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d HOMEPd: ZIETCKAA HEBPOJIOTNA

Yenoseueckue
VIMMYHOTJIOOY/T/HBI
/1A BHYTPMBEHHOTI'O BBEICHIA
B JIEYEHUN CUHIpOMA

lunena — bappe y neren

TI.Mm.H., ipod. BM. CTYIEHMKIUH, k.m.1. BJA IEJTKOBCKNI,
k.M. JLA. TTIAK, C.IIL TYPCYHXY>XAEBA, C.P. TYTHOB

Onpepenenue

Cunpgpowm Iuitena - bappe - ocTpoe,
OBICTPO TIporpeccupyolee ayTo-
UMMYyHHOe IOpaXkeHue mepude-
pUYecKoll HEpBHOM CUCTEMBI, IIPO-
ABNAOLIEECA B BUJE MapecTe3suu
KOHEYHOCTEVI, MBIIIIEYHON Cc1aboCcTn
M/Uny BAMBIX mapamndeir (MOHO-
¢dasHas MMMYHOOIIOCPEeZOBaHHAS
Heviponatusi) [1-7]. OnncpiBaemblit
HEeBPOJIOTMYECKUIT lepULIUT pasBu-
BaeTCs B pesy/nbTaTe IOPayKeHNA KO-
PeIIKOB CIMHHOTO MO3Ta, CIMHA/b-
HBIX U YepPeITHbIX HEPBHBIX CTBOJIOB.
Cunpgpom Tuitena - bappe - oTHO-
CUTENbHO pefKO BCTpedaloleecs

3a00/IeBaHNe, 9YaCTOTa KOTOPOTO CO-
crapnger 1-1,9 cayyaes ma 100 000
yenosek [1-3].

3aboneBaHue, BIEpBble OMMCAH-
uHoe O. Landry (1859) B cepennne
XIX B., OBITIO HA3BaHO B Y€CTH JABYX
(dpaHIy3CKMX HEBPOIATONIOrOB
G. Guillain n J.A. Barré, usyuas-
mux ero B Hayane XX B. [8, 9]. Pexxe
00/1e3HDb HA3bIBAIT CUHLPOMOM
I'mitena — Bappe — llrpona (aHr.
Guillain-Barré-Strohl syndrome)
v cunppomom Jlangpu — 'mitena —
Bappe - Ilrpons (aurr. Landry-
Guillain-Barré-Strohl syndrome).
Kpurepnem anudpuarHocTnky, mo-

3BOJIAIOIIVIM OT/IMYNUTD JAHHbIIT CHH-
IPOM OT IOJMOMMEINTA U APYTUX
HelponaTuii, ABAAETCS MBbIIIEeYHAs
cmaboCTh B COUYETAHNM C TaK Ha3bl-
BaeMOIT aJIbOYMIHO- I TOTIOTNYeCKOI
Auccolyanyeit (MoBblIeHNe 6eKa B
JIMKBOpE HpY HOPMAIbHOM LIUTO3E),
4ro 6bUI0 ycTanoBneHo G. Guillain,
J.A. Barré n A. Strohl (1916) [9].

B TedeHMe A/IMTETIBHOTO IEePHOfia IS
neyenus cunppoma Iuiiena — bappe
IPYMEHSIIVCH CTEPOMABL: IIPeIapaThl
a/IpPeHOKOPTUKOTPOITHOTO TOPMOHA
(AKTT), KopTH30H, feKcaMeTa30H,
HPEIHN30/I0H V1 MeTIIIPEJHN30MOH.
JaHHBIT MeTOR OBUT TIpefyIOKeH B
1952 r. J.S. Stillman n W.F. Ganong
(CIIA) [10], BmocnencTBum OH GbII
IIpM3HAH HEZOCTATOYHO 3¢ deKTus-
HbIM [11].

ITepBoe ymoMmmHaHMe 06 ycrerm-
HOM TpuMeHeHUM mnasmadepesa
(anrm. plasma exchange) B ne4eHun
cunppoma Iuitena - bappe (xpo-
Hudeckass opma) IpUHATIEKUT
R.L. Levy u coaBr. (1979) us Benuxo-
Opurannn (37meKTpoHHas 6asa HaH-
ubix PubMed) [12].

