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CuHppom MNineHa—Bbappe Kak mexgucuuniMHapHasi npobnema

. B. Cutkanu, O. B. Konokosnos

CuHapom MuineHa—Bappe (CIB) (Guillain—Barré syndrome, GBS) oTHOCST K peikuM (opdhaHHbIM) 3a60/1eBaHUSIM.
ExxerogHo B cpenHem B Mupe peructpupytot 0,81-1,89 cnyyasa Ha 100 000 HaceneHusi. B pa3nnyHbix pernoHax Haweiw
nnaHeTbl 3a6oneBaeMocTb BapbupyeT, cocTasnsis ot 0,4 x 10~ (8 Bpasunuu) 0o 2,5 x 10~° (B Baxrnaaew) [1-3].

My umHbl 3ab60neBatoT Halle (COOTHOWEHMNE MYXUMH U XeEHWWH cocTasnsieT 1,78). Cpean neteit peructpupytot 0,34—1,34
cnyyas CI'b Ha 100 000 HaceneHns B rod. ToyHasa ctaTncTvka B oTHoweHun anugemmonorun CI'B B poccuiickon
nonynsaummn otcytcteyeT. Mo ceepeHunsam H. A. CynoHeBoit 1 coaBT., B pa3nnyHbix permoHax Pd 3abonesaemoctb CIB
konebnetcs o1 0,34 x 1072 0o 2,5 x 10~ [4]. 3a cpenHwnii nokasaTenb 6binv B3AThl JaHHble No dpocnaeckoii obnacTtu (1,8
x 107°), TaK KaKk OCHOBHbIE JeMorpagomyeckume CBeeHUs B 9TOM pPernmoHe COOTBETCTBYIOT cpedHuM no Poccum [5].

Bynyun opdpanHbiM, CI'B B TO e BpeMs siBnseT coboii Hanbonee 4acTyio NPUYMHY OCTPO Pa3BMBAIOWUXCS
nepugoepuyeckux napanmyenn, Hepeoko yrpoxarwmx Xn3Hy naumeHTos. Mo gaHHbIM BO3, naxe npu ycnosum
agekBaTHoro nevenus, 3-5% nauveHTtos ¢ CI'b ymmpatoT ns-3a passutusi napanuya abixaTenbHblX MbiwL, TPOM603aMb0 MK
NEeroyHon apTepun M OCTaHOBKM cepaLa.

Mockonbky M3 P® odpmumansHo Bkntoumno CIb B nepeyeHb peakux (opgoaHHbIx) 3abonesaHuii [6], B cootBeTcTBUM M. 10
yactu 1 ctatbu 16 depepanbHoro 3akoHa Poccuiickoin Depepaunm «O6 oxpaHe 300poBbs rpaxaaH B Poccuiickoi
depepaunmn» o7 21.11.2011 Ne 323-D 3, «opraHusauusi obecneveHuns rpaxaaH nekapcTBEHHbIMW NpenapaTtamu 1
cneunanuanpoBaHHbIMM NPOLYKTaMM NeYebHOro NMTaHns ons nedenuns...» [CIb] «...0THOCUTCS K MOHOMOYMSIM OpPraHoB
rocyLapcTBeHHOM Bnactu cybbektoB Poccuiickoin denepaunm B cgoepe oxpaHbl 340poBbs» [7].

Ha Haw B3rnsg, ocobeHHocTsMU, oTanyatowmmn CIB oT apyrux opdoaHHbix 3abonesaHuii, sBnstoTcs: 1) ocTpoe pa3sutume
K/IMHWYECKMX CUMIMTOMOB U NPU3HAKOB 60/1e3HM; 2) OTHOCUTENBHO NPOCTast U JOCTYNHAS AMArHOCTMKA C HANMYNEM YETKUX
KpuTepues; 3) BO3MOXHOCTb U JOCTYNHOCTb NPOBEAEHNS 3D EKTUBHOIO NEYEHUS, UMEIOLLEro BbICOKUIA YPOBEHb
nokasarenbHocTu. Bot nouemy uHcpopmaumsi o CI'b gonxHa 6biTb U3BECTHA KaXA0OMY MEANLMHCKOMY PaboTHUKY.

CornacHo coBpeMeHHbIM NpenctaeneHusmM, CI'b — He 4To UHoe, Kak ocTpas UMMYHHO-OMOCPELOBAHHAS MONMHEBPONATMWSI,
xapakTepuaytowas 6bICTPO NPOrpeccupyoWwmnM TeYeHNEM, KIMHUYECKN NPOSIBAOWAsACS pasBMTUEM Nepudepnyeckoro
TeTpanapesa. B nutepaType ynomsiHyTbl 1 apyrve HaseaHus CI'b, Takue Kak «ocTpas ayToMMMyHHast
nonMpaankynoHeBponaTusi», «ocTpas nauonaTtmyeckas noavHEBPONaTus ».

Mepsble onucarua CI'b BcTpeyatoTcs B MeaMLMHCKOM nuTepaType HadymHas ¢ 30-x rogos XIX seka. Theophilius Lobb,
James Wardrop, Auguste Francois Chomel, Robert Graves, Charles-Prosper Ollivier d’Angers, Louis Dumenil, William
Barnett Warrington n apyrue onuceiBanu oTaenbHbie ClyyYan OCTPO PasBUBLLErOCs PaankynoHEBPUTA, KNIMHUYeckas
KapTWHa KOTOPOro xapakTepma3oBanacb NPENMYLLECTBEHHO OBUraTeNlbHbIMW HapYLWEHNAMU, a NP aHann3e
uepebpocnuHanbHoi xunakoctn (LLCXK) nauneHTos 6bina 0b6HapyxeHa BblpaxeHHas 6enKoBO-KNeToYHas Auccoumnaums.
ABTOpbI 06paTnM BHUMaHNe Ha MoHoPa3Hoe TeyeHne 3abonesaHus, Hepenko obpaTmumMoe — C BOCCTaHOBNEHNEM
yTpayeHHbIx doyHkuUmiA. B 1859 r. dopaHuyackuii Heponor Jean Baptiste Octave Landry de Thézillat ony6nvkosan ctatbto
«Note sur la paralysie ascendante aigué» («ObpaTute BH/MaHVe Ha OCTPbIA BOCXOAAWMIA Napanuny»), B KOTOPO 6biin
npencTaBneHbl cBeaeHns o 5 HabnaeHNsx, onncaHne KoTopbix Hanbonee COOTBETCTBYET COBPEMEHHbIM
npeacTaenexmsim o CI'B [8]. B 1916 r. G. Guillain, J. Barre n A. Strohl getansHo onucanu doeHoTun 60ne3Hn 1 NpuBenm
IaHHble nccnepoBarus LICXK. ABTopbl NPeanonoXunu MHEKUMOHHbIN reHe3 3abonesaHus [9].

Jonroe Bpems cuntanoch, 4to ans CI'b xapakTepHO NMEHHO AeMUenvHU3npyoLee nopaxeHne nepugoepuyeckoi
HEepBHOW CUCTEMbI (OTCO4a OAUH U3 ero CUHOHNMOB — «OCTpas BOCnanuTenbHas AeMuenmHn3npytowas
nonupagaukynoHesponatus, OBAM»), onHako B nocnenHee BpeMs Obi0 L0KA3aHO, YTO B YACTM CllyyaeB BO3HMKAET
nopaxeHue BOBCE HE MUENHOBO 060N0YKM, a aKCOHOB NEPUEPUYECKUX HEPBOB (aKCOHaMbHbIA BapuaHT). Takum
06pa3zom, CI'Bb 06beanHseT peHoTUNNYECKM NOAMMOPGOHbIE MMMYHOOMOCPEA0BAHHbIE AEMUENNHA3UPYOWME 1
aKkcoHanbHble (OOPMbl MONNHEBPONATUIA C NUMAOLIMTAPHON 1 MaKkpodbaranbHoOn NHAUNbTPaLNeR SHOOHEBPUS C
OTNOXEeHneM nMMyHor nobynuHa knacca M n komnnemeHnTa [10].

