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AHHOTALMSA

Beenenue. CornacHo IMOCIEIHUM UCCIIEIOBAHUSAM, Y TALMEHTOB C NOATBEPKIAEHHBIM
CUHIApOMOM JlpaBe BEpOSITHOCTh 3apak€HUsT HOBOW KOPOHABUPYCHON HH(EKUUEH
(HKBH) cocrapnser 41%. KonnuectBo kiauHudeckux ucciuenoBanuii mo COVID-19
pacTer, HO Tekyuee oco3HaHue Toro, kak HKBU Bnusier Ha BeneHue OONBHBIX C
ANUJIETNICUE OTPaHUYEHO B CHILy OTHOCHUTEIBHO MaJOro KOJIMYECTBA UCCIIEOBAaHUM B
sToit obnactu. Ilesp mcciieoBaHuMs - ONMKMCAHUE KIMHUYECKOTO Cydas CHHIpOMa
JlpaBe ¢ OLIEHKON KIMHHKO-1a00paTOpHOM KapTHHBI 3a0ojieBaHus. MaTepuajbl u
MeTobl. PaccCMOTpEeH KIMHUYECKHH cioy4dail OOJBHOTO C HOBOMl KOPOHABUPYCHOM
nHpekuuenn Ha (oHE HEKyNUPYeMbIX (PAPMaKOJOTHMYECKH CYJOpOr y MalleHTa C
noao3penueM Ha cunapoMm Jlpase. Pesyabtarbl. Ha ¢done HKBU y pedénka c
MOJIO3PEHUEM Ha CHHAPOM /[[paBe y4yacTWJIHMCh MPUCTYNbl ATHUIUYHBIX a0CaHCOB.
OOcy:xxknenne.  BeposTHO, NpPUUMHON YyuyalleHHUs MPUCTYNOB SIBWICA OOIIMN
MH(PEKIIMOHHO-TOKCUYECKUM CHHIPOM, XapaKTEepHbIM Ui JaHHOW HHQEKIHUH.
BeiBoabl. Ba)XHBIM aclEeKTOM MPEACTaBICHHOTO ONMCAHUS KIMHUYECKOTO CIIydast
aBisieTcss HeoOxomumocTh u3yuyeHus BiausiHuss HKBW nHa Haubonee ys3BuUMBIE
IpyNIbl HACEJIEHUs, B TOM YHCJIE C TSHKEIBIMU HEBPOJIOTMUYECKMMHU 3a00JIEBAHUSMH.
V4YET CIOXKHBIX CIIy4aeB IIOMOXET CIPOrHO3UMPOBATH BO3MOXKHBIA OTBET HAa
BAaKIMHALMIO OCOOBIX TPYMIl MAlMEHTOB, MPOAHAIU3UPOBATh OTBET HA TUIUYHYIO
TEpANUI0 C BO3MOXHOW KOPPEKUIHMEH TOCIEAHEH C LENbI0  MOBBIIMICHUS
3 PEKTUBHOCTHU JICUCHUS.

KuiroueBrbie ciioBa: (apMakope3MCTeHTHas »nuiencus, cuHapoMm Jlpase, Tsoxenas
MHOKJIOHHYECKas snuiercus miiagendectsa, COVID-19.
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Abstract

Introduction. According to a case study, patients with confirmed Dravet syndrome
have a 41% chance of contracting a novel coronavirus infection (NCVI). The number
of new studies related to COVID-19, the realization that NCVI leads to epilepsy, is
limited due to the relatively small number of studies in this area. The aim of the
study — to descript of the disease with Dravet's clinical syndrome with an assessment
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of the clinical and laboratory picture of the disease. Materials and methods. A
clinical case of a patient with a new coronavirus infection against the background of
pharmacologically intractable seizures in a patient with suspected Dravet syndrome
was considered. Results. Against the background of NCVI in a child with suspected
Dravet syndrome, attacks of atypical absences became more frequent. Discussion.
The occurrence, the cause of the seizures was a common infectious-toxic syndrome,
characteristic of this infection. Conclusions. An important aspect of the presented
description of clinical detection is the study of the NCVI study on the most
vulnerable groups of the population, including those with severe neurological groups
of the population. Accounting for complex cases will help predict the possible
response to vaccination of individual groups of patients, the overall response to
typical therapy with a possible correction to achieve the maximum effectiveness of
treatment.

