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Dnunenmuveckasn uyegaronamus, uHAyyUposarras auxopaokoil (febrile infection-related epilepsy syndrome — FIRES), — 310xauecmeennas
Gopma snunenmuueckoil SHUeGaronamuU HeyCMaHoBACHHOI SMUON02ULL, BO3HUKAIOWAS. HA (hOHe NOAHO20 300P08bs Y Oemell WKOIbHO20 8603pacma,
XapaKkmepusyrouascst 0CMpbiM Ha4anoM, AUXOPAOKOLL, ¢ NOCACOVIOUUM PA3EUMUEM SNUAENMUHECK020 CHIAMYCA, KOHUMUBHbIX HApYuleHU U gap-
MaKopesucmeHmHou snuiencuu. B cmamoe npuseden 0630p aumepamyput no 3muosoeul, OUAZHOCIUKe, KAUHUMECKUM NPOSGNCHUSIM U NeHEeHUIO
dannoeo 3abonesanus. Onucan coocmeerHtblll onvim HaobAOeHUs 3a 4 nayueHmamu ¢ dedromom 6oae3Hu 8 gozpacme om 4 0o 14 .aem ¢ npodoaicu-
menvHocmblo dnunenmuyeckoeo cmamyca om 3 do 27 cym. Bce nayuenmsi Hyscoaaucs 8 UHMeHCUGHOL Mepanuill ¢ UCN0Ab308anuem 6apoumypo-
6020 HAPKO03a U PecnUpamopHoil oddepicku. B ocmpulii hepuood 60ae3HU aHANU3 CHUHHOMO32080i1 HCUOKOCMU U MACHUMHO-PE30HAHCHAS. MOMO-
epaghus (MPT) ne sviseunu cyuecmeeHHbIX OMKAOHEHULL HU 8 00HOM cayyae. B 1 nabarodenuu Obin 06HapysceH aupyc npocmoeo eepneca 6-eo muna
6 NelKOYUmax nepugeputeckoil Kpogu nocpedcmeom NOAUMEPA3HOU UenHoi peakyuu. Bee nayuenms: noayvaiu anmusnuienmu4eckue, npomu-
606UPYCHble, AHMUOAKMEPUANbHbIE NPENapamyl, Cmepoudsl U 6HympuUeeHHble UMMYH02100yauHbL. Tlocie Kynuposanus snunenmu4ecko2o cmamy-
Ca 80 6CeX CAYHAAX OMMEHUEHO pazgumue QapmaxopesucmeHmnoi snutencuu. KoenumusHvie HapyuieHus 8biseAeHbL Y 6ceX NAUUEHMO8: 8 2 cayHa-
X — Om feekux 00 ymepeHHbix, 6 2 opyeux — mscenvle. Jleekue 0gueamenshvie HapyueHUs paseuaucy 8 2 cayuasx, 6 1 cayuae — msicensiti
cnacmuyeckuti mempanapes. HumepuxmansHas sneKkmposnyedanoepamma 6 Xxporuueckyro gazy y 3 uz 4 nayuenmog gviseasna ougysroe 3a-
MedneHuUe KOPKOBO20 PUMMA: 8 2 CAYMASIX — SNUACHMUPOPMHYI0 AKMUBHOCTb 6 8U0e KOMNACKCO8 CNALK—B0AHA, 0CMPAS—MEONeHHAS B0AHA 8 100~
HO-BUCOYHBIX 0MBeOeHUsIX, 8 1 cayuae — npooonsiceHHoe HepummuuHoe 3amedieHue 6 A00H0-6UCOMHOU oonacmu cnpasa. Hccaedosarue ¢ noMouibro
MPT evinoaneno y 3 uz 4 nayuenmog 6 xponu4eckyro gpasy 6oaesnu. Toavko 6 1 cayuae nabarodancs ampoghuueckuii npoyecc 8 100HO-BUCOUHBIX
0meeOeHUsIX.

FIRES npusodum k pazeumuio papmaxope3ucmeHmHo SNUANCUl U KOCHUMUBHbIM HAPYUEHUSM 60 8CEX CAVHASIX.
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FIRES (febrile infection-related epilepsy syndrome) — an epileptic syndrome that presents with multifocal refractory status epilepticus
in previously normal children following a nonspecific febrile illness and evolves into a chronic, refractory, focal epilepsy with associated cogni-
tive and behavioral difficulties. The article provides an overview of the literature on the etiology, diagnosis, clinical manifestations and treatment
of this disease. We describe our own experience of observing the 4 patients with FIRES with the onset at the age from 4 to 14 years, with status
epilepticus of duration from 3 to 27 days. All patients required intensive care treatment using burst-suppression coma and ventilatory support.
Analysis of the cerebrospinal fluid, magnetic resonance imaging were no significant during the acute period in all patients. In one case, herpes
simplex virus 6 type was detected by polymerase chain reaction in the serum and leucocytes. All patients were treated with antiepileptical, an-
tiviral and antimicrobial drugs, steroids and IVIG. After status epilepticus drug-resistant epilepsy developed in all children. Two patients had
mild cognitive impairment, the other 2 — severe. Light motor disturbances occurred in 2 children, I child had severe spastic tetraparesis. Inter-
ictal electroencephalography in chronic phase in 3 of 4 patients identified diffuse slowing of cortical rhythm, in 2 cases — epileptiform activity
in the form of a spike-and-wave, sharp—slow wave in the fronto-temporal areas, in 1 case — the continuation irregular slow in the fronto-
temporal region. Follow-up magnetic resonance imaging was performed in 3 cases: 2 were normal and 1 had mild diffuse cortical atrophy.
FIRES resulted in the development of drug-resistant epilepsy and cognitive impairment in all cases.
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DrmenTudeckas dHLehaToNnaTs, THAYINPOBaHHAS
ymxopankoii (febrile infection-related epilepsy syndrome —
FIRES), — 3n0okauecTBeHHas1 (popMa SMUIECTITUIECKOM
SHIIe(aTIONaTUN HEYCTAaHOBJICHHOM 3THOJIOTUH, BO3HU-
KamImas Ha (poHE ITOJTHOTO 340POBbS Y OETeil IIKOJb-
HOTO BO3pacTa, XapaKTepU3YIOIIasiCs OCTPHIM HavYaJIoM,
JIMXOPAIKOM, C MOCICAYIOIINM Pa3BUTHEM SITIICITHYC-
CKOTO cTaTyca, KOTHUTUBHBIX HAapyIICHU 1 (dapMaKo-
pe3ucTeHTHOU anuiencuu. Bnepsrie 3a0ojieBaHue C TTO-
IOOHOI KIIMHUYECKOM KapTUHOM ObLI0 onrcaHo B 1961 1.
KaK ocTpas dHIIe(haIonaTis HesICHOTO IMPOMCXOXICHUS
[10], mo3xe, B 1986 . — KaK 60Jie3Hb, IIPOTEKAIOLIASI
C OCTPHIM HadvajJoOM, pa3BUTHEM SHIledaanuTa y paHee
3MOPOBBIX Y MHTEJJICKTYaJIbHO COXpaHHBIX meteit [10].
HMmeroTcs equHUYHbBIE ITyOIMKALMM C ONTMCAHUEM JIe0I0Ta
3a00y1eBaHUS Y B3POCHBIX [2].

B nutepatype 3a0oieBaHUe UMEET pa3iMuHbIe Ha-
3BaHUsI, KaXI0€ U3 KOTOPHIX YKAa3bIBaeT Ha BO3MOXHBII
STHOMATOTEeHE3 M 0COOCHHOCTH KJIMHUYECKOM KapTUHBI,
cpenu HUX:

*  «OCTpHIN 3HLEGANTUT C YCTOHUYUBO MOBTOPSIO-
IIUMUCS TTaplIraIbHBIMU IIPUCTyIaMu» (acute
encephalitis with refractory repetitive partial sei-
zures — AERRPS) [24];

*  OINWIECNTUYECKUN CTATYC C YIIOPHOM JIMXOpal-
KOl BBHIY IIpEATIOIaraeMoro 3HIledaiuTa» (se-
vere refractory status epilepticus due to presumed
encephalitis) [18];

*  «MIHOTIATHYECKasl 3JI0KAaYeCTBEHHAS SIUJICIITH -
yeckas dH1Iedaonarus» (idiopathic catastrophic
epileptic encephalopathy) [17];

*  «IIEpPBUYHBINA pedpaKTEepHBIN SMUICHTUIECKUA
craryc» (new-onset refractory status epilepticus —
NORSE) [2];

*  «pa3pylIdTeSIbHAs 3MMUJICIITHIecKas SHIedano-
naTus y AeTeil IKOJbHOro Bo3pacTa» (devastat-
ing epileptic encephalopathy in school-aged child-
ren — DESC) [17];

*  «CHHIPOM SMIWIEIICUN, MHAYLIMPOBAaHHBIN (hed-
punbHOI mHbekmuei» (febrile infection-related
epilepsy syndrome — FIRES) [11];

*  «OnuIenTudeckKas 3HIehaToNaTus, HHIYLINPO-
BaHHAas IMXOPAIKOM, Y JETel IIKOJbHOIO BO3pa-
cra» (fever-induced refractory epileptic encepha-
lopathy of school-age children) [21].