R. A. Hughes n D. R. Cornblath B 2005 r. npeanoXunu BblAENATb TPU OCHOBHblE KNnHMYeckme goopmbl CIB: 1) ocTpyto
BOCNANMTENbHYIO AeMUennHM3upyoLlyto nonuHesponaTtuio — OB (70—80% cny4yaes); 2) OCTPYO MOTOPHYIO
akcoHanbHyto Hesponatnio — OMAH (10—15% cnyyaeB); 3) OCTPYIO MOTOPHO-CEHCOPHYIO akCOHabHY HEBPOMATUIO —
OMCAH (mo 5%) [11]. B HacTosllee BpeMs Takasi cuctematusaums sensietcs obwenpuxsatoin. Jpyrve gpopmbl CIB
(napannernyeckuii BapuaHT, atakTnyeckas goopma, cuHapom Munnepa—®uwepa, octpas naHAN3aBTOHOMMS, DapPUHIo-
uepBuko-bpaxunanbHas dopma, CTBOMOBOI aHUedannT brukepcTtadoda n op.) BCTpevaloTcs KpaiiHe pefko, MeHee YeM B
1% cnyyvaes [1, 12].

B 2015r. cpenn yxe n3BeCTHblX akCoOHa/lbHbIX N AEMUENNHNINPYIOWNX HeBpOﬂaTVIVI 6bin0 npenno>XeHo BblaeNnnTb



oTAenbHylo rpynny — «Hogonatuu». K oCTpbIM OM3UMMYHHbIM 4EMUENMHU3MPYIOWMM npegnaratoT oTHocuTe OBIN n
BWY-accounmposanHbii CI'B, K XpOHUYECKMM — XPOHNYECKYIO BOCMANNTENbHYIO AEMUENTMHN3MPYIOWYIO NONMHEBPONATUIO
(XBLOIM), MynbTUgooKanbHY0 NPUOBPETEHHYIO AEMUENTUHUINPYIOLLYIO CEHCOPHO-MOTOPHYIO HeBponaTuto (MADSAM) n
napanpoTtenHemmnyeckme Hesponatum. K ocTpbiM AN3MMMYHHbIM akcoHanbHbiM — OMAH/OMCAH, napaHeonnactunyeckue
1 BaCKynnT-aCCoLMMPOBaHHbIE HEBPONATMUN, K XPOHNYECKMM — napanpoTenHemmnyeckne Hesponatum. OCTpbiMm
OM3UMMYHHbLIMK HogonaTuaMu npegnaratoT cuntate OMAH/OMCAH ¢ 6nokamn npoeepeHus, cuHapom Munnepa duwepa,
hapuHro-uepsuko-bpaxmanbHyto gpopmy CI'b, xpoHudeckumn — XBAM ¢ aHTUTENAMM K HelpodhacumHy 155,

My b TudpoKanbHyto MoTopHyto HesponaTtuto (MMH) 1 CANOMAD cuHapom [13].

dTtnonorua u natoreHes

N3BeCTHO, 4TO B 6ONBLWMNHCTBE CNyYaeB PasBMTUIO HEBpPoONornyeckoro fnecpuumta npy CIrb npepwectsyoT
MHEKLMOHHbIE 3ab6oneBaHus, Hambonee 4acTo — 3TO OCTpas pecnmpaTtopHas BupycHas uHgpekumns (OPBUN) nnn
ractpoaHTepmT. OKONOo TpeTn cnyyaes passBmBatoTCs Ha POHE NONHOMo 340p0Bba [12, 14].

MprymnHbl BO3HUKHOBEHUSt CI'B 0kOHYaTENbHO HE M3YYeHbl, B KAYECTBE KaHAMAATOB B BO3OYAUTENN B HACTOSILEE BPEMS
paccmaTpuBsatoT Lenblii pag naTtoreHHbIX MuKpoopraHuamos: Campylobacter jejuni, Mycoplasma pneumoniae, Haemophilus
influenzae (Tun b), umTomeranosmpyc, supyc 3nwTeriHa—bapp, sHTeposupyc, Bupyc renatuta E, supyc 3nka. Onncatsl
cnyyau, korga CI'b MoxHo 6bino cuntatb nposisneHnem BUY-undbekuum [15].

Campylobacter jejuni ssnsetcs npuumnHoin CI'B npumepHo y TpeTn nauneHToB. MonekynsipHas MUMUKPUS MeXAY raHr no-
3ngamm n nunocaxapugamm (GM1, GM1b, GD1a, GQ1b, GaINAc-GD1a) cnocobcTByeT BbipaboTke aHTUraHr IMO3naHbIX
aHTUTen. Bbicokme TUTPbl aHTUraHr IMO3MAHBIX aHTUTEN (MMMYHOrNoBynuHOB, Ig) knaccoB M, G 1 A BbiSBAStOTCS B
cbiBopoTke KpoBu y 40% 6onbHbix ¢ CI'B [16].

Ha caitte BO3 BbipaxeHa 03ab04eHHOCTb B CBA3W € TeM, 4To CI'B MoxeT ObiTb BbI3BaH PasnnyHbIMKU MHADEKLUAMA, B
4aCTHOCTU — [AEHre 1 YMKYHryHbsl. B nocneaHue roabl, no gaHHeM BO3, B Bpasnnuu, Konymbumn, Canbsanope, CypuHame
n BeHecyane 3apernctprnpoBaHo yBenuyeHve yucna cnydaes CI'b, accoummpoBaHHoro ¢ supycom 3uka. MNpu
pPeTpOCNeKTUBHOM aHanM3e 0Kasanoch, YTO BO BPEMS BCMbIWKM MHPeKLUW, Bbi3BaHHON BMpycoM 3uka B 2013—2014 rr. Bo
dpaHuyackoli MonnHeauw, y 42 naumeHToB, 3aboneswux ¢ CI'b, okaszanucb NONOXUTENbHBIMA TECTHI
CepoHenTpannsaunm Ha AeHre n UHPEKLUMIO, Bbi3BaHHYO BMPYcoM 3uka. B HacToswee BpeMs NpoBOAsATCS NCCNenoBaHms,
HeobxoaouMble ONs onpefeneHns NPUYnHLL, aKTOPOB pMUCcKa U NOCNeacTBUiA aTux cobbiTuii [17].

OkcnepTbl BO3 pekomeHaytoT: 1) obyyatb MEANUMHCKMX pabBOTHUKOB pacno3HaBaHmio, 06¢cnesoBaHu 1 BEAEHWIO
naumeHToB ¢ CI'B; 2) ucnonb3osatb kputepumn bpaiitoHa B anarHoctuke CI'B; Bcem nauneHTam ¢ nogospexmem Ha CI'b
NpoBOANTb HEBPONOrnyeckoe obcnenosaHme, BKoYaroLWee anekTpoHeripommorpaduto (SHMIT), anekTpommorpadouio
(BMIM) n nrombanbHyto NyHKumio ans nceneposanust LICX; 3) yuntbiBath, 4TO puck cMepTu y naumeHToB ¢ CI'B cBa3aH ¢
OCNOXHEHUSIMU, BK/IIOYAIOWMMMN ObIXaTe/bHYI0 HELOCTATOYHOCTh, HAPYLWEHNS CepaeYHOro putMa u obpasosaHue
TpomboB; nauneHtam ¢ CI'b nonxHa npefocTaBnsATbCA ONTUMabHas NOAAEPXMBAOWAS Tepanns NoL KOHTPONEM
HEBPOIOMMYECKOro CTaTyCa, XU3HEHHbIX (PYHKLUUA U PYHKLUK BHEIWHero ObixaHws; 4) nauneHtam ¢ CI'b, koTopble He
MOryT NepeaBuratbecs, UM B cnyyasx 6bICTPOro nporpeccmpoBaHns 3abonesaHns foNXHa NPOBOAUTLCS Tepanus ¢
1CNONb30BaHNEM BHYTPMBEHHOMO UMMyHOr nobynnHa knacca G unu TepaneBTMyeckmii nnasmagpepes [18].