Key words: drug-resistant epilepsy, Dravet syndrome, severe myoclonic epilepsy of
infancy, COVID-19.

BBEJIEHUE

Tsxenass MUOKJIOHWYECKAsl SMUJIENICUs MJaJeHdyecTBa — (opma SMHIIETICUH,
KoTtopass Obuta BrepBble onucaHa Bo @panuum B 1978 1. Ilockoibky
MUOKJIOHUYECKUN KOMIIOHEHT ATOW 3MUJIENICUU HE BCErja NPHUCYTCTBYET, a TaKXKe B
CUJIy BapuaOelbHOCTU CUMIITOMOB, Ha3BaHUE OBLJIO U3MEHEHO Ha cUHApoM JlpaBe B
1989 r.. 'eneTnueckas 3TrosOrus 3TOM Ammiencuu Ob1a oTkpsiTa B 2001 1., U € Tex
[IOp MHOTOYUCIJIEHHbIE UCCIIEI0BaHUSI CLIOCOOCTBOBAIM JYUIIEMY MOHUMAHUIO 3TOTO
3a0oneBanus. [lopsnka 70% nanueHTOB SBISIOTCS HOCUTEISIMH MyTalluu alibda-
cyobenuauibl  TeHa SCNI1A. TouHpl aHaMM3 KIMHUYECKUX OCOOCHHOCTEH
MO3BOJISIET  pa3ivyaTh TUNUYHBIE W aTUNUYHBIE (DOPMBI C  OJIMHAKOBBIM
HEOIaronpusITHHIM MPOTHO30M U OJIMHAKOBBIM T€HeTHYECKUM (oHOM. TeM He MeHee,
MPOBOJIUTCA MHOKECTBO MCCIICJOBAHUN [l YCTAHOBJICHUS KOPPEJSILIUU MEX]Y
(dbeHoTUMaMU W TEHOTUNIAMM M JJI1 MOHUMaHus (PaKTOpPOB, JISKAIMIMX B OCHOBE
KOTHUTHBHBIX HAPYLIEHNN Y TOPAKEHHBIX MALIUEHTOB. [1]

