28

s IIETCKOM 1
HEBPOAOT UM

Cepus nayuenmos ¢ he6punbHbLIM 3NUAENMUYECKUM CMamycoMm:
KNUHUYecKUe NpoABneHus U fONrocPOYHbIl KamamHe3

B.E. Kutaesa!, A.C. Koros?
IpIBOY BO «Mockosckuii cocyoapcmeernbiii MeOuKo-cmomamonozuyeckuii yuusepcumem um. A. M. Eedokumosa»
Mun3zdpasa Poccuu; Poccus, 127473 Mockea, ya. Jleneecamckas, 20, cmp. I;
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129110 Mockea, ya. Illlenkuna, 61/2

Konmaxmot: Bapsapa Eecenvesna Kumaesa varvara-kitaeva@mail.ru

Beeoenue. Ionsamue «hebpunbHbLil INUACHMUMECKUN CIMAMYC» KAIOUAEN MHONCECME0 CUHOPOMO8 C NPUCIYNAMU, UMEIOUWUMU PAZAUMHYIO
SMUON02UIO (AUXOPAOKA, UHDEKUUS, AyMOUMMYHHbIe npoyecchl u dp.). Yawe 6ce2o pazsusuiuecs npuUCmMynvl UmMeom msaxicesoe meeHue
u mpyoHo noddaromcest Ae4eHuro.

Ileav uccaedosanua — kraccuguyuposams nAUUEHMO8 ¢ INUACHMUMECKUM CIAMYCOM HA (POHE AUXOPAOKU U U3YUUMb UX OMOAAeHHbLI
NpocHO3.

Mamepuaavt u memooot. B uccaedosanue sxaiouerno 10 nauuenmos demcko2o u no0pocmK06020 603pacma, 20CHUMAIU3UPOBAHHBIX 8 ped-
HUMAUUOHHOE omOoeneHue, y KOmopbvix SNUAeNMUYECKULl CIAmYc acCOUUUPOBAAC C AUXOPAOOUHBIM HPOUECCOM.

Pesyabmameot. Ilpu ananuse 0aHHbIX BKAIOUEHHBIX 8 UCCACO08AHUE NAUUEHIO8 MOJNCHO 8bideaums 4 nodepynnoi: 1) KkpamrospemenHbiil
nepuoo cydopoe Ha ore OeKoOMneHcayuy Memabdoiu3ma, 8bl36aAHHOU OCHOBHbIM 3a001e8aHUeEM (C YCA0BHO DAGONPUSIHBIM NPOSHO30M 8 OM -
HOWeHUU NPUCMYNO08); 2) NPUCMYNbl KAK MAHUGDeCmayus 0peanu1ecKo20 Nopadceus 20106H020 M032a UAU UHHEKYUOHHO20 30001e6aHUS
C CePbe3HbIM NPOCHO30M 68 OMHOUICHUU KAK He8pOA02UHeCcK020 pa3eumus, maK U npucmynos; 3) 0e6iom npucmynos Ha (one auxopaoku
(omcymemeue Kakux-aubo opyeux nputuH 04s RPUCMYNos); NPocHO3 8 OMHOUWEHUU U30asAeHUs. OM NPUCMYNOE éapuabenet, HeooXo0UMo
OnumenvHoe KamamHecmu4eckKoe Habaoerue, 8eposSmHo, 8 meveHue MHO2UX Aem,; 4) UCMUHHbLI FNULeNMUHecKUl CUHOPOM, C8A3AHHbLI
¢ hebpunvholl ungerxyueli (6 Hawem uccaredoganuu e2o kaaccuueckas gopma ommeuena y 1 nayuenma, ewe y 1 nayuenma — menee mu-
nuunas gopma (debrom 6 18 rem, a He 6 wiKoAbHOM 803pacme)).

Boieoodwt. [loayuennvie pe3yrbmamoi UAAHCMPUPYIOM mANCeCmy meueHus: heOpunbHo20 SNUAeNMUYECK020 cmamyca y 0emeil: no 0aHHbIM
KamamHecmu4ecko2o Habaodenus uz 10 nayuenmos npucmynvl COXpaHAAucy Kaxk munumym y 3 (U3 Hux 2 nayuenma c 3nuienmu4ecKum
CUHOPOMOM, C8A3AHHBIM C (hebpuUnbHOU UHpeKyueil), KaKk MUuHUMyM y 3 Oblia 8bis6AEHA Cepbe3Has UHMEKYUOHHAS UAU OPeAHUMECKas Namo-
N102UsL 20108H020 MO32dl.

Karoueevie caosa: snusenmuyeckuii cmamyc, snunenmu4ecKue npucmynol, /mxopabica
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SERIES OF PATIENTS WITH FEBRILE STATUS EPILEPTICUS: CLINICAL MANIFESTATIONS
AND LONG-TERM FOLLOW-UP

V.E. Kitaeval, A.S. Kotov?
14.1. Evdokimov Moscow State University of Medicine and Dentistry, Ministry of Health of Russia; 20/1 Delegatskaya St.,
Moscow 127473, Russia;
2M_.F. Viadimirsky Moscow Regional Research Clinical Institute; 61/2 Shchepkina St., Moscow 129110, Russia

Background. The conception of febrile status epilepticus includes many syndromes with seizures of different etiologies (fever, infection, auto-
immune processes, etc.). Generally developing seizures have a severe course and are difficult to treat.

Objective: to classify patients with febrile status epilepticus and study their long-term prognosis.

Materials and methods. The study included 10 patients (children and adolescents), hospitalized in the intensive care unit, whose epileptic
status were associated with a fever.

Results. In the analysis of the patients, who were included in the study, 4 subgroups can be distinguished: 1) a short-term period of convulsion
against the background of metabolic decompensation caused by a main disease (with a conditionally favorable prognosis for seizures); 2) seizu-
res as a manifestation of organic brain damage or infectious diseases with a serious prognosis of neurological development and seizures;
3) the onset of seizures against the background of fever (absence of any other causes of seizures); the prognosis of getting rid of seizures is
variable, long follow-up monitoring is necessary, probably for many years; 4) true febrile infection-related epilepsy syndrome (in our study 1 patient
had its classical form, and 1 patient had its less typical form (the onset of the disease at 18 years old — not at school age)).
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Conclusions. Obtained data illustrate the whole severity of febrile status epilepticus in children, according to follow-up observation, seizures
persisted in at least 3 out of 10 patients (2 of them with febrile infection-related epilepsy syndrome), at least three patients had a serious infec-

tious or organic brain pathology.