Kputepun BpaitToHa ocHOBaHbI HA aHanM3e pe3ynbTaToB KNMHNYECKOro OCMOTPA Y AONONHUTENbHBIX NCCNEef0BaHWN,
BK/tOYas pe3ynbTatbl Helpodguanonornyeckoro obcnenosanms n nccneposanms LICX. MNMonyyeHHble cBeneHUs
KnaccuuumpytoTcsa nNo YPOBHSM OT NEPBOro (Cambii BbICOKWIA YPOBEHb AMArHOCTUYECKON YBEPEHHOCTHN) A0 TPEeTbero
(caMmblit HU3KWIA YPOBEHb AMArHOCTMYECKON YBEPEHHOCTH), YTO NO3BONISIET CTAHAAPTM3NPOBaTbL COOP 1 OLIEHKY
nHgopmaumm o CI'b B pasHbix pernoHax ¢ pasHbiM YpOBHEM AOCTYMHOCTU MedMUMHCKO nomowwm (Tabn. 1).
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O6cyxnaeTcs pofnb HEKOTOPbIX BUAOB BAKLUH (MPOTUBOMONNOMUENNTHOR, aHTUPabrniyeckoi, NpoTMBOAN TEPUIAHOIA,
NPOTUBOrPMNMNO3HOM 1 Ap.) B pa3sutum CI'b. Puck passutns 6onesHn nocne npoTUBOrpunno3Hoi BakumHaumm (H1N1)
cocTaBnsieT okono 1-2 cnyyasi Ha 1 MUANMOH NpueuTkIx [19]. 3abonesaHnst 06yCNoBNEHO aHOManbHbIM T-KNETOYHbIM
OTBETOM, MHAYLIMPOBAHHBLIM MHADEKLIMOHHBIM NpoLieccoM. BosHukaeT BocnanuTtenbHas HeBponaTus ¢ nepekpecTHON
peakTMBHOCTbIO MEX Y aHTUTENaMn K MHADEKLIMOHHBIM areHTam 1 aHTUTenamn K HepoaHTureHam.
VIMMyHONaTonormnyeckme peakuum npusoasaT K ay TOUMMYHHOMY MOBPEXAEHUIO TKaHel, accoLMnpoBaHHOMY C
MeXaHu3MaMmy MONeKynspHON MUMUKPUK, yHaCTUEM CYNepaHTUreHoB U CTUMYNALUNER LMTOKMHOB.

AkcoHanbHble BapuaHTbl CI'B (OMAH n OMCAH) xapakTepunsyoTcs 0TCyTCTBUEM BbIPaXXEHHbIX NPU3HAKOB BOCMANEHNS 1
HanM4YneM akCoHanbHOW aereHepaumm HepBHbIx BonokoH. OMAH n OMCAH accouunnpoBaHbl C aHTUraHr IMO3UAHbIMIA
aHtutenamu (GM1, GD1a, GM1b, GalNAc-GD1a). LookasaHo, 4To 06a akcoHanbHbix BapuaHta CI'b 0bycnoBneHbl
aHTUTENbHO-0MOCPENOBAHHON NEPBNYHON aKkCOHaNIbHOM JereHepaumnen v aHTUTeIbHO-0NnocpeioBaHHOMY
WHrMBMPOBAHMIO BO/IbTaX-3aBUCHMbIX HATPUEBLIX KaHaNoB.

B HacToslee BpeMs He Bbi3biBaeT COMHEHU TOT goakT, 4to CI'B aBnseTcsa penkum (¢ 4acToTon okono 1% oT Bcex
CNny4aes), HO MNOTEHLMANbHO TAXEbIM OCIOXHEHVEM XMMMOTEpanuy y NaumMeHToB, CTpafaolmnx 0T OHKOIOMMYEeCKmX
3aboneaHuii [20—-25]. MexaHn3mbl €ro BO3HMKHOBEHUS OKOHYATENbHO He U3yyeHbl. I3BeCTHO, YTO MMMyHHas akTuBaums
npy Ha3HaYeHU LMTOCTATMKOB HapylaeT YCTONYMBOCTb K 3MMTOMNaM, CBA3aHHbLIM C raHriMo3naamu, y nauneHToB ¢ paHee
CyWeCTBOBABLMUM NPOTUB HNX FyMOpasnbHbIM ayTOUMMYyHUTETOM. 3T0 06ycnoeneHo 6nokanoit PD-1-peuentopos
NIMMCPOLIMTOB, KOTOPbIE CTAHOBSATCS HEBOCMPUUMUMBLIMU K MHrMBMpytoweMy neicTeuio T-knetok. Mpepnonaraetcs, 4To
abeppaHTHbI ryMopanbHblA UMMYHUTET yYacTByeT B natoreHese CI'b nyTeM BbipaboTKu aHTUraHr NMO3ULHbIX aHTUTEN.
9Ta rnnoTesa ocHoBaHa Ha 06HapPyXXEeHNM OTNOXEHUS UMMYHOT 0By nnHa G 1 NPOLYKTOB akTMBALMM KOMMNEMEHTA Ha
aKkconeMme MOTOPHbBIX BOMIOKOH M HANMuYMW MUENUH-CNELNMYEcKX NnasMeHHbIx 61acToB 1 akcnaHcun B-kneTok B
akcnepumeHTanbHoin Mogenun CI'b Ha XMBOTHbIX, @ TakXe UCTOWEHUN 3TUX KNeTokK [22].

Hanbonee yacto cnyyam Bo3HukHoBeHMs CI'B onvcaHbl npy Tepanuu npenapaTtamm U3 rpynnbl UHFMBUTOPOB KOHTPOMbHbIX
TOYEK MMMYHHOrO OTBETA, a UMEHHO nHrnbutopamm PD-1 n CTLA-4 [24], aBTOpbl NpeAcTaBmamn onvcaHune 5 cnyyaes
BO3HUKHOBeHMsi CI'B nocne neyeHns ununumymabom n Husonymabom. Bnocnencteum y 2 naumeHToB 0TMEYANoCh NofHoe
BOCCTaHOB/IEHNE HEBPONOrNYECKoro AeuumnTa, y 04HOro naumeHTa — CTOMKMe oCTaToyHble U3MEeHEHNS, 2 nauneHTa
YMEpPN OT ObIXxaTenbHOW HepocTatoyHocTu [25]. OnucaH cnyyan OCTpoi NaHAN3aBTOHOMUMU HA (HOHE OOHOKPATHOW 403kl
ununumymaba, HazHauyeHHol No NoBody MenaHomsbl [26].

WmetoTcst aaHHble o CI'B, cBA3aHHbIX ¢ CyHUTUMHMOOM [27]. CyHnTMHMOA ManaT npeacTasnset coboit nepopanbHblii
MHOrOLEeNEBON MHIMOBUTOP TUPO3UHKMHA3bI, UCNONb3YEMbIA LNS NEYEHNS NOYEYHO-KNETOYHOr0 paka 1 Xenyao4Ho-
KMWeEYHbIX CTpOManbHbIX onyxonei. CumTaeTcsi, YTo NpUYMHON siBnseTcs uHrnbuposaHne VEGF-peuentopos,
npmBoAsLLEe K NMOBbIWEHWIO YPOBHS umpkynupytowero VEGF (dakTopa pocTta aHpoTenms cocynos; aHrn. Vascular
endothelial growth factor). N36biTok VEGF ycunusaet aHrmoreHes v yBennymBaeT MECTHYIO NPOHMLLAEMOCTb COCYAOB.

