u3 6.

Jns peweHus Borpoca o Beioope [TUTPC BaxkHO yun-
TBHIBAaTh OJIATONPUSITHBIC ¥ HEOIarONPUATHBIC PSIUKTOPHI
Hcxofa, Bistolye Ha TedeHre PC B KaXkKoM KOHKPETHOM
caydae. Tak, cpeny HeOJaronpUATHBIX (HaKTOPOB BbIJe-
JISTIOTCS TSDKEJIoe TIepBoe 000CTpeHue, ¢ 60JIee BHICOKUM
6atom EDSS nipu 1-1i olleHKe ¥ HEMOJIHBIM BOCCTaHOB-
JIEHUEM TIOCJIe ITyJIbC-TepaIliy, KOPOTKasl IJINTeIbHOCTh
2 MepBBIX PEMUCCUI, KIMHUYECK MaHU(MECTHBIE ITopa-
JKeHUSI CITMHHOTO MOo3ra U T.A. [18].

O. Mirmosayyeb 1 coaBT. BbIAEJIWIN OCHOBHBIC Tpe-
THUKTOPBI IIPOTPECCUPOBAHMS MHBATMIN3ALMH C TTEPEX0-
JIOM OT pelMAuBUpYIolIe-peMuTTupyomiero PC no Bro-
puyHo-TIporpeccupyiomiero PC y mereil 1 moapoCcTKOB
Ha MOMEHT Hayaja 3abojieBaHUs: 00jiee BHICOKUI OaI
no mkaje EDSS, 6osee Mos1010i1 Bo3pacT, 6oj1ee KOPOTKUIiA
MEXITPUCTYITHBIN MHTEPBaJI M HAIMIUE KIMHUYECKY BbIpa-
JKEHHBIX 09aroB B cIMHHOM Mo3re. [1pu atom 14,6 % ma-
LIMEHTOB B CpeaHeM depe3 24,6 Toa OT IepBhIX CUMIITO-
MoB PC mepemui w3 rpynnbl pelUIMBUPYIOIIE-
pemutTupyoiiero PC B rpyIiny BTOPUYHO-TIPOTPeCCUpy-
tforero PC [26]. Topa3no MeHblIIe JaHHBIX 10 TPEINKTO-
pam GiaronpusiTHOro ucxoga. O6001ast UX, MOXXKHO BbI-
JIEJIUTh HETsKeJIoe TepBoe 000CTPEHME M IJIUTEIbHYIO
pemuccuio noce Hero [35]. B ciydasx Hanuuus ¢pakTopoB
HeOJIaronpuUsITHOIO MPOTHO3a, OCOOCHHO €CIM MX He-
CKOJIBKO, XeJIaTeIbHBIM OyIneT Ha3HaueHue BbICOKOA(d-
¢extuBHbIX [IMTPC, Torna kak ymepeHHO 3¢ (eKTUBHBIE
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ITUTPC, BeposiTHO, OyayT KOHTPOJUPOBATh 3a00JIeBaHUE,
eCJIM OOJIbIIe TaHHBIX, YKA3bIBAIOIIMX Ha 01aronpusTHOS
TeueHue [21].

Orpanuyenus uccienoBanusa. HemocrarouHo naHHBIX
o EDSS B paznuuHbie nepuoabl 3a001eBaHus (OHU TU00
HE YKa3aHbl B ICTOpUU 3a00JIeBaHUs, TMOO YacTo OllcHE-
Hbl HEKOPPEKTHO, B TOM YMCJIe He BCEeraa OllcHeHa 3pH-
TeJbHast (GYyHKIMS), IIO3TOMY He IPEICTaBIeH aHalIu3
guHamMuku EDSS. D10 ycoxXXHUI0 aHaInu3 Tporpeccupo-
BaHWS MHBAJIMIHOCTY B OIIpeieIeHHbIC TICPUO/IbI 3a00J1e-
BaHUs. HeT cpaBHeHUs ¢ IpyMIoil MallMeHTOB, HE MOJIy-
yapmux [TATPC unu noayyaBmux miaane6o. B Hamrem
KcciaenoBaHMU Manasi Koropta — 50 malueHToB u 87 Kyp-
COB TepaIru, YTO MOXET ObITh HEAOCTATOYHO ISl CTATH -
CTUYECKHU 3HAYMMBIX BBIBOJIOB, OCOOCHHO IIpU aHaIu3e
3¢ hEeKTUBHOCTY OTAEIbHBIX IPYMII IperaparoB. Bee ma-
LIMEHTBI OBUTM OTOOPAHbBI U3 OTHOTO MEAMIIMHCKOTO LIEH-
Tpa, YTO OrPaHNYMBAET BOBMOKHOCThH 0000IINTh PE3YJIb-
tatbl. [pynmel [TMTPC 1-ii 1 2-i nTMHUY pa3anyarTcs 1o

pasMmepy.

BbiBoabI

B namem uccnenoBanuu s3¢pdexktusHocth [IMTPC
1-11 nauHuu y nauyeHToB ¢ PC ¢ ne60ToM B IeTCKOM BO3pa-
cte 6bu1a B 5 pa3 Huke, yeM [TUTPC 2-ii nuauu. Ha poHe
npuema [TUTPC 1-i1 tunuu BeipakeHHble HA Bo3Hukanm
nmoutu B 4 pasa vaie, yeM Ha ¢oHe npuema [TUTPC
2-i1 nuaun. Yacrora npekpamieHus jgedeHuss [TUTPC
1-¥1 ntuHUU ObLIa O0Jiee YeM B 3 pa3a BhIlle M0 CpaBHEHUIO
¢ [TUTPC 2-ii nuHuun. Pe3yabTaThl Ucclieg0BaHUS MTOKa-
3aJI1 JIYYIIYIO IEPEHOCUMOCTD, a TAKXKE TPUBEPKEHHOCTh
neuenuto [TMTPC 2-ii iuHUM B Hallleit KOropTe NalueH-
TOB, a TAKXKE BCE €Ille TOBOJIBHO HEOOJIBIIOE KOJIMYECTBO
HazHaueHuit [TUTPC 2-it ntuauu. HecmoTpst Ha 3Ha4u-
TeJIbHBIE OTPAHNYEHMSI HAILIETO MCCIIEIOBAaHMS, OHO SIBJISI-
€TCsI IOITBITKOM IMOKa3aTh IMIPEUMYIIECTBa BBICOKO3(MdEK-
TuBHBIX [IMTPC 1 HeobXxoguMocTh UX OoJiee paHHETO
U yacTtoro HazHaueHus npu [TPC mis 3amenieHust mpo-
IPECCUPOBAHUS MHBAJIUAHOCTH. DTOMY MOIJIM OBbI CIIOCO0-
cTBOBaTh noBbilIeHUEe nocTynHocTu [TUTPC 2-it nuHumn
JUTSL IETE Y YIIPOLIEHKE MPOLENypPbl UX Ha3HAYEHUS TSI
Bpaueii. Takke akTyaJIbHO MPOAOJIKATh (GOPMYIUPOBATh
MPEAMKTOPHI 0IaTONPUSATHOTO ¥ HEOJIAronpHsTHOIO Te-
yeHust PC ¢ ge6ioroM B 1eTckoM Bospacte. Jleuenue [TPC
IMATPC 1-ii 1 2-i1 TMHUU POAOJIKAET 00CYXKIAThCs,
U TpeOYIOTCS HOBBIC MCCIICAOBAHUS JJIST BBISIBJICHUS OII-
TUMAaJIbHOM CTPAaTErMu TePaIliy ¢ y4eToM 3(PhHEeKTUBHOCTH
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MpuMeHeHne 30HUCaAMUZA Y AeTel C JeTCKUM
LepebpanbHbIM NAPaASIMYOM U INUSIENCUEN:
0630p nuTEepaTypbl U COOGCTBEHHbIE AAHHbIE

M.IO. BoosLioBa, K.C. BopoBukos

000 «Hucmumym demckoii u 83pocaoii Hespoaozuu u snusencuu um. Cesmumens Jlyku»; Poccus, 119571 Mockea,
ya. Akademura Anoxuna, 9

KoHTaKTHhI:

Mapus OpbesHa bobbinosa mariya_bobylova@mail.ru

Jetckuit uepe6panbHbiii napanuy (ALN) yacTo couetaetcs ¢ anunencueit M 3nunenTMHOPMHOI aKTUBHOCTBIO HA INEKTPO-
3Huedanorpamme. HekynupoBaHHble anunentuyeckue npuctynsl npu QUM orpaHnyuBaloT peabunmutaymoHHble BO3MOX-
HOCTH, YTO yCyry6nseT fBUraTeNbHbIA 1 KOTHUTUBHLIA feduuut. OCHOBHbIE anNuaenTUYeckue cMHAPOMbI Y aeTeit ¢ ALIM -
(oKanbHas 3NUNENCUA CO CTPYKTYPHLIMU U3MEHEHUAMWU B MO3re W [OOBPOKAYECTBEHHBLIMU INUAENTUDOPMHBIMMU
naTTepHamMu AEeTCTBa Ha NEKTPO3HUedanorpaMme 1 CTPYKTYpHas oKanbHas 3NUNENCUs; OCHOBHbIE TUMbI NPUCTYNOB —
(hoKanbHble MOTOPHbIE, BUNaTepabHbie TOHUKO-KNOHWUYECKME, MOTYT TaKKe 0TMeyathcs (hebpuibHO-NpoBOLMpYyeEMble
npuctynbl. Mpu QUM npucTynbl 4acTo UMEIOT CTATyCHOE TeYeHue, MOTYT NPofoMKaThcsa Gonee 30 MUH U KYyNMPOBaThCA
TOJIbKO B OTAENEHWUM PeaHUMaLmm. Y OAHOrO NaLMeHTa MOXET COYeTaTbCA HECKOJIbKO TUMOB NPUCTYNOB, BKKOYaA anuaen-
TMYecKuit ctatyc. [laxke npu OTCYTCTBUM MPUCTYNOB BbIABAAIOTCA U3MEHEHUA Ha 3NeKTpo3HLedanorpamme Kak B Buge
pernoHanbHoi 3NUNenTUPOPMHOI aKTUBHOCTH, YACTO B CTPYKTYpe PErMoHanbHOro NPOAOJIKEHHOIO 3aMefieHus, Tak
U umewoLme GopMy A0OPOKAYECTBEHHbBIX INUNENTUPOPMHBIX NATTEPHOB AeTcTBa. B Tepanuu anunencum npu AUMN peko-
MeH[L0BaHbl BaJibNPoartkl, TONMPaMar, 1eBeTupaueTaM, 30HUCaMuA, NaMOTPUIKUH, STOCYKCUMUE, NepamnaHen, BUrabaTpuH,
cynetuam, pydbuHamua. Mpeacrasnsem 0630p nUTepaTypbl U aHann3 cOOCTBEHHbBIX AAaHHbLIX MO MPUMEHEHWIO 30HMCaMKaa
y nauueHToB ¢ 3nunencuent u AN B Bo3pacte o1 6 go 17 ner.

KnioueBble CNoBa: 30HMUCAMUA, 3nunencus y feteir, hoKanbHas 3NUIENCUs CO CTPYKTYPHLIMU U3MEHEHUAMMU B MO3re
1 BOOPOKAYECTBEHHBIMU ANUNENTUHOPMHLIMU NATTEPHAMU AETCTBA, PONIAHAMYECKUE Cnaiku, [OGPOKaYeCTBEHHbIE InuaenTH-
(bopMHble NaTTepHbl LeTCTBA

Ins umtuposanus: bo6einosa M.H0., boposukos K.C. MpuMeHeHWe 30HUCaMMAA y AeTeil C AeTCKUM LepebpanbHbIM Napanuyom
¥ 3nunencueii: 063op AuTEpPaTypbl U COGCTBEHHbIE faHHbIe. PyCCKNMil )ypHan AeTckoil Hesponorun 2025;20(2):23-33.
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Use of zonisamide in children with cerebral palsy and epilepsy: literature review and own data

M. Yu. Bobylova, K.S. Borovikov
Svt. Luka’s Institute of Child and Adult Neurology and Epilepsy; 9 Akad. Anokhina St., Moscow 119571, Russia

Contacts:

Mariya Yuryevna Bobylova mariya_bobylova@mail.ru

Cerebral palsy (CP) is often combined with epilepsy and epileptiform activity on the electroencephalogram. Uncontrolled
epileptic seizures in CP limit rehabilitation opportunities, which aggravates motor and cognitive deficits. The main
epileptic syndromes in children with CP are focal epilepsy with structural changes in the brain and benign epileptiform
patterns of childhood on the electroencephalogram and structural focal epilepsy; the main types of seizures are focal
motor, bilateral tonic-clonic, febrile-provoked seizures may also be observed. In CP, seizures often have a status course,
can last more than 30 minutes and are stopped only in the intensive care unit. One patient may have several types
of seizures, including epileptic status. Even in the absence of seizures, changes in the electroencephalogram are detected
both in the form of regional epileptiform activity, often in the structure of regional prolonged slowing, and in the form
of benign epileptiform patterns of childhood. Valproates, topiramate, levetiracetam, zonisamide, lamotrigine, ethosuximide,
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perampanel, vigabatrin, sultiame, rufinamide are recommended in the treatment of epilepsy in CP. We present a literature
review and analysis of our own data on the use of zonisamide in patients with epilepsy and CP aged 6 to 17 years.

Keywords: zonisamide, childhood epilepsy, focal epilepsy with structural changes in the brain and benign epileptiform
patterns of childhood, rolandic spikes, benign epileptiform patterns of childhood

For citation: Bobylova M.Yu., Borovikov K.S. Use of zonisamide in children with cerebral palsy and epilepsy: literature review
and own data. Russkiy zhurnal detskoy nevrologii = Russian Journal of Child Neurology 2025;20(2):23-33. (In Russ.).

DOI: https://doi.org/10.17650/2073-8803-2025-20-2-23-33

BBepeHue

JeTckuii LepedpaibHbIil Mapaaud (CMHOHUM: Liepe-
opanbHbIN napanuy) (JILIIT) BcTpeuaeTcss ¢ oqMHAKOBOM
YaCTOTOM B pa3HBIX CTpaHaX, COCTABJISIIONICH ITPUMEPHO
2 citydast Ha | ThIC. YesIoBeK B 0O1Iel oMy sy, JIna Myx-
CKOT0 TToJ1a 60J1e0T B 2 pa3a B yaite (67 %), yeM JInia JKeH-
ckoro 1tona (33 %) [2, 8]. LI 3aHumaeT 1-e MecTo B CTPyK-
Type AETCKOI HeBpoJIorMyeckoil nHBanuaHoctu [20, 21]
1 HEPENIKO COYeTaeTCsl C AMWIETICHE U SNUIeTITU()OPMHON
aKTUBHOCTHIO Ha aJieKTposHIedanorpamme (D3I [5] B cBs-
31 CO CXOOHBIMU 3THOJIOTMYECKUMU (haKTopaMu, TAKMMK
KaK TUIOKCUYECKU-UIIIEMUIECKOE TTOPaXKEHIE TOJIOBHOTO
Mo3ra (69 %), BHyTpuyTpoOHbIe HMekImu (9 %), MopoKu
pa3BuUTHsI TosloBHOTO MO3ra (7 %) [26, 27].

Duuitenicust BcTpevyaeTcs npuMmepHo y 50 % nereit
¢ JILII. YacroTa anuiaencuu 3aBUCUT HEMOCPEICTBEHHO
ot popmnr ALIIT [23, 26, 27]. ITo nanueM T.T. BaTemesoit
(2019), cpenHsst yactoTa ciayvaeB anuierncuu npu LT
cocrapisger 15—60 %. MakcrManbHas YacToTa SIWICTICUN
(80 %) oTMeuaeTcst MpU CNaCTUIECKOM TeTparapese (IBOii-
Hasl TEMUIUICTUSI) U TEMUIIapETUIECKOM (hopMe, MUHM-
MaJjibHasl — IPY CIacTUYECKOM nquIniernu. Bospact nebdro-
Ta sOuJIenicuu Takke 3aBUcuT oT opmbl JALIT: ¢ 3 mec
SKU3HM SITWIETICUS AeOI0TUPYeT MPU CIIAaCTUYECKOM TeTpa-
rmapese, ¢ 8§ Mec — IIpu reMunapese, ¢ 2 JeT — Ipu crac-
TUYECKOW IUIIETUH, C 3—4 JIeT — NpU TMIIepKUHETHYEe-
cKoii popme [3].

Anunencuga y gereit ¢ LI orpannuuBaeT peaduim-
TallMOHHbIE BO3MOXHOCTH, YTO B TaJIbHEHIIIEM yCyTyOIsi-
€T CTeTICHb TSLKECTH ABUTATEIbHBIX M MHTEJICKTYaTbHBIX
HapyleHuii. [1py nosiBIeHUM 3MUICITUYECKUX TTPUCTY-
TIOB Ha IePBBIi IUIaH BBICTYHAeT MOA00P aHTUIIUIICITH -
yeckux mnpernapatoB (ADI1) [18], mpuocTtaHaBauBaeTCs
MPOBEICHUE PeadMIMTALIMOHHBIX MPOIIEITYP WJIM OHU CTa-
HOBSTCSI MeHee 3P DeKTUBHBIMU. MICKITIOUalOTCS METOIBI
(usnoneyeHrs (B YaCTHOCTH 3JIEKTPO- Y MATHUTOMIPOLIE-
JypBI), IPUMEHEHVE HOOTPOITHBIX ITPENapaToB, a HEPEIAKO
1 Maccaxa [6, 12].

OTteuyecTBEHHbIE KIMHUYECKIE PEKOMEHIAIIUH OHO-
3HAYHO OTPAaHUYMBAIOT CIIEKTP PeadUIUTALUM IPH STTU-
JIETICUX 10 JAOCTVXKEHMSI MUHUMAaJIbHONH PEMUCCUU 10
MIPHUCTyIIaM B TeueHue 6 Mec [3]. B ornmmune ot poccuii-
CKUX, 3apyOexXHbIe ITyOIMKAIlM He OTPaHNIMBAIOT pea-

ounutaumio ripu I LTI, ecau mauueHTy nogoopansl ADIT
1711 9(p(PEeKTUBHOTO KOHTPOJISI Haj mpucTynamu [22].

Cy1iecTByerT ellle ofHa MpodjieMa — r’MIepauarHocTr-
ka snuerncuu npu AT, TeHmeH1Ms K 3anpelieHuto pe-
abMIMTAalMKU TIPU HeJO0Ka3aHHOM HaJIMYMU IPUCTYIIOB.
[TprumrHa 3TOro KpoeTcst B TpyAHOCTH Tr(hepeHInaIbHO-
'O IMarHo3a IMAIENTUYECKUX ITPUCTYIIOB Y TUCTOHMYECKMX
aTtak. YacTo Mx HEBO3MOXHO OTJIMYUTH TOJIBKO 110 KIIMHU -
YECKUM MPOSIBJICHUSIM Y A€TEH € TSKEIBIMU TBUTATEIbHBI-
MU HapyleHUSIMU (ITPEKIe BCEro CITaCTUYECKUE U THIIep-
kuHeTn4yeckue ¢opmbl ypoBHss GFMCS-5, B MeHblIeit
CTEMeHU — OCTalbHble YPOBHM) 0e3 (pUKcalUU COOBITUI
IIPY BUAEO3JIEKTpO3HIIe(aorpadpmueCKOM MOHUTOPUHTE.
PesynsratoM o1mmb0oyHOro 1uarHo3a, Korua AMCTOHMYECKe
aTaky WIN IPyTve HESMUIECITUIECKUE TAPOKCU3MATTbHBIC
COCTOSTHMSI TUAaTHOCTUPYIOTCST KaK SIMUICITHYECKHE TP -
CTVIIBI, SIBJISICTCSI HA3HAYeHKME HEHYXXHOT'O B IAHHOM CJTydae
MPOTUBOCYAOPOXKHOrO jJedeHus [13]. OmHako BO MHOTMX
peruoHax Imo 3KOHOMUYECKMM COOOPaKeHUSIM OrpaHUYeH
0XBaT BUAEO3JIEKTpo3HIIehatorpadpuueckuM MOHUTOPHH-
oM KOHTHHTeHTa ranueHToB ¢ JQ1ITT.

V neteitr ¢ AT npeuMyIiecTBEHHO OTMEYAIOTCsT OU-
JIaTepajibIbHble TOHUKO-KJIOHUYECKHE TTPUCTYIIBI ¢ Go-
KaJIbHbIM HavasioM (10 50 % ciyvaeB), (pokajibHbIE MO-
TOPHBIE TIPUCTYIbI, aTUITMIHbIE a0CAHChI, TOHUYECKUE
MPUCTYIIbI, SIWICTITUYCCKUE CIa3Mbl, (heOpUIbHBIC TTPH -
crynbl. Ha D3I ipu snunencumn y nereii ¢ JA LI BoisiBiisi-
€TCSl perMoHaIbHasl WM MYJIbTUPETMOHATbHAS SIS -
TdopMHast akTUBHOCTD (60 % cityyaes) [7].

V nereii ¢ JILIT u snunerncueii 6oJee BbIpaKeHbI KOT-
HUTHUBHBIE HapylIeHus, yeM rpu JLIT 6e3 snunencum |1,
11]. CreneHb TSKECTH YMCTBEHHOM OTCTaIOCTU 3aBUCUT
oT ¢opMbl LTI n Hannuus snunencuu. [1o HammMm naH-
HBbIM, YMCTBEHHasi OTCTaJocTb mpu codeTtaHuu LTI
u sriericur Berpevaetcs B 90 % ciyyaeB. B yactHocTH,
npu remunapetnyeckoit opme J LI 6e3 snunencuu ym-
CTBEHHasI OTCTAJIOCTh TUarHocTupoBaHa y 37,5 % manu-
EHTOB, a mpu remunapeTudeckoi popme LI c anunen-
cueit — y 88,2 % mamuenToB. Y 100 % BKIIIOYEHHBIX
B MICCJIEIOBaHME TIPU ITPOBEICHUM 3JIEKTPO3HIIehasorpa-
(bmaeckoro MccaenoBaHMS PETUCTPUPOBATIACh PETMOHAITb-
Hasl snwienTudopMHast aKTUBHOCTh, KOTOpasi OTHOBpE-
MEHHO BoBJieKaia OoT 1 1o 3 coceqHUX 00aacTeil OgHOro
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TMOJIyIIIapysi, OTMEYAJIMCh pa3IMYHbIC BapUaHThI PacIIpo-
cTpaHeHUsT: T dy3HBIE pa3psaabl (6,25 %), naTtepain3oBaH-
HbIe pa3psbl (5 %) 1 OrnaTepaIbHO-CUHXPOHHbBIE Pa3pSIIbI
(1,25 %). BeIsiBneHo npeobiianaHye perioHaIbHOM SIS~
TUHOPMHOI aKTUBHOCTH B 3aIHMX OTAENaX (TeMEHHO-3a]1-
HEBHMCOYHBIE U 3aThUTOYHBIC 00acTH) y 45 (56,2 %) maum-
€HTOB B Bo3pacTe OT 2 10 5 JeT. DnuiienTudopMHast
aKTHBHOCTb, COOTBETCTBYIOIIAs 110 MOP(OIOTUY 10OpOKa-
YECTBEHHBIM JIMWICHTU(MOPMHBIM TaTTepHAM JAETCTBA
(ADI1M1), 3apeructpuponana y 30 (37,5 %) nereii [6].

ITo nanusiM I B. Ky3pmuua (2014), s neteit ¢ LT
XapakTepHbl Tudby3HbIe U3MEHEHUST OMO3JIEKTPUYECKOM
aKTMBHOCTH, 3aJiep>KKa KOPKOBOI'O 3jieKTporeHesa. Jaxke
MPpU OTCYTCTBUU TIPUCTYITOB M3MeHeHUs Ha DI B Buje pe-
TMOHAJIBHOM 3MIeNTH(hOPMHOM aKTUBHOCTH BBISBJISIOTCS
y 30 % nammenrtoB. [1pu stoM smmtenTrdopMHasi aKTUB-
HOCTb MOXET BCTPEYAThCS B CTPYKTYPE PETMOHAIBHOTO ITPO-
JIOJDKEHHOTO 3aMeajieHust uii umeTh popmy AT, UHTe-
PUKTabHas SMICNTU(OOPMHAs aKTUBHOCTb MOXKET OBITh
PETMOHAIBHOM WIIM MYJIETUPErHoHaIbHOM B 60 % cityvaes.
B ocTanbHBIX ciiydasix oTMeuaeTcs couyeTaHue ¢ aug@y3HbI-
MM U OMIaTepaibHO-CUHXPOHHBIMU pa3psiaamu [10].

B uccaenosanum E.JI. benoycoBoii (2004) nmepeuncie-
HBI HEOJIarONpUATHBIE (PAKTOPHI, BIUSIONINE HA Pa3BUTHE
snunencuu nipu JLIT. K HUM oTHOCATCSI, B 4aCTHOCTH,
HEOHATAJIbHbIC CYTOPOTY B aHAMHE3€ U 1e0I0T SIUICTICUU
no 1 roga [5].

C ILIT, xak ripaBUJIO, COYETAIOTCS 2 SMMICITUYECKUX
CHHJIpOMA: CTPYKTypHasi hoKajabHas SMMICIICUS U (o-
KaJbHas 3MUJIEIICUS CO CTPYKTYPHBIMU M3MEHEHUSIMHU
B MO3re¢ U JOOpOKAYeCTBEHHBIMU SIMMICTITU(HDOPMHBI-
MM TTaTTepHAMU JIETCTBAa Ha 3JICKTpO3HIIedaIorpaMme
(OBACUM-IDIIH). DTn 2 GopMBI SITHICTICUA BaXKHO
paznmuuarth y neteit ¢ 1T, Tak Kak OHM UMEIOT pa3IuyHbIC
METOJIbI JIeUeHUST ¥ TpoTHo3 [7, 15].

CrpykTypHad dokajabnas smmiencus (G40.2). Bospacr
Je010Ta MPUCTYNOB BapuabeaeH. KimHuueckast KapTuHa
3aBUCHUT OT JIOKAJIM3alMK SMIWICNTOreHHOTo ovyara. [1po-
SIBJIIETCSI COOTBETCTBYIOIIMMMU (hOKaTbHBIMU (JIOOHBIMMU,
BUCOYHBIMM, M3 OIOJHUTEILHOM MOTOPHOM OJBKU,
TEMEHHBIMM, 3aThUIOYHBIMI) 1 OMJIaTepalbHBIMU TOHUKO-
KJIOHUYECKUMMU TpucTtyraMu. [1pu HelipoBU3yau3aun
BBISIBIISIIOTCSI CTPYKTYPHBIC UBMEHEHUSI B COOTBETCTBYIO-
et oomactu mosra. Ha B3T peructpupyeTcst peruoHasb-
Hasl TMK-BOJIHOBAasi aKTUBHOCTh WJIM PErMOHAIbHOE 3a-
MemieHue. PernoHanbHast armientrdopMHasi akTUBHOCTh
PETUCTPUPYETCS B CTPYKTYPE PETMOHAILHOTO 3aMEICHMSI.
ITo yacToTe 1-e MecTo cpeau (POKaTbHBIX IUIETICUI 3a-
HUMaeT BUcovHas (44 %), najaee B Mopsiake YObIBaHUS:
no6Hast (24 %), mynbrudokanbHas (21 %), 3aTblIOYHAsK
(10 %), Temennas (1 %). ¥ meteit HepeaKo BCTpeyaeTcst
BTOpMYHAas OujaTepajbHasi CUHXPOHM3ALMsI, KOTOpas
MPUBOAUT K TOMY, UTO (DOKaIbHBIC TTPUCTYIILI ITPOTEKAIOT
KaK TeHepalu30BaHHbIE (TICEBAOTeHEPATU30BaHHbBIE TTPY-
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cTynbl). BropuyHas OunarepanbHas CMHXpPOHU3ALMS yalle
pa3BUBAaETCS MPU JJOOHOM M MYJIBTUMOKATBHOMN SITHJIETI-
CHM, HO TaKXe BCTpedaeTcsl IpU 3aThUIOYHOM (opMme.
KinnHnvecku BropryHast OuiarepaibHasi CHHXPOHU3ALIMS
COYETAETCSI CO CHIKCHUEM MHTEJUIEKTa U ayTUCTUIESCKIM
perpeccom [14].

DoKajIbHAs IMUIETICUS CO CTPYKTYPHBIMHM U3MEHEHUSIMU
B MO3re ¥ I00pOKaYeCTBEHHbIMU 3NWJIeNTH(OPMHBIMHU NAT-
TepHAMH JeTCTBA Ha 3jeKTpo3Huedanorpamme (G40.8).
JaHHBIN 3MUIeNTUYECKUI CUHAPOM BIIEpBbIE Omucan
K.}O. MyxuH co cBoumu yueHuKaMu. D10 popma pokasb-
HOW 3MWIETICUHY, aCCOLMIPOBAHHAS C SMMICTITUDOPMHOMN
akTUBHOCTHIO 1o Tuny JADI1 Ha D3I, y geteii ¢ opraHu-
YECKMM ITOpaXeHUEM TOJIOBHOTO Mo3ra. JlaHHas rpyIina
MaleHTOB UMEET YeTKO OYePUYCHHBIC KIIMHUYECKUE, DIeK-
TposHIedanorpadbudeckue U HelpoBU3yaTu3allMOHHbIE
KpUTepuu, oTBeT Ha Tepanuio ADII 1 nporHos, xapakre-
PU3YIOIIUICS OJaroNpUSITHBIM TeUCHUEM BIUJICIICUU,
HO C TSDKEJIBIMM HEBPOJOTMYCCKUMHU HApYIICHHUSIMU.
DOBICUM-ADI]I 3aHrMaeT ITPOMEKYTOUHOE TTOJIOKEHIE
MEXAY CTPYKTYpPHOU M BO3pacT3aBUCUMON (hoKaabHON
snunencueil. B coBpemeHHoi kiaccugukanuu 2022 T.
CHHIIPOM MOT OBl 3aHSTh IMO3UIIUIO B TPYIIIE dHIIEedaIo-
MaTHii Pa3BUTHS M BIMICIITUYECKUX CTPYKTYPHOTI'O TeHe-
3a. [Ipu snexkTposHuedanorpapuu y 3TUX MaLUEHTOB
BeIstBisTIOTCS JIDI1]I [16], KOTOpHBIE ¢ yacToToit 1,4—5,0 %
BCTpeyaroTcs B 001Ieit feTCKOM momyasiiuu. JlaHHbIe rpa-
(hoaIeMEHTBI UMEIOT CHHOHMMBI «100POKAYeCTBEHHBIC
anuiIenTU(GOPMHBIE pa3psabl ETCTBA», «T100POKAYECT-
BEHHbIC SMWICNTU(GOPMHBIE HapYIIEHUST IETCTBa», UX
TEPMUHOJIOTUS IUCKYCCUOHHA ¥ OKOHYATEJIbHO HE OTIpe-
JieJieHa SMWICHTOJIOTMYECKIM Coo0IIIecTBOM. B HacTosiee
BpeMsI UX IIPEIIOYTUTEIFHO Ha3bIBaTh POJTaHIMYECKUMHU
CITaiikaM¥, OJTHAKO B JaHHOM CTaThe B YeCTh aBTOpPA CUH-
JlpoMa MbI yIIOTpeOJIsieM TEPMUH «100pOKavYeCTBEHHBIE
snujienTu¢GOpMHBIE NaTTepHbI AeTcTBa». JADI1/I BuIsiBIS-
1oresa y 48 % nanmenTos ¢ AT, ®OACUM-ADITI — mo-
JIN3TUOJIOTMYHOE COCTOSIHME, B OCHOBE KOTOPOTO JIeXKaT
2 OCHOBHBIX MEXaHM3Ma: COYETAHME TEHETUIECKU JeTEPMU-
HMPOBAHHOTO HAPYIIIEHMSI CO3PEBaHMSI MO3ra BO BHYTPH-
YTPOOHOM II€PHOJIE Y SK30TeHHOTO MOPaXKEeHMsI OEJIOro Be-
1LecTBa 1 00oux TaaamycoB. PonaHnnyeckue craiiki Ha D3I
SIBJISIIOTCSI MapKepoM He3pesiocTu 6esioro Belectna [11],
1 10 Mepe CO3peBaHusT HaOJIIONAETCST ITOCTEIICHHOE MCUe3-
HOBCHME TAaHHBIX ITATTEPHOB (CaMOKYITMPOBAHME).

ITo nanasM K.C. boposukosa (2017), npu ®3ICUM-
JBI1 He HaOMoAaeTCsI MOJTHOM KOPPEJISILIMU KITMHUYECKIX,
aJIeKTpo3HIIeDaTorpaIecKIX 1 HeMPOBU3YaTM3ALIMOHHBIX
KPHUTEPUEB, B OOJIBIIIMHCTBE CIy4aeB MOXHO ITOCTUTHYTh
pemuccun, a IBI1/1 6110KMpyoTCs ¢ HACTYIIEHUEM ITy0ep-
tatHoro repuoaa. B uccnenosanue K.C. bopoBrkoBa ObLn
BknodeHs! 61 marmeHT ¢ ®OICUM-IADII (27 — JKeHCKOro
nmoJia 1 34 — My>XCKOro) B Bo3pacTe oT 3 10 22 JjieT (cpel-
HUit Bo3pacT — 11,64 roma) u 94 marmeHTa ¢ IMarHO30M
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CTPYKTYpHOI1 (hoKabHOM snmiencun (44 — XeHCKOro rnoJja
u 50 — My>XCKOro), cpeaHuii Bo3pacT nauyeHToB — 10,7 ro-
nma. [pu @DACUM-/IBI1/] ouaroBble HEBPOJIOTMYECKHE
CHMIITOMBI TUAarHOCTUPOBaNIUCh B 93,4 %, CHUXeHUE
UHTEIeKTa — B 65,6 %, OTSITOILEHHBIN TTepUHATATbHBIIMA
aHamHe3 — B 86,9 % city4aeB. [Ie0I0T IPUCTYITOB OTMEYAJICS
B ILIMPOKOM BO3PacCTHOM Jrana3zoHe. CaMoe paHHee BO3HUK-
HOBEHUE TTPUCTYIIOB HAOMIONAJIOCH Y MallieHTa B 1-€ CyTKK
>KU3HM, HarboJiee MO3IHMI BO3pacT Havala SITUICTICUA —
11 ner. I[Mocne 11 neT mpucTynsl He AeO0THpOoBaIU. B ne6io-
Te ®OICUM-DI1/] oTMeYasvCh pa3HbIe TUITHI IPUCTYIIOB,
TIPY 3TOM Yallie APYTUX BCTPEYAIHUCh 3aThUTOUHBIE (26,2 %),
OunatepaibHbIE TOHUKO-KIOHMYecKue (24,6 %) u hoKaib-
HBIC MOTOPHEBIE KIIOHWYeCKHe TpUCTyIIbI (24,6 %). B Teue-
Hue Beero 3aboseBanuss ®DCUM-ADI1/I gamie BcTpe-
YaJuch OMIaTepajibHble TOHNKO-KIoHW4Yeckue (40,9 %),
3atbutouHbIe (39,3 %), (poKaabHBIC MOTOPHBIC KIIOHUYE-
ckue nipuctynsl (37,7 %). I1pu 3TOM y OOJIBIIMHCTBA T1a-
LIMEHTOB B TeYEeHME 3a00JIeBaHUS OTMEYAI0Ch HECKOJIBKO
TUIOB IIPUCTYIIOB: COYETaHWE 2 TUIIOB IIPUCTYIIOB MMEJIO
MecTo B 32,79 %, codetaHyie 3 TUITOB IPUCTYIIOB — B 16,39 %,
coueTaHue 4 TUIOB ITPUCTYTIOB — B 9,84 % ciydaeB. Y 85,3 %
TMAlMEHTOB MPUCTYIIbI OBUIM CBSI3aHBI CO CHOM, BO3HUKAIN
TIPM 3aChITaHUU 1 TIpoOY:KneHnK. PacnipenesieHye mo yacto-
te iprctynoB npy @BICHUM-IADBII: mprcTyIbl BO3HUKA-
JIK HECKOJIBKO pa3 B Mecsily 8,2 % MalMeHTOB, HECKOJIbKO
pa3 B ron — y 31,2 %, eqMHUYHBIC TIPUCTYIIBI OTMEYEHBI
y 22,9 % manmeHToB. I1pOmOJDKUTEIBHOCTD TTPUCTYIIOB
y 60pHBIX OBICUM-ADI1] ganie npesbimana 10 MuH
u 6oee (42,6 % cnydaeB); ot 4 10 9 MuH — 11,5 %, ot 1 O
3 MuH —y 26,2 % nauueHToB. KopoTKue mpuCTyIibl Mpomo-
SKUTEBHOCTBIO MeHee 1 MuH y 60imbHBIX @BICHUM-ADI1]
Bo3HUKamM B 19,7 % ciryyaeB. [1o mTaHHBIM 31€KTPOIHIIE-
danorpadmyecknx nuccienosanuii mpu @DICUM-IDI1
y 100 % naumenToB otMevanuch DI Bo cHe. Yncio
HE3aBUCUMBIX (hOKYCOB SIMIIECITHU(HOPMHOI aKTUBHOCTH
obL10 crenyomuM: 1 pokyc anuaenTud@opMHOil aKTUB-
HocTu BbIsIBIeH Y 19 (31,1 %) mauueHToB, 2 dokyca —
y 22 (36,1 %), 3 u 6osee hoOKycoOB (MYJIBTUPETHOHAIbLHAS
snuenTudopMHast akTUBHOCTE) — v 20 (32,8 %) naum-
eHTOB. bunartepanbHOoe pacmpocTpaHEHHE OTMEUYEHO
y 70,5 % naruenToB. uddy3Hble pa3psabl B 3TOM IpyIi-
Te ObUIM BBISIBIIEHBI Y 26,2 % MallMueHToB. Y BceX MalueH-
ToB (100 %) ¢ ®DACHUM-ABI1]] npy HepOBU3YaIU3aLKI
00HapyKeHbI U3MEHEHMSI, 00Pa30BaBIINECS B PE3yIbTaTe
JIM30HTOreHe3a JIM00 NepuHaTabHOM natojgoruu. Hanbo-
JIee YacTo BhISIBIISUIMCH KMCTO3HBIE u3MeHeHus (34,4 % ciy-
yaeB), JeiikoMansiims (32,8 %), arpoduist KOpbl OOIBIIMX
nonytapuii (31,2 %), BEHTPUKYJIOMETaIUs U pacIliupeHue
cybapaxHOMTATBHBIX TTpocTpaHcTB (27,9 %). K.C. Bopo-
BMKOB HMCCJICIOBAJ B3aUMOCBS3b 4 OCHOBHBIX ITapaMETPOB
pacrojioxkeHus oyara (CTOPOHHOCTH): 1) MO JaHHBIM He-
BPOJIOTMYECKOTO OCMOTPA; 2) M0 CEMUOJIOTUM ITPUCTYIIOB;
3) 1o JaHHBIM 2JeKTpo3HuUedanorpadum; 4) Mo pe3yib-
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TaTaM HeiipoBu3yaau3anuu. [TonHas KMMHUKO-3J1eKTPO-
HepOBU3yaan3allMOHHAs KOPPEALMS Obljla BhISIBIICHA
v 9,8 % GOJBbHBIX, IOJTHOE OTCYTCTBUE KOPPEJISLIMU OTME-
yayioch B 37,7 % ciay4aeB, 4YTO UCKIIIOYACT CTPYKTYPHBII
xapakTtep srmwtenicu npu @OACUM-ADIT. Knuange-
CKast peMUCCHS (OTCYTCTBUE IIPUCTYIIOB) UTUTEILHOCTHIO
6osee 1 roqa ormevanach B 90,2 % ciydaes, aneKTposHIieda-
Jiorpapuueckast pemuccus (OTCyTCTBUE SMUIeNTU(OPMHON
aktuBHOCTH Ha D) y marmenToB ¢ ®OJICUM-IADII —
B 21,3 %. Bce manmeHTHI MOJTydYaid aHTUIIIETI TUIECKYIO
Tepalliio: MoHoTeparuio — 26,2 %, nyorepanuio — 55,7 %,
nojuTepanuio (0JHOBpEeMEHHO OoJjiee 2 MpenapaToB) —
18,1 %. s amarnoctuku cuaapomMa @B CUM-DI1]]
HeOoOXOAMMBI TIIATEJbHBINA cOOp aHaMHe3a (0OCOOEHHO
MEPUHATAJILHOTO), HEBPOJIOTMUECKUI OCMOTD, TTPOBEIeHUE
MPOAOJIKEHHOTO BUIIEO3JIEKTPOIHIIe(hamorpaduecKoro
MOHHTOPHHTIA C 00513aTe/IbHBIM BKITIOYEHHEM CHA, MATHUTHO-
PpEe30HaHCHOI ToMorpaduy rojoBHOro Mo3ra. HecMotpst Ha
HaJIMYKe JIOKAJTbHBIX HapyILICHHWIT HA TOMOIpaMMe, PEMUCCHU
MIPUCTYIIOB yaaeTcst noctudb B 90,2 % ciydaeB. [1apamiesns-
HO ¢ JIedeHreM amuericin y 6oiabHbIXx @O CUM-ADI1]
cJeayeT IIPOBOANTh KOPPEKIIMIO COYETaHHOM TTaTOJIOTHH:
KOTHUTHBHBIX W IBUTATEIbHBIX HApYyILIEHUIA [7].

Ha ocHoBaHuu pesynbsraroB uccienobanuii K.10. My-
xuH (2023) BeiasuHya runotesy: @OACUM-ADII — sto
HE IPOCTOE COCYIIECTBOBAaHME BO3pacT3aBUCHUMOM
U CTPYKTYPHOIM (DOKAJIBHOM SITUJIETICUM, & OCOOBIA CHH-
JIPOM, UMEIOIINI «100pOKaYeCTBEHHBII» IIPOTHO3 IO TE-
YEHUIO 3MUJICIICUU U TSDKEJBId — IO IBUTaTeIbHBIM
1 KOTHUTUBHBIM (QYHKIIMAM. [IBUTaTeIbHBIC HAPYILICHUS
HE IIPOrPECCUPYIOT, a MHTEJUIEKTYaJIbHbIE U TICUXUICCKUE
paccTpoiicTBa HapacTaloT B PE3yJIBTaTe YaCThIX IIPUCTYIIOB
M BBICOKOTO MHJIEKCa SMUJICNTUMOPMHON aKTUBHOCTH
¢ (heHOMEHOM BTOPMYHOI OUJIaTepabHON CUHXPOHM3A-
vy (MPOSBICHUS SMUICTITUYECKON dHIedanonaTun).
Ormmnencusa u DI va 33T npu @DICUM-ADII
00YCJIOBJIEHBI IATOJIOTUEN OEI0ro BellecTRa.

B teparmuu @D CUM-ADI1 peKoMeHI0BaHbI Bajlb-
MpoaTkl, TONMUPAMAT, JIEBETUpaLeTaM, 30HUCAMMU/I, JIAMO-
TPUIKKMH, 3TOCYKCUMMUJI, TIepaMIIaHe, BUTabaTpyuH, Cyilb-
thaM, pyduHamun. CrapToBasi Tepanusi — BaJbIIpoaT
B no3e 15—40 mr/Kr/cyT B 2 npuema, BO3MOXHO ITpUMe-
HEHME MaKCUMaJIbHOM 03Bl B BeuepHee BpeMsi. Banbmpo-
aThl BEICOKO3(MGeKTUBHHI B JieueHn @O CUM-JIDI1]
Kak Ipy (DOKAIBHBIX, TAK U ITPU TICEBAOTeHEPaT30BaHHbBIX
npuctymnax. IIpemapar Broporo Beibopa — TomMpamart
(3—6 Mr/Kr/CcyT OByKpaTHO). B GOJNBIIMHCTBE Ciy4acB
MPUMEHSIETCS] KOMOMHUPOBAaHHAsl Teparusi: BaJbIIpoaT/
neBetupaneTam (20—60 Mr/Kr/cyT) B COYETaHUU C TOITH-
pamaToM uiu 3oHucamMuaoM (3—10 Mr/Kr/cyT omHOKpaT-
HO Y JieTeld 6 JIeT 1 cTaplile), STOCYKCUMMIOM, CYJIBTHaMOM.
CiienyeT HOMHUTb, YTO 3TOCYKCHMUIT B MOHOTEPAITMU MO~
KET arrpaBUpPOBaTh OMIaTepaibHbIe TOHUKO-KIIOHUYECKUE
MPUCTYIIBI, a CyAbTHaM 3 GheKTUBeH B oTHOoLeHN JADT1]]
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AvarHocTtnyeckne Kkputepum cuipgpoma ®34CUM-A3NA (K.1I0. MyxuH, 2023):

10.

MpeobnagaHve NaLMeHTOB MYXCKOro fnona.

[eb6oT annnenTnyYecKnx NPUCTyrnoB B Bo3pacTe Ao 11 neT ¢ MakcMMmymoMm B nepBsble 6 neT (82,9 %) ¢ 2 nukamu:
B MepBble 2 rofa »KM3HW 1 B neprog oT 4 o 6 neT. BoamoxkeH AebioT ¢ MHGAHTUNBbHBIX SNUIENTUYECKX CMa3MOB.
MpeobnagaHune GpoKasbHbIX MOTOPHBIX MPUCTYNOB (reMrdaLmanbHble, bpaxnodaLmanbHble, FEMUKITOHUYECKUE),
$OKanbHbIX NPUCTYNOB, NCXOAALMX U3 3aTbITIOYHOM KOpbI (3pUTenbHble ranniouMHaLnm, BEPCUBHbIE MPUCTYNbI,
NPUCTYMNbl 06MAKaHUS) 1 OrnaTepanbHbIX TOHUKO-KIOHUYECKUX NMPUCTYMOB.

Bo3MOXHO coueTaHme GpoKanbHbIX 1 NCEBAOrEHEPANN30BaHHbIX MPUCTYMOB (3NUnenTuyeckme cnasmbl, HeraTmB-
HbI MMOKJIOHYC, aTUMUYHble abcaHCbl).

MpuypoUyeHHOCTb GOKaNbHbIX MPUCTYMNOB KO CHY (BO3HMKHOBEHWE NPY NPOOY>KAEHWM 1 3acbiNaHnN).
HeBponoruuecknin gepuunt y 60bINHCTBA NAaLUEHTOB, BKOYAOWMWIA ABUraTeSIbHble U KOTHUTUBHbIE HapyLue-
HUA; Hepedko Hanuune AU,

®oHoBas akTMBHOCTb D3I xapaKTepHO TeTa-3amMmeasIeHNEe OCHOBHOWM akTUBHOCTU Ha GOHe MOBbILLEHHOTO MHAEKCA
AnPy3HOM HeTa-aKTMBHOCTM.

Hannune Ha 23T, npenmyLLecTBEHHO B JIOOHO-LIEHTPASIbHO-BMCOYHbIX U/WMN B 3aTbITOYHbIX OTBEZEHUAX, Creuu-
duryeckoro snekTposHUedanorpaduyeckoro natrepHa — 3] (ponaHgmMyeckmx CnamkoB), KOTOpble yalle BO3-
HUKAKOT MyNbTUPErMoHanbHo 1 anddysHo c HapacTaHuem B pa3y MeasIeHHOrO CHa.

Mpwn HelpoBM3yanM3aunmn BbIABAAIOTCA NPU3HAKN NePUHATaNIbHOrO NOPaXKeHNA FOJIOBHONO MO3ra, NpenMyLLecT-
BEHHO I'MMOKCUYECKU-MLLEMUNYECKOTO reHe3a, MopaeHue 6eoro BelecTBa (nenkonartus).

YacToTa pemmnccmm anunentTmyeckmx Npuctynos npesbiwaeT 90 % cnyyaes; anunentudopMHaa akTUBHOCTb Ha
33T TakxKe OnoKMpyeTcsa. HeBponornyeckne HapylleHMsA OCTaloTCA HeM3MeHHbIMU. Bbicokas yacTtota pemmccun
npu cuHgpome O3ACUM-O3MN npuHUMNMANbHO OT/IMYAET €ro OT «KJacCMYEeCKOW» CTPYKTYPHON doKanbHOM

anunencuun, Npyu KOTOpor peMmnccua JoctTuraeTca NpumepHo B 50 % cnydaes.

cocroanui (K.F0. MyxuH, 2023):

+  UMeloT bonee «MefNeHHYI0», PacTAHY Ty dopmy;

. 4acCTO NOKaNM3YyIOTCA B 3aTblJTOYHbIX OTBEAEHUAX;

OTnnune ponanguueckux cnankos (43M7) npu ®3ACUM-A3N] ot gpyrux 3MA-accoynpoBaHHbIX

+  JIOKaNIM3yI0TCA B CTPOro OnpefeneHHbIX 0TBEAEHUAX NMPY MHOTOKPATHbIX 3aNUCAX (OTCYTCTBYET «ILNPT»);
+  0ObIYHO PErNCTPUPYIOTCA B CTPYKTYPE PErMIOHANIbHOTO 3aMeJIeHNS;

«  pesepcus dpazbl npyn OIACNM-A3MN[ BcTpeuaeTcs pexe, yeM Npur GOKanbHbIX BO3PaCT3aBUCMMbIX SMUNENCUSX;

+  coueTatoTca ¢ Anddy3HON NMK-BOTHOBOW aKTUBHOCTbIO, B TOM UMCJIE B BULE NPOJOJSIKEHHbIX Pa3pAaos;
+ TPV HEBPONOTNYECKMX HAPYLLIEHWAX Y AeTEN MOTYT HE CONPOBOXAATbCA MPUCTYNaMU.

Ha DOI, HO MOHOTepaIusI CYJETHAMOM MOXKET He cAepKaTh
MPUCTYIIBI, IIO3TOMY CYJIETHAM PEKOMEHIOBaH B cOYeTa-
HUU C BaJIbIIPOATOM.

C ocTopoxHOCThI0O TpuMeHs0T Tpun ®DICUM-
JIDIT/ 61okaTopbl HATpHUEBLIX KaHAJIOB, 0OCOOEHHO Kap-
0aMa3eruH 1 oKcKkapOasenuH. Y aeTeit 1o 8 1eT OHU MOTYT
MPUBOAMUTH K arrpaBallliy MPUCTYIIOB U SMUJISITUDOPM-
Heix ADI11 Ha D3I Ho, yuuThiBas «CTpyKTYpPHBIA KOM-
MOHEHT», KOMOMHAIIMs BajbllpoaTa ¢ KapbamMa3ennHOM
WM OKCKapOa3elmMHOM B HEOOJBIIMX U CPEIHUX 033X
MOXeT ObITh BecbMa 3(P(EKTUBHOM Y HEKOTOPHIX IMaIly-
eHToB [ 14].

IIpencraBisgeM coOCTBEHHBIE KIMHUYECKUE TaHHbBIC
Mo NpuMeHeHMIo 3oHucamuaa mpu I 1ITT.

KnuHuuyeckue paHHble NO NPUMEHEHUID

3oHucamuga npu ALUMN B UHcTUTYTE AeTCKoOM

1 B3POC/ION HEBPONIOTUM U 3NUJIENCUN

um. CBatutens Jlyku

ITpoananusupoBaHbl faHHbIe 432 maueHToB ¢ JLITT
1 3TUJICTICHE. DIWISTICHS Yallle OTMeUYeHa IIPY CITacT-
YeCKOM TeTpaliapese, CllaCTUYeCKOM AUTUIETHI, HECKOJIb-
KO peXe — MPY FeMUTIapeTUIECKMX (hopMaxX M OTHOCUTEITb-
HO PEJIKO — MPHU TMIIEPKMHETUYECKON M aTaKTUYeCKOM
¢dopmax [JILIIT. B3auMocBsI3b CO CTENIEHbIO TSIKECTH J0-
CTOBEPHO He IPOCJIEKUBAETCS, TaK KaK IMPHUCTYIIbI 1e0r0-
TUPYIOT ¢ oAuHaKoBoI yactotoit u mpu GFMCS-1, u npu
GMFCS-5. OnHako, o HalllUM JaHHBIM, YeM TsKejiee
YPOBEHbB JIBUTaTeIbHBIX HAPYIIICHMIA, TEM CJIOKHEE TOCTUYb

27
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pemuccun. Tak, npu GFMCS-1 cBob6oma oT MpUCTyNOB
YacTO JOCTUTAETCS IIPY Ha3HAYEHUU CTApTOBOM TepalliH,
a mpu GFMCS-5 yaie npuxoautcs npuoderatb K Moau-
Tepanuu, 1 B 1IEJIOM OTMeUaeTcsl (papMaKope3UCTEHTHOE
TeYCHUE SMUJICTICUH C IIPUCTYITAMU CTaTYyCHOTO TEYCHUS.
Taxke oueBUIHA B3aUMOCBSI3b MHACKCA SNMICNTUDOPM-
HOIl aKTUBHOCTU 110 THUIIYy POJAHAMYECKUX CITAaiKOB
BO CHE CO c(hOPMUPOBAHHOI peUeBOil KOMMYHUKAIIHEHA:
n3 432 manueHTOB KOMMYHUKATUBHAs (DYHKIIUS peuyn
chopmupoBaHa y 140 geteii (y Bcex MHAEKC SIUJICIITU-
¢opmMHOIi akTUBHOCTH OBIT MeHee 50 %).

[oyieBoe COOTHOIIIEHHE AMUICTITHYECKUX CUHIPOMOB
B Halei rpymire osm10 ciaenyrommM: @OIACUM-IDI1]
nuarHoctupoBaHa 'y 200 geteit, CMHAPOM MH(MAHTUIbHBIX
SIWIETITUIECKUX CITa3MOB B PEMUCCUH C TpaHCHopMali-
eii B @DJICUM-IBII — vy 32, ctpykTypHas hoKaabHas
snuiienicust — y 194, cTpykTypHBIH BapuaHT CUHApOMa
Jlennokca—Tacro — vy 6.

Hawnb6oinee acpdekTrBHBIE MOAXOIbI K TepaNUu Mpe/-
craBjieHbI B Ta0J1. 1. Bee netu nmonyyanu Tepanuio coryiac-
HO KJIMHUYECKUM peKOMeHAaIMsIM MUHUCTEPCTBA 31pa-
BooxpaHeHUsT Poccuiickoit @enepaunu. Y 126 nmereit
¢ AUIT n @B CUM-ABI1]] MeauKaMeHTO3HOE JICUeHE
He Ha3HayaJjloCh, YYUThIBas Takue PakTophl, Kak: 1) xke-
JIaHUe poAuTesieii; 2) eIMHCTBeHHBIN (hOKaJIbHBIN MPU-
cTym; 3) HU3KMI MHIEKC SMUIETITU(MOPMHOMN aKTUBHOCTU
Ha D3OI Bo cHe. Yale Bcero mpuMEHSIJICSI BalbIIpoaT —
y 120 pereit (B MOHOTepanuu — y 44 malMeHTOB, B KOM-
OMHaALMKU — Yy 76), Ha 2-M MecCTe 110 YaCcTOTe MPUMEHEHUS
ObLI JIeBeTUpaleTaM — y 73 gereit (B MOHOTEpanuu —
y 33 mauueHToB U B KoMOMHauuu — y 40), Ha 3-M MecTe —
tonupamMar — y 60 maumeHTOB (B MOHOTEpalMu —
y 50 mauueHTOB U B KoMOuHauuu — y 10). Cpeau namu-
€HTOB, TOJIyYaBIIKX AyoTepanuio, 3(pHeKTUBHBIMU OBLIN
KOMOMHAILIMM BaJIbIIpoaTa WIM JeBeTUpalieTaMa C 30HH-
caMuaoM — y 53 malMeHTOB, C IlepaMIIaHEIOM —

2

y 26 TTallEHTOB, a TAK:Ke KOMOMHALIMS BaJIbIIpoaTa ¢ OeH-
3onuaszenuHamMu (23 manueHTa) (tadi. 2). DhdekT cyab-
THaMa OTMEUYeH y 6 maluMeHTOB. Takke NMPUMEHSIIUCH
npyrue ADIT (maMOTpuIKXUH — y 7 NalIMEHTOB, OKCKapOa-
3enuH — y 9, KapbaMazenuH — y 6, heHobapouTan — vy 6,
3TOCYKCUMU B KOMOMHAILIMY C BaJbIIPOATOM WJIU JICBE-
THpaleTaMoM — y 6, BurabatpuH — y 6, pybuHamumm —
y 6). Y 20 mauneHToB ¢ (hapMaKope3UCTEHTHOCTHIO MPU-
MEHSIaCh TOPMOHOTEpaMnus (T’MIPOKOPTU30H U TIPETHM -
30JI0H).