Key words: status epilepticus, seizures, fever

For citation: Kitaeva V.E., Kotov A.S. Series of patients with febrile status epilepticus: clinical manifestations and long-term follow-up.
Russkiy zhurnal detskoy nevrologii = Russian Journal of Child Neurology 2020;15(1):28—39. (In Russ.).

Bsepnexue

DeOpuabHBIN dNUIENTUYECKUN CTaTyC — 3TO 0000-
1Iaro1iiee MoHsTHE, BKIIIOYAIOIIee KaK cTaTyc (peOpUiIbHBIX
IIPUCTYTOB (B Y3KOM CMBICJIE), TaK 1 JIIO00i SIMIeTITHIC-
CKUI CTaTyC, aCCOLIMMPOBAHHBIN C MOBBIILIEHUEM TEMIIE-
paTyphl (KOTOpast MOXKET ITOBBIIIATHCS BCICACTBUE MH(EK-
VU WIA TI0 APYTUM TIpuurHaM). TeM He MeHee WHOTAa
WMEHHO TTOBHIIIICHHAS TeMIIEpaTypa, a He MH(MEKIINS CTa-
HOBUTCSI BIWICIITOTeHHBIM (haKTOPOM — HaIpuMep,
IIPH SIMICTITHYECKOM CHHAPOME, CBI3aHHOM C (heOpITh-
Hoit nHdekuueir (febrile infection-related epilepsy syn-
drome, FIRES). FIRES — Tszxenoe 3aboyieBaHue, Jaiie
BCETO Iopaxaroliee IeTeil IKOIbHOIO Bo3pacTa, IIpH KO-
TOPOM B T€UCHME 2 HEH ITOC/Ie JIMXOPAIKU Pa3BUBAIOTCS
PE3UCTEHTHBIC K JICYCHUIO SIIICHTUISCKNIE TTPUCTYIIBI
C YaCTOTOM IO COTEH B ICHb, IEPEXOISIINE B SIUJICIITH-
YEeCKHUM CTaTyC.

C apyroii CTOpOHBI, MTPUYNHON SMUIEHTUIECKOTO
craTyca Ha (DOHE JJUXOPaAKU MOTYT ObITh JIFOObIE 3MUJIETI-
TOT€HHBIE CTPYKTYpPHBIC 3a00JIeBaHMS TOJJOBHOTO MO3Ta
(B TOM 4mMClIe ¥ OTpUIIATEIBHBIE 0 TaHHBIM MarHUTHO-
pe3oHaHcHoOU Tomorpaduu (MPT)), nHpeknmnoHHbIE
¥ ayTOMMMYHHBIE 3a00JIeBaHUS.

Ilesblo HalIETO MCCAEOBAHUA OLUIO KIacCU(PUIIUPO-
BaTh MALIMEHTOB C SMUJICIITUYECCKMM CTaTyCOM Ha (poHe
JIMXOPAIKU Y U3YIUTD MX OTHAJICHHBIN IIPOTHO3.

Mamepuans! U Memofbl

B uccnenosanue Bouwto 10 manueHTOB OETCKOTO
M TIOAPOCTKOBOTO BO3pacTa, FOCIIMTAIM3UPOBAHHEIX B pe-
aHUMAIIMOHHOE OTAEJCHHE, Y KOTOPBIX STTMJICIITUICCKII
CTaTyC aCCOLMUPOBAJICS C JIMXOPATOYHBIM IIPOIIECCOM.
¥V Bcex mauueHToB ObUT COOpaH aHaAMHe3, IPOBEACH KM~
HUYECKUI 1 HeBpoJiornyeckuit ocmotp. [1pu npoBeneHmn
anekrposHLedanorpaduu (D3I') mpuMEHSIIM MOTYIBHYIO
CHCTEMY IUISI KOMIUICKCHOM (PYHKIITMOHAJIBHOM TUAarHO-
ctuku Ates Diagnostic ¢ npuHamiexxHocTsiMu (Ates Medica
Device S.R.L., Utammst). Pesyiasrater 931 cucremarusu-
POBAJIM COTTIACHO MEXIYHAPOIHOM KiTacCU(UKAIIIKN Hapy-
meHnit mo naHabM DBI 1o Luders m Noachtar (2000) [7].

JI7151 BBISIBJICHUSI CTPYKTYPHBIX ITOPaKeHUI TOJIOBHOTO
MO3ra IIPUMEHSIIMCHh METOIBI HEMPOBU3YaIN3aIN:

— PEHTIE€HOBCKAsI KOMITBIOTepHAsT TOMOTpadusi C UCIIOJb-
30BaHUEM CITMPATLHOTO PEHTTEHOBCKOT'O KOMITBLIOTEP-
Horo Tomorpada Somatom Emotion 16 (Siemens AG,
Medical Solutions, [epmanmust);

— MPT c ucnonns3oBanueM ToMorpada co CBepXIpoBo-
ISIIUM MarHuToM Achieva ¢ HalpssKeHHOCTBIO Mar-
HUTHOTrO 1oJig 3 T 1 maroMm cKaHMpoOBaHUS 3—5 MM
(Philips Medical System Nederland B.V., Hunepianmer);
— HelpocoHorpadus ¢ IPUMEHEHUEM YIBTPa3ByKOBOIO
JMMATHOCTMYECKOTO aImapaTa ¢ IIpUHAIICKHOCTSIMH,
BapuaHT ucrnonHenuss DC-N6 (Mindray, Iepmanust).
JlabopaTopHbIe aHAJTU3bI MPOBOIMIIACH B CEPTUDHULIN-
poBaHHoOI 1adopaTopuu I'BY3 MO «MockoBckuii 00-
JIJACTHOM HAayYHO-MCCIEI0BATEIbCKUIN KIIMHUYECKUIA UH-
ctutyT uM. M. @. BragumMupckoro».

Bbbum n3ydeHs! ¢akTOphI, KOTOPHIE MOTJIN IIPUBECTH
K pa3BUTHIO STUJICIITUYECKOTO CTaTyca y MallMeHTOB (JI-
Xopanka Ha ¢oHe MH(PEKINH, TTocIe TPUBUBKU WK 0e3
BUIUMBIX IIPUYMH).