HeobxoamMmMo NposiBNSTL HACTOPOXEHHOCTb B 0THOWeHUN CI'b B pamkax andodpepeHumnansHom onarHocTkm y
OHKOMOrn4yeckux 6obHbIX, y KOTOPbLIX HEpPeaKo HabnoaalTcs napaHeonnacTUYeckne n STPoreHHble ToKCUYeckue
NonuHeBpoONaTunm.

KnuHnueckasn KapTuHa

TUNMYHBIMK KNUHUYEeCKUMK NposiBReHnsMn CIB cunTaoT NPorpeccupyowmii CMMMETPUYHbIA BANbIA TeTpanapes,
COMPOBOXAAIOILNIACS OTCYTCTBMEM CYXOXMbHBIX PeONEKCOB, HAPYLWEHNE NOBEPXHOCTHBIX U rMyBoKMX BULOB
YyBCTBUTENBHOCTM MO NMOJIMHEBPUTUYECKOMY TUMY, & TaKXe HeBponaTtuyeckuii 60n1eBoi CMHOPOM.

O6bluHO 3aboneBaHne xapakTepuayeTcsl MOHOA3HbIM TEYEHNEM: NEPUOL HapPaCTaHUs CUMNTOMATUKK (00 4 Henenb)
CMEHSIETCS NEPUOLOM CTabUNN3aLMN COCTOSHNA — NNaTo (Lo 4 Helenb), Nocne Yero HabnAAETCA NOCTENEHHDBIA perpecc
HeBponoruyeckoro geduumTa. Hepenko, ocobeHHO Npu CBOEBPEMEHHOM aeKBaTHOM neyeHunm, nporHo3 npu CI'b
6naronpusiteH. HapylweHHble doyHKUMKU Y BONbIUMHCTBA NALWEHTOB, Kak NPaBmnno, NosIHOCTbIO BOCCTaHaBAMBaoTcs [1—4].
OpHako y 10—20% nauneHTOoB TedeHne 60Ne3HN NMEET 3aTSXHO XxapakTep C NPOAONXUTENbHBIM NEPUOLOM
BOCCTaHOBJIEHNS HEBPONOrn4eckoro aedpuumra v (1nm) anusonamm NOBTOPHONO yXyOWEHNS, PE3UCTEHTHOCTbIO K
naTtoreHeTnyeckon tepanun [5-6].

MpakTuyeckn Bo Becex cnyyasix OBAM nebioTy 3abonesaHns NPeWeCcTBYOT OCTPbIE PECnMpaTOpHbIE MHADEKLIMK, UHOT Aa
— TpasMbl UK OrepaTBHOE BMeWaTeNbCTBO, PeXe — nepeoxnaxaeHve nnm npodunakTnieckas BakLmHaLms.
Haunbonee yacTo (NpuMepHo y ABYX TpeTel NauneHToB) Npu TwaTtensHOM cbope aHaMHe3a yoaeTcs BbISCHUTb, 4TO 3a 2
Heaenu o NosIBNEHNS MbleYHol cnaboctu oTMedancs anmson OPBW nav ractposHTepuTa. XapakTepHO BHE3arnHoe
NOSIBNEHNE HEBPONOrMYECKON CMMITOMATUKM. [TOMUMO Nape30B B KOHEYHOCTSIX, TUMWYHBI 6oneBoi cuHapoM (8o 80%) u
napecteaunn (20%); atakcms; napesbl U napannyy Mbilil, MHHEPBUPYEMbIX YepenHbIMA HEPBaMU; MHOT A BO3HUKAIOT
HapylweHns YHKLMA COUHKTEPOB. Mapanny abixatenbHoW MycKynaTypbl SBASETCS TUMUYHBIM U TSXENbIM OCNOXHEHEeM
OB v TpebyeT npoBeaeHUs UCKyccTBEHHOM BeHTUnauum nerkux (MBJ1) n (nnn) Tpaxeoctomum.

OMCAH knuHnyeckn He oTnnumm ot OB, Ho 3aboneBaHue npotekaeT bonee TsXeno.



Ons OMAH xapakTepHO NpenMyLecTBEHHOE NopakeHne NpoKCcMManbHbIX OTAENO0B. Y YacTu naumMeHToB B aeboTe
0TMeyaloTCs MOBbIWEHNE TeMNEPATYPbI TeNa, reMopparnyeckmnii KOHbIOHKTUBUT, aCUMMETPUYHAS MblleyHas cnabocTb, a
Takxe nneountod B LUCX. YepenHble HepBbI CTpadaloT peako.

CuHapom Munnepa—®uwepa (kpaHnanbHbili BapraHT CI'B) xapakTepmayeTcs HanmymeM KIMHUYECKOW Tpraapl
CYMMTOMOB: COYeTaHme Hapy>XHon odpTanbMonernn c atakcuen noxookn 1 apedoiekcunei, NosBNSAOWENCS Ha nepBom
Hepnene nocne Hayana 3abonesaHusi. Hambonee paHH1MM CUMNTOMaMK SBASOTCS OUMONWS, @ TakXe ABYXCTOPOHHWIA
napes MuMmyeckumx Mol (y 50% naumeHTos). 10 OOCTMXEHUN MAKCUMaSTbHON BbIPaXXEHHOCTW KNMHUYECKME CUMMNTOMbI
06bI4UHO COXPaHATCS Ha NPOTSXeHUN 1-2 Heaenb, MOCNE Yero 0TMeyaeTCs MOCTENEHHOE BOCCTAHOBNEHNE
HEBPONOTMYEeCKNX PYHKLMIA (0BbIYHO OHO BbIBAET NMOMHBIM MW NPaKTUYECKU NoNHbIM). OQHAKO onucaHbl cyvau
nporpeccmpoBaHng cuiapoma Munnepa—®uiwepa ¢ pa3BMTUEM AbixaTenbHOW HegocTaToyHocTn (cuHapom MFS/GBS
overlap).

Hanbonee xapakTepHbIM/ CUMNTOMaMK OCTPOI NaHAN3aBTOHOMUM SBNSIOTCS HAPYLWeHWsl NOTOOTAENeHUs, OTCYyTCTBME
cne3o0bpasoBaHus, hoTopobusi, TOWHOTA, AMCarns, CyxocTb CIM3NUCTbIX 060/104eK HOCA 1 POTOBOI NMOMOCTH, CYXOCTb
KOXHOro NMOKPOBA, a TakXXe HapyweHus nedpekauuy (3anopbl, omapes). PaHHUMKU HecneungUuYecKuMn NposiBNeHNsIMU
3aboneBaHunst MOryT BbITb rosioBHast 60Mb, NMOBbLIWEHHAS YTOMIIEMOCTb, NMPU3HAKW BEreTaTUBHOWM ANCHYHKLIN
(opToCTaTNYecKoe rofoBoOKpYXeHUe, «pa3MblTOCTb» 3PEHUS, «CYXOCTb Fias», HapylWeHUs MOYencrycKaHus).

Cteonosoi aHuedannt BukepcTtadda (Bickerstaff’s brainstem encephalitis) xapakTepunsyertcsa ocTpbiM Ha4anom B BnLe
opTanbMonnernn, atakcum, HapyweHns co3HaHns, runeppednekcun. TeyeHne 60ne3HN MOHOPA3HOE UK
peMuTTUpYyolWee/peunamsmpytolee. B HeKOTOpbIX Cnydasx y NauMeHToB pa3BrBaeTcs TetTpanapes ¢ nopaxeHnem MblLl,
WHHEPBUPYEMbIX YepenHbIMU HepBaMU.

dapuHro-uepsrko-bpaxuancHoli BapnaHT CI'B xapakTepuayeTtcs cnabocTblo B MbllLax nvua, poTor1oTkK, Wen, a Takxe
B MyCKynaTtype BEPXHUX KOHEYHOCTEN. HUXHME KOHEYHOCTM OCTaKTCS MHTaKTHbIMK [3, 5].