PesynbraThl IepBOro paHZOMU3NPO-
BAaHHOTO K/IMHIYECKOTO MCC/Ie0Ba-
HISI, TOCBSIIEHHOTO IIPUMEHEHNIO
Ye/I0BEYECKNX MMMYHOITIOOY/INHOB
I/ BHYTPUBEHHOTO BBEIEHUA B Jle-



yeHnM cuHjpoma Iuitena - bappe,
6prm omy6nmukoBanbl EG. van der
Meché u PI. Schmitz (Hugepnangpr,
1992) [13].

Knunnueckue BapuaHTbl
n KJ'IaCCVI(I)VIKaI.WIﬂ

B cpaBHMTeNbHO HeaBHEM IPOLIOM
paccMaTpuBaICh BCEro /{Ba K/IMHM-
YeCKMX BapMaHTa cMHApoMa [nitena —
bappe: ocTpasa upmomarmyeckas
¢dbopma u xpoHudeckas (peunanBu-
pytomas). Ilpeamonaranocs, 4To Ha
nepByo (0CHOBHYI0) dopMmy Ipu-
xomutca 1o 95% cmydaes 00mesH, a
ocTaybHble 5% — Ha XpOHMYeCKyIo [1].
K HacTosleMy BpeMeH) NPUHATO
BBIJIe/IATh He MeHee ILSATU PasHo-
BUHOCTEN (KIMHMYECKUX Bapu-
aHTOB) cuHApoMa Iuitena — bappe.
K mx 4mcny oTHOCAT Ciefyioniue co-
CTOSTHUSA:

1) ocTpast BOoCmanuTebHas geMite-
AMHU3UPYIOLAsT MOMNHEPOIaTHs
(OBIITH);

2) ocTpast MOTOPHO-CEHCOpHast aKco-
HajbHas Heltponatusa (OMCAH);

3) ocTpas MOTOPHO-aKCOHa/lbHasd
neiipornatust (OMAH);

4) curppoM Munnepa-®Oumepa
(anrn. Miller Fisher syndrome);

5) XpoHIYecKas BOCIIA/INTENbHAS [ie-
MUETVHU3NUPYIOIIasl TONMHepona-
s (XBIOIT) [1, 13-17].

OTMeTnM, 4TO MMEHHO 3Ta hopMma 3a-
6oreBanys (CIOpafMYeCKIil BAPUAHT
cuHppoMa [itena — bappe) BcTpeuya-
eTcst Hanborree 4acTo.

B npomnonHeHue K BbILIEIIepeYNCIICH-
HBIM CYIECTBYIOT PefKye I/ VI aTh-
IYHbIE BapMAHTHI OOJIe3HIL.

tnonorus

Iruonornyeckne GaKTOpPbl CUHIPO-
Ma Iuitena - bappe okoHYaTe/lbHO
He U3y4YeHbI, YTO I03BOJIAET pac-
cMaTpuBaTh 6ONE3Hb KaK MAMOINA-
TUYECKYI0 IONMHelponaTuo. Tem
He MeHee IIe/IBIl PsAJl IMaTOTeHHBIX
MUKPOOPTaHM3MOB MOXXHO pac-
CMaTpUBaTh B KayeCcTBe 3TUOJO-
rMyecknx (pakTopoB, MOCKOIBKY
MHQUUMPOBAHNE MMM 3a4aCTYIO
IpeAlIecTByeT PasBUTUIO CHHIPO-
Ma Iuitena — Bappe. K Hum otHO-
carcs: uuromeranosupyc (IIMB),
Bupyc Epstein-Barr, Haemophilus
influenzae tuma b, Mycoplasma
pneumoniae, Campylobacter jejuni
(C. jejuni) m MHOTHME ApYyTHE BO36Y-
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nureny MHQEKUNOHHBIX 6OoIe3Hel
u mpotueccos [1, 2, 4, 18].

Henpssa Taxxe MCKIIOYUTD 3THOTIO-
TUYECKYI0 POJIb MPOGUIAKTIIECKOI
MMMYHU3anuy (IpoTUBOIIONINOMYe-
JINTHOI, aHTUPAOUIECKOIL, IIPOTUBO-
IuTepUiTHON, IPOTYBOTPUIIIIO3HON
U [p.) B PasBUTUM ITOI TSKENOI,
OBICTPO Iporpeccupykoleil 6ome3Hn
[1-7, 14-16, 18].

