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OT pepakuum

YBarkaemble Konneru, poporune ﬂpySbﬂ!

fl, KaK U MHOTVe 13 Bac, MPVHUMAl0 yyacTue B Mexay-
HapOLHbIX MeAUUMHCKUX (popymaX, MOCBALIEHHbIX AKTY-
anbHbIM Npobnemam negvaTpuu. Pag Takux meponpusaTri
HOCWT TPAZAMLVOHHBIA XapaKTep 1 MeET BeCbMa BbICOKMI
aBTOPUTET Cpean MeAULMHCKON OOLLEeCTBEHHOCTU: AN1A yYa-
CTVA B HAX CMELVanuCTbl NPUE3XKatoT 13 PasHbIX CTPaH Mypa.

OtpagHo, uto B benapycu 1 YkpauHe B nocniefHve rogbl
bopmupytoTCa Takme xe TeHaeHUMn. Kpome TpaanumMoHHbIX
Cbe3foB C OOLINPHON NOBECTKON NPOXoaAT GopyMbl, Ha KO-
TOPbIX NeAMaTPbl PacCMaTPUBAIOT Hanbonee akTyasbHble 1
y3Kre npobnemsbl.

Becbma ycrneluHbiM nNprmepom B YKpavHe s 6bl Ha3Ban
AKafieM1UeCcKyIo LKoY NefmaTpuu, B KOTOPOW MO BO3MOX-
HOCTUN y4yacTBYlO U KOTOPYI MPOBOAUT MOS KOJiiera npo-
¢deccop beketoBa lanuHa BnagumnpoeHa. Monarato, popmat
MepOonpUATAA — KOMNIEKCHOE PaCCMOTPEHUE KIMHUYECKUX
C/lyyaeB, OTKPbITble AWNCKYCCMW, BOBMIEYEHNE ayaUTOpUN B
ZManor — COBPEMEHHBIN 1 MHTepecHbIN. CneunanncTb ¢ 3a-
WHTEPECOBAHHOCTBIO U YAOBONbCTBMEM MPUHUMAIOT B HEM
yyacTue.

CeropHsa, Kak M3BeCTHO, CMCTEMAa 34pPaBOOXPAHEHUA
YKpauHbl NepexnBaeT MacluTabHyo pedbopmy. ITO ClIOKHbIN
1 6onesHeHHbIN Nepuog. Ee utorom fomxkHa ctatb oNTUMM-
3aUMA OKasaHWA MeAULIMHCKON MOMOLLM »KUTENAM CTPaHbI.
Ona peanusaumu 3Trx uenei n 3agad TpebyloTca NoaroTos-
NeHHble 1 06pa30BaHHbIE CNELMANNCTDI, BNAfELne BCeMr
HioaHcaMm npodeccun. B 3Tom cmbiciie maclwtTabHble mepo-
NPUATUA C MeXAYHAPOLHbIM YYacTMEM UFPaloT Kosloccasb-
HY0 ponb — cofieficTBUE B GOPMUPOBaHN 3[0POBOI HALUN.

C yBaxeHuem,

rnaBHbI pegakTop B benapycu
akagemunk HAH benapycn,

[OKTOP MeANLMHCKMX HayK, npodeccop
Cykano AnekcaHnfp Bacnnbesuy
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INUNenTUYECKNN CUHAPOM, NHAYLMPOBAHHbIV
bebpunbHom nHpekuymen (FIRES): onpenenerne,
COBpPeMEHHasA KOHLeNumMaA 3TUonaToreHesa,
KNMHMYeCKaa KapTuHa, anddepeHumanbHas
ONArHOCTUKA, NOAXOAbI K Tepannm

Febrile Infection-Related Epileptic Syndrome (FIRES): Definition,
Modern Concept of Etiopathogenesis, Clinical Presentation,
Differential Diagnosis, Approaches to Therapy

Peslome

B cTaTbe nprBoanTcA 0630p HayYHOW MEAULIMHCKON IMTEPATYPbl, MOCBALLEHHON SNunenTnye-
CKOMY CUHAPOMY, UHAYLUMpPOoBaHHOMY bebpunbHol nHdekumeli (FIRES). B cuny cBoel KnnHuyeckom
KapTuHbl FIRES yacTo BOCNpuHMMAeETCA Kak NposABneHne MHPEKLUMOHHOro MnvM ayToMMMYHHOTO
3ab0neBaHNA CO CXOXKeEl CMMMTOMATMKOW, UYTO KpaliHe 3aTpyAHAET CBOEBPEMEHHYIO MOCTaHOBKY
fAmarHo3a. B ny6bnukaumm ocBeLyaoTcs BONPOChI, CBA3aHHbIE C STMOMATOrEHE30M W KIIMHNYECKMUA
npossneHusmn FIRES, 3HaHVe KOTOPbIX NO3BONSAET NPOBECTY AnddepeHUranbHY0 ANarHOCTUKY U
nopo6paTb ONTMMasbHYIO MAaTOreHeTUYeCKyH Tepanuio.

KnioueBble cnoBa: snuienTVYeCcKW CUHAPOM, WHAYUMPOBAHHbIN debpunbHol WHbeKUumen,
NHTEpPRenKknH 1-f.

Abstract

The article provides an overview of the scientific medical literature on the febrile infection-
related epileptic syndrome (FIRES). Due to its clinical manifestations, FIRES is often perceived as a
manifestation of an infectious or autoimmune disease with similar symptoms, which complicates
timely diagnostics. The authors of the publication highlight the issues related to etiopathogenesis
and clinical manifestations of FIRES, the knowledge of which lets to make differential diagnostics
and select the optimal pathogenetic therapy.