IdunarHoctuka
JunarHocTuka ocHoBaHa Ha aHann3e KAMHWYECKUX NposBieHni, pedynbTaTtos uccnegosanns LICX n nposeneHns SHMI .

OCHOBHO KNIMHUYeCKWii KpuTepwii auarHoctukm CIB — ocTpo unm NoAoCTpO pasBuBaOLWMIACS BS/bIA TeTpanapes,
COMPOBOXAAIOWMIACS CHUXEHNEM UU BbINaAeHUeM ryBokux pedpiekcoB. XapakTepHbIM TedeHneM 3abonesaHms
cunTaeTcs nporpeccupoBaHve He 6onee YeM B TedeHUe 4 HefleNb 1 NOCNenyolmMii Perpecc CUMNTOMaTHKy,
HaYvHatowmincs Yepes 2—4 HeLenu Nocne AOCTVXKEHUs goasbl NNaTo.

W Bce xe nmarHoctuka CI'b He Bcerpa npocta. Ero Heobxoammo nugpcpepeHUmMpoBaThb ¢ NopakKeHUeM rofIOBHOIO U
CMWHHOrO MO3ra (CTBONOBOW 3HLEedanuT, MEHUHIUT, KaHLLepoMaTo3, MMMAOMaTo3, MONepPeYHbIn MUENUT, KNeLeBon
SHUedannT, coaBieHne CNHHOro Mo3ra), 3a6oneBaHNsiMU C NPEUMYLECTBEHHBIM BOB/IEYEHWNEM KNETOK NEPEHUX POroB
CMUWHHOro Mo3ra (NofMoMuenunT, nuxopaaka 3ananHoro Huna); pagukynonaTnamm (Komnpeccus, BocnaneHue (Hanpumep,
BbI3BAHHOE LIMTOMEranioBMpycoM), XpoOHUYeckas BocnanntenbHasa neMmmennHmanpyowas nonuHesponatumsa (XBAOMM),
CNUHAaNbHbIA MEHUHTUT, KaHLepOMaTtos, IMMAoMaTos), nopaxeHneM nepndeprnyecknx HepBoB (NekapcTBeHHas
HeBponaTtus, ocTpas nepemexarowascs nopguprs, NoAMHeBponaTus NP KPUTUYECKUX COCTOSIHUSX, aCCOLMMPOBaHHas C
BACKYNMTOM HeBponatusi, A Tepus, nedpmunt sutammHa B1 (6epu-6epu), MHTOKCMKALMS CONSAMU TSXENbIX METANIOB
NN HAPKOTUYECKUMK CpeacTBaMmn, MeTabonmueckme HapylweHus (runokanuemms, runogpoccaremns, runepmarHmemms,
FUMornMKemmst), 60Ne3HN HEPBHO-MbIWEYHbIX CUHAMNCOB (MMACcTeHUs, 60Ty N3M, OTpaB/ieHne POCOPOPraHNYECKMM
BellecTBamm); 3a60NeBaHNAMI MbllL, (KPUTUHECKUE COCTOSIHUS, MONMMMO3MT, AEPMATOMUO3NT, OCTPLIA pabaoMmonuns)
[28].

S. L. Tham v coaBT. onucany CNoXHOCTW ANArHOCTMKU 3a6oneBaHnst B 0LHON 13 KpynHehwnx 6onbHuy CuHranypa. U3 15
cnyyaes ownboyHo anarHoctmpoBaHHoro CI'b B 5 cnyyasx nmarHos 6bin M3MeHeH Ha sHUedbanonaTuio BepHuke,
coueTatollytocs ¢ B1-npedpuuntHon HesponaTtmei; cpean Apyrux anarHo30B: NOMHEBPONATUA NPU Nopdmupun, OCTpo
nposisuBlumecs XBOIM n HacnencTBeHHAs MOTOPHO-CEHCOPHas HeBponaTus, cuHapom Jlambepta—MToHa [29].

BepudumumposaTtb amarHo3 no3BonstoT aaHHble nceneposanus LICXK n OHMIT. HauuHas ¢ koHua 1-ih — Havana 2-i
Henenu B LUICXK onpenensieTcs nosblweHne conepxanus benka (> 0,55 r/n) npu HopManbHOM WaK cnerka noBblWeHHOM
ypoBHe kneTok (< 10 knetok/mMkn). B nepBble fHW 3a6oneBaHusi conepxarue 6enka y 6onblWMHCTBA NALMEHTOB OCTaeTCs
HopMasbHbIM. C KOHLA 2-/ Heenu nocne BO3HMKHOBEHMS NEPBbIX CUMMTOMOB He/KOBO-KNETOYHAS AnccoLmMaLms
BbisiBNsieTcs 6onee yeM y 80% 60onbHbix. Mpw Bonee BbICOKOM LMTO3e HEOOXOAMMO UCKMoYaTb Apyrue 3abonesaHus.

Haunbonee nHpopmaTmBHbLIM NapPakIMHUYECKMM METOAO0M OLEHKU (PYHKLMOHABHOrO COCTOSIHUS NEPUDEPUIECKON
HepBHoW cuctembl nNpu CI'B sensietcs SHMI (tabn. 2). OHa no3BonsieT yctaHoBuTb coopMy CI'B, Ho pa3BepHyTas
3NeKTPOMN3MOoNormyeckas KapTnHa BbISBNSETCS TONbKO K KOHLY OCTporo nepuoga 3abonesaHus. SHMI -kpnutepuem
HebnaronpuaTHOro NPOrHo3a B OTHOLWEHWN BOCCTAHOBEHNS HapYLWeEHHbIX nocne nepeHeceHHoro CI'B dpyHKumii sBnseTcs
oTcyTcTBUE M-0TBETa C n. peroneus B NepBble 2 HeLENW OT Havyana 3abonesaHus («HeBo3by oMb HepB») [30, 31].



TatinMya 2
IHMT-xpurepun DBAN » OMAH (Hadden R.D. n coast., 1008)

Hozomaruevetame Gogms u yenodnd n i KpnTegpnm
KpuTEpRER IHmr

COPOCTE PACNPOCTRAHERNHR 1 «< 10% HI'H wAm < 85% HIH

HEOGOAH0 HANKYME 1 W3 NENE4NCREHHR BRILE BO3Gy JEHHA NpW AMNNETYAE ARCTansHorn M-oreena < 50%
HOUTEPNEE 1—4 RO PR NTATEM CTMyRALNM H WAKOE 2 HIH

W3 BCEX WCCNENIBARHEIE HEPEDE
w2 W SNCTRNS R RIS EPMTEDMER 1=4 DACTanLHas NATERTHOCTE > 110% BIH wan > 120% BMH npu amnnaTyae
0 PRIFNETATAM CTAMYTALAK 1 W3 BCEY WCCAGRDBANHE AncTanskor M-oTesTa < HIH

HEPE0H, SCNW BLE DYTHE HEPEW HEBOIly UMY
W AMMNANTYR AHCTAALHOM M-0TRATA = 10% HIH Enox npossfesns

"