Jlns1 ctaTucTuyeckoit 00paboTKY JaHHBIX UCIIOJIb30-
Basii mporpammy Microsoft Excel 2016.

Pe3ynbmambl

B nccnenoBanme 6110 BKIIOYEHO 10 MaieHTOB B BO3-
pacte ot 1 Mec 10 18 neT. JJInuTeIbHOCTD SMIIeNITHYECKO-
TO cTaTyca COCTaBJisLia OT 1 1o 9 mHei.

B Hammewm ncciienoBaHMN JIMXOPAAKa IPeaIiecTBOBaIA
SIUJICTITUYESCKOMY CTaTyCy WU IIpOTeKaia MapalieIbHO
¢ HuM (puc. 1).

Kaxk BUIHO M3 pHCYHKa, BCeX MAIlMEHTOB YCJIOBHO
MOXHO pa3IeuThb Ha 3 TPYIIIIHL:

1) KpaTKOBPEMEHHBIN MEPHOJ CYIOPOT MOCIIC JINTEIb-
HOI IuXopanKu, bosee xapaKTepHbIH 111 1eTeil B BO3-
pacte mo 1 roma (BepXHsISI 4acTh pUCYHKa). MOXHO
IIPEATIONIOXNUTE, YTO B JAHHOM CJIydae CyIOpPOry ObUIN
B OCHOBHOM MaHM(ecTalnell TeKOMIICHCAIINY MeTa-
0onu3Ma;

2) IPUCTYIIBI, IIPOTEKAIOIINE OTHOBPEMEHHO C JIMXOpal-
KOI1 (4TO MOTJIO OBITh OTpaXkeHHEeM WH(EKIINH, ayTO-
MMMYHHOTO Mpoliecca Uiu ap.);

3) IPUCTYIIBI, pa3BUBIIMECS TTOCTIE IJIUTEILHOTO EPH-
oma auxopanku (BepositHo, ucTuHHBIN FIRES).
KpaTknii aHamMHe3 ITAllMEHTOB M MX COCTOSIHHE

IIPY MIOCTYIUICHUH IIPUBEICHBI B Ta0. 1.

Kaxk BunHO 13 TabGauIIbl, BCe MALUMEHThI, 32 UCKITIOYE-
HueM 1-ro (ObUT HaIpaBJieH B CTALIMOHAP C XUPYPTAIECKOM
ITaTOJIOTHEi ), KITacCU(UIIMPOBATIMCH BpaYaMHy 110 HATTIHIO
WY OTCYTCTBUIO MOBBILLIEHHOM TemIiepaTyphbl Tesia. B 1-M ciy-
yae yCTaHOBJICH JIMAarHo3 MEHMHTO3HIehalInTa, BO 2-M
KOHCTaTHPOBAJICS (haKT HATTUIMS CYAOPOT («3IIICTICUST» ).
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MNauweHT A., 1 mec / Patient A, male, T month of age

MaumeHTka B., 3 mec / Patient B., female, 3 months of age

MauwnenTka C., 5 mec / Patient C., female, 5 months of age

MauwnenTka D., 5 mec / Patient D., female, 5 months of age

MauweHTka E., 6 net / Patient E., female, 6 years old

MauweHT F, 8 net / Patient k., male, 8 years old

MNauwenTka G., 9 net / Patient G., female, 9 years old

MNauweHTka H., 12 net / Patient H., female, 12 years old

MauwenTka |, 14 net / Patient |, female, 14 years old

MauwenTka J., 18 net / Patient J.,, female, 18 years old

I 5738 1c

38,1°C

37,1°C

N 03¢

39,3°C

38,4°C

A——— 592

I (ssac
| |
0 5 10 15 20 25 30
Ouwn / Days

I MosbiweHHas
Temneparypa
Tena/ Fever

Mpwnctynbl /
Seizures

Puc. 1. numensrocms auxopadku u cyo0oposcHbIX RPUCHIYNO8 y nayuenmos. IIpusedensl 3Ha4eHUs MAKCUMAALHOL MeMnepamypsl meaa

Fig. 1. The duration of fever and seizures in patients. The figure shows the maximum body temperature
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3a uckimodeHueM manyeHTKu G. ¢ paHee yCTaHOBJIEH-
HOM IIepUMHATAJIbHOM ITATOJIOTUEN LIEHTPAJIbHOM HEPBHOM
CHCTEMBI, y IPYIUX MAlleHTOB paHee IIPUCTYIThI ITHIICTI-
cuM oTcyTcTBOBaIU. HeBponornueckuit aHamHe3 y 60JIb-
IIMHCTBA MAllMEHTOB He ObUI OTATOINeH. JIBa maneHTa
OBLIN TOCIIUTAIM3NPOBAHEI IT0 IPUYMHAM, HE CBI3aHHBIM
C CYIOpPOXHBIMHM IIPUCTYIIAMH, HO CITOCOOHBIM ITPUBECTH
K MX BO3HMKHOBEHMIO (TOKCHYECKOE ITOpaXKeHHE IICHT-
paIbHO HEPBHOM CUCTEMBI BCIEACTBUE JJIUTCIILHON K-
IIEYHOM HEITPOXOIAUMOCTH, OTEK TOJIOBHOTO MO3Ta).

Pesynbratel o0cieqoBaHNsI NAIIMEHTOB B YCIOBUSIX
pEeaHUMALIMOHHOTO OTIeJIeHUS ITPUBEACHBI B Ta0J. 2.

B namem nccnemoBanum y 7 u3 10 maupueHTOB HAOIIO-
nmanach reMarypus. I1pu MakporeMatypuu IMpOBOIUIINCH
aHaJIMU3bl Ha NOPOUPUIO, KOTOPHIE ObLIM OTPUIIATEIBHBI -
M. [TprymHamMu reMaTypuy MOTIJIU OBITh JTUXOpaaKa, MH-
GeKIIMOHHBIC MOPaKeHWST MOYEBBIBOISIIE CHUCTEMBI
(Hanpumep, y naneHToB G. 1 1. otMeuanachk 6akreprypusi),
HapyIIeHUs CBepThIBAEMOCTH KPOBHU (HAIIpUMED, Y TAIIH-
eHroB C., I. u J. otMevamach TpOMOOIIUTOIICHUS 1/ WIH
HU3KUN YpOBEeHBb (GDMOPMHOIeHA), a TAKXKE JTAaHHBIC U3Me-
HEHMS MOTJIY OBITh OCJIOXKHEHHEM KaTeTepru3allii MoJe-
BOTO ITy3BIPSI.