[To MHEHMI0O MHOTMX aBTOPOB, 60-
JIe3HDb SBJIAETCA CIEACTBUEM aHO-
MajbHOTO T-KJIeTOYHOTo OTBETa,
MHAYIMPOBAHHOTO MH(QEKIMOHHBIM
npoueccoM. TakuM 06pasoM, CHH-
npoMm Imitena - bappe paccmarpu-
BaeTCA KaK NMpuobpeTeHHas MMMY-
HOOIIOCPEJ0OBaHHasA HelipomaTus,
pasBUBAIOLIAsICsA BCIEACTBIUE abep-
PAaHTHOM MMMYHHOl peakuuu Ha
IIpeIIecTBYIOllee UMMYHOAKTUBI-
pyroliiee cobbITHe (BUPYCHast MHPEK-
M, BakuyHanya u 1.40.) [1, 4, 18].
ITpumeuarenbHo, uto C. jejuni ABmA-
eTCs MPUYNMHHO-3HAYMMBIM MH(eK-
LMIOHHBIM areHTOM Yy TpeTHu HaIu-
€HTOB, @ MOJIEKY/IApHasd MUMUKDPUS
MEXy FaHIIMO3UIaMI U IUTIOCaxa-
pugamu (snmronst G, G, ., G .,
Gle, GalNAc-G,, ) mauHOM 6akTe-
Py CIOCOOCTBYET BEIPabOTKe aHTH-
TaHITIMO3U/IHBIX aHTUTEN. Bbicokue
TUTPbl AHTUTAHINMO3UIHBIX AHTU-
Ten knmaccos IgM, IgG n IgA, BcTyma-
OIIVIX B PEAKI[UN C SIIMTONAMM aKCO-
ITa3MaTN4YeCKOTO OT/ie/Ia aKCOHOB I
MIETNHOBON 000/I04KM, 0OHAPY>KH-
BAIOTCA B CBIBOPOTKe KpoBu y 40%
00/MBHBIX C CHMHApoMOM ImiteHa —
Bappe [1-4, 14, 18].

Matorexes

ITpu kmaccuveckoit popme CUHAPO-
Mma ImiteHa — Bappe (ocrpas Bocma-
NMUTeNbHAA JleMUCNTNHU3NUPYIOLIasn
MONVHENPONAaTUsA) NPOUCXOTUT
HOpa)keHNe BOJIOKOH JBUTrATENb-
HBIX ¥ YyBCTBUTEIbHBIX HEPOHOB.
OCHOBHBIMM CTPYKTYpaMIU, KOTOPbIE
IIO/IBEPraloTCsA IATOIOTUYECKOMY
BO3JIEIICTBIIO, SABNAIOTCA IIPEUMY-
IIeCTBEHHO MOTOHENPOHBI Iepef-
HVX KOPEIIKOB U CMEXHbIe IIPOKCHU-
MaJIbHble CIIeTeHUA. XapaKTepHBII
(dbeHOMEH — BBIpaXKCHHAs CerMeH-
TapHas BOCHATUTENbHAsA JeMUeNn-
HM3ALVS, KOTOPast COIPOBOXKIAETCs
ouaroBoit u gud¢ysHoit MHGUIb-
tpanuein T-nuMpoupgHBIMM U
MOHOILMTapHO-MaKpodaraabHbIMU

