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B cmamuve npedcmasaeno kaunuueckoe HabaooeHue pedkoeo cunopoma snurenmuyeckoeo cmamyca FIRES (febrile infection responsive
encephalopathy) + NORSE (new-onset refractory status epilepticus). Ca0xcHocmsb 0uaeHOCMUKYU 3mo2o COCMOAHUS C8A3AHA C MeM, YO OHO
ecmpevaemcs Kpaiine peoko u pe3yabmamol 1a00PAMOPHbIX U UHCIMPYMEHMANbHBIX Memo0o8 Hecneyuuutsl. 3abonreeanue xapaKmepusy-
emcest OCMPbIM HAANOM, AUXOPAOKOU U NOCACOYIOWUM PA3EUMUEM INUACNMUHECK020 CIAMYCa, KOCHUMUBHbIX HapyueHUl u papmakopesu-
cmenmuoii snuaencuu. Onucan nayuenm 19 nem, y komopoeo nabaiodancs 6aazonpusmuutii apuanm meuenus cunopoma FIRES + NORSE
¢ omcymemeuem QapmaxKope3ucmenmHoll SNUAencull, 08UAmeabHo20 0eUUUMA U COXPAHEHUEM HABbIKOE CAMOOOCAYICUBAHU.
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The paper describes a clinical case of the rare status epilepticus syndrome FIRES (febrile infection responsive encephalopathy) + NORSE
(new-onset refractory status epilepticus). The difficulty of diagnosing this condition is due to the fact that it occurs extremely rarely and the lab-
oratory and instrumental findings are nonspecific. The disease is characterized by acute onset, fever, and subsequent development of status
epilepticus, cognitive impairment, and pharmacotherapy-resistant epilepsy. The paper describes a 19-year-old male patient who was observed
to have a favorable course of FIRES + NORSE syndrome without pharmacotherapy-resistant epilepsy, motor deficiency, and with the preser-
vation of self-care skills.
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DebpunbHO-UHAYIMPOBaHHAS pepaKkTepHast ST TH-
yeckas sHuedanonatuss (FIRES-cunmpowm, febrile infection
responsive encephalopathy) npeacrapiseT co00ii Pe3UCTEHTHYIO
dopMy (DOKaJBHOW SMWIETICUNA C TSKEJIBIMU KOTHUTUBHBIMU
HapyuieHusmu. FIRES-cuHnpom BcTpeyaeTcss B OCHOBHOM Y
JIeTeli IMKOJILHOTO BO3pacTa, HO MOXKET BO3HUKATh U 'y B3POCIIBIX
[1]. On xapakTepusyeTcs MOSBIEHUEM SMWICTITUIECKUX TPU-
CTYIOB BO BpeMsI WM CITYCTsI HECKOJIbKO AHE mocie nHdeKu-
OHHOTrO 3a0oJieBaHus ¢ (peOpuanTETOM B 1e0I0Te. PasBuBLIMEeCcs
CYZOPOTH OBICTPO MPOTrPECCUPYIOT U MEPEXOASIT B SMUICIITHYC-
ckuit cratyc [2, 3]. «[lepBuuHblii pedpakTepHblii FMUIEITUYE-
CcKHMii cTaTyc» (new-onset refractory status epilepticus, NORSE)
OTpe/esisIeTcs] Kak CUHAPOM, a He KaK KOHKPETHBIN KIMHUIe-
CKHUIi AMAarHO3 C BO3HMKHOBEHMEM SMUWJIENITUYECKOTO cTaryca
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0e3 IBHOU OCTPO¥ CTPYKTYPHOI, TOKCUYECKOI MM MeTaboIu-
4yeckoi aTuosioruu [4].

FIRES-cunnpoM BcTpeuaeTcst KpaiiHe peako (ImpuMepHO
1 ciydait Ha | MJIH JETCKOTO HaceJeHMs ), Yallle BCero ae0oTh-
pyeT B Bo3pacTe OoT 3 no 15 jiet, BTopoil nMukK 3a00JieBaeMOCTU
rpuxoautcs Ha 65 jet. CeMeiiHbIil aHaMHe3 IALUEHTOB I10 SITH-
nercuy 1 peOpUIbHBIM CYI0pPOraM He OTAroLieH [5, 6].