Bo Bpems rocriuTanu3anuu y naiueHTkyd H. mo naHHbIM
MPT 65110 0OOHAPYKEHO TTOpaKeHHUE TUIIIIOKAMIIOB, YTO
sBIsgeTCs XapakrepHoit Haxonkoii mist FIRES (puc. 2).

1

VY BhlllIeOnUCaHHOM MALMEHTKY ObLT 3aII0003PEH JIUM-
OmJecKuii FHIIehaTNT U IIPOBEACH aHAIN3 KPOBU HA aHTH-
teaa K NMDA-penentopy (cymmapaseie IgM, IgG, IgA),
antuHeipoHansHble aHTUTena (HU, YO-1, CV2, PNMA2,
Ri, AMPH). Pe3yibraTer ObI1M OTpHLIATEIBHBIMU. TeM He
MeHee HeJb3sl ITIOJHOCThI0 MCKIII0YaTh ayTOUMMMYHHYIO
STHOJIOTUIO, TIOCKOJIbKY He OBLIM MCCJICIOBAHBI APYTHE
anturena (Hanpumep, K GABA,R). Haubonee Beposr-
HBIM MICXOJIOM 3a00JIeBaHUS B JaHHOM CiIydae SIBJISIETCS
SBOJIIOLNS B PE3UCTEHTHYIO MEINAIBHYIO BUCOUHYIO 3111 -
JICTICUIO, YTO M IIPOU3O0IILIO B TaJIbHEHIIIEM.

Hwuxe nipencraBnensl gaHHbie DO manueHTku J. Bo
BpeMsI TOCIIMTAIM3AIIN, JEMOHCTPHPYIOIINE COXpaHEHUE
SOUIENTA(OPMHOM aKTUBHOCTH, HECMOTPS Ha BBEICHHE
nporocdona (puc. 3, 4).

JT1oT (paKT mokaszbiBaeT (PapMaKOPE3UCTEHTHOCTh
IIPUCTYIIOB Y ALIMEHTKH J.

PesynpraTel IedeHNST MAIIMEHTOB B YCIOBUSIX PEaHM-
MAaIIMOHHOTIO OTICICHUS IIPUBEICHBI B TA0I. 3.

Kaxk BugHO 13 Tabau1Ibl, HA MOMEHT IepeBO/ia 13 pea-
HUMAIIMOHHOIO OTACJICHUSI (B IIeANATPUICCKOE OTIACICHIE
I'bBY3 MO «MocKOBCKIIi 00JJACTHOI HAay9HO-UCCIIEIOBA-
TeJIbCKUI KIMHUYeCKUiA MHCTUTYT UM. M. @, Bnagumup-
CKOTO» MJIX B CTAIlMOHAP 110 MECTY XKUTEJIbCTBA) y 2 Mall-
eHToB 13 10 coxpaHsiach IMXopaaka, a y 4 — CynmopoKHbIE
MPUCTYIBI, YTO OTPAXKAET TPYAHOCTU BEACHUS NALIUEHTOB

Tabmuma 2. Pe3yrvmamot 00c1e008aHUS NAUUEHMO8 8 PEAHUMAUUOHHOM OMOeNeHUU

Table 2. Results of examination of patients in the intensive care unit

Patient Electroencephalography Neuroimaging Liquor analysis Other analyzes
HeiipocoHorpadus: mpu3HaKu
A He npoBoaunach 1HepeOpabHOM UILIEMUN He npoBoaunach _
’ Not conducted Neurosonography: signs of cerebral Not conducted
ischemia
PentreHoBcKasi KOMITbIOTEpHAs
TOMOrpadui: NpU3HAKU
[enepannzoBanHas o 6apa>((1;10 aIJ)'IbHOFO
anuIenTU(GOpMHas yoap WL
B KPOBOU3IUAHUSA, TOTAJIbHOIO OTEKA KpoBb B 11KBOpE _
. aK,TI/IBHO_CTL . TOJIOBHOI'O MO3Ta Blood in the 1iquor
Generalized epileptiform
IO Computed tomography:
activity . .
signs of subarachnoid hemorrhage, total
cerebral edema
Hecnennduueckue
U3MEHEHUS, TIEPUOIHU-
yeckoe M’(b(l)psHéle LG AT O Ot KOO OIG Y Hopma Makporemarypus
C. A Y ToMorpadus: 6e3 maToJI0TUKI Norms - el
3aMeIIeHe : ormal Gross hematuria
. Computed tomography: no pathology
Non-specific changes,
intermittent diffuse slowing
PenTreHoBcKasi KOMITbIOTEpHAs
AnuienTudOopMHOK TOMOTrpadus: MILIEeMUYECKU-
D AKTMBHOCTHU HE BBISIBJICHO TUITOKCUYECKOE ITOPAXKEHNE Hopwma Temarypust
Epileptiform activity is not TOJIOBHOTO MO3Ta Normal Hematuria
detected Computed tomography: ischemic-hypoxic

brain damage
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End of table 2
Patient Electroencephalography Neuroimaging Liquor analysis Other analyzes
O6HapyxeHnbl JIHK Bupyca
Ierepaaonaniias SHI.HTSI%}:(Q. Baﬂ u I/ITIz)}II\/Ie

MmN TUDOPMHAST ranognpycapé) KpLOIBI/I
9

dKTUBHOCTD C aKLICHTOM PeHtreHoBcKas KOMIIbIOTECPHas H AHTUTEJA K BUPYCY UMMYHO-
E B JIOGHBIX U IIEHTPATTbHBIX ToMorpadyst: 6e3 MaToIorum e ebUIIATA TeT0BEKA

00J1acTAX : Normal i 0

Computed tomography: no pathology Detected Epstein—Barr virus and
cytomegalovirus DNA in the
blood, antibodies to human
immunodeficiency virus