Keywords: febrile infection-related epileptic syndrome, interleukin 1-f.
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OnpepeneHne FIRES

ANWUNenTUYeCKnin CUHAPOM, WMHAYLMPOBaHHbLIN ¢ebpunbHon nHdek-
uven (ot aHrn. Febrile Infection-Related Epilepsy Syndrome - FIRES), aBns-
€TCA pPefKoi, COXHO AMarHOCTUPyeMoi, TPYAHO KypabenbHow snunentu-
yeckoi aHUedanonaTen, NopaxatlLlen NauneHToB AeTCKOro BO3pacTa 1 C
HebnaronpuATHbIM NCxofoM B 6osnblUMHCTBe ciyyaes [1]. BnepBble faHHOe
3aboneBaHVe yNomMrHaeTCA B Hay4yHOW MeAnLMHCKON ny6nmkauum 1961 r.,
NOCBALLEHHON OCTPO BO3HUKLUUM 3HLUedanonatuaM HeACHOTO NPOUCXOX-
OeHua y mnageHues u geten [1]. 3a nocnegHne noneeka NoABUIOCb MHO-
XecTBO onpegeneHnn n TpakToBok FIRES, uyTo 3HaunTenbHO 3aTpygHANo
MeXAYHapoAHble NCCIeAoBaHNA STON PefKoN U KpalHe pa3pyLunTenbHON
dopmbl snmnencun [2]. Ans pelweHna gaHHoro sonpoca B 2018 1. BcemmpHon
NPOTMBO3NUNENTUYECKOW NUrol 6bina co3faHa creymanbHasa pabouasn
rpynna, coctoawas n3 18 sepywwmx snunentonoros mupa [2]. CornacHo
pa3paboTaHHbIM 3TOW MeXAyHapogHoW rpynnoin pekomengaumam, FIRES
ABNIAETCA YACTHbIM CJlyYaem BriepBble BO3HUKLIErO pedpaKTepHOro anu-
nentuyeckoro ctatyca (ot aHrn. New-Onset Refractory Status Epilepticus,
NORSE) [2]. NORSE - 370 KNMHWUYeCKNI CUMATOMOKOMIJIEKC, @ HE AMarHos,
KpUTepuem KoOToporo ABAAETCA pa3BuTme pedpakTepHOro K NpoBOANMON
Tepanuu 3NuIenTUYeCcKoro cTaTyca, 6e3 YeTKo OCTPOW CTPYKTYPHOW, TOK-
CUYECKOW NN MeTabonuuecko NPUYMHbI y NalUeHTa, paHee He CTpaaaB-
LIero anunencuer n He MMeIOLLero Apyroro NpeaLecTByioLero HeBposIoru-
yeckoro 3abonesaHus [2]. Micxoas u3 BbllweckazaHHoro, FIRES - 3To BapmaHT
NORSE, pa3uBwuninca y naumeHTa, B aHamHese y KoToporo 3a 1-14 gHewn go
pa3BuTua 3C 06a3aTeNbHO OblN 3NM30A NIMXOPALKM (MMXOpPaAKa MOXKET Kak
NPUCYTCTBOBATb, TakK M OTCYTCTBOBaTb Ha MOMeHT Havana 3C) [2].

dTtmnonaroreHes FIRES

HeopHOKpaTHbIN NOUCK onpefeneHHOro MHGEKLMOHHOTO areHTa Uin
ayTOMMMYHHOI peaKkLun Kak NpruinHHOro ¢paktopa, No3BonmBLIEro 6bl 06b-
ACHUTb NpoucxoxaeHne 3C 1 nocnepyiollee arpeccnsHoe TeveHune FIRES,
He yBeHuanca ycnexom [1, 3-5]. [uctonornyeckoe nccnenoBaHne TKaHen
rofioBHOro mo3ra fetel, ymepwux scneactane 3C FIRES, He o6Hapyxuno B
6ronTaTax NPU3HaKoB Kakoro-nnb6o NHGEKLMOHHOTO Wi ayTOMMMYHHOMO
npouecca [6, 7]. Ho obpalyaeT Ha ceba BHMMaHMe GaKT, UTo B 6ONbLUMHCTBE
npo6 6biNN NPU3HAKU rMOeNn HEMPOHOB M FNN03a, MaKCUMaJIbHO Bbipa-
MeHHbIX B BMONCUMINHOM MaTepuane, NoflyyeHHOM M3 rMnnoKammna — Yactu
rofIoBHOrO MO3ra, Haubosnee 3a/leCTBOBaHHON B xofe 6one3Hn (no aaH-
HbIM cemuonoruu npuctynos, 33, MPT n MN3T) [6, 7]. HeogHoKpaTHbIe reHe-
TUYeckne uccnepgosaHua y naumnentos ¢ FIRES, HanpaBneHHble Ha mowck
MyTaLU reHOB, OTBEYaloLWMX 3a pa3BuUTMe SMNunenTuiecknx sHuedanona-
TIiA (B 0cO6eHHOCTM MyTaumm reHa SCNTA), He BbIABUAN UCKOMbIX MyTaLuiA
[6, 8, 9].