OtuonatoreHe3 FIRES ocraercs HeBbISICHEHHBIM. BbiaBu-
rajJuch pa3IMyHble TMNOTE3bl BOSHUKHOBEHMS JAHHOTO 3200J1eBa-
HMS: IMMYHOJIOTMYECKasl, TeHeTUYecKasi U MHMeKIroHHas [2, 5].

FIRES + NORSE-cuHApOM OTHOCUTCS K TSKEJIbIM SHIIE-
(amomnaTusiM IeTCKOTO BO3pacTa ¢ HEOIArOoNMpPUSITHBIM TTPOTHO-
30M, YTO OOYCJIOBICHO TMEPCUCTUPYIOIIMM BEreTaTUBHBIM CO-
CTOSTHUEM MPHU BBIXOJIE U3 SMUIETITUYECKOTO CTaTyca U BEICOKOM
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Puc. 1. KT na 2-i1 denv npeboi-
8aHUs 8 OMOeNCHUU PeaHUMAUUU
U UHMEHCUBHOI mepanuu

CMEPTHOCTBIO. Y BBIKMBIIMX MALMEHTOB Yallle BCEro Hadmoaa-
FOTCST TSDKEJIBI KOTHUTUBHBIN Te(UITNT U TTOBeleHIeCKre pac-
CTPOMCTBA, a TAKXXe Pa3BUTHE CUMITTOMATUYECKOl hapmMakope-
3UCTEHTHOM anumiencuu |7, §].

B Hameit k1uHMKe OBLT AMAarHOCTUPOBAH PEIKUI ClTydaid
cunapoma FIRES + NORES y B3pocioro namueHTa.

Kaunuueckoe nabarodenue

Boavnoii 4., 19 rem, nocmynun no ckopoii nomouu 6 omadesne-
HUe peaHuMayuu U UHMEHCUGHOU Mepanuu 6 COCMOSHUU YeHemeH-
H020 CO3HAHUS C HEKYRUPYeMbIMU MOHUKO-KAOHUYECKUMU CYOOpPO-
2amu, 6 ces3u ¢ uem Obl1 86e0eH 8 HapKomu4eckyr komy. M3 anam-
He3a u3eecmuo, 4mo 3a 3 OHA 00 Ha4ana 3a004e8aHUs UCNbIMbIEAN
00wyt cnabocmy, Hedomozanue, a 8 meuerue 2 OHell 00 NOSAGAeHUS
cydopoe ommeuanucy nogvliuenue memnepamyput meaa 0o 38 °C, oo-
HOKpamHuas peoma. Jloma y nayueHma 6He3anHo 603HUKAU MOHUKO-
KAOHUHecKUe cydopoeu ¢ ympamoii CO3HAHUs, KOmopble He npeKkpa-
wanuce 00 86edeHuUs e2o 8 HapKo3 6 OMOeNeHUU PeaHUMAUUU.

Panee nayuenm nepenec 3—4 compsicenusi 20108H020 M03ed,
nepuoouvecKl AeHUACcs y Hegpoaoea no noeody 2oa06Hoi 6oau. Ce-
MeUHbLiL, arrepeudeckuil aHammes He omseoweH. llayuenm ne npu-
HUMAN HUKAKUX NPenapamos, He 310ynompeoasn aiko2onem u Hap-
KOMu4ecKumu eeujecmeamu.