Generalized epileptiform
activity with emphasis
in the frontal and central areas

PeHTreHOBCKasi KOMITBIOTEpHASI
BbicoKoaMIUIMTY THBI ToMorpadusi: ”HOPOIHOE TeJIO

-, o Hopwma Makporemarypus
E JIeJIBTa-pUTM B JIEBOM JJOOHOM 001acTU f
. . . Normal Gross hematuria
High amplitude delta-rhythm Computed tomography: foreign body
in the left frontal area
MarHuTHO-pe30HaHCHas TOMOTpa-
B O] bust: po cup IJIM03a MpaBoi HOﬁI;-IOﬁ
AKTUBHOCTH B BUJIE - DOKY P
A JI0JIY, KOPTUKAJIbHAS aTpodus YmMepeHnHoe
ST E T DTE MpaBoii reMucdepsl, BTOpUIHAST MHOBbILIEHME
G. B TOBHO-BUCOUHbIX yMepeHHas aCUMMETPUYHAS YPOBHS Oenka MaKporeMaTyme
0BIACTIX ruapouebatis B JIMKBOPE Gross hematuria
Magnetic resonance imaging: foci Moderate increase in

Epileptiform activity as the
complexes acute — slow wave
in the fronto-temporal areas

of gliosis of the right frontal lobe, cortical ~ protein level in liquor
atrophy of the right hemisphere, secondary
moderate asymmetric hydrocephalus

3aMesieHe OCHOBHOM
AKTUBHOCTH B JIEBBIX
00J1aCTAX, MPENMYIIECT-
H. BEHHO B JIEBOI TEMEHHOW
Y BUCOYHOW 00JaCcTH
Slowing of the main activity in
the left areas, mainly in the left
parietal and temporal areas

MarauTHO-pe30HaHCHAs TOMOTpa-
(us: CTPYKTYypHbBIE U3BMEHEHUS
000MX TMITIOKAMITOB
Magnetic resonance imaging: structural
changes in both hippocampi

Hopma Makporematypust
Normal Gross hematuria

MarHutHO-pe30HaHCHas TOMOTpa-
(usi: KapTrHA BOCTIAIUTEIHHOTO
Tpol1iecca ToJIOBHOTO MO3ra —

MEHMHTO3HIIeanmTa, Ha hoHe Hopwma, naee —
bl

KOTOPOTO U3MEHEHUS gemeCTBa TUMbOLUTAPHBII
TOJIOBHOI'O MO3ra HEO0XOAuMO
SnuentrhopMHOI nuddepeHIMpoBaTh ¢ reMop)i)arI/I'Ie— Ipros 25/3
C HapaCTaHUEM Tema st
L. AKTUBHOCTH HE BBUABJICHO  cxyiM mpOMUTHIBAHKUEM 1, YTO MEHEE 110 309/3 T
Epileptiform activity is not BepOSITHO, JIAMUHAPHBIM HEKPO30M Nermal. fhen — Hematuria
detected Magnetic resonance imaging: lymphocy:(ic cytosis
the inflammatory process of the brain — 25/3 with an increase
meningoencephalitis; against the to0 309/3
background of which changes in the brain
substance must be differentiated from
hemorrhagic impregnation or, less likely,
laminar necrosis
Juddy3Has MmesieHHO-
BOJIHOBAs aKTI/IBHOCTUL Lluros 20/3
€ aKTICHTOM B TDABOLL MarHuTHO-pe3oHaHCHas (12 HeiiTpoduiios,
I ?gﬁ?gﬁ;ﬁ?ﬁ?ﬁ;ﬁgg TomMorpacdusi: Ge3 natonornu 8 TMMGOIUTOB) Temarypust
. i Magnetic resonance imaging: Cytosis 20/3 Hematuria
]_lefuse slow-vx_/a\_/e actlv%ty no pathology (12 neutrophils,
with an emphasis in the right 8 lymphocytes)

parietal-occipital and
temporal region
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Puc. 2. ITayuenmxka H. MaecnumHo-pe3onHanchas momoepapus 20108H020
MO32a: 2UNEPUHMEHCUBHOCIb CU2HANA om 2unnokamnos. O6paujarom Ha ceos
BHUMAHUe ycuneHUe cueHara om eunnokamnog 6 pexcume FLAIR u nekomo-
Dpoe yeeauuerue 2UNNOKAmMnos 6 obseme

Fig. 2. Patient H. Magnetic resonance imaging of the brain: hyperintensity of the
signal from the hippocampus. Attention is drawn to the signal amplification from
the hippocampuses in FLAIR mode, a slight increase in the hippocampal volume
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Puc. 3. [Tayuenmra J. Daexkmposnyegharoepapus Ha 2-ii denb cocnumanu-
3ayuuu: pecucmpupyemcst NammepH CyO0OpPOICHO20 INUAENIMUYECK020 NPU-
CMYyna, ucxo0sauie2o u3 3a0HUX 0maoen0e npasoli cemucgepsl, — «3y0bl aKy1v

Fig. 3. Patient J. Electroencephalography on the 2" day of hospitalization:
pattern of a convulsive epileptic seizure emanating from the posterior right
hemisphere — “shark teeth”

¢ (beOPUIBHBIM BMIIENITUYECKUM cTaTycoM. DakTopamMu
HeO0J1arorpUsITHOrO MPOrHo3a ObUIY IpyOble CTPYKTYPHBIE
aHOMAaJIMY TOJIOBHOTO MO3Ta U IJIUTEIbHOE TCUCHHE TIPH-
CTYIOB.

PesynbraThl KaTaMHECTUUYECKOTO HAOMIOACHUS BKITIO-
YEHHBIX B MCCICI0BAaHNC MAIIUEHTOB IIPUBEACHEI B TA0JI. 4.

Kax BumHO 13 TaGnuIIbl, U3 8 MAlIMEHTOB C OTCIEXKEH-
HBIM KaTaMHE30M y 3, HECMOTPSI Ha IIPOBOIUMYIO Tepa-
N0, COXPAHSINCH SIUJICTITUYECKHE ITPUCTYIIHL.