KJIeTKaMi Ha BCeX YPOBHAX Ile-
pudepudeckoil HepBHON CUCTe-
Mbl. BocnanuTenbHble KIE€TKM aK-
KyMyIUPYIOTCA BOKPYT MEIKUX
COCYZIOB 3H/IOHEBPMU:A/3IUHEBPHUSL.
KommieMeHT-onocpenoBaHHOe CBSI-
3bIBaHM€ aHTUTEI C SNUTONAMMU, pac-
IIOJIOKEHHBIMI Ha IIOBEPXHOCTHOM
MeMOpaHe IIBAHHOBCKUX KIIETOK,
npepumecTsyeT T-KIeTOYHON MH-
¢dunprpanun [1, 4, 19].
Mopdonornyeckue n3MeHeHNs IpU
OCTpOJ ¥ XPOHMYECKOI BOCIAJIN-
TE/IbHOM JeMUeNVHU3UPYIOIIeN I10-
NMHENPONAaTUM HAIOMUHAIOT Ha-
PpYUIEHNA IPU 9KCIIEPUMEHTATBHOM
ayTOMMMYHHOM HEBPUTE; MOA0OHbIE
MATOJIOTMYeCKIe M3MeHeHMs HabIo-
JalTca npu cuHppome Munnepa-
®umepa [1, 4, 20].

AKCOHaZIbHbI€ BapMaHTbhl CUHAPOMa
Imitena — Bappe (ocTpas MOoTOpHO-
AKCOHAJIbHasA ¥ MOTOPHO-CEHCOPHAs
HeIpOIaTM) XapaKTepU3YIOTCA OT-
CYTCTBMEM BBIPaKEHHBIX ITPM3HAKOB
BOCIIaJIEHNA U HaM4MeM aKCOHab-
HOJI lereHepaLy HEPBHbIX BOTIOKOH.
VIsmeHeHNA B LIEHTPa/IbHON HEPBHOI
cucreme (LTHC) npu aTux BapnaHTax
©60/1e3HI BTOPUYHBI ITO OTHOIIEHIIO K
mereHepanuy akcoHos. IIpu ocrtpoit
MOTOPHO-aKCOHA/IbHOV HelponaTumu
«MMMYHHOII aTaKke» IOJBEP)XEHBI, B
IIEPBYIO OYEPENb, IBUrATE/IbHBIE Y3/IbI
Pausre [1, 4, 7, 14].
VIMMyHONaTONMOTMYECKME peaKIun
HIPUBOAAT K ayTOMMMYHHOMY IIO-
BPEX/IEHIIO TKaHell, acCOLMIPOBaH-
HOMY C ME€XaHM3MaMI MOJIEKYTIAPHON
MUMJKPUM C yYacTUEM CYIIE€PaHTH-
T€HOB U CTUMY/ALMEN LUTOKUHOB
(1,4, 20].

ITepBbIM 3TarIoM B UIMMYHOIIATOT€He-
3e OOJIe3HM ABJLACTCA IIPECTaB/ICHIe
aHTNUIeHa HaMBHBIM T-K/IeTKaM ¢ ux
IIOC/IEIYIOI el aKTUBaLMel, UPKY-
JISILMelt IO KPOBOTOKY 1 (puKcarumeit
Ha BEHY/IIPHOM 9HJOTeNuu mepude-
pUYecKux HepBOB. 3aTeM T-KieTKn
IpeoJoIeBal0T reMaTodHIedaIn-
yeckuit 6apbep, MPOHNUKAIOT Yepes
9HJIOTE/INAIbHBIN CII0I B Il€pUBa-
CKYJISIPHYIO 00/1acTh U MUTPUPYIOT
K 3HJIOHEBPUIO, 3a/I€VICTBYs MOJIEKY-
JIIpHbIe MEXaHMU3MBbI afire3un (CeeK-
TVHBI, T€/IKOIIMTapHbIE IHTETPUHBI 1
UX KOHTPPELENITOPBI ). 3aK/TI0UNTeNb-
HBIM 3TaIlOM B ITATOT€HE3€e CUHAPOMa
Initena — Bappe ABnAeTCA BXOXTe-
Hue T-KIeTOK 11 ayTOaHTUTENI B SH/0-
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HeBpUIT BMecTe ¢ Makpodaram, rje
[PV IOMOIIY AHTUTEI03aBUCUMBIX 1
T-K/IeTOYHBIX MEXaHU3MOB UJCHTHU-
(bUIMPYIOTCS Ay TOAHTHUI€HBI HA AKCO-
HA/IbHBIX J/IY IBAHHOBCKMX K/IETKAX.
9TO MPUBOAUT K BBIPAXKEHHOMY II0-
BPEeXJIEHUIO TKaHel, 4eMy CIOco0-
CTBYeT aKTMBHBIII (ParolnTos KIeToK
MOHOIMTAapHO-MaKpodaraabHO
mani [1, 4, 19].