Ha teppuropuu EBporsl yaiiie MCOIb3YeTCs TEPMUH

FIRES, a Bpauu SInonun npeamnounraror AERRPS [6].

OtuonaroreHe3 FIRES no cux mop ocTtaercst HeBbI-
SICHEHHBIM. BBIIBUTAIMCh pa3TMIHbIC TUITOTE3bl BO3HUK-
HOBEHUSI JAaHHOTO 3a00JIeBaHUS: MMMYHOJIOTHMYECKasI, Te-
HeTUyecKasi, nH¢peknuoHHas. [IepBoHaYaIbHO B CBSI3U
C HEOOJIBIIINM TTPOMEXKYTKOM BPpEMEHM MEXIY JIMXOpaI-
KO U IMWJICTITUICCKUM CTaTyCOM JOMMHUPOBaIa MH(EK-
LIMOHHAS Teopus. Psim aBTOpOB Ipedronraraim, 4To B OC-
HOBe 3a00JIeBaHUS JICXKUT pa3BUTUE MHOPEKIIMOHHOTO

sHIedannTa, BHI3BAHHOTO HEU3BECTHBIM BO30YIUTEIEM
[6, 7, 18]. OnHako, HECMOTpPSI HAa UMEIOIIUIACS IS0~
TO3 B LiepebpocrmHanbHOM xkuakocty (LIC2K) HeKoTophIx
manueHToB [ 10, 24], mouck Bo3oynuteneit FIRES cyiect-
BYIOLLIMMH METOAAMU He Iajl pe3yabTaTosB [6, 7, 18]. B ka-
YeCTBE BO30yIUTEICH IIPEIIOIaraiich BUPYC IIPOCTOTO
repreca (BIIT') 1-ro 1 2-ro TUIIOB, SHTEPOBUPYC, BUPYCHI
repreca 6—8-ro Tunos, uuromeranosupyc (LIMB), Bupyc
Omureiina—bapp, Bupychl Kokcaku, ECHO, rpumnma A u B,
naparpurnma 1—3-ro Turos, renmatuta A u B, mapBoBu-
pyc B19, Bo30OynuTens sammuaeMUuecKoro ImapoTuTa, aie-
HOBHpYC, apOOBUPYCHI, BUPYC KOPHU, PETPOBUPYC, BUPYC
KjenieBoro sHuedanura. Cepojaornuyeckoe ucciaenoBaHue
mmpoBoauiiock mist Toxoplasma, Mycoplasma pneumoniae,
Borrelia burgdorferi, Bartonella n Rickettsia. [1pn 3TOM Bce
aHaJIu3bl ObUIX OTpULIATeIbHBIMU [11].

B cBs13u ¢ oTCyTCTBHEM SIBHOTO MH(PEKIIMOHHOTO
areHTa cpopMrpoBaiach UMMYHOOITOCpeaOBaHHas (BOC-
MmajauTe bHas ) Teopus. Y yacTtu marueHToB B LIC2K ompe-
JIEJISITU TIOBBIIIICHNE HEONITEPMHA, KOTOPOE HAOIIOMAeTCsT
IIPY LIUTOTOKCUYECKOM UMMYHHOM OTBETe (OCTpBIC BU-
pPYCHBIEe MH(PEKIINY, ayTOMMMYHHBIC 3a00JICBaHMS U JIP.)
[21]. Takke B HEKOTOPBIX CIIy4asiX OTMEUYAJIOCh MOBBIIIIE-
HHE TaKuX aHTUTeN, Kak aHTU-GluR2 (aHTHTEN0 K CYyOBE-
nuanie NMDA-penieniropa) u antu-GAD [8, 24]. OgHako
IIpY OMOTICVM MO3Ta U TTaTOJIOT0aHATOMUIECKUX UCCIIEeI0-
BaHusx nauueHToB ¢ FIRES He oTmMeuanoch mpu3HaKoB
BocniajieHus [11, 17]. [IpumeHeHEe UMMYHOMOMY/ISITOPOB,
KOPTUKOCTEPOMIOB, MMMYHOIJIOOY/IMHA U Ta3Madepesa
npu neyeHun FIRES B ocTpylo mim XpoHUUYECKYIO cTa-
IO PENKO IMIPUBOIWIIO K YIYYIICHUIO COCTOSTHUS TallM-
eHToB [8, 10, 24]. Takoii xxe 3pdeKT oT™Medascs U B MO -
IPYIIIIE IeTeil, Y KOTOPBIX ObLIM OOHAPYKEHBI aHTUTEIA
antu-GluR2 [24]. Takum o06pa3oM, UMMYHOOIIOCPEH0-
BaHHas (BOCHAIIMTENIbHAST) TEOPHUSI TAKKe SIBJIICTCS COM-
HUTEJIBbHOM, a HEMOCTOSTHHBIE «MapKePhI» BOCIAJIEHMSI,
obHapyxuBaeMmble B ocTpoit ¢paze FIRES, moryr cBuze-
TEJILCTBOBATh O HEMPOHAILHOM ITOBPEXKICHUM.

YYuTHIBast HEKOTOPOE YAYUIICHNE COCTOSIHUS P
MMPUMEHEHNM KEeTOTeHHOM AUeThl B OCTPOil (pa3e 3aboJe-
BaHUs, BRIIBUTAINCH TIpennonaoxeHust, yto FIRES mo-
KeT OBITh CBSI3aH C ACDUIIMTOM MEPEHOCUYNKA TITIOKO3BI
(Glut-1) [11].

B nocnenHee BpeMmsi HauboJiee IMPOKO 00CyXaa-
eTcsl reHeTndecKas reopus. Ilpenromnaraior, 4To ocTpast
daza FIRES npencraBisger coboil ocTpeiilliee Hayamxo
BIUJIETICUU, OO0YCIOBIEHHO TeHeTUYECKOM Mpeapaciio-
JIOKEHHOCTBIO M HAIMIMEM TPUITEepa B BUIE JIMXOPAIKKA
I HEYCTAHOBJIEHHOTO MH(pEKIIMOHHOTo areHTa. OmHako
MyTalli{ B TeHaX, CBSI3aHHBIX C SIIUJICIICHE, YyBCTBU-
TeJIbHOM K JTUXopanke, Takux Kak SCNIA (curapom [pa-
Be) u PCDH 19, vim B reHaX, CBSI3aHHBIX ¢ MH(MEKIINei, 3a-
ITyCKAIOIIMX SHIIe(aTIOMaTHIO U SIMWICHTUICCKHIA CTaTyC,
Takux Kak POLGI (curapom AJbliepca), Kak IIpaBuio,
OTCYTCTBYIOT [12].
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Takum oOpa3oMm, B COOTBETCTBUM C PEKOMEH AU -
aMu MexXayHapoaHOU JUru no 0opbbe ¢ 3MUJIEICHU-
el (International League Against Epilepsy — ILAE) [4]
FIRES cnenyer cunuTaTh peIKUM HEOKOPTUKAILHBIM DI -
JISITUYECKIM CUHIPOMOM HEM3BECTHOM STHOJIOTUH C TIe-
PUCHJIBBHAPHBIMU U TIEPUPOIAHINICCKUMU IIPUCTYITAMHU.