Puc. 4. Ilayuenmka J. Daexkmposnyegharoepapus nHa 4-ii dens cocnumanu-
3ayuu, 60 8pems 60AICHO20 BHYMPUBEHHO20 68e0eHUsi nPponogoaa: Ha Goxe
Qupdy3Ho2o ynaoujeHus 0CHOBHOU AKMUBHOCMU 3aNUCU 8Ce DABHO pecu-
cmpupyemcs SNUAenMupopMHas AKMUBHOCHb 8 8UOe HUBKOAMAAUMYOHbIX
pasps006 noAuCnaiikos (YKazana cmpeakamu,)

Fig. 4. Patient J. Electroencephalography on the 4" day of hospitalization,
during bolus intravenous administration of propofol: in spite of diffuse flat-
tening of the background activity of the record, epileptiform activity is still
recorded as a low-amplitude discharges of polyspikes (arrows)

Y mauneHTku 1. mpUCTYIIBI MOSIBUIIUCH HA (hOHE Opra-
HUYECKOTO ITOPaXKeHUsI TOJIOBHOTO MO3Ta, OQHAKO 3aTeM
npekpaTuiuch 6e3 jedyeHus. Eil ObLI IocTaBieH IpeaBa-
PUTEJbHBIIA IUArHO3 OCTPOTrO FEMOPPArnIe€CKOro JEUKO-
sH1Ie(anuTa Xepcra (puc. 5).

Hixe npencraBieHsl pe3yabTaThl DO manmenTku H.
yepe3 2 Mec IocJIe BBIMUCKU (puc. 6).

MopdoaornaeckumM cyocTpaToM pa3BUBIICHCS Pe3U-
CTEHTHOM BUCOYHOI 3nuiencuu y naumeHTku H. cran
JIIBYCTOPOHHUI CKJIEPO3 TUIIIOKAMIIOB (puc. 7).

06cy:xneHue
Takum obpazoM, Tpu aHaJIU3e JAHHBIX BKIIOUEHHbIX
B MICCJICIOBAHME TTALIMEHTOB MOXKHO BBIICIIATH 4 TIOATPYTITIBL:

1) KpaTKOBpeMEHHBII TIEPUOI CYIOPOT Ha (DOHE TEKOM-
MeHCAlIM MeTab0IM3Ma, BEI3BAHHOI OCHOBHBIM 3a-
OosieBaHMEM (C YCIIOBHO OJIATONIPUSITHBIM ITIPOTHO30M
B OTHOIIICHUY TIPHUCTYTIOB);

2) IPUCTYIIBI KaK MaHU(ECTAILNS OPTaHMIECKOTO Mopa-
JKEeHUSI TOJIOBHOTO MO3Ta M1 MH(MEKIIMOHHOTO 3a00-
JICBAaHMSI C CEPhE3HBIM IIPOTHO30M B OTHOILIIEHUHU KaK
HEBPOJIOTMIECKOTO Pa3BUTHS, TaK U IIPUCTYIIOB;

3) neOrOT MPUCTYIIOB Ha (pOHE JTMXOPaIKU (OTCYTCTBUE
KaKUX-JI100 APYTUX TIPUYNH VIS IpUCTYNoB). I1po-
THO3 B OTHOIIICHNY M30aBJICHUSI OT IIPUCTYIIOB Bapy-
abeseH, He0OXOAUMO JUIMTEIbHOE KATAMHECTUUYECKOE
HaOJIIOIeHUE, BEPOATHO, B TCUEHNE MHOTHUX JICT;

4) uctuansiii FIRES.

IlepBoe onmcanue pa3pylInTeIbHOM HIedanonaTuu
C MHOTOKPaTHBIMM PE3MCTEHTHBIMHU IIPUCTYIIAMU Y AeTei
LIKOJIBHOTO Bo3pacTa Ob110 npeacTtasieHo G. Lyon u co-
aBT. B 1961 . [8]. Jasee mocienoBas LeJIblii psi OIMCAHMIA
CXOXMX KJIMHUIECKMX CIyJaeB, IIPU 3TOM pa3HbIe aBTOPHI
JlaBaJIu UM pasndHble Ha3BaHus. Hanbonee mupoko us-
BECTHBIC 13 HUX: pa3pylINTeIbHAs SIMUICIITHYECKasT SH-
mecdagonaTs y AeTel MIKOJIBHOTO Bo3pacta (devastating
epileptic encephalopathy in school-aged children, DESC) [9],

35



CHILD

“

8 1¢D “snieydaous

SOX ON Junuwiwloine Jo punoidyoeq ay) uo Asdafids [eo0J [eINIdNINS JPIWEBSOIR] ‘WEIAILINAAI] ‘DJeoId[eA
e[y LY Q' [HD eLALRPIAMHE TUWedoNel ‘Werdlmeduradar ‘reodudregq
OJOHHAWWHOLA®R QHO(] BH BUILIALIULIE BeHALIEN0() BeHAALAIL)
ON ON (oseasIp 1sIny) snifeydoouoyna| JISeYLIOWY N0y WeIAIRINAJ] “dreordes
IOH LoH eLodoy LuireorHeoMHaI UIIddhnIeddonwal niadroQ Weranednrogar reodudreg
870D snondaida snyejs (800 “snIeydaous sunwiwioine dIquur| . .
HMZ HMZ 8 $0D "dOUALONdL XMMOOhUALIIDIULIE ocaon:wmemo hidaidiaisin mz«o%@/
H H . HuLReewegded ‘Werdmedurogarr eodugireqg
XIGHALBN0() dALBL)) LULB(PINHE NIIHHAWNUOLAR UMNOIhUQWH ][
T 0D "SSAUSNOIoSu0d
SOA ON padreduwr JIm S9INZIJS JOJOW [BI0J) JO SNe)IS AU} Io3je UOIpuo)) WIRJIORINAAI] ‘Q)eord[es
el IoH T 0fD 'BUHEHEOD WOUHAIMAdeH 9 dolALOUdI WeLdmedunLadar ‘teodudireg
XI9HJOLOW XI9HILBN0( BIALRL) OIOMOOhULIIAIUIIE AIOOL QUHEOLIO))
SO SOA snondaqida snjess se Juarnd Asdaqida [eo0) o1udgo)dArD) 9jewerido) ‘wejaorINAd ‘Q1eordies
e[y ey QUHORAL QOHJALEBL) ‘BUOLAIMLIE BBHILBMO() BBHHAIOLIMAY] Llewedunol ‘werdnedurogdr ‘teodudrregq
81D snondayida snyejs apaqns 01
UONN[OA? Y} [IIM SAINZIAS PazI[e1audd yiim snondafida snyess Juarrnd ay | .
ON SOX 8 TH0 "oKLBLO WEJQORIIAAJ] ‘91e0rd[eA
3
oH er VMMOOhULIIOIULIE YUITIOIBIRIA g MOUIIOIOg€E O d0LUALOUdIT VR R e QT T
XIIHX0dOTAD XIIHHBIOEUIBAOHAT DALBLO UMMOOhUALIIQIULIE UUITIANA
i ‘sawoIpuAs ondafida pue Asdaqida oryjedoipr pazijeraua
SO ON S0vD 2 - m.w b O@.EEOQWESQ. L 0 WEIIRINAAJ] “91e0Id[BA
11 LOH Werdmeduradar ‘teodudireqg
QUMOIhULLRIUIIE U BUOLJIUIIE BEMOOhULBLIOUTY BEHHRHOEULIRdOH|
¢'0yD "BuIopa ‘
ON ON [e1q2199 pue snandajida snye)s 1a)ye uonipuo)) Asdaida [8o0j o1ua301dAID) WIEISOBINAAS] MWMMMM%\WMMMMHHE QreoIdiEA
LoH LOH 7 0pD "BIEOW OJOHLOIO BYALO U BIALRLY OIOMNOIhUL (enmHanied Soviugsed) reodidire
-IIOIUIIE SIO0L SUHEOLIO0Y) "BUOLAIHIIE BRHIIENO( BRHHIIOLINA Y] dq
896D "snandoyida snjels
I9)Je uonIpuo)) sn[eydod0oIpAH ‘dFeyLIOWY proutdrIeqns dIJBWNRIUON
ON ON 8°960) "BIALELD djeoxdiep
L I Leodudg
°H °H OJIOMOORULIIQIULIE JUOOL SUHEOLIO)) ‘BULrR(AMOdIII BeH HSGILEIE]
-HEIION)) "QUHBUIEN090dM Q0HIIrRTMOHXRAROAD Q0M0ohULeNdRd Lo
06d "SISQUAZ J1WAYIST
ON ON -01X0dAy JO 9SewEp WAISAS SNOAIIU [RIIUID [RIRULIQJ "SAINZIDS [BIBUOIN djeordiep
LoH IoH 06d "BEIHAI OIOMOOhUWAIIN -MMOOhUINOLNI IINALOUD NOHAdOH MOH Leodudrregqg