R.S. Tsang u A. Valdivieso-Garcia
(2003), B.C. Kieseier n coasr. (2004),
a taxke D. Lambracht-Washington
n G.I. Wolfe (2011) noguepkuBaior,
grto rrokuasl (VJI-10, VIJ1-12, NJI-
18, pakTop Hekpo3sa omyxomu anboa,
NeKO3-MHIMOupyomuit ¢paxkTop)
U XeMOKMHbBI (6em0K-aTTpaKTaHT
MOHOILIUTOB, MHTePHEPOH-NHAYIU-
Oe/IbHbIIT 6€7I0K) AKTUBHO y4aCTBYIOT
B BOCIAJIMTENBHOM IIpoLiecce Ipu
cunppome [nitena — bappe [19-21].

[eHeTHYeckne
1 UMMyHOTeHeTUYecKkne
acneKTbl 60ne3Hu

ITpu mccmegoBaHUM aHTUTEHOB CHU-
crembl HLA (rmaBHBI KOMIIIEKC
rucrocoBmectumoctu) D. Adams u
coast. (1977) mokasau, 4TO IeHbl, ac-
conuMpoBaHHbIe ¢ ToKycamyu HLA-A
n HLA-BB, He IpMHMMAIOT y4acTu:A B
passutuu cuHapoma [uiiena — bappe
[22]. B gpyrux mccmenoBaHusx 6biia
BBIABJIEHA CBA3b MEXIY aHTUT€HAMI
HLA-54, HLA-CW1, HLA-DQB*3 n
cuuppomoM luitena — Bappe [1].

E.E. Magira u coasr. (2003) o6Hapy-
KV TIOTIOKUTEIBbHYIO KOPPEIIAIIIO
MEXJy OCTPOJ BOCHANIUTENIbHON
NeMUENVHUSUPYIOLell IONINHEeN-
pomarueit u amnenem DQB1*0603 ¢
yHMKambHbIM ammtoriom DQBED”7,
a TaKXXe OTPUIjATeNbHYI Koppe-
nauuo — ¢ amnenamu AQB1%0503,
DQB1*0601, DQB1*0602 u
DQB1*0603, xapakTepusyeMbIMHI
srmtoroM RDP%-%7 [23].

Bce BpIIEN3NI0KEHHOE MTO3BOMNIO 1
K. Geleijns 1 coasr. (2005) 3aK/II04NTb,
yro Kmacc HLA moxeT 6pITb onpere-
JIAIOIVYM IIPY PA3TINYHBIX BapMaHTaX
cuugpoma [niteHa — Bappe, a cama 60-
JIe3HD SABJISETCA KOMIUIEKCHBIM TeHe-
TIYeCKVIM HapyleHueM [24].
Pasnmuuna B pacnpenenenun HLA-
DQB 5snuTonoB Ob1M BBIABIEHBI
y HaMEHTOB C OCTPOIl BOCIAJIN-
TENIbHON JeMUEeTNHU3UPYIOI e
IONIMHENPOIIATHEl U OCTPON MO-
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TOPHO-aKCOHA/IbHOJM HeNpOIaTu-
el (MMMYHOTeHeTU4YecKas pasHo-
ponHOCTD). B cBOIO Ouepenn, panee
M. Koga 1 coast. (1998) obHapyxmmm
TeCHYI0 B3auMOCBA3b Mexxay HLA-
DQB1*03 u mpepnecTBYOIUM VMH-
¢unmposanueMm C. jejuni [25]. Ilpen-
nonaraercs, 4To obHapysxkenue JJHK
C. jejuni B MMETOMOHOLUMTAPHBIX
K/IeTKaX CBUJIETENbCTBYET O Ipef-
CTaBJIEHMM HENPUTOT€HHBIX aHTU-
reHoB T-kimeTkam Komriekcom HLA
kmacca Il [1, 4].

B cBoeit HegaBHeit pabote K. H. Chang
u coasT. (2012) ommcanu 256 TeHOB U
18 reHHBIX ceTell, JOCTOBEPHO aCCO-
IMPOBAHHBIX C CMHpOMOM [niteHa -
Bappe; cpenu Hux Hambonee 4acThl-
Mmu redamn okasamice FOS, PTGS2,
HMGB2 1 MMP?9 [26].