OTaeIbHO MBI TTPOAHAIM3UPOBAJIY TPYIIITY NAIlMCHTOB,
MOJy4YaBIIMX 30HUCAMUI, BKJIOYABIIYyI0 53 malvMeHTa
¢ ALIT v snunencueit (21 neBouka u 32 manpunka). Bos-
pacT maluMeHToB — OoT 6 mo 17 jet, cpeaHuii Bo3pacT —
10,09 rona, cpenHsist macca Teja — 25,73 K. Bece nalyeH-
Thl HAXOAWJIMCh IO/ HAIlUM HaOJII0ACHUEM B TeUCHME
rnociaenHux S5 jet. IlanneHTamM ObUIM YCTAaHOBJICHBI CJIe-
nyrorue quardossl: @DJCUM-ADI1/] — 26 manueHToB,
CTPYKTypHas poKajibHas1 anuiencus — 24 nmauyueHTa, CUH-
JIPOM MHMAHTUIBHBIX SMWICITUYECKIX CITa3MOB/CUHIPOM
Jlennokca—Iacro — 3 nauuenTa. ComnmyTcTByIOLIME 3200~
neBanus: LTI — 49 manmenroB (GMFCS-1 — 2 nauueH-
ta, GMFCS-2 — 12, GMFCS-3 — 6, GMFCS-4 — 9,
GMFCS-5 — 35), myHtupoBaHHas ruapouedanmus — 12,
YMCTBEHHasI OTCTaJIOCTh (peueBasi KOMMYHHUKAIIMs He chop-
MupoBaHa) — 37, ayTuaM — 16. Y HEKOTOpBIX MallieHTOB
JIIIT coueTancs ¢ LIyHTUPOBAHHOM ruapouedanueit.

CeMUoJI0THS MPUCTYITOB (Y HEKOTOPHIX MallUeHTOB
OTMEUaJI0Ch HECKOJIBKO TUITOB MIPUCTYIIOB): OMIaTepajIb-
HbI€ TOHMKO-KJIOHUYecKUe — 45, hoKaabHbIe MOTOPHBIE
U CEHCOpHBbIe — 44, anujenTudeckue crna3mel — 13, To-
HUYeCKMe — 7, aTUIIUYHbIE a0CAHChl — 2, MUOKJIOHUYE-
ckue — 1.

AnunentudopMHasi akTUBHOCTb Ha DI MmynbTHpe-
TMOHAJIbHBIC POJIAHAMYECKIE ClIaiiku — 45, perioHaIbHbIC
ponananyeckue cnaiiku — 7. Jlokanuzauus (oKycoB: 100-

Tabmua 1. Aumusnunsenmuueckue npenapamot, npumMeHsemble y demeil ¢ 0emcKUM UepeopanbHbiM Napatuom U snuiencuel, n

Table 1. Antiepileptic drugs used in children with cerebral palsy and epilepsy, n

BansnpoeBast kuciora (n = 120)
Valproic acid (n = 120)

JleBetuparneram (n = 73)
Levetiracetam (n =73)

Tonupamar (n = 60)
Topiramate (n = 60)

3onucamun (n = 53)
Zonisamide (n = 53)

Monotherapy Polytherapy
44 76
33 40
50 10
— 53
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Tabmua 2. Hauboaee yacmoie KOMOUHAUUU GHMUINUACHIMUMECKUX NPENApamos y Nauuernos ¢ 0emcKuM UepeGpatbHbim Napaiudom u snuiencueil

Table 2. The most common combinations of antiepileptic drugs in patients with cerebral palsy and epilepsy

Combination

Banbnpoesast kuciaoTa u/wiM JeBeTupaleraM + 30HUCaMuL
Valproic acid and/or levetiracetam + zonisamide

Banbnpoesas KuciaoTa u/uim JeBeTupaleram + rnepamiaHent
Valproic acid and/or levetiracetam + perampanel

BanbmnpoeBast kuciora + 6eH30nMa3eTTNH
Valproic acid + benzodiazepine

Jlpyrue KOMOMHAIIMY aHTURTMJICITUIECKIX MPErmapaToB™
Other combinations of antiepileptic drugs*

TopmoHoTepammst
Hormone therapy

Number of patients, n

53

26

23

40

20

*/Ipyeue KoMOUHAUUU: ¢ OKCKAapOA3enuHoOM, KapoamaszenuHom, AaMOmpUONCUHOM, 8U2AOAMPUHOM, CYALMUAMOM, DYPUHAMUOOM,

3MOCYKCUMUOOM, (heHobapOumanom.

*Other combinations: with oxcarbazepine, carbamazepine, lamotrigine, vigabatrin, sultiame, rufinamide, ethosuximide, phenobarbital.

HoO-lIeHTpaJibHasg —23, BUCoyHas — 3, 3aTbuloyHas — 19;
BTOpUYHAas OujaTepaibHasi CHHXpOHU3aLus — 23, caik-
BOJTHOBAsI akKTMBAllMsI BO CHe — 7.

JaHHBIe HePOBU3YyaIn3alliK: KUCTO3HbIC U3MEHE-
Hus1 — 27, IepUBEHTPUKYJIIpHAs JeiikoMansauss — 15,
BPOXJIEHHBIE TTOPOKU Pa3BUTHS ((hOKaIbHbIE KOPTUKAIb-
HbIE IMCIUIa3UU, TTOJIMMUKPOTUPUM) — 3, KOPKOBO-TIOM -
KopKkoBast aTpodust — 4.

DddekTrBHOCTL 60siee 50 % U ymepKaHue Ha Tepanuu
30HMCAMUIOM OTMeueHbl y 34 maiueHToB U3 53, apdek-
TtBHOCTH MeHee 50 % — y 19 mauueHToB (puc. 1). Papma-
KOJIOTMYECKUI aHaMHe3 BKIouaj rnmpuem ot 2 1o 8 ADII
(B cpeaHeMm — 5,3), B TOM yucje TMAPOKOPTU30H (15 maru-
€HTOB). 30HerpaH Ha3Havajcsl 2-M MpernapaToM B 7 cilyda-
SIX, U3 HUX B 5 cJy4asix 1oCTUTHYTa pemuccust (3¢pPeKTuB-
HOCTh PaHHETO Ha3HAYEHMS TOTIOTHUTEIbLHOMN TepaItim).
OLIeHUBAINUCh CJIeAyoIIKe mapaMeTpbl 3(GheKTUBHOCTI
Tepanuu: 1) pemuccus 6osee 3 jeT; 2) pemuccus 1—3 roma
C MOCJCAYIONIMM PEIUANBOM; 3) ypeXKeHHe IPUCTYIIOB;
4) ynyameHue nmapameTpoB DI 5) addekr meHee 50 %.

DddeKTrBHBIE coOYeTaHUsI 30HcaMuaa ¢ ApyruMu ADIT
TMpeacTaBlieHbI B Ta01. 3. 30HMCaMMUI HA3HAYAJICS B KAUeCT-
B€ JIOIOJHUTEILHOM Tepaniu, CPEIHsIA 103a — 5 MI/KT/CyT
(mpenensl: 3—8 Mr/Kr/cyT). DddeKTuBHbIE KOMOMHAIIIN
30HMCAMUIIA: C JIEBETUPALETAMOM — 13 MaIMeHTOB, C BAJIBIIPO-
aToM — 24 manMeHTa, C BaJbIIPOATOM M JIeBeTHpalleTa-
MOM — 2 MalMeHTa, ¢ OKCKapba3enuHoM — 3 MalyeHTa,
¢ apyrumu ADI1 (kapbamasernuH, BUrabaTprH, KJioHase-
nam, kiodaszam, heHobapOUTal, TOCYKCUMU, IiepaMIia-
Hen, pyduHamun) — 11 namueHToB. 3aMeHa Tolmupamarta
Ha 30HMCcaMUJ IIPpoBeieHa y 6 MalMeHTOB.

[ 3odexTusHocTb Gonee 50 %, yaepxanite Ha Tepanu /
Efficiency more than 50 %, retention in therapy
I 0dexTuBHOCTb Menee 50 % / Ffficiency less than 50 %

Puc. 1. ¢ppexmusnocms 3onucamuda (n = 53)
Fig. 1. Efficacy of zonisamide (n = 53)

Takum obpazoM, moptpeT namyenTta ¢ JLIT u snu-
JIETICUE MpU cTapTe Tepanuu ¢ 3(pHEeKTUBHOCTHIO 30HU -
caMujia BBINJISIAUT CAEAYIOLIUM 00pa3oM:

* BO3pacT — JI000ii;

* Macca tena — 20—30 kr;

* 30HMCaAMUJ XPOHOJOTMYECKU Ha3zHayaeTcs 2-M
WU 3-M IOTOJHUTENIbHBIM MpernapaToM (3¢ heKTUB-
HOCTb paHHE! JOMOJHUTETbLHON TEPaIIim);

* MarHUTHO-pe30HaHCHas ToMorpadus: KUCTO3HbIE
M3MEHeHUs (4acTo Kak IMpU reMurnapesax), coueTaHue
¢ IIYHTUPOBAHHOM ruapouedatmeii;

* TIPUCTYIIBL: (hOKaTbHBIE MOTOPHbIE, CITa3Mbl, OMIaTe-
pajibHble TOHUKO-KJIOHUYECKUE;

N
Nl
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Taomuua 3. Conymemeyiowas mepanusi: MaKCUManbHblll 3Qgexm npu KoOMOUHARUY ¢ 30HUCAMUOOM

Table 3. Concomitant therapy: maximum effect when combined with zonisamide

Combination

HCBCTI/IpaHGTaM + 30HUCaMUL
Levetiracetam + zonisamide

BanbmnpoeBas Kuciora + 30HUCAMUL,
Valproic acid + zonisamide

BanempoeBast kucinora + eBeTupalieraM + 30HUCAMMUL,
Valproic acid + levetiracetam + zonisamide

Oxckap0a3enuH + 30HucaMu/I
Oxcarbazepine + zonisamide

Number of patients, n

13

24

Jpyrue KOMOMHAITMUY: 30HUCAaMUIT + KapbaMaselH,/BUurabaTpuH,/KiIoHa3emnaM,/Kiroba3am/deHodap-

OUTaJ/2TOCYKCUMMUI,/ TIepaMIiaHe1/ pypuHaMug

Other combinations: zonisamide + carbamazepine/vigabatrin/clonazepam/clobazam/phenobarbital /ethosuximide/

perampanel/rufinamide

3ameHa TonupamMaTta Ha 30HUCaMU]L
Replacing topiramate with zonisamide

11

* B3I MyabTUpernoHallbHasl/peruoHaNbHas SIS

TU(hOPMHAasT aKTUBHOCTb.

B poccuiickux KIMHUYECKUX peKoMeHIausx [9] 30-
HUCAMUIy AeTei 6 J1eT U cTapiiie ¢ (DOKaTbHBIMU SITUIISTI-
TUYECKMMU MPUCTyIIaMu (C BTOPUYHON reHepaan3alueit
wiu 6e3 Hee) peKOMEHIOBaH B KaueCTBE JOMOJHUTEIbHO-
ro Ipenapara C lLeJiblo JJIeYeHUs STUICTICUM. YPOBEHb
yOeIuTebHOCTU peKoMeHaauuit — A (YypoBeHb 10CTOBEp-
HOCTHU J0Ka3aTeIbCTB — 2).

3oHucaMu 001agaeT MOJMMOAATbHBIM MEXaHU3MOM
JEUCTBUS: UTHTMOMPYET NMOTEHIIMAaI3aBUCUMbIe HATPUEBBIC
U KaJIblIMeBbIe KaHaIbl T-THUIa, a TAKXKe IMTPeCUHATUIECKOe
BBICBOOOXXICHUE INTyTaMara, yCUJIUBaeT (yHKIIMIO TaMMa-
aMMHOMAC/ISTHOM KUCJIOThL. B paHAOMU3MPOBaHHOM KJIM-
HuuyeckoM uccinegoBanuu 111 ¢assl (uccaenoBanue 312,
R. Guerrini, 2014) 3oHrucaMua Ha3HayajICs B KA4eCTBE J10-
MOJIHUTEIbHOM Tepanuu (PoKaabHON 3MUIETICUM Y IeTei
6—17 et (n = 207, pangomuzauus 1:1). ABTOpBI TPULIIITA
K BBIBOAY O TOM, UTO Ao0OaBieHue 3oHucamuaa (n = 107)
B 1I€JIEBOI 103€ 8 MI/KT/CYyT OBLJIO TOCTOBEPHO Ootee 3¢h-
(eKTUBHBIM, YeM nobasieHue iaueoo (n = 100), y nerteit,
cTpagaBLIMX (DOKATBHOMN SMWIETICUEN U TTOTyYaBILMX CTa-
OMbHBIN pexum Tepanuu 1 unum 2 ADII. 3oHucamup
B KaueCTBE MOIOJTHUTEIbHOM Tepanuu 3¢ GbeKTUBEH 1 X0-
pOILILIO MEPEHOCUTCS Yy eTelt ¢ (DOKaTbHON 3MUJeNncueil.
B TeueHue 12-HenmeapHOro MoAAEpPKMBAIOLIETO TTeproaa
B I'pyIIle 30HMCcaMuaa cBoOoAa OT MPUCTYIIOB ObLIa JO-
cturHyTta 'y 14 % nauyeHToB, CHIDKEHHME YaCTOThI IIPUCTY-
roB Ha 75 % u 6onee — y 27 %, CHUXKEHHME YaCTOTHI ITPH -
crynoB Ha 50 % u Gonee — y 50 %. O6Guiag yactora
HexenaTelbHbIX sgBaeHU (HS) Oblia comocTaBuMMa

B TpYyIIIax 30HMCaMMIA U T11a1e60, OOJBIIMHCTBO U3 HUX
OBbLIM JIETKON U CPEIHEIl CTEIeHU TSKEeCTH (TOJIOBHAs
00J1b, CHIKEHME aIllleTUTa, CHIKEHUE MacChl TeJla, COH-
JIMBOCTh — Hauboee yacteie HA B 06eux rpynmnax). Jdpy-
rux (paHee He onrcaHHbIX) HA He oTMevanock. CHIbKeHue
Macchl TeJia Habmogaoch y 4,7 1 3 % MmanyeHToB B TPyII-
e 30HMCaMMIa U IIaleb0 COOTBETCTBEHHO, M HU OIUH
MalMEeHT He TIPeKpaTuiI JIeYeHUe 1o 3Toit mpuuuHe. Cpe-
ou HA MoXHO OTMETUTH ToJIOBHYIO 00Jb (7 ciydaeB
B IpyTIIIe IJ1ale0o 1 B rpyrre 30HucaMuaa), Ha3o(hapuHIUT
(9 cryuaes B rpymre iane6o u 6 crydaeB B IPYIIe 30HK-
caMuIa), CHIDKeHUE anreTyuTa 1 Macchl Tefa (y 4 u 3 nauu-
€HTOB COOTBETCTBEHHO B TPYIIINe rialedo uy 7 u 5 nauu-
€HTOB B I'pyIlne 3oHMcamMuaa) [25].

B nyonuxauuu O.J1. bagangHa v coaBT. IpoBeIeH pe-
TPOCIICKTUBHBII aHAITN3 TPUMEHEHMS 30HucaMua y 64 ne-
Teit (28 neBouek u 36 manbunkoB) ¢ JLIIT u cTpykTypHOI
doxkanbHOI anmierncueid. Jetn mojaydaaud 30HUCAMUL
(3oHerpaH) B 103¢ 6—8 MI/KT/CyT B TeueHHe 6 Mec U OoJiee.
3oHucamu okasai 3(PGhEeKTUBHOCTD MPU CTPYKTYPHBIX (po-
KaJIbHBIX SITJICTICUSIX C PA3HBIMU TUIIAMM TIPYICTYIIOB, KOT-
na npyrue ADIT okasbiBanich HeaphekTuBHbL. Yepes 12 Mec
3¢ dEeKTUBHOCTL TEparuy 30HMCAMUIOM B Ka4eCTBE J10-
MTOJIHUTEILHOTO TTpenapaTa npeBbiana 60 %, yepes 3 ro-
Ia 3¢ deKT coxpaHsics bonee yeM y 51 % manyeHToB, 4YTo
JIEMOHCTPUPYET IJIUTENIbHOE YAepXaHWe Ha Tepaluu.
MaxkcumainbHas 3(HEeKTUBHOCTh Teparuuy Obljia JOCTUT-
HyTa B IyoTepanuy 30HMcaMuaoM (30HerpaH) B COYETAHUM
¢ JieBeTHpalleTaMOM. B 11eJloM Tepamusi 30HMCaMMIOM
(3oHerpaH) xopollo nepeHocuaack. Beipaxkennocts HA
YMEHBIIAIACh C KAXIBIM MECSIIIEM TepaItii 30HMCAMUIOM.
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[Ipu 3TOM He OTMEUYEHO IOBBIIICHUSI AKTUBHOCTH TTeYe-
HOYHBIX TpaHCAMMHA3, YPOBHSI OKCAJIaTOB B MOYE, yTHe-
TEHMS] KOTHUTUBHBIX (DYHKIIWI M HApYIIEHWI CepAeIHOM
MMPOBOIMMOCTHU. 30HMCAMUJ IIPOIEMOHCTPUPOBAJI BBICO-
KY10 3(p(heKTUBHOCTb U MEPEHOCUMOCTh B Ka4eCTBE J10-
MOJIHUTEIBHOW Tepanuu y geteid U noapoctkos ¢ JLIIT
B Bo3pacte 6—17 jieT ¢ pedpakTepHbIMU (hOPMaMU CTPYK-
TypHOI (hoKaJbHOM druiencuu [4].

ITo gpannbiM B.E. Gidal u coast. (2024), 3oHucamMuy
OTIMYAIOT BhICOKast 6uomoctynHocTh (100 %), GpicTpoe Bea-
ChIBaHME, JOCTIDKCHUE TMKOBOW KOHLIEHTpAllUK 3a 2—4 4,
JUTMTEJIbHBIN TIeprof IToiTyBbiBeaeHMs (60 4), 3a CUET KOTO-
PpOro Iperapar MOKHO MPUHUMATh 1 pa3 B CyTKU (YIOOHBI
PEKUM TO3UPOBAHMSI TIOBBIIIACT KOMIUIACHTHOCTD NaIleH-
ToB). [ToMHrMO 3TOr0 30HKCaAMU HE 00IaIaeT MHTUOUPYIO-
LM JeHCTBUEM Ha LIMToXpoM P450 neyeHu, He OKa3bIBaeT
BJIMSTHMSI Ha METabOJIM3M MepOopaibHbIX KOHTPALICIITUBOB
U IpYTUX TIpernaparos [24].

O.A. PaxmanuHa u coaBT. (2019) npoBeau cpaBHU-
TEeJIbHBINM aHAJIU3 TePAITMM TTAllMEHTOB ¢ pa3HbIMU (hopMa-
MM STUJICTICUM, TTOTYyYaBIIMX 30HUCAMUI M TOITMpaMaT
B MOHO- ¥ KOMOMHMpPOBaHHOI Tepanuu. He oTMedeHO
3HAUYMMBIX pa3nduii B 3(GHEeKTUBHOCTU 30HHUCAMMIA
U Tonupamara. D¢GpGEeKTUBHOCTD MPU CTPYKTYPHBIX (o-
KaJIbHBIX SMWICTICUSIX TaKKe ObLIa cormocTaBuMa (0TCyT-
CTBUE TIPUCTYIIOB OTMEUYEHO Y 54,6 % MalvieHTOB B TPYIIIIe
3oHUcaMuna Uy 45,5 % — B rpyniie Tonupamara). [Ipu
COIOCTaBUMOI 3(D(heKTUBHOCTY 30HUCAMUJI Ha3HAYAJICS
MalyreHTaM rno3nHee (B CpeIHeM S5-M MperapaToM, TOIH -
pamat — 3-m ADII). ITobouHble 3¢ HEeKTH 30HUCAMUIA
3aperucTpupoBaHbl y 27,8 % malreHToB, ToOOUHbIe 3(-
exrth TomupamaTa —y 38,9 % (p = 0,480). OT™MeuyeHbI
pasInuMs BO BIUSHUY JaHHBIX PENIapaToB Ha KOTHUTUB-
Hble QYHKIMHU. 30HUCAMUIT MMEET XOPOIIIYIO ITEPEHOCH -
MOCTb, OKa3biBasi MeHbIlIee BIUSIHAE Ha KOTHUTUBHBIC
dyHKIIMM y AeTeil, yem Tonupamar [19].

3oHrcaMu BBITycKaeTcs B Karicynax o 25, 50 u 100 mn
CpenHue no3bl 1181 B3pocibix — 200—400 mr/cyT, cpenHue
JIO3b1 y JeTeil — ot 3—6 no 8 Mr/kr/cyt. Tutpamust 10361
o0s3aTeNbHa: Y AeTeit HaunHarTt ¢ 12,5—25,0 Mr/cyT, yBe-
JIMYMBAsI Ha 3Ty Xe 103y 1 pa3 B HEleI0; Y B3POCIBIX —
¢ 50 Mmr/cyt, yBenuuyuBas Ha 50 mMr 1 pa3 B 1-2 Hen.

2

[Ipu 1OMOTHUTENBHON Tepauu y B3POCHBIX TUTPALIM
3aBUCUT OT COBMECTHOIO IIpyeMa C MHAYKTopaMu dep-
MEHTOB IIeYeHU: Ha 1-11 u 2-ii Heele 103a yBeJIMIMBaeT-
ca Ha 50 mr, nanee — Ha 100 mr. Ilpu mMoHoTepanuu
y B3pOCJIbIX BO3MOXHa TUTpauus 1o 100 Mr B Helelo.
[ manyeHToB ¢ HapylIeHWEeM TJI0OTaHUs, B TOM YMCIIe
C racTPOCTOMOI WJIM HAa30TaCTPaIbHBIM ITUTAHUEM, TIEPO-
panbHYI0 (opMy 30HHMCAMKIA MOXHO CMEIIMBATh C ajlb-
TepHATUBHBIMU XMIKUMU cocTaBaMu [17].

BbiBoabl

Ycnex B ie4eHUM (DOKAJTbHBIX SIUJICIICUI 3aBUCHUT
OT TOYHOT'O TOIIMYECKOIO AUarHo3a, (hopMbl SMUICIICUN
U JUTMTEILHOCTH TpUeMa mpernaparta (HaKOMUTEIbHBIN
a¢pdexT). [Tpr KOMOMHUPOBAHHOM Tepanuu CAEayeT 13-
OeraTh cOYeTaHMS IPEMAPaTOB C MEPEKPHIBAIOIIUMMCS
MPOMWIIMU TOKCUYHOCTHU. [ITUTENIbHBINM ITepUO MOy~
BBIBEICHUSI 30HMCAMMIA U PEXKMM I03upoBaHus 1 pas
B CYTKM CITOCOOCTBYIOT YJIYYIIEHUIO COOTIOACHUS peXrMa
JIEYEHUs 110 cpaBHEHMIO ¢ ApyruMu ADII ¢ Gosiee yacTbiM
MpYeMOM. 30HUCAMU, XOPOIIIO MEPEHOCUTCS M UMEET
ynpasisiemble HSl. MHOXeCTBEeHHbIE MEXaHU3MBbI ICHCT-
BUSI TTO3BOJISIIOT KOMOMHUPOBATH €ro ¢ pa3TnuHbiMu ADI,
noBbias 3(GEeKTUBHOCTh TEPANIUM U CHUXKAs YaCTOTY
npuctynoB. [Ipu HazHaYeHUU 30HUCAMUAA B KauyeCTBE
1-T0 JOMOJHUTETBLHOTO TIpernapaTa 3(PHeKTUBHOCTD OKa-
3aj1ach BBIIIIE, YEM ITPH €r0 Ha3HAUEHUU 2-M U 3-M JIOIOJI-
HUTEJIBHBIM mpenapatoM (3¢h(eKTUBHOCTh paHHE# 0-
IMOJIHUTEJIbHOM Tepanmuu 30HMcamMuaoM). B Haiem
HCCIETIOBAHUU MaKCUMaJIbHBIN 3G deKT oT™Mevasics mpu
JI00aBIEHUM 30HMCAaMUIA K BaJIbIIPOATy U JIeBeTHUpalleTa-
My, a TaKKe 3-M IIpernapaToM K KOMOMHAIIUK JICBeTUpalle-
TaM + BajbIpoat. [1pu ledeHn anuIeTcuy y MallueHTOB
¢ AT B paHHeii JOMOJHUTEIbHOM Tepanuu 30HUCAMU]L
rokasaj apdekTuBHOCTB 60tee 50 % y 75,6 % manyeHTOB,
IIPY 3TOM OTMEYajIoCh XOpolliee yaepKaHue Ha Tepanuu
yepes 1 rog u uepe3 3 roga. Yacrora HA 3oHucamuaa
HEBBICOKA M XOPOIIIO KOHTPOJIUPYETCSI MEJUIEHHOM TUTpa-
LiMel 103bl. 30HUCAaMM SIBJIsIETCS 0e30IacHbIM U 3¢ ¢eK-
TuBHBIM ADII npu snuierncusx pasauyHON 3THOJIOTUU
Y TIPUHOCHUT JIOITOJIHUTEIIBHYIO T0JIb3Y IIPU COMYTCTBYIO-
IIUX KOMOPOUIHBIX pacCTpOMCTBAX.
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BeepeHue. PacnpocTtpaHeHHOCTb KNMHWUYECKWN 3HaYUMON Aenpeccum cpean NoAPOCTKOB, U3NeYeHHbIX OT paKa, AOCTUraeT
15-25 %, 4To B 2-3 pa3a NpeBbilaeT NoKa3aTesm B 06Lei NoNynsLUm HeCOBEPLIEHHONETHUX. ITOT haKT AUKTYET Heob-
XOLUMOCTb U3YYeHUA LEeNPECCUBHON NATONOMUK Y TaKUX BONbHbIX.

Llenb uccnepoBaHua — yTouHeHWe 0COGEHHOCTEN TEpanuK LENPECCUBHBIX PACCTPOICTB Y 60NbHbBIX, HAXOAAUXCSA B pEMUC-
CWU OHKONOrMYecKoro 3abonesaHus.

Marepuansl n meToabl. KnuHM4yecko-ncuxonaTonorMyeckum METofoM U3yyeHbl noapoctku (50 nauueHToB B BO3pacTe
o7 15 o 19 net, 28 geByluek U 22 IOHOWM) C OHKOTeMaTolornyeckoit natonorueii (neikossl, iumdomel). K momeHTy oc-
MOTpa BCe GONbHbIE OTHOCUANCH K KAaTErOpUMU M3NEYEHHbIX OT 3/10Ka4eCcTBEHHOTO 3a60NeBaHNs, HaXoAsaCh B COCTOAHUM
pemMnccumn NpoLoMKNTENBbHOCTLIO OT 2 Ao 10 ner.

Pesynbratbl 1 BbiBOAbI. 06palleHue K ncuxuatpy 6bi10 cBA3aHO ¢ Xanobamu Ha NoAaBNeHHOE HAacTpoeHue. B 3aBucumo-
CTU OT BbIPaXXEHHOCTU LeNPECCMBHOTO COCTOAHNA U BeAyLLEro NCMXoNaToaorMyecKoro CUHAPOMA NPUMEHANUCL NCUxoTe-
paneBTuyeckue u ncuxotdapmakonormyeckue MeTopbl nedeHns. CaenaH BbIBOA O TOM, YTO 1S YCNELHOI KypaLumn AenpeccuBHbIX
NPOsiBNEHN HEOOXOAMMO He TOMbKO MCMOJIb30BAHUE NIEKAPCTBEHHBIX U HENIEKAPCTBEHHBIX METOAOB, HO U COTNACcOBaHHOE
MexnpodeccMoHanbHoe B3auMoAeicTBMe CneLmanmucToB pasHoro npopuns.

KnioueBble cnosa: remo6acTos, NOAPOCTKKU, OHKOremaTtonornyeckasa pemnuccua, penpeccus
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Background. The prevalence of clinically significant depression among adolescents cured of cancer reaches 15-25 %,
which is 2-3 times higher than the rates in the general population of minors. This fact dictates the need to study
depressive pathology in these patients.

Aim. To clarify the features of therapy for depressive disorders in patients in remission from cancer.

Materials and methods. Adolescents (50 patients aged 15 to 19 years, 28 girls and 22 boys) with oncohematological
pathology (leukemia, lymphoma) were studied using a clinical and psychopathological method. By the time of examination,
all patients belonged to the category of those cured of malignant disease, being in a state of remission lasting
from 2 to 10 years.
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Results and conclusion. The appeal to a psychiatrist was associated with complaints of depressed mood. Depending
on the severity of the depressive state and the leading psychopathological syndrome, psychotherapeutic
and psychopharmacological methods of treatment were used. It was concluded that for successful management
of depressive manifestations it is necessary not only to use medical and non-medical methods, but also coordinated
interprofessional interaction of specialists of different profiles.
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BeepeHue

3a rociefHuE ASCITUIIETHSI BO3POC MHTEPEC K UCCIe-
JIOBAaHMSIM TICUXWYECKUX PACCTPOMCTB Y MAIlUEHTOB, Te-
PEHECIINX OHKOJIOTM4YecKoe 3aboeBaHue. PocT BbIKU-
BAaeMOCTH JIeTeil U IOAPOCTKOB C OHKOJOIMYECKUMHU
3a00JIeBaHUSIMM, JOCTUTHYTBIN OJlaromapsi IMporpeccy
B METOJIaX TepaIiu, B YaCTHOCTU BHEAPEHUIO BLICOKOIO3HOM
XMMMOTepaIuu, TPaHCIUIAHTALMM KOCTHOTO MO3ra, opra-
HOCOXpaHSIOIIEro JiedeHus [ 1], mpuBes K TpaHchopMaLuu
MapagurMbl IIPUBBIYHOTO ITOIX0A B TepalUu: aKLIEHT 110~
CTETIEHHO CMEIIAeTCs ¢ UCKITIOUNTEIbHOTO KOHTPOJIST OITy-
XOJIEBOTO ITpoliecca Ha MUHUMM3ALIMIO JOJTOCPOYHBIX I10-
cencTBUii edeHus. Bo BceM Mupe, a TakkKe B Hallleid
CTpaHe B HACTOsIIee BPeMs IIOMOIIb TAKUM ITallueHTaM
BBICTpauBaeTCsl Ha MPUHIIMIIAX MEXIUCLIMILUTHAPHOTO B3a-
MMOJIEICTBYS, CYILIECTBEHHOM XapaKTepUCTUKOI KOTOPOTO
SIBJISIETCSI OOBEAMHEHUE YCUIUI CIIEIUAIMCTOB Pa3HOTO
npoduJIst, BKIIOYAOIee IICUX0JI0OTMYECKOe U IICUXUATPU -
YecKoe COIMPOBOXAEHUE MallMEHTa He TOJIbKO Ha 3Tanax
MIPOTUBOOITYXOJICBOTO JIEYCHHsI, HO U B TIEPUOBI TIOCIE-
nymoonieir peadbwimtauuu. Hepenko acconuupoBaHHBIE
C OHKOJIOTUYECKHMM IIPOLIECCOM TICUXOJIOTO-TICUXUATPH -
YecKue MPoOJIeMbl BBISIBIISTIOTCS My HAXOSIIMXCS B pe-
MMCCHUU, U IaXKe Y YXKe BBI3IOPOBEBIINX OT OIIACHOTO CO-
MaTU4YEeCKOro 3a00jIeBaHUs. 3HAYNTEIHHOE TIPEBBIILICHME
ypoBHST adDEKTUBHOI MTATOJIOIMH Y TTAlIUEHTOB, ITEpeHeC-
X OHKOJIOTMYECKOE 3a00JIeBaHNe, B CpPAaBHEHUY C OOIIIEH
MONYJISILIMel TUKTYeT HEOOXOAUMOCTh BCECTOPOHHETO
MU3Y4YeHUsT JaHHOM MpobjieMbl. BecbMa 3HAUMMBIMM OKa-
3BIBAIOTCS 3T (QaKThl IUIs1 OOJIBHBIX ITOAPOCTKOBOIO BO3-
pacra, MOCKOJBKY K (hakTopaM pucKa BO3HUKHOBEHUS
JIETIPECCUIA, CBSI3aHHBIX C OHKOJIOTMYECKUM 3a00JIeBaHM -
€M, B TOM YMCJIe IPUYKCIISIETCS M MOJIOAOM BO3pacT Ia-
uueHToB [12]. Tak, mo naHHbIM MeTaaHanu3a L. Wiener
u coasT. (2020) [16], pacipocTpaHEHHOCTh KIMHUYECKHU
3HAYMMOM JETIPECCUU CPeIu MOAPOCTKOB, U3JICUYSHHBIX
OT paka, gocturaet 15—25 %, uto B 2—3 pa3a npeBbIlIaeT
ToKa3aTeJIu B 00I1Iei KOropTe JIUII IIOAPOCTKOBOIO BO3pa-
cra. Kak n3BecTHO, peMUCCUsT OHKOJIOTUYECKOTO 3a00J1e-

BaHMSI HE SKBUBAJIEHTHA TIOJITHOMY BOCCTAHOBJICHUIO 3/10-
poBbst: 30—40 % MalMeHTOB CTAIKUBAIOTCS C YCTOMYMBBIMU
TICUXOHEBPOJIOTMYECKUMM OCJIOKHEHUSIMU, CPEITN KOTOPBIX
JIETIPECCUBHBIEC PACCTPOMCTBA 3aHUMAIOT OHO U3 BEMYIITUX
MmecT [10]. CoBpeMeHHbIE UCCIIEIOBATE/IN CXOISTCS BO MHE-
HUU O TOM, YTO IaTOTE€HE3 AENPEeCCHMU y MOIPOCTKOB
CO 3710Ka4eCTBEHHBIMM 3a00JICBAHUSIMU HOCUT MHOTO(aK-
TOPHBI XapaKTep, 00bSIUHSIS OUOIOTMIECKIE MOCIICACTBHS
arpecCUBHOM TepaIiu, IICMXOTeHHBIN 1 COLMATbHBIN YILepO
OT IiepeHeCeHHOM 0o1e3Hu. M3BeCTHO HEMPOTOKCHUYECKOE
JICICTBUE XMMMOTEPAIIeBTUIECKIX areHTOB (METOTPEKCaT,
LIMCIUIATUH, BUHKPUCTUH) Ha CTPYKTYPHI JIMMOMUYECKOM
CUCTEMBI, TAKME KaK TUITIIOKAMIT ¥ TIpepPOHTaIbHAS KOpa,
YTO B UTOTE IIPUBOIUT K HAPYIIEHUIO HEWPOILIACTUIHOCTHI
U AUCPETY/ISLIYA SMOLMOHAIBHBIX peakiuii [9]. [Tapasiesns-
HO XpOHWYECKOE BOCTaJICHUE, MHIYLIMPOBAHHOE IIPOTUBO-
OITyXOJIEBBIM JICUEHUEM, TTPOBOIIMPYET AMCOATaHC 1IUTO-
KWHOB (MHTepyieiikiHa 6, (pakTopa HEKpOo3a OIyXOJU
anb(a), YTO KOppeIUpyeT C IMOAaBICHUEM CUHTE3a Cepo-
ToHMHa 1 fodamuHa [8]. Kpome Toro, mcuxocouunanbHbIe
(akTopsl, BKIIIOYAsT CTPECCOBOE BO3ACHCTBUE MEIUIIMH-
CKMX Tipouenyp [7], cTurmMaTu3anuio 1M3-3a U3MEHEHUM
BHEIITHOCTH [11] ¥ 3K3UCTeHUMATBbHBINA KPU3UC «BbIKUB-
mero» [14], yeyryOJsiioT puCK pa3BUTHUS AETPECCUBHBIX
COCTOSTHUIA, B TOM YMCJIe 3aTsKHBIX. beccrmopHo, 4To Ha-
JIMYME TICUXUYSCKUX U TICHXOJIOTMIECKUX IPOOJIEM Y 3TOi
KaTeropuu OOJbHBIX MPUBOIUT K CHVXKCHUIO KauyecTBa
KM3HU KaK CaMUX MallMeHTOB, TaK W YJIEHOB UX CEMbU
[3,5, 6, 15]. B 0o630pe FO.E. KypraHosoii 1 coasr. (2020) [2],
MOCBSIIEHHOM aHaJIu3y 3apyO0ekKHBIX MCCIeI0BaHUMA
o Tpo0JieMe COUMAU3alUN JETE ¢ OHKOJIOTMYECKUM
3a00JICBaHUEM B aHAaMHeE3¢e, ITOMYEPKUBACTCS, YTO TSLKEIast
repeHeceHHas 00Jie3Hb M B JaJIbHEUIIIEM ITPOIOJIKACT
OKa3bIBaThb HETaTUBHOE BIMSHUE Ha ICUXOJOTMYECKOE
COCTOSIHME MepeOOoJICBIIETO U 3aTPYAHSIET €r0 peuHTerpa-
LIVIO B COLUYM, BBI3bIBas TPYJHOCTU COLIMAIILHOTO B3au-
MOJIECUCTBUST, KOTHUTUBHBIC PACCTPOMCTBA M HAPYILICHUS
rpoliecca o0y4eHUs1, IPUBOIS K SMOLIMOHAJIBHBIM pac-
CTpOICTBaM, NEIPECCUBHBIM CUMITOMAM, COCTOSTHUSIM
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JMcTpecca ¢ MpU3HaKaMyu MOCTTPaBMaTUYECKOIO CTpeC-
COBOT'O PacCTPOMCTBA, KOTOPBIE COXPAHSIOTCS B IIO3MTHEM
MOAPOCTKOBOM BO3pacTe M BO B3POCJION XU3HMU.
Hecmotpst Ha pacTyliee KOJIMYECTBO UCCSTOBaHUI
B 00JIaCTH TICUXOOHKOJIOTMH, KJIIOYEBbIE KIMHUYECKUE
aCIIeKThI OCTAIOTCSI AMCKYCCUOHHBIMU. Bo-TIepBhIX, Ipo-
SIBJICHUSI ICTIPECCUU Y TAHHOM IPYIIITHI YaCTO MaCKUPYIOT-
Csl IO, COMAaTUYECKME CUMITTOMBI (YCTaJIOCTh, aCTCHMUSI,
WHCOMHUS), KOTOpBIE PAaCLIEHMBAIOTCS DPOIMTEIIMU
U MOJAPOCTKaMU, a NHOTAA U BpayaMHU-OHKOJIOTaMU KakK
«HOPMAaJIbHBIC» IIJISI UX COCTOSTHMST, UTO MMPUBOJIUT K TUIIO-
nuarHoctuke [4]. Bo-BTopbIX, 10 KOHIIA He c(popMUpOBa-
HbI KOHCEHCYCHBIE TTPOTOKOJIbI TePAITUK JaHHBIX COCTOS -
HUIi, YYUTHIBAIOIINE B3aMMOICUCTBUE ICUXOTPOITHBIX
MperapaToB ¢ IMOMACPXUBAIOIIUM ITPOTUBOOITYXOJICBBIM
snedyeHueM [4]. B-TpeTbux, OOJBIIMHCTBO CYIIECTBYIOIINX
HCCIeI0BaHNM (DOKYCUPYIOTCS Ha B3POCJIBIX MAlIMEHTaX,
Toraa Kak crelndrKa IoJIpOCTKOBOIO Bo3pacTa (B TOM
Yucie He3aBepIIeHHbIN HeMpOTreHe3 U TUITMYHAs 1T He-
COBEPILECHHOJICTHMX COLIMAIbHAsI ¥ 9MOLIMOHAJIbHAS Y53~
BUMOCTB), KOTOpasi UIpaeT HEMaJOBaXHYIO POJIb KakK
B (OOPMUPOBAHUU, TaK B OCOOEHHOCTSIX Tepanuu agpdek-
THBHBIX HapYIIEHUH, 3a4aCTy0 HEIOCTATOYHO YIUThIBA-
ercsa [10]. Takum ob6pa3oM, JaHHBIN aCIIEKT NICUXOOHKO-
JIOTUM COXPaHSIET CBOIO 3HAYMMOCTH O HACTOSIIETO
BPEMEHH U OIPEIe/ISIeT aKTyalbHOCTD Hallleil paboTHI.
Leab ucclienoBanus — YTOUHEHME BApUAaHTOB Teparuu
HauboJee paclpoCTPaHEHHBIX TUIIOB IEIPECCUBHBIX CO-
CTOSTHU, pa3BUBAIOIIMXCS B IIEPUOM PEMUCCUU OHKOJIO-
TMYECKOro 3a00JIeBaHMs y IETei 1 MOAPOCTKOB.

Marepuanbl u metogbl

B uccienoBaHue ObLIM BKJIIOUEHBI AETU U TTOAPOCTKU
C OHKOTI'eMaTOJIOTUYECKON TaToJorueil (JIeMKo3bl, TUM-
¢oMBbI), TPOXOAMBIIIKME JIedUeHUe 1 Habmoaarouecs B Ha-
YYHO-MCCJIEOBATEIbCKOM MHCTUTYTE NIETCKOM OHKOJIOTMU
u rematojioruu um. JI.A. lypHoBa HalimoHanbHOro Meau-
LIMHCKOTO HCCEA0BaTEIbCKOTO LIEHTPAa OHKOJIOTUY UM.
H.H. bnoxuHa 1 oTaeneHusIx oHKoreMarojgoruu Mopo-
30BCKOM ETCKOU TrOpOACKON KIMHUYECKON OOJbHUIIBI
[HemnapramenTa 3apaBooxpaHeHust Mocksbl (50 maiimeHToB
B Bo3pacte oT 13 go 19 net, 28 meByiek 1 22 1OHOIIHN),
KOTOpbIE CAMOCTOSITEJILHO WJIY 110 peKOMEHAALUU OHKO-
Jiora o0paTWJIMCh K TICUXUATPY C XKajlodaMU Ha HapylleHue
HacTpoeHus. K MoMeHTy ocMoTpa Bce 00JIbHbIE OTHOCH-
JIMCh K KATeTOPUU U3JIEYEHHBIX OT 3JI0KaYECTBEHHOTO 3a-
0oJieBaHMS, HAXOASCh B COCTOSIHUM KJIMHUKO-TEMAaTOoJ10-
TMYECKOM peMUCCU MPOAOJIKUTENBLHOCTRIO OT 2 10 10 JieT.
B pabote ucrosp30BaiMCh KIMHUKO-TICUXOIATOJIOTUYe-
CKUI1, KITUHUKO-KaTaMHECTUIECKUI METOMBI C TIpUBJIEYE-
HUEM JaHHBIX U3 JOCTYITHOW MEIULIMHCKON JTOKYMEHTa-
MU, CBEOCHUM, IOJYYEHHBIX OT POAUTENEH, Bpaueu,
MenrepcoHaia. s popmannzoBaHHON OLIEHKU COCTOSI-
HUSI TPUMEHSUIUCH 111Kaj1a 00111ero KJIMHUYECKOro BIievyar-
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nenwus (Clinical Global Impression Scale, CGI) u rocniu-
TallbHag 1Kaja Tpesoru u genpeccuun (Hospital Anxiety
and Depression Scale, HADS), npeanHazHaueHHas JJis
BBISIBIICHUST TPEBOTHU U JCTIPECCUM Y TIAIIEHTOB COMaTH -
YECKMX CTallMOHAPOB.

Pe3ynbrartbl u 06CykaeHuUe

Kpatko xapakTepu3syst 0COOEHHOCTH KJIMHUKM JIETIPEC-
CHUBHBIX COCTOSTHUI M MX HO30JIOTUYECKYIO TTPUHAICK -
HOCTb, HEOOXOIMMO OTMETUTh, YTO B 3HAYUTETLHOM 0O0JTb-
IIMHCTBE cliyyaeB (n = 44) ux MOXHO ObLIO OTHECTH
K paccTpoiicTBaM, CBsI3aHHBIM co cTpeccoM (F4 mo Mexy-
HapoIHOM Kitaccudukauu 6ose3Heit 10-ro nepecmorpa),
3HAYUTEIBHO pexe (n = 6) mMenu MecTo apPeKTUBHBIC
COCTOSTHUSI BHIOTEHHOTO Kpyra. Jlerpeccuu, CBs3aHHbIE CO
CTPECCOM M 10 MAaTOTeHETUYECKOM CYITHOCTY MpPUHAIUIE-
JKalue K KaTeropud HO30TeHHBIX, BKIIIOYAIN TPEBOXHO-
JierpeccuBHbIe cocTosiHUA (y 18 MauueHTOB), 3aTSKHbIC
cyonenpeccuBHble CUHAPOMBI (Y 12 MOAPOCTKOB), TUIIO-
TUMUU C TTOBEACHYSCKUMU IeBUALIUSIMU (Y 9 TTAlLIMEHTOB),
a TakKe HEerJIyOOKHe pacCTPOICTBA HACTPOEHMS C CUM-
IITOMaMU ITOCTTPaBMaTUUYECKOTO CTPECCOBOTO PACCTPOMCT-
Ba (ITTCP) (y 5 mauimeHToB). BeipaskeHHOCTb ap(heKTUBHBIX
CHUMITTOMOKOMITLIEKCOB B TaKMX CJIy4asiXx OrpaHUYMBaIaCh
HETSDKEJIBIMU JIETIPECCUBHBIMU TTPOSIBIIEHUSIMU — OT CYO-
KJIMHUYECKU BbIpaxKeHHBIX J0 JIETKUX (2—3 GaJia mo Iika-
ne CGI u ot 8 go 11 6amnos no HADS). B ux pa3sutuu
3HaYMMasi POJIb OTBOIMIIACH TICMIXOTCHHBIM TPUTTEPaM, CBSI-
3aHHBIM C OCO3HAHUEM >KM3HEYTPOXKAIOIIIET0 CMbICTIA TSIKEe-
JIOTO COMAaTUYECKOTO HeIyra, COLMaIbHBIM (DakTOpaM (He-
BO3MOXHOCTb CJIEJIOBaHUSI MEUTe M BbIOOpa npodeccun,
3aruIaHMPOBAHHOM 10 00JIe3HU, TTPOOIEMbI MEXINYHOCT-
HOTO OOILEHMSI B Cpelie CBEPCTHUKOR), IIPU 3TOM OITpe/ie-
JICHHYIO JIETITY B (DOPMUPOBAHUE MTOAOOHBIX COCTOSTHUIA
MPUBHOCWIM TakKKe KOHCTUTYIIMOHAJIbHO-XapaKTepOJIO-
rMYeCKre 0COOEHHOCTHU Pa3HOTO ITOJII0CA, OT IMTOBBIICHHOM
TPEBOXHOCTU, CEHCUTUBHOCTH, MHUTEIBHOCTH, UHTPO-
BEPTUPOBAHHOCTH JI0 IIPOTECTHOCTH, YIIPSIMCTBA, IEMOH -
CTPaTUBHOCTHU, OTHAKO HE JOCTUTAIOIINE CTETIEH! JIMYHOCT-
HOTo paccrpoiictBa. KpoMe Toro, Heiab3sl HE YYUTHIBATh
U pe3unyajbHO-OpraHn4Yeckuii GoH, GopMUpyOIIMIACcs
y TAlIMEHTOB BCJIEACTBME HEMPOTOKCUYECKOTO IEUCTBUS
XMMUOTEPAIIeBTUYECKOTO JICUCHUSI U B U3BECTHOM Mepe
obJieryalomuii BOSHUKHOBEHUE aCTEHOIEIIPECCUBHOM
CHUMITTOMATUKMU. [lenpeccuu, OTHOCSIIMECS K SHIOTEHHOM
adpekTBHOI MaToiornu (y 6 IMoAPOCTKOB), PA3BUBAINCH
B PEMUCCUH I10 SHAOPEAKTUBHBIM M ayTOXTOHHBIM MeXa-
HU3MaM: B TIOJIOBUHE CJIy4aeB 3TO OBUIM YMEPEHHbIE 110
CTETNEHU BBIPaXKEHHOCTH NEIPECCUM, KOTOPhIe Ha0Io1a-
JIUCh B paMKax IPOLeCCyalbHOro 3a001eBaHMsl, Y 3 Maiu-
€HTOB JMarHOCTUPOBaHO OumoisipHoe adheKTUBHOE pac-
CTPOMCTBO, IpUYEeM MaHU(eCTaIs THIIOMaHaKaTIbHBIX
COCTOSTHUI TIPUXOIUJIach Ha IEPUOI aKTUBHOTO XUMUO-
TepareBTUIECKOIo JICYCHUSI, a Ha 3Tare yKe OTYCTIIMBOI
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reMaToJIOrMYeCcKoi peMUCCHUM TTPOUCXOANIA UHBEPCHUS
addexTa ¢ pa3BUTHEM JIEMPECCUU.

Cpaszy ciieyeT OoroBOPUTHCS, YTO JIeYeHUE TICUXUYe-
CKMX HapyIlIeHUI y TIOAPOCTKOB BCETa COMPSIKEHO C 1ie-
JIBIM KOMILIEKCOM TPOo0JIeM, KaK CBSI3aHHBIX C KJIIMHUYE-
CKMMH OCOOEGHHOCTSIMHU IICHUXOMATOJOTUYECKUX
MPOSIBJICHUI U TPYAHOCTSIMU AUATHOCTUKHU (HEOUYepUYeH-
HOCTb COCTOSIHUI, YacToe HaJIuyue KOMOPOMIHBIX pac-
CTPOMCTB, MOTUMOP(}U3M KIMHUIECKON KapTUHBI, TIPU-
3HaKM MyO0epTaTHOrO Kpu3a), TaK U OOYCIOBJIECHHBIX
HeCTaOWJIbHBIM HEHPOropMOHAJIbHBIM (hOHOM (Ha 3TOM
9Tare B3POCJIEHUSI), MOBBIIIEHHONH YYBCTBUTEIbHOCTHIO
K (hapMaKoJIOTMYECKUM BO3IECUCTBUSIM U HEPEIKO TIOXOM
MEePEHOCUMOCTbIO IICUXOTPOITHBIX CPeACTB. TeparneBTuye-
CKMI TIOAXOM B 1IEJIOM JOJDKEH CTPOUTHCS C YUYETOM OC-
HOBHBIX ITPUHIIUIIOB, UCITOJIb3YEMbIX IIPU JICYEHUM HApy-
LIEHUI TICUXUYECKOTO 310POBbS Y HECOBEPIIEHHOJIETHUX
MalMEeHTOB C OHKOJIOTMYECKOl martosioruei. Tak, mpu
BbIOOpE CPeACTB IcuxodapMakoTepanuu HeOoOX0IUMO
YUUTBIBATh BEPOSITHOCTH B3aMMOIEUCTBUS 3TUX ITperapa-
TOB C XUMMOTEPANIEBTUIECKUMU U TOPMOHAJILHBIMU CPE/I-
CTBaMHM, KOTOpPbIe Ha3HAYalOTCSl OHKOJIOTaMU B MEPUO]T
PEMUCCHN; UMETH B BUJLY, YTO «B OTJIMYME OT KIIMHUYECKOMN
MCUXUATPUM B O0IICH MEIUILIMHE COXPaHSeTCsS TPUHIIUIT
MprUMaTa MOHOTEpanuu, 00ecreYnBaloIil MaKCUMaIbHO
BO3MOXHBII YPOBEHb 6€30ITaCHOCTH U NTEPEHOCUMOCTH»
[4]; mpyHUMATL BO BHUMaHUE COMATUUYECKYIO OCIa0IeH-
HOCTb TaIIMEHTOB, MPUBOAAILIYIO K 00Jie€ BICOKOI UyB-
CTBUTEJIbHOCTH K JIEKAPCTBEHHBIM BEIIECTBAM IICUXOTPOII-
HOTO psiia, a TaKKe MpeanoiaraTb XapakTep BO3MOXKHBIX
no6ouyHkIX 3¢ dekToB. Kpome Toro, nocie HOCTUKEHUS
KJIMHUKO-TeMaTOJIOTUYECKON PEMUCCHUU OOJBIIUHCTBY
MallMeHTOB B KAauyeCTBE TepaleBTUYECKOW MOTOCHOBHI
B CBSI3U C HEIPOTOKCHYECKUM JIEMCTBUEM JYyY€BOM U BbI-
COKOJI0O3HOU XMMMOTEeparnuyu HeoOXOoIMMO Ha3HaueHUE
KypPCOBOI Tepamnuu Mpenaparamu HepeopornpoTeKTOPHO-
IO psifia TSl YMEHbIIIEHUS BbIPaK€HHOCTH Pe3UIyabHO-
OpraHUYeCcKMX MPOSIBICHUI, BKIIOYaBIIUX HAPSITY C TICHU-
XWUYECKOU acTeHUell (TPyAHOCTH WHTEJLIEKTYalbHOTO
HaMpsDKeHUs, SBACHMS pa3iapakuTeIbHOU ciabocTu,
HCTOILAeMOCTb) JIETKH€ KOTHUTUBHBIE HapyIlIeHUs (TTpo-
0JieMbl KOHIIEHTpALlM BHUMAaHUsI, 3alIOMUHAHUSI, HEKO-
TOpPOE CHUXKEHME MaMSTH), a TAKXKe METe03aBUCUMOCTb,
HapylleHMs BereTaTuBHOU peryasunu. C 3Toi Lesblo 1o
COIVIACOBAHMIO C OHKOIIeAMaTpaMUu Mbl PEKOMEHIOBAIU
MpYMEHEeHUE HePOPOTEKTOPHBIX MpenapaToB: HOOTPOII-
HBIX (MMKAaMWJIOH, MaHToraM, (PeHUOYT, TUpaLeTam), Xo-
JIMHOMMMETHUKOB (IJIMATWINH, LIEPETOH ), TTOJIUIIENITUIOB
(KOPTEKCHH, LIEpJyTeH), aMUHOKMUCIOT (IJIMLIUH), aaan-
TOT€HOB (KOTUTYM), a TAKXKe BUTAMUHOITOIO0OHBIX BEIIIECTB
(KapHUTHUH), TIperapaToB, CHIXKAIOIIUX BHYTPUYEPEITHYIO
TUIIePTeH3MIO (I1aKapO, IIMLEPOJT), COCYIUCTbIE CPEACT-
Ba (KABUHTOH, BUHIIOLIETUH, CTYTePOH), aHTUOKCHUIAHTHI
(MeKcuagon).