BoAbIIMHCTBO MMEIOIIMXCS MYyOIUKALIMi, TTOCBSI-
meHHbIX FIRES, onmuchiBaloT efMHUYHBIE KIIMHUYECKHE
Habmogenusd. B 2010 r. H. Sakuma u coaBT. mpoBenu
MYJIbTULIEHTPOBOE KccaenoBaHue B AnoHuun, o06001IuB
KJIMHUKO-JIabopaTOpHBIE JaHHBIe O 29 mamumeHTax
¢ FIRES [18]. Tomom mo3xe U. Kramer 1 coaBT. peTpo-
CIEKTUBHO 0000IIIMIM BCe ONMCAHHBIE B IMTEpaType Cy-
yau 3a nepuof, ¢ Hosgops 2001 1. o utonb 2010 1., BKITIOUNB
B HcciiegoBaHue 77 manueHTos [6].

CornacHo ganHbIM utepaTtypbl, FIRES mpossis-
eTCSI MPEUMYIIECTBEHHO Y IeTeil paHHETO IIKOJHHOTO
BO3pacTa, MUK 3a00JIEBACMOCTH MPUXOAUTCS Ha BO3PaCT
4—9 net. OgHAKO MMEIOTCS CIIydau ¢ Ie0I0TOM Kak B OoJee
paHHeM Bo3pacte — 1 ron [24], Tak 1 B 60Jiee MO3THEM —
17 ner [6].

InmaBHOM 0COOEHHOCTBHIO KJIMHMYECKOW KapTUHBI
FIRES saBnsieTcs To, 4TO y paHee 300pPOBLIX AETEi C He-
OTATOIIEHHBIM CEeMETHBIM aHAMHE30M Ha (hOHEe JIErKoit
WHGEKINNA BEPXHUX ObIXaTeJIbHBIX ITyTel (pexe — ra-
CTPOHTEPHUTA) OCTPO pa3BHBAETCS HecIeUnduIeckas
JIMXOpaaKa ¢ IMOCAeAYIOIINM ITPUCOSINHEHUEM TSIKEIBIX
CYIOPOT, IIePEXOISIIIX B AIMICITHYECKUIA cTaryc. BpeMst
OT HavaJia JIMXOPaIKu BappupyeT ot 1 1o 21 cyT u B cpen-
HeM cocrasisteT 4 cyr [5, 6, 18].

[IpucTymsl, Kak IpaBUjIo, CIOXHBIC MapliMaJbHbBIC
WJIM BTOPUYHO-TeHEPATU30BaHHBIC TOHMKO-KJIOHUYE-
ckue (BI'TKII). Kpome Toro, Moryr orMedarbcsi HEBpO-
JIOTHYECKUE, TICUXUIECKIE U IBUTATeIbHBIC HAPYIIICHHS.
Cpenu mauyeHToB, omMcaHHbIx H. Sakuma, cioxHbIe
napLuaabHble IIPUCTYITB HAOII0IaIMCh B 25 u3 29 ciay4da-
eB, BITKII — B 24 u3 29. Y 4 nanueHTOoB HAOII0IAINCD
MHOKJIOHMYECKUE TIPUCTYIIBL, Y 1 manmeHTa — IMpoCThIe
napuuaabHble. Cpeny mapLUUaJIbHBIX IPUCTYIIOB 69 %
MIPOSIBJISUIACH JeBUALIAEi IIa3HbIX 0JI0K, 62 % — remu-
¢amaabHBIMU TTOASPTUBAHUSMU C ITOCJICIYIONIMM pa3-
BUTHEM UIICIIATEPATIbHBIX KIIOHMYECKHMX CyIOpOr Takke
y 41 % nauueHTOB BbISIBICHBI ABUTATeIbHbIE HAPYLLICHUSI,
y 31 % — ncuxudeckue paccrpoiicta [18]. CornacHo
naHHbIM U. Kramer, nmapiuyajibHble IPUCTYIbl HabJ10Aa-
Jmch y 58 u3 77 maumeHToB. Y 9 MalMeHTOB OTMEUAICh
IepruopabHbIC WIN JIMIIEBBIE MUOKIOHUM, YTO MOXKET
YKa3bIBaTh Ha BOBJICUCHHE B ITATOJIOTUUECKUI TIPOIIECC
OIIEPKYJ/ISIPHOM 30HBI [6].

IIpucTtynsl OBICTPO HApacCTaIOT MO YAaCTOTE U Iepe-
XOIST B SIWICTITUYECKUIA CTATyC, KOTOPHIN JIUTCS OT 4
1o 90 cyt (B cpeanem 30 cyr) [11, 17, 24]. Insg Kkynupo-
BaHUs SIIICIITUISCKOTO CTaTyca TpeOyeTcs IIpuMeHe-
HUE MEIMKAaMEHTO3HOTO CHA B CBSI3U ¢ He3(D(HEKTUBHO-
CTBIO aHTURIMIENITHYeCKUX TpenapatoB (ADI). TTocie

3aBEPIICHMs OCTPEHIIIero mepruoaa HacTyImaeT CTamaus
BOCCTaHOBJICHHUSI TICUXOMOTOPHOTO pa3BuTUs. OMHAKO
CJIemyeT OTMETUTD, 9TO 10 MCXOTHOIO YPOBHSI KOTHUTUB-
Hble HaBBIKM He BoccTaHaBiauBaorcs [6, 24]. Hecmorps
Ha TO, 9YTO HE 3aMEUYEHO KOPPEJISAIINN MEXIY JJIUTSTbHO-
CThIO MEIUKAMEHTO3HOTO CHA 1 MCXOI0M 3a00JIeBaHMS,
CYIIIECTBYET CBSI3b MEXIY CTCIICHBIO YMCTBEHHOM OTCTa-
JIOCTY U MPOJIOJKUTEIbHOCTBIO OCTpelilero nepuoaa [7].
IToce BBIXOmA M3 cTaTyca Y BCeX IMAIlMEHTOB pPa3BUBAETCS
papMaKope3rCTeHTHas SnuJeTicusl. B HEKOTOphIX HA0II0-
JIIEHUSIX OIMCAH TaK HAa3bIBA€MBIN CBETJIBIM ITPOMEKYTOK
MEXKITY SIAJICITUICCKUM CTaTyCOM 1 Ha9aJIOM SIIIIICTICUI
IIPONOJIKUTEILHOCTHIO OT HECKOJIBKMX HEIeb 10 3 Mec.

Ocob6enHocTtrio nuarHoctuku FIRES sBistercst ot-
CYTCTBHUE CIIeIM(PUISCKUX U3MEHEHUI B JJaOOpaTOPHBIX
noka3arensgx. H. Sakuma u coaBT., aHanu3upys pe3yJibra-
THI 00cIeToBaHUs 29 MAIIMEHTOB ¢ JAHHBIM CUHIPOMOM,
OTMEYaloT, YTO UBMEHEHUI B O0I1IEM U OMOXUMUYECKOM
aHa/IM3aX KPOBU BBISIBIIEHO He ObLIO. YPOBHU TJIHOKO3bI,
aMMMaKa, JIaKTaTa, KakK IpaBWIO, He OTINYAIMCH OT HOP-
Mbl. OTHaKO HaOJTI04aJI0Ch MOBBIIIeHUE (hepPUTHHA B KPO-
BU Y 4 u3 4 obcnenoBaHHbIX (221—2370 Mr/mi), a TaKke
MoJIOXUTeNbHbIe aHTUTe1a aHTU-GIuR2 y 6 u3 9 o6eneno-
BaHHBIX. B LICXK y 19 u3 29 manmeHTOB HAOMIOMAJICS TIe-
ouTo3 Gosee 5 ki1eTok B 1 MM3 (6—25/MM3), y 5 13 29 —
MOBBILLIEHUE YPOBHsI Oesika 6osee 45 mr/mi (46—85 mr/mn),
v 4 13 4 00cIemOBaHHBIX — MOBBILIICHUE HeolTTeprHa (245—
1154 Hmoib/Mit), y 2 13 6 ALMEHTOB — MTOBBILLICHUE YPOB-
Hsl HelipoHcnenuduaeckoii sHonasbl (33—34 Mr/mwin) uy 5
u3 9 — nojoxuTenpHble aHTuTena antu-GluR2. IIpose-
JIeHHOe BUpYycoyiornueckoe ucciuenoBanue Ha LIMB, BIIT'
6-1o THMA, BUpyC DmiuTteiiHa—bapp, a TakxKe Ma3Ku U3 HO-
COIIOTKM OBUTM OTpULATEIbHEIMH [18].