Manudectupyer 3abojeBaHue, Kak MNpaBUIO, HA IEPBOM TOAY KHU3HU C
TUMUYHBIX WIM aTUMHYHBIX (PEOPUIHHBIX WM aJbTEPHUPYIOMINX T€MUKOHBYJIbCUH.
B nHavanpHO#Nl cTaguu 3a0oJjieBaHUST BCE NPUCTYMbI SBISAIOTCS  (PeOpUIIbHO-
MIPOBOLIMPOBAHHBIMU, TIOCTIE Yero HactymnaeT ¢asza adeOpWIbHBIX MPUCTYTIOB (m1.e.
BO3HUKAIOWUX HA POoHe comamuuecko2o Oaazononyuus pebenka). XapaKTepHbIM
KJIIMHAYECKUM TIPU3HAKOM CUHJpoMa J[paBe ABisieTCsl TOIUMOPGHU3M TIPUCTYIIOB YKe
Ha paHHUX cTagusx Oose3Hu. K HUM OTHOCATCS anbTEPHUPYIOIIUE TEeMUKIOHHH,
(dokambHbIE MOTOPHBIE TPUCTYIBI, ATUIHWYHBIE a0CAHCHI, TEHEPAIU30BAHHBIC
CyIOpOXKHBIE MPUCTYIIBI. HO BCE € SIpOM KIIMHUYECKOW KapTUHBI, KaK CIEAyeT U3
Ha3BaHUs, SBIAETCA OIUJICNTUYECKUM MHOKIOHYC. Bce mpHUCTynmbl UMEOT
TEHJICHIIUIO K CTaTyCHOMY Te4deHuro (30 mun u 6onee). C MOMEHTa HapacTaHUs
YacTOThI IPUCTYIOB OTMEYAETCS 3HAUUTEIbHASL peTapIalus ICUXUUECKOro pa3BUTHUS
pebeHKa C TMOCIEAYIOIUM PErpeccoM paHee NPUOOPETEHHBIX ICUXOPEUYEBBIX
HaBBIKOB, IPU ASTOM JIBUTATEJIbHOE pAa3BUTHE, KaK IMPaBUJIO, CYUIECTBEHHO He
Hapymaercs. [2]
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CorylacHO NOCJIETHUM HCCIEAOBaHUAM, y MAlMEHTOB C IOATBEPKIAEHHBIM
cuHapoMoM JlpaBe BEpOSITHOCTh 3apa’keHUsT HOBOW KOPOHABUPYCHON HHQEKIuen
(HKBU) cocraBnsier 41%. Ilpu stom y 50% mnauuenToB ¢ cu"apomoM Jlpase, y
KOTOPBIX Pa3BUIMCh BO3MOXKHBIE U BeposTHhie cumntombl HKBU, coobmanock 06
YCWIEHUM NPHUCTYNIOB B BHUAE YBEJIMYEHHS YAacTOThl WM MPOJOJLKATEIBHOCTH
MPUCTYIIOB UM TOTO U ipyroro. Beigenenue ¢pakropoB pucka Tsokenbix popm HKBU
U KaK CIIe/ICTBHE JIIOZIeH, Hanbosee yI3BUMBIX K HHPHUIIMPOBAHUIO, SIBISIETCS BaXKHBIM
I1aroM JUIsl pa3pabOTKK HAUIEKALUX CTPaTeTuil KIMHUYECKOIO BEICHUS NAIl[UEHTOB.
KomnyectBo knmuHmdeckux wuccineaoBannii nmo COVID-19 pacrter, HO Tekylee
oco3HaHue Toro, kak HKBU Biusier Ha BeaeHne OOJIBHBIX C AMUIIEIICUEN OTPaHUYEHO
B CHUIy OTHOCHUTEJIBHO MaJOro KOJIMYECTBA UCCIEAOBAHNUN B ATOM 00nacTu. 3]

enb ucciienoBaHus — ONKMCAHUE KIMHUYECKOIO Ciiy4as cuHapoma Jlpase ¢
OLIEHKOM KJIMHUKO-Ta00paTOpHOM KapTUHBI 3a00J1€BaHMSL.

MATEPHUAJIBI U METO/JbI

B cratbe nmpeacTaBieHbl JaHHBIE 00JIACTHOM JETCKOM KIMHUYECKON OOJBHUIIBI
(OKB) r. ExarepunOypr. IIpoTokos mcciaeaoBaHus BKIIOYAN: JAaHHbIE aHAMHE3a,

HEBPOJIOTUYECKU 51 COMaTUYECKUU CTaryc, JTAHHbIC 1a00opaToOpHO-
MHCTPYMEHTAJIBHBIX METOJIOB 0OciefoBaHMs. THUI HCClIeNoBaHUS — KIMHUYECKUM
cayvaii. Kpurepum otOopa mamueHTa — MNAlUeHT C TSHKENTOM HEBPOIOTHMYECKOU

natosorueil Ha porne HKBU c menbro mocienyroniero u3y4eHus: BIUSHUS OJAHOTO
COCTOSIHUS Ha Jpyroe. PyKOBOACTBYSICh ATUUECKUMHU MPUHIIUIIAMHU, OBLIO TOIYYEHO
BepOAIbHOE COTJIaCKE CO CTOPOHBI OJIHOTO U3 POAUTENICH Ha N3yUeHUE KIIMHUYECKOTO
ciyyasi peOEHKa, COXpaHsisi MpU ATOM MPaBO HA KOH(MUIEHIMATHLHOCTH JIMYHBIX
JAHHBIX.