2

st nedyeHnst COOCTBEHHO JCTIPECCUBHBIX COCTOSTHHIA
0a30BBIMU CPEIACTBAMU SIBJISUIMCH pa3pellieHHbIC K IPH-
MEHEHUIO y JeTeld aHTUIAEIIPECCAHThI: TPULIMKINICCKUE
(aMUTPUNITUIIVH), CEpOTOHUHEprUYecKue ((p1yBOKCaMMH,
CepTpaivH, apOKCETUH) IIperapaThl, aHTUIEITPECCAHTI
JIBOITHOTO JelicTBus (BeHnadakcuH). [Ipy 3ToM BapuaHThI
JIeYCHUsT pa3HbIX ITPOSIBICHUI ap(HeKTUBHOM ITaTOJIOTMHI
IPYIITMPOBATIKUCH 0 TUITY BHICTYIAIOIIMX HA TIEPBbIi IJ1aH
CHUMIITOMOB, COCTABJISIIOLIUX ITICUXOIATOJIOTMYECKUIA CUH-
JIpoM. BBIOOp KOHKPETHOro aHTHUAEIIpPecCaHTa 3aBUCE]
OT KJIMHWYECKOTO TUTIA JETIPECCUBHOIO CMHAPOMA, a 1032 —
OT TSKECTHU COCTOSTHMS. B GOJIBIIMHCTBE CITy4aeB UCIIOJb-
30BaJIMCh MUHUMAJIbHBIE T03bI, TTOCKOJIbKY IpeodIaaaiu
HeTsDKeJIbIe IeTIPeCCUBHBIE paccTpoiicTBa. Kak rmokasbiBa-
10T Halld KJIMHUYeCcKUe HabmoneHus, 3¢hGeKTUBHBIMU
1 XOPOIIIO ITEPEHOCUMBIMU OKa3bIBAIMCh HEOOIBIIINE WU
Jlaxe cyoTeparieBTUYeCKUe T03bl IIPerapaToB. YUUThIBast
MPUOPUTETHOE 3HAUYEHUE aHTUIEIIPECCAHTOB B TepaIruu
JIETIPECCUi1, MBI MCITOIb30BaJId KaK MOHOTEPAIMIO, TaK
1 KOMOMHAILIMIO 3TUX IpernapaToB ¢ ICUXOTPOIHBIMU
CpelcTBaMU APYTOTro psiia, B YACTHOCTU C MSITKUMU HEM -
posienTUKaMu (aTMMeMa3uH, THOPUIA3UH, CYJIbITUPHIT),
MMPOTUBOTPEBOXHBIMU (TUAPOKCU3UH, apoda3olr), a Tak-
Ke uronpenaparaMu (HacTOMKa BajJepraHbl, HOBOIAC-
cut, cegateH). C Leblo YIydllIeHUs IepeHOCUMOCTH Tpe-
rmapaToB HayallbHas CTapToBasl 103a Bcerga Oblia
MMHUMaJIbHOM — OT 1/8 1o 1/4 TabieTku, a mocieayolee
TUTPOBAHUE 103bl — MEUICHHBIM (MCKJIIOYEHUE COCTaB-
JISUTM HAOPEAKTUBHBIC U SHIOTEHHBIC NEIPEeCCUBHBIC
CUHAPOMBI, IS KYITMPOBAaHUSI KOTOPBIX MPUMEHSINCH
MPUHSATHIC B IICUXUATPUIECKOM MPAKTUKE CPEIHETepaIieB-
TUYECKUE 03Bl JIEKAPCTBEHHBIX CPEACTB). AJITOPUTM Te-
panyu OIpenesuICs KIMHUYECKUMU ITapaMeTpaMu U 3Ta-
IIOM TEYEHHUsSI OCHOBHOTO COMaTMYeCKOro Hemyra. Eciu
JIETIPECCUBHOE COCTOSTHUE Pa3BUBAJIOCH B HAYajIe CTAHOB-
JieHus peMuccuu (B TeueHue 1—2 jer) u Ha (oHe elle
TMPOIOJIKAIOLIETOCS MOMAEPKUBAIOIIETO ITPOTUBOOITYXOJIE-
BOT'O JICUEHMSI, OCHOBHBIMU MOTMBaMM B BLIOOpE aHTHIE-
MpeccaHTa MOIJIM OBITh HE CTOJIBKO CKOPOCTb JOCTVKEHUS
IOJIOXKUTENIBHOTO 3(hdeKTa 1 ero ypoBeHb, CKOJIBKO 0e3-
OINaCHOCTbh M XOPOIIasi IEPEHOCUMOCTb IIperapara U 0Co-
OCHHOCTH €T0 B3aMMOJACHCTBUSI C IIPOTUBOOITYXOJIEBBIMU
cpenctBamu. B Tex e cirydasix, Korma IenpecCuBHOE pac-
CTPOMCTBO AMATHOCTUPOBAJIOCH B TIEPUO/T BBI3IOPOBIICHHUS
OT OHKOJIOTMYECKOT0 3a00IeBaHNsI, OCHOBHOI aKIIEHT ITPH
BBIOOPE TTperapaToB CTABWIICS Ha BO3MOXHO OoJiee ObICT-
poe TOCTYKEHKE TUMOaHalenTuyeckoro addekTa (Takke
TIpU 00SI3aTEIbHOM aHAJIM3E CIIEKTPa BEPOSITHBIX ITOOOYHBIX
1 JOTTOJTHUTEIIbHBIX TIOJIOKUTEIBHBIX COMAaTOTPOITHBIX 3¢h-
¢ekroB). TakuM 00pa3oM, MPOBOAMIACH OLIEHKA COOTHO-
LIEHUS «TPeX KJIFOUEBbIX MTapaMeTPOB» Ha3HAYaeMOro ICHU-
XOTPOITHOTO JICYCHUS MPU COMATMYECKOMN MaTOJOTHM:
3(HEKTUBHOCTU, TTIEPEHOCUMOCTU U 0e30IacHOCTHU [4].
JnutenbHOCTh Ha3HAUYEHMS aHTUICTIPECCUBHOTO JICYSHMS
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COOTHOCHJIACH C MTATOIeHETUYECKON OCHOBOM ACTIPECCUM:
KYITUPYIOIasl Teparus Ipy IICUXOTeHHO 00YCIOBIEHHBIX
JIETIPECCHSIX, KaK IPaBUIO, OblIa HEIPOIOJIKUTEIHHOM
(1-2 mec), Korjga IOCTUTaNCs CTOMKUI aHTUAEITPECCUB-
HbIl 3 dexT, B TeueHue 1,0—1,5 rona npogosrkaiach No-
Jlep>KUBaloNIas JIeKapCTBeHHasT TepaIusi MEHBIITUMU 10~
3aMM, PEKOMEHIOBAIUCh IICUXOTEPATIEBTUUECKHE 3aHSITHUST
(0OBIYHO MPOBOAUMEIE OHKOTIcUXogoraMu). [1pu nenpec-
cUsIX, MaHU(ecTalss KOTOPIX HAYMHAIACH 10 TICUXOTeH -
HBIM MeXxaHHu3MaM, a Ioclieayioliee (GpopMupoBaHHUE
U TIEPCUCTUPOBAHME MPOUCXOIUIIO B paMKax peakIIuii
U PecypcoB JUYHOCTH, 3HAUYMMas POJIb OTBOAMJIACH
HE TOJIbKO JIEKApCTBEHHOMY BO3ICHCTBUIO, HO U TICHXO-
TepaneBTUYCCKUM MHTEPBEHIIUSIM, TIPY 3TOM 3Tar KyIlu-
pylollieit Tepanuu ObUT HEMPOJOXKUTEIbHBIM (1—3 Mec),
a OT MOJIEPXKMBAIOIIEH TepaIy MOAPOCTKHA U UX POIM-
TEJIM YaCTO OTKa3bIBATUCH, IPEAITOYNTAS 3aHSITUS C TICU-
XOJIOTaMM, MOE3IKU B COLMATbHO-PeaOMIUTAIIMOHHBIE
eHTpol. Kynupyloias tepanusi SHAOTEHHbBIX U 9HI0pPEe-
aKTMBHBIX IETIPECCUBHBIX AITM300B ObLIa HanboJjee mpo-
TOJDKUTEIBbHON (4—6 Mec), TToAmep:KuBaoliee JedeHne
JUTMJIOCh HEe MEHee 2 JIeT; TaKKe B 3THUX CJlIydasx ObLIn
PEKOMEHIOBaHbI U CTAOMJIM3aTOPHI HACTPOEHUS (JIaMO-
TPUIKUH, KapbaMas3enuH) 1151 Tpo(pUIaKTUKKU ITOBTOPHBIX
a((GEeKTUBHBIX TPUCTYIIOB.

OcraHaB/IMBasICh Ha 60JIee KOHKPETHBIX 0COOEHHOCTSIX
Tepaliy B 3aBUCUMOCTHU OT BEIYIIMX IIPOsIBJICHUI apek-
TUBHOTO CUHIIPOMA, MOXXHO OTMETHTb, YTO IOJIOXUTETb-
HBI 3(PGhEKT MPH JIeYSHUH JeTIPECCHIA, aCCOIMUPOBAHHBIX
C aCTEHMYECKUMM TTPOSIBJICHUSMU, TOCTUTAJICS IIPU TTPH-
MEHEHUM cOaJaHCHUPOBAHHBIX aHTUACIIPECCAHTOB (cep-
TpaJIMH, IIUTAJIONPaM), a TAKXKE IPU COYeTaHUM ITHUX ITpe-
IapaToB ¢ MaJbIMUA HEHPOJICITUKAMU, BKJIIOYAIOIIUMK
TOHU3UPYIOLIMI U BEreToCTadMIU3UPYIOIIUI 3P dEKT
(3MJIOHWIT, aTMMEMAa3HH), WK HEMPOIPOTEKTOPAaMU C MsIT-
KM CTUMYJIMPYIOIIUM 1 aHTUACTEHUYECKUM IECTBUEM
(1iepenpo, IUaTWIMH, TaHToraM). B KayecTBe npenapaToB
TIePBOro BEIOOPA ITPY TPEBOXHO-IEITPECCUBHOM CUHAPO-
M€ Ha3HaYaJIMCh CEJIEKTUBHbIC MHTMOUTOPHI OOPaTHOTO
3axBaTa CEPOTOHMHA C CEMIATUBHBIM pamuKaioM ((IyBoK-
CaMUH, MApOKCETUH), B IPYTUX Cllydasx, Korga ¢hyBoK-
CaMUH He MOT UCITOJIh30BaThCs B PEMUCCHM OHKOTeMaTo-
JIOTUYECKUX 3a00JIeBaHMI 13-3a BO3MOXKHOTO HAapyIIEHUSsI
CBEPTHIBAEMOCTH KPOBH, IPUMEHSUIMCh TUMOAHAJICIITUKK
cbajlaHCUPOBAHHOIO ACHCTBUS (CEPTPAIUH, 3CIUTANIO-
IpaM) B KOMOMHALIMY C MATKUMU aHKCUOJIUTUKAMU (T -
NIpoKcu3unH, adoba3zon, cegateH). Korma B cTpykType ae-
MPECCUBHOIO COCTOSIHUSI MMEJIM MECTO ITOBBIIICHHAS
pPa3apaKUTeIbHOCTh, HAPYIIEHUS MOBEACHUS, TUCHOpPH-
ONOIOOHBIE TTPOSIBICHUS, 11eJIECO00Pa3HBIM OBLIO COBME-
IIEHMEe aHTUACTIPECCAHTOB C MSTKMMU aHTUTICUXOTUKAMM
1 KOPPEKTOPaMHU ITOBEIEHUS B HEOOJIBIINX J03aX (THOPH-
Na3vH, Nepuia3uH). Takxke Mpu HAIMYMU CHUMIITOMOB
IMOCTTPAaBMaTHUYECKOTO CTPECCOBOIO PacCTPOMCTBA HAPSI-

2

Iy C aHTHICTIPECCaHTaMU ¢ aHKCUOJUTUYECKUM ICCTBH -
eM (ImapoKceTuH, (p1yBOKCaMUH, aMUTPUNITUIIUH, TIepde-
Ha3WH) MPUMEHSIIMCh TpaHKBUINU3AaTOPHl (adoba3zol),
MaJjible HeMPOJICTITUKY (aJIMMEMa3uH, THATIPUIAT).

Crenyet MogYEepKHYTh, YTO B JIIOOOM cllydae HE00X0-
JIMMOI1 COCTaBJISIIONICH JIedeOHO-peabMIUTALIMIOHHOM TaK-
TUKU SBIISIACHh TICUXOTepaIieBTUIECcKast TOMOILb, KOTOpast
MPOBOIMIACH OHKOIICMXOJIOTaMU M CTPOMJIACh B COOTBET-
CTBUM C MICUXOJIOTMYECKUMHU OCOOCHHOCTSIMM 1 pecypca-
MM JIMYHOCTH HECOBEPIIIEHHOJIETHETO MalleHTa.

BbiBoabl

B 3akioueHune MOXKXHO cKa3aTh, YTO IPOOJIEMBI Jieue-
HUS JETPECCUBHBIX PACCTPOMCTB Y HAXOISIIUXCS B pEMUC-
CUU WM BbI3TOPOBEBIIMX HECOBEPIIEHHOJIETHUX Mallu-
€HTOB C OHKOJOTHYECKOM MNaTOJOTue HEe MOTYyT
pelaThesl B paMKax TOJbKO Y3KOIpo(ecCuoOHaIbHOM e~
SITEJIBHOCTH, JJIs YCIEIIHOTO PELIeHUs 3TUX 3aJa4 Heo0-
XOJMMO COTJIaCOBAaHHOE B3aMMOJICHCTBUE CIIELIMAIMCTOB
pasHoro npo¢uist. Hacrosiue peKoMeHIaum 1o Jieue-
HUIO IEMPECCUBHBIX COCTOSTHUM, KOTOPbIE Mbl HAOIIOAAIN
B PEMUCCUU OHKOJIOTMYECKUX 3a0071eBaHUH Y TIONPOCTKOB,
MpencTaBssl OO0 UTOT MHOTOJIETHUX HAOIOAEHUN, He
SIBJISIIOTCSI UCUEPNBIBAIOIIMMU, TaK KakK, C Hallleli TOUYKU
3peHus, B Ipoliecce MPoaoIKaroleiicss paboThl JOJKHO
MPOUCXOIUTH AaJIbHEHIIIee YTOUHEHUE KIMHUYECKUX T~
1oB a¢eKTUBHOI MAaTOJIOTMU, BOBMOXHBIX BADUAHTOB €€
JIedeHUs1 y 9Toit KaTeropuu 00abHbIX. Heobxoaumo noa-
YEepPKHYTb, YTO Kypalus MICUXUIYECKUX HAPYILLIEHUI y MO/~
POCTKOB C OHKOJIOTMYECKOM MaTOJI0TUEN B LIEJIOM JIOJKHA
BKJIIOYATh KaK 00s13aTeJibHbIe U PABHO MPUOPUTETHBIE
COCTaBJISIIONINE U JIEKAPCTBEHHbIE, U HEJIEKAPCTBEHHbBIC
¢dopMbl Tepanuu. B Tex ciayvasix, Korma CMUMITOMAaTHKA,
OTHOCSIILASCS K KPYTY HapyLIEHWI IICUXAYECKOTO 3[10POBbSI,
BbIpakeHa He3HAYMTEJILHO JIM0O0 MMEIOTCSI KaTeTopuIecKue
NpPOTHUBOIIOKA3aHUS IJI1 Ha3HA4YEHMUs MCUXOTPOIMHBIX
CpPEeICTB, MPEANOYTUTEIbHO TTPUMEHEHNE MCUXOTeparneB-
TUYECKUX METOHOB, a TAKXKe HEUPOMPOTEKTOPOB 1 (PUTO-
MpernapaToB ¢ aHKCUOJIUTUYECKAM U aHTUACTEHUYECKUM
neiictBueM. Korma e cTereHb BhIpaxKeHHOCTHU ACTpec-
CUBHBIX TIPOSIBJICHUI 3aME€THO HapyllaeT ajanTalulo,
3aTPYAHSET MPOLECC COLUMATU3ALUUUA U «BKIIOUEHUS»
B JAJIbHEHIIYIO XKU3Hb, HE CJIeyeT UTHOPUPOBATh pecypc
ncuxogapmMakoTepanuu, IIpu 3TOM HEOOXOIUMO 3HAThb
U YYUTBIBATh OCOOEHHOCTU MOOOYHBIX MOJIOKUTEIbHBIX
U OTpULIATENIbHBIX 3((HEKTOB MPUMEHSIEMBIX CPEACTB, BO3-
MOXHBIE JIEKAPCTBEHHBIE B3aUMOCHCTBUS C TIpenapara-
MU, Ha3HaYaeMbIMU BpadyaMH-OHKOJIOTAMU U TepaneBTa-
MU. HakomieHHBIH ONBIT MO3BOJISIET IPUATHU K BEIBOJAM
0 TOM, YTO MPaBWILHO MOJOOpaHHbIE METOIBI TepaIluu,
MMpUMEHSIEMbIE C YYETOM BCE€X OOCTOSITEAbCTB, MOTYT
B 3HAYUTEJbHOI Mepe 00JeTYUTh IPOLECC peaduIuTalu
JieTeil U MoAPOCTKOB B PEMUCCUM OHKOJIOTUUECKHUX 3200~
JIEBAHUM.
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Mporpeccupytowas mblweyHasn guctpotus (NMMI) fioweHHa — X-cuenneHHoe HacneAcTBEHHOE 3a60neBaHue, NpoABNAI0-
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Duchenne muscular dystrophy (DMD) is an X-linked hereditary disease that manifests in early childhood and progresses
with age, leading to loss of mobility and respiratory and cardiac failure. The globally recognized gold standard for DMD
treatment is corticosteroids. However, until recently, only deflazacort (Emflaza) had received approval from the U.S. Food
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and Drug Administration (FDA) for the indication of DMD. All other drugs in this group were used off-label. At the end
of 2023, the FDA, followed by the European Medicines Agency (EMA), registered another drug from the corticosteroid
group — vamorolone (Agamree). In 2024, vamorolone received approval in the United Kingdom and China. Thus, all leading
global regulators currently recognize vamorolone as a corticosteroids for the treatment of DMD.
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IIporpeccupytomas meiedHass guctpopus (IMTMJI)
HolleHHa — HacJeICTBEHHOEe 3a00jIeBaHKe, BEI3BAHHOE
MyTalusmMu B reHe DM D [9], KoTopble MPUBOIST K OTCYT-
cTBUIO Oenika auctpoguHa. PacnpoctpaHeHHocTh [TMJ]
Hromenna coctasiser ot 1:3500 10 1:6000 sKMBOPOKICHHBIX
MabuuKoB [1]. JJOMUHUPYIOIIUM CUMIITOMOM MPU 3TOM
3a00JIEBAHUM SIBJISIETCS IPOTPECCUPYIOINAS MbIILICUHAs Cl1a-
00CTb BCJISICTBUE IIOCTOSTHHOTO Pa3pyIIeHUST MBbILIIEYHOM
TKaHU. B HopMe Ge1oK nucTpodMH pacrnojiaraeTcst MEXIy
AKTUHOBBIMU (DMIaMEHTAMM MBIIICYHON KJIETKU U M-
CTPOIIMKAHOBBIM KOMILIEKCOM KJIETOYHONW MeMOpaHBHI,
Wrpasi pojib aMOPTH3aTOPa MPY COKpaIlleHUH 1 pacciabiie-
HUM MMOMDUOPUILT, 3alUIIasi MeMOpaHy KJIETKU OT MeXa-
HUYEeCKMX NoBpexkaeHuii [7, 17]. OrcyTcTBUe OenKa AUCTPO-
(brHa MPUBOIUT K ITOBPEXKICHNIO MEMOPaHbI I HAPYIIICHUIO
Tepenayr KJICTOYHBIX CUTHAIOB, YTO JOMOJTHUTEILHO MCTO-
1LIAET MBILLIEYHYIO TKaHb [ 17]. Kpome Toro, ripu paspyLueHun
MUOIIMTA U3TUTHE BHYTPUKIIETOUHOTO MaTPUKCa B MEXKKIIE-
TOYHOE MPOCTPAHCTBO IMPUBOAMT K BHIOPOCY IPOBOCHAIM-
TEJIbHBIX [IMTOKMHOB 1 CBOOOTHBIX PAIUKAIOB, IIPUBOJISIIC-
MY, B CBOIO 04epe/ib, K (hOPMHPOBAHMIO OYara acenTUIECKOro
BOCIIAJICHUSI ¥ OTeKa, YTO el1le OOJIbIIIe TTOBPEXKIaeT OKpYyXkKa-
fo1ye Kietku [13].

ITporpeccupytoiias MbiiedHast guctpodus JdroleH-
Ha MOXET ITPOSIBJISITHCS C TIEPBBIX JICT XKU3HU 3a1ePKKOM
MOTOPHOI'O Pa3sBUTUSA U APYTUMU JBUTATEIbHBIMU HAPY-
LIEHUSIMU: TEeTU T03Xe CBEPCTHUKOB HAUMHAIOT CUACTh,
XomauTh. YacTo OMHMMHU M3 HEMHOTHUX Xajlo0h pomuTeseit
SIBJISIIOTCS. HEYMeHHEe peGeHKa IpbIraTh, TPYIHOCTU TIPU
MOIbEME U CITYCKE T10 JIECTHULIE 1 OBICTPast yTOMJISIEMOCTb.
Takue neTu BCTAIOT C MoJjia, UCIIONb3YsT MUOIIaTUICCKHE
npuembl [oBepca. broxuMmyeckM MapKepoM 3a00IeBaHKsI
SIBIISIETCS 3HAUMTEIbHOE TIOBBIIIIEHNE aKTUBHOCTH (hepMEH-
TOB KpeaTMH(hOCHOKMHA3EI, JTAKTATACTUIPOTreHa3bl, acrap-
TaTaMUHOTpaHCdepasbl U aJlaHWHAMMHOTpaHChepa3bl
B cbiBOpoTKe KpoBU. C Bo3pactom ITIM/I diomieHHa mpo-
rpeccupyeT, IpUBOJIS K ITOTepe aMOy1aTOpHOCTH K 8—12 ro-
JlaM. BOJBIIMHCTBO MallMEHTOB HE JOXMBAIOT 0 25 JIeT
M3-3a CepACYHO-JIETOYHOI HEMOCTaTOYHOCTH [6].

ITpumenenue rimokokoptrkoctepouaoB (I'KC) siBns-
eTcsl «30JI0ThIM cTaHgapToM» Tepanuu [TM/I JromieHHa.
[1o6GaibHbIe MHOTOIICHTPOBBIC MCCIIEIOBAHUST JEMOHCTPH -

PYIOT MpOIJIcHNUEe Tiepruoja aMOyIaTOPHOCTH Ha 3—5 JieT
Ha ¢oHe cBoeBpeMeHHoro HazHaueHus1 ' KC u komria-
eHTHocTu nauueHTa [33]. [Ipumenenue 'KC — kpae-
YTOJIbHBII KAMEHb COBPEMEHHOTO (papMaKOJIOrM4eCKOro
nedyenus [TMJI HiomenHa. [TonoxurenbHble 3¢ GeKThbI
ucnojb3oBaHus ['KC o0bsICHSI0TCS BO3ASCTBUEM Ha He-
CKOJIBKO 3BEHBEB ITaTOTeHE3a, YTO ITOMOTAET JJIUTEIBHO
COXpaHSThb CIIOCOOHOCTh IMAlIMEHTa K CaMOCTOSITEJIbHOMY
TIepEIBIEKEHUIO 3a CUET 3aMeJIEHMST pa3pyIleHIst MBI [36],
B IIEPBYIO OYepeb 3a CUET MPOTUBOBOCIIATUTEIBHOM aK-
TUBHOCTH Y CTAOMJIM3allU KJIETOUHBIX MeMOpaH. Bo-BTo-
poix, 'KC yMeHbIIalOT HEKPO3 MBIIIL UM BOCIHaJeHUe
3a CYeT MOAYJIMPOBAaHMS KJIETOYHOTO OTBETA Ha BOCIIaJle-
HME, yCUIMBAIOT ITPOoIr(epalirio MUOTEeHHBIX CTBOJIOBBIX
KJIETOK-TIPEAIIECTBEHHMKOB M TAKMM 00Pa30M ITOBBILIAIOT
pereHepanuio ¥ pocT MbIIIEYHON TKaHU, CHIXKAIOT CKO-
POCTB pacrana MBIIIIEYHBIX KJIETOK, a TAKXKE YBEJIMIMBAIOT
CHHTE3 [JIMKOIIPOTEUIOB — MOJIEKYJI, KOTOPbIE TOTIOJIHS -
10T (PYHKUUIO IUCTpodUHA U CTAOMIU3UPYIOT KJIETOUHYIO
MeMOpaHy, IPEIsATCTBYS ee pa3pylieHuo [5].

[MpuHUMas BO BHUMaHUE 3BEHbsI ITaTOTeHe3a 3a00J1e-
BaHM, Ha KoTopble BiusiioT ' KC, MHOTHE MeTOmUYECKIE
IOCO0OMSI, KITMHUYECKUE PEKOMEHIAIIUY Y MEXIYHAPOI -
HbIE TaliIJIaliHbI OTHOCST 3Ty TPYIIITY IIperapaToB K YHU-
BepCaJbHOM MaTOreHeTUYeCKOW Tepanuu. VX BiausHue
Ha 3a0b0JieBaHUE TOKa3aHO MHOTOYMCICHHBIMM UCCIIEIO-
BaHUSIMU M BKJIIOYACT:

* YMEHBIIIEHNE CMEPTHOCTH OT BeeX ITprurH Ha 75 % [31];

* 3aMeIJICHUE TIPOrPeCCUpYIONIEi TTOTePU MBIIIIEYHOI
cuinl [8];

* YBEJIMYEHUE ITPOAOKUTEILHOCTH aMOy/IaTOPHOM CTa-
nuu [TMJ1 TomrenHa [6, 28];

* mpeaoTBpalieHue (GOpPMUPOBAHUS MHBATUIN3UPYIO-
IIEro CKOJIM03a C HEOOXOAUMOCThIO XUPYPIMUECKOTO
BMellIaTeabcTBa [32];

+ Oojiee MIUTEbHOE COXpaHEeHUE (DYHKIIMM BEPXHUX
KOHeuHocTei [39];

* Gosiee MO3IHEE HAYATIO YXYAIICHUS CEPACYHOM U JIbI-
XaTeJabHO# pyHKumii [28].

Hapsiny ¢ nonoxurenbHbIMU 3¢hdeKTaMu, y IpU-
MeHsieMbIx B Hactosiee Bpems I'KC (mpegHu30JI0H,
JIedaa3zakopT) UMEIOTCS cepbe3Hble TTOOOYHbIC (P MEKTHI,
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OrpaHUYMBAlOIIME UX MPUMEHEHUE, HAIpUMEpP OTpUlia-
TeJIbHOE BJIMSHUE Ha KOCTHYIO CUCTEMY, BhIpaXKaoleecs
B BHUZE OcTeornopo3a. OCTeornopo3 BCTpeyaeTcsl y MHOTHX
nereii ¢ [IM/] JIrollieHHA U 4acTO BBISIBJISIETCS] HA aMOyJ1a-
TopHO#I ctamuu. C BO3pacTOM IJIOTHOCTb KOCTEl MTPOI0II-
>KaeT CHIKAThCsL. [lepestoMbl TpyOUaThIX KOCTEM, CBSI3aHHbIE
C YaCThIMH MAIEHUSIMU 1 OCTEOITOPO30M, BCTPEUAIOTCS TPH -
MepHO Y 21—44 % nammenToB ¢ [IM]1 dromenna [29, 37].
Crenmyer OTIEeIbHO OTMETHUTD, YTO JIF00ast TUMMOOMIIM3AITST
BCJICIICTBUE TIEPEJIOMOB TpAarMueCKy IMPUOJIKaeT MOTepIo
CITOCOOHOCTHU K CAMOCTOSTEIbHOMY MePEIBIKEHUIO 1 Ha -
CTYILICHVE HeaMOYJIaTOPHOM CTaTuM.

JpyruM 3HaYMMBIM HexesaaTeJIbHbIM siBieHueM (HA),
oTMeuarommMcs Ha poHe npuema I'KC, sBiasieTcst CUH-
npoM UinieHko—KyimHra — pa3BUTHE CTEPOMIHOTO OXM-
PEHMS U MHCYJIMHOPE3UCTEHTHOCTH. Ype3MepHbIid Habop
Macchl Tena y nmauuenTta ¢ [TM/] JiomeHHa HampsiMyio
BJIMSIET HAa CKOPOCTh IPOTrpecCUpOBaHuUs 3a00JIeBaHUS,
Mpuo/IKast HeaMOyIaTOPHYIO CTaIUIO, ¥ TIPUBOIMT K yBe-
JIMYEHUIO PACXOM0B, CBSI3aHHBIX C JIOITOJIHUTEIbHBIM YXO-
JIOM Y TEXHUYECKMMU CPENCTBAMU PeadIMTALIUM, a B CITy-
yae MOJIyYeHMs MAllMeHTOM ITaTOTeHETUYECKOM Teparmu
npenapaTamMu, HaIlpaBJICHHBIMM Ha IPOIYCK 3K30HOB
WU TIPEOJOJIEHNE CTOM-KONIOHA, — K YIOPOXAHUIO Jieue-
HMSI, TaK KakK 103a MperapaToB PacCYMTHIBACTCS, UCXOS
W3 aKTyaJIbHOM Macchl Tejla manueHTa |2, 3, 15, 16, 44].

Y MHOTUX NallMeHTOB Ha (hOHE JUITUTEIbHOM Teparumn
I'KC orMeuaercs 3amelnjieHUe pocTa BILIOTh 0 MOJTHOM
€ro ocTaHOBKU. Takxke Hab/IogaeTcs 3aepkKa IoJJ0BOTO
co3peBaHusd [17].

Xots naHHble HSI, BO3MOXHO, 1 He NIPUBOIAT K 3a-
METHOMY IPOTPECCUPOBAHUIO HETIOCPEACTBEHHO CaMOTO
3a00JIeBaHYsI, OHM 3HAYMMO BJIMSIOT Ha KAY€CTBO XXU3HU
MaiyeHTa, ClIoCOOCTBYS Pa3BUTUIO JETIPECCUU U YXYAIIIe-
HUIO COLIMAIM3alIUM ITOAPOCTKOB.

OH

OH

0]

2

Bamoponon (VBP1) — cuHTeTMYECKUI aTUTMYHBIN,
MEePBBIA B CBOEM KJIACCE TUCCOLMATUBHBIN TIIIOKOKOPTH -
koctepoura. OCHOBHBIM OTJIMYKMEM BAMOPOJIOHA OT TPaIu-
LIMOHHBIX TIPeNapaToB 3TOM TPYIIIIHI SIBJISIETCS U3MEHEHHast
XMMHUYECKasi CTPYKTypa, B KOTOPOI TMIPOKCUIbHAS TPYII-
na C11 3aMeHsieTcsl ABOMHOM CBSI3bIO YIJIEPO. — YIJIEpO/,
B nojioxeHuu 9,11 (puc. 1).

BaMopoJIoH — MepBbBIii B CBOEM KJIACCE CTEPOUTHBII
MHOTO(YHKIIMOHATILHBIH Mpernapat, KOTOPbIii TeMOHCTPU-
pYeT MOIITHOE MTHTMOMPOBAHME MPOBOCIIAUTEILHBIX ITyTEi
NF-xB 3a cueT BeicokoahGUHHOTO CBSI3LIBAHUSI C TJIIOKO-
KopTukouaHbIMU perienropamu (GR), BeicokoadprHHO-
IO aHTarOHMW3Ma K MUHEPaJIOKOPTUKOUIHBIM PeIeITOpaM
(MR) u MeMOpaHOCTaOMIM3UPYIOLINX CBOMCTB [22, 25].
OH BoO3AEHCTBYET Ha 2 TUMA SIAEPHBIX pelienTopos: MR
u GR. BzaumopeiictBue ¢ GR npoucxoaut cneuuduuHo
M3-3a OTCYTCTBUS Y MOJICKYJIBI BAMOpOJIOoHA 11-THapOK-
CUJIbHOM WJIM KETOTPYIIIBI. B CBSI3M ¢ 3TUM B aKTUBHOM
LIEHTpPE pelienTopa He 00pa3yeTcst BOMOPOIHAs CBSI3b C ac-
rmaparuHoMm 564, a caM pelienTop TepsieT CPOACTBO K PSITy
KOaKTUBAaTOPOB, COXPaHsISI BOBMOXHOCTb CBSI3bIBAThCS
¢ HekotopbiMu apyrumu [32]. Takum oGpa3om, Bamo-
POJIOH, CeJIeKTUBHO CBsi3biBasich ¢ GR, oka3biBaeT nmpoTu-
BOBOCTIAJIUTEILHOE NEUCTBUE 3a CYET MHTMOMPOBAHUS
TPaHCKPUIITOB T€Ha, OIIOCPEIOBAHHOIO SIEPHBIM (haKTOPOM
kanma B (NF-kB) [19, 30], yTo NpUBOAUT K CHUKEHUIO
3KCITPECCUHU ITPOBOCHAIMTEIbHBIX MHTEPJICHKIHOB 6 11 1-0e-
Ta [30]. Takxe B cBsi3u ¢ oTcyTcTBUEM cBs3biBaHUs GR ¢ ya-
CThIO KO(AKTOPOB KOMILIEKC BaAMOPOJIOH — PEIEITOp
B MCHBIIICH CTEIIEHU BBI3bIBACT ITOOOYHBIC 3(PhEKTHI, Xa-
pakTepHbie 1151 TunuuHbIX ['KC: gemMuHepanm3anmo KocT-
HOI TKaHW, MHCYJIMHOPE3UCTEHTOCTb, 3aMeIJICHIE POCTa
1 3aIep>KKYy TTOJIOBOTO pa3sutys [17, 22, 26].

B oTiure ot mpeaHU30JI0Ha, BAMOPOJIOH SIBJISIETCS
aHTaroHucToM MR, 4To criocoOCTBYeT CHUIKEHHUIO BOC-

OH

' =13 OH

'--'

(0] !

Puc. 1. Ipaghuueckue chopmyavt npeonuzonona (a) u eamoponona (6). Y eamoponona é noroxcenuu 9,11 eudpoxcuavras epynna C11 3ame-

Hsemcs 080UHOI C653b10 Yenepod — yenepoo

Fig. 1. Graphic formulas of prednisolone (a) and vamorolone (6). In vamorolone, the hydroxyl group C11 at position 9,11 is replaced by a carbon — carbon

double bond
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MPUUMYUBOCTA MMOIIUTOB K MOHAM KaJblUsl, KOTOpas
MPUBOAUT K TETAHMYECKUM COKPAIIEHUSIM, TTOBPEXIaI0-
LLIMM MBILLIEYHYI0 TKaHb [35]. Kpome Toro, aktuBauust MR,
xapaktepHast 1151 npyrux ['KC, crmocoOcTByeT yBeTMIEHUIO
00beMa KPOBU U POCTY MaBJICHMS Yepe3 peHUH-aHTMOTeH-
3UH-TIPEBPAILIAIOLIYI0 CUCTEMY, YTO YACTO SIBJISIETCS (haK-
TOPOM, YCKOPSIIOIITUM MPOIPECCUPOBaHKE KapAUOMMOIIa-
t™in y 60ibHbIX [IM/I TtomienHa. JlaHHbIe McclieqoBaHU
in vitro, TOATBEPXKICHHBIC UCCICIOBAHUSIMU in Vivo HA
MBIIIMHBIX Moaensax ITM/] JromeHHa, oqHO3HAYHO CBU-
JIETEJIbCTBYIOT O KapAMOIPOTEKTUBHOM JCHCTBUU BaMO-
POJIOHA 3a CYET OTCYTCTBMS BIMSIHUS Ha 00BEM LIUPKYJIH-
pYIOIei KPOBM U MOBBILICHUS apTePUaTbHOTO AaBJICHUSI.
Bamoposon npoaeMoHcTpupoBal 3(G(PEeKTUBHOCTh
KaK MPOTHB TMIEPTOHUM, TaK 1 IIPOTUB KapAHMOMUOIIATUH,
BbI3BaHHOM MR-cuMysiimeii rumnepaibIocTepoHU3Ma
in vivo. OH yny4iiaet paboTy cepaua 6aroaapst MOBBIILIE-
Huto 6e3onacHoct MR/GR no cpaBHeHUIO C peaHN30-
JIoHOM [9, 21].

B Xone 1oKIMHUYECKUX UCCIeI0BAaHUI HA MBIILIMHOMK
moaenu I[TM]I HioumieHHa OBIJIO YCTAHOBJIEHO MOJIOXHU-
TeJIbHOE BIMSIHME BAaMOPOJIOHA Ha CUJTy XBaTa. Takoke ObI-
JIO OTMEUYEHO MeMOpaHocTabuIn3upyoulee aeiicteue [19],
KOTOPOE TOTMTOTHUTENIBHO 3aMEeJUISIET pa3pylleHE MBIIIIL]
npu [IMJI TiomexnHa [42].

B xone xnmuHuveckoro ucciaenoBanust (KM) Ha 3mo-
POBBIX TOOPOBOJIbIIAX OIIEHUBAJIACh B IIEPBYIO OYepeIb
b6e3omacHocTh npenapara. B I ¢ase gBoitHoro ciemnoro
PaHIOMU3MPOBAHHOTIO IU1alIe00KOHTPOJIMPYEMOTO UCCIe-
JIOBaHUS TIPUHSLTN ydacTtue 86 3mopoBbIX MyXurH. Mcce-
JIoBaJicsl KaK OAHOKpaTHBIM (54 1oOpoBoJIbLIA), TAK U MHO-
rokpaTHbiii (32 moOpoBoJiblla) MpHEM pa3HBIX 103
npenapara (0,1—20,0 Mr/kr). Bce 3apeructprupoBaHHbIE
HJ Obl1y eIMHUYHBIMU, JIETKOM CTENIEHU TSKECTU, He HO-
CWJIY 10303aBUCHMOTrO xapakTepa [23].

B pamkax KM nipy ogHOKpaTHOM mpueMe y 310POBBIX
JI00POBOJIBLIEB, MPUHUMABILIMX I1J1aLe00, He ObLTO COOOIIIE-
HUI 0 TOO0YHBIX 3(pdekTax. Cpeau BoaMoxkHbIX HA, cBs-
3aHHBIX C [IPMEMOM BaMOPOJIOHA, OBLI OTMEYEHBI TOLTHOTA
(v 1 (2 %) nateHra), ronoBokpyxeHue (y 2 (4 %) maumneH-
TOB) U rojioBHas1 60:1b (Y 2 (4 %) nauuentoB). ¥Y 1 (2 %) na-
LIMeHTa HaOJI01aJI0Ch YMEPEHHOE MOBBIIIEHUE YPOBHS
OUJIMPYOMHA B KPOBU, KOTOPOE, KaK CUMTANIOCh, HE OBLIO
CBSI3aHO C U3y4aeMbIM TpernapatoM. Bce HA Obuin nerkoit
cTeneHu TseKecTu [23].

IIpu MHOTOKpaTHOM mpueme coodbianoch o 10 HA
y 6 (19 %) nanueHTOB, IOJIyYaBIIMX BAMOPOJIOH WJIM T1a-
11e60, — I10 2 MalueHTa B TPYIIax BaMOPOJIOHA B 103aX
1,0 u 20 Mr/xr u rpyniie riaie6o. Hu ogHoro coobmieHust
o HS He oTMedeHO B rpymiax BaMopojoHa 3 U 9 MI/KL
Hau6onee yacto BcTpeuatomumcs H Oblia rosoBHas
601b (y 2 (6 %) naumenToB); apyrue HS BcTpedanuch
omHokpatHo (1o 1 (3 %) manueHTy) ¥ BKJIIOYAIX TOLITHO-
Ty, 3yOHYIO 00JIb, PBOTY, TTOBBIIIIEHNE AKTUBHOCTH aJlaHU-
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aMMHOTpaHc(hepasbl, MOBBIIIEHUE YPOBHS MEYCHOYHBIX
(bepMeHTOB, apTpaaruio, rOJOBOKPYKEHHE U OOMOPOK.
Bce HA Obutu ierkoii creneHu TsoKecTu [25].

B xone aToro ucciaenoBaHus ObL1a ornpeaeaeHa gap-
MaKOKWHETHKA IperapaTa Ipyu OJHO- 1 MHOTOKPaTHOM
MPpUEME €T0 Pa3INYHbIX 103. CyTOYHBIE 103bI BAMOPOJIOHA
(1,0; 3,0; 9,0 u 20,0 Mr/xr/cyT) IpUHUMAIUCH YTPOM Ha-
TOILIAK, €XKEIHEBHO B TeueHUe 14 mHeil. DapMaKOKMHETUKY
onpeneasiiu Ha 1-i geHb (ITocie OJHOKPATHOM M03bI)
u 14-i1 nenp (nocne 14-it no3wi). bolio oOHapyKeHO,
YTO KOHIIEHTpAllMsl BaMOPOJOHA BO3pacTaeT B Iia3Me
KPOBHM 10303aB1CcUMO. B coorsercTBum ¢ T,, oTHOCHTE b~
HO 24-9aCcoOBOI KpaTHOCTHU MpHUEMa IpeliapaTa HaKOILIe-
HUST BAMOPOJIOHA MEXIy MpYeMaMy IIPaKTUIeCKH He Ha-
0J1107a7I0Ch, O YeM CBUIETEJBCTBYIOT COBIAAOIIME
(bapMakoKMHETNYECKIE KPYBBIC KOHIICHTPAIIMU B TUIa3Me
KpoBHU Ha 1-i1 u 14-i1 nenb (puc. 2). buogoctynmHoCTb Ccy-
IIECTBEHHO HEe M3MEHUJIACh MPU €XECIHEBHOM IIpUEMe
B TeueHue 14 nqHeit. MccienoBaHue npoaeMOHCTPUPOBAJIO
MPaKTUYECKM TOJTHOE OTCYTCTBME HAKOILJICHUS MEXIY
eXEeITHeBHBIMM MPUEMaMHM Mperapara, YTo COIJIacyeTCsI
C KOPOTKUM TIEPUOIOM IOJTYBBIBEICHUSI BAMOPOJIOHA.

Kpome Toro, omHOKpaTHBIN IpUeM IPeIHU30JI0HA
B 103e Bcero 0,2 MI/Kr MpUBOIWI K OBICTPOMY CHUKEHUIO
YPOBHS ocTeoKasblMHa [25]. B xone aToro uccienoBaHust
OIIpEACIISIM YPOBEHb OCTCOKANbIIMHA TIepe TPUEeMOM
BaMOPOJIOHA, Yepe3 8 U rociie HayaabHOM 10361 (Ha 1-1 1eHb),
Ha 14-i1 neHb exXeTHEBHOTO MpueMa, yepe3 8 4 mocJe Io-
ciefHel no3bl Ha 14-i1 neHb 1 B TeueHue 15-ro u 17-ro qHei
BOCCTaHOBJICHUSI. YPOBEHb OCTEOKaJIbIIMHA HE MOKa3all
CYIIIECTBEHHBIX U3MEHEHUI HU B OJHOM U3 IPYIIIT IIprieMa
BaMOPOJIOHA I10 CPaBHEHUIO ¢ TuIale60. DTO TOBOPUT
0 TOM, UTO BaMOPOJIOH YMEHBIIMJ MOOOYHbIN 3¢ heKT
BOCCTAaHOBJICHUSI KOCTHOM TKaHW M OCTEOIIEHUU, 4YTO

—a—Koropta 1— 1 mr/kr, penb 1/ Cohort 1—1mg/kg, day 1

—a—Koropta 11 mr/kr, aeub 14/ Cohort 1—1mg/kg, day 14

—&—Koropta 2 — 3 mr/kr, aeub 1/ Cohort 2— 3 mg/kg, day 1
10000 E —a&—Koropta 2 — 3 Mr/kr, aeHb 14 / Cohort 2 — 3 mg/kg, day 14
—&—Koropta 3 — 9 mr/kr, aewb 1/ Cohort 3 — 9mg/kg, day 1
—m—Koropta 3 — 9 mr/«r, penb 14 / Cohort 3 — 9 mg/kg, day 14
——Koropta 4 — 20 mr/«r, penb 1/ Cohort 4 — 20 mg/kg, day 1
—¥—Koropta 4 — 20 mr/«r, peb 14 / Cohort 4 — 20 mg/kg, day 14

— =
= S
S S

T
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o

KoHueHTpauwa BamoponoHa, Hr/mn /
Vamorolone concentration, ng/ml

/ .
-

0'10 4 8 12 16 20 24 28 32 36 40 44 4

Bpema nocne npuema nocneaHeli 4o3bl BAMOPONoHa, Y /
Time since last dose of vamorolone, h

3

Puc. 2. @apmakoxunemuueckuii aHaiuz 00HO- U MHOLOKPAMHO20
npuema 8amMopoaoHA 8 PA3HBIX J0308bIX SPYNNAX

Fig. 2. Pharmacokinetic analysis of single and multiple doses of vamorolone
in different dose groups
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COIJIacyeTcs ¢ ONyOIMKOBaHHBIMU JOKIMHUYECKUMMU TaH-
HBIMM Ha MBILIIMHBIX MOJEISIX. Takke He BBISIBJIEHO OCTEO-
TMeHUM WIM 3aaepXKu pocta [19, 23].

H3MmepeHne ypoBHS TJIIOKO3bI HAaTOIIAK ITOKAa3aJo,
YTO Ha MPOTSKEHUU BCETO MCCASAOBAHUS HU Y OTHOM
IPYNIIBI TAIIUEHTOB HE ObLIO 3HAYMUTEJbHBIX OTIMYUIA
OT YPOBHS TJIIOKO3bI MPH MpHEMe I1aiebo, B TO BpeMs
Kak y MPeJIHN30JI0Ha BJIUSIHIE Ha YPOBEHb IJTIOKO3bI OKa-
3bIBAIOT J03bI OT 0,2 MI/KI. AHAJIOTMYHO HEe Ha0I101aI0Ch
U3MEHEHUI YPOBHS OCTEOKAIbIIMHA OTHOCUTEIBHO ILJIa-
11e00 B TpYyIIIie BAMOPOJIOHA, B TO BPeMsI KaK y MpeaHU30-
JIOHa OTMEYAJIOCh 3HAYUTEIEHOE CHIDKEHME KOHLIEHTPAIIKT
MpU OAHOKPAaTHOM mpueme 103bl 0,2 mMr/kr. UMMyHo-
CYIIPECCUBHBIN 3 hEKT TaKKe He ObLT 3aperucTpUpOBaH
y BaMopoJioHa [25].

Ha ocHoBanuu pe3syssratoB aToro KM 6w110 pa3zpabdo-
TaHo 1 npoBeaeHo Heckonbko KU 11 ¢pa3el ¢ yuactuem nereit
¢ yctaHoBJeHHbIM nuarHo3om [IMJI dromenHa. B xone
JIAHHBIX UCCJICMIOBAHUI Y BAMOPOJIOHA ObLIa YCTaHOBJICHA
cornocTaBUMasl C MPETHU30J0HOM U NeIa3akopToM 3¢-
(EKTUBHOCTb, HO JIy4LLIMi PO UIIb 6€30MaCHOCTH.

ITo sToii mpUYMHE OBLIO MHUIIMUPOBAHO OTKPHITOE
HepaHaoMmu3rpoBaHHoe nocaenoBarenbHoe KA Ila ¢asbi,
B KOTOPOM IIPOBOAMIACH OLIEHKA O€30I1aCHOCTU, IIEPEHO-
CUMOCTH, (hapMaKOKUHETUKU, (papMaKOAUHAMUKHU U -
(hbeKTMBHOCTH BO3pacTalOIIMX 103 BAMOPOJIOHA Y MaTbuM-
koB ¢ IIMJI Hromenna (NCT02760264) B Bo3pacte >4
u <7 net. UccnenoBanuce 4 no3wl BamopoJiona: 0,25; 0,75;
2 1 6 MT/KT/CyT (eXXeaIHEBHBII IpUeM) B TeueHHe 14 nHei
¢ mociaenyrmuM 14-mTHEBHBIM MePUOAOM HaOJIOIeHUS
y CTepOoUI-HaWBHBIX NAalIMEHTOB. Bcero B McciienoBaHue
OBLJIO BKJIIOYEHO 48 MajJbuMKOB, Mo 12 jgereil B KaxXIoit
koropre [31]. B xonme aToro mccienoBaHusl ObLIO 3aperu-
crpupoBaHo 58 H: 16 HS — B rpymmne, moayJaBiieii Ba-
MopoJioH B no3e 0,25 mr/xr/cyt, 18 HA — B rpymnme
0,75 mr/xr/cyt, 13 HA — B rpynme 2 mr/kr/cytru 11 HA —
B rpymnme 6 mr/kr/cyt. Bce HS Oblan 1erkoit wiv cpemHeit
crenenu tsxkectu (I—I1 mo CTCAE 5.0). Hu onno HS
He MoTpedoBajIo0 U3MEHEHUs CXeMbI IpHMeMa IperapaTa
niu ero otMeHbl. Takxke B xoae KM He ObL10 3apernuctpu-
pOBaHO HU OTHOTO JieTanbHOro ucxoaa [40]. I[Tpu usmepe-
HUU YPOBHSI INIIOKO3bl HATOIAK He OBbLIO OOHAPYXEHO
MPEBBIIICHUS HOPMbI HM Y OJXHOTO M3 WCIBITYEMBIX.
B rpynmax 0,25; 0,75 u 2 Mr/Kr/cyT TakKe He ObUIO OTMe-
YEHO 3HAYMTENIbHBIX U3MEHEHUI YPOBHS MHCYJIMHA HATO-
IIaK, B TO BpeMsI KaK B IPYIIIE MAlMEHTOB, MPUHUMABIIIMX
rpernapar B 103¢ 6 MI/KT/CyT, ypOBeHb MHCYJIMHA HATOILIAK
noBbicuIcs ¢ 3,96 £+ 2,0 no 6,73 + 4,6 mxr/mi1. Bo Bpems
Kypca IpyueMa Ipernapara ObUI0 OTMEUYEHO 3HAUYUTETbHOE
JI0303aBUCUMOE CHIDKEHUE KOHIICHTPAIIMM MapKepOB BOC-
nanenuss CD23, MDC, 1L-22BP, IGFBP-2, LTal/b2
n MMP-12. Takxe CHU3UJICS YPOBEHb KpeaTUHKHUHA3bI
B CBIBOPOTKE, YTO SIBJISIETCS MOKa3aTeJleM YMEHbIIICHUS
CTEIeHN pa3pylIeHUsT MBIIIEYHBIX BOJOKOH. Haubomee

2

BBIpaXXeHHBIN 3¢ ¢eKT Habaoaacs MpU MpueMe Iperna-
paTta B mo3ax 2 u 6 Mr/kr/cyr. Takue moxkasaTenu, Kak
ypoBHu MMP-3, uncynuna, nentuna, IGFBP-5, He u3-
MEHSUTHCh BO BpeMsI Kypca IpueMa BAMOPOJIOHA, a aHTHO-
TEH3WH M adaMUH MPOAEMOHCTPUPOBAJIM TOBHIIIIEHUE
KOHLIEHTpAIUM, CXOMHOE C aHAJIOTUYHBIM ITOBBIIIICHUEM
npu nipueme TunuuHbx 'KC [20].

B pmanbHeiiiem Obu10 MpoBeAaeHoO ucciaegoBaHue I1b
da3zbr (NCT03439670), 1o pesyasraTaM KOTOPOTro Iperia-
paT BaMOPOJIOH MOJYYMII PErUCTPALIMOHHOE YIOCTOBEpE-
Hue 1o nokasaHuio «[ITM/I diomenna» B CLIA, EBporre,
Benukooputanuu u Kurae. DT0 ObLJI0 MHOTOLIEHTPOBOE
PaHAOMM3UPOBAHHOE ABOIHOE Clenoe TuIale0o0- v Mmpe-
HU30H-KOoHTponupyeMoe 24-HenenbHoe KU 11b a3kl ¢ mo-
cienyonmM 24-HeaebHbIM HabmoaeHueM. CxeMaTU4HO
JIA3aiH UCCIIeIOBaHMs M300paXkeH Ha puc. 3.

LenssMu naHHOTO MCCAeAOBaHUS ObLIU: 1) OLIEHUTH
3¢ (HEKTUBHOCTh M GE30ITaCHOCTD €XEIHEBHOTO IpHUeMa
BaMOpPOJIOHA B 03¢ 2 1 6 MI/KTr/cyT y MasiburKoB ¢ [TM/I
JrouieHHa; 2) oueHUTh 3(PHEKTUBHOCTDb U 0€30M1aCHOCTh
BaMOPOJIOHA U TIPSIHU30HA; 3) M3YIMTh BIMSHUE ITEPEXO0-
Jla ¢ TIane0o WiIM MpeHU30Ha Ha BAMOPOJIOH.

B uccnenoBanue Obl1 paHgomMusrpoBaH 121 crepou-
HaMBHBII NMAllMEHT B Bo3pacte 4—7 JIET C TeHETUYECKHU
noaTBepxaeHHbIM AuarHo3oM ITM/I /TroieHHa, crioco0-
HBI BBITIOJTHUTD TECT ITOIbEMA C T10J1a U3 TTOJIOKESHUS JIeKa
Ha criiHe MeHee 4yeM 3a 10 c. MccienoBaHue cocTosuio
U3 2 TMOCJen0oBaTeJbHbIX 24-HeAeNbHBIX MEePUOIOB.
B 1-M neproznie y9acTHMKM ObLIM ONECHBI B COOTHOIICHUN
1:1:1:1 Ha 4 rpynmsl:; riaie6o, npenHu3oH 0,75 Mr/Kr/cyr,
BaMOPOJIOH 2 MI/KI/CyT U BaMOpPOJOH 6 MI/KI/CYT.
Bo 2-M nepuone rpyrmnbl IpeagHU30Ha U T1a1e00 ObLIn
PaHIOMU3MPOBAHbI B OJHY U3 IPYIII BAMOPOJIOHA (2 Wi
6 Mr/xr/cyT). [pyImsl NalMeHTOB, MOJTyJaBIIKe BAMOPO-
JIOH B 1-M niepuoie, IPOAOJIKUIM €T0 IIPUEM 1 BO 2-M TIe-
pyozie B IIpeXHei 1o3e. 3acIeIUIEeHHOCTh MCCIeI0BaHUS
coxpaHsiach Bce 48 Hen. Llenb 2-ro nepuoga cocrosiia
B TOM, YTOOBI OLICHUTh 3(PHEKTUBHOCTh U O€30I1aCHOCTh
HETIPEePHIBHOTO 48-HeAeIbHOTO JICYSHHUSI BAMOPOJIOHOM
(2 Mr/Kr/CyT 110 CpaBHEHMUIO C 6 MT'/KT/CyT), a TakxkKe 3h-
(beKTMBHOCTB 1 GE30ITaCHOCTh BAMOPOJIOHA Y YYaCTHUKOB
TocJIe Tiepexoa ¢ Ianebo Ha BAMOPOJIOH U C TTPEIHU30-
Ha Ha BaMOPOJIOH.

[To pe3ynbraraM IMPOBEeIEHHOTO UCCACIOBAaHMS, TIEP-
BUYHasi KOHEYHas TOYKa ObljIa JTOCTUTHYTA C BBICOKOM
CTaTUCTUYECKON 3HAUMMOCTBIO uepe3 24 Hen. B menom
BaMOPOJIOH ITPOIEMOHCTPUPOBa 3(h(HEKTUBHOCTD B TIOCTHU -
JKEHUM TIEPBUYHOM KOHEYHOM TOYKU U MO OOJIBIIMHCTBY
BTOPUYHBIX KOHEYHBIX TOUYEK 1151 00eux 103 (Tad. 1). [pyrn-
I1a TMalMeHTOoB, MOJYyYaBIIMX BaMOPOJIOH 6 MTI/KT/CYT,
10 CpaBHEHMUIO C ILIalebo IokKasana yaydylleHUe yxke
K 6 HeJl JIeYeHMs] M COXpaHEeHUe TUHAMUKY 10 24 Hell Te-
panuu. [TepBoit TOMOTHUTEIBHOM KOHEYHOM TOUKOI1 ObI-
JIO U3BMEHEHME BPEMEHMU IToIbeMa C I10JIa U3 TTOJIOKEHUS
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R

Hepena -5/ Week -5 Henena 0/ Week 0 Hepena 24 / Week 24 Henena 28 / IWeek 28 Hepena 48 / Week 48
Puc. 3. Jluzaiin pandomuszuposarnnozo 080iiH020 crenoeo naayedo- u npedHU30H-KOHMPOAUPYeM020 KAUHUMECK020 UCCAe008AHUS C yHaCmU-
em 121 earokokopmukocmepoud-HausHoeo nayuenma ¢ npoepeccupyioujeil mviueunoti ducmpogueil Jowenna é gospacme om 4 0o 7 aem.

PDN — npeonuszon; PBO — naaue6o

Fig. 3. Design of a randomized, double-blind, placebo- and prednisone-controlled clinical trial in 121 glucocorticoid-naive patients with progressive Duchenne
muscular dystrophy aged 4 to 7 years. PDN — prednisone; PBO — placebo

Taoauna 1. Pesyavmamot ouenku sghghexmueHocmu 6amopoaora no cpaghenuio ¢ naayebo k 24 ned uccredosanus
Table 1. Results of the evaluation of the efficacy of vamorolone compared with placebo at 24 weeks of the study

Level End point Comparison with placebo Difference MCSD
TlepBUYHBIA Cxkopocts TTSTAND VAM 6 Mr/Kr 0,06 ¢ >0,023 ¢ 0.002
Primary TTSTAND speed VAM 6 mg/kg 0,06 s >0.023 s >
Cxopocts TTSTAND VAM 2 mr/xT 0,04 ¢ >0,023 ¢ 0.017
TTSTAND speed VAM 2 mg/kg 0,04 s >0.023 s >
VAM 6 Mr/Kr 42 m >26—32 M
6MWT VAM 6 mg/kg 42 m >26—32 m 0,003
Bropuunbie VAM 2 mr/xT 37m >26—32 M
Secondary 6MWT VAM 2 mg/kg 37 m >26—32 m 0,009
Cxkopocth TTRW VAM 6 mr/xr 0,24 m/c >0,2Mm/c 0.002
TTRW speed VAM 6 mg/kg 0.24 m/s >0.2 m/s >
Cxkopocts TTRW VAM 2 mr/Kr 0,13 m/c >0,2 M/c 0.103
TTRW speed VAM 2 mg/kg 0.13m/s >0.2 m/s >
Cxkopocts TTCLIMB VAM 6 mr/xr 0,07 3amanusi/c _ <0.001
TTCLIMB speed VAM 6 mg/kg 0.07 task/s >
Cxkopocts TTCLIMB VAM 2 mr/Kr 0,06 3amanusi/c _ 0.006
OGBS E TTCLIMB speed VAM 2 mg/kg 0.06 task/s ?
Search
VAM 6 Mr/Kr 3,4 6amta >2—3 bara
NSAA VAM 6 mg/kg 3.4 points >2—3 points AL
VAM 2 mr/xT 3,2 6amra >2—3 bata
NSAA VAM 2 mg/kg 3.2 points >2—3 points ol

Ilpumenanue. TTSTAND — epems nodsema c noaa uz nosoxcenus rexca Ha cnune; 6MWT — mecm 6-munymmoii x00666t; TTRW —
epems 6eea/xo0v0b1 Ha 10 m; TTCLIMB — spems nodsema na 4 cmynenvku; NSAA — mecm «Cegepnas 3ee3da»; VAM — eamoponon;

MK3P — munumanvuas KAUHUYECKU 3HAYUMAS PA3HUYA.

Note. TTSTAND — time to rise from the floor from a supine position; 6MWT — 6-minute walk test; TTRW — time to run/walk 10 m; TTCLIMB — time to

climb 4 steps; NSAA — North Star test; VAM — vamorolone; MCSD — minimal clinically significant difference.
|
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JiexXa B rpyIlne, MojyyJarolieii BAMOPOJIOH 2 MTI'/KT/CVT,
0 cpaBHEHUIO ¢ Tuiane6o. HecMoTpst Ha To 4TO KpuBas
JMWHAMUKU U3MEHEeHUI Obla 00Jj1ee JaTeHTHOM 10 CpaB-
HEHUIO ¢ TIepBUYHOI KOHEUHON TOYKOMH, K 24 Hena Obuia
JIOCTUTHYTA CTATUCTUYECKU 3HaYMMasl pa3HUIIA.