-q1red LHOI 9OMHAXedOoLl Q0H4IIreLeHUdI] | "0I0HHAIK0dod0oH n10dorA)

jusunyedap Jayjoue 0)
J9jsuer) /S aeyasip je
SINZIAS JO Iudsaad Ay,

judunedap J9yjoue 0)
JJJsuer) /AZIeyasIp je

1043} J0 9ou0saxd AL, Adexdayy Snap dndapdanuy juned

Judun).Iedap Joyjoue 0} Jdysuer)/IZ1eydsip je sisouSeiq

JETCKONM

ccKun
PHAN

Py
Xy

HEBPOAOI'MIM | NEUROLOGY

J1Un a4vd aa1suajul ayj u1 Sjualpd fo Juauiivadl ayy Jo synsad ay [ *¢ dqeL

BNHAUpW0 020HHONNDWNHDad XEN9OVIA 9 SOUHINNDU BENHIWIY 19UDUAVAE € BTIMIQR],
N3
on

nquwewsds d9HIVrRHNINdQ oo



EKYVCPCHKAMHVI HETC KOM
HEBPOAOTI'MU

Puc. 5. [layuenmxa 1. ¢ ocmpvim eemoppaeuneckum aeiikosnyedarumom Xepcma. MaeHumno-pe30HanHcHas momoepaghusi 20108H020 M032a 8 PA3HBIX PeHCU-
Max: KapmuHa RAHIHYeaIUma ¢ 04azamu KpogousNUsHUs 8 Beljecmae 20108H020 M032d

Fig. 5. Patient I. with acute hemorrhagic leukoencephalitis (Hurst disease). Magnetic resonance imaging of the brain (different modes): panencephalitis with

foci of hemorrhage in the brain substance

Bl
i \ 'LJ\'JJIIU'EN.J'CV\:*V R f"

p“'r\*\w Kaa's [[' i I

! MM o

j* : "‘""""" """‘"“. S I
e

H

Puc. 6. Ilayuenmka H. Dnexkmposnyeganrocpapus uepes 2 mec nocie 8boi-
NUCKU: peUCMPUpyemcs SNUAenmu@dopmuas aKkmueHoCmy @ 8ude 0CHpbixX
601H, KOMHAEKCO8 0OCMPas—me0NeHHAs 60AHA 8 Ae80ll U NPAagoli 100H0-8uU-
COUHBIX 001ACMAX HE3ABUCUMO

Fig. 6. Patient H. Electroencephalography, 2 months after discharge: epilep-
tiform activity is recorded in the form of sharp waves, acute—slow wave com-
plexes in the left and right fronto-temporal areas independently

Puc. 7. layuenmixa H. Maenumno-pe3onancras momoepagus 20108H020
Mo3ea yepe3 2 Mec nocae GbINUCKU: U3MEHeHUe CIMPYKMYpbl 2UNNOKAMNO08
C noGvlueHUuemM UHMEeHCUBHOCMU cueHanra om Hux 6 pexcume FLAIR — npu-
3HAK 08YCHMOPOHHE20 CKAEPO3a cUNNOKAMNO8

Fig. 7. Patient H. Magnetic resonance imaging of the brain, 2 months after
discharge: changes in the structure of the hippocampus with an increase in the
intensity of the signal from them in the FLAIR mode — a sign of bilateral
hippocampal sclerosis
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OCTpHIil 3HIEePATUT C pedpakKTepHBIMUA MOBTOPHBIMU
mapuraJbHBIMU IIpUcTymaMu (acute encephalitis with
refractory repetitive partial seizures, AERRPS) [11], HoO-
BBII pedppakTepHBIH AMICHTUICCKUI cTaTyC (new onset
refractory status epilepticus, NORSE) [14], unuomaruae-
cKasl KatacTpoduyeckas nujaenTuieckas sHuedanona-
T (idiopathic catastrophic epileptic encephalopathy) [3],
BBI3BaHHAsI JIMXOPAIKOM pedpakTepHas SIMICHTHIeCKAast
sHIedazonaTus y aeteit KoJabHOro Bo3pacTta (fever-in-
duced refractory epileptic encephalopathy in school-age
children, FIREE) [10], TspKembIit pecpakTepHBIN SITHIISII-
THUYECKUI CTaTyC BCIACACTBHUE MPEAIOIaracMoro 3HIIe-
danuta (severe refractory status epilepticus owing to pre-
sumed encephalitis, SRSEPE) [6]. Ognako HauGoiee
YHUBEPCATBHBIM TEPMUHOM SIBJISIETCS «3IICIITUICCKUIA
CHHIIPOM, CBSI3aHHBIN ¢ (peOpmIbHOM nHDeKIMei» (febrile
infection-related epilepsy syndrome, FIRES) [5].