Ilpu nocmynaenuu 6 omdeneHue peaHumMayuy OMMeEHANUCH
2eHepanu308aHHble MOHUKO-KAOHUYECKUe cy0opocUu ¢ ympamoii co-
3HaHUs, nosviieHue memnepamypol meaa 0o 40,3 °C; apmepuans-
Hoe daeaenue — 130/90 mm pm. cm., nyavc — 115 ydapos 6 mumny-
My, HOPMAAbHYLI YPOBEHD 21H0K03bL 8 Kposu. He évis61eHo cumnmo-
MO8 NopadiceHus: No4ex, Jceay00UHO-KUule4yHo20 mpakma, OpoHxo-
N1e204HOl U cepdeuHo-cocyducmoti cucmem. Ilpu neeponoeuveckom
00caedosanuu peakyus HA GHeUlHUe PA30paNCUment, 8 Mom vucie
Ha 601e6vle CUHOPOMbL, NOAHOCHBIO OMCYMCMBOBANA; 3DAUKU CUM-
MemputHble ¢ HOPMAAbHOU peaKyueii Ha céem, HOPMAAbHOe NOA0-
JCeHUe 2Aa3HbIX 010K, MOHUKO-KAOHUYeCKUe cy0opoeu 8 6epXHUX U
HUMICHUX KOHeYHOCMSAX, HUCMdeM, MeHUHeeaNbHble 3HAKU, NAmO0A0-
euueckue pegaekcol He onpedeasauce. Yepes 2 u nocae nocmynae-
HUs 6 omdeneHuUe peaHuUMayuy nayuenm O0via nepesedeH Ha UCK)C-
CMBEHHYI0 6eHMUNAYUIO N€2KUX 8 C853U C UNOKCUHeCKUM yeHeme-
HUeM CO3HAHUsl, MAXUNHOI U NOBMOPSIOUWUMCST CYOOPONCHBIM CUH-
dpomom, mpedyrowum 66e0eHUss MUOPEAAKCAHMO8 U 00AbUUX 003
cedamugHbIX npenapamos.

a5 bisieaenus uCmovHUKa UHGEKYULU 8blNOAHEHbL: AHOMOANb-
Has NYHKYUS ¢ AHAAU30M CRUHHOMO320801 JCUOKOCMU, PeHMeeHO-
epacghus neekux, oponxockonus, Y3U opeanoé bprownoil norocmu,
2neKmpokapouoepadus — ece nokazamenu Haxo0UAUCh 8 Npedenax
Hopmbl. B obuwem ananuze Kpogu ommeuanucy Helimpoguavtblil aeii-
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Puc. 2. MPT: caeummanvhutii (a), ppormanshsiii (6) u akcuarvhbwiii (8) cpezvt Ha 7-ii OeHb
npebbieanus 6 omoeaeHuu PeaHUMAayU U UHMEHCUBHOI mepanuu