IIpu olieHKe 6E30IACHOCTY YYUTHIBAIA HE TOJILKO KO-
JIMYECTBO, CTETIEHb TSDKECTU 1 YacToTy pasutust HS, Ho v Ta-
KHe TIoKa3aTe/iv, KaK POCT MalMeHTa, COCTOSTHIUE KOCTHOM
TKaHM, U3MEHEHUs B MOBeleHYecKoil chepe u mp. [12].
Bamoponon o6iagan npuemMaeMbiM mpodusieM de3ormac-
HocTU B TeueHue 48 Hen. Hanbonee yacteimu HA Obutn
MHQEKIIMY BEPXHUX IbIXaTEeJbHBIX MyTeil (BaMOPOJIOH
2 mr/kr/cyt, 35,7 % (n = 10) u BaMOpOJIOH 6 MTI'/KT/CyT,
14,3 % (n=4)), pBora (BaMopoJIoH 2 Mr/Kr/cyT, 21,4 % (n=06)
U BaMOPOJIOH 6 Mr/Kr/cyT, 21,4 % (n = 6)), KYILIMHTOMI -
HbIE YepThI (BAMOPOJIOH 2 Mr/Kr/cyT, 14,3 % (n = 4) u Ba-
MOPOJIOH 6 Mr/KT/cyT, 32,1 % (n =9)), Kaiieab (BaMOpo-
JI0H 2 Mr/Kr/cyT, 17,9 % (n = 5) 1 BAMOPOJIOH 6 MT'/KT/CYT,
10,7 % (n = 3)), NOBBIICHNE TeMITEPaTyphl (BaMOPOJIOH
2 mr/xr/cyr, 25,0 % (n = 7) 1 BaMOpPOJIOH 6 MTI'/KI/CyT,
10,7 % (n = 3)), auapes (BaMOPOJOH 2 MTI/KI/CYT,
10,7 % (n = 3) u BamopoJioH 6 mr/Kkr/cyT, 17,5 % (n = 5)).
3a BpeMsI KCCIeIoBaHMsI OBUIO 3apeTUCTPUPOBAHO 3 Cephb-
e3HbIx H, koTopble ObUIM MPU3HAHBI HE CBSI3aHHBIMU
¢ npemnapaToM (TiepopUpPOBaHHbIN ANMIEHANIIAT U aCTMa
B IpyIIIie BAMOPOJIOHA 6 MI/KT/CYT U BUPYCHBII TacTpO-
SHTEPUT B I'PyIIIie BAMOPOJIOHa 2 MI/Kr/cyT) [12].

VYBenmueHre MHIEKCa Macchl Tejla HaOJIio1aIoch B IIep-
Bble 24 HeJ, HO MoKa3zaTeJlb CTaOUIM3upoBacs K 48-i
Henene. CaeayeT OTMETUTD, YTO CJI0KHOKOHTPOJIUPYEMBbIi

0,

b

@= Vam 2 mr/kr/cyt (n=30) / Vam 2 mg/kg/day (n = 30)
@ Vam 6 mr/kr/cyt (n=28) / Vam 6 mg/kg/day (n = 28)
@ Pred (n=30)

0,2

®n=27

I13MeHeHue z-nokasarens pocta no CpaBHEHUIO
CUCXOLHbIM YPOBHEM (cpeaHee 3HaueHue + ((0) /
Change from baseline in height z-score (mean + MSD)

Hepena 48 /
Week 48

WcxonHbiii yposenb / Hepena 12/ Hepena24/ Hepena34/
Initial level Week 12 Week 24 Week 34
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Habop Macchl Tesia y peoernka ¢ [IM]] dromeHHa yBeau-
YMBaeT HAarpy3Ky Kak Ha KOCTHYIO CUCTEMY B 1IEJIOM, TaK
M Ha OITOPHO-IBUTATEJIEHYIO B YACTHOCTH, YTO CIIOCOOCT-
BYET MPOrPECCUPOBAHUIO 3a00IeBaHUS M paHHEH IoTepe
aMOyIaTOPHOCTH.

Kputnyecku BaxkKHO, 4TO, B OTJIMYKE OT KJIACCUIESCKUX
I'KC, BaMOpoIOH He BBI3BaJ 3aJepPXXKU poCcTa, MpUYeM
Tepexo ¢ MPeIHMN30Ha Ha BAMOPOJIOH TIPUBOAMII K BOC-
CTaHOBJIEHUIO TpacKTopuu pocTa (puc. 4). INanueHTHI
¢ I[IMJI, JromieHHa B TpymIiax, MoJydaBIINX BaMOPOJIOH
B J03aX 2 ¥ 6 MI'/KT/CyT, AEMOHCTPUPOBAIN COXpaHEHUE
TPaeKTOPUU POCTa, B TO BpeMsI KaK MPEIHU30H 3aMe IS
pOCT, Ha YTO yKa3bIBajo OTPUIIATE]IbHOE M3MEHECHME
Z-TI0KAa3aTesisl POCTa [0 CPABHEHUIO C MCXOIHBIM YPOBHEM.
BbUn rostydeHbl TaHHbBIE O BOCCTAHOBJICHUM POCTa B IPYII-
Max MalueHTOB, paHee MOJyJaBIIUX IIPETHU30H U Iepe-
LIeIIIMX Ha BAMOPOJIOH MOCje CMEHBI npemnapara [12].

OTneabHO ClIeayeT OTMETUTh BIMSIHUE BaMOPOJIOHA
Ha KOCTHYIO CUCTeMy. B oTiimyue oT TpaauliMOHHO TIpU-
meHsieMbix ipyu [TMJI JTroiieHHa mpeaHu30JI0Ha U Jed-
Jla3aKopTa, BAMOPOJIOH HE BJIMSET Ha COCTOSIHME TIOTHO-
CTM KOCTHOM TKaHU. CHIBOPOTOYHBIC OHMOMapKephl
KOCTe0Opa3oBaHUsl (OCTeOKaIbIIMH, MHTAKTHBI N-KOH-
1eBoil mponentua npokoyuiareHa 1 (P1NP)) u koctHoro
obMeHa (CIUMTBhIA KosutareHoM C-TeJonenTun TUIla
1 (CTX1)) npoaeMOHCTPpUPOBAIU 3aMETHOE CHUXXKEHUE
rmoxkasateyieil TIpM JICYUCHUW NMPEIHU30HOM B TEUCHMUE
1-ro mepuoaa Mo CpaBHEHUIO ¢ BaMOPOJIOHOM. BmecTte
C TeM BO 2-M IIepUoie UCCIeI0BaHMS IEPEXOI C IPEaHU-
30Ha Ha BAMOPOJIOH ObLI CBSI3aH ¢ BOCCTAHOBJIEHUEM I10-

6

@ Pred — Vam 2 mr/kr/cyT (n=15) / Pred — Vam 2 mg/kg/day (n = 15)
“® Pred — Vam 6 mr/kr/cyT (n=15) / Pred — Vam 6 mg/kg/day (n=15)
@ Vam 6 mr/kr/cyT (n=28) / Vam 6 mg/kg/day (n = 28)

n

-0,2 4

/13MeHeHue Z-noKa3aTena pocta No CpaBHEHNI
CUCXOfHbIM YPOBHeEM (cpefiHee 3Hauenme + (C0) /

Change from baseline in height z-score (mean + MSD)

Hepnena 48 /
Week 48

WcxonHbiii ypoBenb / Hepena 12/ Hepena24/ Hepena34/
Initial level Week 12 Week 24 Week 34

Puc. 4. Uzmenenue z-kpumepus pocma: a — Ha ¢oHe npuema pazauuHslx 003 eamopoaona (Vam) (2 uau 6 me/ke/cym) no cpasHenuro
¢ npednuzononom (Pred); 6 — soccmarosénenue kpugoii pocma nocae nepexooa Ha Vam é 0ozax 2 uau 6 me/Ke/cym no cpasHeHuro ¢ epynnoi
Vam 6 me/ke/cym na npomsaxcenuu 48 ned. CCO — cpednee cmanoapmuoe omkjAOHEHUe

Fig. 4. Change in growth z-score: a — during treatment with different doses of vamorolone (Vam) (2 or 6 mg/kg/day) compared with prednisolone (Pred); 6 —
recovery of the growth curve after switching to Vam at doses of 2 or 6 mg/kg/day compared with the Vam 6 mg/kg/day group for 48 weeks. MSD — mean

standard deviation
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—— [IpenHu30H 0,75 Mr/Kr/cyT (MyHKTUPHAA MMHUA) —> BaMOPONOH 6 Mr/Kr/cyT (cnnowHaa nuwua) (n = 15) / Prednisone 0.75 mg/kg/day (dotted line) — vamorolone 6 mg/kg/day (solid line) (n = 15)
~——TIpenHu30H 0,75 Mr/Kr/cyT (MyHKTUPHAA NMHUA) —> BaMOPONOH 2 Mr/Kr/cyT (cnnowHaa nuwua) (n = 15) / Prednisone 0.75 mg/kg/day (dotted line) — vamorolone 2 mg/kg/day (solid line) (n = 15)

—— BamoponoH 6 mr/kr/cyt (n = 28) / Vamorolone 6 mg/kg/day (n = 28)
= Bamoponon 2 mr/kr/cyT (n = 28) / Vamorolone 2 mg/kg/day (n = 28)

OcteoKanbuyH (06pa3oBaHue Kocteit), MKr/n /
Osteocalcin (bone formation), mcg/I

PINP (06pa3oBaHue KocTeii), MKr/n /
P1NP (bone formation), mcg/!

CTX1 (pe3op6uwa KOCTHOV TKaHu), Hr/mn /
CTX1 (bone resorption), ng/ml
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T T
Henena 40/ Hepena 48/
Week 40

T T T
Ucxonmblii Hepena 12/ Henena 24/
Week 24

Hepens 34/
Week 34

Pa3HuLa B cpesHeM 3HaueH!N KOHLIEHTPALMK: 0T NPeAHU30Ha
Ha Heflene 24 10 BaMOponoHa 6 Mr/Kr/cyT Ha Hepene 48/
Difference in mean concentration values: from prednisone at week
24 to vamorolone 6 mg/kg/day at week 48
+26,8 Hr/mn/ +26.8ng/ml
p <0,0001
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Pa3HuLa B cpeHeM 3HAYEHUN KOHLIEHTPALK: OT NPeSHU30Ha
Ha Hefiene 24 1o BaMOPONOHa 6 Mr/Kr/cyT Ha Hepene 48/
Difference in mean concentration values: from prednisone at week 24
to vamorolone 6 mg/kg/day at week 48
+184 mKr/mn / +184 meg/ml

T T
Hepena40/ Hepena 48/
Week 40 Week 48
Hepenn 28 /

Week 28

Pa3Huua B cpesHeM 3HaueH! KOHLEHTPaLMK: 0T NPeAHU30HA
Ha Heziene 24 [0 BaMOPONOHa 6 Mr/Kr/cyT Ha Hefene 48/
Difference in mean concentration values: from prednisone at week 24
to vamorolone 6 mg/kg/day at week 48
+570 nr/mn / +570 pg/ml
p <0,0001

T T T T T

Henena 40/ Henena 48/  WUcxopwblit Hepena 12/ Hepena 24/
Week40 ~ Week48  yposenb/ Week12  Week24

Henena 28/ Initial level

Week 28

P <0,0001

Puc. 5. Jlunamuxa mapkepos memaboauzma kocmuoii mxanu — ocmeoxanvyura, PINP u CTX1 — 6 coieopomke Kposu y NAyueHmos ¢ npo-
epeccupyroujeii mviueuHoll ducmpogueti Jrowenna na npomsaxcenuu 48 ned kaunuyeckoeo uccredosanus. CCO — cpednee cmanoapmuoe

OMKJ/IOHeHue

Fig. 5. Dynamics of bone metabolism markers (osteocalcin, PINP and CTX1) in the blood serum of patients with progressive Duchenne muscular dystrophy

over 48 weeks of the clinical study. MSD — mean standard deviation

JIaBJIEHHBIX MPEIHU30HOM MapKepOB KOCTHOTO OOMeHa
(ocreokanbiH, PINP u CTX1). YpoBHU MapKepoB Me-
TaboJM3Ma KOCTHOM TKaHM B CHIBOPOTKE KPOBU, OCTEO-
KajbplHa (o6pa3oBanue Kocteit), PINP (o6pasoBaHue
kocreit) u CTXI1 (pe3opOiust KocTeit) ocTaBauCh CTa-
OMJIBHBIMM B 00€MX TpyIIIIaX BAMOPOJIOHA Ha BCEM MPOTSI-
KeHMU rccaenoBaHus (puc. 5) [38].

PesynbraThl 3TOTO MCCAEIOBAaHMUS TOATBEPXKAAIOT
U JaHHbBIE, TIPEACTaBICHHbIC Ha MEXKIYHApOIHOM KOHIPec-
ce MupoBoro HepBHO-MbIIeUHOro coobuiecTBa (World
Muscle Society) B oktsi6pe 2022 1. B mocTtepHOM goKiane
TOBOPUJIOCH O MEHBIIEM KOJUYECTBE KOMITPECCUOHHBIX
MepeIOMOB MO3BOHKOB y MPUHMMABIIUX BaMOPOJIOH
110 CPaBHEHMIO C JISTbMM, TOJYYaBIIMMU MPESIHU30H,
a TIpy CpaBHEHMU C TPYIIION AediazakopTa — M O MEHBIIIEH
TSDKECTH KOMITPECCMOHHBIX IIEPEJIOMOB B IPYITIIe BAMOPO-
JioHa. I1o pe3ynsraraM aHaiM3a MPOIOKEHHOTO UCCIIEN0-
Banwms Ila ¢aser (KW NCT02760264 1 NCT02760277)
MOXHO TOBOPUTH O TOM, 4TO IOCJIe 2,5 rofa JeueHMs Ba-
MOPOJIOHOM YacTOTa U TSLKECTh MEPEIOMOB ITO3BOHOYHM -
Ka ObLIa pexe U Jierye 1Mo CPaBHEHUIO C €XEIHEBHBIM
MpUMEHEeHUeM NpenHn30Ha U neduiazakopra [19, 43, 45]
(puc. 6). KpomMe Toro, y 39 MaJIb4uKOB OBLIO ITPOBEICHO
PEHTIEHOJIOTMYECKOE MCCIIeTOBAaHUE KVCTH: BBISIBJICHHBII
BO3pacT pa3BUTHUS cKeJieTa ObLT Ha 1,1 roga HuXe 61010~
TMYECKOro BO3pacTa, 4TO OBbUIO 3asiBJIEHO aBTOPaMU
KaK MMHUMabHas pa3Hula [32].

IMepexon ¢ mpenHM30HA Ha BAMOPOJIOH TaKKe ObLI
acCOLMMPOBAH CO 3HAYMTEJbHBIM CHUXKCHUEM YacTOThI
roBeeHYecKuX poodsieM (—52,8 %) [19]. [lanHbie, Tipen-
cTaBJICHHBIE Ha KOHIpecce EBpomeiickoii accoanuu
HeBpoJioroB B 2024 ., MpOoAeMOHCTPUPOBAIU 3HAUUTEb-
HO OOJIBIITYIO YaCTOTY U TSKECTh ITOBEIEHYECKUX TPOOIeM
B IPYIIIE MalEHTOB, MPUHUMABIINX ITPeTHN30H (22,6 %),
HexXeu B rpymne 1iane6o (3,4 %). OnuH nalyeHT mpe-
KpaTWI TIpUeM IPeTHU30Ha M3-3a CEPhE3HBIX ITOBEACH-
YecKuX mpobsieM. B To ke BpeMs npu NpUMeHeHUU Ba-
MOpOJIOHA HE OTMEeYaJoCh YMEPEHHBIX WU TSIXKEIBbIX
KJIMHAYECKY 3HAYMMBIX U3BMEHEHUI B IIOBEACHUHM Al -
eHToB. Yepe3 24 Hen BepOSTHOCTh BO3HUKHOBEHUS
I10 KpaiiHeit Mepe 1 HapylleHYs B TTIOBeIeHYECKOi cdepe
OblIa caMOli HU3KOM B TPYIIIIe TU1are0o, 3a KOTOPOi clie-
JoBaJIa rpyIia BaMOpOJIOHa B 03¢ 2 MI'/KI/CyT, a aajiee
rpyIlia BAMOPOJIOHa B 03¢ 6,0 MI/KT/CyT U TpyIia Ipe-
Hu30Ha [23].

[Mpu Tepanuy NMpeIHU30HOM Y HAaUOOJbIIEH TOIU
(>20 %) marmeHTOB OTMEYAIOCh KJIMHMYECKU 3HAYNMOE
yxyniieHue 1o 3 nonmkainaM PARS III: BpaxxneOHOCTb,
3aBUCUMOCTb U TIPOAYKTUBHOCTh. KIIMHMYECKM 3HAYMMOE
YXyIIIEHUE M0 TT0Ka3aTe o BpaxXAeOHOCTH HaOI100aI0Ch
y 26,1 % mauMeHTOB B TpyIIle MpeaHu30Ha, y 15,4 % —
B IpyIiIie BaMmoposioHa 6,0 Mr/kr/cyt, y 9,1 % — B rpyrme
BamopoJtoHa 2,0 mr/kr/cyruy 8,0 % — B rpyIirie miaie6o.
B rpynme naiyeHToB, TPUHUMABIINUX MPETHU30H, KIM-
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Puc. 6. Pacnpocmpanennocms (a) u cmenens msxcecmu (6) KOMnpeccUOHHbIX nepeaomos no3eonkos. DFZ — degnazaxopm; PRED — nped-
Huzon; PRED nep. — npeonu3son 6 pexcume 10 dueii npuema, 10 oneii nepepwisa; VAM — eamoponon

Fig. 6. Prevalence (a) and severity (6) of vertebral compression fractures. DFZ — deflazacort; PRED — prednisone; PRED break — prednisone in a regimen

of 10 days of intake, 10 days of rest; VAM — vamorolone

HUYECKOE YXYAIIeHHEe 3aBHUCUMOCTHM HaO0JI01anoCch
y 24,0 %, a KTMHUYECKOE yXYILUIEHUE NPOIYKTUBHOCTH —
y 26,9 % naumeHToB 1o cpaBHeHUIO ¢ <10 % malneHTOB
B 106011 Apyroii rpynie [6]. O6mias kapruHa H B rtoBe-
JIeH4YecKoil cepe Ha 24-ii Henese MccleIoBaHuUs Mpea-
cTaBJieHa B Ta0. 2.

B nipoBenenHbix KM HoBbIN auccounatuBHbiil 'KC
BaMOPOJIOH ITPOAEMOHCTPUPOBaI 3(PGhHEKTUBHOCTD, COITO-
craBuMyto ¢ npyrumu I'KC, nmpuMeHsieMbIMU MpY JISYUSHU U
nauueHToB ¢ [IM/I /IrolieHHa, HO TIpeB30LLe] UX o 0e3-
OIaCHOCTHU. B 4acTHOCTHU, OTCYTCTBUE BIUSHUS BAMOPO-
JIOHa Ha MUHEPaAJIM3al1Ii0 KOCTHOM TKaHW, BO3MOXHO,
CBSI3aHO C OTCYTCTBHEM BJIMSIHMS Ha CHYDKEHME BCAChIBa-
HUSI BUTaMMHa D B KMIIIEUHUKE, YTO, B CBOIO OUYEPE/b,
HE TIPUBOAMT K CHIXKCHUIO €r0 KOHILIEHTPAllUM B KPOBH
U TeMUHepaIn3ali KOCTHOM TKaHU, KaK 3TO JIEMOHCTPY -
pytot apyrue I'KC. ITpu coxpaHeHUH HOpMaJIbHOW MUHE-
panu3aLyu KOCTHOM TKaHM y rauueHToB ¢ [TM/I [roieHHa
HE TOJIKO MPOGhUIaKTUPYIOTCS ITEPEIOMBI, HO M COXPaHSI-
€TCsl HOpMaJIbHBII pocT KocTeit. CiemyeT OTaeIbHO OTMe-
TUTb, YTO OTCYTCTBUE yrHeTaromiero BivsHust I'KC Ha ruro-
TajaMo-Tuno¢Gu3apHO-HAAIIOUYCYHUKOBYIO CHCTEMY
MPUBOIUT K 3aITyCKy ITOJIOBOTO CO3PEBaHUsI, BIPAOOTKE
TECTOCTEPOHA U HACTYILICHUIO ITyGepTaTa.

KpoMe Toro, nokazaHHbI aHTaroHu3M MR, Bo3MoxK-
HO, 06JIaTOTBOPHO BJIMSET Y Ha CEPACYHO-COCYANCTYIO CU-
cremy. MccrienoBaHus 1o 3TOMY ITOBOIY MPOAOJIKAIOTCS
B Hacrosiiee Bpemst (KM NCT06649409). OgHako, npo-
BOJISI MapalieJin ¢ 3TOM TPYIIIO MpernapaToB, MOXHO
MPEANOJIOXUTh, YTO BAMOPOJIOH OYIeT OKa3bIBaTh 0J1aro-
MPUITHOE BIUSHUE Ha CEpACYHO-COCYIUCTYIO CHCTEMY
B 1ICJIOM 1 Ha YPOBEHb apTepUaIbHOTO TaBICHUS MallueH-
ToB ¢ [IM/] JItonieHHa B YaCTHOCTH.

IMonBoms UTor 00CYXACHUIO, CICAYEeT MOAYEPKHYTh,
YTO BaMOPOJIOH, COXPaHMB IOJIOXKUTEIbHBIE CBOMCTBA
npemnapaToB rpymibsl [ KC, He oka3bIBaeT TAKOIoO paspy-
IIAOIIETO ISHCTBYS Ha OpraHM3M pedeHKa NP JUTUTEIBHOM
MPUMEHEHUHM, YTO MOXKET MUHUMU3UPOBATh KOJIMYECTBO

IOJIy9aeMbIX PEOCHKOM IpEernapaToB ISl KOMITEHCAIIUK
HA tpapuumonnHbix 'KC (6osbinue 10361 BUTaMuHa D,
Mperapathl Kajablus, oucochoHaThl, TUITOTCH3UBHBIC
cpeactBa u ap.). Takoit moaxon, 6e€3yCI0BHO, HE TOJIbKO
ITOBBICUT Ka4eCTBO XKM3HU peOeHKa 1 €0 CEMbU, HO M CHU-
3UT Harpy3Ky Ha 3IpaBOOXpaHEHUE 3a CYCT CHIKCHUS
KOJIMYECTBA TOCTIUTAIM3ALMI (HallpUMep, JUIS TIPOBeIe-
HUS Tepanuu OoucpocdoHaTaMu), a TaKXKe KOJUYECTBA
obpalueHuit mo nosoay paszsuslimnxcs HA. Kpome Toro,
Ha3Ha4YeHME OTHOTO MpernapaTa — BAMOPOJIOHA — ITO3BOJIUT
M“30eXKaTh MOJIUIpParMa3uy MyJbTUMOPOMIHOTO MalleHTa
¢ I[IM/J1 JroiieHHa.

ITpumenenune 'KC gns neyeHus mauueHToB ¢ [IM/]
[iollleHHA SIBJISCTCS «30JI0TBIM CTaHAAPTOM» TEpaIlvu.
CraHaapTHO OOBIYHO MPUMEHSIOTCS MO0 MPeTHU30JI0H
B no3e o 0,75 Mr/kr/cyt, 1u6o Aedaa3zakopT B no3e
10 0,9 mr/xr/cyt. Kak mpaBuio, OHM Ha3HA4YalOTCS B BO3-
pacTe ¢ 4 JieT, Koraa MalMeHThl JOCTUTAIOT (ba3bl «IUIaTo»,
Ho Bo3MoxkHO Ha3zHaueHue ['KC u B 6oJiee paHHeM Bo3pa-
cte — ¢ 2 net; gednazakopt B CIIIA ogobpeH K mpuMeHe-
HUIO UMEHHO C Bo3pacTa 2 JieT. Y MpeaHu30710Ha U aed-
Jla3aKopTa OIMCaHbI Cepbe3Hble MOO0YHBIE 3((MEKTHI,
TaKue KakK pa3BUTHE OCTEOIIOpO3a, IPUBOIAIIEE K Tepe-
JIoMaM JUIMHHBIX TPYOYaThIX KOCTEI 1/WIM KOMIIPECCH-
OHHBIM IIepeJIoMaM ITO3BOHKOB, MHCYJIMHOPE3UCTEHTHOCTh
Y PUCK Pa3BUTHS CTEPOMIHOTO MTabeTa, 3a1epXKKa pocTa,
3afiepKKa ITOJIOBOTO Pa3BUTHS, CUMITTOMBI TUIIEPKOPTH -
uu3ma (cuHapom MiueHko—KyinumHra), moBeneHuYecKe
HapylIeHUsT — CTePOUAHbIN nicuxo3 [7, 33].

BamopoJioH ObLI crieiaIbHO CUHTE3MPOBAH KaK Iep-
BBIIi B cBoeM Kilacce aucconratuBHblii [KC, a o0CHOBHBIM
OTJINYMEM BaMOPOJIOHA OT TPaAMIIMOHHBIX IperapaToB
I'KC sBasiercst yaydleHHass XMMUYecKasi CTpYKTypa.

BaMopoJIoH MMeeT CXoXue ¢ IPEeIHU30JIOHOM ITOKa-
3aTenu 3(pGhEeKTUBHOCTH, OHAKO Topa3io 6oiee BHICOKUI
ypOBeHb Oe30macHoCTH [12], 4To MOATBEPKAAIOT JOKIM-
HUYECKUE U KIMHUYECKUE MCCICIOBAHUS, PE3YIbTaThl
KOTOPBIX MBI TTOAPOOHO pa3o0paiy Beile. OpeneaeHHbIM
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Tadmaua 2. Cpasrerue nosedenueckux npobaem 6 2pynnax 6amopoaoHa U npeoHu30Ha Ha 24-ii nedene uccredoganusi, n (%)
Table 2. Comparison of behavioral problems in the vamorolone and prednisone groups at week 24 of the study, n (%)

Placebo,
n=29

Adbverse events

CBsI3aHHbIE C TOBEACHYECKUMU l'[p06JIeMaMI/I

Related to behavioral problems 4(13,8)
‘YMepeHHbIe / TSKeIble 1(3.4)
Moderate /severe >
HpI/IBC,Z[H.II/Ie K IMPEKPAICHUIO JICYCHUA 0

Leading to discontinuation of treatment

0.75 mg/kg/day, n = 31

Vamorolone
6 mg/kg/day, n = 28

Vamorolone
2 mg/kg/day, n = 30

IIpennuson

10 (32,3) 5(16,7)
7(22,6) 1(3,3) 0
13,2) 0 0

MPEUMYIIIECTBOM BaMOPOJIOHA SIBJISIETCSI BOCCTAHOBJICHUE
TPaeKTOPUU POCTa B CJIy4ae MPeIbIAyIIero mpreMa mnamm-
eHroM ¢ [TM/I /TromeHHa mpeaHU3010Ha WK Aedriazakop-
Ta, a TAKKE MOJIOXKUTEIBHOE BIIMSIHUE Ha TI0JIOBOE Pa3BUTHE.
BaxxeH 1 GiaronpusITHbIN Mpoduib 6e30MacHOCTA BaMO-
poioHa: o gaHHbIM KU, 6onbimHcTBo HA Oblu pactie-
HeHbl Kak HS 111 crenenu Tskectu (mo CTCAE 5.0), Ho,
K COXaJIEHUIO, HE YIaJIOCh TIOJTHOCTBIO M30aBUThCs oT HA,
cBoiicTBeHHbIX Beeit rpymie 'KC.

TakuM o6pa3oM, MOXHO cCleJlaTh BBIBOA O TOM,
yto B Kjacce 'KC npousoiuio mprubapiieHre HOBOTO Jie-
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/

KapCTBEHHOTO IIperapaTa BAMOPOJIOHA C U3MEHEHHOM XU~
MMYECKOM CTPYKTYPOIi, KOTOpasl IpMBeJIa K IOSBICHHUIO
Y MOJIEKYJIbI IEACTBYIOIIETO BEIlIeCTBA HEOOBIYHBIX CBOCTB
U cHxkeHuto yactothl HS npenapata. K coxanenuto, rmo-
Ka ellle He IIpOoBOIMICS (hapMaKOIKOHOMUYECKUI aHaIn3
CTOMMOCTH MPUMEHEHUSI BAMOPOJIOHA C OIICHKOI €To I10-
JIOKUTEJILHOTO BO3ACHCTBUS M OTCYTCTBMS TUITMYHBIX HS.
OnHako yXe B HaCTOsIIIee BpeMsl OUEBUIHO, YTO BAMOPO-
JIOH SIBJISIETCSI OMMHUM M3 MPETapaToB BHIOOpA IS IMallMeH-
toB ¢ [TM/I TiomieHHa B kayectBe Tepanuu ['KC u mmpo-
KO NPUMEHSIETCS] BO MHOTMX CTpaHaX MUpa.
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KoHueHTpuyeckumn cknepos bano
JleKuma c onucaHnem 6 KNUHMYECKUX CyYyaeB
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KoHTaKTHhI:
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KoHueHTpuueckuit cknepos bano (KCB) — pegkoe femuenuHusunpyiollee 3abonesaxue. B ctatbe aHanusupytotcs 6 cnyya-
eB KCb, MarHoCcTMpoBaHHbIX C MOMOLYbID MarHUTHO-PE30HAHCHOM TOMOrpatum, KNMHUYECKNUX AaHHbBIX U UCCNef0BaHNA
CnHHOMO3roBOM xupkocTu. Lene aHanusa — guddeperumauma KCb n paccesHHoro cknepo3sa (PC), oueHka nporHosa
¥ Tepanuu.

Y nauueHToB 6NN BbIABNEHbI KOHLEHTPUYECKME OYAru AeMUeNUHU3aLUK. B 2 cnyyasx oTCyTCTBOBaNM ONUTOKIOHANbHbIE
aHTutena (tvn 1, xapaktepHbit gns KCB), B octanbHbix cnyyasx guarHoctuposaH Tun 2 (Yawe npu PC). JleyeHue BKkatoya-
10 [IOKOKOPTUKOCTEPOMABI, Nna3madepes u aHTU-B-kneTouHyto Tepanuio. TedeHne BapbUPOBao: y YacTu NaLUEHTOB —
MOHOGa3HOe, y ApYrux — peLuanBupyLoLLee, CXoXee ¢ nceBnoTyMopo3Hoi gopmoit PC. MarHnTHo-pe3oHaHCcHas Tomorpa-
(¥ NoKasana yMeHbLUEHWE 04aroB, HO Y HEKOTOPbIX NALWEHTOB COXPaHANCA HEBPONOrMYECKUil AeuLuT.

KCB moeT GbiTb OTAENbHON HO30/10rMYECKOI eAnHULEN, HO TpebyeT TuwiarenbHoil auddepeHymuansHoit guardoctuku ¢ PC.
PaHHss BU3yanu3aLus 1 aHanu3 CNMHHOMO3TOBO XXUAKOCTU UMEIT 0COBEHHO 6oMbLUIOe 3HaUeHWe ANs AuarHocTuku. Tepa-
nus, aHanoruyHas npumenstoweiica npu PC, ahdekTMBHA, HO HEOOXOAMMbI faNbHElLNE UCCNEA0BAHMS.

KnioueBble cnosa: KOHLI,EHTpW{ECKVIﬁ CKnepos bano, AeMUennHusunpyuiee 3abonesaHue, paCCEHHHbIVI CKnepos, mar-
HUTHO-pE€30HaHCHasa Tomorpa(bvm, ONUTOKNOHaNbHbIE aHTUTENQ, ,qmb(bepeHumaanaﬂ ANArHOCTUKa

Ina yutupoBaHusa: benupse A.A., Kotos A.C., OBunHHuKkoBa E.O. v gp. KoHueHTpryeckuit cknepos bano. Jlekuyms c onu-
CaHWeM 6 KNMHUYECKUX cny4aes. Pycckui xypHan getckoii Hesponorumn 2025;20(2):52—-60.

DOI: https://doi.org/10.17650/2073-8803-2025-20-2-52-60

Balé’s concentric sclerosis. A lecture describing six clinical cases
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Bald’s concentric sclerosis (BCS) is a rare demyelinating disorder. The article analyzes six BCS cases diagnosed using
magnetic resonance imaging, clinical data, and cerebrospinal fluid studies. The goal is to differentiate BCS from multiple
sclerosis (MS), assess prognosis, and evaluate therapy.

Patients exhibited concentric demyelination lesions. In two cases, oligoclonal antibodies were absent (type 1, typical
for BCS), while others showed type 2 (more common in MS). Treatment included corticosteroids, plasmapheresis,
and anti-B-cell therapy. Disease course varied: some patients had a monophasic course, while others experienced relapsing
symptoms resembling pseudotumoral MS. Magnetic resonance imaging showed lesion reduction, but some patients
retained neurological deficits.

BCS may be a distinct nosological entity but requires careful differentiation from MS. Early imaging and cerebrospinal
fluid analysis are crucial for diagnosis. MS-like therapy is effective, but further research is needed.
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BeepeHue

Hecmorpst Ha To 4To onrcaHust (yJIbMUHAHTHO IPO-
TeKalolllero nepruakcuajbHOro sHuedaIuTa n1aBajuch
U paHee [5, 6], «KJTaccMyecKoe» OIMMCaHe JICTATHEHOTO O~
HOCTOPOHHETO OITyXOJICBUIHOIO IMOPaXXEHUSI TOJIOBHOTO
MO3ra, IMEIOILET0 XapakKTepPHYIO TMCTOJIOTMIECKYIO KapTH-
Hy, ObUIO MpeacTaBieHo B 1927 . BeHrepcKrM HEBPOJIOTOM
Jozsef Matyas Balé nmox HazBaHuem “leukoencephalitis
periaxialis concentrica” [1]. I[lepeBon ero myb6aMKaLuy Ha
AHTJIMIACKUMA $I3bIK, OCYLIECTBICHHBIN B 1928 T., BbI3Ba
0OJIBbIIION MHTEPEC B HAYYHOM COODILIECTBE.

C MOMeHTa IIEPBBIX ONMMCAHUI 1 10 HACTOSIIIETO Bpe-
MEHH OCTaeTCs TUCKYTaOeIbHBIM BOIIPOC O TOM, ITPEACTaB-
JISIeT Iu KoHLeHTpudeckuii ckiepos bano (KCB) otaens-
HYIO HO30JIOTUYECKYIO AMHUILY WU SIBISICTCS OJHOM
U3 pa3HOBUAHOCTel paccesHHoro ckieposa (PC) (ero
MCEBIOTYMOPO3HOI (pOopMOii).

YuutbiBasg oTIMUYUTENbHYI0 0cobeHHOCTh KCbB Ha To-
MorpamMMe, BbhIpaXalolyrocs B BUJe KOHIIEHTPUUYECKOTO
PYICYHKa, TIPEACTABJICHHOIO YePeAyIOIIMMMCS KOJIBLIAMK
MUEJIMHU3UPOBAHHOI 1 IeMUETMHU3UPOBAHHON TKaHU,
MOXHO BBICKA3aTh IIPEAIIOI0XEHHNE O PA3IMYMU TTaTO(hu -
3UOJIOTUM B (POPMMPOBAHUU U PACIPOCTPAHCHUU Odara
nemuenuHusauuu npu PC u KCB. HecMmotpst Ha To 4TO
MexaHM3M (OpMUPOBAHUS KOHIICHTPUYECKMX KOJIeIl Jie-
MMEJIMHU3ALMY OCTaeTCs He 10 KOHIIA M3YYeHHBIM, CYIIe-
CTBYET TEOpHsI 0 TOM, UTO akTBHBIe ouaru rpu KCb cie-
JIYIOT MOJIE/IU AEMUETMHU3ALIMUI, KOTOpasi KMEET CXOACTBO
C TIOBpEXIEeHNEM TKaHel, MOAO0OHBIM TUTIOKCUM [7].

B cnmuHHOMO3roBOI1 Xuakoctu y namueHToB ¢ KCbh
YacTO HE OIPEIEISIeTCs] CHHTE3 OJIMTOKJIOHAIbHBIX aHTH -
tel, yto oTinyaeT KCB ot PC, npu KoTopoMm OH omnpeje-
JIsieTcsl y OOJIBIIMHCTBA OOJIbHBIX [3].

Tun TeyeHust 3a6oseBaHus1 py PC 00bIMHO MOXKHO 0Xa-
PpaKTepr30BaTh KaK XpOHUYECKUIA C TIepruoIaMu 000CTPEHUIA,
torga kak KCb umeeT B Oosiblieli cteneH MOHOGa3HbIH
xapakrep. OmHaKoO CylIecTBYIOT dopMbl 3abojeBaHUS,
MPpU KOTOPHIX OOHApy:KMBaeTcs 6osiee 1 COMyTCTBYIOLLIETO
oyara JeMHUEJIMHU3AIMN, U BBISIBJICHHBIE OYard UMEIOT
pa3HbIii «Bo3pacT» [4].

YuuTteiBas penkyio Bcrpedaemoctb KCb, TepaneBTu-
YEeCKUE MOAXOIbI K JICYCHUIO OCTAIOTCS HEYTBEPXKIECHHBI-
MM, U, KaK IIpaBUjIo, IIPU 3TOM 3a00J1eBaHUM ITPUMEHS -
10TCsI 60JIee M3yYeHHBIE METOJIbI, UCTIOJIb3YeMbIE B JICYCHUM
PC. YcnenHas TakTvKa IIPpUMEHEHMS TIIOKOKOPTUKOCTE-
POMIIOB, a TAKXKe MOCJEAYIOIIee YCIETHOE UCIIONb30BaHUE

MpernapaToB, U3MeHsoImX TeueHue PC, MOryT yka3biBaTh
Ha CyIlleCTBOBaHUE 00111ero maTohu3noJ0rMyeckKoro Me-
XaHu3Ma B popMUpOBaHUM KaK Kjaaccudyeckoro PC, tak
u KCb [8].

[IpencrapiisieM onucaHue CEpUU CITyJaeB C XapaKTepHON
MarHUTHO-PE30HAHCHOM KapTUHOM 3a00JieBaHYs, HO OTJIU-
YaOIIUXCS APYT OT Apyra KIMHUYECKUMH OCOOCHHOCTSIMU
TedyeHus, 3¢ (HEKTUBHOCTHIO JISYEHUST U TIPOTHO30M.

Knunnyeckun cnyyai 1

Ilayuenmra A. /lebrom 3abonesanus asemom 2023 e.:
Ha ghone noaHocmbio 300p08020 COCMOSHUSL, NOcAe NPOOYicOe-
HUSL NO4YBCMB08ANA CAADOCMb 8 NPABLIX KOHEUHOCMSX,
He cM02Aa NOHUCMUMb 3Y0bl, 3ACMe2HYMb NY208UlbL, HAYAAA
Xpomamb, He Moaaa npoimu 6oaee 500 m. Bmopoe obocmpe-
HUe B03HUKAO HA cAedylouull 0eHb, 0e3 s16H020 NPOGOUUDPY-
foueeo ghakmopa, ¢ nPosIeAeHUSIMU 8 8UOE PA3GUBUUENICS 60 CHE
crabocmu 8 nPagvlxX KOHEUHOCMAX.

B Hesponoeuueckom cmamyce: 06oem GKMUBHbIX U NACCUG-
HbIx Osuxceruil He ogpanuyer. Tpwiicku cnpasa — 5, caesa — 10.
Bepxusin u Huxchss npobot Bappe nosoxcumenvhble cnpasa.
Cuna motuy, 6epxuux koneynocmei D =S = 5 6aanos, cusra
HUMNCHUX KOHeuHocmell 8 mbluyax bedep D = 4 6aina, S =5
oannos. Ilocmypanvholit mpemop npasoii 6epxmeil KOHEUHO-
cmu, CYX0XcUAbHble U HAOKOCMHUUHbIE PepaeKCbl: ¢ PYK
D =S, acusvle; konennvie D = S, oxcusaeHsl ¢ pacuupenuem
peghnexcoeenvix 301, axuinogol D = S, ucusvie. Ilamonoeu-
ueckux pegaexcos nem. bprownvie peghnexcor D <S8, cnpasa
CHUdIceHbl, Obicmpo yeacaiom. CHUMCEHUE NOBEPXHOCIHOU 4y 6~
CMBUMENbHOCIU HA YPpoeHe npaeoil eonenu. Ilanrvyernocogyro
npoby 6bINOAHAEM ¢ MUMONONAOAHUEM CRPA8a, NAMOYHO-
KoneHHy — ¢ ducmempueil cnpasa. B noze Pombepea He-
yemotiuuga. dyscmeumenvivle HapyuwleHUus: GUOPAUUOHHAS
YyeCcMaEUmMeabHoCms ¢ pyk — 8 epadyuposantnix eduruy, (IpED),
cnoe D=061IpEJl, S =8 IpEJl. Ouenra no wikansam Ha Hos6pb
2023 e.: EDSS — 1 6aan; SCRIPPS — 89 6annoe; Arm Index —
1 cnpasa.

Maenumno-pesonancnas momoepagpus (MPT) eonosroeo
mo3zea om aema 2023 e. (puc. 1, a): 6 regom noaywapuu 8vi-
A6/1eHbl NePUBEHMPUKYAAPHbIE 04a2U OeMUEAUHU3AYUUU
11 u 6 Mm, 6 memeHHOI Hacmu CeMUOBANbHO0 UEHMPA — OKPY-
2Ablil KOHUeHmpuyeckuii ouae 0o 15 mm, xapaxmeprulii 041
KCB, umerowuii yemxue epanuybi. Ocenvio 2023 e. (puc. 1, 6)
obHapyuceHvl edunuunbsle ouaeu KCb 6 cemuosanvrom yen-
mpe creea Ha oHe 04ae08 OeMUeuHUu3auuU, 8 aKmueHoll
cmaduu.
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Puc. 1. Ilayuenmka A., maecHumHO-pe30HAHCHAS MOMO2PApUsl 20108H020 MO3ea 6 OuHamuke: remom 2023 e. (a) u ocenvio 2023 e. (6).

llosicnenus 6 mexcme

Fig. 1. Patient A., magnetic resonance imaging of the brain in dynamics: in the summer of 2023 (a) and in the fall of 2023 (6). Explanations are provided

in the text

Arnanu3s Ha onpedenerue 0AUCOKAOHANbHBIX AHMUMEN OM
nema 2023 e.: 1-it mun cunmesa. Ilayuenmka noayuaira
MeduKkameHmosHoe neverue memuanpeonuzonronom 1000 me
No 5. C aneaps 2024 2. noayuaem dusozunumao.

B ounamuke coxpanaromcs ycanrobbl HA HEA0BKOCHb
8 Npasoil pyKe u c1abocmbv 8 npasoil Hoee, 8 HeBPOAOCUMECKOM
cmamyce be3 cyujecmeentoll ounamuxu (om ocenu 2023 ¢.):
COXPAaHsemcst NPAGOCMOPOHHUIL 2eMUNapes3 ¢ acummempuetl
cunbl Moluty, 6 pykax S >D u cHudiceHuem cuabl Mbluly, 6 npa-
6om bedpe do 4 6annos.

Knunuyeckuin cnyyai 2

Hayuenmra B. Hauano 3abonesanus 6 27 rem: Ha ghone
ROAHOCMBIO 300P0B020 COCMOSHUS NOSABUAUCH DeHesble Hapy-
weHus 6 8ude 3aUKaHUS, HapYyuleHue NUCbMA, OHeMeHUe S3bl-
Ka, cHudxcerHue ocmpomol 3penust. Obpamuniacy K y4acmio-
somy mepaneemy, 3amem K Hespoaocy. Yepez 5 Oueii
om debroma 3a601e8aHUs NPOCHYAACH C OMCYMCMBUEM 08U~
JHCEHUIL 8 NPABLIX KOHEUHOCMSAX, ACUMMempueli AUya.

Hesponoeuueckuii cmamyc: npasocmopoHHuil npo3ona-
pe3. [lucghonus. Jlesuayus szvika enpaso. uzapmpus. Akmug-
Hble 08UJICEHUSL 8 NPABLIX KOHEYHOCMAX OMCYMCMEYIOm,
naccuenvle 0euxcenus He oepanuxensl. IlIpasocmoponnsis
eemunaneeust. ToHyc 6 npaesoil HUNCHel KOHEMHOCIU NOGbLUUEH
N0 CHACMUYECKOMY MUNY, 8 A€8bIX KOHEUHOCMAX U Npasoll
pyke guzuonoeuueckui. CyxoxncunvHole U HAOKOCMHUYHbLE
peaexcol: D >S, gvicokue ¢ pacuuperuem pegaexcoeenHbix
30H, caesa xcusvle. Kucmesoii ananoe Poccoaumo cnpasa.
Camocmosimenvro He nepedgueaemcs. DyHKyUU Mas3o08vix
opeanos konmpoaupyem. EDSS — 7 6annos.

Maenumno-pe3onanchas momoepagus 20108H020 M032a
om eechbl 2015 e.: eQunuuHblll GoKyc uwemuu 100HOU doau
cneea, ocmpblii nepuoo, Ha (hoHe KanuansipHo-6eHO3HOU MANb-
gopmayuu, sceaydoukogasn acummempus, D >S.

Maenumno-pe3onanchas momoepagus 20108H020 M032a
yepes Hedenio nocae NEPBUHO20 UCCACO08AHUSL: OMPULAMenb-
Has Junamuxa. nuanvholil pad, memacma3sol?

Maenumno-pe3onanchas momoepagus 20108H020 M032a
noemopHo, cnycms ewe 1 Hed: ompuyamenvhas OUHAMUKA.
Beposmuo, mymoponodobuuiiit PC? KCb? Obpazoeanue enu-
anvHoeo psada?

Maenumno-pe3onanchas momoepagus 20108H020 M032a
cnycms 1 mec om Hauana 3a6o04e6anus (puc. 2): 8U3yaiu3ayus
namonoeu4ecKoll KpPynHol 30Hbl KOAbUEOOPA3HOI CIPYKmMY -
Dbl 8 1601l 3a0HeN00H0-meMeHHOU o0nacmu. B 6oabuueii cme-
NeHU MACHUMHO-DEe30HAHCHASL KAPMUHA COOMBEMCMeEyem
KCb, menee 6eposmuo — H08000pA308AHUIO 2AUAALHORO Psi-
da. B cpasnenuu c npedcmaeienHbiM mpemovum UCCAe0084a-
HUeM CyuwecmeeHHOl OUHAMUKY USMEHEHUIL He OmMeYaemcs.

Maenumno-pe3onanchas momoepagus 201086H020 M032a
saemom 2023 e. (puc. 3): Ounamuka 6 gude ymeHvuleHUs pas-
Mepos 3a cuem OKPYIcaroueeo 2auosa.

IIpu uccaedosanuu auxeopa ommeuaemcs MoAbKO NOGbl-
weHue yposHs 2arKo3bl 00 3,9 mmons/a (2,75—3,75 mmons/n);
2-il mun cuHme3a 0AU2OKAOHAAbHBIX AHMUMEN.

IIposedeno meduxamenmo3Hoe neuerue NPeoHU30A0HOM
100 me éHympb uepe3 denv Ha GoHe eacmponpomeKmugHol
U KAAUUBOCHOAHAIOWel mepanuu, 3amem nyabC-mepantsi me-
munnpeonuzononom 1000me No 5, danee 6 cés3u ¢ Heagpexmue-
Hocmbio — naazmagpepe3 No 5 (2400 ma na kypce). Hauuenmra
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Puc. 2. MaZHumHO—pe3OHaHCHd}Z momoepagbu;z 20/106H020 M032a hAUUeHMKU B. cnycms 1 mec om nauana 3a6oreeéanus. Iloscnenus é mexcme

Fig. 2. Magnetic resonance imaging of the brain of patient B. 1 month after the onset of the disease. Explanations are provided in the text

Puc. 3. Maenummuo-pezonarcras momoepagus 201061020 mo3ea navuenmxu B. remom 2023 e. [loscnenus ¢ mekcme

Fig. 3. Magnetic resonance imaging of the brain of patient B. in summer 2023. Explanations are provided in the text

noayyana unmepgepon bema-1b nookoixcro 6 dose 8 man Eo
uepe3 denv. B dunamure na gone nposedennoit mepanuu om-
Meuanoch yayuuieHue 6 sude Hapacmanus MoluetHOU CUlb
8 NApPemu4HbIX KOHEYHOCMSX, NAYUEHMKA CMO2Aa NepeoU-
2amuCsl CaMoCMosimenvHo Ha KOpoOmKue OUCManyulL.

Ilpu ocmompe nemom 2023 e. 6 Hedposoeuueckom cma-
myce: 4epenHo-M03208ble HePEbl UHMAKMHbL, CYXOHNCUAbHbIE
u HaokocmHuuusle peghnexcol: D = S, ucusvle. Cuna moliiy
S =56anr08, D =4 6arra. B noze Pombepea nokauusaemcs,
npu NAMoOUHO-KOAEHHOU npobe — amakcust, 6osee 8bipadiceH-
Has cnpasa. CHudcerue enybokoil wyecmeumensrhocmu. Ha-
pyuieHue yHKUUU opeanoé manozo masa. Xodvoa — 6Goaee
500m. EDSS — 3,5 6anna.

Knunnyeckun cnyyaii 3

Ilauyuenm C., 18 aem. C konuya 2014 2. Hauan ommeuamo
JHcoucerUe 8 00AacmuU NPasoil AONAMKU, 3amem NOSBUNOCH OHe-
MeHUe 8 npaesoil pyKe, 6 meueHue 200a HAPACMAAU CHUMICEHUe
8Kyca, 080eHUe 8 21a3aX, HapyuleHe pevu, 210MAaHUsL, KOOpOU-
Hayuu. Jlemom 2015 e. Hauan ommeuams oHeMeHUe 8 NPABLIX
KOHEYHOCMSAX, 6 Npasoil NoAoBUHe AUUA, OHEMeHUe A3bIKA.
B urone 2015 e. npucoedununucey HapyuieHue nOXOOKU U peyu,
usmeHeHue novepka. Mamv nayuenma Havaia omme4amo
Y Heeo HapyuleHue nogedeHus, Hepsuiaugocms. Ilocae daumenn-
HO20 HAXOXNCOCHUSL HA CONHUE CUMNIMOMAMUKA HAPACMAAQ.

Heesponoeuueckuii cmamyc om ocenu 2015 e.: dsoernue
npu 83enside NPmo, 61e6o, 86epx, éHus. Ilpasas nocoeyonas
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Puc. 4. Iayuenm C., macHumHo-pe30HAHCHASE MOMOZDAPUS 20108H020 MO32a 8 JuHamuke: om ocenu 2015 e. (a) u om eecnvt 2016 2. (6).

Tloscnenus 6 mexcme

Fig. 4. Patient C., magnetic resonance imaging of the brain in dynamics: from autumn 2015 (a) and from spring 2016 (6). Explanations

are provided in the text

ckaadka cenaxncena. Jesuayus sazvika énpaso. Cuaa u monyc
mbluty, He uzmererwvl. CyXoxucunvHble U HAOKOCMHUYHbIE peq)-
aekcwl: ¢ pyk D =S, acuevie. Konennvie D = S, gvicokue
¢ KaoHnycom cnpaga. Axuanoewt D = S, gbicokue ¢ noasukune-
muueckum omeemom. Koopounayus deusxceruii: nasvyeHo-
C08YI0 NPOOY BbINOAHSCM C MUMONONAOAHUEM CAE8A, NAMOHU-
HO-KONEHHYI0 NPo0y — ¢ UHMEHUUOHHbIM MPEMOPOM CAe6d.
Yyscmeumenvhvle Hapyuienus: 601e6as eunecmesus npasoil
ROA0BUHBL AUUA, NPABOLL NOAOBUHBL MEAA, BePXHEN U HUNCHE]
Koneunocmu. B noze Pombepea aeekas amakcust.

Heeponoeuueckuii cmamyc om 2016 e.: cyxoxcunvHole
U HAOKOCMHUYHbIE PehieKChbl 0HCUBAeHbL 0e3 AGHOU PA3HULbL
cmopoH. JIpyeux o4azo8uix CUMNIMOMO8 HA MOMEHM 0CMOMPA
He BbIs6AEHO.

JlrombanvHas nyHKyus 045 onpedeneHus muna cunmesa
anmumen He NPOBOOUNACH.

B Hnesponoeuueckom cmamyce om ocenu 2020 e.: akmug-
HO 2#can00 He npedssasasiem, CyXouCULbHbLE PEPAeKCl 0HCUE-
aensl, D = S. Moueucnyckanue 3ampyonero, 601e3HeHHO.
Ymomasemocms noeviuena. Xoovba camocmosmenvrnas,
0e3 oepanuyenuii. EDSS — 1,5 6anna.

Maenumno-pezonanchas momoepagus 201061020 M032a
om aema 2015 e.: KapmuHa MHO20UUCACHHBIX 04A208 20108~
HO020 M032a MOJCem COOMBEemCcme08ams 0eMUeauHU3UpyIo-
wemy npouyeccy.

Maenumno-pezonanchas momoepagus 201061020 M032a
om ocenu 2015 e. (puc. 4, a): kapmuna 04a208020 OemuenuHu-
3UPYIOWe20 NOPANCEHUSL BeUeCMBa 20108H020 MO32d C CYNPaA-
U UHPaAmMeHmMopuanbHOl A0KAAU3AYUel 04a208, C GU3YANU-
3ayueil KpynHoeo ovaza 6 cyOKOPMUKAAbHbIX 0MOeaax
ne8020 noaywapusa (ouggepenyuposamo mexcdy KCbH

u ncegdomymoposHoii gpopmoii PC), be3 eosneuenus 8 npouecc
MO304UCMO20 MeAa, ¢ HApYUeHUeM UeA0CIMHOCMU 2eMaAmOo-
HYeparuueckoeo bapvepa.

Ocenviro 2015 e. npogeden Kypc hyasc-mepanuy Memui-
NPEOHU30AOHOM C NOAONCUMENbHOU OUHAMUKOIL, HAZHAYEH
anamupamepa ayemanm.

Maenumno-pezonancuas momoepagus 20108H020 M032a
om eecubvt 2016 e. (puc. 4, 6): npu cpasnenuu ¢ npedvidyuum
uccaedosanuem om ocenu 2015 e. ommeuaemces ouHamuka
meuenus 0eMuesuHU3UPYIoue20 npoyecca 8 sude UsMeHeHus
CUCHANbHBIX XAPAKMEPUCMUK PAHEee Bbi6AEHHbIX 04A208
u nosigaenus 1 Hooeo ovaea.

C 2016 e. nayuenm Havas ommeams 3nU300bL Hapyuie-
HUSL peuil, CONPOBONCOAIOUUECS OULYUeHUEM BUOPaLUL 8 NPa-
80I1 pyKe U NO36OHOYHUKE, OAUMEAbHOCMbIO S— 7 ¢, 603HUKA-
rouue excednegHo, ¢ yacmomoii okono 10 pa3 6 denb.

Maenummno-pe3onancras momozpaghus 204061020 M0O3-
ea om eecHuvl 2018 e.: 6e3 duHamuku no CpagHeHUIo ¢ 8eCHOl
2016 e.

ITlayuenm nabarodancs Heeponoeom 6 OuHamuKe, ¢ rema
2017 e. no eecny 2024 e.: awcarobv omcymemeosanu, 060-
cmpenuil 3a6onesanus He ommeuan. Iloaywan enamupamepa
avemam; nepeHoCUMOCMb NPenapama NAYUeHmMoM ommeue-
Ha kak ydoeaemeopumenvhas. Ilepecman npunumams npe-
napamot, usmensarouue meverue PC, ¢ 2020 e.

Knunuyeckunin cnyyaim 4

Ilauyuenm D. Jlebrom 3a601e6anus 6 36 nem, Koeda énep-
6ble OMMeMU CHUJICEHUe 3DeHUst Ha npasblil enas. Obpauwan-
¢Sl K 0(pmanvmonoey, noay4an mepanuro, CHyCmsi HeKOmopoe
8peMs1 3peHue 60CCMAaHAasAu8anocs. Bmopoii snuzoo yxyouwe-
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Puc. 5. Maenumno-pezonancras momoepagus 201061020 mo3ea navuenma D. Iloscnenus 6 mexcme

Fig. 5. Magnetic resonance imaging of the brain of patient D. Explanations are provided in the text

HUs 3peHus ommeueH eechoil 2022 e.; nayuenm odpamuics
K ogpmansmonoecy, noayuanr mepanuro (Kypc mpoghuueckoil
mepanuu, 0eKcamemason), 6e3 6bipaiceHH020 KAUHUHECK020
agpgpexma. Iloz0nee, nomumo yxyouweHus 3peHus Ha nPagwlil
21a3 U cysceHus noaeil 3penust, NPUCOCOUHUAOCH OUyUjeHUe
OHEeMeHUsL 8 HO2aX, NPEeUMYUECMBEHHO YIMPOM.

Kaunuuecku ommeuaemes 20pu3oHmanbHulii MEAKOaM-
nAUMYOHbBLIL HUCmaeMm, boaee GbpadceHHbli npu KpaiHem
omeedenuu 832150a 6npago. CyxoxcunbHble U HAOKOCHHUUHbIE
pedhnercor: ¢ pyk S <D, oxcuenennvle cnpasa, ¢ pacuiuperuem
peghnexcoeentbvix 30H. Konennvie pegaercor D =S, oxcusnen-
Hble, ¢ pacuiuperuem pegreKcoeeHHbIX 30H. Axuanosvl pegex-
cot D =S, oxcuenennvie. B noze Pombepea amakcus. Yysecm-
sUMeNbHble HAPYUEHUS. BUODAUUOHHAS YYBCMBUMEAbHOCb
cHuxcena (c pyk D =8 = 7 IpEJl, c noe D =S = 6 IpEJ]).
CamocmoamenvHas xo0vba He oepanuyera (6osee 500 m),
EDSS — 2,5 6anna.