CornacHo coBpemeHHOW KoHuenuuu 3TronatoreHesa FIRES, paHHbInN
CUHAPOM FABNIAETCA UMMYHHbIM 3a005IeBaHMEM, [IaBHYIO PONb B Pa3BUTUMN
KOTOPOro UrpaeT BOCMaNUTENbHbIN LUUTOKUH MHTEPNENKMH oanH 6eTa (AJ1-
1B) [1, 10]. UN1-13 He ToNbKO aKTMBMPYET peakunm MMMYHHOFO OTBETa, HO
1 OKa3blBaeT cuibHOe Bo3byxJatollee AefNCTBME Ha HeMpOoHbI, obecrneun-
BaA TeM CaMbIM AJINTENIbHOE HaXOXAEHWe HEPBHbIX KNETOK B COCTOAHWUN
BO30y)KaeHNA 6e3 [JOMOSHWTENbHOrO CTMMyna WK3BHe. MakcuMarbHas
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UyBCTBMTENBHOCTb K WJT-1 OTMeuaeTcs y HelpOHOB FMMMOKamna, KoTo-
pblii ABNAETCA CTPYKTYPHON 1 QYHKLUMOHANbHON efuHULER NUMOYecKomn
cucTtembl. Jlumbryeckas cuctemMa BbICTYMaeT B KayecTBe aHannTUYecKkoro
LeHTpa U ABYXCTOPOHHEro KaHana CBA3M MeXAY BbICLIMMU KOPKOBbIMU
LeHTpamMy 1 BereTaTVBHbIMU OTAENaMu FONIOBHOTO Mo3ra, obecrneuymBas
COrnacoBaHHOe [eNcTBMe MNOBEeAEHYECKUX W COMATUYECKUX peakuuin B
OTBET Ha U3MeHeHne romeocTasa. B 2016 r. y naumeHnTos ¢ FIRES 6bino obHa-
py>KeHO OTnnuMe B CTPYKTYpe reHa, Hecyliero nHopmaumio o NpoTnBo-
BOCNANNTENIbHOM LUWTOKUHE — aHTaroHWUCTe peuentopa MHTepnenkunHa-1
(UN-1PA) [11]. B cnyuae, Korga 4YenoBeK C reHeTMYeCKy O6YCNOBNIEHHbIM
AncbanaHcom BOCNaNMTENbHOW M NPOTUBOBOCNANMTENBHOW CUCTEM CTasl-
KMBaeTcA € MHPEKUMOHHbIM 3aboneBaHnem, Bo3byxaeHne numbuueckomn
cuctembl nocpeactsom UJT-1f TepsieT cBoi 3awmTHbIN 3¢ deKT. YpeamepHoe
BO30Y)X[ieHVe KNeTOK rMrnnokKamna HapywaeT 6anaHC MOHOB, U HeMpPOHbI
HauYMHaIOT CMOHTaHHO reHeprpPOoBaTb NaToNornyeckrne paspaabl — pasBrBa-
eTca anunencua. B cuny cBomx GpyHKLMOHaNbHbIX 0CO6EHHOCTEN HENPOH-
Hble Lienun NMMOmnYecKolr CMCTEMbl CTAHOBATCA «/IOBYLLKOW AN NPUCTYNOBY,
rae aneKkTpuyeckne napoKCU3Mbl LIUPKYMPYIOT NO MOPOYHOMY CaMonop-
fepxunsatoLeMyca Kpyry, n passmsaetca 3C.

KnuHnyeckasa kaptuHa FIRES

Mo gaHHbIM nuTepaTypbl, Ha 2016 r. 6b110 onrcaHo okono 100 cnyyaes
FIRES, Ho n3-3a TpygHOCTel B AnarHocTnke naumeHTbl ¢ FIRES yacto npoxo-
[AT NOA MacKol Apyroro 3aboneBaHnA Co CXOXel KNMHUYeCKoM CUMMTOMa-
TUKOW, 1 peanbHan YacToTa BCTPEYaeMOCTN MOXeET 6bITb O OAHOrO Ciyyas
Ha MUAAKOH [1, 12]. JlaHHbIA CMHAPOM Yallle BCTPeYaeTCA y MaslbuyMKoB, YeM
y LEeBOYEK, CEMEMHbIX CJIyYaeB WN PacoBOW NPeAPacrnofoKeHHOCTM He
oTmeueHo [1].

FIRES - 310 3a6oneBaHue, 4jia KOTOPOro XapakTepHO ABe CTagmmn Teve-
HUsA: ocTpan pasza, NpeacTaBnAlLLan cob0l AANTENbHBIN Pe3NCTEHTHBIN 3C,
Mo 3aBepLUeHNN KOTOPOro pa3BMBaEeTCA XpoHuyeckasa gpasa 3abonesaHus, B
KoTopon oTmeyvaeTca OP3, a TakXKe HapyLleHMe KOFTHUTUBHbBIX U MOTOPHbIX
byHKUMI [1, 6]. 3a 1-14 gHen go Hauana ocTpoi ¢asbl y nayuneHTos ¢ FIRES
OTMeYaeTcs 3Nn30f Nnxopagkun (B cpegHem 4 AHs), Npy 3TOM NPUYUHHDBIN
daKkTop NMxopafKM BapbUpPyeT OT OCTPbIX PecnMpaTopHbIX 3aboneBaHun
[0 ractposHTeputos [1]. bonesHb gebioTvpyeT ocTpo, B BrAe GoKanbHbIX
MOTOPHbIX MPMNAAKOB, YaCTOTa KOTOPbIX B TeYeHne CyTOK JTaBUHOO6pasHO
HapacTaer, pa3suBaeTca OC 13 uepeayoLmxca GokanbHbIX MOTOPHbIX NPU-
CTYNoB U GunatepanbHbIX TOHUKO-KIIOHUYECKUX NMPUCTYMNOB ¢ $hoKaNbHbIM
Hauanom [1]. Mo gaHHbIM MKTanbHow 33M, y 6OMbWMHCTBA NaLMEHTOB 30Ha
WHMLMaUMM NPUCTYNoB 6blla BUCOYHOW, NOGHON 1 nobHo-BucouHon [1].
KnuHunuyeckas KapTvHa OnepKynApHbIX NPUCTYNOB (MPUYMOKMBAIOLUX ©
XeBaTeslbHbIX ABMMXeHUI) 1 GOKaNbHbIX MOTOPHbIX NMPUCTYMNOB C Bepcren
rofioBbl 1 rNas, C NoCNefyoLWmnM BOBIEYEHNEM KOHEYHOCTEN, YKa3blBaeT Ha
NPOVCXOXAEHUE SMUENTUYECKMX MAapPOKCM3MOB U3 JTOOHBIX M BUCOYHBIX
goneni mo3ra [1]. ¥ yactu nauveHToB Ha 33 B MOMEHT NpUCTyna obHapy-
XKMBAIOTCA reHepanunsoBaHHble pa3pagbl [1]. B mexnpuctynHom nepuoge
B 060X nonywapuax AOMUHNPYET MefjieHHasA BONHOBAA akTUBHOCTb, UTO
C TOYKU 3peHUus HenpodM3NONOrMN pacLEeHMBAETCA KaK MpU3HaK 3SHLe-
danonatuu [4]. JaHHble MPT ronoBHOro Mo3ra, NolyYeHHble NPUMEPHO Y
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Puc. 1. MPT 'M B nepunopg snunenTtunyeckoro cratyca y nayneHnta c FIRES: B pexxume FLAIR otmevaetca
rMNepuHTEHCUBHbBIN cCUrHan B o6nactu o6omx runnokamnos., Caraballo 2013 [13]

nonosuvHbl NauneHToB ¢ FIRES B nepuop 3C, Takxke yKa3blBaloT Ha BOBieye-
HVie B MaTONOrMYeCcKnin MPoLLecC BUCOYHbIX AONEN, B 0COOEHHOCTM rmmnmno-
Kamna, Kak nokasaHo Ha pwuc. 1 [1,13].