AnanornyHslie faHHble mpuBoaut u U. Kramer, aHa-
JM3Upys TedeHue 3aboneBanus y 77 mamuenToB ¢ FIRES.
IIpu GuoxumMuyYecKoM aHaliM3e KpoBU Ha ammuak, pH,
MOJIOYHYIO KMCJIOTY, aMUHOKMCJIOThI, KADHUTUH, allMJI-
KapHUTHH, a TaKXe Ha JJIWHHOIEIOYEeYHBIE XUPHBIC
KMCJIOTBI, BUTaMUH B,,, OMOTHH, TSAXeJble METAIIbI,
MeJb, UEPYJIOILIA3MUH, TOMOLUCTEUH, MOYEBYIO KUCIIOTY
" TpaHCchepprH OTKIOHEHUI He BBIsIBIICHO. [1pu mmpoBe-
JMIEHUU MCCICIOBAaHMSI MOUYM Ha HAaJM4YME OPOTOBOM KHC-
JIOTBI, OPTAHUYECKUX KUCIOT, COOTHOIIIEHHUE ITyPHUHOBBIX
1 TPUMHUIMHOBBIX OCHOBAHUI, a TAKXKE OMOTEHHBIX aMH-
HOB B JINKBOPE UCCJICAOBATEIM MTOTYIaId OTPULIATEIbHEIC
pesyasrathbl. Bcem 77 nalmeHTaM NpoBoaMUIach JIIOMOAsb-
Hasl MyHKUYs, Ipy 3ToM y 44 (57 %) u3 Hux HabJoaacs
IUIEOLIMTO3. YPOBEHD JIEHKOIIUTOB cocTapsut 2—100/mm3,
HO B 65 % 3THX cIy4aeB YMCIIO JEMKOLIMTOB OBLIO MEHEE
10/mm3. Takke ObLI IIPOBEEH Psia BUPYCOTOTMYECKUX
HCCIeIOBAaHMI, BCE M3 HUX ObUIM OTpULIATEIbHBIMU [6].

Kpome Toro, BEIMOJTHSINCH UCCACIOBAaHUS Ha Ha-
JINYMEe CHCTEMHBIX 3a00JIeBaHMI: M3yYEeHUE YPOBHS
WMMYHOTJIO0YJIMHOB, aHTUHYKJICAPHBIX aHTUTE, KOM-
MJIeMeHTa, aHTU-SM-aHTUTEJl, aHTUHEUTPOPUIbHBIX
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LIUTOIIA3MATUICCKUX Y aHTUKAPINOJIUITNHOBBIX aHTH-
TeJ1, 6eTa-2-IIIMKOIPOTeHA, BOTYAHOUYHOTO aHTUKOATy-
JITHTA, aHTUPUOOCOMAJIbHBIX aHTUTENI, PEBMATOMITHOTO
¢dakTopa, aHTUTEJI K MUEJIMHY OCHOBHOI'O OeJiKa, aHTH-
TUPEOUIHBIX aHTUTEJI, AHTUTEN K TAHIIMO3UIAM 1 K 3H-
nomMusuio. Pe3ynbraThl BceX MCCIeNOBaHUM TakKxKe ObLInd
OTpHULATEIbHBIMU [6].

JJIsT UCKIIOYeHNT ayTOMMMYHHBIX HEBPOJIOTHYE-
CKMX 3a00JieBaHU y 6 13 77 MalMEHTOB OBIJIM BBITIOJ-
HEHBI MCCIeI0BaHMsI, HallpaBJICHHBIC Ha ONpeAcICHUE
AHTUTEJI K TTOTCHIIMAI3aBUCUMBIM KaJHEeBBIM KaHalaM
(VKKL-Ab), y 5 manimernToB — aHTu-GAD-aHTHTET,
y 4 — Ha onpenenenne aHTH-GluR3-anTuren, y 12 mamm-
€HTOB MCCIEI0BAIN OJIMTOKIOHAIbHBIE aHTUTeaa B LICXK.
B pesynbrate o6ciemoBaHNMS OJTUTOKIOHAIBHBIC aHTUTEIA
B LICXK 0butn 06HapyXeHbI Y 4 13 12 maliMeHTOB, aHTU-
GAD-anturena —y 2 u3 5, antu-GluR3-anturena —y 1
n3 4 o0caenoBaHHBIX [6].

Pesynwrarer anekrposHuedanorpadpum (D3I Takke
HecnenuUIHBL. B mepron anmienTudeckKoro craryca
DOT xapakrepusyercs nosiBiieHueM IU(P@Py3HON BBI-
COKOAMILUIMTYIHOM HOebTa-aKTUBHOCTU. [lepuommye-
CKM BO3HHMKAeT IIpeodIanaHne MeIJIeHHOM aKTUBHOCTHU
CIIpaBa WIH cJieBa (CO CMEHOM CTOPOH) MJIX B JIOOHBIX OT-
BeneHusax. [IpogomkenHas 3anuch Buaeo-O31 Bo Bpe-
MsI SIIUJICTITUYECKOIO cTaryca, 1o JaHHBIM Y. Mikaeloff,
npoBoauaach 11 nauveHram. Y 7 U3 HUX OTMEYAJICS IMTU-
JIENTUYECKUI CTAaTyC BUCOUHOM JIOKANIN3aluH, y 4 — 3J1eK-
TPOKJIMHUYECKHUE YEPTHI IIePUCIIIBBHAPHOTO CHHIPOMA
C TOCJICAYIOIINM Pa3BUTHEM BTOPUUYHO-TeHEPATN30BaH-
HBIX CYIOPOXKHBIX ITpUCTynoB [1, 11].

B xponnueckyio ¢asy FIRES, cornacno U. Kramer
M COaBT., poKajbHas SMIENTU(MOPMHAST aKTUBHOCTD
HaOmonanachk y 59 u3 77 nmaumeHroB. D3I xapakTepuso-
Bajlach 3aMeJIeHeM OCHOBHOM aKTMBHOCTU (DOHOBOI1
3aIMCH Pa3IMYHON CTEIIEHM BBIPAXKCHHOCTU. TUITMIHO
IIPONOKEHHOE PEeTMOHAJBHOE 3aMeIJICHUE, OOBIYHO
B 1 M3 BUCOYHBIX WJIN JIOOHO-BUCOYHBIX OTBEIACHUIA, a TaK-
Ke bureMnopainbHo [1, 6, 7].

HeiipoBu3syanu3zalus npoBoAuach o KpaiiHeid Me-
pe 1 pa3 y Bcex nanmenToB. ITo manaeiM H. Sakuma, y 2
n3 14 o6ceqoBaHHBIX, Y KOTOPBIX OblIa poBeaeHa MPT
B Te4eHHUe NepBBIX 14 cyT Mmocie Havaia 3a00jeBaHus,
OTMEYAJICSI OTEK TOJIOBHOI'O MO3Ta, Y OCTaJIbHBIX U3MEHE-
HUI He 3apuKcupoBaHo. B mocienyoieM y 6 malueHTOB
Bo FLAIR-pexumMme oTMevyanach TUIIEPUHTEHCUBHOCTD
TUIIITOKaMIIa ¥ MUHIAJIEBUIHOTO Tesla 6e3 hopMupoBaHUs
SIUJICTITUYECKOrO oJyara B JaHHOM 30He. Y 4 MMalueHToB
B T2-pexxume ompenessuiach TUIIEPUHTEHCUBHOCTD CHUT-
HaJIa B IEPUBEHTPUKY/ISIPHBIX OTIEaX, Y 2 — B 00JIaCTH
orpansl [18].

Cornacuo U. Kramer, MPT B octpoii ¢paze FIRES
ObUTa MpoBeaeHa y 63 mamueHToB u3 77, Ipyu 3TOM y 35
W3 HUX ITaTOJIOTWY He BBISIBIeHO. HapymieHusi, BBISIB-
JICHHBIC Y OCTaJIbHBIX 28 00Cem0oBaHHBIX, BKIIOYAIN

OMIaTepalbHYIO0 TUIIEPUHTCHCUBHOCTD B THIIIIOKAMIIE
(7 maMeHToB), B MEPUMHCY/ISIPHOM obnaacTu (3 maum-
€HTa), OMHOBPEMEHHYIO TUIIEPUHTEHCUBHOCTh CUTHAJIA
B TUIIIIOKAMIIE U TIEpUMHCYJISIPHOI 001acTH (2 IMaiyeHTa),
JICNITOMEHUHTHAIbHBIE VTN STICHIVMAIbHbBIC N3MEHEHMUS
(4 maumenTa), muddysHyto arpoduto (2 maruenra). MPT
B xpoHuueckyio ¢a3y FIRES 6ru1a BeITToHEHa 58 matm-
eHTaM, TIipu 3ToM nuddy3Has arpodust Habmonanach B 28
CIIyJasix, TIOKAJIbHBINA TUIICPUHTCHCUBHBIN CUTHAI — B 17
(B 11 13 HMX UMEJIOCH TOBBIIICHUE CUTHAJIA OUJIaTepaIbHO
B 00JIacTH ruImokamia) [6].