Arnanu3s Ha onpedenenue 0AUCOKAOHANbHBIX AHMUMEN OM
aema 2022 e.: 2-it mun cunmesa.

Maenumno-pe3onanchas momoepagus 20108H020 M032a
om eechbl 2022 e.: KapmuHna demMueauHu3upyrouezo 3a601e-
8aHUs ben02o geujecmea 201081020 mosea. MPT, evinoanen-
Has uepe3 10 dueii om nepsuunoii (puc. 5): baro-nodobuwiii
ouae 6 ne6oil A00HOl 06aacmu ¢ NPU3HAKAMU HAKONAEHUS
napamacHemuKa.

Maenumno-pe3onancruas momoepagus 2010814020 Mo32d
om eecHbl 2023 2.: 6e3 Npu3HAK08 AKMUBHOCMU Npouecca
¢ Haauyuem bano-nodobroeo ouaea 6 ne6oii 106H0H 0bracmu
0e3 npusHakoe HaKonaenus napamaenemuxa. Ilo cpasnenuio ¢
npedvidyueit MPT ne ommeueHo HakonieHus napamazHemuxa
04G208bIMU UBMEHEHUSMU 8 BEUECMEE 20A068HO20 MO32d.

Maenumno-pe3onanchas momoepagus 2010814020 Mo32d
om eechbl 2024 e.: no cpasnenuio c MPT om eecnbt 2023 2. —
0e3 nosieaeHUsl HOBbIX AKMUBHBIX 04A208.

ITlayuenm nonynaem anmu- B-kaemounyro mepanuro npe-
napamom okpeausymab 600 me; Ha ghone mepanuu Hemxncera-
menvHbIX seaeHull He ommeuan. B yesom nposedeno 4 kypca.
Ommeuaemcs kaunuveckoe npoepeccuposarue: EDSS nemom
2024 2. — 3 6anna 3a cuem cydicerus noaell 3peHusi Ha NPasbiii
21a3 U YCUACHUSL MO3HCEUK0BOU CUMNMOMAMUKU.

Knunnyeckuin cnyyaim 5

Iayuenmra E. B 6o3pacme 28 nem ommeuana 3nu3o0
CHUICEHUS 3DEHUsL Ha NPABblil 2143, OblA YCMAHO0BAeH OUACHO3
pempobyarvbapHoeo Heepuma. Bmopoii 3nu300 yxyoduienus
camouyecmeus 603HuUK 6 32 2oda, koeda 3umoii 2021 e. ona
nodeéepHyna npagyrw Hoey, o06pamuaaco 6 mpasmnyHKm
U no eo3epaujerul 0omMoi ommemuaa c1abocms 8 NpPasoli
Hoee, HapyuwieHue peuu. Hesponoeuueckuii cmamyc om 3umol
2021 e.: uepenno-mo3206bie Hepevl uHmakmuol. Cuaa u monyc
Moty He usmererbl. CyxoucunbHole U HAOKOCMHUUHble pegiek-
col: ¢ pyk D =S, scusnie. Konennvie peghnercor D <, svicokue.
Axunnoest pechrexcot D =S, oxcusnenst. Kionyc obeux cmon.
Cumnmom Babunckoeo cnpasa. B noze Pombepea npu 3axpoimuix
anazax neexas amakcus. bonesas uwyecmeumensHocmo coxpa-
HeHa; BUOPAUUOHHAS UYBCMBUMEAbHOCHb CHUNICEHA: 8 PYKAX
coxpanena, 6 Hoeax D — nopma, S = 6 IpEJl. I[Toxooka ne uzme-
HeHa, c60000Has xo0vba He oepanuyera, EDSS — 1,5 6anna.

Hccaedosanue cnunHomo320601 Hcudkocmu om 3umbl
2021 e.: 2-ii mun cunme3sa o4u20KA0HAAbHbIX anmumen. MPT
20108H020 Mo3ea om 3umbl 2021 2. (puc. 6, a): MHONCECMBEH-
Hble ouaeu 0eMUeNuHU3AUUU 20106H020 MO32a CYNPA- U UH-
(pamenmopuatbHoll A0KAAU3AUUU C B08ACUEHUEM 6 NAMO-
A02UMECKULL NpoYecc MO30AUCMO20 mead, ¢ NPUHAKAMU
Hapyuerust UeA0CMHOCMU 2eMamosHyedaruteckoeo 6apove-
pa. IlIposedena nyavc-mepanust MemuanpeoHu3010HOM ¢ HO-
N0ACUMENbHBIM IPheKmom.

Maenumno-pe3onanchas momoepagus 20108H020 M032a
om eechbl 2022 e.: HeakmueHas cmadus, yMeHbUleHUe pa3-
Mepa ouaeoeé u (okycos. B ocmanvrom 6e3 ompuyamenvhoil
OUHamMUuKu.

Maenumno-pe3oHancHas momoepagust 201081020 Mo32d
(puc. 6, 6), weiinoeo u epyoHo20 0mMden06 NO360HOYHUKA
om oceHu 2022 2.: 6e3 npusHaKoe aKmueHocmu npouecca
u 6e3 OUHAMUKU HA YPOBHE 20106H020 MO32a; 8 WelHOM omde-
e — eOuHu4Hble ouazu OeMueauHu3ayul, 6e3 aKmueHoCmu
npouecca; 6 epyoHom omaesne 04ae08 OeMUuerUHU3AYUL He Bbl-
seaero. Ilpu nocaedyrouwux MPT, nposodumbix pa3 é 200, —
0e3 aKkmueHOCMU npoyecca U OMpuUyamenvroll OUHAMUKU.

Cocenu 2021 e. nayuenmka noayyaem anmu-B-xkaemounyro
mepanuio npenapamom okpeausymad 600 me, npogedero 6 Kyp-
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Puc. 6. Ilayuenmka E., macHumuo-pe30HaHCHAS MOMO2PaPUs 20108H020 M032a 6 duHamuke: om 3umbvl 2021 . (a) u om ocenu 2022 e. (6).

Iloscuenus 6 mexcme

Fig. 6. Patient E., magnetic resonance imaging of the brain in dynamics: from winter 2021 (a) and from autumn 2022 (6). Explanations are provided in the text

08, 0e3 HexcenamenvHbix saeaeHull. OmmeveHa NoNONCUMEeNbHAS
JuHamuxa 6 sude ymeHvlieHUs 08ueamensHo2o deguyuma.

Knunuyeckuin cnyyain 6

Ilayuenmra F., 36 nem. Jlemom 2018 2. nouyscmeosana
0CMPO BOHUKULYIO BbIPANCEHHYIO CAAOOCMb 8 1e6bIX KOHeY -
Hocmsx. B Hesponoeuneckom cmamyce: 1€60CMOPOHHULL 2e-
munapes 0o 4 6ainog. Tonyc 6 koHeuHocmax gusuonozu4e-
ckuil. Cyxoxcunvhvie U HadkocmuuyHble pegaexcor D <,
cresa odcuenenvl. Pegaexc babunckoeo caeea. Iloxodka
¢ NPUXPAMBIBAHUEM HA AEBYI0 HOZY.

Komnvromepnas momoepaghus 201061020 Mo32a om sema
2018 e.: umemuueckue usMeHeHUs 6 meMeHHoll done cnpasa —
KapmuHa Umemu4ecko20 UHCyavbma 6 bacceiine cpeoneil Mo3-
20601l apmepuu cnpasa.

Maenumno-pe3onanchas momoepagus 201081020 M032a
cnycms 1 Hed nocae komnvromepHoti momoepaghuu (puc. 7, a):
KapmuHa 0eMUeauHu3upyoue2o 3a001e8anus, akmuenas ga-
3a. Yepesz 1,5 mec evinoanena nosmopnas MPT eonoenoeo

mo3zea (puc. 7, 6): KapmuHa MH02004A208020 OeMUeAUHU3U-
PYIOUe20 NOPANCEHUS BeUeCmea 201061020 Mo32a (Cynpa-
U UHGpameHmopuanvio, 6e3 606AeHeHUs 8 NPOUECc MO30AU-
CMo20 mena), ¢ HapyuleHuem YeaoCmHOCMU 2eMamosHyeqda-
auveckoeo bapvepa (1 unghpamenmopuanvHblii ouae HaKonie-
HUsL KOHMPACMHO20 Npenapama), ¢ Haiuyuem 2 KpynHuix
@okycoe namonoeuueckoeo cuehara — 6onee 6eposmHo,
amunuunas gopma demueaunusayuu (KCh?).

Hccaedosanue 3pumenvHbix 6b136aHHBIX NOMEHYUAN0E HA
ecnoluiky om ocenu 2018 e.: napyuienuil gyHKyuu o6vicmpo-
NPOBOOSULUX BONOKOH 3PUMENbHBIX NYMell 0eMUCAUHUUPYIO-
weeo xapakmepa He eviseneHo. Mccaedosanue CHUHHOMO32080U
acudkocmu om ocenu 2018 e.: He3HauumMenbHOe NOoGblUleHUe
ypogHeil eatoko3vl do 4,0 mmonv/n (2,75—3,75 mmons/n)
u xaopa 0o 128 mmonsv/a (113— 125 mmons/n). Yposens 6en-
Ka u yumo3s 6 aukeope 6 npedeaax Hopmot, pocma Hem. Ilep-
8bLIL MUN CUHME3A 0AUSOKAOHANbHBIX AHIMUMEN.

Ilposedena nyavc-mepanus MemuanpeoHU30410HOM
1000 me Ne 5.
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Puc. 7. l[layuenmka F., macnumno-pe3oHancHas momoepagus 201061020 M0o3ea 6 duHamuxe: cnycms 1 Hed nociae KOMnbIOMeEPHOU MOMO-

epaghuu (a) u uepes 1,5 mec (6). Iloscuenus 6 mexcme

Fig. 7. Patient F., magnetic resonance imaging of the brain in dynamics: 1 week after computed tomography (a) and 1.5 months later (6). Explanations are

provided in the text

B BhIIICONMMCAaHHBIX KIMHUYECKUX CTydastx TPOBOIU-
nack nuddepeHunanbHas guarHoctuka mexay PC, KCB,
a TaKKe PSIOM OIyXOJIeBbIX HOBOOOPa30BaHUI M MH(DEK-
LIMOHHBIM MOPaXXEHMEM I'OJIOBHOTO MO3ra.

Y4uThIBask OTCYTCTBUE BBIpakeHHOTO Macc-3ddekTa
1 OBICTPOE MTPOrPECCUPOBAHNE CUMIITOMATUKHM, HET yKa-
3aHMIA Ha OITyXOJICBYIO IIPHPOY Ipoliecca. Takke ¢ ydeToM
OTCYTCTBMSI JIMXOPAAKU M U3MEHEHUI TIPU IPOBEACHUM
HCCIIeIOBAHMS IMKBOPA METOIOM ITOJIMMEPa3HOM LIETTHOM
peakinu, roceBa JMKBopa Ha (hJIopy U YyBCTBUTEIEHOCTh
MOXHO UCKJTIOYNTh MHGEKITMOHHYIO ITPUPOIY BBIILICOIH -
CaHHBIX CJTyYaeB.

ITockobKy OBUIO YCTAHOBJICHO, YTO B OCHOBE ITPHPO-
JIbI TTATOJIOTMYECKOTO Tpoliecca, MPeACTaBICHHOTO B BbI-
IIEONMMCAHHBIX CTydasiX, JIEKUT UMEHHO IeMUETMHU3ALINS
¢ opmupoBaHuem xapakrepHoro misi KCb ouara, Hau-
0oJiee HEOMHO3HAYHBIM TIPEICTABISICTCS BOIIPOC O TOM,
spisercst 11 KCh B maHHBIX cilydasX pa3HOBUIHOCTHIO
PC v xe otaenbHbIM 3a001€BaHUEM, BO3MOXHO, Jaxe
MpoTeKaromuM napauieiasHo ¢ PC.

151 perieHrst 3TOro BOIpoca HeoOXOIMMBI IPOBE/Ie-
Hue MPT B nebroTe 3a6oieBaHus (K COXaJIECHUIO, B psiie
ciyyaeB MPT Oblia mpoBefieHa JajeKo He cpa3y), aHalau3
Ha TUII CUHTE3a OJIUTOKJIOHAJIbHBIX aHTUTE/I B TUHAMUKE
(B psizme cirydaeB 1-ii TUIT CUHTE3a CO BPEMEHEM «IIepeX0-

IIUT» BO 2-i1) U caMOe IJIaBHOE — JIJIUTEJIbHOE KaTaMHe-
CTUYeCKOe HabOJIIoACHUE.

ITo HameMy MHeHMIO, citydan 1, 3 1 6 MOXKHO C OOJTBIIICH
BEpPOSITHOCTBIO OTHECTU K «MCTMHHOMY» KCb, a2,4u 5 —
K bano-nono6Hoit ¢popme PC. OgHako HU y OJHOTO Ma-
LIMEHTA HeJIb3sT UCKITIOYUTD ITePecMOoTpa IMarHo3a o Me-
pe MOCTYIICHUS] HOBOM KIIMHUYECKOM MH(MOPMAaIIH.

BoisiBIeHHBIN 1-i1 TMII CMHTE3a IPU MCCIeI0BaHUU
JINKBOPA Ha OJINTOKJIOHAJIbHBIC aHTUTEJNA B ciiydasx 1 u 6
¢ 0oJbILIei BEpOSITHOCTBIO MpoTBOpeYnT PC, MOCKOIIBKY ITpr
PC onuroxnonansHbie onockl G (IgG) obHapykuBaroTcs
6osee yeM B 90 % cirydaes [2]. B ciydasx 2, 4 u 5 BbIsSIBJIeH
2-if TUI CUHTE3a, YTO KOCBEHHO MOATBEPKAAET UX IPH-
HaJJIeXXHOCTh K BapuaHTy PC.

AHaJIM3 peICTaBICHHBIX KIIMHUYECKMX CJTydaeB CBUIC-
TEJILCTBYET O TOM, UTO U B HACTOSIIIEe BPEMsI PaHHSISI IV~
arHoctuka KCB ciioxHa 11 CielMaarcToB 10 IPUYMHE
reTePOreHHOCTH KIIMHUYECKOM KAPTUHBI, a TAKXKE B CBSI3U
C TeM, YTO B HavaJie 3a00JIeBaH1ST KOHIICHTPUIESCKUI P~
CYHOK Ha TOMOTPaMM€ MOXET ObITh HESIBHO BHIDAXKEHHBIM,
YTO HAITOMUHAET KapTUHY HEMPOBU3YaIU3alliy IIPYU HOBO-
00pa30BaHUM, PACCESTHHOM 3HIIe(aTIOMUEIIUTE WU OYare
uiemMur. OaQHAKO OTIMYUTEIbHBIE 0COOCHHOCTH HENpOo-
BU3yaJIM3alvK Ha OoJiee IMTO3MHEH CTaaruy, TIPEICTaBIISIONIE
c000i1 YepeayoIIrecs CJI0U HETPOHYTOTO M ITOPaXKEHHOTO
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MUEJIMHA, BITOCIEACTBUM CIIOCOOCTBYIOT MOATBEPKIACHUIO
KIIMHUYECKOTo ararHo3a. Takke B Le/IsIX BeprudUKaLyd Mo-
I'yT PUMEHSIThCS 00JIee COBPEMEHHBIE METOIbI TUATHOCTU-
KM, HallpUMep MarHUTHO-PEe30HaHCHasl mepdy3usi, Mar-
HHUTHO-PE30HAaHCHAasl TpakTorpadusi 6eaoro BellecTBa,
MarHUTHO-PE30HAHCHAsI CIIEKTPOCKOITHSI.

TouHast TMarHOCTHKA UMEET ITEPBOCTEIIEHHOE 3Have-
HMeE JJISI OLEHKH TTPOTHO3a U BEIOOPA TAKTUKU AajIbHE-
LIEro BeJeHMs MalnueHToB. [10CKOIbKY B HACTOSIIIIEE Bpe-
MsI He pa3paboTaHO YETKUX KPUTEPUEB BHIOOPA Teparuu,

—_
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B coBpeMeHHbIX yCIOBUAX NEPUO] CUCTEMATUYECKOrO 06Pa30BaTeNbHOMO NPOLLECca OKa3bliBaeT 60/blLIOe BAUAHWUE HA COMA-
TUYECKOE U HEPBHO-NCUXMYECKOE 30POBbE JIeTel, a LeNCTBIE Pa3NNYHbIX, B TOM YUC/E U BHYTPULIKONbHbBIX, MEAUKO-COLM-
asnbHbIX, HaKTOPOB MOXET NPUBOAUTL K BO3HUKHOBEHUIO NCUXOCOMATUYECKUX HapyLeHuWil. Ecnn pebeHok He cnpaBnseTcs
C TpeGOBaHWUAMM HOBOI COLMANLHOI Cpefpl, Y HEro MOABAAIOTCA PasfnYHble COMATUYECKUE U NCUXOHEBPONOrMYECKUE
CUMMNTOMbI, Mbl MOXEM FOBOPUTb O HApYLIEHWUM NPOLLECCOB afanTaumn 1 GOpMMpPOBaHUM WKONbHOI Ae3afanTaluum — couu-
aNlbHO-MCHUX0J10r0-NeAArorMYecKoro ABNEHUSA, CYXKaLero pe3ynsTaToM HapyleHus afanTaLnoHHOMo MexaH3Ma couma-
JM3aLUM NUYHOCTU. B pa3BuTUM WKONbHOI Ae3afanTauuu 6onblas poib NPUHABAEKUT 0COOEHHOCTAM LWKObHOI CPesbl
W TUYHOCTM pebeHKa C aKLEHTOM Ha ero BOCMUTaHUE, MEXIMYHOCTHBIE U BHYTPUCEMEIHbIE OTHOWEHUA; NOAYEPKUBAETCA
BaXXHOCTb npepwecTsyoliero hoHa. Cpean KOMNOHEHTOB LWKOLHON Ae3afanTaluyuu B HAcTosLee BPEMSA pacCMaTpuBatoT
KOTHUTWBHbII (NO3HABATeNbHbII), IMYHOCTHBIA (3IMOLMOHANbHO-OLLEHOYHBIiT), MOBEAEHYECKUIA N PU3NONOTUYECKU.
Bosblwoe BHUMaHWe yaenseTcs WKONbHOW TPEBOXHOCTU. OTMEYEHO, YTO HepedKo K LWKONbHOW Ae3ajanTtauun y eteit
MOTYT NPUBOAUTb TPYAHOCTU 06YUYEHUs, CPEAM ITUONOTUYECKUX (HAKTOPOB KOTOPBIX 0C060E BHUMAHWE yaeneHo KOrHUTUB-
HbIM HapyLIEHUAM, PacLleHBAeMbIM KaK CYObEKTUBHO U 0OBEKTUBHO BbIABNAEMOE CHUXEHWE NO3HABaTENbHbIX BYHKLMNA
B CPaBHEHWUW C MHAMBUAYANbHbIM TG0 CpeHUM BO3pacTHbIM 06pa3oBaTebHbIM ypoBHeM. MoKasaHo, Y4To Hapsady C pas-
JINYHBIMM METOLMKAMM NCUXONOTO-NE[ArorMYECcKoii U NOroneAnYecKoi KOPPEKLMN 3HaYMMOE MECTO B IeYEHUN KOTHUTUB-
HbIX HapyLWeHWi y fileTeil 3aHUMaeT MeMKaMeHTO3Has Tepanus C NPUMEHEHWeM HOOTPOMHbIX npenapartoB. OTMeYeHa Bbl-
cokas 3deKkTMBHOCTb X0NMHa anbdocuepata (LlepeToH) B neYeHUN KOTHUTUBHBIX HapyleHwnit y feTteid. MpeacTasneHs
OCHOBHbIE NPUHLMMbI KOPPEKLMM WKONbHON fie3afanTauny, UMetolLMe KOMIIEKCHbIN U MEXANCLMNIUHAPHBIA XapaKTep.
B Lienom oTMeyeHo, YTO B HacTosLee BpeMs WKONbHAsA fe3afanTaLmua OCTaeTCsA aKTyanbHOIi NpobaeMoil, pelieHue KOTopoii
HOCUT MEXAMCLUNIMHAPHBIA XapaKTep U BO3MOXHO NpU B3aMMOAENCTBUM MEAULUHCKMX PabOTHUKOB, NeAaroros, poau-
Tene n geten.

KnioueBble cnoBa: wkosnbHas fesapantauus, obyyawumecs, o6pasosaresbHasn opraHu3auus, KOrHUTUBHbIE HApyLIEHUS,
coumanusauus, xonuHa anstocuepar (LlepetoH)
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XypHan feTckoii Hesponorun 2025;20(2):61-70.
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School maladjustment in the practice of a pediatric neurologist
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In modern conditions, the period of systematic educational process has a great influence on somatic and neuropsychiatric
health of children, and the action of various, including intra-school, medical and social factors, can lead to the emergence
of psychosomatic disorders. If a child does not cope with the requirements of the new social environment, he develops
various somatic and psychoneurological symptoms, we can talk about a violation of the adaptation processes
and the formation of school maladjustment — a socio-psychological-pedagogical phenomenon resulting from a violation
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of the adaptive mechanism of personality socialization. In the development of school maladjustment, a large role belongs
to the characteristics of the school environment and the child’s personality with an emphasis on his upbringing,
interpersonal and intra-family relationships; the importance of the previous background is emphasized. Among
the components of school maladjustment, cognitive, personal (emotional-evaluative), behavioral and physiological are
currently considered. Much attention is paid to school anxiety. It is noted that school maladjustment in children can
often be caused by learning difficulties, among the etiological factors of which special attention is paid to cognitive
impairments, assessed as a subjectively and objectively detectable decrease in cognitive functions in comparison with
an individual or average age educational level. It is shown that along with various methods of psychological, pedagogical
and speech therapy correction, drug therapy with nootropic drugs occupies a significant place in the treatment of cognitive
impairment in children. The high efficiency of choline alfoscerate (Cereton) in the treatment of cognitive impairment
in children is noted. The main principles of correction of school maladjustment are presented, which have a complex
and interdisciplinary nature. In general, it is noted that at present, school maladjustment remains an urgent problem,
the solution of which is interdisciplinary in nature and is possible with the interaction of health workers, teachers, parents
and children.

Keywords: school maladjustment, students, educational organization, cognitive impairment, socialization, choline
alfoscerate (Cereton)
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Ileproa MIKOJLHOTO OOYYEHUST OKa3bIBaeT OOJIbIIOE
BJIMSTHYIE Ha COMAaTUYECKOE M HEPBHO-TICUXUIECKOE 310PO-
Bbe pebeHKa. [Tpy aToM MMeeTcsl yHUKaJTbHast BO3MOXKHOCTh
pelleHMs 3a1a4 cOepeskKeHUsT 3MOPOBbS B TeYSHME Iepruoaa
pocTa 1 pa3BUTHS peOeHKA. DTO 00YCIIOBJICHO JIUTEIbHO-
CTbIO O0Yy4YEHUSI, KOTIIA BIMSIHYE PAa3TUYHBIX, B TOM YHCTIC
W BHYTPUILKOJIbHBIX, MEIUKO-COLIMAIBHBIX, (DAKTOPOB MO-
KET TIPUBOAUTH K HAPYIICHUIO TICUXO3MOLIMOHATIBLHOTO
COCTOSTHMSI I BO3HMKHOBEHMIO Y IETEH pa3TMIHBIX IICHXO0-
COMAaTUYECKUX HapyllleH!i. bojibilioe 3HaueHre yaesieTcst
YCJIOBUSIM 00y4YeHMSsI, 00beMY yUeOHOM U BHEYy4eOHOI Ha-
rpy3ku [5, 13]. I[Ipu 3TOM OTMEUeHO, 4TO, eCclii peOeHOK
XOPOIIIO COIMAJILHO aalTUPOBaH, OH OyIeT MOTHUBUPOBAH
Ha BBICOKME aKaTeMuyecKue 1ocTkeHus [19, 58].

B niporiecce cucteMaTryeckoro o6pa3oBaTeIbHOTO ITPo-
liecca MpOMCXOJAT MOCTOSTHHAs aKTHUBHASI COLMaIbHasI
ajanTauMsl U rnepecTpoiika Mo3HaBaTebHOM M 3MOLIMO-
HaJIbHO-BOJIEBOI c(hep pedeHKa, YTO CBSI3aHO C MOSIBJICHU -
€M HOBBIX BUIIOB A€STeIbHOCTU. B mporiecce corammsanym
0OJIbIIIOE 3HAYCHUE YAEIseTCs IepruoaaM KapauHaIbHOM
CMEHBI JIeSITeIbHOCTH, KOTOPhIE HEPEAKO COYETAIOTCS
U C KPM3MCAMH JIETCKOTO BO3pacTa: Hadyajlo CMCTeMaThye-
CKOTo 00pa3oBaTeIbHOIO MpolLecca, Mepexo] B cpeaHee
3BEHO, HAa4ajI0 MpOoMWILHOro 00y4YeHMs, IIepruo/l BHIOOpa
oynyuieit mpodeccun. bosbllioe 3HaueHUe B 3TU TTEPUOIbI
HMMEET YIOBJIETBOPEHNE 3 OCHOBHBIX ITCUXOJI0OTMIECKUX T10-
TpeOHOCTEl: B aBTOHOMUU, B IPYKO€ 1 MPUHAIIC)KHOCTH,
a Takke B KOMITeTeHTHOCTH. CTerneHb YIOBJICTBOPEHHOCTU
STUX MTOTPEOHOCTE ! HAIIPSIMYIO BIMSIET Ha IPOCOIMAIEHOES
M aHTHOOIIeCTBEHHOE TTOBeAeHUE neTeit [4, 5, 61].

B Hacrosiiee BpeMst MHOTHE MCCIIEIOBATEIN paccMa-
TPUBAIOT AN TALINIO IETEH K TIEPHO/Y IIKOJBLHOIO 00y4e-
HUSI KaK CJIOXHBII ITPOLIeCC X MPUCIIOCOOIeHUSI K 00pa-

30BaTeIbHOMY YUPEKICHIIO, HOBOMY JIETCKOMY KOJUICKTHBY
U TIeJaroraM Ha OCHOBE I€PECTPOMKM MO3HABATEIbHOM,
MOTHBAallMOHHOI ¥ 9MOIIMOHAIbHO-BOJIEBOM chep pedbeHKa
[1, 4, 46]. TIpn 5TOM UMEHHO YCIIEITHOCTh aarTalii OKa-
3bIBAET 3HAYMMOE BIIMSTHYE HAa CAMOOLICHKY Y TICHXOJIOTYe-
CKOE COCTOSTHHME peOeHKa, ero CyObeKTUBHOE OTHOIICHUE
K 11IKOJTE ¥ (hOPMHMPOBaHME YIeOHOM MOTUBALIMM, OTIPEIEIISIST
B JaJIbHENIIIEM Y YPOBEHb aKaJIeMMUYECKOM YCIEITHOCTH
[2,6,9,16,17,22,41,45,47, 58]. [1pn olieHKe aganTaruy
YYUTHIBAIOT COMAaTUYECKUIA Y HEPBHO-TICUXIYECKUIA CTATyChI
pebeHKa, pe3yJIbraThl 00Y4eHMSI IT0 IIIKOJIBLHOM IporpamMme,
YPOBEHb OBJIaCHUST HaBbIKAMHM, YMCHUSIMA U 3HAHUSIMU
B IIpolIeCCe YYeObl, CTENeHb IICUXOJOTMYECKOro Komdopra
pebeHKa B IITKOJIbHOM KOJUICKTUBE M CEMbE, €T0 JIMYHOCTHBIE
U BMOILIMOHAJIbHBIE 0cOOeHHOCTU [3]. Bhloensior o0bek-
TUBHBIC M CYOBEKTUBHBIC KpuTepun amanrauuu. Cpean
OOBEKTUBHBIX KPUTEPHUEB, IOMUMO APYTUX, pACCMaTPH-
BalOT MPOAYKTUBHOCTD U YCIIEITHOCTb IEATeIbHOCTHU, MO-
JIoXeHHe peOeHKa B COLUYyME; CPeIUd CYyObEeKTUBHBIX —
SMOIMOHAIIBHOE COCTOSTHUE, CAMOYYBCTBHE U aKTUBHOCTh
pebeHKa B TIpoliecce yI4eOHOM TeITeTbHOCTH.

Mopenb MIKOJbHON afanTallMy BKJIIOYAET OLEHKY
3 OCHOBHBIX HaIlpaBJICHMII: aKaleMHUecKasl aaarTalus
XapaKTepHU3yeT CTeIIeHb COOTBETCTBUSI TIOBEACHUSI peOeH-
Ka TpeOOBaHUSAM Ilefarora M IIKOJbHOTO KOJUIEKTUBA
B LIEJIOM; COLIMaJIbHAs — OTpaXkaeT YCHEITHOCTh KOMMY-
HUKalK peOeHKa B HOBOM KOJUIEKTHBE U €T0 MOJIOXKEHUE
B HOBOIM COLIMAJILHOM Cpe/ie; TMIHOCTHAST — XapaKTepu3y-
€T YPOBEHb NMPUHATHUSI PEOEHKOM caMoro cedsi Kak o0y-
yarouerocs [48, 50].

B niporiecce usmnoornyeckoi aganTayy K IKoJIe
B HACTOSIIIIEe BPEMsI paCCMaTPHUBAIOT OCTPYIO Y ITOAOCTPYIO
¢asbl. OcTpas (paza xapakTepusyeTcsl pa3HOOOpa3HbIMU



PYCCKUN

sy IETCKOM
HEBPOAOT' MU

CHMIITOMaMU COMaTUYECKOTO U IICUXOHEBPOJIOTMYECKOTO
HeOmarononyuus. [Ipu Jerkoit agantaluyd CUMIITOMBI
HopMau3yloTcsd B TedyeHue 10—15 qHeit; npu agantaiyuu
CPEIHEe TSDKECTU — B TeUESHME Mecsla; TshKeslast anarra-
LIMST MOXKET JUTUTBCS 10 TMoayrona. JJIMTeIbHOCTh TT0/I0-
CcTpoii ¢a3bl yalle coctaBisgeT 3—5 mec. B aToT nepuog
OTMEUaeTCsl HopMaJIM3aliisl IOBeIeHUsT pebeHKa, coMa-
TUYECKHUE U TICUXOHEBPOJIOIMYECKIE CUMIITOMBI YMEHb-
matorcs. MccenoBaTeim 0OTMEUaloT, YTO MPaKTUYECKU
IMOJIOBMHA TIEPBOKJIACCHUKOB YCIICIITHO agalTHPYIOTCS
K HOBBIM YCJIOBUSIM, 35—40 % MMeloT pa3uyuHble mpooJie-
MBI, ay 15 % neTeli NOSIBIISIIOTCS BEIPAXKEHHBIE CUMITTOMBI
HapylleHMs aganTanyuu. BMmecTe ¢ TeM HapyieHue pado-
TBI PETYJISITOPHBIX CUCTEM MOXET COXPAHSThLCS B TEUCHUE
Bcero yuyeoHoro roja [ 14, 42]. Ocoboro BHUMaHUS B afar-
TAaLIMOHHBII MIepHOJ TPEOYIOT «HEOPTaHN30BaHHEIC» IETH,
KOTOPBIE JI0 IIIKOJIBI BOCITUTHIBAIMCH JoMa. B Takux ciy-
Yasix YCIIEIITHOCTb 00yYeHMsI B IIKOJIE ITOJTHOCTBIO OIIpe-
JIEJISIETCSl BOBMOXKHOCTIMU poauTesieil. OqHako HepeaKo
y TaKUX JIeTeil B HOBOM KOJUIEKTUBE CHIUXKeHA MOTUBAIIHSI
[10]. BaxxHast poJib B TpoduIakTUKE Ae3aJanTaluy OTBO-
JIATCST XOPOIITMM OTHOIICHUSIM MEXITy peOSHKOM U POIM-
TeJSIMU, a BBICOKUI COLIMAJIbHBIN CcTaTyc poauTesieit
1 cOpMUPOBAHHbBIE COLIMAbHBIC HABBIKU Y IETE TIPUBO-
JIAT K JTydlleid anantaluy B HaYaIbHOM mikoste [19, 52].

YcoBHO rccliefoBaTeNM BbIAESIOT BICOKUIA, Cpell-
HUW M HU3KUA YPOBHM afallTalluyd IEPBOKJIACCHUKOB
K IIKOJIbHOMY 00y4yeHu1o [23]. Bbicokuii ypoBeHb afgarnTa-
LIMU XapaKTepU3yeTCsl TeM, UTO AETU OBICTPO OCBaUBAIOTCS
B 1LIKOJI€, HAXOAAT HOBBIX IPY3€ii, OHM JOOpOXKeIaTeIbHbI
U CIIOKOIHBI, BHITIOJHSIIOT BCE TPEOOBAHMSI ITe1arora 1 Jier-
KO yCBaMBalOT YU4eOHBI MaTepHall, 3aHUMAIOT B Kjacce
OJaronpusATHOE CTaTyCHOE IoJioxkeHue. I1pu cpemHeM ypoB-
HE TIepUOJI ananTalyu 60J1ee IUIMTEIbHBIN, TETU UCIIBITHI -
BalOT TPYIHOCTH MpU OOILIEHUH C TIeJaroraMu U OJHOKJIacC-
HMKaMU, OTBJIEKAIOTCSI Ha YpOKax, Ha 3aMeYaHus TeJarora
HEPEIKO pearupyloT oouaaMu 1 ciedamu. Huskuii ypoBeHb
ajianrayy npeodiagaeT y 00yJaroImuxcs ¢ UMEIOITUMUCS
COLMATBHO-TICUXOJIOTUYECKUMU TPYIHOCTSIMUA. YUEHUKU
OTpULIATEILHO WK MHAKGD(EPEHTHO OTHOCITCS K IIIKOJIE,
OTMEYalOT pa3IMYHbIe HAPYILIEHUST CAMOYYBCTBUS, ITACCUB-
HBI, HE UMEIOT IPY3€i, UCIIBITHIBAIOT TPYIHOCTH MPU BbI-
TTOJIHEHUM CaMOCTOSITeIbHOM paboThl. Hepenko y HUX BbI-
SIBJISIIOTCSI TTIOBEIEHYSCKYE HAPYIICHUSI.

Ecnu peGeHOK He cIipaBisieTcs: ¢ TpeOOBaHUSIMU HO-
BOI cOLIMAJIbHOM cpeibl, He MOXET MOACTPOUTHCS IO
MPOMCXOIAIIE U3MEHEHUS 'y HETO BOBHUKAIOT Pas3iny-
HBIE COMaTUUYECKHE U IICUXOHEBPOJIOTMYECKIE CUMITTOMBI,
MOXHO TOBOPUThH O HApPYLIEHUU IPOIECCOB aJanTalluu
1 (OpMUPOBAHUY LIKOJbHOM Ae3amanTtauuu [4, 48].

B 11e;10M ne3ampanTaiius siBisieTcst pe3y/IbTaToM Hapylie-
HMSI aIaNTallMOHHOTO MEXaHU3Ma COLIMAIM3aLIMN JIMYHOCTH
U MeeT 00JIbIII0E COLTMATBHO-TICUXO0JIOTO-TeJaroruyeckoe
3HaueHue [35, 49]. B HacTos11Iee BpeMsT paccMaTpUBalOTCS
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PpasIMYHBIE ITOIXOIbI B ONPENCICHUH IITKOJIBHOM Je3a1al-
Taiuu. B paMKax MeIMKo-OMOJIOrMYECKOro ITOAX0aa
IIKOJIbHAS Ie3aJanTalisl pacCMaTPUBAETCs KaK YaCTHBIM
CJTyvaii HapylleHus y pebeHKa 00IIeil CiocOOHOCTH K TICH-
XMUYECKOM alanTalliy B CBSI3U ¢ KAKMMU-JIMOO IaToJIornde-
ckuMH hakTopami |8, 35, 49]. I1pu 3T0M GOJIBIIIOE BHUMAHKE
yAESIETCS pa3IMYHbIM HapYILIEHUSIM TICUXOHEBPOJIOTHYEC-
KOTO 3I0POBbsI, a MeJaror HarpasJIsieT TaKKX AeTel K Bpauy-
CIIeIMAIUCTy (HEBPOJIOTY, IICUXUATPY) IS BBHISIBICHUS
BO3MOXKHBIX 3a00JIeBaHUI U TIPOBEACHUST HEOOXOIUMOIA,
B TOM YHCJIe MEIMKAMEHTO3HOM, KOPPEKIIUH.

CTOPOHHUKU COLUATBbHO-TICUXOJIOTMYECKOTO IOIX0-
Jla pacCMaTPUBAIOT IIKOJIbHYIO Je3aIalTalliio KaK HeBO3-
MOXHOCTbD IIIKOJILHOTO O0YYEHMUSI B CBSI3U C TIPUPOTHBIMKU
CITOCOOHOCTSIMU peOEHKA M OCOOEHHOCTSIMU €TI0 B3aMO-
JIEACTBUSI C OKPYKAIOIIMMU B YCIIOBUSIX MHAUBUIYaTbHOI
MMKPOCOLIMAIBHOM cpebl. Beaymmmuy npuuyrHamu ae3-
aJlafTaliy IIPY 3TOM SIBJISTIOTCST KaK OCOOCHHOCTH PeOCeH -
Ka, He MO3BOJIIONINE B ITOJTHOW Mepe peaanu30BaTh €ro
CIIOCOOHOCTH, TaK U OCOOCHHOCTH MMKPOCOIMAIBHOTO
OKPYXEHMsI ¥ HealIeKBaTHBIE YCIIOBYST IIIKOJIBHOTO OOYUCHMSI.
Ocoboe BHUMaHUE yAEIICTCS JMIHOCTHOMY U COIMab-
HOMY acleKTaM ajanTaldoHHoro mpouecca [30, 35].

HexkoTopbie aBTOpBI paccMaTpUBAIOT IIKOJBHYIO 1E3-
alanTalnio KaK MPEeUMYIIECTBEHHO COIMaTbHO-TIeAarori-
YyecKoe SBJICHYE, B (POpMUPOBAHUN KOTOPOTO OIPEIEISIoNIee
3HAYCHUE MPUHAMJICKUT TIeIarOTUIECKUM U HEMOCPEICT-
BEHHO IIIKOJIBHBIM (paKTOpaM, a B Ka4eCTBE ITyCKOBOTO MO-
MEHTa PacCMaTpUBAETCSI HECOOTBETCTBUE BO3MOXKHOCTEM
pebeHKa U MpeabsIBISIEMbIX K HEMY TTeIarOTMYeCKUX Tpe-
ooBaHnuii [35, 39, 51].

B HacTosiiiee BpeMsi BBIIEISIOT 2 OCHOBHBIX TPYITITHI
MpeapacIosiararomx (hakropoB (popMUpOBaHUS Ie3anall-
TAIMOHHBIX HAPYIIIEHMI1, YTO HEOOXOIMMO YIUTHIBATh ITPH
CO3/IaHUM CUCTeMbI MPOMUIAKTUKY U pa3pabOTKM B AajTb-
HeIIeM KOPPEKIIMOHHBIX MEPOITPUSTHIA.

IlepBas rpynma ¢gakTopoB pucKa CBsI3aHa ¢ OCOOEH-
HOCTSIMHU IIKOJIbHOM cpefibl. B TaHHOM KOHTEKCTE OCHOB-
HOE€ BHUMAaHME YACISIETCS HECOOTBETCTBUIO METOIUK
Y TEXHOJIOTUI 00YJeHUsT BO3PACTHBIM U (DYHKIIMOHAIEHBIM
BO3MOXKHOCTSIM 00YJalOIIMXCs, HATMYUIO HealeKBaTHBIX
cTpaTeruii 00yJ4eH s 1 IeJarorndeckoro B3auMoIeCTBIS,
HEepalMOHATbHOM OpraHU3alvy y4eOHOTO Mpoliecca (B TOM
yucie GhU3KyJIbTypHO-0310POBUTEILHOI PabOThl), HEO-
CTaTOYHOMY YPOBHIO TPaMOTHOCTH II€IarOTrOB U POIUTEICH
B BOIIPOCAX OXpaHbl U YKPEIUICHUS 310POBbsI, AeULINTY
KOHTPOJISI CO CTOPOHBI MEIUILIMHCKUX PAOOTHUKOB, CHU-
KEHUIO YPOBHS MPOPUIaKTUIECKON pabOoThl MO (POpMU-
POBaHUIO 300pOBOro 0opa3a xxusHu [4, 5]. g npeaynpe-
KIEHUST NeUCTBUS (paKTOPOB PUCKa IIKOJIBHOM Cpelbl
00JIbIIIOE 3HAYCHME MMeeT 00yYeHME B ITIOATOTOBUTEILHOM
KJ1acce o0pa3oBaTeIbHOM OpraHu3alyu, Tae peOeHOK Tu1a-
HUpYeT 00ydaThbcs. OOyYeHHe HaBbIKaM OpraHM3alluu
y4eOHOIM HesITeIbHOCTH, HalaXXMBaHUE IMO3UTHUBHBIX
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OTHOLUEHUI MEXITy peOEHKOM U POIUTENISIMU TaKXKe OyIeT
HMMETh TOJIOXUTEIbHOE BIMSHUE Ha IIKOJIbHYIO alarita-
uuto [4, 5].

Bropas rpynia (pakTopoB prcKa pa3BUTHS IIIKOJILHOK
Jie3aanTaly — OCOOCHHOCTH JIMYHOCTH PeOCHKa, ero 10~
IIKOJIbHOTO Pa3BUTHUS, BOCIIUTAHUS, MEXIUIYHOCTHBIX
U BHYTPHUCEMEMHBIX B3aMMOOTHOIIeHUI. Cpeau colralib-
HO-TICUXOJIOTUYECKUX OCOOEHHOCTEl BaXKHO BBISIBICHUE
CEMEHONM 1 MeJaroru4eckoi 3amyleHHOCTH peOeHKa,
HEOJIarONPUATHBIX TMYHOCTHBIX Ka4eCTB, C(HOPMHUPOBAH-
HBIX JIO IIIKOJIbI (3TOLEHTPU3M, arpeCCUBHOCTD M JIp.).

B pa3BuTHM IIKOJIBHOM Je3amanTaliy BaKHOE 3HaYe-
HUE MMEET HaJMyre HeOJaronpusiTHOro COMaTU4eCKOTo
U TICUXOHEBpOJIOrMYeckoro (oHa. bosbiioe BHMMaHKe
yIeJISIeTCS 3a7epKKe PeYeBOro pa3BUTHsI, CUHAPOMY KOT-
HUTHUBHBIX HAPYIICHUI, TUKAM, aCTCHUYECKUM M TPEBOX-
HBIM PacCTpOMCTBaM, CUHIAPOMY AedUIIUTa BHUMAHUS
Y TUIIEPAKTUBHOCTU U IPYITUM HEPBHO-TICUXUYECKUM Ha-
PYLICHUSIM, TSDKEIBIM COMAaTUYECKUM 3a00JIeBaHUSIM.

B coBpeMeHHBIX YCIOBUSX pacCMaTpUBAIOTCS HE-
CKOJIBKO KOMITOHEHTOB IKOJIbHOM Ae3aganTtauuu [3, 50].
KorHutuBHBIN (ITO3HaBaTEIbHbII) KOMIIOHEHT — 3TO HE-
YCIEITHOCTh 00YYEHMSI 10 ITPOorpaMMe, COOTBETCTBYIOIICH
BO3PacTy M CIIOCOOHOCTSIM pebeHKa, KOTopask HepeaKo
MPOSIBJISICTCS] HU3KUMM OaJllIaMU T10 Pa3IUYHBIM IIpeaMe-
TaM, HEIOCTAaTOYHOCTHIO MMEIOIIMXCS 3HAHUM, YMEHUI
Y HaBBIKOB. JINYHOCTHBIN (3MOLIMOHATBLHO-OLIEHOYHBII)
KOMITOHEHT XapaKTepu3yeT HapyllIeHUe OTHOIICHUS pe-
OeHKa K 00yIEeHUIO 1 KU3HEHHOM MePCIIEKTUBE, CBI3aHHOM
¢ yue6oii B 11e1oM. [ToBeneHUeCKIi KOMITOHEHT BhIpaka-
€TCS B pa3IMYHbBIX, HEPEIKO MOBTOPSIIOIIMXCS TIOBEACHYE-
CKUX HapylieHusX. PU3noorndeckrii KOMITIOHEHT ITpeI-
CTaBJICH XXaJl00aMK Ha TOJIOBHBIC 00JIM 1 0OJIU B XUBOTE,
TPEBOXHBIMU 1 aCTCHUYSCKUMU PAacCTPOMCTBAMU, Hapy-
IIEHUSIMM CHA W aIllleTUTa, HaBI3YMBBIMU JACHCTBUSIMU
U ApyruMu cumntomamu |14, 20, 30, 50].

[Ipu paccMOTpeHNM 3MOLIMOHAIBHOTO HEOIATOITOTY YMst
B paMKax IITKOJIbHOI [e3amanTaly 00JIbI10e BHUMAHKE YIe-
JIsteTcsT (hOPMUPOBAHUIO IIKOJIBHOM TPEBOXKHOCTH. DTO CIIe-
LIDUIECKIIA BUI TPEBOKHOCTH, XapaKTEPHBII LTSI CUTYaLi
B3aMMOJIEICTBYS peOeHKa ¢ pa3IMIYHbIMA KOMITIOHEHTaMU
00pa3oBaTeNIbHOM CPe/ibl, BKITIOYAIOIIMMU (PH3MYIECKOE ITPO-
CTPAHCTBO ILIKOJIbI, B3aUMOJIEHCTBYE C OMHOKJIACCHUKAMU,
TearoraMy 1 POIUTENISIMUA U HETTOCPEACTBEHHO IIPOrpaMMy
o0y4yeHus [49]. IIpu 3ToM GosbllIOe BHUMaHUE yAEISETCS
HECITOCOOHOCTH PeOEHKa CIIPaBUTHCSI CO IKOJIBHOM ITPO-
rpaMMOii, HealleKBaTHbIM OXXKUIAHUSIM CO CTOPOHBI POTUTE-
JIeil, HeOJaronpusITHBIM OTHOLICHUSM C TleJaroraMu,
Y4eOHBIM TIEperpy3kam 1 IpodiieMaM BO B3aMMOOTHOIIIE-
HUSX CO cBepcTHMKaMU. OMHAKO HEPEIKO TPEBOXHBIC
JIETU JTOCTUTAIOT BBICOKMX PE3YJIBTATOB M OLICHUBAIOTCS
regaroraMu Kak ycIielHble o0yJalonuecs, 4To, K coxa-
JIEHUIO, YacTO IPOMCXOIUT 3a CYET COCTOSTHUS 30POBbS
peOeHKa U XapaKTepu3yeTcs yXyILIEHUEM CAMOYYBCTBUS
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K KOHIIy yueOHoro roga. Kpome Toro, Hepeako MMEHHO
y TPEBOXHBIX JACTEU CIIy4aloTCs CPBIBBI BO BpeMsl COIIM-
aJIbHO 3HAYMMBIX CUTyallMii (KOHTPOJIbHbIE pabOThI, K-
3aMeHBI U 1p.) [32]. BaxxHO MOMHUTB, YTO KOPPEKLUS
TPEBOXHBIX PACCTPOMCTB CIIOCOOCTBYET KOMIIEHCAIIUM
IICUXOCOMATUYECKMX HApPYIIEHU U BOCCTAHOBJICHUIO CO-
LIMAJIbHOW afanTaluu IeTeH.

Htoru npoekra «3a0poBoe Oyayllee», MpoBeAeHHOTO
coTpyarHUKaMu [TpruBOJDKCKOTO MCCIIEI0BaTEILCKOTO Me-
JMULIMHCKOTO yHUBepcuTeTa (oocienosaHo oosee 2300 o0y-
yalommxcs 1—2-X KJ1accoB), MoKasanu, 4to y 14,9 % nereit
BBISIBJICH HU3KUI YPOBEHb IIKOJILHOW Ie3amamnTalliu,
y 6 % — cpennmit, y 0,9 % — Bbicokuii. [1py 3TOM, 110 OLICHKE
TIeIaToroB, y JAeTell Hauboee YacTo BCTPEYAIUCh NehUIIAT
BHuMaHus (y 21,2 % — nerkue rposiBieHus, y 4,8 % — BbI-
paxeHHbIe), peakiuy ormrosutmn (7,9 u 2,1 % cooTBeTCT-
BEHHO), IposiBlieHus runepakTuBHocTH (7,8 1 2,9 % co-
OTBETCTBEHHO) W MMNyJbcuBHOCTH (8,4 m 2,6 % co-
OTBETCTBEHHO), TPEBOXHO-IEIPECCUBHBIC CHUMIITOMBI
(8,81 1 % COOTBETCTBEHHO), IEBUAHTHBIE (POPMBI TTOBEICHNST
(21 0,4 % cootBeTcTBeHHO). [1pW aHaM3e TTOBEICHIESCKIX
HapylLIeHMI B paMKax CHHIPOMA IIKOJIbHOM e3aaanTaliu
B AMHAMMKE OT 1-ro Ko 2-My Tofay oOy4eHUsI OTMEYECHO
yBeJIMUEHUE BCTPEUaeMOCTH JIeTKOM (popMbl (10 2 pa3).
OmHako B 1IeJIOM Ha 2-M rofy oOy4eHUs IIKOJIbHUKY Jie-
MOHCTPUPOBAJIA ITPOTUBOPEYMBBIE U3BMEHEHUS TTOKa3a-
TeJIei ne3ananTupoBaHHOCTHU. Tak, Mo JaHHBIM POIUTE-
JIeii, 9TU ToKa3aTeIu pacTyT (Ip1 HEM3MEHHOM YacToTe
BCTPEYAEMOCTH BHICOKOTO YPOBHSI OTMEYEH POCT YaCTOThI
BCTPEYaeMOCTH HU3KOTO YPOBHS — Ha 2,8 % 1 cpenHero —
Ha 0,5 %), a 110 JTaHHBIM IIEJarOroB, HAIPOTUB, CHIXKAOT-
¢ (cHKeHue Ha 2,9 % HU3KOTo YpOBHSI IIIKOJIBHOM Je3a-
nmanTanuu, Ha 1,3 % — cpenHero, Ha 0,6 % — BBICOKOTO).
BbU10 OTMEUYEHO, YTO IIeAaroru, uMest TOCTaTOYHBIM CO-
LIMaJIbHBIN OIBIT, 1aBajik 00Jiee 00BEKTUBHBIE OLIEHKH [21].
I1pu ob6cnenoBanum 120 mpakTUYECKU 300POBBIX ACTEH C
LIeJIbIO aHAIM3a aJanTallMOHHBIX CITOCOOHOCTE U ae3a-
JATITUBHBIX HAPYIIEHWI Yy JeTei MJIAAIIEro IIKOJIbHOTO
BO3pacTa ObLIO BISIBJIEHO, YTO JIUIIbL 56 % y4eHUKOB Mpa-
KTUYECKU 30POBbI X XOPOLIO aAalTUPOBAHBI K IIIKOJbHBIM
Harpy3kaMm. B ocTaqbHBIX ciiydassx ObUIM BBISIBJICHBI pa3-
JINYHBIC CTeTIEHU U (pOPMBI IIKOJIBHOM Je3amianTalllu:
Je3aanTalns, CBI3aHHasl ¢ KOTHUTUBHOM (DYHKIIHEH,
Habmonanach y 14 % nereit, SMOIIMOHAIIBHOE OTHOIIIEHUE
K IIpoleccy oOydeHus ObLIO HapylieHo y 18 % nereid,
ay 12 % nereit HaGMIOMANACh HECTTIOCOOHOCTD CIIPABUTHCS
C HapyIIEHUSIMHA B TTIOBeIeHUN [56].

BMmecTte ¢ TeM HepeaKo K (hOpMUPOBAHUIO IITKOJILHOM
Je3afanTaliy MOTYT IPUBOIUTD TPYAHOCTH OOYYEHUS —
3TO KOMIUIEKC MeIarOrMYeCKrX U COLUAIbHBIX IIPO0JIeM,
KOTOPHIC, BOBHMKAsI B MPOIIECCE CUCTEMaTUIeCKOro oopa-
30BaTeJILHOTO MPOIIECCa, XapaKTepU3YIOTCs HU3KHUM YPOB-
HEM Y4eOHOM NesATeIbHOCTA U MIPUBOAIT K (popMUpOBa-
HUIO TICMXOCOMAaTHUYECKUX HapyIIEHUM, CHUXCHUIO
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ycreBaeMocTy M aesdaganTtauuu [5, 33, 34]. Hepenko
y IeTeli C TPYIHOCTSIMU 00yYEHUSI YK€ B Hauaie O0y4eH s
B IIIKOJI€ BBISIBJISIIOTCS] COMaTU4eCcKasi He3peJIOCTh, HU3KUIA
YPOBEHb IICHXOJIOTUYECKON TOTOBHOCTH K OOYyYEHUIO
B IIIKOJIE, HEJOCTaTOYHAs! COIIMaIbHAsI KOMIIETCHTHOCTb.
BosHuKHOBEeHUE TPyAHOCTE 00yUeHUST MOXKET ObITh CBSI-
3aHO KaK C 0COOEHHOCTSIMHU MO3HABATEIbHOMI JeSITeIbHOC-
TH pebeHKa (B TOM YMCJIE C 3aJePKKOM IICUXOPEYeBOTO
pPa3BUTHSI, CHIDKEHUEM MHTEJUIEKTa U T.J.), TaK M C OCO-
OEHHOCTSIMU JIMYHOCTHBIX XapaKTePUCTUK 00YJaIoIIerocs,
HEeOJIarONpUSITHBIMU YCIOBUSIMUA COLIMAJIbHOM Cpeabl
U cucteMbl Bocriutanus [33]. [Tpu aToM BaxkHO OLICHUBATh
KOTHUTUBHBIE (DYHKIIMU U KaK MOXXHO PaHbIIIE BBISBISAThH
KOTHUTHUBHBIE HapylieHus.. KOrHUTUBHBIE HapyIIeHUsI
— 3TO cOOMpaTEIbHbIN TEPMUH JUISI 0003HAYCHUS pa3Idd-
HBIX HapyIIEHWI BBICIINX IICUXUYECKUX (YHKIIUI (BOC-
MPUSATHSI, BHUMaHUs, MMaMsTH, 3pUTEIbHO-MOTOPHOMI
KOOPIMHAIIMM, UHTEJUIEKTa) B pe3yjbraTe pacCTPONCTB
MPOIIECCOB MOTYYEHMS, TTepepaboTKU 1 aHaIM3a HHMOp-
MalliM; 3TO CYOBEKTMBHO M OOBEKTMBHO BBISIBISIEMOE
CHYXEHME NTO3HABATENbHbIX (PYHKLMI B CDaBHEHUU C UH-
JMUBUAYAJIBHBIM JINOO CPETHUM BO3PACTHBIM O0Opa3oBa-
TeJIbHBIM ypoBHeM [13, 26, 28, 29, 44].

B MHOrO4MCIIEHHBIX MCCJIEI0BaHUSIX ITOKA3aHO, YTO
HapsIy ¢ pa3InYHBIMU METOAMKAMMU IICUXOJIOTO-TIeIaro-
TMYECKOM 1 JIOTOIeINIEeCKOM KOPPEKIIMH 3HAYMMOE MECTO
B JICYEHUY KOTHUTMBHBIX HApYIICHU Y IeTeil 3aHMMaeT
MEIMKaMEHTO3Hasl Teparusi C UCII0Jb30BaHUEM HOOTPOII-
HbIX nipenapatoB [11, 13, 25, 27, 29, 31]. 1o onpeneneHuio
BceMupHOIi opraHu3aiuy 34paBoOXpaHeHUs, HOOTPOII-
HbIE MpemnapaThl OKa3bIBalOT aKTUBHUpYIOIIee AeiCTBHE
Ha o0y4eHMe, YIydIlIaoT IaMsITh U YMCTBEHHYIO JeSATeIb-
HOCTb, T.€. KOTHUTUBHBIE (DYHKIIMU, a TAKXKE ITOBHIIIAIOT
YCTOMYMBOCTH MO3Tra K TUIIOKCUU 1 TOKCHYECKMM BO3ICH-
cTtBUsM [31].

B psige uccrienoBaHuii MpoJeMOHCTPUpPOBaHa BbICOKAsT
3¢ dEeKTUBHOCTD B JICYCHUM KOTHUTMBHBIX HapyIICHUMA
y geteit xonuHa anbdocuepara (LlepeToH), KOTOpI sIB-
JISIeTCST XOMMHOMUMETUKOM ULEHTPaJIbHOTO NEUCTBUS
C MMPEUMYIIIECTBEHHBIM BIIMSIHMEM Ha LIEHTPAIbHYIO HEPB-
Hylo cuctemy [7, 12, 38, 43, 57]. XonuHa anbgocuepar —
MpeacTaBUTENb Kitacca hochOoX0JIMHOB, XOJIMHOBBIN 3¢Up
sn-TauLepo-3-docdara, OH SIBISIETCS KOMIIOHEHTOM (hoC-
GaTUIMIXOJUHOB (JIELUMTUHOB), B KOTOPOM 2 TUIPOKCHUT-
PYIIIBI TMLIEpUHA 3TepUUIIMPOBAHBI XXUPHBIMU KHUCJIO-
tamu [40, 62]. Xonauna anbdocuepar (LlepeToH) nerko
MPOXOAUT Yepe3 reMaTosHIIehaTndecKuii bapbep U MeTa-
0oM3UpyeTCs ¢ 00pa3oBaHNEM 2 OCHOBHBIX AEHCTBYIOIIMX
BEILECTB: XOJIMHA (ITPEealIeCTBEHHMKA alleTUIXOJIMHA) 1
rmuepodocdata (KoMnoHeHTa MeMOpaH HelipoHoB) [40,
54, 55].