O6ycnosneHHbIN FIRES 9C MoXeT ANMTbCA HECKONBKO Heflesb, a B HeKO-
TopbIX ciyyaax u mecaues [1]. na KkynuposaHma 3C B OCHOBHOM mnpume-
HAETCA BHYTPMBEHHOE BBEAEHNE NPON3BOAHbIX 6apOUTYpOBOI KMCNOTbI —
TioneHTana v neHTobapbutana [1]. WHayumpoBaHHaa 6GapbuTypatamu
Me[MKaMeHTO3HaA KOoMa XapaKTepu3yeTca ocobbiM Npr3Hakom Ha I3 —
deHomeH «BCrbIWwKa — nogasneHue» [1].

B 60nblMHCTBE CriyyaeB B TeueHue nepsbix Hegenb 3C, HeCMOTpsA Ha
JOnonHMUTeNbHoe BBefeHVe B Tepanuio Heckonbkux M3C, nonbiTka npe-
KpaTuUTb BBefEeHMEe BHYTPMBEHHOIO HapKo3a 3akaHuMBaeTcA HeyAayHo —
NPOUCXOANT BO3BPAT NpucTynos [1]. Yem gonblue annuTca pedpakTepHblii
3C, Tem fonblle coXpaHAeTCsA NOTPeOHOCTb B MeAKaMeHTO3HOM Kome [1].
OnuTtenbHoe coueTaHve 3TUX ABYX GaKTOPOB KpaliHe HebnaronpuATHO
CKasblBaeTCcsA B MnocrefylolleM Ha KOTHWTMBHOM cCTaTyce nauueHTta [1].
Mo 3aBepeHun gnutenbHoro OC HaunHaeTcA BTopan ¢asa FIRES, xapakTte-
pusyiowaaca OPD, KOrHUTUBHbIM CHVXKEHMEM, NOBeAEHYeCKUMIN PaccTpoit-
ctBamm [1, 6]. Mpw npoBeaeHUn MPT rofloBHOIo Mo3ra B XpOHUYECKYIo pa3sy
FIRES y 60nbLlWIMHCTBA NaLMEHTOB BO3MOXHO OOHapy»eHWe NPU3HaKoB run-
NMOKaMnasibHOro ckrepo3sa (ropasfo pexe — aTpodUyeckmx N3MeHeHnn B
NOBHbIX, TEMEHHBIX [ONAX U BCEFO rOIOBHOrO MO3ra), Aake Y Tex nauuneH-
TOB, y KOTOpbIX BO BpemMa IC HelnpoBu3yanmsauma He 06HapyXmna Kakux-
nnbo n3meHeHun [6].

B otanume ot MPT, no3WTPOHHO-3MMCCUOHHaA Tomorpadua (M3T)
Mo3BONAET OLEHWUTb HEe CTPYKTYpHble M3MeHeHUsA, a OYHKLMOHaNbHYyo
AKTUBHOCTb TeX WM MHbIX YYacTKOB FONIOBHOTO Mo3ra. Tak, u3 8 peTein B
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xpoHuueckol dase FIRES y 4 6b1n1 n3ameHeHms no gaHHbIM MPT ronoBHoro
Mo3ra [14]. B aToin xe Bbibopke, Mo AaHHbIM 3T, y abcontoTHO Bcex nauu-
€HTOB Obin 06HaPYKeHbl MATONOrMYecKre UIMEHEHNs MeTabon3ma Kopbl
rofIOBHOIO MO3ra, MPenMyLLeCTBEHHO B BUCOYHbIX AONAX C ABYX CTOPOH [14].
M3 BbileyKa3aHHOro ciefyeT, YTo OTCYTCTBME BUAMMbIX MOPGONOrmyecknx
N3MeHeHW No AaHHbIM MPT rooBHOro Mo3ra y nauMeHToB B XPOHUYECKYI0
¢asy FIRES (rmnnokamnanbHOro cknepo3a) BOBCe He O3HayaeT OTCYTCTBUE Y
HMX MNAaTONOrMYeCKMX NPOLECCOB Ha KNIETOYHOM YPOBHe.

B 2011 r. 6610 NPOBEAEHO KPYMHOE MEXAYHapOAHOEe NcCiiefoBaHue,
noceAwWweHHoe aHanu3y 77 KnuHuveckmx cnydaes FIRES, B Tom uucne n
ncxopam 3aboneaHus [6]. B ocTpbiin nepuog netanbHoCcTb coctaBuna 11%
(9 n3 77 naumeHTOB), CPeAHAA MPOAOIKUTENIbHOCTD MeNKaMeHTO3HOMN
KoMbl 6bina 7 fHen (B uccnegyemoii Bbibopke ot 1,5 fo 49 aHei) [6]. Cpean
BbIKUBLUMX 68 MaLMeHTOB 3MWencus passunacb y 66, 13 HUX y 63 6biia
®P3 (93%) [6]. KorHutuBHbIE nocnefcTeus 3C 6binu cnegyrowymm: y 12
(18%) naymeHTOB 6bif HOPManbHbIN YPOBEHDb MHTENEKTa (Kak C Hanmunem
Tpy#HOCTEl B 06yYeHUN U CUHAPOMA HapyLIeHUA BHUMaHUA 1 runeppeak-
TUBHOCTU, Tak 1 6e3 HuX), y 11 (16%) ypoBeHb MHTenNeKTa Obla Ha HUXKHEN
rpaHuue Hopmbl, y 10 (14%) 6bina nerkas yMCTBEHHas OTCTaNnoCTb, y 16
(24%) 6bIna ymepeHHasa yMCTBEHHasA OTCTanocTb, y 8 (12%) BbipakeHHas
YMCTBEHHasA oTcTanocTb, 1 11 nauymeHToB (16%) HaxoQuNMcb B BeretaTms-
HOM cocTosHuN [6] (punc. 2).