AMNANTYRE NDOKCAMANEHDrD M-0TBETA)
AnfifnTy 53 AMCTaAsHOro M-oTeeTa« 05

Npw IMieTy A8 GecTansanro M-oTEeTa = 20%
HIH

w

MaresTeocTe F-BonHe 4 » 120% BrH

OMAH AMAANTYAA AMCTARLHOMD 1 < 80P HIH no pedyfbtaTam CTamynagen He
HET Hit DEHOTD NENIE3GE 3 NEPEYRCNEHHGD Ballsd M-oTEETA wEHig By 03 BoSx HECNER0EAsHL HENS0R
=ONTEONEE 14, 33 nCRMDYSsna SN AnCTARGHLIR
M-0TReT < 10% HIMH, B Hannsmw Npw2sas 5

Mpsadudame HITH — rioss 9 TG nofvs; BTH — Bafnude Fiimnad RO sl

Mo AaHHbIM BonblWMHCTBA NYGNUKALMIA, B YACTHOCTU, PETPOCNEKTUBHOMO KOrOPTHOFO NCCNELNOBAHMS, NPOBEAEHHOMO B
Codpuiickoit petckoi 6onbHuue r. PoTTepaoama (3a nepwoa ¢ 1987—2013 rr. nonyyanu nevyexve 67 neteii ¢ CI'b, cpenHuii
BO3pacT KOTopbIx cocTaenn 5,0 net), knuHnyeckne nposisneHus CI'b y getei He OTAIMYAKTCA OT TakoBbIX Yy B3POC/IbIX.
Tak, LLBYCTOPOHHAS cnabocTb KOHEYHOCTEeR 06HapyXeHa Npu NOCTynneHWn B ctaumoHap y 93% netei, CHUXeHne
pednekcoB B NapeTnyHbIX KOHEYHOCTAX — Y 82%. dasa nporpeccupoBaHnsa nape3os Lannacb B CpefHeM 6 aHeit (He
6onee 4 Hepenb). MoHogasHo 3aboneBaHve npoTtekano y 97% netei. B 77% cnyyaes obHapy>XeH MOBbIWEHHbI YPOBEHb
6enka B LICX. Mo paHHbIM SHMI, npnsHaky nonnHeBponaTtuu BoisiBneHbl y 91% neteit [32].

JleyeHne

S pekTmBHaa Tepanus CI'B BknoyaeT nporpammHblii nnasmadepes (MNP) n/mnn BHyTPUBEHHOE BBEOEHWE
ummyHor nobynuHos knacca G (BBUIN) [5, 33].

MaToreHeTuyeckas Tepanus 0ONXHa 6biTb HA3HAYEHA B MEPUOL HApaCTaHWsl CUMNTOMaTKKK (B0 4 Heaenb) BCEM 60/bHBIM
CI'B He3aBMUCKMO OT TAXECTM COCTOSHNS. YCNoBMsaMM 3 PEKTUBHOIO naToreHetuyeckoro neverms CI'b aensworca: 1)
Hayano nevyeHns B MakcManbHO paHHUe CPOKMU, (XenaTesbHo, B Nepuos 0o 2 HeLenb 0T BpeMeHun aebioTta 3abonesaHus);
2) pocTaToYHbIN 06beM (paccunMTbiBAETCS B 3aBMCUMOCTM OT Beca nauueHTa); 3) HenpepblBHOCTb Kypca [33—38].

A6CcontoTHBIMY NokasaHusMu nns Nd ssnsoTcs HapacTaHne o4aroBo HEBPOIOrMYECKOM CUMNTOMATMKU U YMEHbLUEHWE
XM3HeHHo emkocTu nerkux (XKEJT) no 50% (B aTux cnyyasix Heobxonmmo nposeneHvne NBJT). Kypc MNP obbluHO BKNtOHaeT
4-5 ceaHcoB ¢ 3aMeHoli NpuMepHo 1 o6bema nnaamol (40-50 MN/Kr), KoTopble NPoBOAT Yepes 1-2 aHA. Ob6bem
obMeHuBaeMo nnasmbl 3a kKypc coctasnset 200—250 mn/kr. Mpu OBLMN noctoBepHo adpdpekTBeH MM kak B NOMHOM, Tak
1 B penyumpoBaHHom o6 beme. Mpu OMAH/OMCAH — tonbko B nonHom obbeme (> 140 ma/kr).

MpoTrBonokasaHnsaMu K npoeeneHuto NP sensoTcs: 1) aHEMUS TAXENOW CTENEHMN (CHUXEHWNE YPOBHS remMor nobuHa B
kpoBu < 90 r/n); 2) TPOMBOLIMTONEHUS (CHUXEHME YPOBHS TPOMBOLIMTOB B KpoBM < 100 x 10° n1); 3) HapyweHns
NPOTMBOCBEPTHIBAOWEN CUCTEMBI KPOBU; 4) COCTOAHUS/3ab0NeBaHNS, CBS3aHHbIE C MOBbLIWEHHO KPOBOTOYNBOCTbIO; 5)
TAXenas comatuyeckas natonorus [33].

Mpw npoBeaeHunn MNd MOryT BO3HMKATb CMOXHOCTM OPraH13aUMOHHOMO XapakTepa: kak Npasuio OH HeAOCTYMNEH B
FOPOACKMX 1 PaOHHbBIX MEAULMHCKNX OpraHn3aumsx, a nepcoHan TpaHcdy3nonorniyeckux cnyx6 obnacTHbix
MEeIMLMHCKMX OpraHn3aumii 4acTo He MMeeT onbiTa NPOBEeAEHUS BbICOKOOObeMHoro Md.

Wcnonb3oBaHue BBUI siBnsieTcs agppekTMBHBIM U 60nee JOCTYMNHbIM METOLOM NedeHunst CI'B, crnocobHbIM CyLecTBEHHO
yMeHblIaTbh NPOLONXMNTENBHOCTb U TAXeCTb 3abonesaHus [33]. IgG HasHavaloT B no3se 0,4 r/Kr Maccol Tena B TeYeHne 2—
5 cyT. CymmapHbiil kypc coctaenseT 2,0 r/kr. AMepukaHckas HeBponoruyeckas akagemus (American Academy of
Neurology, AAN) pekoMeHayeT npuMeHeHne BBUI y 60nbHbIX ¢ NPOOONXUTENbHOCTbIO 3a60N1eBaHunsl, He NpeBbllwatoLwel 2
Henenu (ypoBeHb pekomeHaauuii A) [35]. MpenapaTt, MCnonb3yeMblid ANsi BHYTPUBEHHOR UMMYHOT OBy IMH-Tepanuu
[OMXeH coaepxaTtb He MeHee 95% IgG.

Mo paHHbiM A. K. WakapsaH 1 coaBT. B pesynbTate NpoBEAEHHOr0 UMY hapMako3KOHOMUYECKOr0 aHanMaa yCTaHOoBNEHO,
4TO 3aTparthbl HA NPOBEAEHME CEaHCOB Nna3Madepesa conoctasmmbl ¢ Tepanuein BBUIT (npenapatom MpuemaxeH). 3710,
yunTbiBas 60nee 6naronpusTHbIA No cpasHeHwo ¢ Nd npodunb 6esonacHocTu BBUIN, no3sonsiet cuutats BBUI
mMeTo0M Bbibopa npu CI'B y naumeHTOB AeTckoro Bospacta [39].