TakuMm oGpa3om, Ha OCHOBAHUU IIPOBEIECHHOTO
MYJBTULIEHTpOBOTrO uccienoBanus H. Sakuma u coaBT.
pa3paboTaiy IMarHOCTUYECKHE KPUTEPUHU, XapaKTePHBIC
mist FIRES, xoTopble mompa3mensioTcss Ha OCHOBHBIE
U JOTIOJTHUTENbHEIE [18].

OCHOBHBIE KPUTEPUU:

*  OCTpOE Hayajo CyIOpOT WJIM HapylIeHUEe CO3Ha-
HUS y paHee 300POBLIX JAETE;

*  yYacThIe U pedpaKTepHbIC MAPIIUATLHbIC IIPUCTYIIHI,
MePEXOISINNE B AIMICITUICCKII CTaTyC: KaK Ipa-
BIJIO, HAOTIOMAIOTCS IPUCTYIIBI C BEPCHEH INIa3HBIX
SI0JIOK Y MOACPTUBAHMEM MUMUIECKOM MYCKYJIa-
TYphI C MHTEpBaJIaMU MeXy TpuctyrnamMu 30 MUH
1 MeHee, TpeOyIoIre IPUMEHEHNS METUKAMEHTO3-
Horo cHa (2 Hen 1 60J1ee) ¢ BHyTPMBEHHBIM BBEIC-
HUeM 6apOUTypaToB WK OEH30IUA3EITMHOB JIJ151 [I0-
JIaBJICHUS STTAJIETITUYECKONM aKTUBHOCTH Ha DT

* pasBuTue (PapMaKOPE3UCTEHTHOM AIIICIICUUA
0e3 JTaTeHTHOrOo Ieproaa MOCIe SIUICTITUYC-
CKOTO CTaTyca.

JormomHuTeIbHbIE KPUTEPUHN:

*  neOroTy 3ab0oJieBaHUS MPEIIISCTBYeT JUXOpaaKa
MPOJOJKUTENBHOCTBIO OT 2 10 10 cyT;

*  CTOMKAasl TUXOpaaKa COIPOBOXIAET OCTPYIO a3y
0o0J1e3HU;

+  IICX: yMepeHHBII TUICOLIUTO3 U/ WK HEOOIBIIIOE
yBeJInueHue 0enka (MapKepoB BOCIIAJICHUSI, Ta-
KUX KaK UHTEPJIEUKUH-6 UM HEONTEPUH);

+ OOl 3amemeHne akTUBHOCTH (DOHOBOI 3aIch
BO BpeMsI OCTPOT'O IIEPHOIa M MYJIBTH(OKAIBHBIE
CHaliKy BO BpeMsI XpOHMYECKOro Ieprona (UK-
TanbHasg DI BuIsIBIsIET BaprabeabHbie (OKYCHI
SIWIENTU(OPMHON aKTUBHOCTU U BTOPUUHYIO
reHepaIn3allnio);

*+  MPT: orcyrcTBYIOT crienuruecKre U3BMEHEHMUSI,
3a UCKJIIOYCHHUEM CIIy9aeB TUIIEPUHTEHCUBHOTO
CUTHAJIa OT ME3UATBHBIX OTJEJIOB BUCOYHOM TOJIN
B T2/FLAIR-pexumax;

*  HEBPOJIOTMYECKHME OCIOXHEHUS B BUIE KOTHHU-
TUBHBIX HAPYILIECHUN, IICUXUYECKUX PACCTPOMCTB,
CHIDKCHUSI TTaMsTU, BO3MOXHBI IBUTATCIbHBIC
HapyIICHMSI.

Hcxon FIRES HebaronpusaTHBIN. YpOBEeHb CMEPTHO-

ctu gocturaet 30 % [6, 7, 11], y BbLKUBIIMX IALIMEHTOB
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pas3BuBaeTCsl (papMaKOpE3UCTEHTHAs Snuercus [6, 24].
B 66—100 % ciydaeB OTMe4aeTCsl YMCTBEHHAsI OTCTATIOCTb.
OrmmcaHbl eTMHUYHBIC CIIydan IIepeHeCeHHOTOo 3a001eBa-
HUsI 0e3 KaKNX-JIM00 HEBPOJIIOTMYECKUX HApyLIEeHWI [6, 7].

Huddepennmanbvhbiii nuario3 FIRES Heobxonumo
IIPOBOIUTH C TAKUMHM 3a00JICBAaHUSMHM, KaK BUPYCHBII
sHIIehATUT U BUPYC-aCCOIMMPOBAHHBIC SHIICDaAIOaTUI
(sH1EedanuT, BeI3BaHHLIN BIII, ocTpast HeKpoTudeckas
SHIIe(haIONATHSI, SIOHCKHI HIIedannT, ocTpas nHpaH-
THJIbHAS SHIeDaonaThs ¢ IPEeUMYIIEeCTBEHHBIM IT0pa-
XKEeHUEM JIOOHBIX M0JIeil, OCTPBIN TMMONYeCKHi SHIIe(Da-
JuT (TIapaHeoIuIacTUUEeCKUil, HeTlapaHeoIIacTUIeCKUIA:
accounnpoBaHHBIN ¢ aHTU-VGKC-aHTuTenamMu, ¢ aHTHU-
NMDA-anTutenamun), MetTadbondecKue sHIedanronaTuu
(opraHuyeckas allMypusi, HapyLlIeHH s LIMKI1a MOYEBUHBI,
HapyIlIeHNe OKCUTEHAIINY XXUPHBIX KMCIIOT, MUTOXOHIPH-
aJbHBbIC 3a00JIeBaHMsA), IPYTUe SIMIICTICHH (9HIIedaauT
Pacmyccena, Murpupyoie napuyiaibHbIe TPUCTYIIBI
MJIafieHYecTBa)) [24].

Metonnl neuenust FIRES BkiouaioT mpuMeHeHUe
ADII, BHYyTpMBEHHOTO UMMYHOIJIOOYJIWHA, CTEPOUIOB,
MEIMKaMEHTO3HOIO CHAa, KETOTEHHOI IMETHI, a TaKXKe
B PEIKUX CIy4yasiX IPYTuX Hecrenuduieckux npemnapa-
ToB. OOHAKO CTOUT OTMETUTh, YTO HU OAWH U3 IICPECUM-
CJIEHHBIX METOIOB JICYCHUS HE IIPUHOCUT TOJIKHOTO Te-
pameBTUYECKOTO OTBETA B BUIE MOJHOIO IPeKpalleHUs
IIPUCTYIIOB.

Hcronp3oBaHne MEIUKAMEHTO3HOTO CHA C IIPUMEHE-
HHUEM TUOIIeHTaJIa HAaTPHs SBISETCS CTaHAAPTOM ITOMO-
LM TIPH TSDKEJIOM pepakKTepHOM SIICIITUIECKOM CTa-
Tyce, XOTs 3((HEKTUBHOCTh 3TOTO METOAA COMHUTENbHA,
1 y OOJBIIMHCTBA MAIIMEHTOB CYIOPOXHAs aKTUBHOCTD
BO300HOBJISIETCS TIOCTIE TIPeKPaleHNs] BBEACHUS TIpeTia-
pata [15, 16]. Psam aBTOpOB YKa3bIBaIOT, YTO JUIUTEILHOE
IMpUMMEHEeHNE TUOTICHTAaJIa HaTPUsI CBSI3aHO U ¢ OoJiee TS-
XKeJIBIM KOTHUTUBHBIM PETPECCOM B IOCIIECAYIONIEM (p =
0,005). OgHaKo 3Ty CBA3b HY>KHO pacCMaTpUBaTh CKENTH -
YeCKHU, TaK KaK IJIUTEIbHOCTD er0 IPUMEHEHUST 3aBUCUT
OT IIPOAOJIKUTEIBHOCTH SMUJICIITUIECKOTO CTaTyca, T. €.
TSDKEJIbIe KOTHUTUBHBIC HAPYIIIEHUS MOTYT OBITh O0YCJIOB-
JIEHBI 00JIee TSDKEIBIM TeueHUEM 3a0oieBaHusd [8].