M3BecTHO, 4TO XOJMHEeprudecKasi MHHepBalIUs Urpa-
€T BaXHYIO pOJIb B ITOAAepKaHUM (DYHKIIMOHAIBLHOM aK-
TUBHOCTH PA3JIMYHBIX OTAEIOB KOPHI OOJIBIIMX ITOIYyIIA-
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pvii, obecrneyeHMM KOTHUTMBHBIX IpoleccoB [60].
[TokazaHo, uyto LlepeToH obmanaeT cnocoOHOCThIO CTUMY-
JIMPOBATh BhIICJICHUE AllCTUIIXOJIMHA M3 IIPECUHANITHYE-
CKUX TepMUHAJICH U B €CTECTBEHHBIX YCIIOBUSIX, 3TO CITO-
COOCTBYET ITOBBILLIEHUIO XOJIMHEPTMYECKOM TPAHCMUCCHUH,
YAYYIIEHUIO TIepeaad HEPBHBIX UMITYJIbCOB 1 OKa3bIBaeT
MPSIMOE TIOJIOXKUTEbHOE BO3IEUCTBME Ha KOTHUTUBHBIC
dbynkuumu [15, 59]. BeIsiBiaeHO, UTO YBeIMYSHUE BbIICICHMS
alleTUJIXOJIMHA B TMIIITOKaMIle Ha (hoHe IpueMa XOJuHa
anbdociiepaTa KOppeaupyeT ¢ YJIYYIICHUEM IaMsITH
Y BHUMaHMSI, TTIOBBIIIIEHHEM ITPOAYKTUBHOCTH MHTEJIICKTY-
anbpHOM meareabHoCcTH [60]. TepaneBTrueckast 3¢ PeKTUB-
HocTb LlepeToHa orpenenseTcs TakxkKe NPsSIMbIM BIUSTHUEM
Ha JIpyrue liepeopajibHble HEMPOTPaHCMUTTEPHBIE CUCTEMBI:
HOPaAPEHEPIMYECKYIO U No(haMUHEPIMYECKYIO, TIPY 3TOM
anbda-anpeHoOIoKUpYIOlee TeUCTBUE Iperaparta, Kak
TMPEATOIAracTCcsl, MOXET CITIOCOOCTBOBATD YJTYUIIICHHUIO KPO-
BOTOKa MU HOpMaJM3allM MPOCTPAaHCTBEHHO-BPEMEHHBIX
XapaKTePUCTHK CIIOHTAHHOI OMO3JIEKTPUYECKOM aKTUB-
HocTu Mo3sra [40].

Bropoii o6pasyloluiicss MeTabOIUT XOJIMHA anbdoc-
1epara — rauiepodocdaT — sBIsETCS NMPEAIIeCTBEHHU-
KoM (hochaTUIUIXOMHA, BXOASIIETO B cocTaB hochonn-
nmuaoB (ruapodoOHOro ciosl) HelipoHaJIbHBIX MeMOpaH,
1 CITOCOOCTBYET HEMPONPOTEKIINY 1 aKTUBALIUH 1iepeOpaib-
HBIX perapaTuBHbIX IpolieccoB [ 18, 53]. B uenom Lleperon
o0JiagaeT pa3HOOOPa3HBIM CIIEKTPOM MOJOXMUTESIBHOTO
KOMILIEKCHOTO JEUCTBUSA, CIIOCOOCTBYSI BOCCTAHOBJIEHUIO
HEWPOTPaHCMUCCUU (KaK YHUBEPCAJIBHBIA JTOHOP XOJIMHA
1 3a CYET CTUMYJISIIUM BBICBOOOXKICHMS alleTUIXOJIMHA
13 MPECUHANITUIECKUX TEPMUHAJIEI), a TAKXKE aKTUBALIN
MPOLIECCOB HEMPOIUIACTUYHOCTH (C BOCCTAHOBJICHUEM I10-
BPEXXIEHHBIX MEMOPaH, YBeJTUYCHUEM YrCiia XOJMHeprude-
CKUMX HEMPOHOB, TTOBBITIEHUEM CEKPELIMI HEMPOTPODUIECKIX
(hbakTOPOB 1 PELIECITOPOB K HUM, CTUMYJISILIMM aKCOHATBHOTO
CIpayTHHTa, BOCCTAHORJIEHMEM POCTa U BETBJICHUST JICHIPUT-
HBIX OTPOCTKOB, YCUJICHUEM POCTa NEHAPUTHBIX IIUIIU-
KOB), YTO OIPEIeIsieT €ro IIMPOKOe YCIECITHOE TPUMEHE-
HME B KIIMHUYECKOI HEBPOJIOTMYECKOM MPAaKTUKE.

LlepeToH BbIIMycKaeTcsl B 3 JIEKAPCTBEHHBIX (hopMax
(KaricyJibl, pacTBOP ISl IpHMeMa BHYTPb, PACTBOP ISl BHY-
TPUBEHHOTO ¥ BHYTPUMBIIIEYHOI'O BBEACHMS), 2 13 KOTO-
PBIX pa3pelieHbl K IPUMEHEHUIO B IETCKON KIMHUYECKOM
npakThKe: Karcyasl 1o 400 Mr (¢ 16.03.2022 pa3perieHb!
K MpPUMEHEHMIO y eTeit ¢ 11 JeT) u MUTheBOl pacTBOpP
120 mr/mMna Bo akonax mo 30 u 100 ma (¢ 20.12.2022
paspelieH K NpuMeHeHUIo y feTeid ¢ 6 jet). LlepeToH
B HACTOsIIIIee BpeMsI SIBJISICTCSI € IMHCTBEHHBIM ITPeIapaToM
XOJIMHA ajibocliepara, IpUMeHEHEe KOTOPOT'o pa3peliie-
HO B meaMaTpuyeckoil nmpaktuke B Poccun. I1pu atom
Lepeton B kancynax (o 400 Mr) pa3pelieH K IpuMeHe-
HMIO Y neTeid ¢ 11 JeT Ipu KOTHUTMBHBIX HapyLIEHUSIX
JIETKOI U CpedHei CTeIEeHU TSLKECTH, 00YCIIOBJICHHBIX
YepeIrHO-MO3TOBOI TPaBMOM /WM TeMOpparudyecKum
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WHCYJIBTOM (BKJTI0Yasi BOCCTAHOBUTEIBHBIN TIEPUO/ 1 OT/IA-
JICHHBIC TIOCJIEACTBMS BBIIICYKAa3aHHBIX COCTOSIHUIA),
a B opMe IIUThEBOTO PacTBOpa — IMPU KOTHUTHUBHBIX Hapy-
IIEHUSIX JITKOM M CpeTHEl CTETICHH TSDKECTH, B TOM YMCJIe
B BOCCTAHOBUTEJILHOM IIEPHOJIE YE€PEITHO-MO3TOBOI TPABMBI
W/WIA TeMOPParndeckKoro MHCYJIbTa y IeTei ¢ 6 JIeT.

PaHee B MHOTOUMCIICHHBIX UCCIIETOBAHMSIX ObLIO BhI-
SIBJICHO, YTO XOJIMHA ajb(doclepaT OKa3bIBaeT ITOJIOXKM-
TEJbHOE BJIMSIHUE HAa KOTHUTHUBHBIE (DYHKIIUM Y AETei
U UMeEeT XOpOoIuii mpoduib 6e30IacHOCTH U TIEPEHOCH -
MocTH [7, 24, 32, 36, 43, 57]. Tak, OGbII0 IPOBEICHO JICUCHIE
228 peteit ¢ CUHAPOMOM Jie(ULIUTa BHUMAHUS U TUIIEP-
aKTUBHOCTH B Bo3pacte ¢ 3 1o 11 jet ¢ mpuMeHeHrueM
XonurHa anbdocueparta. [1ist oueHKH 3pHeKTUBHOCTH Te-
panuy BBITOJHSIN, HAPSIAY C KIIMHUKO-HEBPOJIOTMIECKOM
XapaKTepUCTUKOM, HEMPOIICKXOJOTUIECKOe 00CIeI0Ba-
HUE, B paMKaX KOTOPOT'O OIICHUBAIN CPeIU IPYTUX BHU-
MaHue U aMsITh, UHTEJUIEKTYaJIbHOE Pa3BUTHUE, YPOBEHb
COLIMAJIbHOM ajanTalii, pa3BUTHE HABBIKOB IKMCbMa
W YTEHMST; TIPOBOIMIIOCH JIEKTpO3HIIedatorpadruieckoe
ucciaenoBanue. Pe3yabraThl CCIeI0BaHUS CBUIETEIBCT-
BOBAJIM O 3HAYUTEIHLHOM YJIy4YIIIEHUU KJIMHUKO-HEBPOJIO-
TMYECKOTO COCTOSTHMS M PE3YJIBTATOB IICUXOMETPUIECKUX
uccaenoBaHuii y 94 % nereit, 4TO COMPOBOXKIAIOCH ITOJIO-
XUTEJIbHONH TMHAMUKOM Ha 3JeKTpodHIledanorpaMme
B BHJIE BOCCTAHOBJICHUSI MEXCTPYKTYPHOI'O B3aMMOICHi-
crBus [43]. I1pu aHanu3e pe3yabTaTOB KOMILIEKCHOTO
3-MeCSIYHOTrO JIeYeHUsI ¢ TpuMeHeHreM TpenapaTa Llepe-
ToH (110 400—800 MT MepopaabHO eXeTHEBHO) Y 46 Tmom-
pocTKOB 16—17 et ¢ HapylIeHreM IIKOJIBHOM aganTain
U 3aTPYIHEHUSIMU OO0YyYeHMST ObLTa BbISIBICHA MOJIOXHU-
TeJIbHasi TMHAMMKA B BUJIE perpecca CyObeKTUBHOM U 00b-
€KTUBHOI CUMIITOMATUKU IIPAKTUICCKH Y BCEX 00CIIeI0-
BaHHBIX, MPU 3TOM BBIPaXXKEHHOCTb IMOBEIEHYECKUX
Y BMOLIMOHAJIBHBIX HAapYIICHWI CHIKajIach B 2 pasa, ya-
CTOTa CUMIITOMOB LLIKOJIGHOM Jie3aialTallii M HapyLUEHUS
obydaeMocTy — B 9 pa3, HapylleHuii cHa — B 7 pa3. OTMme-
4aJIoCh MOBBIIICHKE TTOKa3aTe e KOTHUTUBHBIX (DYHKIIMIA
(TmaMsITH, KOHIIEHTpAllMi BHUMAaHUsI, IPOAYKTUBHOCTU
3alIOMUHAHMST), a YUCJIO MALMEHTOB ¢ HApYIIEHUSIMU BHU-
MaHUsI CHU3WIOCh B 3 pa3a, ¢ HapylIeHUSIMU TaMsATH —
B 2 pasa, ¢ 3aTPyIHEHUSIMU JIOTUYECKOTO MBIIUICHUST —
B 5 pas3, ¢ LepedpacTeHNnYeCKUM CUHAPOMOM — B 3,5 pa3a.
Hab6monanocs yay4ilieHre MOBEIeHMS B IIIKOJIE, a TAKXKe
MOJIOXKUTEIbHAsI AMHAMUKA Ha 3JIeKTpo3HIIedanorpaMmme
[38]. Ouenka s3(pPpeKTUBHOCTH MPUMEHEHUs TIpernapara
Lepeton B Kancynax 1o 400 mr 2 pa3za B IeHb B TeUeHHE
mecsaua y 30 meteit B Bo3pacte 7—10 et ¢ xanodamMu Ha
OBICTPYIO YTOMJISIEMOCTD, CHYKCHME BHUMAHUS 1 TTaMSITH,
TPYAHOCTH OOYYEeHUS B IIKOJIe, HApPYIIEHUSI CHa CBUJE-
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TEJILCTBOBAJIA 00 YMEHBIIIEHUH YTOMJISIEMOCTH 1 TOJIOBHBIX
0oJieil, YIydIIEeHNH SMOIIMOHAIBLHOIO COCTOSIHUS U T10-
BBILIIEHWH KadyecTBa cHa [36, 37].

Takum obpazoM, LlepeToH saBnsgeTcsd 3(pPeKTUBHBIM
1 6e30MacHbIM IperapaToM ISl JIe4YeHUsT KOTHUTHBHBIX
HapyLIEHU y AeTeli 3a CYET MYJIBTUMOIATBLHOCTH MeXa-
HM3Ma NeHCTBUSI, BBICOKOI 3(h(HEeKTUBHOCTH, 6E30I1aCHO-
CTHU Y XOPOILIE IEPEHOCUMOCTH I10 pe3yJibTaTaM KJIMHM -
YeCKUX HaOJIONEHUI, MOJOXUTEIbHOIO BIMSHUS Ha
(byHKUIMOHANBHOE COCTOSIHUE LEHTPaJTbHOW HEpPBHOM
CHCTEMBI COIVIACHO pe3yJIbTaTaM MHCTPYMEHTATbHbIX Hel-
POMU3NOIOTUIECKUX UCCIICTOBAHMIA.

B HacTosimiee BpeMsi OCHOBHBIMM IPUHIIUIIAMM KOP-
PEKIIMM IIKOJIbHOM Ie3aaanTaliiy SIBJISTIOTCST CISIYIONIIE:
3TUOMATOTeHETUIECKUI ITOIXO], OTIPEIEIISIOIIMI HE00X0-
JIMMOCTb TIPOBEACHMSI KOMIUIEKCHOM IMarHOCTUKU U OLICH-
KU COCTOSIHMSI peOeHKa C aHaJIM30M €ro COIMaJbHOro
OKPYKEHUS; TIPEUMYIIIECTBEHHO aMOyJ1aTOpHble (hOPMBI
paboThI; KOMITIEKCHAs TepaIusl ¢ aKIIEHTOM Ha IICUXOKOP-
PEKIIMOHHBIC U IICMXOCOIUATbHBIC METOIUKM, CEMEMHBII
XapakTep Tepaluu; HeOOXOAMMOCTb MEKBEIOMCTBEHHOTO
1 MEXIMCIUILIMHAPHOTO B3aUMOICICTBUS IJIs1 obecIieye-
HMSI KOMIUIEKCHOM KOPPEKIIMK IIKOJIBHOM e3aarTaluu,
aKTUBHOE OO0y4YeHUE poauTelieil; paHHsSSI TMarHOCTUKa
1 KOppeKIIMOHHas padorta [4, 22, 35, 49, 51]. Poqutensckue
TPEHUHTH TTOJIE3HBI TSl YITyYIIeHUS TICUXO3MOIIMOHAb-
HOT'O COCTOSIHUSI peOeHKa U €r0 COLIMAIbHOTO (PYHKIIMO-
HMPOBaHMUSI, CIIOCOOCTBYIOT YIIyYIICHUIO SMOLIMOHAIEHO-
IO COCTOSIHMSI POIUTENIC U B3aMMOOTHOIICHUI B CEMbe
B 1esioM [4, 22, 39]. I1o utory ocHOBHbIE HalpaBICHUS
MPOo(GUIAKTUYECKON pabOThI MO MpeayNnpexXaeHno Ghop-
MUPOBaAHUSI IIKOJBHOM Jie3aJanTallii BKJIFOYAlOT MEPO-
MPUSTUS, OCYIIECTBISIEMbIE TleJaroraMu; MpoBeIeHUe
IICUXO0JIOTaMH KOPPEKIIMOHHO-NPODUIaKTUIECKOM pabo-
ThI C POIUTENISIMU U IETbMU; IMATHOCTUKY OCOOCHHOCTE
afanTaluu AeTel U oleHKY 3¢h(MeKTUBHOCTH TPOBOAUMOI
KOPPEKIIMOHHO-TIPOMIAKTUIECKOI pabOThI; Ha3HAYCHUE
MEIMKaMEHTO3HOM KOPPeKIUU (IIpU HEOOXOTUMOCTH),
OCYILIECTBIIIEMOE BpauoM-cIieinaanucToM. [1pu aToM cpe-
I HanOoJiee BaXKHbIX aCIIEKTOB IICUXOJIOTMYECKOM IO/~
JIEPKKU JeTel paccMaTpPUBAIOTCS MPOMUIAKTHKA TIepe-
YTOMJICHUSI, CTAOUIM3aIUsI SMOLIMOHAILHOIO COCTOSTHUS
U CHUXXCHME TPEBOXHOCTHU, KOPPEKIIMsS CaMOOIIEHKH,
pa3BUTUE HABLIKOB B3aUMOIEHCTBUSA NETEW B TPYIIIE,
C POIMTEISIMM U TIeIaroraMu.

TakuM 00pa3oM, B HACTOSIIEE BpeMs IIIKOJbHasI
Jie3aIanTals OCTaeTCs aKTyaIbHOM ITPO0JIeMON, pellieHre
KOTOPOM HOCUT MEXIMCIUILIMHAPHBIN XapaKTep U BO3-
MOXHO ITPY B3aUMOICICTBUM METUIIMHCKUX pAOOTHUKOB,
MeAaroroB, pOAUTENICH U ACTEH.
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MyTauuu reHa HECW2 accoumnpoBaHbl C TAXXENbIMU HApYLIEHWUAMM Pa3BUTUS HEPBHOI CUCTEMBI, BKTIOYAA INUNENTUYECKYIO
3HUedanonarumio, 3aepxKy NCMXOMOTOPHOTO Pa3BUTUA U PE3UCTEHTHbIE INUNENTUYeCKUe NpucTynsl. B cTatbe npepcras-
NeH KNUHUYECKWi cyyail AeBOYKHM 2 NeT ¢ Ae6I0TOM INUNencuun B 3 MEC, PErpeccoM NCUXOMOTOPHOTO Pa3BUTUSA, MbILIEYHO
TMNOTOHMEN U AUCMOP(UYECKUMU YepTamMu nLa. [eHeTUYECKUIA aHaNN3 BbIABUN Y NALMEHTKU reTePO3UrOTHYI0 MUCCEHC-
myTauuio B reHe HECW2 (c.3988C>T, p.Arg1330Trp). Ha anektpo3aHuedanorpamme peructpuposanucs ancbysHole
W MyNbTUPETUOHaNbHbIE 3NUNEnTU(OPMHbIe PaspsAbl; MarHUTHO-Pe30HAHCHAA TOMOrpadus BbissBUAA HAPYXKHYIO TMAPO-
uedanuio. Npu nedeHnn Ha GoHe HeadEKTUBHOCTM KapbamasennHa, Banbnpoara v NeBeTUpPaLeTamMa AoCTUIHYT 3HaYH-
Te/IbHbI KOHTPONb NMPUCTYNOB Npu NpuMeHeHun heHobapbutana B KOMOUHALUK C NeBeTUpaLeTaMoM. [peacTaBaeHHbIi
KAMHUYECKUIA Cyyan LEMOHCTPUPYET CNOXHOCTYU Tepanun HECW2-accoummnpoBaHHOW 3Nnaencum 1 BO3MOXHYI0 3ddek-
TUBHOCTb (heHOGapOuTana npu pe3nucTeHTHbIX GopMax.

KnioueBble cnoBa: mytauuu reHa HECW2, anunentuyeckas sHuedanonatus, reHeTuyeckas anunencus, deHobapbutan,
PEe3UCTEHTHbIE NPUCTYMbI, HeilporeHe3

IAna untuposanusa: batbipos M.A., Mep X., MambiToBa 3.M., HypGekosa Y.A. ®eHobapbutan npu HECW2-accounmnpoBaHHoii
3NMAeNTUYECKOW 3HLedanonaTun: HeoXnaaHHas KnMHUYeckas 3PeKTUBHOCTb. PyccKuil xypHan [eTCKoi HeBpPONOrum
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Phenobarbital in HECW2-associated epileptic encephalopathy: unexpected clinical efficacy
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Mutations in the HECW2 gene cause severe neurodevelopmental disorders, including epileptic encephalopathy,
psychomotor delay, and drug-resistant seizures. The article presents a clinical case of a 2-year-old girl with epilepsy
onset at 3 months, developmental regression, hypotonia, and dysmorphic features. Genetic testing revealed a heterozygous
missense mutation in the HECW2 gene (c.3988C>T, p.Arg1330Trp). Electroencephalogram showed generalized, multifocal
epileptiform discharges, and magnetic resonance imaging revealed external hydrocephalus. In treatment against the
background of the ineffectiveness of carbamazepine, valproate and levetiracetam, significant seizure control was achieved
with phenobarbital in combination with levetiracetam. This case highlights the challenges in treating HECW2-related
epilepsy and suggests phenobarbital as a potential option for refractory seizures.
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HocTizkeHust B 00,1aCTU TeHETUYECKUX UCCIICI0BaHUI
M TEXHOJIOTMII CEKBEHUPOBAaHUS T€HOMA 3a MOCIICIHMIE
HECKOJIBKO JIET 3HAYUTEIbHO PAaCIIMPI IOHUMaHUE PO-
JIM TEHOB B HapyllIeHUsIX HeliporeHe3a. Hambomee akTy-
aJbHOI Tpo0JieMoll ocTaloTcs 3a00jieBaHUSI HEPBHOM
CHCTEMHI y ieTeli, 0COOEHHO paHHETo BO3pacTa, C 3aj1ep-
3KKOI YMCTBEHHOT'O ¥ MOTOPHOT'O Pa3BUTHSI B COUETAHUM
C SMUJICITUYECKUMM IIpUCTYNaMu. [eHeTUYecKue nccie-
JIOBAaHMS ITOKA3aJI1, YTO MIPUIMHOM TAKUX COCTOSTHUIA SIB-
JIIeTCs HE TOJbKO OPraHMYeCcKoe MopakeHUe roJIOBHOTO
MO3ra, HO M MyTalluy B Pa3IMYHbIX TeHAX, OTBETCTBEHHBIX
3a HeiporeHes [5].

B HacTos11ee BpeMs 3TU TeHeTHYeCKue 3a00IeBaHUS
OTHOCSITCS K IpyIIre 3HIehbaTonaTuii pa3BUTUS U SMUIETI-
Tnaeckux (BP3D). DPD mopaxalor okono 1-3 % nereit
BO BCEM MHUPE U YaCTO MPEICTABISIOT 3HAYMTEIbHOE Ope-
MsI [T ceMbM MatueHTa |5, 9]. UneHTuduimpoaHo MHO-
JKECTBO TeHHBIX MyTaluii, BbI3biBaoux DPD. Ocobwbiit
WHTepec TpeacTapasieT myrauus reHa HECW2, a Bo3Hu-
KaloIl1ue BCJIEACTBUE Hee HEBPOJIOTUUYECKUE CUMIITOMBI
SIBJISTIOTCS TIPEIMETOM MHTEHCUBHOTO OOCYXICHUSI B MU -
POBOM HEBPOJIOTUYECKOM coo0IIecTBe. [1epBbie HaydHbIE
JIaHHBIE O XapaKTEPHBIX HEBPOJOTMYECKUX CUMITOMAX
U Pa3IMYHBIX TATOTCHHBIX (PeHOTHUIIAX ITPY MYTALIUSIX Te-
Ha HECW?2 nosiBunuck B 2014—2016 rr. [3, 15].

ITen HECW?2 npeuMyllecTBEHHO 3KCIIpecCupyeTcs
B TKaHSIX T'OJIOBHOT'O MO3ra, JIeTKuX 1 cepaua [10]. B akc-
MEPUMEHTAIBHBIX Y KITMHUYECKUX UCCIISTOBAHUSX TOCTa-
TOYHO XOPOIIIO M3YyYeHHI ero (hU3MOoJIoTHYECKass POJib
B Pa3BUTUU LICHTPAJIBHOM HEPBHOM CUCTEMBI U TTOCIIEICT-
BUsI MyTauuit naHHoro reHa. [en HECW2 xonupyet 6e10K
yOUKBUTUH-NUra3y E3, KoTophblii obecrieurnBaeT HECKOJIb-
KO (bM3MOJIOTMYECKUX TTPOLIECCOB, BAXKHBIX IJIsI 9MOPHO-
HaJIbHOTO HeliporeHes3a, AuddepeHIIMPOBKI HEMPOHOB
U cTabum3anuu 6eJKoB. OH B3aMMOJCICTBYET C MHOXKE-
CTBOM O€JIKOB, BKJTIOUas1 p73 1 OIMyXOJIEeBBIi1 cyTripeccop pS3,
WUTrPAOIIMX PEIIaoIyI0 POk B Mpolieccax Mpojudepalivu
u aronTo3a [12, 16]. TakuM 06pa3oM, MyTallliK 3TOTO FeHa
MOT'YT BBI3bIBAaTh 3HAYUTEIIbHBIC HAPYIICHUS CTPYKTYPhI
1 QYHKIIMK LIEHTPaJIbHOI HEPBHOM CHCTEMBI.

B 6a3e ganaueix OMIM (Online Mendelian Inheritance
in Man) mytauuu B reHe HECW 2 3aperucTpupoBaHbI MO/,
HoMepoM 617268. [1penmonaraeTcst ayTOCOMHO-TOMUHAHT-
HBII TUIT HACJEIOBaHMS, MyTAallMU MPEUMYILIECTBEHHO

BO3HUKAIOT de novo. [eHOTUII-(hbeHOTUITNYECKUEe Koppe-
JISIIAW Ipy MyTauusax B reHe HECW2 neMOHCTpUPYIOT
3HAYMTEIbHYIO BApUaOeIbHOCTh, O0YCIOBICHHYIO TUTIOM
TeHEeTUYECKOIo BapuaHTa, ero JoKaauzalnyeid B hyHKIIMO-
HaJIbHBIX JOMEHaX 0eJIka 1 MEXaHU3MOM BO3ICCTBUS Ha
oenkoBylo ¢yHkuMO. HoHceHc-MyTauuu (Hampumep,
p.Arg246*), mpuBoOAIINe K MPEXKIeBPEMEHHOMY TEPMMU-
HallMOHHOMY KOJIOHY, OOBIYHO aCCOLIMMPOBAHbI C TXKE-
JIBIMU (DeHOTUIIAMU BCJIEICTBUE HOHCEHC-OMOCPEI0BaH-
Horo pacnana (nonsense-mediated decay) u moaHo#
norepu ¢GyHKLUU OeKa. MucceHc-BapuaHThI (TaKKe Kak
p.Phel193Val u p.Argl330Trp), ToKaiM30BaHHBIE B KPUTH -
yeckux gfoMeHax (Hanpumep, HECT-momene), MoryT npo-
SIBJISITh JOMMHAHTHO-HETaTUBHBIA 3(hhEeKT WK YaCTUYHYIO
notepro GYHKUNUH, TPUBOAS K YMEPEHHBIM WM TSDKENIbIM
HapylIeHUSIM pa3BUTUSI HEpBHOI cucTeMbl [2, 8]. Mytauus
p.Trp1189, pacrionoxkeHHast B HEIOCPEACTBEHHOM OJIM30CTH
ot HECT-noMmeHa, BeposITHO, TTOJTHOCTBIO HapyllIaeT you-
KBUTUH-JIUTa3HYIO0 aKTUBHOCTb, YTO KIIMHWYECKH TTPOSIB-
JIIeTCs pa3BUTUEM paHHEH sHIIe(ayonaTum.

ITatorennbsie myrauuu B reHe HECW2 BcTpeuaroTcs
peako, u K 2021 1. B MUpOBOI1 TUTepaType ObLIO OIMUCAHO
ToabKO 19 cityyaes [7].

OcHOBHbBIE (eHOTUMbI, CBA3aHHbIE C MyTauuei
HECW?2: ymcTBeHHasl OTCTaJIOCTb, PACCTPOMCTBA ayTUCTH-
YEeCKOro CIEeKTpa, 3alepxkKa IICUXOMOTOPHOTO Pa3BUTUS
(ro3mHee Hauajio XoabObl, peun), anuiercus ((poKaabHbIe
U TeHepaau30BaHHble (DOPMbI), MbIIIEUHAs TUTIOTOHUS,
atakcus. JIpyrre Bo3MOXHBIE ITPOSIBJICHUS: MUKpolieda-
JIMst, IUcMopduyeckre 4epThl Juiia (00bIYHO C BBICTYTIA-
IOIIMM JIOOM U MepeHOoCUulielt, TyO0KO MocakeHHbIMU
IJ1a3aMHM), TOBeJIeHYECK1e HapylleH s (TUIepaKTUBHOCTb,
arpeccusi, ctepeotunun) [2, 7, 8, 10, 11, 17]. SAnoHckue aB-
TOPbI ONMCAIA CUMIITOMBI, CXOIHbIE C CUHAPOMOM Petra,
B BUJIE CTEPEOTUITHBIX ABWKEHMIA pyK [11]. ABTOpBI MpeacTa-
BWIY KJIIMHAYECKUM CTydai IEBOYKM C TSKEJION YMCTBEHHOM
OTCTaJIOCThIO, MBIIIEYHON TUIOTOHUEN, PE3UCTEHTHOM
K Teparu SIWIETICUeN U CTEPEOTUITHBIMU JBYDKEHUSIMU PYK
(ToCTYKMBaHUE, XJIOMAHbE B JIAAOIIN U MOIOILVE ABVDKEHUS
PYK), HOSIBUBLLIMMUCS TI0C/€e 1-ro roja XXu3Hu. Takke y ma-
LIMEHTKU OTMEYAINCh KOPKOBBIE 3pUTEIbHbIC HAPYILICHUS;
¢ 4-JIeTHero Bo3pacTa MpUuCOeAMHWIOCHh HapyIlIeHUE TJ10-
TaHUSI U YMEHbIIIEHE aKTUBHOCTH, TAKMM 00pa3oM, UMeJl
MECTO HEHPOKOTHUTMBHBIN perpecc. Mukpouedbanus
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OTCYTCTBOBaJa, HA MAaTHUTHO-PE30HAHCHOI TOMOrpamMMe
BBISIBJISLIMCH HecTelMbuiecKrue MposiBIeHUsT aTpohuu
BellleCTBa T'OJIOBHOTO MO3Tra U MO3XeuKa, He ITPOTrpeccu-
pylollye ¢ Bo3pacToM. [eHeTuuecKue aHaIM3bl Ha MyTalluy
B reHax MECP2, CDKL5 n FOXG1 (00bIYHO acCOLMUPO-
BaHHBIX ¢ PeTT-nmogo6HO# CUMIITOMATUKOM) ObIJIU OTPU-
1areabHbIMU. [ToJTHOE ceKBeHMpOBaHUE 3K30Ma BBISIBUIO
de novo myrauuio (¢.3988C>T) B rene HECW?2. OcobeH-
HOCTSIMM JTAHHOTO KJIMHMYECKOTO Cydasl SIBJISTIOTCS TsI-
>XeJIble KOPKOBbIE 3pUTEJIbHbIE HAPYIIEHUS B COYETAaHUU
¢ Pert-nono6HbIM (heHOTUTIOM (XapaKTepHbIE CTEPEOTUII-
HbIe IBUKEHUS B pyKax U perpecc pa3sutus) [11].

X0T4 B OOJIBIIIMHCTBE C/TydaeB OTMEUEHbI MaTOT€HHbIE
MyTalliu de novo, B IUTEpaType BCTpeyaeTcsl U OMCcaHue
cemeiiHoro ciy4dasi. E.C. Heide u coaBt. (2021) BeIsIBUIN
naroreHHyto mytauuto HECW2 (¢.3571C>T, p.Argl 191 Tip)
y 19-1eTHel nauueHTKU (B KIMHUYECKOU KapTUHEe — pa3-
psIbl TeHepaJIM30BaHHOM CcaiiK-BOJHOBOW aKTUBHOCTHU
Ha aJiekTposHLedanorpamme (DDI') 1 yMCcTBeHHas OTCTa-
JIOCTh), €e MaTepu U OpaTa. Y BcexX 3 UJICHOB CeMbU, SIBJISI-
IOLIMXCS HOCUTENSIMU TaToreHHoit Myrauuu HECW?2,
BBISIBJISICSI CXOAHBINA (DeHOTUITMYECKMI MaTTepH, BKJIIO-
YalIIUN UHTEIIEKTyallbHbIe HApYIIEHUS], TUTIOTOHUIO
U TeHepaIu30BaHHYIO SMWICNTUHDOPMHYIO aKTUBHOCTD
Ha D3I OnHaKo BEIpakeHHOCTb 3TUX CUMIITOMOB pas3/iv-
yajiach M OblJla HAaMMEHbIIEeH y MaTepu. ¥ OpaTa rnmauueH-
TKM IOTOJHUTEIbHO MPUCYTCTBOBAIM ayTUCTUUYECKUE
MposBJIEHUS. B oTiMume oT Apyrux ciy4yaes, MpencTaB-
JICHHBIX B JTUTEpaType, peueBble HApYIIEHUS Y TTOPaKeH-
HBIX YWIEHOB JaHHOU CeMbHU ObUIM BbIPaXKeHbI JUIIb MU-
HUMaJbHO. DTOT MEpBbI ONMMCAHHBIA B JUTEpaType
CEMEMHBI cTyJaii MpoaeMOHCTPUPOBal (DEHOTUITUYECKYIO
BapuabenbHOCTh MyTaluu B rene HECW?2 [7].

XoT$ B OOJIBIIIMHCTBE CITy4YaeB MPerosiaracTcsl ayToCoM-
HO-AOMUHAHTHBINA TUI HacienoBaHusl, M.E. Rodriguez-
Garcia 1 coaBrt. (2022) orucaiu XxapakKTepHY0 KITMHUYECKYIO
KapTUHY (IEeBOYKA C TSKEIbIM HapyllleHUeM pa3BUTHS, pe-
3UCTEHTHOM 3MuIeTicueit, TMIIOTOHUEH, racTpo33odareaib-
HBIM pedIIIOKCOM, HapyIlIEeHUSIMU Ha MAarHUTHO-PE30HAHC-
HOl TOMOTpaMMe TOJIOBHOTO MO3ra), OOYCJIOBJIEHHYIO
roMo3UroTHoi MyTarueit (g.197092814 197092824delinsC)
BreHe HECW2[13].

Jpyroii rpymroi aBTopoB [8] ObLT onucaH ellle OauH
cllydait 3aboJieBaHMSI HEPBHOW CUCTEMbI, CBSI3aHHbBIN
C TOMO3UTOTHOM MyTallMell B TaHHOM IreHe, C ayTOCOM-
HO-PELIECCUBHBIM TUIIOM HacjeaoBaHUs. ABTOPHI Bbl-
SIBUJIM TOMO3UTOTHBII HOHCeHC-BapuaHT B reHe HECW?2
(c.736C>T; p.Arg246*) y nmpobaHia oT OJIM3KOPOICTBEHHOTO
6paka u3 Mapokko. B KIMHUYeCKO KapTHHE UMETU MECTO
HapylIeHUe Pa3BUTHSI, UHTEJUIEKTyaIbHAs HEMOCTATOYHOCTD,
reHepaJli30BaHHbIE TOHUKO-KJIOHWYECKUE MPUCTYIIBI U T1a-
TOJIOTMYECKOE TOJI0KEHE (HAKJIOH) TOJIOBHI.

Dnuencys SBJsIeTCs OMHUM U3 KITFOUEBbIX MPOSIBIICHUIA
HECW2-accolmnpoBaHHBIX 3HLIedanonaTuii 1 BcTpeyaeT-

cs1y 80—90 % mauumenToB |7, 13]. Haubosnee xapakTepHbI
(bokabHBIE MOTOPHBIEC, TOHUMYECKUE, aTUITMIHbIE A0CAHCHI
1 MuokoHn4eckue rpuctyrbl. E.R. Berko u coaBt. (2017)
OIYCaJIU CEpUIO U3 7 MALIMEHTOB ¢ MyTaLeii B rene HECW?2,
y KOTOPBIX BCTPEYATUCH CIIEHYIONIe (HOPMBI SMWIETICUN:
MHOAHTUIbHBIE SMUICIITUYECKUE CIa3Mbl C JIeOI0TOM
B 5 Mec (1 ciyyait), pe3UCTeHTHbIE K Tepariuy TOHUYECKUE
MPUCTYIIBI (2 MalMeHTa), TeHepaTM30BaHHbIE TOHUKO-KJIO-
HMYECKUE MPUCTYIIBI ¢ Ae0r0ToM B 5 jieT (1 mauueHT) [3].
[IpenmonaraeMbie MEXaHU3MBI AITUJICTITOIEHE3a — Ha-
pylLIeHUE Peryasiuu CUHaNTUYECKON IJIacCTUYHOCTHU
13-3a IUCPYHKIMU YOUKBUTUHUPOBAHUS KITIOUEBBIX O€I-
KOB HEHPOHOB U AucOaiaHC BO30YKAAIOIINX/TOPMO3HbBIX
MpoLIeCCOB B Kope (Bo3MmoxHoe BiusHue Ha GABA-
WJIM TITyTaMaTeprudeckue mytu). [IpoTrBosnuienTuecKast
Teparnus MPOBOIUTCS SIMITMPUYECKUM METOIOM, KOHKPET-
Hble PEKOMEHIALIMK 110 BEIOOPY IIpernapaTa OTCYTCTBYIOT,
1 B OOJIBIIMHCTBE CIydaeB MPUMEHEHUE aHTUIIUJICTITI -
YeCcKuX MpenaparoB ObLI10 Hed(EKTUBHBIM [13].

B nureparype yalie BCTpeyaeTcst ONrMcaHue pa3ind-
HBIX (DEHOTUIIOB, HEBPOJIOTMYECKUX Y IPYTUX COMATHYE-
CKUX MPOSIBIICHUI, BEI3BAHHBIX MyTallMeil JaHHOTO IreHa,
B TO BpeMsI KaK JaHHBIX O XapaKTePUCTUKAX SMMJICTITHYC-
CKUX MPUCTYNOB U 3G (HEKTUBHOCTU ITPOTUBOIMUIICTITHI -
YECKOM Tepalliy B HACTOSIIIIEE BPeMsI MaJIo.

[IpencrapnsieM omucaHue ciaydasi MyTallud B T'eHE
HECW?2 ¢ ¢opMupoBaHUEM TSXKEIO0M SMUICTITUYSCKON
SHIUEebhaTonaTuH.

KnuHuyeckuni cnyyait

Tauyuenmra K.A., 2022 2.p., Haxoouaracs noo HAWUM HA-
onrodenuem ¢ mapma 2024 e. ¢ duaenozom: DP2; eenemuuecrkas
anunencus, obycroenennas mymauueil 6 eene HECW?2.

Xapaxmepucmuxu 3nuienmuueckux npucmynos. /ledrom
npucmynog 6 gospacme 3 mec. Y nayuenmxu pecucmpuposa-
AUCH CAeQYHOule MUnsl RPUCYnog: buiamepanbHvle MoHU -
YeckKue NPUCMYNbL ¢ HAPYUeHUeM COZHAHUS OAUMENbHOCHIbIO
00 1—2 muH; npucmynst c 0CMAHOBK Ol 08U2AMEAbHOL AKMUB-
Hocmu 0o 30 ¢ (npucmynsl daHH020 MUNA HA OCHOBAHUU OAH-
HbIX I1eKMPOIHUeparoepaguieckoeo Ucciedo8anus Oviau
PAaCUeHeHbl KaKk amunu4tble abCancol); OuiamepaibHble acum-
Mempuunble KAOHUYECKUEe U MUOKAOHUUECKUE NPUCMYNbl
C NPABOCMOPOHHUM NPeodAaOanUem, OAUMEAbHOCHbIO 00 2 MUH.
TIpucmynut 6o3nuKanu 6 OnesHoe epems, 00bI4HO HPU NPOOY-
dHCOCHUU, eXHCceOHEeBHO.

Ilepunamaavnoui anamues. Jlesouxka om 3-ii bepemeHHO-
cmu, npomexasuiell Ha QoHe euUnepmonyca MamKu U 0cmpoil
pecnupamopHoil eupycroli uHgexyuu ¢ I mpumecmpe. Poobi
Ha cpoke 39 Hed, camocmosimenvHule, be3 ocroxcheruil. Macca
mena npu poxcdenuu 2700 e, cocmosiHue pebenka nocie pooos
YOoenemeopumenvroe, 8bINUCana u3 poddoma é cpok. Hacneo-
CMBEHHbLI AHAMHE3 He OMAOUIeH N0 SNUAENCUU U OpYeUM He-
éponocuMeckum 3adonesanusam. bpax nepodcmeennwiii. Cmap-
wuii 6pam, 11 aem, 300pos, cecmpa, 10 aem, 300posa.
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Pannee pazeumue pebenxa. /lo 3 mec ycuznu pazsumue
coomeemcmeosano Hopme. Ilocne debroma snurenmuuecKux
NPUCMYN08 OMMeHaNcs peepecc NPUOBPEemeHHbIX MOMOPHBIX
HABbIK0B8,; 0e80UK A Nepecmana yavl0amocs, peazupogams Ha
36YKU U puKCUpo8ams 8321510 HaA MAMb.

Hespoaoeuueckuii cmamyc. B nacmosiuee epemsi pebeHok
CamMocmosmenvHo He cuoum, He xXo0um, 20408y depiicum,
He ydepoicusaem npedmemsl 8 pyKax, IMOYUOHANbHbIE PeaK -
yuu omcymcmayom, He caedum 3a npedmemamu. Peuv om-
cymcmeyem, usdaem omoeabHvle 36YKlU, NOHUMAHUE pedil
He cghopmuposaro. Cxoosaueecs kocoenasue. MoiuieuHbiii mo-
HYC CHUDICEH NO 2UNOMOHUMECKOMY MUNY 80 8CEX KOHEUHOCHISIX.
CyxooxcunvHbie pegpaekcol yenemennl. Ilpu ob6sexmusHom oc-
Mompe obpawaiom Ha ce6s 6HUMAHUsL OucCMoppuuecKue uep-
MblL AUUA: 2AYO0KO NOCANCEHHblE 21a3a, KOco2Aa3ue, KOPOMKULL
HOC ¢ 80asaeHHOll nepeHocuyeil, svicmynarouwuii 100. Tloka-
3amenu wikansl pazeumus maadenyes beiiau 111 (Bayle-111)
CO0MEemcmayom maxiceaoil IHyeparonamuu.

Dapmaroaouneckuti anamues. Ilpomusocyoopoxcnas
mepanusi Ha4anacy cpaszy NPuU NOSBACHUU NEPBbIX CUMIIOMO8
3abosesanus. B debrome snusenmuueckux npucmynoe
no Mecmy Jcumenbcmea Obin HA3HAYeH Kapoamazenut é 0o-
3e 200 me/cym, HO Ha hoHe neueHUs nPUCmynsl He npeKpa-
muaucs. B danvreliuiem bbina 66edena eanvnpoesas Kucioma
6 doze 40 me/Kxe/cym, umo npueeno K y4aujeHuro npucmynos.
ITloasmomy éanvnpoam 6vin ommenen U HA3HAUEH Neeemupa-
yemam 6 doze 40 me/ke/cym. Imo npuseno K 8peMeHHOMY
YPEIHCEHUIO NPUCIYNOB (AMUNUYHBIX AOCAHCO8 U KAOHUMECKUX
npucmynos), 00HaKo 3amem OHU y4acmuauce. B cesasu c yxyo-
weHuem cocmosiHus navuenmru 6 mapme 2024 ., 6 6ospacme
2 nem, podumenu 06pamuAUCy 8 HAUly KAUHUKY 045 06caedo-
8aHus u Koppexuuu mepanuu pebenxa. Hamu 6vi1 donosnu-
MeAbHO HA3HAYeH monupamam 6 dose 5 me/ke/cym, 6e3 a¢h-
gexma. B eo3pacme 2 eoda 3 mec nayuenmie HA3HAYEH
genodapbuman (PF) ¢ monomepanuu 6 dose 3 me/ke/cym:
6 meueHue 1 Mec 4yacmoma npucmynos 6cex Munoe yMeHbuil-
aacw Ha 50 %. 3amem 0oza @b nocmenenHo bvira yseauuena
00 4 me/ke/cym, 8 peayabmame npucmynst (MoHu4ecKue, Kao-
HuYecKue u 4acmu4Ho amunu4Hble aOCAHCbL) KYRUpO8ANUCh
Ha 80 %. danvreiiuiee nogviuienue 003bl 8613616410 NOOOUHbIE
aghghexmbt 6 ude COHAUBOCMU U 8AAOCMU, 8 CE3U C HeM me-
panus 6viaa npodoaxceHa 6 0o3e 4 me/kKe/cym, u 6 Kayecmee
O0ONOAHUMENbHOL Mepanuy NOBMOPHO HA3HAUEH Jedemupate-
mam 6 doze 40 me/ke/cym. Ha ghone npuema oannoii komou-
Hayuu npenapamos NPUCMynvl NPeKpamualch.

Jlonoanume.avnvie memooot uccaedosanus. Ixoxkapouo-
epagusi — 6e3 ocobeHHocmeil. Yabmpazeykosoe uccaedogarue
BHYMPEHHUX 0peaHos — 6e3 0cobeHHOCmel.

Maenummno-pe3onancrHas momoepagusi 20A106HO20 M032a:
HapyxcHas eudpoyepanus, pacuiuperiie pempouepedeitsipHoll
yucmepHu! (puc. 1). Jlpyeux oanHbIX, YKa36I86aHOUUX HA OP-
2aHUYeCKOe NOPAdCeHUe 20108H020 MO32d, He GbIS8AEHO.

‘Buodeoanexmposnuyepanocpapuueckuit MOHUMopuHe OHes-
HO20 cHa u bodpcmeogarus (cenmsaops 2024 ¢.): pecucmpupy-

HK 5.0/1.0
BC 2D

W 1,926
L1108

Puc. 1. llayuenmxa K.A., 2 eo0a. /luaenos: snyeparonamus pas-
BUMUSL U SNUACNMUHECKASL; 2eHeMUMECKAsl SNUNENCUsl, 00YCA0BNCH -
Has mymayueli 6 eene HECW2. Maenumuo-pe3onancras momoepa-
gus eonoenoeo mozea, mowHocmv 1,5 Tn, pewcum FLAIR,
KopoHaphulii cpes. Ommeuaemcs ymepenHoe pacuiuperue cyoapax-
HOUOANbHBIX NPOCMPAHCME, MENCROAYUWLAPHOU Weau U pempoye-
pebennsapHoil yucmepHot, 6e3 opyaux cmpykKmypHbiX UsMeHeHUll

Fig. 1. Patient K.A., female, 2 years old. Diagnosis: developmental and epileptic
encephalopathy; genetic epilepsy caused by a mutation in the HECW?2 gene.
Brain magnetic resonance imaging, 1.5 T, FLAIR sequence, coronal slice.
Moderate widening of the subarachnoid spaces, interhemispheric fissure, and
retrocerebellar cistern is noted, with no other structural abnormalities

tomcs dugpghy3Hble buramepasbHO-ACUHXPOHHbIE U MYAbIMUDe-
2UOHANbHBLE dnurenmugpopmHuie paspsaobl (puc. 2).

ITenemuueckoe uccaedosanue. B pamkax duaeHocmuyec-
K020 NOUCKA NPO6edeH0 NOAHOIK3OMHOE CeKB8EHUPOBAHUE
(whole exome sequencing), oxeamviaiouee >85 % Kooupyro-
wux nocaedosamenvHocmeil eenoma. Ilo pezyavmamam noano-
9K30MHO20 CEKBEHUPOBAHUSL BbISGACHA 2eMepO3USOMHAS MUC-
cenc-mymayus 8 eene HECW?2 (¢.3988C>T, p.Arg1330Trp),
DPACRON0NCEHHAS HA OAUHHOM HAaeue 2-1i XPOMOCOMbL 8 N0KYCe
chr2:196225800G>A (puc. 3). Mymayuu 6 dannom eene ac-
COUUUPOBAHDBL C HAPYUIEHUEM PA3GUMUS HEPBHOU CUCTEMbL
¢ eunomownueii, cydopoeamu u omcymcmaeuem peyu (Koo
OMIM: 617268).

Koncyasmauyuu cneyuaaucmos. Ilo pesysvmamam KoH-
CyAbmayuy 2eHemuka ycmanogaen ouaerno3: P2, obyciog-
sneHHas mymauueii 6 eene HECW?2.

Koncynomauus okyaucma: cxoosueecs kocoeaasue, 08y-
cmoponnee. Tlpu ocmompe 2nazrnoeo Ona 6vis6ACHA AMPOPUS
ducKa 3pumenbHoeo Hepad.

Jlannvte kamamuecmuyeckozo HabarodeHus. 3a nepuod
HabaodeHus npodoaxcumenvHocmoto 1,5 eoda ommeuena
OMHOCUMENbHASI CMAOUAUZAUUSL HEBDOAOCUHECK020 CIAMYCA
0e3 npu3HakKoe peepecca npuobpemenHvlX Hagoikos. O0HaAKo
omcymcemeue ompuyamenbHoli OUHAMUKU 6 gude ympamol
UMEHOUUXCS MUHUMAALHBIX HABBIKOG UAU NOAGACHUS HOBbIX
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Puc. 2. lTayuenmrxa K.A., 2 200a. uaenos: snyeparonamus paz-
euUmusA U snusenmuvecKdas,; ceHemuvecKkdas snuiencus, 06yCﬂ03/leH—
Has mymauueii 6 eene HECW?2. Budeoanexmposnyeganoepaghuue-
cKuil MOHUMopuHe oxesroeo cia, I cmadus NREM-cuna. Tpanzumot
cHa caabo dugpgpepenyuposanst. Peeucmpupyiomes Oughgysnoie
OunamepanbHO-aCUHXPOHHbIE PA3PAObL PA3AUUHOLU CIMENEHU CUHXPO-
HU3auuu 6 gude KOMNACKCO8 NUK- U ocmpaﬂ—MeafzeHHaﬂ 60/1HA,
C amnﬂumydnbuw AKUCHMOM 8 N1€6blX MEeMEeHHO-8UCOYHO-3AMblA10Y -
HbIX omee@enuﬂx; pecuoHaIbHble KOMNACKCbL 6 1e60il ueﬁmpaﬂbﬁoﬁ
obnacmu U He3a8UCUMO 8 npaeoﬁ MmeMeHHO-8UCOUHOIL 00aacmu

Fig. 2. Patient KA., female, 2 years old. Diagnosis: developmental
and epileptic encephalopathy; genetic epilepsy caused by a mutation
in the HECW?2 gene. Videoelectroencephalographic monitoring
of daytime sleep, stage 2 of NREM sleep. Sleep transitions were poorly
differentiated. The recording shows diffuse bilaterally asynchronous discharges
with varying degrees of synchronization, appearing as spike-and-wave and sharp-
and-slow-wave complexes with amplitude predominance in left parieto-temporo-
occipital leads; independent regional complexes in left central region and right
parieto-temporal region
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Puc. 4. Ilayuenmxa K.A., 2 20da 6 mec. [uaenos: snyegaronamus
paseumus u snusenmuvecKds, cenemu4ecKkasn snuiencus, 06yC/103—
nennas mymauyueii 6 ecene HECW2. Budeoanexmposnyeganocpaghu-
uecKuil MOHUmMopuHe oHeenoeo cha, I cmadus NREM-cha. Ilo cpas-
HeHUuio ¢ npedvidyuieli I1eKmposnHyedhaloepammoll Habarodaemes
nonoxcumenvHas OUHAMUKA: 3nu/zenmud)opMHaﬂ AKMUBHOCNb
(6 8ude pecuoHANbHBIX PEOYUUPOBAHHBIX KOMUACKCO8 NUK—MeONeH-
Hasi 60NHA) peUCMPUPYemCsl HUBKUM UHOeKCoM

Fig. 4. Patient KA., female, 2 years 6 months old. Diagnosis: developmental and
epileptic encephalopathy; genetic epilepsy caused by a mutation
in the HECW?2 gene. Videoelectroencephalographic monitoring
of daytime sleep, stage 1 of NREM sleep. Compared to the previous
electroencephalogram, positive changes were observed, with regional reduced
spike-and-wave complexes registered at a low index
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6 eene HECW?2. Pesyavmamul uccae0o8anusi CeK8eHUPOBAHUS IK30MA. 2eMePo3UOMHAs MUcceHc-mymauus 6 eene HECW2

Fig. 3. Patient KA., female. Diagnosis: developmental and epileptic encephalopathy; genetic epilepsy caused by a mutation in the HECW?2 gene. Whole exome

sequencing results: heterozygous missense mutation in the HECW2 gene
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RAmMOAOUHECKUX CUMNINOMO8 MONCHO PACCMAMPUBAMb KAK
OMHOCUMENbHO OAACONPUSIMHBLL NPUHAK 6 KOHMeKCcme 0aH-
HO020 2eHemu4ecko2o 3a001e8aHusl.

Tloxazamenu wkanwt pazeumus maadenuyes beiiau 111:

* KoeHumuenas wikana: 60 6ainos (enybokas 3adepicka);

* peyenmugnas peuv: <50 6ainoe (Hudice UIMePUMO20
duanasona),;

* MOMOpHble HABbIKU: 65 044108 (KpYRHAS MOMOPUKA),

60 bannoe (meakas Momopuxa,).

Takas Kaunuveckas KapmuHa cOOMeemcmeayem munuy-
Homy meuenuro HECW2-accoyuuposarnoii sHyegaronamuu.
B omnowenuu snunenmuueckoeo cuHopoma ommeuena Kau-
Huyeckas cmabunvHocms. Heckonvio paz 6 mecay podumenu
Habardarom y pebeHKa oCmaHo8Ky 08UamenbHOl AKMUBHO-
CMU HA HECKOAbKO CEKYHO (8epOsIMHO, KOPOMKUE INUAeNMU-
yeckue npucmynsl 8 ude adcarcos). Ha D3I 6 dunamuxe
(10.12.2024) ommeuen peepecc dughghysroix snusenmughopm-
HbIX pasps008, HUBKUM UHOEKCOM peUCmPUpO8alcCh pecuo-
HanvHvle snusrenmughopmuole paspaost (puc. 4).

Y HaGmonaeMoii HaMy MaLMEHTKY KIIMHUYecKast Kap-
THHA TOJTHOCThIO COOTBETCTBOBAIA OMMCAHHBIM B JINTE-
patype nposiBieHusm HECW2-accoliunpoBaHHOI 3HIIE-
¢danonaruu. [ebloT 3abojieBaHUSI B Bo3pacTe 3 MecC
XapaKTEePU30BaJICS Pa3BUTUEM PE3UCTCHTHBIX SIMICTITH-
YECKMX MPUCTYIIOB Pa3JIMYHBIX TUIIOB, BKJIIOYasi TOHUYE-
CKHe, aTUIIMYHbIE a0CaHCHI U (hOKaTbHbIE MOTOPHBIC ITPU -
cTynbl. HeBpoJIOrMYeCKrii OCMOTD BBISIBUII 3aICPXKKY
IICUXOMOTOPHOTO Pa3BUTUsSI, MBIIIEYHYIO TUIIOTOHUIO
U XapaKTepHble aucMopduueckue yepthl Juua. Ha 99T
PETUCTPUPOBAIUCH MU dY3HBIC OMIaTepaTbHO-aCHHXPOH-
HBIC ¥ MYJIETMPETMOHAIBHBIC SITJICTITU(OPMHBIC Pa3psIIbl.
[eHeTHYECKOE MCCIe0BaHNE METOIOM ITOJIHOSK30MHOTO
CEKBEHUPOBAHUS UACHTUMDUILIMPOBAIO TETEPO3UTOTHYIO
MucceHc-MyTauuio B reHe HECW?2.

HecMmotpst Ha M3BeCTHBIE HeXeJlaTeJIbHbIE SIBJICHUSI,
BKJIIOYasl celallio, KOTHUTUBHBIE HAPYIICHUS U PUCK
pa3BUTHS 3aBUCUMOCTHU, TpuMeHeHre Db B 1aHHOM KITH-
HUYECKOM CJIydae OCTaeTCsl ONPaBIaHHBIM BBUILY OTpaHU-
YEHHOCTHU TepalleBTMYECKMX aJlbTepHAaTUB. B ycioBusx
OTCYTCTBHMSI JIOCTYIIa K HOBBIM aHTURITUICIITHYSCKUM TIpe-
rapaTaM BCJIEICTBUE (DUHAHCOBBIX IV PETYJISITOPHBIX OT-
paHUYEHUIA, a TAKKE TIPU HEIOCTaTOYHOM 3(h(EKTMBHOCTH
JIOCTYITHBIX CPEACTB, TAKMX KaK BaJIbIpoeBasi KMCIIOTa,
JleBeTHpateTaM u rornupamar, @b MoxxeT paccMaTpuBaTh-
¢s Kak mpenapat Bbioopa npu HECW2-accolimupoBaHHOM
snuencuu [1].