PE3YJIBTATBI

[Tarment, 1 r. 6 Mec., HAaXOAWJICS Ha CTallMOHapHOM JjedeHun B JleTckoit
kinHuyeckor OonbHUIE Nell r. ExkatepunOypr ¢ 4 oktsa6pst 2021 r. ¢ quarHo3om:
«HKBU, nerxkoe teueHue. BpoHXOOOCTPYKTHUBHBIA CHUHApPOM. ['eHeTnueckas
dokanbHas smwencusi. Cunapom Kapacaku, mosiHas gopma, MOAOCTPOE TEUCHHE.
Ilepcuctupyromas repreTuyeckas UH(peKus. [TannuaTrBHBIMI craryc.
Cy0debpunurer HeMH(DEKIIMOHHOTO TeHe3a. CeneKTUBHAsI TUIOraMMarjio0yIMHEMUS
A». N3 xponuyeckux 3aboJieBaHUMN y MalMeHTa HEHPOCEHCOPHAsI TYTOYXOCTh CJIeBa
4 crenenu, cnpasa 1-2 crenenu. [locTynan B TSKEIOM COCTOSTHUHU 34 CYET CUHIPOMA
cucteMHoro BocrnaiautenbHoro orsera (CCBO), HEBpOIOTHYECKONW CHUMITOMATHKH.
OTMeyanuch AMuU30b1 ¢ arHod, ¢ 6 uronst 2021 r. mo 7 oktsa0pst 2021 r. — neyeHue B
YCJIOBHSIX OTHEJIEHUS WHTEHCUBHOM Tepanuu. [lo pe3ynbraraMm IOJIOKUTEIBHOTO
[P uccnenosanus kIHK koponaBupyca SARS-CoV-2 ot 26 oktsa0ps 2021 .
nepesesieH B nepenpodunupoandoe nog HKBU-otnenenne OJIKD r. ExatepunoOypr
JUT TaJbHEHIIECH Teparuu.

HeobxoauMo OTMETUTD, UTO HA MOMEHT MOCTYIUIEHHS B CTallMOHAp peOEHOK 4
HeJenu 0oJieT OCTPO-pEeCHUpaTopHOM BHPYCHOM HHQEKUuend ¢ XapaKTepHBIMU
MPOSIBJICHUSIMU, TAaKUMH KaK MaJIONPOIYKTUBHBIN Kalllellb, HACMOPK, TeMIlepaTypa
tena o 37,7°C. Ilo pesynbraram wmaszka I[P or 6 oxta6ps 2021 r. PHK
peCnupaTopHO-CUHIIMTHAIBHOTO BUpPYyCa, METAlTHEBMOBHUpYCa, BUpyca naparpunna 1,
2, 3 u 4 tuna, PHK BupycoB rpunma A, B, Influenza virus A, punOBHpYCOB,
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kopoHaBupycoB BunoB NL-63/E229 u HKU-1/0C43 e Obun oOHapyskeHbl. Taxoke
He Obutn BhIsiBiIeHBl [IHKanenoupycos rpynn B, C u E, 6okaBupyca, Mycoplasma
pheumoniae, Chlamydia pneumoniae. [lepcuctupyromas repreTndeckas WHGEKIUs
OblTa TIOATBEPKIACHA B XOJI€ CEPOJOTHYECKOr0 HMCCIEAOBAaHUS Ha ayTOAHTUTENA K
[IUTOMETAJIOBUPYCY, BblsiBIcHHBbIEe B KonuuyecTBe lgG=1,3AE/mn, 1IgM=0,36KII. B
xone kadyectBeHHoro onpenenenus JHK Bupyca OnmreitH-bapp u  JIHK
nuToMeranoBupyca ot 15 okts6ps 2021 r. — 06a He ObLITN OOHAPYKEHBI.

B ananuse kpoBu - yBelnueHUuE HEUTPOPUIIOB Ha 6% BbIIIIE BEPXHEH I'paHUIIbI
HOpMBI, yBennueHue C-peakTuBHOTO Oenka Ha 30%; cauxenue tuMdonuToB Ha 34%
HUKE HUKHEH TpaHUIlbl HOPMBI, MOHOIIUTH — Ha 45%, s03uHoduiibl — Ha 38%.
Taxoke ObLJIO OTMEUEHO YBEIUUYCHHE YPOBHS TIIOKO3bI HA 48%.