CTeneHb BbIPaXXEHHOCTU KOFHWUTWBHbBIX HapYyLeHWA WM 4acToTbl Npwu-
cTynoB 6bina NPAMO NpoNopuUMoHanbHa AnuTenbHOCTN 3C N MeguKameH-
TO3HOWN KOoMbI [6]. laHHOe uccnepnoBaHme elle pa3 06paTuio BHUMaHUE Ha
FIRES kak Ha 3aboneBaHue C BbICOKOI NeTanbHOCTbIO B OCTPbIN NEpro U B
60/IbLIMHCTBE CllyyaeB He6NaronpUATHBIM UCXOAOM B XPOHMYECKON dase.
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Puc. 2. KorHUTUBHDIN CTaTyc y NayMeHTOoB B XpoHuvecKyto ¢pasy FIRES no pesynbratam nccnegoBaHus

Kramer 2011 1. [6]
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OnddepeHumanbHasa guarHoctuka FIRES

Crout otmeTunTb, UTO FIRES AiBNAeTCcA gnMarHo3oMm, KOTOPbIV BblCTaBnA-
€TCA N0 COBOKYMHOCTN aHAaMHECTUYECKNX AAHHbIX M MOCPEeACTBOM UCKITIOYe-
HWA APYrrX HO30/10rMYecKmX GOpPM CO CXOXKeN KNUHMUYECKON KapTuHo [1].
Ha coBpeMeHHOM 3Tane HeT HY OfHOro NabopaTopPHOro UM UHCTPYMEH-
TafIbHOrO MeToAa MCCefoBaHNA, MO3BOAILWENO CO CTOMPOLIEHTHON yBe-
PEHHOCTbIO BbICTaBUTb AlaHHbIN AnarHo3. Heobxoamma gnodepeHumanbHas
OMarHoCTuKa ¢ sHUedpanmTamm NHGEKUMOHHOMO 1 ayTOUMMYHHOTIO reHesa,
a TakXe ¢ AebToM HacneACTBeHHOro 3aboneBaHus [1].

Mpn NHbEKUMOHHOM 3HUedannTe KIMHNYECKas KapTriHa pa3BuBaeTca
MOCTENEHHO, NPUCYTCTBYIOT WHKYBGALMOHHBIA U NPOAPOManbHbIA nepu-
0fbl, XapaKTePHO Hamume OCTPbIX BOCNANIUTENbHBIX U3MEHEHWNI B KPOBU 1
NMKBOpe (CepO3HbIN MW FTHONHBIN SHUedanmnT), NONoXUTENbHAA ANHaMMKa
npu NPUMEHEHNN STUOTPOMHON MeLMKAMEHTO3HOWN Tepanun (NPOTUBOBU-
pYCHble, aHTUOMOTVKM U T. [1.), @ TaKXKE MONOXKUTENbHbIE Pe3ynbTaTbl BUPY-
COJIOrMYECKOro U 6aKTeEPMONOrMYecKx METOLOB NccnegoBaHms [1, 151.

AyTOVMMYHHbIN 3HUedanuT B 6OMbLWINHCTBE CrlyYaeB ABAAETCA Npu-
3HaKOM MapaHeonnacTMYeckoro npouecca M pasBMBaETCA MO MPUYUHE
BbIPabOTKM OMYXONEBbIMM KNeTKaMy aHTUTEN K CTPYKTYypaMm HelpoHa: AT K
NOBEPXHOCTHbIM aHTUreHam, AT K CUHaNTUYeCKNM aHTUreHam n AT K BHy-
TPUKNETOYHbIM aHTUreHam. B cnyyae ayTOMMMYHHOro nopakeHusa rosos-
HOro MoO3ra nCuxuaTpuyeckme pPaccTponCTBa OOMUHUPYIOT Haf HeBPO-
JIOTMYEeCKO CUMMNTOMATUKOW, 3aboneBaHne pa3BMBaAETCA MOCTeNeHHo [1,
16]. Kpome ncnxmatpuyecknx HapyweHUn, y naymeHToB C ayTOMMMYHHbIM
SHUepanMTOM 0TMEYaITCA: PaCCTPOMCTBO CHa — 6@CCOHHMLA, NapacoOMHUK,
ypesmepHas COHMBOCTb; INUAENCMA — NOAMMOPHbIE NPUNAAKNA U Cyao-
POXHbIe CTaTyCbl; aBTOHOMHas BereTaTMBHas AM3perynsauus — npogysHoe
NoToOTAEeNeHne, T’MNepTeH3ns, TaXMKapaua, HapyLweHna AblXaHusa; aBura-
TeNlbHble HapyLeHUA — aTakcus, AUCTOHMWSA, MUOKIIOHYC, opodalmnanbHas
OVCKMHe3us; nopaxeHne AyspbaxoBa crineTeHusa — avapes, KOHCTMNnaums,
nape3 KuweyHuka [17]. CraTyc anunenTmyecknx NpuUCTyrnoB MOXeT pas-
BUTbCA Yy naumeHToB ¢ NDMA, GABAa n AMPA sHuedanutom. Knrouesbim
baKTOpOM, MO3BONAIOLLMM NPABUIBHO BbICTaBUTb iMArHo3, ABNAETCA OOHa-
py>KeHue cneyndryecknx aHTMTen B Kposu 1 nuksope — anti-NDMA, anti-
GABAa n anti-AMPA. Cpean HenapaHeon1acTUYeCcKmx ay TOMMMYHHbIX SHLe-
dannToB 3C MoXeT oTMeuaTbcA Npu 6onesHn XawmmoTo [17]. Mpwn ayTonm-
MyHHOM 3HLUedpanunTe XalMMOTO B KPOBM OOHAPYKUBAETCA BbICOKUI TUTP
AT K TMpeonepokcuaase 1 Tupeornobynuxy [1, 16, 18]. MNMpu oTcyTcTBUN
TEXHUYECKOW BO3MOXXHOCTM MPOBECTM MMMYHOJNIOTMYECKOe nccieoBaHne
KOCBEHHO MOXHO MPefnonoXnTb ayTOMMMYHHbIA reHe3 sHuedanuta no
NONOXNTENbHONW peakuun Ha npumeHeHune MKC, nMmyHornobynmnHa yeno-
BeKa, UMTOCTaTMKOB M Nna3madepesa [1, 16, 18].