xoyumos do 21-10°/n, aeekuii mpomboyumos;, 6 OUOXUMUHECKOM
aanu3ze Kpoeu — NoBbluleHUe YPOGHs NeHEHOUHbIX (PepMeHmMo8, Kpe-
amungpocokunazel, sakmamaoeeudpozerasnl. Ceponoeuueckue uc-
€1e008anUsl Ha UPYCbL NPOCMO20 eepheca, Inwmeiina—bapp, eena-
muma B u C, BUY, na mokconaazmos, mybepkynes, uumomeaano-
supyc, xaamuouu, MUKONAA3Mbl, IHMEPOBUPYcvl ObiAl OMpUUa-
menvHbIMU. XuUMUKO-MOKCUKOA02U1ecKoe UCCAe008aHue Mmakoice
namosnoeuu He évisieuno. Ilpu snexmposnuepanoepaguu (221) om-
MeueHbl 8bipadiceHHble JupysHbie 00UemM03206ble UMEHeHUs OUo-
NOMEHYUAN08 C NPUBHAKAMU MEICHOAYUAPHOL acUMMempuu.
Tlayuenmy 6v11u nposedens HelipoaU3yaru3ayUoHHble Uccae-
dosanus — komnwvromepras momoepagus (KT) eonoenoeo mosea na
2-1i denv (puc. 1) u maenumuo-pesonancuas momoepagus (MPT)
20/106H020 M032a Ha 7-Ul denb (puc. 2, a—e) npebvleanus 6 omaoene-
Huu peanumayuu. IIpu s3mom He 0OHAPYICEHO 04AL0BBIX NAMON0U-
4ecKUX U3MEHeHUll 6 20108HOM MO32e, KOCHHbIX NO8PelCcOeHUl,
pacuwuperus cyo6apaxHoudanbHbiX NPOCMPAHCME, COXPAHAAUCDH
dughgheperyuposxa cepoeo u 61020 geuecmea mo3ed, HOPMANbHAS
MOAWUHA KOPK0B020 cnos. Buiasnen eapuanm pazeumus scenydou-
K080l cucmembl 20108H020 MO32d 8 8UOe He3apaujeHus nPO3PA4HOL
nepeeopodku ¢ gopmuposanuem V sucenydouxa 20108H020 mo3ea.
Ommeuanuce ymepenHvle nposieaeHusi 08YCMOPOHHe20 2allMopuma.
Ha npomsaxcenuu 4 oueil nauuenm Haxoouics 6 coCMosHUU
MeOUKAMEHMO3HOU KOMbl, NOCKOAbKY NPU HONbIMKAX Gbl8ECMU €20
U3 3M020 COCMOAHUS NYMeM YMeHbUIeHUs 003 HapKOMU4ecKux npe-
napamos 80300H08AAAUCy MOHUKO-KAOHUYecKue cydopoeu. Ha
5-U denv npebvieanus 6 omoeneHuu peaHUMayuy U UHMeEHCUBHOU
mepanuu HACMyRUAO0 yAyYUleHUe: NOCMeNneHHO 80CCIAHOBUNOCH CO-
3HAHUe U camocmosimenvHoe ObiXaHue, NPeKpamuauch cyoopoeu.
Cocmosanue ocmasanoce maxjceavim Ha npomsicenuu 8 OHell, Ko-
mopole OH npoaen 8 omoeaeHuU peanumayu. B amo epems on noay-
uan memadoauueckyro, 0ecuopamayuoOHHyr, aHMUOAKMepuanb-
HYI0, NPOMUBOBUPYCHYIO, NPOMUBOCYOOPONICHYI0 mepanuio. Bede-
HUe nayueHma ocyuecmensnocs COBMecmHO pPeaHumMamonoeamu,
Heapono2amu, UHMEKUUOHUCIMOM, Mepaneémom, OMopPUHOAAPUHE0-
n0eom. Ha 9-ii denv nocae nocmynaenus ox 0vin hepegedeH 6 Hegpo-
Aoeuteckoe omoenexue, U3 Komopoeo Obia 8bINUCAH HA CAEOYIOUULL
derb no Hacmouuusoi npocvbe poocmeennurxos. Ha momenm evinu-
CKU CYOOPOIUCHYLI CUHOPOM U O8UeamenbHblil depuyum omcymem-
6806aAU, HO OMMEYANUCh YMEPeHHble KOSHUMUBHbIe HAPYUIeHUs U
anamuko-adyauuecKuii CUHOpOM: KOHMAKM ¢ Nayuenmom 0via 3a-
mpyoHeH, oH 0bln 0e30pUeHMUPOBAH 80 8PEeMEHU, He NPOABAAA UH-
mepeca K Oecede, peub 0biAa OOHOCAOICHOLL, MbluL1eHUe 3aMedNeH-
HbIM, HUMAHUE Obicmpo ucmoujaemwvim. bviio pexomendosarno npo-
doadcums npuem 8anbnpoesoli Kucaomol 6 0osze 1500 me/cym, npo-
gedenue MPT ¢ dunamuke, HabaroOeHue Hespoaoea, NCUXUAMPA.
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Yuumoieas kaunuveckylo Kapmury, OaHHble aHaMHe3a, Aa-
00pamopHbIX, UHCMPYMEHMANbHBIX U HeUPOGU3YANU3AUUOHHBIX Me-
mo0doe uccaedoganus, Haaudue KOSHUMUBHO20 dedpuuyuma nocie
ocmpoll ¢ghazel 3a601e6anUs, Obll YCMAHOBAEH OUACHO3 SHUeparu-
ma, 6eposimHO 8UPYCHORO U/UNU AYMOUMMYHHO20 2eHe3d ¢ PeOKUM
cundpomom FIRES + NORSE.