T. Uchida 1 coaBT. onmcaay onbIT MpUMEHEHUS OYeHb
BBICOKUX 1103 (peHOOapOuTana (40—75 Mr/Kr/cyT) B code-
TaHUU C ITYJILCOBBIM BBEICHUEM MAJIbIX 103 0apOUTypaToB
KOPOTKOTO AeHCTBUS (2 MTI'/KT TUOIICHTAaJIa HATpUs 4 pas3a
B CYTKH) IIpA OMHOBPEMEHHOM HETIPEPHIBHOM TUTPOBA-
Huu muaazonama (0,3 Mr/xr/4) y nauueHTa B Bo3pacTe
9 net. [To6ouHbIe 3 HEKTH BEICOKMX 103 (heHobapOuTaia
OBUTM HE3HAYUTEJIBHBIMU 110 CPAaBHEHUIO C TEMU, KOTO-
pBIe CBSI3aHBI C HEIIPEPBIBHBIM BHYTPMBEHHBIM BBEICHUEM
THONEHTala HaTtpus [9].

00 3(p(peKTUBHOCTU IPUMEHEHUS B OCTPHIN TTEPUOT,
OYeHb BBICOKUX 103 (heHoOapouTaa (80 Mr/Kr/cyT) mmocie
OoTCyTCTBUS 3 PeKTa OT BBEICHUS TUOTIEHTAJIa HATpUs B I0-
3e 9 Mr/kr/4 coobiiator Takke S. Watanabe u coasr. [23].

HekoTopsiMu aBTOpaMu OTMEUEHA MOJIOKUTEIbHAS
IWHAMMKa TI0cjIe IIPUMEHEeHUS TUI0KanHa, ToImpaMaTa
u ¢peHOOapouTana. Y 3 u3 9 malmeHTOB B OCTPOil CTaIUK
MPUCTYIIBI IPEKPATUIUCH ITOC/Ie MHOY3UU TMaoKaruHa (6—
8 Mr/Kr/4), y 3 ApyruxX — IIOCJIe BBEACHUS BBICOKMX 103
(henobapoburana (1o ypoBHs 60—80 MKI /M) B COYeTAHUM
¢ rornupamaroMm (15—20 mr/xr/cyr) [9].

IMonydyensl maHHbIe 00 3PPEKTUBHOCTU JIeBETUPA-
mmerama: ero mpuMmeHeHue B octpyio ¢aszy FIRES B coue-
TaHuu ¢ ¢peHobapOoUTaIOM U OPOMUIOM KaJlUsl TIPUBEJIO
K CHMXKEHHUIO BHYTPUBEHHOI 103bl 0apOuTypatoB. B xpo-
Huueckoit paze FIRES npuem neBetupainerama B 1o3e
750—1500 Mr/cyT crtocoO6CTBOBA YMEHBIIICHUIO YaCTOTHI
IPUCTYIIOB GoJiee yeM Ha 75 % B TeueHue 5—18 mec Ha-
omoaeHud [20].

IIpumeHeHMEe MMMYHOIJOOYJIMHOB U CTEPOUAOB
He 0OKa3bIBaeT oxXXugaeMoro 3¢p¢exra, OTMeYaroTcs JTUIIb
eIMHUYHBIC CIyJ9au MOJIOKUTEIBHOTO TepareBTUIECKO-
ro orBeta. Cpenu mauueHToB, onmMcaHHbIx H. Sakuma
U COAaBT., 9(deKT NPpU BBEICHUU METWIPEAHU30I0HA
Habmomancd B 2 u3 12 ciydaeB. UMMyHOTI00yJIMH KC-
Moib30BaIu B 13 ciryyaeB, B KaXI0M U3 KOTOPBIX Tepanus
6b11a HeddekTuBHA. B 1 cinyyae mpoBoaunu mia3madgde-
pe3, KOTOPBIN TaKKe He IMOBIUSII Ha TeUeHHe 3a00JIeBa-
Hus [18].

IMonoxurenbHbIN 5 HEKT KETOTEHHOM JUEThI B XpO-
Huueckoit pasze FIRES Y. Mikaeloff u coaBT. onuchiBaoT
st 1 marenTa u3 4, MpoaoJIKUTEILHOCTD SITHICTITHYC-
CKOTO cTaTyca y KOTOpPOTro cocTaBuiia 0osee 55 cyt, a Ko-
JIMYECTBO TIPUCTYIIOB 3a cyTKU Ob110 00Jiee 100. ITocie
MMPUMEHEHNS KETOTCHHOM TUETHI CYIOPOTH IMPEKPATUIINCh
B TeyeHue 2 ¢yt [11]. OcHOBBIBasich Ha JAHHOM HaO0JII0/1e-
Huu, R. Nabbout 1 coaBT. UCITOIb30BaJIM KJIACCUYECKYIO
KeToreHHyto aueTy B jedeHun 9 marmenTos ¢ FIRES. ITo-
JIOXKUTENBbHBIN 3(p(deKT oTMeuancsa y 7 U3 HUX Ha 2—4-¢
cytku aedenud [12]. R.H. Caraballo u coaBT. orvcanu 1o-
JIOKUTEIbHBIN 3(PDEeKT MpruMeHeHUSI KETOTCHHOM TUETHI
B ocTpoii ¢a3e FIRES y 2 maumeHTOB: y OIHOTO M3 HUX
4acToTa IPUCTYIOB CHU3MIach Ha 50—75 %, y Broporo —
MeHee yeM Ha 50 % [5]. Takxe B auTepaType BCTpedaeT-
csl ONIMCaHWe MPUMEHEHMS KeTOTEHHON ITMETH HapSIay
¢ ADII y 2 manmnenrtoB ¢ FIRES kak B octpoM mnepuone,
TaK M B XpOHUUYECKYIO (ha3y CPOKOM OT HECKOIBKUX Me-
cdaueB 10 1 roga. ABTOpBI OTMEYAlOT, YTO Ha (hOHE ITPOBO-
MO Tepalliy ITaplaJIbHbIC IIPUCTYITB ObUIA PEIKIMU,
a KOTHUTUBHBIC HAPYIIICHUS — JIETKOI CTEIICH! BBIpaXKEeH-
HocTu [14].

[Monx HammM HaOIOIeHNEM HaXOMWINCH 4 TIallueH-
ta ¢ FIRES: 2 — mykcKoro 1mojia 1 2 — 3K€HCKOTO I10J1a
(cm. Tabmuiy). Cpok HaOIIOoeHUS COCTaBMIA OT 1 10 5 JIeT.
Cpennuii Bo3pact aebiora 6o1e3Hu coctaBuia 8,75 roma
(4—14 net). Bece mamments! 1o Havana FIRES 6putn He-
BPOJIOTUYECKH 3IOPOBBI, C HEOTSITOIICHHBIM HACJICICT-
BEHHbIM aHaMHEe30M Mo anuiencuu. B nediore 3aboe-
BaHUs Ha (poHe MupeTudyecKoi uxopaaku (Boiiie 39 °C)

49



50

PYCCKUNM
YPHAN

IETCKOM
HEBPOAOI'MM

CHILD
NEUROLOGY

Xapaxmepucmuka nayueHmos ¢ SnUNenmu4eckoll sHuedaronamueil, UHOYYUPOEaAHHoU AUXOPAOK O

Characteristics of the patients with fever-induced refractory epileptic encephalopathy

Parameter

Bo3spacr nebrora
320071 BaHMS
Age of disease onset

Tlon
Gender

IIcuxomoTopHOE
pa3BUTHE OO Havyajia
3a00J1eBaHUS
Psychomotor development
before onset of the disease

I[JII/ITCJ'IBHOCTI) JIMXopasi-
Ku 1o Hayasa OC
Duration of fever prior to SE
start

Jpyrue npusHaku
uHbekmu 1o Hayana 3C
Other signs of infection prior
to SE start

IIponomkurenbHOCTH DC
1 0apOUTYpPOBOrO
Hapko3a

Duration of SE and
barbituric narcosis

O06111e;1a00paTOPHBIE
AHAJIN3BI

General laboratory tests
results

CHMHHOMO3roBas
KUAKOCTb
Cerebrospinal fluid
investigation results

Bupyconoruaeckoe
MCCICI0BaHUE
Virological investigation results

MPT B ocTpblii iepuon
MRI findings in the acute
phase

KornutuBHbIe HapyIie-
HUS B XpOHUYECKol dasze
Cognitive disorders

in chronic phase

JIBUraTebHbIC HapYIIIe-
HUS B XpOHUYECKOI (haze
Motor disorders in chronic
phase

Patient 1

6 et
6y.o0.