EcTb pefikve reHeTuYeckne 3aboneBaHus, O4HUM U3 KIUHNUYECKKX NPO-
asneHnn kotopbix asnaetca IC, cxoxunin ¢ 3C npwu FIRES: cuHgpombl [pasa
n Anbnepca - XyTttennoxepa [1, 8]. Cunapom [1paB3 — 310 anunenTnyeckas
SHUedanonatuna, obycnosneHHasa myTauuein reHa SCN1A, Kogupytoulero
anbda-1 cybbenmHMLy HaTpueBbix KaHanoB [19]. Y nauueHToB, cTpagato-
Wwmnx cuHgpomom [pass, fo pa3sutua IC nmeeTca NpemopOuaHbiin GoH:
yacTble anbTepHUpPYIOLIME TeMUKOHBYNIbCMBHbIE MPUCTYMbI, debpunbHble
NPUCTYMbl, MUOKIOHNY, a TaKXKe HapyLleHWEe KOTHUTMBHOIO U MOTOPHOIO
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pa3suTna [19]. CuHgpom Anbnepca — XyTTeHoxepa — 3TO Nporpeccupyo-
Liee HepoaereHepaTuBHoe 3aboneBaHe, B OCHOBE KOTOPOIO NEXUT reHe-
Tnyeckuii aedekT reHa POGL, KogupytoLlero Katanutuueckyio cyoberHuuy
ramma nonumepasbl — ¢epmeHTa, HeO6XOANMOro ANA penanKauum MUTo-
xoHapuanbHon AHK [20]. KnnHnyeckn cuHapom Anbnepca — XyTTeHnoxepa
NpoABAAeTCA B paHHEM JeTCKOM BO3pacTe Tpuafo: papmakopesncTeHTHasA
anunencus, perpecc NCUMXOMOTOPHOrO PasBUTUA U MEeYeHOUYHasA HepocTa-
TouHOCTb [20]. OLHOBPEMEHHO C NOCTEMEHHO HapacTalollen NeYeHOUYHON
HelOCTaTOYHOCTbIO MPOVCXOAUT AEOIOT INUENCUN B BUAE MONIMMOPOHbBIX
¢doKanbHbIX NPUCTYNOB Y MUOKJIOHWUIA, pa3BuTMe Xe pe3ncteHTHoro 3C
doKanbHbIX NPUCTYNOB NPUBOANT K CMepTX NauueHTa (Ha MPT ronosHoro
MO3ra pe3Ko HapacTaeT aTpodus) [20].

MexpyHapopHbiii onbiT neyeHns FIRES. B cBA3v c HeadppeKTMBHOCTbIO
Knaccnyeckon mefmkameHTo3Hon Tepanum pesucteHTHoro 3C npu FIRES
CTanun BeCbMa akTyasbHbIMU MOUCK N NPUMEHEHNE anbTePHATUBHbIX METO-
[OB NIeUeHUn 3TOW paspyLwnTenbHol 3HUedpanonatnu. Mcxoas ns nMmyHo-
NaTonornyeckom KoHUenummn sTmonaToreHe3a faHHoro 3abonesaHus, cpea-
CTBOM Bblbopa ABnseTcA KetoreHHaa aveta (KAO) [1, 12, 21-24]. KeToreHHan
AveTa npeactaBnaet cobon neyebHoe nuTaHne, 6oraToe Knpamu, C MUHW-
ManbHO HEOOXOAVMBIM A POCTa U Pa3BUTUA KONMYecTBOM 6enka u pes-
KUM OrpaHuuyeHuem notpebneHuvs yrneBofoB [25]. M3meHeHUs B o6meHe
BELIEeCTB Ha GOHE KETOreHHOro pauvoHa akTMBMPYIOT TOpMo3Hble TAMK-
3aBUCKMbIE U MHIMOMPYIOT BOJIbTaX-3aBNCUMble HaTpMeBbIe U KanbLeBble
KaHasnbl, TeM CaMblM UMWUTAPYA MeXaHW3M OelCTBUA GONbLUMHCTBA NPOTU-
BOCYAOPOXHbIX NeKkapcTBeHHbIX cpeActB [25-30]. Takxke K[ aktmsupyet
SHAOreHHble NPOTMBOCYAOPOXKHbIE MEXaHU3MbI: MOCPEACTBOM BIVAHUA Ha
MeZIeHHble ABYNOPOBbIE KanneBble KaHasbl yTeukn n AQT-4yyBCTBUTENbHbIE
KanveBble KaHasbl pa3BMBAETCA 3alUTHAA runepnonapusayma [25, 31-34].
Kpome npotmBocygopoxHoro genctsua y K[ nmeeTca npoTnBoBoCcnanu-
TenbHbIN 3G PeKT, AoKa3aHHbIV Ha aHMaNbHbIX MOAENAX: KeTOreHHOoe NuTa-
HVie NPUBOAUT K JOCTOBEPHOMY CHIXKeHMIo UJT-1(3, a TakKe K yMeHbLUeHWIo
NPOAOMKUTENBHOCTM U BblPaXXeHHOCTU IMXOPAAKN Y KPbIC HA KETOFeHHOM
NMUTaHWK, B CPAaBHEHWM C KPblCamu, MOJTyYaloLWUmMy 06bIUHbIA paumroH [35].
Hanbonee pacnpoctpaHeHHbiM BapuaHTtom K[ senaetcsa KO 3:1, roe coot-
HOLUEHNe MacChl KMPOB K Macce JpYrux HyTpumeHToB coctaBnseT 3:1, To
ecTb Ha 3 rpamma XupoB npuxoamtca 1 rpamm 6enkos u yrnesonos [36,
37]. B 2010 r. 6bin NpoaHan“3npoBaH HaKONMBLUMIACA 3a 12 neT MexayHa-
poaHbIn onbIT NnpumeHenna K[ ana KynupoBaHua peppaktepHoro 3C, 06y-
cnosneHHoro FIRES [24]. Ha 2010 r. nccnegyemas BblbopKa cocTaBuiia BCEro
9 peten [24]. Mocne nHuumaumn K[ 3a nepuog ot ABYX A0 YeTbipex gHeny 7
13 9 nauyneHToB anuTenbHbIn IC 3aKkoHuUunca [24]. B nocnepytowiem 3a 24-48
Yyacos nocse KynuposaHuA 3C nauneHTbl NPULLAK B CO3HAHME U B TeYeHune
HeCKOMNbKUX HefleNb NOCTENEeHHO BOCCTAHOBUIIN KOTHUTUBHbIE 1 MOTOPHbIE
dyHKUMM (B pa3HOW cTeneHu, B 3aB1cMmocTy oT gnutenbHocty 3C) [24].