O6cyxnenne. B rpencraBieHHOM citydae Mbl HabIoqaIn
kinaccuyeckoe TeueHre cuHapoma FIRES + NORSE ¢ Hammyn-
€M TpeX CTaJvi: HAaYaJbHOW — C JIMXOPAAKOM, MHTOKCUKALIMEN,
KaTtapaJlbHBIMU CUMIITOMAMM; OCTPOM — C Pa3BUTHEM CYIOPOT,
nepexoisiux B pedpakTepHbId SMUWICNTUUECKUN CTaTyC, U
CTalli BOCCTAaHOBJICHUSI TICHXOMOTOPHBIX (PyHKIMi. PazButne
pedpakTepHOTO IMUICTITUIECKOTO cTaTyca y TalMeHTa IMmocie
Meprosia JINXOPAAKU SIBIASIETCS AMArHOCTMUYECKUM TPU3HAKOM
cunapoma FIRES + NORSE [4].

BBeneHue manueHTa B HApKOTHUECKYIO KOMY — €IMHCT-
BEHHBIIl METO/I KyNMPOBaHUsI pehpaKTEPHOTO SMUIETITUYECKO-
ro cratyca. [lepron pedpakTepHOTO SMIIENITUIECKOTO CTaTyca

U MeIMKaMEHTO3HOW KOMBI y HAIllero IMalreHTa ObLT MUHU-
MaJIbHBIM IIPU 3TOM CUHApPOME — 4 THSI, XOTSI OH MOKET JTOCTH-
ratb 3 mec [9].

OcobenHoctbhio FIRES-cuHnpoMa siBisieTcss OTCYTCTBUE
crielMduueckKnux U3BMEHEHU I JJabopaTOpHBIX MoKaszaTeeit, YTo
U HaOoganoch y Haulero nauuenra. [1pu cunapome FIRES +
NORSE He BBISIBISIOTCST TATOJIOTUYECKIE U3MEHEHUS B BEIlle-
CTBE TOJIOBHOTO MO3Ta I10 JaHHBIM HEeWpOBM3yaau3allid 1 He-
criermduueckue nuameHeHnus mpu OBI [10, 11].

B nmaHHOM ciyyae oTMevasics OJIarONpUSITHBIA BapuaHT
TE€YEHUS 3TOTO CUHIPOMa, MOCKOJIbKY Y MalKeHTa He chopMu-
poBaJIMCh (hapMaKOPEe3UCTeHTHAsI SMWICTICHUS W JTBUTATEIbHBIN
IeULINT, COXPAaHSUTMCh HAaBBIKM CaMOOOCTYKMBAaHUSI, OTHOCH-
TeJIbHO KOPOTKOI 0Ka3anach octpas dasza 3abosaeBanus. [1o-Bu-
IMMOMY, 3TOT IMAallMEHT OTHOCHUTCS K HEOOJBIIOMY IPOIICHTY
o6onbHBIX ¢ cuHapoMoM FIRSE + NORSE, koTopbie MoryT npo-
TIOJKUTh HOPMaJIbHbIN 00pa3 XKM3HU TMOcCJIe MePEeEHEeCeHHOro 3a-
OoJieBaHus.
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HccnenoBaHue He MMeO CITOHCOPCKOM MOMAEPKKU. ABTOPBI HECYT MOJHYIO OTBETCTBEHHOCTh 32 MPEAOCTaBIEHUE OKOHYATEb-
HOI1 BepCUU PYKOITMCH B Tle4aTh. Bce aBTOpBI MPUHUMAJM y9acTHe B pa3paboTKe KOHUEITLIMU CTaThW U HAITMCaHUK pyKomucH. OKOH-

yatebHasl BepCcHsl pyKOITMCH OblJIa 00OpeHa BCEMU aBTOPAMU.
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