B 6nuxaiwem 6ynywem HeBponormyeckme 3abonesaHuns MoryT coctaButb 4o 40% HO30MOMUiA, NPY KOTOPbIX HA3Ha4YeHWe
BBUI™ siBnsieTca oba3aTtenbHbiM. Cpean Hux He Tonbko CI'B, HO 1 xpoHuYeckas BocnanuTenbHas 4eMUENNHU3MPYLOWas
nonvHesponatus (XBAMM), MynbTudpokanbHas MotTopHas Hesponatus ¢ 6nokamu nposepeHus (MMH), HeBpanrnyeckas
amuoTpocpus (cuHopom Parsonage—Terner), MMacTeHUs,, CUCTEMHbIE NMOPaXeHUS COeAUHNTENBHOW TKaHW (NOANMNO3NT,
nepmaromMmosnt u ap.), stiff-man cuHapom, napaHeonnacTnyeckne cMHAPombl (cuHapom Lambert—Eaton v ap.),
ayTOMMMYHHbIE 3HLEe(annTbl, 4EMUENNHN3MPYIOLWME 3aboneBaHns (OCTPbIA paccesiHHbIN aHuedanommenut (OPBOM),
OMTUKOMUENNT 1 ApP.), KOMNNEKCHbIA permoHanbHblil 6onesoi cuHapom (KPBC) n opyrue [40, 41].
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B HacToslee BpeMs B odomLmManbHOM UHCTPYKUMK, pa3MelleHHoi Ha caiite T'PJ1IC M3 P® nokasaHusiMm ans HasHaYeHus
BBWI, B yacTHoCcTW, ons npenaparta MNpuBnaXeH, ykasaHbl ABa HeBponoruyeckux sabonesanus: CIFb u XBAN. Kpome
TOro, NpenapaTt pekoMeHA0BaH K NMPVMEHEHWIO NPU NEPBUYHBIX UIMMYyHOOedULMTAX, BTOPUYHBIX K OCHOBHOMY
3a60/1eBaHWI0/COCTOSIHNIO UMMYHOAE(MUNTAX: XPOHNYECKOMY TMMADONEKO3Y, MHOXXECTBEHHO M1eoMe, anfioreHHOM
TpaHcnnaHTauum reMonoaTNYeckKnx CTBONOBbIX KNETOK, BpoxaeHHomy CMNW Iy, a Takxe onsa repanu nauneHToBs ¢
MaMonaTUYeckon TpoMBOLMTOMNEHNYECKOM Nyprypoi U naumMeHToB ¢ 6oneaHbio Kaeacaku [42].

Mpwu BoIGOope BBUI cnenyeT obpawaTtb BHUMaHue Ha: 1) Bbicokoe (He MeHee 95%) copepxaHue IgG; 2) conepxaHve
OCTanbHbIX KNACCOB MMMYHOF 106y NIMHOB (NPEeLNOYTUTENBHO Ncnonb3oBaHne BBUIT ¢ MUHMManbHbIM coaepXaHuem
UMMyHor nobynuHa A); 3) 6e3onacHoCTb (KOHTPOJIb OTCYTCTBUSI BUPYCOB); 4) COXPAHHOCTb HATUBHOW CTPYKTYPbI

UMMYyHOT nobynnHa; 5) oTCyTCTBME Koarynmpyowmx goakTopoB. BeinonHeHve nocneaHnx 4 nyHKTOB No3BONSAOT 406MTbHCS
BblcOKOI Be3onacHocTy npenapara [36—39].

ViMeeT 3Ha4YeHWe KoHUeHTpaums pacTteopa. MNpu neveHnun netei, GepeMeHHbIX, MOXWbIX NIOAEA U (UAK) NPY HANUYUW y
naumeHTa cepaeyHO-COCYyANCTON, NOYEYHON AMCPYHKLMIA pEKOMEHAYIOT ncnonb3osaTtb 10% pacTteop BBUI. Takon
pacTBOp MO3BONSET COKPATUTL 06 bEM 1 BpeMsi MHAY3MK, 4To Hanboree akTyanbHO Npu BeaeHUn ocnabneHHbIx
nauMeHTOB C CONyTCTBYIOWEN naTtonornein. BaxHbiM 9BnSeTCS cogepXxaHme B pacTBope HaTpUs 1 caxapos.

OcobeHHocTblo Npenaparta MpuBnaXxeH SBNSETCS O4EHb BbICOKOE COAEPXaHUe MMMyHornobynuHa G, oH cocTaBnsieT He
meHee 98%. N3BecTHO pacnpeneneHne nmmyHor nobynunHa G no nogknaccam: IgGq — 69%, 1gGs — 26%, 1gGz — 3%,

IgG4 — 2% [42].

MakcumanbHoe conepxaHue IgA coctasnset 0,025 mMr/mMn (o4eHb H13koe). CnenosaTenbHO, PUCK Pa3BUTUSA
aHaunakTUYecKnx peakumin y naumeHTos ¢ agedpuuntom IgA n Hanmymem AT K IgA cBefieH K MUHUMYMY.

Mpenapat MNpuBuOXEH ABNAETCS € AUHCTBEHHBIM UMMYHOT N06YIMHOM, CTaBMNNPOBaHHBIM HATypPanbHON aMUHOKMCOTOW L-
MPOSIMHOM, KOTOpasi BXOAUT B cocTaB 6eNKOB opraHMaMa Yenoseka, noTpebnsieTcs ¢ NUILER N He akKyMynupyeTcs B
opraHuame. CoyeTaHue L-nponuHa u pH B npenaparte MpuBnaxeH sBnsetca Haubonee onTMManbHbIM U NOBbILAET
ctabunbHocTb. L-nponvH npepoTepalwaet arperaunio n pparmeHtaumio IgG. YmMepeHHas kucnotHocTb cpegpl (pH 4,8)
coxpaHsieT 6onbluee YACNO MOHOMEPOB U NPENATCTBYET arperaumm n dpparmeHTaumm IgG, coxpaHss cneumdmnyeckyto
aKTUBHOCTb aHTuTEN [42].

Takum obpasom, npenapat MNpuBnaxeH 6e3onaceH Ans UCNONb30BaHMS. MNprMBMAXEH NPOTUBOMNOKAa3aH npu
runepnponuHemun. Kak n gpyrne BBUI, ero He cnefyeT NpUMEHSATb NpU rMNepyYyBCTBUTENBHOCTM K AENCTBYOWEMY
BELECTBY Mn NtoboMy OpyroMy KOMMOHEHTY, BXOASLEMY B COCTaB npenapara; NoBbIlWEeHHOW YYBCTBUTENbHOCTU K
FOMOJIOFUYHBIM MMMYHOT o6y nuHaM, ocobeHHO B O4eHb peakux cnyyasix gecomumuta IgA, korna y naumeHTa npucyTcTByoT
aHTuTena K IgA.

KombuHaums MNd n BBUI™ He Bceraa uenecoobpasHa, NockosbKy ee agpeKTUBHOCTb He NpeBbiaeT apPekTUBHOCTY
Kaxaoro Metona B OoTAeflbHOCTU. B MeXayHapoLHOM paHLoOMU3VPOBAHHOM KNMHUYECKOM UccneaoBaHum 6bino npoBeaeHo
cpaBHUTeNbHOE N3yyeHne agpdoekTneHocTn MNd, BBUI n kombuHauum MNd n BBUI. CpeaHee BpeMsi HapacTaHus
MbILEYHO CKbl U CNOCOBHOCTU X0auTh Be3 NoCTOPOHHEN NomMowwm B rpynne, rae npumeHsnu Md, coctasnno 49 oHei, B
rpynne, rae ncnonb3osanu BBUIN, — 51 neHb, B rpynne KOMBMHMPOBaHHOIO ncnonb3osanHus MNd n BBUI — 40 gxei.
JlaHHoe nccnenosaHne NPOLEMOHCTPUPOBAN0 OANHAKOBYO 3C0PEKTUBHOCTb NepeYmMcneHHblX BapnaHTos neyeHns CI'b
[43].

3acnyxuBaeT BHUMaHNS OAHO M3 pPeaKMX KNUHUYeckux HabmoneHuin CI'b, pasBumBLerocs B pe3ynbtate KyMynsiTUBHOW
HEeRpPOTOKCUYHOCTU LIMTOCTATUKOB.