Ha cerogusiimHmit 1eHb B MEPE OITMCAHO JIUIITH OKOJIO
100 cyyaeB ganHoro 3aboneBanud [12]. Ero atnonorus
OCTaEeTCSI HEU3BECTHOM.

B nopapnsitoleM O0JIbIIMHCTBE CIy4aeB y MallMEHTOB
He BBIABIISICTCS (XOTS M TToApa3yMeBaeTcs1) MHMEKIIMOH-
Hasl WIX ayTOMMMYHHas IIpUYMHA Pa3BUTHUSI CHHIPOMa,
a MICXOJIOM, KaK IIPaBWJIO, CIYKAT BEIpaXXeHHOE CHIKCHIE
KOTHUTHUBHBIX (DYHKIINI U Pe3UCTCHTHAS SITVIICTICHS.

CymiectByeT HecKoJibko Teopuit passutusi FIRES.
CoryacHo OgHOM U3 HUX BO3MOXKHOM IMMPUYNHO SIBJISIIOT-
Csl BOCHAJIMTENIBHBIE TIPOLIECCHI B TOJJOBHOM MO3Te (TIep-
BUYHBIC WJIA BTOPUIHBIC), CIIOCOOCTBYIOIINE SITMIICTITO-
reHesy. Hanpumep, BocnanuteabHast Mmojiekyia [L-1-6eta
00J1a1aeT IIPOKOHBYJIbCUBHOM aKTUBHOCTBIO 33 CYET MHTH-
OMpoBaHMS OOpaTHOrO 3axBaTa IjlyTamMaTa acTpOLMTaMU
1 HEKOTOPBIX APYTruX CBOMCTB [13].

MexaHM3MBI, JIeXKallle B OCHOBE BOCHAIUTEIHFHOTO
OTBETA B LICHTPAJIbHOU HEPBHOM CUCTEME, PA3BUBIIETOCS
MOCJIe BOCIIAJIEHUS IPYTOM JTIOKAJIM3allu1, OKa TOYHO He
W3BECTHBI, HO OIIpeAesIeHHAsI POJIb OTBOIMUTCS CTPYKTYP-

HBIM 00JIACTSIM TOJIOBHOI'O MO3ra, JIMIIEHHBIM T'eMaTo-
sHIIe(haTNMIECKOTo bapbepa, Yepe3 KOTOphIe BOCITAJICHUE
BTOPUYHO BO3HMKAET B TOJIOBHOM Mo3Te [12].

CorlacHO APYrUM TEOPUSIM B OCHOBE JAHHOTO 3200~
JICBAaHMSI MOT'YT JIeXaTh ayTOMMMYHHBIE IIPOLIECCHI (B MC-
cnemoBanum D. Caputo u coaBt. (2017) y mamueHTa
¢ FIRES 6b1n o6HapyxeHbl anTuTea K GABA,R [4]),
MeTabonmdyeckne u3MeHeHud [12] uim apyrue mpuyvHEIL.

B namem ucciegoBanumn «kiaccuueckuii» FIRES
(c xapakTepHBIM IOPaKeHUEM TUITIIOKAMIIOB [2] 1 Tiepe-
XOIOM 3a00JIeBaHUSI B pE3UCTCHTHYIO MEeINAIBHYIO BUCOY-
HYI0 3nuiiernicuio [1]) MOXHO IMarHOCTUPOBATh y Malu-
eHTku H., y mauuenTku J. KnuHu4YecKas KapTUHa U UCXOJ,
3a00J1eBaHMSI TAKXKE COOTBETCTBYIOT JTAHHOMY CHHIPOMY,
HO ero AcOIOT IMPHIIEICS He Ha IITKOJIbHBIN BO3PacT, a Ha
18 5eT, 4To SIBISIETCS MEHEE TUITMIHBIM.

BbiBoAbI

[MonygeHHBIE pe3yabTaThl WILTIOCTPUPYIOT TSXKECTh
Te4eHUsT (peOPMIBHOIO MICITUYECKOTO CTaTyca y IeTe:
IT0 TAaHHBIM KaTaMHECTIIeCKOro HaomoneHus 13 10 rmarmeH-
TOB IIPUCTYIIBI COXPAHSUIMCH KaK MUHUMYM Y 3 (elte y 2 ne-
Tei He ymaioch coOpaTh KaTaMHe3), S TAIlMEeHTOB IIPUHIMAIIA
AHTURIMIICTITUYECKUE TIperapaThl, KaK MUHUMYM Y 3 AeTeit
ObL1a BBISIBJICHA Cepbe3Has MH(MEKIIMOHHAS WIA OpTaHIde-
CKasl ITaToJIOTHS TOJIOBHOTO MO3ra (BUPYC UIMMYHOIE (UL~
Ta 9eJI0BeKa, NETCKUIA iepeOpaIbHbIN apaid, SHIe(haIuT
Xepcra). FIRES 0b11 nparHocTrpoBaH y 2 MaleHTOB, IIPo-
THO3 Y KOTOPBIX OCTAeTCsI OUYSHb CEPhE3HBIM.

s moBbIeHUs 3P (PEKTUBHOCTY TUATHOCTUKY U Jie-
yeHUs (HeOPUILHOTO SIIICIITUIECKOTO CTaTyca y AeTei,
ITOMMMO OPTaHM3alMOHHBIX MOMEHTOB (YIyJIIIeHUE Map-
LIPYTU3AIIAX TTAIIMEHTOB, IOBBIIICHNE TOCTYITHOCTH JUar-
HOCTUYECKOTO 000PYIOBaHUS Y JIEKAPCTB, JIA0OPATOPHBIX
aHaAJIM30B), HEOOXOMMMO M 0oJice IIyOOKOe TOHMMAaHKUe
IMaToreHe3a pacCTPOMCTB, JIEXKAIIIX B OCHOBE 3TOTO TsDKe-
JIOTO KIIMHNYECKOTO CUHAPOMA.
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