[To pe3ynpTaTaM MpPOBEAEHHOW MAarHUTHO-pe3oHaHCHas Tomorpaduu (MPT)
rojIoBHOro Mo3ra ot 12 suBaps 2021 r. maToJOrdyeckux W3MEHEHHH He ObLIO
BbIsiBIIEHO. A Ha MPT Bo Bpemst nmpuctyna snuiencur ot 20 oktsa0ps 2021 r. Obun
BBISIBJICHBI ClIENU()UUYECKHE U3MEHEHHUSI, UTO CBUIETENBCTBYET O MPOTrPECCUPOBAHUU
nereHepaTuBHbIX mporeccoB. Ha cepunt MPT ronosuoro mosra ot 20 oktsiops 2021
r. B 3 IUIOCKOCTSX Ha (POHE HE3aBEPIIEHHOW MHUETUHU3ALMH OTMEYAIUCh 30HBI
NOBBIIIEHHOTO MP-curHana B TNEpUBEHTPHUKYJSIPHBIX O0JACTAX y 3aJHUX POTOB
OOKOBBIX KEITYJOYKOB, 00Jee BBIPAKEHHbIE W3MEHEHUs cieBa. OTMeuanoch JErKou
CTENEHU paCUIMPEHHE [EePUBACKYJSIPHBIX TMPOCTPAHCTB B O€IOM  BEIIECTBE
nosymapuii. KoHBekcuTanbHble cyOapaxHOMAAIbHbBIE JMKBOPHBIE MPOCTPAHCTBA B
JETKON cTeneHu ObUIM paclliMpeHbl. bbll BBISBIECH JETKON CTENEHN OTEK CIM3UCTON B
dopMupyrOImUXCsl TaliMOpPOBBIX TNa3zyxax. SUelKku COCUEBUIHBIX OTPOCTKOB
[THEBMAaTU3UPOBAHBI. Ha OCHOBaHUU MPT BBIIIMCAHO 3aK/IIOUYCHUE:
[lepuBeHTpuKyIsipHas ~ JIeHKOd’HIEQaionaTus, YMEpPEHHOW  CTemeHu, Ooiee
BbIpaXEHHast cjeBa (UCX00  NepuHamanbHO20  2UNOKCUYECKU-ULUEMUYECKO20
nopasicenust 207106H020 Mo32a). JIErkas nunsTaurs OOKOBBIX KEITYyJOUKOB.

Ha »snekrposnnedanorpamme ot 8 oktsaOps 2021 1. OmosmekTpudeckas
AKTUBHOCTH F'OJIOBHOTO MO3ra COOTBETCTBOBAJIA BO3PACTY.

V3U-kaptuHa nérkux OT 28 okTA0ps 2021 r. Morna coOTBETCTBOBATh
JIBYCTOPOHHEH MOJMCErMEHTApHON MHEBMOHMH. MHTEpCTUIMATbHbIE U3MEHEHUS B
mossx R7,8-L7,8.

OBCYXJIEHUE

Pesynbrarel  1a0OpaTOpHOW  JUArHOCTMKM  COOTBETCTBOBAJIM  KapTHHE
cucteMHoro BocrnaneHus. 3a cuér HKBU VBenuuenne ypoBHS TrOK03bl Ha (poHE
HKBU Ha 48% npencraBisieT MHTEpEC 3a JAJbHEUIIMM HAJIOJICHHEM [0 3TOMY
IIOKa3aTellto.

B xoze o1leHKH HEBpOJIOrHYecKoro craryca ot 8 oktsi0ps 2021 r. ormeyasncs
perpecc HaBBIKOB XObObI U CaMOOOCTyKHUBaHUS, IOCIE KYITUPOBAHUS CYAOPOKHOTO
CHUHApPOMA HapyILIEHUE CO3HAHUS MPOSIBISIIOCH oraymienueM. Ha MOMEHT
noctymienus B OJKD r. EkarepunOypr y narueHTa oTMe4aiuch CUMIITOMBI altHO? €
necarypamuen. 29 oktsaops 2021 1. oTMedasioch BsJIOCTh peOEHKa, 4 smu307a
ATUNUYHBIX a0CaHCOB; aIllHO?, CYJOPOKHBIX MPHUCTYIOB HE OTMEYaloCh. 1 HOSOps
2021 r. mocne oyepeaHOro XapaKTepHOro 3M130/1a abcaHca peOeHOK ymnai, yaapuiics
roJIOBOM; TMOCJE yJapa 3MHU300B MOTEpU CO3HAHUS, PBOTHI He ObUIO. OTMeuancs
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BBICOKHH PUCK CYJOPOKHBIX MPUMAAKOB Ha (oHEe cyOPeOprIbHOI TeMIiepaTyphl U €
KAPOTIOHMKAIOIIEH 11eTbI0 ObLTM Ha3HAYEHBI MECTHOE OXJaXKJIeHUEe U HOynpodeH B
nozupoBke 100,0 Mr BHYTpb.