KeHcknit
Female

Hopma
Normal

6 cyt
6 days

Bs1ocTh, COHJIMBOCTB,
roJIoOBHasi 00JIb,
TOLITHOTA
Tiredness, drowsiness,
headache, nausea

3cyr
3 days

Hopma
Within the norm

Hopma
Within the norm

Hopwma
Within the norm

Hopwma
‘Within the norm

Jlerkue
Minor

Jlerkas MHKOOpAHA-
ust
Minor coordination
dysfunction

Patient 2

11 et
11y.o.

Myxckoit
Male

Hopma
Normal

6 cyt
6 days

Bsutocts, TonoBHasS
00J1b, OMHOKpaTHAas
TOIIIHOTA
Tiredness, headache, one
episode of nausea

27 cyt
27 days

Hopwma
Within the norm

Hopma
Within the norm

Hopwma
Within the norm

EI[I/IHI/I‘IHI:IC TUIICPUH-
TEHCUBHbIC O4Yaru
B T2-pexXume mepuBeH-
TPUKYJISIPHO
Solitary periventricular T2
hyperintense lesions

BripakeHHBIE (MOTOP-
Hasi U CEHCOpHas
achaszus)

Major (motor and sensory
aphasia)

CracTiyecKuii
TeTpanapes, TUIEPKU-
He3bl, OyJIbOapHbIe
HapylLIECHUS
Spastic tetraparesis,
hyperkinesis, bulbar
disorders

Patient 3

14 net
14y. o.

XKencknit
Female

Hopma
Normal

10 cyT
10 days

CmabocTh, repreTude-
CKUE BBICHITTAHUS
Ha rybax
Weakness, herpetic
eruption on lips

14 cyr
14 days

Hopma
Within the norm

Hopma
Within the norm

Bupyc mpocToro
repreca 6-ro ThIa
Herpes simplex virus type 6

Hopwma
Within the norm

Jlerkue
Minor

Hopma
Within the norm

Patient4

4 Troma
4y. 0.

Myxckoit
Male

Hopma
Normal

5 cyr
5 days

BHJ'IOCTB, COHJIMBOCTb
Tiredness, drowsiness

5cyr
5 days

Hopwma
Within the norm

Hopma
Within the norm

Hopwma
Within the norm

E,ZlI/IHI/I'{HI:IC TUIICPUH-
TEHCUBHbLIEC O4Yaru
B T2-pexxume mepuBeH-
TPUKYJISIPHO
Solitary periventricular T2
hyperintense lesions

Beipaxennsre (ayTu-
CTUKOIOI0OHOE
MOBEIECHUE)
Major (autistic-like
behavior)

Jlerkue HapyleHUs
KOOpAWUHALUA
Minor coordination
dysfunction
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OkoHuanue maoauybl

End of table
Parameter Patient 1 Patient 2 Patient 3 Patient4
r Cf}? 1: 113 epcheg)H lipwous (o COII ¢ Bepcueit
DnuienTuieckue ani)CHXOMg?gi)HHM TIPUCTYIIBI € IJTOHITE- TOJIOBBL Hprna3
C®II ¢ BepCUBHBIM CKUM TOAEPIUBaHEM 2
gggglgg:; B XpoHue- Bos%yrx,?li}gmM’ xomnioHeHToM, BI'TKII mpaBeix KoHeuHOCTEH, o, ETTLIN,
A S . . CES with versive BI'TKII QUELYEIEPEEE
Epileptic seizures in chronic CES (head and eye CEFS with eye and head

phase version), CFS with

psychomotor agitation,
SGTCS

component, SGTCS

Simple focal seizures
with clonic jerking
of the right limbs, SGTCS

version, tonic seizures,
SGTCS, opercular seizures

YacroTa npucTyImnoB JlocTUrHyTa MEearKa- LuknonenTuyeckoe
B XpOHUYECKOM (hasze 4—10 pa3 B Mecs1l MEHTO3Hasl pEMUCCHUSI TeUeHue 4—5 pa3 B Mecsil|
Frequency of seizures 4—10 times per month Pharmacological remission  Cycloleptic course of the 4-—5 times per month
in chronic phase has been achieved disease
Jnddy3Hoe 3ameie-
HUE, KOMIUIEKChI IIponomkeHHoe
> HuddysHoe 3amenie- 15
HnTepukranbHast CITaiik—BOJTHA Hite, OCTpas—MeIIeH- HEPUTMUIHOE 3aMelie-
9JIEKTPOdHLIE(haIOrpam- B JIOOHO-BUCOYHBIX ’ - HUE B JTJOOHO-BUCOYHOU
BT orb Hasi BOJIHA B JIEBOI HuddysHoe 3amene-
Ma B XpOHUYECKOI (hase OTBEIECHUSIX OUDPOH- BHCOYHOM OBIACTH o0JiacTu cripaBa e
Interictal TAITBHO Continued nonrhythmic

electroencephalogram

Diffuse slowing, spike-and-
findings in chronic phase

wave complexes
in frontotemporal leads

Diffuse slowing, sharp-
and-slow-wave in the left
temporal region

Diffuse slowi
slowing in the right s e

frontotemporal region

(bifrontal)
[lepuBeHTPUKYASIPHBII
JIMO03, YMEPEHHbIE
MPT B xpoHHUYECKOI aTpoduyeckue
daze Hopma He BbimonneHo Hopma M3MEHEHUS B JIOOHO-
MRI findings in chronic Within the norm Not performed Within the norm BHMCOYHBIX OTIeIax
phase Periventricular gliosis,
moderate atrophic changes
in frontotemporal regions
Kapb6amazenuH,
Banbmpoar, Tonupamat, Bambempoar, kapbamase- ¢deHnTOMH, TONMMpPaMar,
KapbamasenuH MUH, OeH30HAI
p y > > Banbmnpoart, Tonupamar, R RO LD
cDapMaKOTCpaHI/IH 66H30H3J'[, JICBETUpALIC- TOoIIMpaMar, JaMOTPUI - JNeBeTHpaLeTaM KJIOHa3emnam, JIEBETUpa-
Pharmacotherapy ] 2 Valproate, topiramate, INEIREL, EEDITSNTRIeRr

Haub6onbimas apdexkTun-
HOCTb

Drugs showing the highest
efficiency

Valproate, topiramate,
carbamazepine, benzonal,
levetiracetam

benzonan + nesetupa-
eraM
Benzonal + levetiracetam

Valproate, carbamazepine,
benzonal, topiramate,
lamotrigine

beHzoHan + namoTpu-
XUWH + Tonupamar
Benzonal + lamotrigine +
topiramate

Banbmnpoar + Tonupa-
Mar + JieBeTUpareTam
Valproate + topiramate +

Carbamazepine,
phenytoin, topiramate,
lamotrigine, clonazepam,
levetiracetam, valproate

Banpmnpoar +
JIEBETUPALIETAM
Valproate + levetiracetam

Ilpumenanue. OC — snusenmuveckuit cmamyc; COII — caoxchvie ghokanvhvie npucmynovt; BITKII — emopuuno-eenepanuzosantoie

moHuko-Kkaonuueckue npucmynot; MPT — maenumuo-pesonancnas momoepaghusi.
Note. SE — status epilepticus; CFS — complex focal seizures; SGTCS — secondary generalized tonic clonic seizures; MRI — magnetic resonance

imaging.