KnuHunyeckoe Habnwo oeHune

MaumeHTKa 52 neT Haxo4mnacb Ha nevYeHnn B OTOENEeHNM NPOTUBOOMYXONEBOW nekapcTBeHHon Tepanun 'Y3 OKO/L,
CapatoBckoii 06nacti ¢ AmarHo3om: «[epBnYHO-MHOXECTBEHHDBIA MeTaxpoHHbIi pak. |. Mepudepnyecknii pak npasoro
nerkoro (c ueHTpanusauueit) TsNyMg. CocTosiHue nocne nevebHor nonuxummotepanuu (MXT). MporpeccuposaHue Ha
dpoHe neuenus. Il. Pak npasoit MonoyHoii xenesbl ToMgNg. CocTosiHWE nocne KOMMNEKCHOTO NeveHns». MauneHTke 6bino
nposeneHo 6 kypcos NXT no ctaHgapTHon cxeme TC (poueTakcen + unknogocdamma). Yepes 3 mecsua nocne Havana
MXT y Hee nosiBnAMCH Xanobbl Ha cnabocTb B HOrax, NPenMyILECTBEHHO B AUCTaNbHbLIX oTAenax v napectesuu. Mpu
HEeBPO/IOrMYECKOM OCMOTPE BbISIBJIEHO HAPYLWEHNE YYBCTBUTENBHOCTA B BUAE «4YyNOK» O HUXHEN TpeTn beapa n HUXHMIA
napanapes CO CHUXEHVEM MbILEYHON CUbl B MPOKCMMaNbHbIX OTAenax KoHeyHocTeh o 3 6annos, B AnCTanbHbiX — Ao 1
6anna. ['nybokne petnekcol ¢ pyk CpenHei XMBOCTH, KONEHHblE — HU3KWE, axunoBbl — OTCYTCTBYIOT. OnncaHHas Bbllue
cumnTomaTuka 6bina n3HavanbHa pacleHeHa kak nonuHeBponaTtus, nHayumposaHHas MXT, HasHayeHa MeTabonunyeckas
Tepanus.

3abonesaHue bbICTPO NporpeccupoBano, Yepes 10 OHel MblweyHas cnabocTb Hapocna A0 CTeneHn TeTpanneruu,
noABUNNCH ObiXxaTeNbHble HAPYLWEeHNA. Co CTOPOHbI 4epenHO-MO3roBbiX HEPBOB NMATO/IOTMK HE BbISAB/IEHO. |_|aLLI/IeHTKa
nepeseneHa B OPUT, HavaTa VIBJI.



B aHaMHese y naumeHTKM OTCYTCTBOBAN yKa3aHMs Ha NHADEKLIMOHHbBIA NPOLECC, aHanm3bl KPOBW Ha UHMPeKLMW, BKoYas
BUPYCHble renatntbl, BUY-nHdpekumio, — otpuuartensHol. [Mpun aHannse obLweKknMHNYecknx n BUOXUMNYECKNX
nabopaTopHbIX AaHHbIX NATONOrMn He obHapyxeHo. Mpu aHanuae LICX BbisiBneHo noBbiweHWe ypoBHs 6enka oo 0,93 r/n
Mpu YPOBHE KNeTok — 2 (nuMcpoumThl). MauuneHTke 6bina BbinoaHeHa ctumynsumnorHas SHMI ¢ oueHkolt napameTtpos M-
OTBETa U CKOPOCTM pacnpocTpaHeHns Bo36yXAEHNS N0 MOTOPHBIM M CEHCOPHBIM BOMIOKHaM. [Mpu cynpamakcumanbHoii
CTUMYNSILUN OSIMHHBIX HEPBOB HUXXHUX KOHEYHOCTEe M-0TBET He NofyyeH («HeBo30yanMblii Heps»). Mpu oueHke
napamMeTpoB NPOBOAUMOCTU MO HEPBAM BEPXHUX KOHEYHOCTEN BbISIBIEHbI NEPBUYHO aKCOHaNbHbIE HapyLWeHUs, Co
CHuXxeHnem amnantyasl M-oteetoB Ha 80-90% OT HUXHER rpaHuLbl HOPMbI. BbiSIBNIEHHbIE N3MEHEHUS COOTBETCTBYIOT
Henpoduanonornyeckmum kputepusam CI'b (no R. Hadden, 1998).

Takum 06pasom, Ha OCHOBAHUW KNIMHUYECKMX NPOSIBNEHNI, HANN4Ms 6eNKoBO-KNETOYHOW auccoumauum npu aHanuse LICX
n OHMI -gaHHbIX onpefdeneH anarHo3 CI'B B dhopme 0CTpoi MOTOPHO akCOHaNbHOM HEBPOMaThn C Pa3BUTUEM BSIOrO
TeTpanapesa ¢ HapylweHeM OYHKLMN BHEWHEro AbIXaHus.

[MaumeHTke nposeneHa Tepanusa BB n3 pacyeta 2 mr/kr B TedeHme 5 gHeli. Kpome T0ro, Ha3Ha4yeHbl
rIOKOPTUKOCTEepOon bl (MPeAHN30N0H B fo3e 1 MI/Kr ¢ Nocnenylowmm CHAXEHNEM A03bl 00 NOALEPXUBAIOWENR).
MpUMeHeHNe KOPTMKOCTEPOULOB NPU IEYEHUN OCTPbIX Ay TOMMMYHHbIX HEBponaTuiA, 0bycnosneHHbix MXT, B oTanyme ot
knaccuyeckux sapuaHToB CI'B, ponyctumo. Bonee Toro — nokasaHa nx apPeKkTMBHOCTbL. BBMAy 3HauMTeNnbHOro pucka
Pa3BMTUSA HEXENAaTENbHbIX ABNEHWUIA, BO3HUKAKLWNX NPU MPUMEHEHUN KOPTUKOCTEPOMAOB, ANNTENBHOCTb IEUYEHNS MU B
onvcaHHOM cnyyae 6bina MUHUManbHO HeOBX0AUMOA.

KnuHnyeckoe ynyylleHne oTMeyanocb ¢ TPETbX CYTOK, a NOSIHOE BOCCTAHOBMIEHWNE HEBPOIOrMYECKOro geduumTa, Kak
KMHUYEeCKMW, Tak 1 no gaHHbiM SHMIT, — yepes 3 mecsua.

Takumm 06pa3om, coBpeMeHHble npeacTasneHus o CI'B npetepnenu cylecTBeHHblE M3MEHEHWS HE TONbKO 3a Npuleawne
CO BPEMEH ero nepBoro onvcaHus 160 net, Ho 1 3a nocnefHee aecatunetue. CI'b, octaBasicb opgpaHHbIM 3aboneBaHNEM,
npeBpaTuiCs B My/bTUANCLMNIUHAPHYIO NPobieMy — NpeAMeT U3yYeHUsi He TOSIbKO HEBPONIOraMu, HO U
WHOEeKUMOHUCTaMK, TepanesTamMu, negmaTpamm, OHKONIOramu, peaHmmMatonoramm 1 Bpadamm Apyrux cneunanbHoCcTen.
3HaHua 06 ocobeHHoCTAX neboTa n KpUTepmax KNmHu4yeckon auarHoctrkm CI'b no3BonsoT cBoeBpeMeHHo BbisiBuTb CI'b
W Ha3Ha4YNTb aflekBaTHOE leYeHne, NO3BONSIOLEE HE TONTbKO NPeaoTBPaTUTh NeTanbHbIA UCX04, HO U MUHUMU3MPOBATb
MocnencTBMS 9TOro Tsxenoro Heayra. ns agekBaTtHoi Tepanun CI'B Heo6x0AMMO UCMONb30BaTb BHYTPUBEHHOE
BBeneHue IgG (conepxaHue IgG — He meHee 95%) B KypcoBoi goae 2,0 r/kr.
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