B 6onbLWMHCTBE ClyyaeB naumeHTbl B ocTpyto dasy FIRES ex juvantibus
nonyyanu Tepanuio, Hanpas/IeHHY Ha JleyeHne ayTOMMMYHHOIO 3HLe-
dannTa, He okasasLwyto oueBmaHoro 3ddekta: NKC, BBUI 1 nnasmadepes
(Tepanua nepsoi nuHKK) [1]. B MMpoBoOIt NpakTHKe eCTb eANHNYHbIE ClyYan
ycnewHoro npumeHeHua B nepuof 3C npu FIRES npenapatos ana uMmyHo-
CYNpeccMBHOW Tepanuy BTOPON IMHUW, OKa3blBAKOWMX LIMTOTOKCMYECKMNI
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3dpeKT: unToCcTaTNKoB (LMKNnodochammng 1 TaKPONMMYC) 1 MOHOKJTOHaNb-
HbIX aHTUTEN (PUTYKCKMab, aHaknHpa) [1, 38, 39]. MpenapaTbl BTOPOA NMHWK
oKa3anv TepanesTryeckunii 3odeKT Tam, rae He 6bino adpdekTa NpumeHeHUs
nepso nuHuM Tepanuun [1, 38, 39]. 3To 0OBACHAETCA TeM GpaKTOM, YTo, B
oTAMuMe OT MpenapaToB NepBON NMHUK, Tepanua BTOPON NNHUWN Hanpas-
NeHa Ha 60pb0Oy He C aHTUTenamu, a C NONYNAUMAMU KNETOK, yrHeTas NMmy-
HUTET 1 TEM CaMblM CHVXasa npopykuuio UI-13. B 2016 r. ony6nnkosaH
€VHCTBEHHDBIV HA HacTosLLee Bpemsa Cllyyail KynmpoBaHusa y pebeHka 3C
npu FIRES ¢ nomoLLblo FreHHO-MHXEeHePHOro aHanora aHTaroHWUCTa pewen-
Topa W/-13 — AHakuHpbI [39].

MoTeHuManbHO 3¢ PeKTUBHBIM CUMTAETCA NPUMeHeHVe B ocTpyto dasy
FIRES kaHHabuanona — oanH u3 ankanongos Cannabis sativa [1, 40]. B HacTo-
Alllee Bpema B MUPOBOWN NpPaKTUKe eCcTb eAUHWYHbIA Cily4dal yCrnewHoro
npumeHeHuUa KaHHabuanona B nepuog 3C npw FIRES [40]. K coxaneHuio,
«YUCTOTa IKCMEPUMEHTa» BbI3bIBAET COMHEHNSA, TakK KaK KaHHabuguon npw-
MeHsAncs coemectHo ¢ KA [40]. Kpome K[, KaHHabuamona n uMToTokcuue-
CKOM MMMYHOCYNPECCUBHON Tepanunu, B HAayYHOWN nuTepaType NpuBoaAaTca
eVHNYHbIE ClyYaun yCnewHoro nprmMeHeHus B octpyto ¢asy FIRES keta-
MUWHa, MMJOKaNHA B COYETAHUN C CEPHOKNCNON MarHe3nen, rmnotepMmmn n
3neKTpoCcyfopoxHoN Tepanuu [1, 41-44]. CToUT OTMETUTb, YTO NPUMeEHe-
HMe JaHHbIX HETPAAMLMOHHbIX MeTofoB KynupoBaHua 3C npu FIRES Bosce
He OTMeHsAeT MoTpebHOCTb MauveHTa B 6a3nCHOW MPOTUBOCYHOPOXKHOM
Tepanuu: Haunyywmmn M3C cuntatotca deHobapbuTtan (B oUeHb BbICOKOW
no3e, >10 mr/kr), nesetmpauntam (B gose 50-60 mr/Kr), nakocamug, u Banb-
npoatbl [1, 12]. K HacToALeMy BpeMeHN CUCTEMHbIV aHaIn3 Pa3pO3HEHHbIX
MeXAyHapOAHbIX AaHHbIX KacaTenbHo Tepanun OPD B XpoHMYecKyto pasy
FIRES He npoBogmncsa [1]. B Tom He6onbLwoM uncne nmerwmxcs nybnmka-
uuiA anunencus B XpoHundeckyto ¢asy FIRES onncbiBaeTcA Kak TpygHOKypa-
6enbHanA anunencus, NpoasnAWanca GoKarbHbIMU MOTOPHLIMU NPUCTY-
namu c 6bICTPON TeHAEHUMEN K reHepanu3aunm 1 ctaTycHomy TeueHuto [1].
Hanbonee cnnbHoe NpoOTVBOCYAOPOXKHOE AECTBME B XPOHUYeCKylo dpasy
FIRES okasbiBatoT K[ 1 kaHHabuguon [1, 40]. Cpeam M3C npepnouteHne
oTpaeTca cunbHogencTeyowmm FTAMKeprnyeckum nekapcTBeHHbIM cpe-
cTBaM — peHobapbuTany n knobasaHy, B HEKOTOPbIX Ciydasx Obin 3bdeKT ot
npUMeHeHnA neBeTpaLieTaMma, BanbnpoaTos, TonmpamaTta, 1amoTpuaxmnHa
n ¢eHnTomHa [11.