BO BCEX CIy4yasix HaOII0JaINCh BSUIOCTh, COHJIMBOCTb, [O-
JIOBHas 007b, B 1 cayyae — reprieTudeckue BBICHITTAHUST
Ha ry6e. JJI1TeIbHOCTh IMXOPaaKy 10 Havajla IIPUCTYIIOB
cocraBuia 6,75 (5—10) cyr. [1pogo/KUTEIbHOCTD SIH-
JIENTUYECKOIO cTaTyca, HOTpeOOBaBILIEro MPUMEHEHUS

0apOUTYypOBOro HapKo3a, cocraBmia 12,25 (3—27) cyT.
ITpn manudecTauu 3a00JieBaHKS BO BCEX CAy4Yasx OT-
Meuajiach BepCusi FOJIOBbI U [J1a3 B CTOPOHY, B 1 ciiyyae —
FeMUKJIOHUM U TeMUalralbHble MOTOPHBIE IIPUCTYIIbL.
Oo6menabopaTopHblie aHanmu3bl, LICXK, comaTnyeckuii
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CTaTyC y BCeX IalMeHTOB ObLIM 0e3 oTKJIoHeHui. MPT
nokasajiay 2 u3 4 mallMeHTOB MeJIK1e TUIIEPUHTEHCUBHBIE
B T2-pexnMe odarn B MepUBEHTPUKYISIPHBIX OTIEIaX.
D3I B ocTpoM neproe He ObliIa BHIIIOJIHEHA HU B OMTHOM
ciy4ae. [1pu BUpycOIOrmuecKoM UCCaeI0BaHUM Y | Talm-
€HTa B JIEUKOLUTAX IepudepudecKoiil KpOBU ITOCPEICTBOM
nonuMmepasHoii nenHoi peakiyu (I1LP) 611 06HapyxeH
BIII 6-ro Tuna, ogHako IgM orcyrcrBoBaiu (MMMYHO-
depMeHTHBIN aHanu3). KpoMe Toro, He OBLIO OTMEYEHO
HapacTaHMsl TUTpa npu KoHTpoJibHOM [T P-uccinemona-
Huu. Bo Bcex citydasix B OCTpoM Ieprojie 00JbHbIE MOy~
YaJIv IPOTUBOBUPYCHYIO (aLIMKIIOBUD (3 TallMeHTa) ¥ raH-
uKiIoBUp (1 manueHT)), aHTHOAKTEpUATBHYIO TePAIIHIO,
WMMYHOTJIO0YJINH (2 T/KT B Te4eHUE 3—5 CYT) U INIFOKO-
KOPTHKOCTepOUIbl (MeTmpeaun3o0aoH 20—30 Mr/kr
B TeUEHUE 5 cyT).

[Tocne kynmupoBaHMS cTaTyca y BCeX ITAIlMEHTOB pa3-
BUJIACh IIUICIICUS CO CIAEAYIOIIUM TUIIOM IPUCTYIIOB:
¢okapHBIC ¢ BepCHUEii TOJIOBBI U IV1a3 (B 4 ciIydasix), IIpo-
CThIe (hOKaTbHBIC B BUAC KJIOHUI B IIPABBIX KOHEYHOCTSIX
(B 1 cayyae), IpUCTYIBI B BUIAE TICUXOMOTOPHOTO BO3-
oyxneHus (B 1 ciaydae), BTOpUYHO-TeHEpaI30BaHHBIE
CyIOPOKHBIE TIPUCTYIIHI (Y BCeX MarueHToB). KOrHMTUB-
HBbIE HApYIICHUSI OTMEYEHBI Y BCeX OOJIBHBIX: B 2 CIIydasix
OT JIETKUX J10 YMEPEHHBIX, B 2 IPYTUX — TsLKelble. Jlerkue
IBUTATEJIbHbIC HAPYIICHMS B BUAC HAPYIICHUSI KOOPIM-
HallU¥ Pa3BIJINChH Y 2 IMAIIMEHTOB, B 1 cllyyae — TSDKEIbIin
CIIaCTUYECKUI TeTpamnapes.

HurepukranpHas DI B xponnueckyio ¢pasy FIRES y 3
13 4 TaliMeHTOB BhISIBIIsIA MU dy3HOE 3aMeieHe KOPKO-
BOT'O pUTMA: B 2 CITydasix — SMIeNTU(MOPMHYIO aKTUBHOCTD
CITAK—BOJIHA, OCTpasi—MeIJICHHAs BOJIHA B JIOOHO-BHCOY-
HBIX OTBEICHUSIX, B | ClIyyae — IIPOIO/DKEHHOE HEPUTMUY-
Hoe 3aMe/lJieHre B JIOOHO-BHMCOYHOIT 00J1aCTU cripaBa.

MPT BoimosnHeHa y 3 13 4 TallMEHTOB B XpOHNYECKYIO
¢as3y FIRES. Tonbko B 1 cimydae Habmomancs aTpoduye-
CKMI1 TIPOIIECC B IOOHO-BUCOYHBIX OTBEICHUSIX.

VY Bcex manieHTOB OTMEYeHO (PapMaKOPE3UCTEHTHOE
TeueHue amiernicu. Yucio npuMenseMbix ADIT Bapbu-
poBasio ot 3 1o 7. B 1 ciy4yae ynanoch JOCTUYb MeIMKa-
MEHTO3HOU KOMITeHCAallMu Ha (DOHE OTHOBPEMEHHOTO
npuema 3 ADII. UaTepeceH TOT (paKT, YTO TepareBTU-
yeckuii 3¢ deKT ObIT JOCTUTHYT y TaleHTa ¢ Haubosee
Tskenoit octpoit pazoit FIRES u BelpaxkeHHBIMM HEBPO-
JIOTUYECKMMU HapylleHUsIMU B mocaeaytoiieM. HanGonb-
masi 3¢ GEeKTUBHOCTh B OTHOIICHUH KYITMPOBAaHUS TIPU-
CTYMOB OTMEYeHa y JieBeTupareTama (y 3 u3 4 maiueHToB),
6eH3oHaina (y 2 u3 4), tonupamarta (y 2 u3 4) 1 IperapaToB
BaJIBIIPOEBOi1 KUCIOTHI (y 2 13 4). Haumenpieit apdex-
TUBHOCTBIO 001a7aj1 KapOaMa3eIH.

Hecmortps Ha To, yTo niepBoe ynomuHanue o FIRES
npatupyercs 1961 . [10], HauGoJiee moApPOOGHOE ONKMCaHUE
KIMHAYECKUX, HEHPOPU3NOJIOTHISCKIX, PATUOIOTHYC-
CKUX 0COOeHHOCTel 3a00ieBaHMs ObLIO MPEICTaBIEHO
B TedeHue rmociaenHux 5—7 et [6, 18]. Marepec k FIRES
BO3pacTaeT y Bpaueil BCero Mupa B CBS3M C HEOJIaronpu-
SITHBIM T€YEHHUEM, IIPOTHO30M 1 OTCYTCTBHEM ITOJIOXM -
TeJbHOIo 3 deKTa oT JeyeHUsT JaHHOTO 3a00JIeBaHMsI.
OcobeHHO ApaMaTUIHBIM siBJisieTcs To, uTo FIRES pa3s-
BUBAETCA y IIPEXKIE 3M0POBBIX ACTEl, B KOPOTKHE CPOKH
IIPUBOISA K CEPbe3HOM MHBAMUAN3ALMHA. JI0 HACTOSIIIETO
BpPEMEHU OCTAIOTCS HESICHBIMM 3THOJIOTHS M TaTOTeHE3
FIRES. OtrcyrcTBUE IBHOTO MH(MEKIMOHHOTO areHra,
HETaTUBHBIM OTBET HA MMMYHOMOIYJHUPYIOIIYIO Te-
panuio, pa3BUTHE 3a00JIeBaHUS TOJBKO V IAllMEHTOB
IETCKOrO BO3pacTa, CXOXUN CLeHApUA pa3BUTUSI CUM-
MTOMOB IS KaXJ0ro ciiydasi B Buae aediora 601e3HU
CO CTaTyca BepCHBHBIX IPUCTYIIOB HABOIST Ha MBICIb
O BO3MOXHON reHeTU4YeCcKOl Mmpupoje 3adoaeBaHUs.
Taxke TpeOyrOTCS gaabHelle HaOM0AeHUs, Kacalo-
muecs 3(pGeKTUBHOCTH pa3NInIHBIX rpyrm ADII, cro-
Cc000B KYyIMPOBaHUSI SMIICTITUIECKOTO CTaTyca, OIeH-
Ka 5POEeKTUBHOCTA KETOTE€HHOMN TUETHl Y CTUMYJISLIMUA
OJIyXIarolero Hepsa.
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