®apmakoornyeckoe 060cHoBaHME TpuMeHeHrss @b
npu HECW2-accouuupoBaHHON 3MUJIEIICUU CBSI3aHO
C MpAMBIM BO3AEHCTBUEM Ha B-cyobeanHuubl GABA,, -

2

PELIETITOPOB, KOTOPBIE MOTYT COXPAHSTh (DYHKIIMOHATBHYIO
aKTUBHOCTD JaXe Ha (hoHe HapyIIEHHOTO YOMKBUTHHM-
poBaHUs, 00YCIOBIEHHOTO MyTalueit B reHe HECW?2.
B ominume ot y2-cyObennHUIL, Ha KOTOPbIe TPEUMYILECT-
BEHHO BJIMSET TaHHAsI MyTaLysl, 3-CyObeIMHUIIBI OCTAIOTCS
MuIleHb1o i1 @B, uro obecreyrBaeT ero IpOTUBOCYIO-
PpOxXHBIN 3¢ deKT [4]. JonoaTHUTEeIbHBIM TPEUMYILIECTBOM
SIBJISICTCS ITUTEJIbHBIN TIEPHOJ TTOJTYBBIBEICHHSI TTperapa-
Ta, O0OECIeYMBAIOIINI CTAOMJIBHYIO KOHIIEHTPALIUIO
B IIa3Me KPOBM, YTO OCOOCHHO BaXKHO Y MHAllMEHTOB
C BO3BMOXXHBIMU COMYTCTBYIOIIMMU HapyIIEHUSIMUA MeTa-
6oJ13Ma JIeKapCTBEHHBIX CPENCTB.

DenobapouTan JeMOHCTPUPYET 3(D(HEKTUBHOCTE P
MMOKJIOHMYECKUX M TeHEPAIM30BaHHbBIX IIPUCTYIIAX, KO-
Topble npeobaangaT B ¢eHotune HECW2-accoununpo-
BaHHOI 3mwiericuu. B 1uTepatype onucaHbl JIUIIb €A1~
HUYHbBIE CJlydau TaHHOTrO 3a00JIeBaHUs, YTO 3aTPYIHSIET
(opMupoBaHMe CTaHAAPTU3NPOBAHHBIX TEPATIEBTHUECKHUX
MPOTOKOJIOB. B MMeloImxcs ucciegoBaHUsIX COO0IIaeTCs
O BBICOKOI 4acTOTe pa3BUTHS (hapMaKOpPEe3UCTCHTHOCTH
K TPaAWIIMOHHO MPUMEHSIEMbIM aHTUAIUJICTITUYECKUM
rpernaparamM, TaKMM Kak BaJbIIpOeBast KUCJIOTA 1 JIEBETHU -
paueram [1, 6]. B To XXe BpeMsI B OTHECIbHBIX CIyJastx OT-
MeyvaJicsl TTOJIOXKUTEIbHBIN OTBET Ha KOMOMHAIIUIO JICBE-
TUpaleTama ¢ BaJblIpoaToM U TonmupamaTtom [13].

YuuThiBas MOTEHLIMAIbHbBIE PUCKU TE€pariuu, BKIOYast
celaTUBHBIN 2(DGEKT 1 BIMSIHUE HA KOTHUTUBHBIE (DYHKILIVM,
pPEKOMEHIyeTCsl TOCTeNneHHoe TuTpoBaHue a03b1 Db
IT0Jl KOHTPOJIEM HEBPOJIOTMYECKOTO CTaTyca M 3JIEKTPOIH-
Hedanorpapuueckux rnokasareneil. Ansg MUHUMUBALUU
HEXeJIaTeJIbHBIX SIBJICHUI 1ieJIecoo0pa3Ha ONTUMU3AIIUS
KOMOMHMPOBAaHHOM Teparu, BKIII0Yast BO3MOXKXHOE CHIDKE-
HMeE 03Bl BaJIbIIpoara IpH JOCTYDKEHUN KOHTPOJISI IIPUCTY-
TTOB, a TAKXKE COXPaHEHME B CXeMe JICUECHUS JIeBeTUpalieTaMa
BBUIY €TI0 CUHEPTMYECKOTO JACMCTBUS Yepe3 MOMYJISIIIO
oenka SV2A (Synaptic Vesicle Glycoprotein 2A).

B ycioBusaX orpaHWYeHHBIX TepameBTHYECKUX
BO3MOXHOCTEH U HEAOCTAaTOYHOM 3(h(PEKTUBHOCTH CTaH-
JapTHBIX cxeM JieueHuss HECW2-accouunpoBaHHOR 31U -
nericu @b MoXeT ObITh PACCMOTPEH B Ka4eCTBE 000CHO-
BaHHOTIO BbIOOpPA IMpU JaHHOM 3abosieBaHUU. PerieHue o
HazHayeHUM OB MoKHO MPUHMMATBCS C YIETOM MHIM -
BUIyaJIbHOTO OajlaHca MOJIb3bl Y PUCKOB, C 00s13aTeIbHBIM
MHOOPMUPOBAHHBIM COIIACUEM MalleHTa WU ero 3aKOH-
HBIX TIPEICTaBUTEIICH.

[Mony4yeHHBIC TaHHBIE TOMYEPKUBAIOT HEOOXOMUMOCTD
MPOIOJIKEHUS UCCISTOBAHNI B HECKOJLKMX HAITPaBJICHMU -
ax. Tpebyer yrouHenus siaustHue @b Ha J0MTOCPOYHBIN
MporHo3 y naueHtToB ¢ HECW2-accoumupoBaHHbIMU
SHIIe(haTOMaTHUIMMU.
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«ATnac 3NeKTPOKNMHUYECKON ANArHOCTUKU U Tepanuu
ANUNENCUn». INUNEencuss C MUOKNOHUEN BeK
(cuHppom [xkuBoHca)

13 aHBapA 2025 r. 6e3BpemMeHHO yLien u3 xn3Hv KoHctaHTuH IOpbeBny MyXuH — LOKTOP MEAULIMHCKUX HayK, MPo-
deccop, pykosogutenb O6beuHEHNA MeANLMHCKUX YUPEXAEHMI NO ANArHOCTMKe, neyeHunio n peabunutauum 3abone-
BaHWI HEPBHOWN cMCTeMbl 1 anunencun nm. Ceatntensa JIykn, MexxgyHapoaHO NPU3HaHHbIV SKCNepT B ANArHOCTuKe U ne-
YeHUN SNUNENCUK, BbICOKOKBANTUGULMPOBaAHHbIN Bpay-HEBPOJIOF, UMelWmnin 6onee yem 38-neTHWin onbIT PaboTbl
¢ 6onbHbIMUY 3NUNENCcUen, 6NecTAUIA yueHbI, paboTbl KOTOPOro NOYUYNAN BCEMUPHOE NPU3HAHWE 1 LUIMPOKO U3BECTHDI
KaK B Hallel CTpaHe, Tak U 3a pybekom.

Mpodeccop MyxuH ocTtaBun 6oratoe HayuyHoe Hacnegue, Bkitovatollee 6onee 400 HayuHbIx paboT, 20 MoHorpaduii,
MHOrOUMC/IEHHbIE NeKUMU 1 cemuHapbl. [locnegHuii Tpya bnectawlero yuyeHoro — «3nunencus. ATnac ai1eKTPOKINHNYECKOW
AMarHoCTUKKU 1 Tepanumm» B 2 TOMax — ABMAETCA BEPLUMHON ero Hay4yHOro TBopYecTBa 1 0606L1aeT pesynbTaThl BCE Hayy-
HOW 1 NpaKTnyeckoin paboTtbl aBTopos. OyHAAMeHTanbHbIN TPy Bbllwen B cBeT B 2023-2024 rr.: B gekabpe 2023 1. 6bin
ony6nukoBaH 1-i Tom' 1 oceHbto 2024 r. — 2-1 Tom% ABTOpbI ATnaca: KoHcTaHTuH IOpbeBrny MyxuH (a.M.H., npodeccop,
Bpay-HEeBPOJOr, SNUENTOJON; PyKoBOAMTeNb VIHCTUTYTa AETCKOW 1 B3POCSION HEBPONOrUN 1 anunencumn nm. Ceatutens
Jlykn), Napuca lOpbeBHa MMyxoBa (K.M.H., OLEHT, BPay-HEBPOJIOT, SNUAENTOSOr, Bpay GyHKLMOHANbHON ANArHOCTUKM),
Anekcen AnekcaHaposuy XonuH (4.M.H., npodeccop, Bpay-HeBPoor, Bpay GyHKUMOHaNbHOW AMarHOCTMKM).

C 1-ro Homepa 2025 r. Mbl OTKpPbIIK B «PYCCKOM XXypHane AeTCKON HeBponorumy» pyopuky «Hacnegue npodeccopa
K.0. MyxuHa», B KOTOpoI 6yAem 3HaKOMUTb unTaTenei ¢ HayuHbIMK Tpygamu KoHcTaHTrHa lOpbeBnya 1 nybnukosatb
B KaXk[OM HOMepe 4acTb OHOM rMaBbl 13 ATNaca 3N1eKTPOKIMHNYECKON ANAarHOCTUKIN 1 Tepanunm SNUNencum.

Buibop ppacmenmos Amaaca das nybauxayuu 6ydem onpedeasmoca wumameaamu. Hanuwume nam, xaxue memot Bac
unmepecyrom 6 nepsyro o4epeos. Adpec pedarxuyuu: rjcn @epileptologis.ru

B smom nomepe «Pycckoeo ycypnaaa demckoii Heeépoao2uuw» no npocvoam wumameaneii Mot nybauxyem gppazmenmol
u3 2aaevt 33 moma 2, nocesAweHHOT nutencuu ¢ Muokaonueii éex (cundopomy JIcusonca)’.

Boinensror snuienTuIecKuii MUOKJIOHYC BeK KaK THUIT
MPUCTYIIOB Y AMWJIETICUIO C MUOKJIOHUMEH BeK (C abcaHCaMK
WM 0e3 HUX), WIu cuHApoM JIxkuBoHca. B naHHOM ciydyae
TUII TIPUCTYIIOB MPAKTUYECKM COBITaJaeT C Ha3BaHUEM
SMWISNITUYECKOTO CUHIPOMA.

ITutep JAXMBOHC MepBbIM MpeacTaBUI MOJAPOOHOE
OIMCaHUEe CUHIpPOMA M ero AeMHULINIO: « MUOKIOHUS
BEK ¢ abcaHCcaMu JEMOHCTPHUPYET BEIPasKeHHOE TIOJEPIH -
BaHNeE BeK, BO3HUKalOIIee cpasy Mocje 3aKpblBaHMs IJ1a3,

1 3TO CONPOBOXIAETCS KOPOTKOI OMiaTepanbHOMN MUK~
BOJTHOBOI aKTMBHOCTBIO Ha 3JIEKTPO3HILE(haaIorpaMme
(D3T). Pa3zpsinpl He BOZHUKAIOT B TEMHOTE. DTU MallieH-
Thl OTYETIMBO (poToceHCUTUBHBI» (P.M. Jeavons, 1977).
C.P. Panayiotopoulos (2007) ompenensieT 3NUIEICUIO
¢ MuokJioHuel Bek (DMB) kKak «cMHIpOM MaMONATUYE-
CKOI1 TeHepan30BaHHOM SITUJICTICUM, TPOSIBIISIONINIACS
SIMWISITUYECKUM MUOKJIOHYCOM BEK, HEPEIKO B CoYeTa-
HUU C YaCThIMU abcaHCaMM MUKHOJIEITUYECKOIo THIIA.

"Myxun K.1O., Inyxosa JI.IO., XonuH A.A. Driunencus. ATiac 31eKTPOKJIMHAYECKOH quarHocTuky 1 Tepanuu. T. 1. M.: Pycckuii meuaTHbIi 1BOp,

2023.912c.

Myxun K.IO., Tityxosa JI.1O., Xonun A.A. Dnuierncus. ATIac 31eKTPOKIMHUYECKOi AnarHocTky 1 Teparmuu. T, 2. M.: Pycckuii meyaTHbIit 1O,

2024. 884 c.

SMyxun K.JO. Drunencus ¢ MUOKJIOHUeR Bek (cuHapoM Jxusonca). Myxun K.JO., Tityxosa JI.JO., Xomun A.A. Dnuiencus. ATiac 3J1eKTpo-
KJIMHUYECKOM TuarHocTuku v Tepanuu. T. 2. M.: Pycckuii medatHslii 1Bop, 2024. C. 355—390.
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Havano 3aboneBaHus OOBIYHO B OETCKOM BO3pacTe
(oT 2 g0 14 neT), HO MPUCTYIBI MOTYT MEPCUCTUPOBATH
1y B3pocibix. [TpucTymbl KopoTkue (3—6 ¢) 1 BOSHUKAIOT
[JIaBHBIM 00pa3oM Cpa3y MocJjie 3aKphIBaHMS T1a3».

Dnusencust ¢ MUOKJIOHUeEH Bek (cuHapoM JIXknBoHca) —
BapHaHT MIMOIATUIECKOM (TeHETUYECKOM) TeHepaIn30-
BaHHo¥ sanuiencun (UI'D), xapakTepu3yroluiicss HEOObIU-
HBIMU KJIMHIYECKMMU 1 3JIeKTpo3HIIedanorpahnIecKuMu
TPOSIBICHUSIMU, BO3HUKAIOITMMU Cpa3sy MOCJIe 3aKPbIBAHUS
IJ1a3 ¥ COCTaB/ISIIOIIMMU TAaTOTHOMOHUYHYIO KAPTUHY CUH-
JIipoMa. 3aKpbIBaHUE IJ1a3 B YCIOBUSIX TOCTATOYHOM OCBE-
ILIEHHOCTH BBI3bIBAET «TpeIeTaHre» BEK U TeHepaIu30BaH-
HYIO SIWICTITUYECKYIO aKTUBHOCTD, 3TU CUMITTOMBI HEPEIKO
MPOBOLMPYIOTCS pUTMUYIHOM poTtocTumynsiueii (PPOC).
Kpome muoxiionuu Bek (M B) nipy JaHHOM CUHAPOME MOTYT
BCTpEYaThCs a0CAaHCHl I MUOKJIOHMYECKIE TIPUCTYITBI, BO-
BJIEKAOIIIME IPYTVE YaCTH Teia. DMUISNTUIECKUA MUO-
KJIOHYC BEK, BO3HUKAIOIIUI Cpasy IOC/Ie 3aKPbIBaHMS IJ1a3,
COCTaBJIAET KIUHMYecKoe saapo cuHapoMa (A. Covanis,
2010). C.P. Panayiotopoulos (2007) u A. Covanis (2010) cripa-
BEJIMBO BO3PAXAlOT IIPOTUB TEPMUHA «MUOKIIOHUSI BEK
¢ abcaHcaMM», TaK KaK SIMUJIETITUISCKUIT MUOKJIOHYC BeK
SIBJISICTCSI OOJIMTaTHBIM TUIIOM IIPUCTYITOB, B TO BpEMST Kak
abcaHCBhl BCTpEYAlOTCs AaJIeKO HE y BCEX IMallMeHTOB BO
Bpemst DMB. B cBsI3u ¢ 3TUM aBTOPHI MpeiaraloT TepMUH
«MUOKJIOHHMS BeK M abcaHChl». C Halllell TOYKH 3pEHMS, BO
n30eXaHNe TEPMUHOJIOTMYECKOM MyTaHULIBI TUITI TIPH -
CTYIIOB JIy4llle TPaAULIMOHHO Ha3bIBaTh SIMMICIITUYCCKUM
MMOKJIOHYCOM BeK 1 abcaHcaMu, a (popMy SIMICTICUU —
SMNUJIETICUEl ¢ MUOKJIOHUEH BeK (CMHApoMoM JIxK1BOHCa).
HasBanue 3a001eBaHUs KaK «CUHAPOM JIXKMBOHCa» Mpe/I-
noxwu C.P. Panayiotopoulos 1 coaBT. B 1996 .

B xnaccudukanyu snuaentuiaeckux npuctynon 2017 1.
SMWICNITUYECKU MUOKIIOHYC BeK (MUOKJIOHUS BEK) OT-
HOCHTCS K MPUCTYIaM C TeHepaJu30BaHHBIM HAYaJioM,
06e3 MOTOpHOT0 KoMIToHeHTa, abcaHcaM (R.S. Fisher u coaBr.,
2017). Bce 3 knaccuduKalMOHHbIE TTIO3UIIUN BHI3bIBAIOT
0o4eHb OoJblIe coMHeHusl. Bo-tiepBbix, DMB, ¢ Haeit
TOYKM 3pEHUs, TIPaBUJIbHEE Ha3bIBaTh IICEBIOTCHEPAIU30-
BaHHBIM TUIIOM IPUCTYIIOB, TAaK OH MOXET MMETh OTYCTIIN -
Boe (hoKaIbHOE Hayasio. Bo-BTOpBIX, MMOKJIOHYC BEK — 3TO
MOTOpHBIN ¢eHoMeH! B-TpeTbux, oTHocuTh DMB K a6-
CaHCHBIM MPUCTYIIaM aOCYpAHO, TaK KaK B OOJILIIMHCTBE
cJlydaeB OH He COIPOBOXAAETCS HapyIIeHUEM CO3HAHUS
U MPOoJ0KaeTcsl 00bIYHO 0K0JIO 1 ¢. C Hallleit TOYKH 3pe-
HUS, SMWICITUYECKUI MUOKJIOHYC BEK CJIEIyeT OTHOCUTh
K MOTOPHBIM MUOKJIOHMYECKUM IPUCTYIIaM, KOTOPHIC
MOTI'YT UMETh KaK reHepalu30BaHHOE, TaK U (DOKaIbHOE
Havayio. Bo Bcex IpencTaBieHHBIX paHee MPOeKTax Kiiac-
cUbUKALIMU SMUICHTUYECKIX CUHAPOMOB CUHAPOM JIKu-
BoHca otcyTcTtBoBal (G.L. Gigli u coaBr., 1991; A.T. Berg,
2009; J. Engel, 2013; I. Scheffer u coast., 2017). B HoBoI1
MEXIYHapOIHOM KiIacCU(UKAIIMU STWISITUYECKX CUH-
npoMoB 2022 T. MPUHSITO Ha3BaHUE <«3IMWJIETICUS C MUO-

2

KJIOHUEUN BeK», U JaHHbIA CUHAPOM OTHECEH B PYOPUKY
TeHETUYECKUX TeHepaIM30BaHHBIX SITUJICTICUH ¢ Ie0I0TOM
B getckoM Bo3pacte (N. Specchio u coant., 2022;
E.C. Wirrell u coaBr., 2022). K coxanenuto, MexayHa-
polnHasi mpoTuBolaNuaenTuyeckas aura (International
League Against Epilepsy, ILAE) ynpaszgauia ¢pamMuinio
TEPBOOTKPBIBATEIISI, M B HACTOSIIIICE BPEMsI TEPMUH «CUH-
npom JIXKMBOHCA» HE peKOMEHI0BaH K rpruMeHeHuo. ILAE
onpenaensier YMB Kak cMHAPOM, XapaKTepU3YIOLIUICS
TpUag0i MPU3HAKOB: YacTbie MpucTyIibl MB ¢ abcancamu
WM 6e3 HUX, MHAYLIMPOBaHHbIE 3aKphIBaHUEM IJ1a3 U (hOTO-
ctumyJsieil. MB Hanbosiee BbipakeHa cpasy Iocjie Ipo-
oyxnenus naureHToB (N. Specchio u coanr., 2022).

Dtrosorus. DIMB, cornacHo KiaccuyeckoMy omnuca-
HUIO aBTOpa, OTHOCHUTCSI K TCHETMYECKMM CUHIPOMaM
reHepanusoBaHHoi snuiencuu (P.M. Jeavons, 1977;
C.P. Panayiotopoulos, 2012; N. Specchio u coaBr., 2022;
E.C. Wirrell u coasr., 2022). Otnonoruss DMB Bceraa re-
HeTUYeCKasi, B OTIMYKE OT MpucTyrnoB MB, koTopbie Mo-
TYT UMeTb U cTPpYKTypHbIi XapakTep (C.P. Panayiotopoulos,
2007). Hoseitee uccnenoBanue S. Mayo u coast. (2021)
OIpeNeINIIO 4 OCHOBHBIX I'eHa, JeTePMUHUPYIONTUX (he-
Hotunn DMB: SYNGAPI, KIA02022/NEXMIF, RORB
u CHD?2. Exie psii TeHOB sIBJIsItOTCS KaHnuaatamu: SLC2A1,
NAAIOw KCNBI, ATPIA3 (M. Parfyonov u coasrt., 2023).
IMoguepkuBaeTcsl HepeaKoe BO3HUKHOBeHUe DMB mpu
myTauusx B reHax SLC2A1 (nepuumT TpaHCciopTepa Iio-
ko036l 1-ro tumna (GLUT1) — 6one3ns ae BuBo) (G. Altiokka-
Uzun u coaBr., 2018; D. Caputo u coasr., 2018; Z. Landoulsi
U coaBrt., 2018; P. Madaan u coaBrt., 2019). B Haweli rpak-
TKe DMB BcTpeuanack npu mytauusix SYNGAPI, SLC2A1
un CHD2 (C. Mignot u coasrt., 2016).

B uiccnenoBanmu L.G. Sadleir v coasr. (2012) y 83 % mipo-
06aHI0B, 00IbHBIX DM B, perucTpupoBaInch CIydau SMuiIeT-
CUU Yy POACTBEHHUKOB. [JTaBHBIM 00pa30M 3T0 ObUIM Pasiny-
Hble cuHapoMbl UI'D, a Takke (peOpuIbHBIE TTPUCTYIILI
U TeHeTUYeCKast SMWIETICHUSI ¢ (heOPMIIBHBIMU IPUCTYIIAMU
mwoc. C HaubOJIbIIEH YacTOTOM Cpely POJACTBEHHUKOB
BCTpEYaIMCh CIydau JETCKOM abCaHCHOM SMWIIETICUU, YTO
MOXET YKa3bIBaTh Ha TeHETUYECKOE POICTBO 2 CHHIPOMOB.
KoHkopnaHTHOCTb 0;1M3HELIOBBIX Tap o DMB cocraps-
na 78 % c mpenmosiaraeMbIM ayTOCOMHO-TOMUHAHTHBIM
THATIOM HacienoBaHus (A. Parker u coaBrt., 1996; A. Covanis,
2010). R.H. Caraballo u coaBt. (2009) KkoHCcTaTHUpPOBAJIU
ceMelHBIe CTydau SMWICTICUU U (heOPUIbHBIX TIPUCTYIIOB
y 49 % 6onbHbIx DMB, a A. Reyhani u S. Ozkara (2020) —
y 47 %. Mbl HabMI0IaIM CEMbIO, B KOTOPOIi 2 cubca nMe-
m cuHapom JIxxuBoHca, a ux matb — UI'D ¢ reHepannso-
BaHHBIMU cymopoxHbiMu npuctynamu (I'CIT). Ilpu
MOJIEKYJISIPHO-TEHETUIECKOM aHaJIM3€ Y CUOCOB BBISIBIIC -
Ha myTauus B reHe SLC2A 1 — 6o1e3Hb ne Bugo.

JImarnos. YcraHoBUTH AuarHo3 DM B He Tak nmpocTto,
Kak kaxetcsd. [Ipuctynst MB Hepenko mpocMmatpu-
BalOTCSI POIUTEISIMU U TUATHOCTUPYIOTCS JIUIIb TPU

79

HACNEAWE MPOD®ECCOPA K.I0O. MYXUHA



80

IIETCKOM
HEBPOAOT UM

IIPUCOEIVUHEHUH IPYTUX TUIIOB IIPUCTYIIOB UM BO BpEMS
«CIIy4aifHOTO» TIPOBEIEHMS 3JIeKTpodHIIedanorpadpuye-
cKoro uccienoBaHusi. DMB — reHeTnueckasi reHepaiu-
30BaHHas anuiencus, a MB — tun npuctymnos (A. Covanis,
2010). ITpu 3TOM HaTMUYKE Y HallMeHTa MPUCTYIIOB B BUAC
MB He nmoapaszymMeBaeT aBTOMaTUYeCKM AuarHo3 SMB
(cunapoma JIxxuBoHca). CoriaacHo KputepussMm D.
Kasteleijn-Nolst Trenite u coast. (2019), DMB xapakre-
pu3yeTcs TpUamoi MPU3HAKOB:

1) yacteie ipuctynsl MB ¢ abcaHcamu unu 6e3 HUX,
CUHXPOHHO TpogBsioniecss Ha DD KOpoTKUMU
reHepaJIM30BaHHBIMU SITMJIENTU(OOPMHBIMU pa3psiia-
MM, BO3HUKAIOIIMMU MPH 3aKPbIBAHUM IJ1a3;

2) reHepaM30BaHHBIN (POTOIMAPOKCU3MATBHBII OTBET Ha
O8I, yacTto B KOMOMHAIIMKU CO 3PUTEIbHO MHIYLIM-
PYEeMBIMU MPUCTYITIAMU B aHAMHE3E;

3) ne61oT B AETCKOM BO3pacTe ¢ IMKOM B 6—8 JieT.
O0s13aTeIbHOE YCIOBUE: MIPUCTYITB M 3JIEKTPOIHIIE-

(danorpacdudeckre aHoOMaJuM BO3HUKAIOT cpa3y IOCIe
3aKpbIBAHMS 17143 B YCIOBUAX JOCTATOYHON OCBELLIEHHOCTH
U AJSITCI KopoTkKoe Bpems (dbeHomeH “eye closure
sensitivity”) (A. Covanis, 2010).

Kaxk nmumer C.P. Panayiotopoulos (2007), Hanuuyue
npuctynoB MB npeanonaraet cunapom JIXkuBoHca, HO
5TU TOHATHUSI HEe TOXAeCTBeHHBI. OCHOBHAS CIIOXHOCTh
YCTaHOBJICHUS TUAarHO3a 3aKJII0YaeTCsI B TOM, YTO IIPUCTY-
ITBI SMICTITUYECKOTO0 MMOKJIOHYCA BEK HE ITATOTHOMOHMNY -
Hbl 111 DM B (cuHapoma JIXkuBoHCa) U MOTYT BCTpevaThb-
cs TIpU pa3HbIX opMax 3MUJIETICUU, KaK TeHETUISCKUX

TreHepaJIM30BaHHbIX, TaK U CTPYKTYPHBIX (DOKaTbHBIX.
ITpoBeneHne TeHETUYECKUX MCCAENOBAaHUI MOCIEIHEro
nmokoJieHus (next generation sequencing, NGS) siBiisieTcst
00s13aTeIbHBIM IpU AuarHocTuke DMB. Llenblii psg reHe-
THMYECKMX MYTAallMii MOTYT IPHUBOIWUTH K Pa3BUTHUIO
KJIMHUKO-3JIEKTpO3HIIe(haorpaduiyecKkoro CMUMITOMOKOM-
miekca OMB. K HuMm, npexae Bcero, OTHOCATCS 00JIe3Hb
ne BuBo (meduuut TpaHcmopTepa INIIOKO3bl 1-ro Tuma),
mytauuu CHD2, KCNBI, SYNGAPI, a Takxke HEKOTOpbIe
Mukpoaeneuu (S. Mayo u coanr., 2021). [1pu kiaccuue-
CKOM HuAuoONaTUYeCKOM BapuaHTe DMB y manueHTOB
He HabJoaaeTcsl MHTE/UIEKTYalbHON HEelO0CTaTOYHOCTHU
U MOTYT OBITb JIUIITb HEKOTOPbIE ITPOOIEMBI C SMOLIMOHATb-
HOI1 chepoil U KOHLeHTpalMeil BHUMaHus. HapyiieHue
MHTEJJIEKTa, OCOOEHHO B COYETAHUM C PAHHUM Je0I0TOM
OMB, Bcerna momo3puTeIbHO B OTHOLIEHUY TeHETUYECKOM
stuonorun cungpoma (N. Specchio u coant., 2022;
E.C. Wirrell u coasr., 2022).

ITpuBoaMM AUarHoctTuyeckue Kkputepuu DMB 1o Ho-
BOI MeXIyHAapOIHOU KiacCU(UKaIUU SMAJISITUIECKUX
cunapomoB 2022 r. (N. Specchio u coast., 2022;
E.C. Wirrell u coasr., 2022).

Jleuenne. [To mHeHuto C.P. Panayiotopoulos (2012),
cuHapoM J[>XMBOHCa SIBISIETCS CaMOUW pPEe3UCTEHTHOM
K Tepanuu dopmoit UI'D (rmo HoBolt Kiaccupukauuu
ILAE 2022 ., reHETUYECKOM reHepaI30BaHHOM SIUIIETI-
cun). [pucrynsr MB npu DM B, kak npaBuiio, abcoaroT-
Ho pe3ucteHTHHI K Tepanuu (D. Kasteleijn-Nolst Trenite
u coasT., 2019). Torma Bo3HMKAET JOTMYHBINA BOIMPOC:

(N. Specchio un coasrt., 2022)
Ob6sA3aTenbHble KpUTepun
MNpucTynbl: MB.

BOJIHOBOW aKTUBHOCTMW.
Hactopaxusatowme nprsHakn

AunarHocTnyeckune Kpntepum SMB no HoBoW Knaccudpukauum snunentTuyecknx cuHgpomos ILAE ot 2022 .

I3I: 3akpbiBaHue rnas n POC BbI3bIBalOT reHepan3oBaHHble pa3pagbl ObicTpbix (3-6 IU) nonmMcnankos My NOAUMNKK-

nQI/ICTyI'IbI: HEBO3MOXHOCTb BbI3BaTb MPUCTYMNbl MB B KnuHuKe nyTem mMenneHHoOro 3akpbiBaHuMA a3 B yCI0BUAX
APKOro ocsBeweHnA y HeneyeHbiX NaunMeHToB. MuoknoHunyeckune NPUCTYnbl B KOHEYHOCTAX (HaCTOpa)KI/IBaeT B OTHO-
LIEHUW HAaNNYMA IOHOLWECKOWN MUOKJIOHNYECKOW Snunencun).

HeBponornyeckunm ctaTyc: oMaroBbie HeBpoOnornyeckne CUMNTOMbl.

HelipoBu3syanunsaums: NOTEHUMANbHO BO3MOXHbl€ ONIA Pa3BUTUA SnNUnencnn CTPyKTypHbie M3MEHEHUA B MO3re,
3a NcKknroyeHnem Cﬂy‘-lal‘/'IHbIX HaXo4oK.

Kpntepuu ncknioveHms

MpucTynbl: MMOKNOHMYECKUE abCaHCbl; GOKasbHble MPUCTYMbI.

D3I pervoHanbHoe 3amefJieHne. YCTOMUYUBBIV yHUIATeParbHbIN GOKYC anmnenTndopmMHO akTMBHOCTY. [eHepann3o-
BaHHasA MeffieHHaa akTUBHOCTb “OCTpas—-MeadsieHHasA BOMHA” YacToTol MeHee 2,5 U (3a MCKNOYeHeM OKOHYaHUA
pa3psga 6onee BbicoKow YacToThl). Anddy3Hoe 3ameaneHrie OCHOBHONM aKTMBHOCTH, HE OTHOCALLEECA K MOCTUKTANb-
Homy nepuogy. OTCyTCTBUE 3NeKTPO3HLEedanorpadpuUeckoro KoppensTa C TUMUYHLIMA KIIMHUYECKMU cObbITUaMM (MB).
Bo3pacT nebiota: meHee 2 1 6onee 14 ner.

HelipoBur3yanv3auums: BbisiBIEHHbIE HAPYLLEHWS, YKA3blBAKOLWMUE HA MPUUMHY 3a00N1E€BaHUS.

TeueHvie 3a6051€BaHUSA: NPOrPECCMPYIOLLEE CHKEHNE KOTHUTUBHDBIX GYHKLMIA BHE 3aBUCMMOCTM OT TEUEHMS SNSEeNncUm.
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a 3a4eM JICYUTh 3TUX MallMeHTOB, eciu MB pesucreHTHA
K Tepamnuu, ¢ OTHOI CTOPOHBI, U MUHUMAJIBHO BJIMSIET HAa
KayeCcTBO KM3HU O0NbHBIX — c apyroi? C Hauleil Touku
3peHusI, a0COJIIOTHBIMU MOKa3aHUSIMM K Tepanuu DMB
SIBJISTIOTCSI:

1. Hanmuuue I'CIT B aHamHe3e.

2. Bepudukauus adCaHCHBIX NPUCTYIIOB MO JaHHBIM
BHJIEO3JIEKTPO3HIIe(DaTorpadyMuecKOro MOHUTOPHH-
ra (BOM), T.e. moka3aTeJbCTBO KPaTKOBPEMEHHOTIO
HapyILIEHUs] CO3HAHMS BO BpeMsI IIPUCTYIIA.

3. Hanmuuwue mo0bIX IpyTUX BUAOB MPUCTYTIOB Y OONIBHBIX
OMB, kpome MB 1 HeuacTbIX MUOKJIOHUYECKUX.

4. OTyeTIMBBIC KOTHUTUBHbBIE HAPYIIICHUS Y TTAIUCHTOB,
BEPOSITHO CBSI3aHHBIC C BHICOKUM MHIAEKCOM 3IHJICTI-
TUHOPMHOI aKTUBHOCTH Ha DIT.

B ciyuae, ecniu MB siBiisieTcs1 eIMHCTBEHHBIM TUIIOM
MPUCTYIIOB WM COYETAETCS C HEYaCTHIMU MUOKJIOHMYE-
CKUMU TIPUCTYIIaMU, IPUMEHEHNE aHTURIICIITUYCCKIX
MpernapaToB Hellelrecoobpa3Ho. B aToM ciydae manyeHTamM
PEKOMEHAYeTCs N30eraTh SIPKOro COJTHIIA, HOCUTD IIHAPO-
KOTMOJIbIE IIISIIBI, COMHIIC3aIMTHBIE OYKU CO CIeIrallb-
HBIMU MOJISIPUBYIOIIUMU CTEKJIaMU, JIy4llle TOJTyOoro 1BeTa.
Heobxomumbl Takke cTaOMIM3alusl BHYTPUCEMEHHBIX
U MEKJIMYHOCTHBIX OTHOILIEHU (0OCOOEHHO B ILIKOJIE), MH-
JIUBUAYyaJbHasE paboTa ICHUX0JIora UM IICUXOoTeparneBTa
(C.P. Panayiotopoulos, 2007; N. Specchio u coaBr., 2022).

[pu couerann MB ¢ 1pyrumMu THIIaMK TIPUCTYTIOB
aHTURMWICTITUYECKas Tepanus Heooxommuma. OcoOeHHO 3TO
Kacaetcs ciaydaeB MB ¢ I'CIl, a Takke ¢ abcaHcaMu, KOTO-
pble B OOJIBIIMHCTBE CBOEM SIBJISIOTCSI (hDaHTOMHBIMU,
T.. HE OCO3HAIOTCS CaMUMMU MALIMEHTaMU 1 He PACIIO3HAIOT-
Cs1 OKpYXKaloIMMU. MeKIy TeM 3TO BeCcbMa TpaBMOOITACHBII
TUIT IIPUCTYIIOB, 0OCOOEHHO B CJIy4ae BOXJICHUS aBTOTPaH-
CITOPTa; IPUYEM CaMU IMaleHThI (pakT KpaTKOBPEMEHHOTO
HapylileHus co3HaHus He omyaiot (C.P. Panayiotopoulos,
2007). Hanbonee a¢ppekTuBHBI B ieueHU DM B nipenaparbt
BaJILIIPOEBOM KUCJIOTHI B cpenHeit no3e 15—30 Mr/kr/cyT
(R. Giirer u coasr., 2019). A. Covanis (2010) KoHcTaTHpO-
BaJT «<BBICOKYIO 3 (PEeKTUBHOCTE» BAJIBIIPOATOB IPUMEPHO
y 50—75 % 6onpHBIX DMB. ITpu orcyrcrBum I'CI1 y neteit
BO3MOXHO MPUMEHEHHUE 3TOCYKCUMUAA B MOHOTEpAITUK
(oxos10 30 MI/Kr/CyT); ¥ B3pOC/BIX ITAIlMEHTOB OH MpUMe-
HsieTcs ToJibKo B KomOuHauuu (K.FO. Myxun, A.C. Ile-
TpyxuH, 2020). B oTaenbHBIX ciaydasx, ¢ BapuadeabHO
3(HEKTUBHOCTBIO, TPUMEHSIIOTCS KJ100a3aM, JeBeTupa-
1ieTaM M JIJAMOTPUIIKMH, KaK B MOHOTEPAIUK, TaK U B KOM-
ounaimu (A.C. Kotos, 2012; C.P. Panayiotopoulos, 2012;
A. Reyhani, S. Ozkara, 2020). OgHako JaMOTPUIXUH
Yy HEKOTOPBIX MAIlMEHTOB MOXKET aITpaBUPOBAaTh MUOKJIO-
HUYECKUE TIPUCTYITBI MJIU IaKe TPUBECTU K MX BOBHMKHO-
BeHu1o de novo (A. Crespel u coasrt., 2005). W. Paibool
1 coaBT. (2023) oTMETUIN TTOIOKUTENbHBIN 3(PHEKT MO -
¢upoBaHHOI AueThl ATKMHCca nmpu DYMB. B nociengHem
MEXIYHApOTHOM UCCIIETOBAHIY, IIOCBAIICHHOM JICYEHUIO

2

DMB, ObLJI0 OTMEUEHO, YTO BAJILIIPOAT — Ipernapar epBoro
BBIOOpA (KpOMeE KEHIIUH JETOPOIHOIO BO3PACTa), JIaMO-
TPUIDKVH U JIEBeTUpAlleTaM — aJIbTePHATUBHbBIC aHTUSIIH-
JISIITUYECKUE TTperapaThl, KJ100a3aM U 3TOCYKCUMMI — IIpe-
napatsl pe3epBa (K.M. Smith u coasr., 2023).

W3menenns DI npu DMB. [1atonornyeckue uameHe-
Hust DI Berpevarorest y 100 % GoabHbIXx DMB 110 onpe-
nenaeHuio. OCHOBHBIM 3JIeKTposHIIedatorpadhnIecKum
MaTTEPHOM SIBJISIIOTCSI KOPOTKME T DY3HBIE Pa3psiIbl 1O-
JIUTIMK-BOJTHOBOM aKTUBHOCTY CUHXPOHHO C IPUCTYIIaMH1
MB, KoTOpble BOZHMKAIOT cpa3y IOCIIe 3aKPhIBAHMS IJ1a3
(M. Koutroumanidis 2018; P. Gelisse u coant., 2019;
N. Specchio u coaBr., 2022; E.C. Wirrell u coasrt., 2022).

OcHoBHas aKTUBHOCTb. OCHOBHAs1 aKTUBHOCTh (hOHA
Bceraa coxpaHHa. Cpa3y Ipy 3aKpbIBaHUU I71a3 ajibdha-puT™
MOXET MPEephIBaThCsI KOPOTKUM ITHUGhGHY3HBIM SIMICIITH-
(GOpPMHBIM pa3psiIoM, BO3HUKAIOIIMM CUHXPOHHO ¢ MB,
a 3aTeM OH BOCCTaHABJIMBAETCSI M IIPOIOJDKACT PETMCTPHUPO-
BaThCS BCE BpeMsI, TTOKa I71a3a OCTAIOTCs 3aKPbhIThIMU. OTu-
CaHO TOSIBJIEHNE BEICOKOCUHXPOHU3UPOBAHHOIO BHICOKOAM-
IUIMTYIHOTO «CIaiilkomomo0HOro» aibda-purMa Mnpu
3aKpbIBAHUM IJ1a3 y 001bHBIX DMB (8. Viravan u coast., 2011;
G. Cantalupo u coasrt., 2017) (puc. 1). C.P. Panayiotopoulos
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Puc. 1. [layuenmxa C., 25 aem. uaeno3: uouonamuueckas (ceHemu-
UecKas) 2eHepanU308aHHAs INUACHCUS C POMOCEHCUMUBHOCHbI). Xa-
PaKmep nPUCMynos: peoKue 2eHeparu306anHHble MOHUKO-KAOHUYECKUe
npucmynsl 6e3 aypol npu RPOCMompe menenepeoa (¢ heHoMeHOM <Ha-
CUNBCIMBEHH020 NPUMSANCEHUS> K MeNedKpany), ¢ debiomom 6 9 aem;
MUOKAOHUS 8eK ¢ debromom 6 11 nem. B nacmosiuwee epems snusenmu-
ueckue npucmynsL omcymemeyiom. Jlevenue: 6e3 mepanuu. Panee no-
ayuana aamompuodxicur 150 me/cym. Daexkmposuyegpanroepamma, 600p-
CMB08aHUe: OCHOGHAS aKmusHocmy Gona coxpanna. Cpazy nocie
3aKpbI8aHUs 21a3 (0KYA0epapuuecKuil apmepaxm) nosieasiemcst unme-
PUKMANbHAS OUpQy3HAS SNUAEnMUPOPMHAS AKMUBHOCMb 6 8Ude pu-
MUMHBIX NPOOE208 OCMPbIX B0AH, HEPEOYHWUXCS C HOAUCHAUKAMU
C OM4emAUBbIM NPeodAAOGHUEM 8 3AMbLIOYHBIX OMEeOeHUSX, NPO0o1-
acumensrocmoto okono 2 c. Ilocae okonuanus paspsoa ommeuaemcst
nosieaenue anopa-pumma uacmomoi oxono 11 Iy, komopeiii umeem
3a0CMPeHHbLIL XapaKmep
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pssi' IIETCKOM
HEBPOAOT UM

1 c0aBT. (1996) coobI11at0T 0 BO3MOXXHOM HapyIIIEHUN TeHe-
paumu aabda-puT™a y 60JbHbIX DMB, uTO, BEposITHO, CBSI-
3aHO C TUIIEPYYBCTBUTEIBLHOCTHIO OKLIUITUTAIBLHOM KOPBI
K CBETOBBIM CTHIMYJIaM.

OnuaentudopMHas aKTUBHOCTb. B MexXmpucTynmHom
nepuoje y 6onbHbIXx DM B Ha DI peructpupyrorcs cie-
IYIOIIE U3MEHEHMUS:

1. duddys3Hasa snunentudopmMHas akTUBHOCTb B BUIIE
KOMILJICKCOB ITUK— U IMOJIMITMK—BOJIHA, BO3HUKAOILIAST
cpasy ITocJIe 3aKpbhIBaHUS TIa3 ¥ MPOAOJDKAIOIIAsICS
KOpOTKOE BpeMs: “eye closure sensitivity” (Hanbosee
TUIIMYHO) (pUC. 2).

2. Iuddy3Hble TUK- U TTOJUIIMK-BOJHOBBIE Pa3psiabl,
BO3HUKaloIKe B (hOHE U BO CHE, HE CBSI3aHHbBIE C IBU-
XeHueM rinas (puc. 3).

3. PeruoHanbpHas anuienTucdopMHas aKTUBHOCTD,
yale B 3aThbJIOYHBIX U peXe — B IOOHBIX OTBEACHUSX
(puc. 4).

4. JToopoKadyecTBeHHbIE SMUICTITU(GOPMHBIE TTATTEPHBI
nerctBa (JADI1).

JuddysHasa snunentudopMHas akTUBHOCTb, 0CO-
OCHHO BO3HUKAIOIIAs MPU 3aKpbIBAHUU IJ1a3, HEPEIKO
HMMeEET OTYCTIIMBOE PETMOHAIbHOE HAavyajIo ¥ aMIUIUTYIHOE
Npeo0IafaHue B 3aTBUIOYHBIX OTBEICHUSIX, PeKe — B JI00-
HbIX (P. Gelisse u coaBrt., 2019) (cm. puc. 4). [Ipogorku-
TEJIBHOCTh MHTEPUKTATbHOM TUdGhY3HOM MUK-, TIOJUITUK-
BOJIHOBOII aKTUBHOCTM OOBIUHO cocrtaBiser 0,5—2,5 ¢
M KpaiiHe penko mpeBbimaeT 3 ¢. YacTora KOMILIEKCOB
B paspsjae Bapbupyer oT 3 10 6 B cekyHay (N. Specchio
U coaBT., 2022; E.C. Wirrell u coasrt., 2022). UnTepukTaib-
Hast 1 dy3Hast aKTUBHOCTD OOJIbIIICH TTPOIOKUATEIEHO-
CTU He XapaKTepHa Il CMHApoMa JI>)KMBOHCA M OOBIYHO
CBUIETEIbCTBYET B MOJb3Yy APYrux cuHapomoB UI'D
(M.T. Medina u coaBr., 2019).

HWHTepecHO, YTO YacToTa BCTPEYaeMOCTHU BIHU-
nentudopmHoit akTuBHOCTU DI/l mocTaTouHO BBICOKA
cpenu 60abHBIX DMB — 26,5 % Bcex cinyyaeB (M.B. Mu-
poHoB, K.}O. MyxuHn, 2014). Haun6onee yacto ADII
KOHCTaTUPYIOTCSI B paMKaX MANONATHYECKOM (DOKaIbHOM
SMWIETICUU C TICEBIOreHepaAIM30BaHHBIMM TIPUCTYIIAMU,
a TakKe TPpU AeTCKOil aOCaHCHOM 3IMMIICTICHH, YTO OTpa-
KaeT 3aJepXKKy CO3pPeBaHUsI MO3ra y 3TUX NAlMEeHTOB
(K.}O. MyxuH, 2009). ITo HanmuMm HaOMIOAeHUSIM, HATUIUE
JDI1/ Ha BTy 6oabHBIX DM B xapakTepusyercs 0oJiee
ONTUMUCTUYHBIM IIPOTHO30M B OTHOIIICHUY KYITUPOBaHUS
npucTyrnoB MB B moapocTKOBOM BO3pacTe.

B NREM-cHe y 6onbHBIX DMB HapacTtaeT uHaekc
PETMOHANIEHOM MMIeNTH(MOPMHOI aKTUBHOCTH, BKITIOYAsI
JDI1/. B oTHOLIeHUY MHAEKCcA TUPPY3HOI aKTUBHOCTU
naHHbIe TpoTuBopeurBbl. M. Koutroumanidis (2018) yka-
3bIBaeT Ha HapacTaHue nudby3HON SnuaenTudhopMHOR
aKTMBHOCTHU B MeJUIEHHOM CcHe. Haiu nanHbie, Hao60poT,

2

, e
Fprrfy [0
Fpaa[#

3 waB Bmic 1 - 38Ty 13

Puc. 2. llayuenmra M., 15 arem. luaeno3s: snusencus ¢ MUOKAOHUE
eek. Xapakmep npucmynog: MUOKAOHUS 8eK,; MUOKAOHUHUeCKUe (NO-
Oepeusanust 2010601 80 8peMs MUOKAOHUU 8€K); KOpOMKUe AOCAHCbL;
¢ debromom 6 6 aem. Jlewenue: nesemupayemam 1500 me/cym. Inek-
mposHyegaroepamma, 600pcmeosanue, pummuecKas omocmu-
mynayus (POC): 60 epems npogedenuss POC ¢ wacmomoii 10 Iy
u uepe3 2 ¢ nocae 3aKpbléaHus ena3 noseAsiemcs Kopomxuii oug-
@y3HbLI pazpaod ROAURUK-60AHOB0U AKMUBHOCU NPOOOANCUMENb-
Hocmulo okoa0 1 ¢ (unmepukmanvro). Ommeuaemes Hekomopoe
npeobaadanue SnusenmugopmMHoOU aKmUeHoCmu 8 paspsade 6 nepedre-
N006HbIX 0meedeHusx

Puc. 3. llayuenmrka C., 24 eoda. [uaenos: uouonamuveckas
(eenemuyeckas) eeHepanu308anHas Inunencus. Xapakmep npucmy-
n08: eeHepanu308aHHble MOHUKO-KAOHUYECKUe npu npobyicoeHuu;
pedKue MUOKAOHUYeCKUe;, MUOKAOHUS 6eK,; ¢ debromom 6 12 aem.
Jleuenue: sanvnpoam 1500 me/cym. Daekmposnyepanroepamma, Cou:
Jugpghy3nulii paspso NOAUNUK-80AHOB0L AKMUBHOCIMU C HEKOMOPbIM
amMnaumyOHsIM aKyeHmoMm no npaegoii cemucgepe, npodoadxcumens-
Hocmbro yyms 6oaee 1 ¢ (unmepukmanvHo). Pazpso snusenmughopm-
HOUl aKMUGHOCMU 3AKAHYUBACMCS BbICOKOAMNAUMYOHbIMU MeONeH-
HbIMU  8OAHAMU C AKUEHMOM 8 A0OHO-8UCOYHBIX OMBeOeHUsX
obunamepanvro
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Puc. 4. Ilayuenmxa M., 18 1em (ma xce nauuenmia, 4mo Ha puc. 2).
Juaenos: snusencus ¢ MUoKAOHUel @eK. Xapakmep NPUCMYNOE:
MUOKAOHUU 8eK; MUOKAOHUYecKUe (N00epeusanusi 2010601 60 8peMs
MUOKAOHUU 8€K); KOpomKue abcancwl; ¢ 0ebromom 6 6 nem. Jleuenue:
neeemupayemam 1500 me/cym. Daekmposnyegaroepamma, 600p-
Ccmeosanue, NPUCMYN MUOKAOHUU BeK: CDA3Y NOCAE 3aKPbI8AHUS 21A3
(okynoepaguueckuii apmeghakm 6 100HbIX 0MBEEOCHUSX) pecucmpu-
PYemcsi pecuoHanbhas 0abAnuK-60AH08AS AKMUBHOCIb 8 NPABLIX
3ambino4uHbix omeedenusx. Yepes 1,5 c nocne pecuonanvhoil akmue-
Hocmu 603HUKaem Ough@y3Hulil SnusenmuuecKuil pa3psao, cocmos-
WUl U3 KOMNACKCO8 NUK—, NOAUNUK—BOAHA NPOOOANCUMENbHOCTBIO
1,5 c. Ilpu eudeosnrekmposnyepanroepapuueckom MOoHUMOPUHee
8 MomeHm Jugghy3Hoeo pazpada peeucmpupyemcs 3aéedeHue 21a3-
HbIX 010K 66€PX 8 COMEMAHUU C Ne2KUM 3anpoKUdbI6AHUEM 20/106bL,
U BO3HUKAEM MUOKAOHUS 8€K. YPOBeHb COZHAHUS NPOBEPUMb HEBO3-
MOJICHO 68UAY KPAMKOBPEeMEeHHOCMU pa3pada

CBUJICTEIBCTBYIOT O HEPEIKOM YMEHBIICHU NHAEKCA T -
¢y3Ho# snunentudopmHoil aktTuBHOocTU B NREM-cHe
C MOsIBJIEHNEM ee «(parMeHTalum», OCJIabJieHUEM CUHXPO-
HM3ALMU, YMEHBIICHUEM IPOIOLKUTEIBHOCTYA M YCUIICHU -
eM perroHaibHoro kommnoHeHTa (K.}O. MyxuH, 2009).
AKTHBUPYIOILIME TTPOOBI HEPEAKO IMPOBOLIUPYIOT 31U -

nenTuhopMHYI0 akTUBHOCTh Ha DDI mpu DMB. B meHb-
e CTeTIEHW 3TO OTHOCUTCS K TMIepBeHTIIIAIMN. [inep-
BEHTUJIAIIMOHHAS MPO0Oa MOXET BBI3bIBATh IOSIBICHUE
KOPOTKUX M 00Jiee MPOAOKUTEIbHBIX TU(dY3HBIX K-
BOJIHOBBIX pa3psiioB Ha DI, B ToM uyuciae abcaHCHBIX
MPUCTYIIOB, YTO, OMHAKO, HE SIBIISICTCSI TUMMYHBIM ISt
DMB. POC BBI3BIBaCT OTYETIUBBIN (POTOMAPOKCU3MAITb-
HBI OTBET MJIU IIPOBOLIMPYET IPUCTYIIHI (Yallle MUOKJIOHU -
yeckre 1 MB) y 6onblHceTBa nauyeHToB ¢ ODMB (puc. 5).
Bo3MmoxeH «1BoitHOU 3(pdekT» y 60abHEIX DMB: POC
MpoBoLIMPYeT (peHOMEH “eye closure sensitivity” ¢ BBICOKOI1
BEPOSITHOCThIO BO3HMKHOBEHHUSI IIpUCTynoB MB
(M. Koutroumanidis, 2018). I1pu npoBeaeHuun poTOCTU-
MYJISILIMA BO3MOXKHO BO3HUKHOBEHUE CIICAYIOIINX PEaKIIiA
(D.D. Daly, TA. Pedley, 1997):

1. Peakuus ycBoeHuUsI puT™Ma (HOpMa).

2. ®OTOMUOKJIIOHMYECKas peaklns (HopMa).

3. @doromapoKkcu3MalbHasl peaKkius: U30JUpOBaHHbIC

OCTpBIE BOJTHBI OMOKIIUITUTAILHO, TeHepaIM30BaHHasT

2

MUK~ U TTOJUITUK-BOJIHOBAsI aKTMBHOCTD (Ha HU3KUX

yacroTax (1—3 Ii1) — xapakTepHo AJisl HEHPOHAIHLHOTO

LIEPOUTHOTO JIUMOGYCIIMHO3a, 8 Ha BHICOKMX YacTOTax

15—-20 Iu — pnsa UTD):

e tun 1 (ycnoBHO maTtonorndeckuii). IlosiBaeHue
SnUIenTU(hOPMHOM akTUBHOCTH IIpu PO C TOIBEKO
OMOKIIMITUTATILHO M MCYE3HOBEHUE €€ cpasy Mocje
OKOHYaHUST (DOTOCTUMYJISIINN;

e Tun 2 (MaToJOTUYECKUii): TeHepaaIu30BaHHAas 311~
JnentudopmHasg akTuBHOCTE Tpu PDOC, mponmod-
JKaoIasiCs TIOCJIe OKOHYAHUS CTUMYJISILIK. Takke
BBIIC/ISTIOT TeHEPAIM30BaHHOE PUTMUYHOE 3aMel-
JIEHWE B IMalia30He JeJIbTa, pexe — TeTa (YCIOBHO
IaTOJIOTMYECKOE).

CornacHo HanboJiee U3BECTHOI Kitaccudukamu ¢o-

TOMAPOKCU3MAaTbHOIO OTBeTa (peakunn) Ha DDT Bbiaes-
10T 4 Tumna uaMeHeHuit (S. Waltz u coasr., 1992):
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Puc. 5. llayuenmxa I, 17 aem. luaenos: cundpom /lpase (mymayus
6 eene SCN 1A). Xapaxmep npucmynos: buaamepanvHbie MOHUKO-KAO0-
Huueckue (ghebpunbHo-nposoyupyembie) ¢ 0e6omom 8 5 mec; MUOKAO-
Huveckue; abcancvl; MUOKAOHUS 6eK ¢ debromom 6 7 nem. Jlevenue:
sanvnpoam 1500 me/cym + monupamam 300 me/cym + nepamnanen
6 me/cym. Dnexmposnyegpanroepamma (D3I), 6odpcmeosanue, pum-
Mmuueckas gomocmumyasyus (POC), npucnyn MUOKAOHUU 6eK: npu
PDC na wacmome 10 Iy, cpazy nocae 3aKpui6anus ena3, noseAsem-
cs 0up@y3Has HUKOCUHXPOHUSUPOBAHHASA INUAENMUPOPMHAL aK -
MUBHOCHb 6 BUOE KOMNACKCO8 NUK—, hoaunuk—eoana. Cpasy nocie
OKOHYAHUS PA3pA0a 3aMemeH MeHee 8biPAdCeHHbLI OKya0epagduye-
cKuil apmegakm u 8caed 3a HUM — NOBMOPHbLI OUp@Y3HbLil pazpso.
IIpodoaxcumenvhocms kasicdoeo paspsaoa okono 2 c. Bmopoii paspso
makace soznuxaem npu POC, Ho npodoaxcaemces nocae OKOHYAHUS
gomocmumyasyuu. Ilo dannbim udeosnekmposryearoepaguue-
CK020 MOHUMOPUH2A, CPA3Y NOCAe 3aKPbleanus enas (ghenomen “eye
closure sensitivity”) 6 momenm oughgysznoeo pazpsoa na 331 603-
HUKam 3aeedeHue 21a3HbiX 010K 86epX U Obicmpoe pUMMUYHOe
«mpenemarue» 6ex: MUOKAOHUS 6eK. Jlanee nayueHmra 6Hoeb cieeka
npuKpbleaem enasa, U 603HUKAem NOBMOPHbLI NPUCMYN MUOKAOHUU
sex. CozHaHue 6 MOMeHm NPUCHYNO8 Mecmupogams He yoaemcs
68UJY UX KPAMKOBPEMEHHOCMU U 3ampyOHeHUs: KOHMAKMA ¢ nayu-
eHMKOU U3-3a UHMEeNNeKMYANbHbIX HAPYUWeHUI]
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PYCCKUN

sy IETCKOM
HEBPOAOT UM

1. 3aTbIIOYHBIE CTAliKK B CTPYKTYpe OCHOBHOTO pUTMa.

2. TeMeHHO-3aTBIJIOYHbIE CHAWKKU C TTOCIeayIolei Ou-
¢a3HOI MeIJICHHOI BOJTHOIM.

3. TeMeHHO-3aThUIOUHBIE CITAKKM C MOCEAYIONIei Ou-
¢azHoli MeJIeHHOI BOJTHOM M ¢ paclpocTpaHeHUEM

Ha JIOOHBIE OTAENEI (pUc. 6).