Bblwen3noxeHHble JaHHble KacaTeSlbHO COBPEMEHHbIX MOAXOA0B K Ana-
rHocTuke n neveHuio FIRES Kak B oCcTpyto, Tak U XpOHMYeCKyto $asbl Halnm
CBOE MpaKTUYeckoe npumeHeHue n B Pecnybnuke Benapycb. B paHHoe
BpeMs Mof HalwyM HabniogeHnemM HaxoAsaTCs TPOoe NaLlMeHTOB AeTCKOro
Bo3pacTa ¢ FIRES, nonyyatowmx ¢ npoTMBOCYAOPOKHOW Liefbio KETOreHHYyo
avety. [iBoe manbumkoB ¢ FIRES B xpoHunueckyto dpasy (naumeHTbl N2 11 Ne 2),
KOTOPbIM AnarHo3 6bin BbICTaB/ieH aHaMHeCTMYecku, 1 aeoudka ¢ FIRES B
ocTpyto dpasy (nauymeHT NO 3), KOTOpOW AnarHo3 Gbin BbICTaB/IEH MO Pe3yrb-
TaTam aHaMHe3a, 06CcnefoBaHNIA U pe3ynbTaToB fleueHs B neprog pedpak-
TepHoro OC. B TeueHue ropa cobniogeHna K y naymeHta N2 1 OCTUIHYTO
3HauMTeNIbHOE YNyYLleHe KOHTPONA Hag NpunagKkaMm: CHUXXEHMe YacToTbl
NPUCTYNOB 1 CYAOPOXHbIX CTaTycOB Ha 75%, a TakXe ynyJlleHne nosege-
HMA. Y naumenTa N2 2 3a 3 mMecALa KeTOreHHOW Tepanuny OTMeYaeTCa CHU-
XKEHWe YacToTbl NPUCTYNOB Ha 35% u 3C Ha 60%. MaymneHTke N 3 K[ 6bina
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nprvmMeHeHa B neprop pedpaktepHoro IC B cuny oTcyTCTBUA 3PHEKTUBHO-
cTn oT coyeTaHua Tpex M3C. Ha ¢poHe K[ (uepe3 HazoracTpanbHbI 30HA)
6b1n1 ycnewHo KynvpoBaH 3C, NpekpalleHa MearKaMeHTO3Has KoMa, Bro-
CNefCTBUM CYAOPOXKHbIE MPUCTYMbl He BO30OHOBAANWCH. Ha doHe neveHus
OTMeYeHO MOCTENEHHOe BOCCTAHOBMIEHME KOTHWUTMBHbBIX WM ABUraTesibHbIX
byHKUMIA, NaumeHTKa 6bina BbiNMcaHa Ha ambynaTopHbIi 3Tan. B TeueHune
5 mecAueB HabnogeHVA 3a NauMeHTKOM C MOMEeHTa Hayana KeToreHHoro
neyeHVs KOPPEKLMU [103bl MeAVKaMEHTO3HOW NMPOTMBOCYLOPOXKHON Tepa-
Ny B MyaHe MOBbIWEHNUA [03bl MPOTUBOCYAOPOXHbBIX He MOHAZ06UNOCh.
Kl nepeHocrnach XopoLUo, 3a Nepuoa neyeHns y naLMeHToB He BO3HUKIO
cuTyaumia, ceAsaHHbIx ¢ K1, notpeboBaBLimx 6bl NpekpalueHns gnetotepa-
Ny 3NUAENCUX AV SONMOAHUTENBHOFO MEAULIMHCKOTO BMELLaTeNbCTBa.

B 3AKJ/TIIOYEHUE

3aBepLuas faHHbIi 0630p HayYHOW NUTepaTypbl, NOCBALLEHHbIN BONPO-
cam 3TuonartoreHesa, AnddepeHUranbHOW AWATHOCTUKK, KIUHUYECKAM
NPOABNEHMAM W aKTyanbHbiM nogxogam K tepanuu FIRES, moxHo caenatb
BbIBOZ O HEOOXOAVMOCTU BbICOKOWN AMArHOCTUYECKOW HAaCTOPOXEHHOCTU Y
neanaTpoB, UHGEKLMOHNCTOB 1 HEBPONOrOB Ha NpeamMeT pedpakTepHOro
3C, obycnosneHHoro FIRES. Befib TONbKO FPaMOTHO COBpPaHHbIN aHamMHe3
XM3HW 1 6ONe3HN NauMeHTa BKyne C NabopaTopHbIMY UCCIEAOBaHUAMY 1
WHCTPYMEHTAsIbHbIMM 06CNeAOBaHNAMM, BbIMOSHEHHBIMUA B MOJIHOM 06b-
eme, No3BONAT NpoBecTn AndpdepeHUManbHyO ANArHOCTUKY C MHbeKLU-
OHHbIMU1, aYTOMMMYHHbBIMW U FeHETUYECKNMMN 3ab0NeBaHNAMMN CO CXOXKeN
KINUHNYECKON KapTUHOW. U, Kak CBMAEeTeNnbCTBYeT MeXAYHAPOAHbIN OMbIT
neyeHVA 3TON KpaiiHe pa3pywmTenbHoi GopMbl SNUNENcUmM AeTCKOro Bo3-
pacTa, CBOeBPEMEHHO BbICTaBNEHHbIN AMArHO3 ABMAETCA KITIOYOM K Npume-
HeHwuio K[l - naTtoreHeTnYeckon, 1, Kak cnefcTeue, Hambonee 3bpPpeKTMBHON
Tepanuu B ocTpyto pasy FIRES.
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