B HekoTophix chydasx mnOpu cuHApoMe JlpaBe NO3UTHBHAA JUHAMHUKA
oTMeyasach Ha (OHE KETOreHHOM JWeThl, IMoApa3yMeBaBlIeii MoTpedieHue
OO0JIBIIOTO KOJUYECTBO KUPOB U CTPOrO€ OTPaHUUEHHUE YTIEBOJOB B CBS3H C YEM
nanueHTy ObUT Ha3HaueH NpoTépthiii cron Nel6 mo IleB3uepy. [3] Tepamust Oblia
HazHauyeHa chenytomas: (1)Ledorakcum S500Mr B/B KamenbHO 2 pas3a B CYTKH,
(2)Cmextur mauoktadapuueckuit mo 3,0r. BHyTpb 1 pa3 B cyTku, (3)Banbnpoesas
kuciora 120 Mr 3 pasa B cyTku BHYTpb, (4)JIeBetupaneram 200Mr yrpom u 250mr
BeuepoM BHYTPb, (5)Tommpomar 50mMr 2 paza B cyTku BHYTpb, (6)MOynpoden
100,0Mr BHYTpb MpH MOBBIIIEHUU Temmeparypbl Tena cBbimie 37,5 C BHYTph. [lpu
catypauuu 95% u MeHee — KHCIIOpOJ] Yepe3 JUIEBYI0 MACKY C TOTOKOM 2J1/MUH.

Jns moaTBep kaeHusi cuHapoma [[paBe OMOJIOTMYECKUN MaTepual MalueHTa
OBUT OTHpaBJIEH HA KapUOTUINHMPOBaHUE ¢ ompenaesieHrneM myTtanuu reHoB SCN1A (B
95% wmyTanuu cropagudyeckue), KOAUPYIOIIEM HATPUEBbIC KaHAIbI, a TAKKE APYTUX
reHoB cuaapoma Jlpase GABRG2, SCN1B, SCN2A.

BbIBO/IbI

1. Ha ¢poHe HOBOM KOpOHAaBHPYCHOW MH(EKIMU y PeOEHKA C MOJO3PEHUEM HA
cuHapoM J[paBe yuyacTWIUCh MPUCTYIIBI aTUMMYHBIX a0CaHCOB. BeposiTHO, MpUYHHOM
yYallleHus TPUCTYNOB SBWICA OOMUN HHGPEKIIMOHHO-TOKCUYECKUN CHHAPOM,
XapaKTEPHBIN I TAaHHON UH(PEKIIUH.

2. BaxHbIM acHEKTOM IMPEICTABICHHOTO ONUCAaHUS KIMHUYECKOTO CIydast
SABJISIETCSI HEOOXOAMMOCTh U3YUYCHHS BIMSHUSI HOBOM KOPOHABUPYCHOM MH(DEKIUU Ha
HauOoJsiee ysA3BUMBIC TPYIIBI HACeJICHWs, B TOM UHCIE C  TOKEIBIMU
HEBPOJIOTHYECKUMHU  3a00JIeBaHUSIMH.  YUET  CJIOXKHBIX  CIy4aeB  IMMOMOXKET
CIIPOTHO3UPOBATh BO3MOKHBIM OTBET Ha BAKIMHAIMIO OCOOBIX TPYyMIN IMAIMEHTOB,
MPOAHAIM3UPOBATh OTBET HA THUIMYHYIO TEPANUI0 C BO3MOXKHOM KOppeKuuen
MOCJIETHEN C LENbI0 MOBBIIECHUS 3PPEKTUBHOCTH JICUCHHUS.
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