4. TeHepann30BaHHBIE MUK~ WIK TTOJIUITMK-BOJTHEI (pUC. 7).

[eHepanu3oBaHHas anuaenTUGOPMHAS aKTUBHOCTD
(4acTo ¢ OMOKLIMITUTAJIBLHBIM MTPeo0JiaJjaHeM), BO3HUKa-
fomas npu POC, accormupyercsi ¢ BHICOKOM CTEIEHbIO
(orocencuruBHocT — 90 % ciydyaeB U ¢ anUIeNcUeil —
60 % cayuaeB (C.D. Binnie, P. Jeavons, 1992;
C.P. Panayiotopoulos, 2012). Tem He MeHee 1axke TEeMEHHO-
3aThLJIOYHBIE MUK-BOJHOBbIE KOMILIEKChI, OCOOEHHO
(HO He 00s13aTeIbHO) TTPOAOJIKAIOIIMECS MOCIe OKOHYAHMS
P®OC, accormupyroTcs ¢ SNMIeNTUYECKUMU IIPUCTYIIaMU
(cmonTaHHBIMA WM POC-uHIyIMpOBaHHBIMI) MOYTH
y nojioBuHbI oocienyembix (D. Kasteleijn-Nolst Trenite
" coaBt., 2019). Y 6onpHbex DMB 1npoda ¢ POC Hepenko
nposoiupyeT MB 1 MUOKIIOHUYECKUE IPUCTYIIBI, Pexke —
abcancel 1 I'CIT (N. Specchio u coaBrt., 2022). I[Ipono-
XeHue (OTOCTUMYJISILIMOHHON MPOObI MOCJIe TOJTyYeHMS
PUTMMYHBIX TeHEPAIM30BaHHBIX pa3psiioB Ha DI criemy-
€T CUMTATh HEATUYHBIM BBUIY TOCTAaTOYHO BHICOKOTO PUCKa
nposokaiuu I'CIT (C.P. Panayiotopoulos, 2007; K. Dhamija
U coaBT., 2018).

AnunentrdopMHasi akTUBHOCTD IO TUITY “eye closure
sensitivity” 1 nmpuctynbl MB He BO3HUKAIOT B TEMHOTE,
YTO HEOOXOAMMO YUUTHIBATh MpHU MpoBeaeHur BOM. Cre-
MEeHb OCBELIEHHOCTH, KOTOpask TPOBOLUPYET U3MEHEHUS
Ha DOl ¥ mpucTynel, pa3idyHa y KaxJaoro maiueHTa
U 3aBUCUT OT «I€HETUYECKOM MPeapacioNoXeHHOCTH»,
T.. «CTEMeHU CBETOUYBCTBUTEJIbHOCTU». B TeueHue He-
CKOJIbKUX MUHYT TOCJI€ MPOOYXKIEeHUs BEPOSITHOCTb BO3-
HUKHOBEHMS SMWICHTU(MOPMHBIX pa3psiioB MNP 3aKphi-
BaHUM a3 u npuctynoB MB MmakcumanbHa (B. Dalla
Bernardina u coaBt., 1989). Takke moBBIIIAIOT Be-
POSITHOCTD TAaTOJOTUYECKMX U3MEHEHUI HedOChINaHue,
TpeBora M CTpecc.

B HekoTophIX cliyyastx y 601bHbIX DM B MoxXeT Takke
¢ukcrpoBaTbcs AMUIETITH(hOPMHAsT aKTUBHOCTD 110 MeXa-
HusMy “fixation-off sensitivity”, KoTopast 3ammyckaeTcs 1o-
Tepeil 3puTeabHON (ukcauuu (B MOJHON TEMHOTE;
MPpY HAJIOXKEHWY MOBSI3KM Ha IV1a3a WK MPYUKPbIBAHUU IJ1a3
DPYKOIA; IpY ITPOM3BOJIbHOM 3aKPhIBAHMM IJIa3 U T.1I.) U peaJiv-
3yeTcs yepe3 LeHTpaibHoe 3peHue (C.P. Panayiotopoulos,
2007) (Ta6a. 1). Jloka3aTeabCTBOM HAIUYMS JAHHOTO (heHO-
MeHa y 601bHbIX DM B Bo Bpemst ripoBeneHust BOM sBsi-
eTcs Ipo0da C MOSIBJICHUEM SMMWICTITU(HOPMHON aKTUBHOCTH
B YCJIOBUSIX XOPOIIIO OCBEIIIEHHON KOMHATHI ITPU HaleBaHUM
MOTYNPO3PAYHBIX cPeprUISCKUX OUYKOB (OJIOKUPOBAHUE 3pU-
TenbHol ¢ukcarmn) (M. Koutroumanidis, 2018).

Puc. 6. llayuenmxa X., 19 aem. Jluaeno3: eonouvie 60au Hanps-
ceHus. Xapakmep npucmynog: snuienmuyecKue npucmynst om-
cymemeyrom. Jleuenue: anmusnusenmuueckue npenapamol He noay-
yaem. Inexkmposnyeganroepamma (D3I), 6o0pcmeosanue, pummu-
yeckas gpomocmumyasyust (POC): npu POC ¢ wacmomoii 18 Iy 603-
HUKaem KOPOMKUILL pecUOHANbHbILL Pa3ps0 NUK-80AHO80L AKMUBHOCIU
HeBbICOKOL aMnAumyobl ¢ nocaedyrouieii OugasHoii MeodaeHHOU 801~
HOUl, MAKCUMANLHO BbIPANCEHHDLI 8 3AMBLIOUHBIX OMEedeHUsX OU-
AamepanbHo, ¢ PacnpoCMpaHeHueM Ha memeHHble, 100Hble (bonvule
cnesa) u eepmeKcHvle omeedeHus.

Ilpumenanue. [lamonoeuneckas DII. Domonapokcuzmanvras pe-
akyus 11l muna no Waltz
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Puc. 7. [layuenmxka I'., 11 2em. Jluaeno3: snusencus ¢ MUokAoHuel
6ex. Xapakmep npucmynog: abcancyl HenuUKHoAenmu4eckKo20 muna
(pedkue, kopomkue) ¢ Oebromom 6 6 jem; MUOKAOHUS 6eK
¢ de6romom 6 7 aem. Jleuenue: earonpoam 600 me/cym. Inexkmpo-
snyegparoepamma (931, bodpcmeosarue, pummuueckas pomocmu-
myasuus (POC): npu POC ¢ wacmomoii 16 1y 6o3nuxaem ougpgysmuiii
paspsad nuk-, 0abANUK-80AHOBOU AKMUBHOCIU NPOOOANCUMENbHO-
cmuto wyms 6oaee 1 ¢ (unmepuxmanvro).

Ilpumenanue. [lamonoeuueckas 33I. Domonapokcuzmanvras pe-
akyus 1V muna no Waltz
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Tabmaua 1. Ilpunyunuanshoie pazuyus mexanusmos fixation-off sensitivity u gpomocencumusrnocmu npu snusencuu (C.P. Panayiotopoulos, 2007;

M. Koutroumanidis, D. Tsiptsios, 2010)

HapymeHus mmo TuIry «3aKpbIThie
r1asza» (“eyes closed”). Xapak-
TEPHO ISl MINOIATHYECKMUX
(bOKaJTbHBIX AMUIIECTICUI, OCOOEH -
HO 3aThUIOYHBIX

3amuch DI B maccuBHOM GOIPCTBOBA-
HUU B OCBELICHHOW KOMHATE

BddeKT TEeMHOTHI

BDddekT pukcamy Ha TIpeaMeTe IIPU
COXPaHEHUM LIEHTPAJIbHOTO 3peHUS

BAddekT HOoTOCEHCUTUBHOTO MATTePHA

D dheKT pUTMIIECKON (HOTOCTUMYJISIINHA

Ilpumenanue. I9I' — snexmposnyegaroepamma.

AKTuBalus HapyleHuii 39T
BroxupoBanue HapyiieHuit D3I
BrokupoBanue HapymeHnit DT

OTCyTCTBYET WJI MHTHOW -
pyroruit apdext Ha DD

Hapymmenust o Tumny «3aKpbIBaHUE TJ1a3»
(“eye closure”). XapakTepHO JJII CHHAPOMA
JIXXMBOHCA U HEKOTOPBIX (POPM UIMOMATUYECKUX
TeHePaATM30BAHHBIX SITHJIETICUIA

BbnokupoBaHue HapyeHuit 391
AKTUBaIUs HapyleHuit D3I

AxTuBarus HapymeHuit DO

AKTUBUpYIOLIUI 3(PPEKT B OTHOILIEHUU HapyIle-
Huit DOT u mpuctynos. @oTomapoKCU3MaTbHBII
oTBeT Ha DO

HxkranpHag DOI. BoiaeasioT 2 OCHOBHBIX MKTaJIbHBIX
nattepHa y 6osibHbIX OMB (G. Cantalupo u coaBr., 2017):
1. Kopotkue nuddy3Hbie (¢ PpOHTO-LIEHTpaTbHbIM U
MapUEeTO-OKIIMITUTAIBHBIM IPe00IafaHreM) pa3psiIbl
MOJIUCITaKOB YyacToToit 9—14 Ii1 1 MponoKuTe IbHO-
CTBIO OKOJIO 1 ¢, HEpeaKO YepeAyIOIInecs C PeayL-
POBaHHBIMU MEIJICHHBIMM BOJIHAMU, BO3HUKAIOIIIME
IocJie 3aKphIBaHMS TJ1a3. DTOT UKTaJIbHBIN MaTTepH
OOBIYHO aCCOLIMMPOBAH C U30JIMPOBAHHBIMU ITPUCTY-
nmamu MB.

2. Iuddy3Hbie, pa3HOIt CTENIEHU CUHXPOHU3AIUU, Pa3-
PSAIBI TTMK-, TTOJIMITUK-BOJTHOBOM aKTUBHOCTH 4acTO-
Toii 3—5 [i1 M IPOIOIKUTETBHOCTRIO 2—6 ¢, BO3HU-
KaloII1e Mocje 3aKpbIBaHUs TJ1a3. JJaHHbBIN TaTTepH
00BIYHO perucTpupyetcs mpu MB ¢ 3aBeneHueM rnas-
HBIX SIOJIOK BBEPX M KPaTKOBPEMEHHBIM HapyllleHHEM
co3HaHus (abcaHc).

Haub6onee TunmuHbIe 27eKTposHLEedaIorpapuieckue
n3MeHeHust mpu ODMB cBsI3aHBI ¢ YaCTBIMU TIPUCTYyIIAaMU
MB. MB 00bYHO BO3HHMKAIOT B TIEPBYIO CEKYHIY pa3psiia
Ha B30I 1 cOCTOSAT 13 TOBTOPSIIOIIUXCS, YACTO PUTMUYHBIX,
OBICTPBIX (4—6 Ii1), c1a00 MM YMEPEHHO BhIPasKEHHBIX MAO-
KJIOHMYECKUX MOAEePTMBaHUI BeK, MEHSIOIIUXCS TI0 CUJIe,
amruiutyae u koamdecTsy (C.P. Panayiotopoulos, 2007).

DNWISITUYECKMI MMOKJIOHYC BEK XapaKTepU3yeTcs T10-
siBieHreM Ha DI pa3psiioB BEICOKOAMILTUTYIHBIX UM dy3-
HBIX TOJIUCIIAMKOB, KOMITIEKCOB IOJIUITUK—BOJIHA PA3TIYHON
CTerneHU OmIaTepalbHOM CMHXPOHU3AUUK WK I dy3HbIX
OCTpBIX BOJIH ajib(pa-muarnazoHa (M. b. Muponos, K.}O. My-
xuH, 2014; M. Koutroumanidis, 2018) (puc. 8). OGbIYHO OT-
MEUaloTCs aMIUIMTYyIHOE MpeobjiagaHue M HadajlbHas
ACMHXPOHMSI pa3psiia B 3aThUIOYHBIX OTBEIEHUSIX, PEXE —
B IIepeIHUX KOpTUKaibHbIX oTaesax (J. Galli u coaBr., 2018;

P. Gelisse u coasr., 2019). OnunentudopMHasi aKkTUBHOCTh
B CTPYKTYype Tu(dY3HBIX pa3psaoB OTYCTIAMBO IIpeodJia-
Jlajla B 3aTbUIOYHBIX OTBEACHUSIX (MHOTAA aCUMMETPUY-
HO) ¥ 76 % GonbpHBIXx DMB B HalleM MccieaoBaHUU
(M.B. Muponos, K.}O. MyxuH, 2014) (puc. 9). luarHoctu-
YeCKU BaKHBIM 3JIEKTpOsHIIe(atorpaduecKuM Mpru3HaKOM
MB cayxut nossaeHue aud@y3Hoi snuiaenTu@opMHoi
aKTUBHOCTU crycTst 0,5—3 ¢ mocjie BOSHUKHOBEHUSI B JIOOHBIX
OTBEICHUSIX OKYJIOrpadhrueckoro apredakra oT 3aKphIBAHYS
a3 — ¢peHoMeH “eye closure sensitivity” (cM. puc. 8, 9).
JaHHBII TUIT TIPUCTYIIOB MOXET OBITH 3allOMO3PEH YKe
Ha MepBbIX 3moxax 3anucu DI 6oapcTBoOBaHUS, KOTaa
mudbysHas srmtenTrudopMHas aKTUBHOCTh MHOTOKPATHO
BO3HUKAET B TCUEHUE HECKOJIbKMX CEKYH/I TIOCJIC TTOSIBJIC-
HUs okyJjorpapuyeckoro apredakra Ha DIl (puc. 10).
[MpomomKUTEeIbHOCTh Pa3psaoB OOBIYHO HEBBICOKAS.
Haubosee 4yacTo KOHCTaTUPYIOTCS pa3psiibl TIPOIOIKM -
TeJbHOCTBIO OT 0,5 110 2,5 ¢. 3HAYUTEJIbHO pexKe OTMEYaroT-
¢ boJiee IUIMTENbHBIE pa3psiabl. [10 MHEHMIO MHOTUX aB-
TOpoB, N1 dy3HbIE pa3psiabl 0osee 3 ¢ He XapaKTepHBI ISt
«kJnaccuueckoro» Bapuanta DMB (R. Guerrini 1 coaBr.,
2019; M.T. Medina u coaBrt., 2019). B uHTepUKTaIbHBIX
SnuJIenTU(MOPMHBIX pa3psiiax eye closure sensitivity, kak
MPpaBWIO, TTOJIMCIIAKOBBIN KOMIOHEHT Ha DD MeHee BbI-
paxeH, yeM Bo Bpemsi mpuctynioB MB (M. Koutroumanidis,
2018). CoOoTBETCTBEHHO, YeM 0O0JIblIe KOTNYECTBO MOJIM-
CMaKOB, MPEAIISCTBYIONIMX MEIJIEHHON BOJIHE, TEM
0oJjice BEPOSTHO, UTO 3TO UMEHHO MKTaJIbHAsl aKTUBHOCTh
(cMm. puc. 8).

CornacHo HaomoaeHu1o A. Covanis (2010), y 60JbHBIX
cuHIpoMoM JI>KMBOHCA ITPOIIECC 3aKPbIBAaHUS IJ1a3 IJINT-
cs1 100—200 mc. B camom KoHIie (ha3bl 3aKpbIBaHUS IJ1a3
BO3HMKAET TOHUYECKOE HAMpsDKeHUE BEK, MPOI0JIKaI0-
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Puc. 8. ITayuenmxa Y., 10 1em. Juaeno3s: snunencus ¢ MUOKAOHUEH
eex. Xapakmep npucmynog: abcancet ¢ debromom 6 4 eoda; muo-
KAOHUUecKUe (NpeumMyueCmeeHHo 8 Mbluyax ueu U nieuesozo
nosica); MUOKAOHUSL 6eK ¢ Oeblomom 6 6 aem. Jleuenue: sanvnpoam
500 me/cym + smocykcumud 500 me/cym. Dnexmposnuyepanroepamma,
bodpcmeosanue, npUCHyn MUOKAOHUU 8eK: uepe3 1,5 ¢ nocie 3aKkpoléa-
Husl 2143 pecucmpupyemcs paspsio Oug@ysHotl nuk-, ROAUNUK-604HO80L
AKMUBHOCIU NPOOOANCUMENLHOCHbIO 0K00 1 ¢ (noaucnaiiku omyem-
AU60 npeobaadarom 6 Hauane paszpsoa). Edunuunas pecuonarvhas nux-
60/1HOBAS1 AKMUBHOCHIb O N€8bIM UEHMPANLHO-MEMEHHO-8EPMEKCHbIM
omeedenusim. Bo epems dughghysroeo paspsida nayuenmia cieeka 3a60-
Oum 6gepx enastbie A010KU, HeNAOMHO NPUKPLIBAeM 21A3a U OMMeHa-
emcsi <mpenemanie» 6eK: MUOKAOHUS 6eK
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Puc. 9. llayuenmxa X., 13 aem. Huaeno3: snusencus ¢ MUOKAOHUEH
6ex. Xapakmep npucmynos: MUOKAOHUS 6K 8 COHeMAaHUU ¢ a0CaHcamu
U MUOKAOHYCOM MblULY, WieU U nae4egoeo nosica; ¢ 0eGiomom 6 8 em.
Jleuenue: nesemupayemam 2000 me/cym. Snexmposnueganoepamma,
bodpcmeosarue, NpUcmMyn MUoOKAOHUU 6eK: Yepe3 0,5 ¢ nocie 3aKpol-
8aHUS 21a3 peaucmpupyemcs: Oug@y3suulil paspso nux-, 0abanuK-601-
HOB0II aKMUeHOCMU npodoadcumensHocmoto okono 2 c. Henocpedcm-
BeHHO neped Ha4waiom Ouggys3Hoeo pazpaoa 3amemua pecuoHaNbHAS
NUK-B0AHOBASL AKMUBHOCb 6 /1€6bIX 3AMbLIOYHO-MEMEHHO-3A0He8U -
couHbix omeedenusx. Paspsao sakanuueaemces oughghy3Hvimu meodnreH-
HbIMU BOAHAMU, 3aMeM NAYUEHMKA CHOBA NPUKpbleaem 21a3d U no-
6MOPHO BO3HUKAEM KOPOMKULL OUDQY3HbILL HUSKOCUHXPOHUSUPOBAHHYILI
nuK-601H0601 paspso. Bo epems nepsoeo duggysroeo paspsada nayu-
eHMKa 3a800Um 88epx 2AasHvle S0A0KU, NPUKPbIGAem 21434 U peeu-
cmpupyemcst MUOKAOHUSL 6eK
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Puc. 10. [Tayuenmrxa M., 16 nem. Jluaenos: snunencus ¢ MUOKAO-
Huell eex. Xapakmep npucmynos: eOuHU4HbI eHepalUu306aHHbIL
MOHUKO-KAOHUMECK ULl npucmyn 8 9.nem; MUOKAOHUSA 8eK 6 couema-
HUU ¢ KOPOMKUMU MUOKAOHUMECKUMU NPUCMYRAMU C 0eOromom
6 9 1em. Jleuenue: ramompudxcur 300 me/cym. Dnekmposnyeghano-
epamma, 600pcmeosarue, NPUCMynsl MUOKAOHUU BeK: MHO2OKPAMHO
60 8pems (hoH080I 3anucu, npumepHo uepes 0,5 ¢ nocie 3aKpvl8anus
2na3 (KoMnyabcugHble 0elicmeus), 603HuKaom ouggysmvie pazpsdvl
NUK-, NOAUNUK-B0AHOBOL AKMUBHOCMU, HEBbICOKOU CIEeNneHU CUH-
XPOHU3AUUU, NPOOOANCUMENbHOCMBIO 0K010 2 ¢. Bo 6pems bonvuiun-
CMea pasps0o8 y NAuUeHMKYU NOSBASIOMCS SUNOMUMUS, <OMBUCAHUE»
HUICHeIl 4eArCmU; OHA 3a800Um 21a3Hble S010KU 868epX; pecucmpu-
DYemcsi «mpenemanue» 6eK — SNUACNMUHECKUl MUOKAOHYC 8eK
(cmpeaku Ha 3anucu yKasvleéarom Ha Ha4aso npucmynog). Beudy
KpPamKkoepeMeHHOCMU paszpsaios adeKeamHoe mecmuposanue nayu-
eHmKU Ha npeomem HaAu4us abCancos npoeeodeHo He Gbilo

meecs 100—350 Mc, 1o Havaia IMOIBITKU OTKPBIBAHUS IJ1a3.
Hanee cienyer 3aBeicHUE IJIa3HBIX sI0JI0K BBEPX MPOIOJI-
)uteabHocThio 150—500 Mc, Bo BpeMs1 KOTOpPOTO HabJI10-
JlaeTCsl MojepruBaHne (MUOKIIOHMM) BEK U TOSBISICTCS
reHepaau30BaHHasi aKTUBHOCTb, COCTOSIIIAS U3 PUTMUY -
HBIX ajbda-0eTa-BOJIH WU IMUK-, TOJUITHK-BOJTHOBBIX
komIuiekcoB. [Mpuctynsl MB 610KupyloTCsl B TTOJHOM
TEMHOTE.

M. Koutroumanidis (2018) BblaensieT 3 KIMHUKO-
3J1eKTpo3HIIehasorpaduIecKx BapuaHTa, BOZHUKAIOIINX
TMIPY 3aKPBIBAHWH TJ1a3;

1. MB + smunentugopMHasi akTUBHOCTh Ha D3I, Bo3HU-
Kalollas cpasy IocJjie 3aKpbIBaHUs IJ1a3. TuI mpucTy-
nmoB — MB (cM. puc. 8—10).

2. IuddysHas snunaentudopmMHast aKTUBHOCTb, BO3HU-
Kalollas cpasy mocje 3aKpblBaHUS Tj1a3, 0e3 MaHU-
¢ectHbix npuctynoB. [laronoruueckuii Tun DT,
CBUACTEJLCTBYIOIIUI O Halu4yuu ¢eHoMeHa “eye
closure sensitivity” (cMm. puc. 2).

3. M B, Bo3HMKaIOILIME TIPU 3aKPbIBAHUH IJ1a3, HO 0e3 311~
JnenTtudopmHoi akTuBHOCTH Ha DI JlaHHbIN heHo-
MEH HE SBJISICTCS SMWICNITUYECKUM (TUIIEPKUHE3)
M He TpeOyeT JIeUeHUs] aHTU3NMICITUICCKUMMU TIpe-
napatamu!
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AGcaHCBhl — BTOPOU IO YacTOTe, HO HEe OOJIMraTHBIA
TUI TIpUcTynoB ipu DMB. B ciyyasx, koraa nmpuctyIbl
MB coueratorcs ¢ abcaHcaMM, BO3HMKAET XapaKTepHasl
WMKTaJbHasl TMHAMMUKa 3JIEKTpo3HIledanorpadmyeckmx
MaTTepHOB: BCJIeA 3a OKyJiorpacdhuuecKuM apTedakToM
TIOSIBJISIETCST KOPOTKUIA ThDy3HBII pa3psi MOJUCITIaliKOB
WJIM TTOJIUTMMK-BOJTHOBOM aKTUBHOCTHU (NpucTynt MB), Ko-
TOPBIA MepexonuT B NUdGY3HYIO PEeryIsipHYIO MPOa0I-
JKEHHYIO MUK-BOJHOBYIO aKTUBHOCTb yacToToi 3—4 Iix
(mpuctyn adbcanca) (puc. 11). Kak npaBuio, CHHXpOHU-
3auus 1uchdy3HBIX MUK-BOJTHOBBIX KOMIUIEKCOB B pa3psi-
ne y 6onbHbIX DM B He Takast BbIcOKasi, Kak IpU AETCKOM
abcaHCHOM anwIernicuu. JJaHHBI TUIT IPUCTYIIOB CJEIYET
Ha3bIBaTh «3MMJICITUYECKUIT MUOKJIOHYC (MUOKJIOHUM)
Bek ¢ abcaHcom». Pasymeercs, (pakt Hanauuus abcaHca
TOJIKeH ObITh JoKa3aH pu BOM: HapyllieHue cO3HaHUST
B MOMEHT 11t dY3HOIM IMHK-, TTOJIMITUK-BOTHOBOM aKTUB-
HocTu. [Tpu npoaoKuTebHOCTH pa3psaoB a0 2,5—3,0 ¢
YCTaHOBUTD (haKT HApYIIEHMSI CO3HAHMS KpaifHe CII0KHO
JlaXe B CJIydae IPUMEHEHUsI CIIeIaIbHbIX METOIUK (CYET
WY YTeHUE BCIIYX U T1p.). [IpomoKuTe IbHOCTD peryJisip-
HbIX TG Y3HBIX pa3psaoB 3 1 6osee CeKyH C BICOKOM
BEPOSITHOCTBIO MOXKET CBUACTEILCTBOBATh O KPATKOBPE-
MEHHOM HapyIlIeHUU CO3HAHMSI, YTO JOKHO OBITh JJOKA-
3aHO ITPUMEHEHUEM CICIIUATbHBIX TECTOB BO BPeMsI IIPO-
BeneHust BOM. Bo MHorux ciaydasx y 6oabHbIX DMB Bo
BpeMsI IIpUCTynoB MB Bo3HMKalOT KpaTKOBPpEMEHHBIC
(haHTOMHBIE aOCaHCHI, KOTOPBIE HE 3aMEYaroTCs CaMUM
naiyeHToM U ero okpyxeHuem (G. Cantalupo u coasr.,
2017; M. T. Medina u coaBT., 2019). UkTanbHbie nuddy3-
HBIE pa3psiibl MOTYT ITOBTOPSITHCSI C KOPOTKMM MHTEPBAJIOM
BpeMeHU (2—4 ¢): mpeKpallleHue pa3psiia, Koraa rmaiyueH-
ThI MOTYT KOHTPOJIMPOBATh ABVKEHUS TJ1a3 U OCTABIISIOT
I71a3a OTKPBITHIMU, ¥ BO30OHOBJIEHUE Pa3psiioB, KakK TOJIb-
Ko oHM 3akpbiBaioT rasza (M. Koutroumanidis, 2018;
1. Zawar u coaBr., 2020). [1pu aToM KapTrHa DD MOXeET
OBITH OYEeHb XapaKTepHoii (puc. 12).

OtaenbHO Tpy TIpoBeaeH BOM Mbl BBIIEININ 0CO-
ObIii BApMaHT MPUCTYIIOB: MB ¢ u3MeHeHrEM ypOBHSI CO-
3HaHMs. Ero otanuuem ot npuctynos DMB ¢ abcaHcamu
SIBJISICTCS MHOM 3JIeKTpO3HIIehasorpadMuecKuii MaTTepH:
nrddy3HbIe TTOIMITUK-BOJTHOBBIE pa3psiibl HU3KOW CTe-
MeHU OujIaTepaJbHO CMHXPOHU3ALMU, TTPOIOIKUTEIIb-
HOCTbIO0 OOBIYHO HEMHOTUM 0oJiee 3—5 ¢, UMelolle BU-
3yaJIbHOE CXOJICTBO C 3JIeKTpo3HIledanorpapuieckum
MaTTePHOM MMOKJIIOHUYECKUX, a He AOCaHCHBIX IIPUCTYIIOB
(M.B. MupoHos, 2010; M.b. Muponos, K.}FO. MyxuH,
2014) (puc. 13). I1Ipu 3TOM KIMHUYECKU KPOME «Tpe-
MeTaHMs» BeK HaOJIogaeTcsl KpaTKOBpeMeHHas (QIIyKTy-
allysl YPOBHSI CO3HAHUsI, a HE TIOJTHOE €T0 OTCYTCTBUE, KaK
MIPY KJIACCUYECKUX abcaHcax.

CyMMUpYysl BBIIIEU3IOXKEHHOE, MBI MOXEM BBIICIUTh
OCHOBHBIE JUArHOCTUYECKU 3HAUYUMble U3MeHeHUs1 DO
y 60J1bHBIX DM B:
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Puc. 11. Ilayuenxa K., 11 1em. luaenos: snunencus ¢ MUOKAOHUEI GeK.
Xapaxmep npucmynog: MUOKAOHUS 8eK 6 COUeMAaHUL ¢ KOPOMKUMU a0-
carcamu c deoromom 6 9 nem. Jleuenue: aesemupavemam 1500 me/cym.
Dnexmposnuegpanroepamma, 600pcmeosarue, RPUCHYn MUOKAOHUU 8EK
¢ abcancom: uepes 1,5 ¢ nociae 3axpviéanus enaz (oKyroepaguueckuii
apmecghaxm) pecucmpupyemcst Oughghy3ubiii pazpsao NoOAUNUK-80AHOBOU
AKMUBHOCIU C NOCACOVIOUUM B03HUKHOBEHUEM PeyNapHOU NUK-60.1-
Hosoll akmusHocmu yacmomoii 3 1y ¢ bughpponmanshvim npeobnadanu-
em. O6was npodoaxcumenvHocms paspsada okono 2,5 c. lanHvie pasps-
Obl OblIU AOCMAMO4HO YACMbIMU 80 8peMs 3anuct 600pcmeoeanus,
6 ce:3U ¢ eM nayuenmke 0biaa 0ana Komanoa yumams écayx. Bo epe-
M5 0ughghy3Ho20 paspsada nayueHmKka nPUKpPbieaem 21as, 3amem omme-
uaemcest KOpomKoe «<mpenemanue» 6eK, 3amem OHa NPeKpauaem vu-
mamv U 60300HOBASEM HMeHUe 4epe3 HEeCKOAbKO CeKyHO nocae
OKOHYAHUS pa3ps0a: MUOKAOHUS 8eK ¢ AOCAHCOM

1. MB (c abcancamu uiau 6e3 HUX) XapaKTepu3yeTcs Io-
saBiieHreM Ha DII pa3psinoB A Gy3HBIX TOIMCHaN-
KOB, KOMILJIEKCOB ITOJIMITMK—BOJIHA Pa3JIMYHOI CTe-
MeHW OuaaTepalbHOM CUHXPOHU3AIUM WU
I1dEOY3HBIX OCTPBIX BOJH anbda-auana3oHa. Hanbo-
Jiee 4acTo BCTPeyaroTCsl pa3psiibl MPOIOJIKUTEIbHO-
creio ot 0,5 mo 2,5 c.

2. BaxHelmii 1TMarHOCTUYECKMIA PU3HAK — MOSIBJICHUE
Iuddy3Hoit anmaenTU@OpPMHO aKTUBHOCTHU CITYCTS
0,5—3,0 ¢ mocJie BOBHUKHOBEHUS B JJOOHBIX OTBEJE-
HMSIX OKyJIorpadmyeckoro apredakTa OT 3aKPhIBAHUS
rjaas.

3. OObIYHO HaAOMIOMAETCS aMILUIUTYAHOE MpeodagaHue
Y HavyajJbHas aCMHXPOHUS pa3psiioB B 3aThIJIOYHBIX
OTBEIIEHMSIX, PeXe — B IIEPEAHUX OTAEIaX.

4. OnunentrudopMHas aKTUBHOCTb B OOJIBILIMHCTBE CITy-
yaeB BO3HUKaeT Takke npu PDPC u ycuiauBaeTcs
Ha SIPKOM CBETY.

Jns puarHocTuku OMB 00s13aTeIbHO MTpoBeneHUE
BOM B 60apcTBOBaHUM, BO CHE U OCOOEHHO 3HAYMMO —
MpH TIpodyKaeHUU. 2Ke1aTeIbHO MCIOJIb30BaHKe 2 BUAEO-
KaMep: oOIlero IjlaHa U KPYIHOTO IUIaHa ¢ (DOKYyCOM
Ha Jnuo nauueHTa. CueHapuii npoBeaeHus BOM Bkitio-
yaeT 00s13aTe/IbHOE UCCIIEI0BaHNE B XOPOIIO OCBEIICHHOM
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Puc. 12. ITayuenm 3., 13 aem. uaeno3: snusencus ¢ MUOKAOHUEI
6ek. Koenumuenvie Hapywenus (npednonazaemcs enemu4eckas 3muo-
Aoeus). Xapakmep npucmynos: MUOKAOHUSL 6eK 8 COHEMAHUU ¢ KO-
DPOMKUMU AOCAHCaMU U MUOKAOHUYECKUMU NPUCIYRAMU; ¢ 0eOHomom
8 3,5 eooa. Jleuenue: eanvnpoam 1500me/cym +knobazam 15 me/cym.
Dnexkmposnyepanoepamma, 600pcmeosariie, NPUCMYNbl MUOKAOHUU
6ek (pegpepeHyuanbHblii MOHMADIC): 8 Meverue écell 3anucu 6oopcm-
608aHUSL NOCAE 3AKPbIBAHUS 21a3 MHOCOKPAMHO OMMEaomcs KOpom-
Kue duggysHbie NOAUNUK-801HOBbIE pa3psadbl ¢ unmepearamu 1—2 ¢
mexncdy Humu. I[lo Oanmbim 6udeoanekmposHyepanroepaguueckoeo
MOHUMOPUHRA PeSUCPUPYIOMCS MHOOKDAMHbIE NPUCHIYNbL MUOKAO-
HUU 8€K C NeeKUM OMKAOHEHUeM 20108bl HA3A0 U €084 3aMemHbIMU
HeCKOAbKUMU NOOePeUBAHUAMU 2010601, Y nayuenma ommeuaemcs
nposieneHue KOMNYAbCUBHOU AYMOUHOYKUUU: HACUNbCMEEHHOe 3a-
KpbleaHue 21a3 — MUOKAOHUS 6eK — NONbIMKA NPUOMKPbIMb 21a3a
Ha KOPOMKOe 8peMsi — UHMEPUKMANbHbLil Nepuod — 6HOBb KOMNYAb-
CUBHOE 3aKPbI8AHUE 2143 — MUOKAOHUS €K

nanare. Heob6xonuma 3anuch DI nmpu KomMaHae «OT-
KPBITh — 3aKPBITh [JIa3a» ¥ KOMaHIE «MeIJICHHO 3aKPhITh
rja3za». OTH IPOOKI BEITOIHSIOTCS TaKKe P TUIICPBEH-
s 1 POC (M. b. Muponos, 2010). Takke nmanyeH-
TOB KeJIaTeJIbHO OCTaBJISITh OTHUX, HE TPEBOXKA UX, YTOOBI
B CJlyyae HaJIM4Ms KOMITYJIbCUBHOM ayTOMHIYKIIUM OHU
MOTJIN «06e3 CTeCHEHUSI» NMPOBOAUTH CBOM MaHEBPBI
(M. Koutroumanidis, 2018).

ITpu Hanmuum U Gy3HBIX SMUIeNTUGOPMHBIX pa3-
psanoB, npeBblnammux 2,5—3,0 ¢, HEOOXOOAUMO Te-
CTUPOBaTh YPOBEHb CO3HAHUS Y MAIIMEHTOB (CUET WU
YTCHUE BCIYX; MPOU3HECEHUE aCCUCTEHTOM OTICIBHBIX
cJioB, LM(pp UM KOPOTKUX KoMaH#d). B ciydae, ecau na-
LIMEHT COMBAETCS CO CYETA, «TOPMO3UT» NP YTEHUH WIN
HE BOCIIPOM3BOIUT CJI0BAa aCCUCTEHTa B MOMEHT Audby3-
HOTO pa3psaa, ¢hakT Hamuuus abcaHca ClemyeT CUYUTaTh
nokazaHHbIM. M. Koutroumanidis (2018) pekoMeHayeT
YCTaHaBJIMBaTh OUJIaTEpaIbHBIC 3JICKTPOMUOTpahuIecKue
3JICKTPObI Ha JEIBTOBUIHBIC MBIIIIIIBI I PETUCTPAIlN
MMOKJIOHMYECKUX TTPUCTYIIOB.

JIunamuka sjekrpo3nunedanorpaguuecKux naTrepHoB.
CBeneHUsT 0 TMHAMUKE 3JIEKTpO3HIIedamorpadmuecKux
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Puc. 13. Ilayuenmra M., 18 aem. /luaenos: snunencusi ¢ MUOKAOHUEH
6ek. Xapakmep npucmynos: MUOKAOHUS 6eK; MUOKAOHUHecKUe (Nodep-
2UBAHUS 2010801l 60 8DeMs MUOKAOHUU 8€K); KOPOMKUe aOCaHCbl;
¢ debromom 6 6 nem. Jleuenue: nesemupayemam 1500 me/cym. Dnex-
mposHyepanoepamma, 600pcmeosanue, NPUCMyn MUOKAOHUU B8eK
C HapyuwleHueM CO3HAHUSA: cpa3y NOcAe 3aKPbleaHus 2143 Ommeuaemcs
Oughghy3HbIil HUBKOCUHXPOHUBUPOBAHHYII PA3PSO CAONCHOI CHIPYKMYDbL,
obweii npodoncumensHocmoro 0koao 4 c. Paspad cocmoum u3z kom-
NAeKCO8 NUK—, NOAUNUK—MEeONeHHAS BOAHA, ePeOyHOUUXCS CO CepyN-
NUPOBAHHBIMU OCMPbIMU 80AHaMU. Bo epemsa Hauanra duggysnoeo
paspsaoa ommeuaemcs 3a6e0eHue 21a3HbIX 010K 86epX 8 COYemaHuu
€ IecKUM 3anPOKUObIBAHUEM 201068bl HA3A0, ee NOOePeUBAHUEM U «Impe-
nemanuem» eex. [Ipu smom nayuenmka npekpawaem cHumanms 6cayx
U 60300H06151€M CHem nocie OKOHYAaHUS paspsoa.

Ilpumeunanue. Jnexmposnyeganoepaguueckuii nammepr NPUCmy-
na cxX0%C ¢ NAMMePHOM MUOKAOHUU 8K, HO NPU SMOM OH UMeem
001bULYI0 NPOOOAICUMENLHOC U CONPOBONCOACNCS OMHUEMAUBHIM
HapyuleHuem Co3HaHUsl

MaTTepHOB y 00JbHBIX DM B KpaiiHe orpaHUYeHbl. Y yacTu
MalMEHTOB KIMHUYECKUE TIPOSIBJICHUS (TMIPUCTYIIBI) U Xa-
pakTepHbIe 2JIeKTposHIedanorpaduyeckue maTTepHbI
ocTaroTcs 6e3 U3MEHEHUI MHOI'Me TOAbl U ACCATUIICTUS
(C.P. Panayiotopoulos, 2007). ¥ apyrux — otMeyatorcs 010-
kupoBaHue JIDI1]L k mybepTaTHOMY MEpPUOIY M MOCTEIIEH-
HOE YMEHbIIIEHNWE U McYe3HOBeH e TUdGbY3HOM AMUIenTh-
¢hopMHOIT aKTUBHOCTH B ITyOepTaTe UM MOJIONIOM BO3pacTe
(K.}O. Myxun, 2009; R.H. Caraballo u coant., 2009).
C BO3pacToM y YacTy MallMeHTOB BOSHUKAET KOMITYJIbCBHAS
ayTOMHIYKILIVST: YacThIe SIMU30/bI 00J1ee IJTUTEILHOTO 3aKPhI-
BaHUS IV1a3 B COYETAHMH C 3aBEICHUEM TJIa3HbIX SI0JIOK BBEPX
U pacciadiieHUeM JIMLIEeBOi MycKyJaaTyphl. JlaHHbIe MaHK-
MYJISTIAN BO3HUKAIOT ITpy POC 1 CHOHTaHHO, 0COOEHHO
KOr[a MalyeHThl HaXOASITCS B ONMHOYECTBE B COCTOSTHUM
pacciabneHHoro 6oapcreoBanus (L. Kent u coast., 1998;
M. Koutroumanidis, 2018). ITpu atoM Ha DBI" peructpu-
DYIOTCS YacThle OKyJorpaduueckue apredaxTsl 6€3 rmociie-
JyIolIeit anuaenTu@OpPMHOI aKTUBHOCTH.

Cnucok Aumepamypusl K eaase Haxooumcs epeaalcuuu
u moscem bvimo npeaocmae/leﬂ ho zanpocy.
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lMpodeccop Kapnos — akanemuk PAH, npo-
deccop kadeapbl HeBPONOTUN 1 HEAPOXUPYPrIN
neye6Horo dpakynsreta OIBOY BO «MockoBckuii
rOCYAAPCTBEHHbII MeUKO-CTOMATONOoryecKmil
yHusepcutet um. A.W. EBokumoBa» Munsgapa-
Ba Poccum, 3acnyxeHHblit featens Hayku PO,
uneH npe3uauyma Bcepoccuiickoro obectsa
HeBPONIOroB, uneH KoponeBckoro MeANLMHCKO-
ro o6uectsa Benuko6putanuu, Holo-Mopkckoit
aKagemuu Hayk, EBponeiickoii akagemuu anu-
Nencum, 6-KpaTHblil HOMUHAHT Brorpaduuecko-
ro cnpaBoynuka “Who is Who in the World”,
HOMUHAHT AmepuKaHckoro buorpadguueckoro
uHcTuTyTa, Kembpumxckoro buorpaduueckoro
LieHTpa.

3a fonrue rofbl UCCIefoBaHNIA 1 Habnope-
HWIi, 0CHOBAHHbIX Ha HEMPepbIBHOI NPaKTHKe,
npodeccop Kapnos chopmmpoBan coBpemeHHoe
npeAcTaBneHue 06 snunencum n HeBponorUN
B Haweii cTpaHe. OH onybnukosan 6Gonee
700 HayuHbix pabor, B ux uucne 17 MoHorpaduil.
(amble ApKue 1 BaXHble AnA COBPEMEHHOro
MEAMLMHCKOTO MUpa UCCIe0BaHMA HaLN
(BOe OTpaeHue B MOHorpaduax «/leueHne
HepBHbIx 6one3Heli» (1990, 1996) n «Hespono-
rua (PyKoBOACTBO ANA Bpaueii)» (1999, 2003),
HayuHblx pabotax «Hesponorua auua» (1991),

Mamatu

Bnapumupa Anekceeesuya

Kapnosa

05.01.1926-26.04.2025

26 anpens 2025 2., 8 cy66omy Ceemsioli ceOMuybl, 8 603pacme

99 nem ywen u3 xu3Hu Bnadumup Anekceesuy Kapnoe —

8blIdarwulica omeyecmaeHHbIl 8pay, y4eHoill, akademuk, hpoHMOoBUK,
0CHoBamesb COBPeMeHHOU 3nUenmoso2uu 8 Hauleli c(mpaxe.

«HeBpanrua TpoitHuyHoro Hepsa» (1980),
a Takxe pykosoacTBax «Hesponorua ans npa-
KTuKyloLlero Bpaya» (1999, 2002), «Cynopox-
Hblii InunenTUYeckii cratycs (2003), «AbcaHo
(2005).

B 2010 r. Bblwna yHMKanbHaa MoHorpadua
npodeccopa B.A. Kapnosa «3Inunencua y peteit
1 B3POCTIbIX KEHLUWH W MYXKUMH», HE MMetOLLas
aHanoros B Mupe. Bropoe 13paHue MoHorpaduu
6bi10 ony6nukosaHo B 2019 r. MoHorpadua
npeactaBnsAeT coboil pykoBOACTBO ANA Bpaueit
11 0XBaTbIBAeT NMPaKTUYeCKIN BCe acnekTbl Co-
BpeMeHHoIi 3nunentonoruu. B pykosoacTee
oTpaXkeHbl pe3ynbratbl 70-neTHeli pabotbl
aBTOpa B 0611aCTV J€TCKOI M B3POCNON HeBPo-
NOTVI 1 3NNENTONOMMI. INUNENTONOrMA Npes-
(TaBNeHa B BO3PACTHOM KOHTUHYyMme. Paccmo-
TPeH reHAepHbIil acnekT nunencuu, ocobeHHo
BAXHbII J KEHLLWH.

Mpodeccop Kapnos wmpoko u3BecTeH
He TONbKO  HaC B CTPaHe, HO 1 3a pybexom cBo-
UMY TPYAAMIA 0 GYHKLIMOHANBHOI OpraHM3aLuy
MO3ra 1 ee pov B GOpMUPOBAHIM dNUenTore-
He3a. OH nepBbIM M3 COBETCKUX HEBPO/OroB
pa3paboTan KOHLENLMK0 SNUNeNTUYecKuX Cuc-
Tem, COrnacHo KOTOpON pe3ynbrart onpeaenser-
(A He CTONbKO NOKaNN3aLeli SNunentuyeckoro

0Yara, CKONbKO GOPMUPOBAHMEM SNUNENTIYEC-
Kol cuctembl. VIMeHHO emy npuHagnexut
OnyCaHe aHTUAPOMHOIO NPOUCXOXAEHMA 6onu
Npu KOPELKOBOW KOMMNpeccun, CUCTeMbl
«AHTUINUNENTMYECKOI 3aLYUTbI», A TaKKe Mpo-
UCXOXAEHUA MeZNeHHOIA BOSHbI B KOMMAIEKCe
Cnaitk—BonHa. BcemmpHoe npusHanme nonyuu-
NN nnoHepckue pabotbl npodeccopa Kapnosa
M0 U3YYEHNI0 FPO3HOTO OCIOKHEHUA Inunen-
MM — 3NUNeNTUYECKOro CTaTyca M NaToreHesa
yprenTHoil Tepanuu. Akagemuk B.A. Kapnos —
OAWH U3 OCHOBOMONOMHMKOB yueHnsa 06 nu-
NenTUYecKoM CTaTyce, BKMouaa Aedunuuum,
Knaccudukaumio, BONPOCbI HEOT0XKHON Tepa-
nuK, @ TakXKe NUOHep U3yueHna npobnembl
BHE3AMHOI HEOXMAAHHOI CMepTIA NpU AnNunen-
cum (sudden unexpected death in epilepsy,
SUDEP) B Poccuu. BHe3anHas HeoxuaaHHas
CMepTb ABNAETCA (aTaNbHbIM OCNOXHEHUEM
3NUAENCUN, MPAKTUYECKN He ONUCAHHBIM B POC-
CUACKOI HayyHol auTepatype. B.A. Kapnos
TaKxe BHeC 60NbLLOIi BKNaj B U3yueHue 3nu-
nentuyeckux 3Huedanonatuii. OH pasgenun
3HUedanonatuy Npu SNUAENCUM Ha 2 rpynMbi:
!n 1 v Tun 2. SHuedanonatia 1-ro Tuna «Bo3-
HUKaeT y AeTeii C SNUnenTuyeckuMm CiHAPOMa-
MU, XapakTepusyeTca Mporpeccupyiownmm
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PacCTPOCTBAMM KOTHUTUBHOI Cdepbl, MHTeNNeK-
Ta, peuu 1 apyrux uepedpanbHbix GyHKLMiA. 370
TaK Ha3blBaeMble KaTacTpouueckie Huedano-
natun». JHuedanonatia 2-ro TMNa «xapaktepu-
3eTCA NCUXMYECKUMI, KOTHUTUBHBIMU, IOBEZEH-
YECKUMM U COLMANbHLIMU HapyLIeHnAMN
MY OTCYTCTBUM SNUAENTUYECKUX NPUNAJKOBY.
Bnagumup Anekceesuu Kapnos npeanoxun
OpUruHanbHylo Knaccudukauuio nobHo-gone-
BOIA IMUNENCUIA, Pa3Bui KOHLIENLMIO NPedpoH-
TalnbHOI, NPEMOTOPHOI INUAENCUM, @ TaKKe
3MUAENCUN NPOEKLMOHHOI ABUFaTeNIbHOM KOpbI.
bonbLLoe BHUMAHKE OH yaenan CnoxHoi and-
depeHumnanbHoii AMarHoCTUKe 106HO-[ONeBbIX
MPUNAZAKOB C NCAXOreHHbIMI HESMUNeNTIAYeCKN-
min npuctynamu. Akagemuk B.A. Kapnos usno-
KIN KOHLeNnLMio GOKaNbHOT0 reHe3a pAaa reHe-
PafIM30BaHHbIX MPUCTYNOB, B YacTHOCTH
abcaHcoB. OH NpeACTaBuN KoHLenumio ¢pokanb-
Horo (06bI4HO 13 N0BHOI KOPbI) Hauana abcamHc-
HOro nNpuUnajka, CoNPOBOXKAAIOLLEroca Ha ekx-
TPo3HLeanorpaMmme TUNUYHOI NUK-BONHOBOIA
AKTUBHOCTBIO € YacToToit 3 Tu. 3T0 Npou3oLuno
3370710 A0 KNaccuyeckinx pabor KaHaackmx yue-
HbIX (W. Blume, F. Andermann; M. Avoli u P. Gloor).

Kpome Toro, npodeccop Kapnos onucan cuHapom
anbTepHUpYIOLLeN aHeCTe3nI 1 areB3um.

MHoro net u cun npodeccop oTaan BocnuTa-
HMI0 BYZyLNX HEBPOMOTOB, uWTaA NeKLum,
yCTpauBasa pazbopbl KAMHUYECKNX Cyyaes
€0 CTywwatenamin GakynbreTa ycoBepLUEHCTBO-
BaHMA Bpaueil 1 (TyneHTamu Ha 6ase Mockos-
CKOro rocyapCTBEHHOr0 Mef1Ko-CTOMaTonoru-
yeckoro yHusepcuteta um. A.W. EBLokumoBa.

Becombiii aBTopuTeT He Tonbko B Poccun, Ho
11 B0 BCeM mupe Bnagumup Anekceesuy 3acny-
un 6narogapa npoPeccuoHann3my 1 BbICOKOI
TpeboBatenbHOCTH K cebe. Mi3HeHHbIA NyTb
(POHTOBIKA, Y4eHOro-HeBposIora, NOAHOCTHH
MoCBATMBLLErO Ce6s UCCNe0BaHNAM U NPaKTH-
Ke, 000raTvBLLEr0 HayKy 1 BOCUTaBLLETO Liefioe
nokoneHwe nocnefoBateneil, — NOAANHHOE
(BUAETENbCTBO N06BYM K n3bpaHHoMy aeny
11 BEPHOCTI eMy.

(ronb BnevatnAoLme pe3ynbTaTbl HayYHO
JeATenbHocTv npodeccopa Kapnosa umen cgou
NpeAnocbINKY, Takue Kak ero BbICOKaA Liefe-
YCTpeMIEHHOCTb, 60MbLLIOI OMbIT CAMOCTOATENb-
Hoil paboTbl noce okoHYaHuA 1-ro MeauumH-
CKOTO MHCTUTYTA, HE3aBUCMMOCTb, aKTUBHaA

rpaxpaaHckas nosvuua. Bnagumupa Anekcee-
BMYa OTNINYANK BbICOKNIA TeMn paboTbl, NoCTo-
AHHOE YTEeHMe 11 aHaNU3 MeANLIMHCKO nuTepa-
TYpbl, BHUMaTeNbHbIi pa360p A0KNAA0B KoNer,
MOCTOAHHOE COBEPLUEHCTBOBAHIE, NPUYMHOXKe-
Hue 3HaHWIi 1 BIKeHWe Bepes.

Bnagumup Anekceesuy npoxun gonryio
XM3Hb — 99 net! U npakTiyeckm 4o KOHLA Xun3-
HU OH Npojomkan pabotatb Ha 6naro oteyecT-
BEHHOI HEBPONOTUM 11 SMUAENTONOMM: C034a-
BaTb HayyHble TPy/bl, BLICTYNATb € IEKLNAMM,
KOHCYNbTUPOBATb NALMEHTOB.

[lna Bcero HeBponornyeckoro coobuyecTsa
npodeccop Kapnos CiyxmT npuMepom 3ameua-
TeNbHbIX KauecTB: NpoeccuoHanm3ma, Bbico-
yaliLLei 3HePruyHoOCTM M pabotocnocobHoCTH,
UHTENIUFEHTHOCTY.

Bbipaxaem cobonesHoBaHuA poAHbIM
1 6nn3KkMM, CoTpyaHuKam Bnagumupa Anekce-
€BWYa, KOTOpble NPOA0IKAT ero AeNo.

(Betnas namaTb 0 Bnagumupe AnekceeBuye
HaBCerga COXpaHUTCA B CePALAX ero Konner,
YUEHWKOB 1 BCEX, KOMY NMOCYACTAUBUNOCH C HUM
paboTaTb 1 BCTPETUTLCA C BENMKIM YUeHbIM
Ha CBOEM KM3HEHHOM MyTH.

Pykosodcmeo u compyoHuKu
06veduHeHUs MEOULUHCKUX yypexoeHuti

no QuazHoCMUKe, JieYeruro U peabumumayuu 3a6onesanuii
HepaHoli cucmemol u 3nunencuu um. Ceamumens Jlyku,
pedakyusa «Pycckozo XypHana demckoli Heapono2uu»
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Mpodeccop LlapnotTa Ipase nonyumna Bce-
MUPHYI0 U3BECTHOCTb NpeXfie BCero bnarofapa
onucaHni cuHapoma [lpaBe, HazBaHHOrO
ee meHeM. (uHApom [lpaBe Npu3HaH 0fHUM
W3 CAMbIX TAXENbIX IMUNENTUYECKUX CUHAPO-
MOB B /JeTCKOM BO3pacTe.

LWapnotTa [Ipase okoHuuna Mapcenbckuii
YHUBEPCUTET N0 CNeLuanbHOCTH «MCUXUaTpy.
OHa 6bina npe3uaeHtom OpaHuy3cKoii aurn
NpoTMB 3nunencuu u uneHom Komuccun
Mo KNaccuhuKaLmm pasnuuHbIX BUAOB dnuen-
cuit ILAE, yuyactBOBana B MHOTOUNCIEHHbIX
KOHrpeccax, nekUnAX n ABNAETCA aBTOPOM MHO-
TUX U3[aHHbIX paboT.

[JokTop [Ipase pabotana B LieHTpe (BATOro
lagna B Mapcenbckom yHIBepCuTeTe, Cneuua-
NM3MPYIOLLIEMCA Ha HEIAPONCUXMATPUN MAafeH-
yeckoro Bo3pacta. o pykoBoacTBoM AHpH
[acTo B 1965 r. M3yyana pasHOBUAHOCTb dNu-
nencuu, Kotopas BNocneACTBUN OyaeT Ha3BaHa
CuHppoMoM JleHHokca—TacTo.

MHorue rogbl OHa pabotana COBMeCTHO
¢ [lxo3edom Popepom, Muwens bropo u lbepom
MenToHom. Mpodeccop pase u3yyana snu-
nenTuyeckme CUHAPOMbI B AETCKOM BO3pacTe,
ncuxonornyeckine NocnefcTBAA 3nunencuu,
BPOX/EHHblE FeHeTUuecKe aHOMau.

byayuu Ha neHcun, oHa A0 NOCNEAHMX AHeil
XKM3HU npofomkana pabotatb Bo OpaHuum

MNamaru WapnotThl [lpaBe
14.07.1936-10.05.2025

10maa 2025 2. ywina u3 xu3Hu WLlapnomma pase (Charlotte Dravet,
Mapcens, Opanyus) — npogpeccop, ncuxuamp, demckuti Hegpornoe,
3nunenmonoez, nodemHoiti Koncynsmawm Policlinico A. Gemelli 6 Pume,
npe3udenm Qpanyy3ckoti nueu npomus 3nunencuu (Ligue Frangaise
contre I'Epilepsie, LFCE) u unex Komuccuu no knaccughukayuu pasnuydxoix
8udoe snunencuti MexdyHapodHoul npomueo3nusienmuyeckoli uu
(International League Against Epilepsy, ILAE), Hawa konneza

u 6nusKuti opye.

UWl. ipase 6 20cmsx y cembu Myxutbix, 2011 2.

u Uranuu. bnarogapa MHoroneTHemy oTpyaHu-
YeCTBY MHOTHE HalLK NALMEHTbI C CUHAPOMOM
[llpaBe 1 Apyrumu TAXKeNbIMU GopmMamin nu-
nencun CMOrAIM MOAYYMTb PeKoMeHAaLmio
AokTopa LLlapnotTbl [lpase.

lMpodeccop [lpase MHoro pa3 nocewyana WH-
CTUTYT [€TCKOI HeBPONOTIAW U SNUAENCUI UM.
(Batutens Jlyku, KOHCynbTMPOBaNA HaLMX Na-
LIMEHTOB, BbICTYNana ¢ IeKLMAMM U y4acTBOBa-
Na B COBMeCTHbIX ny6nukaumax, 6bina ana Hac
6nm3KkMm YenoBekom u apyrom. OHa 6bina He-
00bIKHOBEHHO J06PbIM UeNOBEKOM BbICOKOIA
HPaBCTBEHHOCTY W IyXOBHOCTY. K KOHCynbTaLmum

KaX<J0ro nawueHTa OHa Noaxoamna TBOpUecKi
1 rny6oKo, HaxoAuna CoBa yTelLeHWs, Bcenana
Hafiexzy, pacckasbiBana o Hanbonee s¢pdexTus-
HbIX MeTOaX IeYeHus, CyLLeCTBYIOLLNX B MUpE.
Mpodeccop [lpaBe MHorue rofpl, A0 KOHLA
CBOEIA XKM3HM, BXOAINA B PEAAKLIMOHHDIIA COBET
«PyCCKOro XypHana AeTckon HeBponormm».
[lapnotTa [IpaBe npoxuna JOATYK XM3Hb,
0CTaBYB OrPOMHOE HayuHOe Haceaue 1 CBETAYIO
NamMATb B CePALIAX MALMEHTOB, Apy3eii 1 Konmer.

Pedakyus «Pyccko20 XypHana
demckoli Hegposo2uU»

HEKPONOT
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