Knunnyeckue npoasnexns
cuHpapoma viteHa — bappe

B reyenun cunppoma [niiena - bappe
TIPUHSTO BBIJIETATD 3 CTa UM

1) mporpeccupoBaHue;

2) CTOVKasA CMMIITOMATHKa,

3) BoccraHosenne [1-4, 6,7, 27, 28].
IlepBble cumnToMbl cuHApoMa lnite-
Ha - bappe, kak npaBuio, MOABIA-
I0TCSL IIPU OTCYTCTBUU BBIPa>KeH-
HOTO IOBBILIEHUS TeMIEpaTypPhl
[1, 4]. Knaccraeckumy mposiBleHMs-
My 60/Ie3HN CUUTAIOTCS MPOTrPeccu-
pytomuit (BOCXOAAIMIT) Mapanmny
MBI KOHEYHOCTEN ¥ J[bIXaTebHO
MYCKY/IaTypBbl, YTO COIPOBOXKAETCS
PacCTpOCTBAMM IyBCTBUTEILHOCTI
10 HOIMHENPONaTNYeCKOMY THUILY;
BIIOC/ICHCTBUY Y HAaLlMeHTOB BO3HU-
KalOT BereTaTUBHO-TPOIYecKye Ha-
pyurenns [1-7].

ITpakTudecky BO BCeX CIydasax IIO-
SIBJIEHUIO CUMIITOMOB 3a00/IeBaHMsI
IIPEALIECTBYIOT OCTpbIe PecIpaTop-
Hble MHGEKIVM, MHOI[A TPABMBbI WM
OllepaTMBHOE BMEIIATE/IbCTBO, PeXKe
nepeoxyaxyenue [1-3].

Octpas BocnanutenbHas

AEMUENTUHU3NPYIOLLaA ﬂOﬂMHEIZpOﬂaTI/IFI
Knnuanueckne npossnenus OBIITH
SIB/ISIIOTCS TIPSIMBIM CTIEACTBMEM Ha-
PYIIEHUII Ca/JIbTATOPHO IPOBOJM-
MOCTH II0 MUETVHM3VMPOBAHHBIM aK-
coHaM (BO3HMKAeT TaK Ha3bIBAeMbII
KOHIYKI[MOHHBII 6710K). [Ipumeya-
TE/IbHO, YTO IIPYIMEPHO Y IBYX TpeTei
IIAI[VIEHTOB 3a 2 HefIe/IN 1O IOSB/ICHYIA
MBIIIEYHON CTab0CTY OBIIN SITM30bI

OCTpOI1 pecrmpaTopHOil MHPEKIUN
WM racTposHTeputa [1-4].
Xapaxrepnsiit mpusHak OBIITH -
BHe3aIlHO€e MOsIB/ICHNE HEBPOJIOTH-
YECKIMX CUMIITOMOB. Y OO/IbIIMHCTBA
ManyeHToB HabaomaeTca 00m1eBoil
cunzppom (o 80%) m mapecre3un
(20%); MOBONIBHO TUNMYHBIMU CUM-
[ITOMaMy SABJISIOTCS aTaKCUs U TIa-
pesbl/Iapanndm YeperHblXx HEPBOB.
IIpumepno y 30% pmeteit perucTpu-
pyoTCcs HapyuieHus QyHKIuit chyH-
KTepoB. [lopaxkeHne CHMIIATNYECKOI
HEPBHOII CHCTEMBI TIPOSIB/IIETCS Pas-
JIMYHBIMI BETETATUBHBIMU HapyIlle-
HUsIMY (TUIIEPTEH3MS, TOCTYPaIbHAs
TUMIOTEH3MsA, Ipody3HOe IOTOOTHE-
JIeHMe, HAPYIIEeHVsI TePMOPETY/LILNI
nt.n) [1-4,6,7].

ITapann4 gbpIXaTeNbHON MYCKY/IATYy-
PBI SIBIISIETCSA TUIIMYHBIM U TSDKETBIM
OCJIO>KHEHVEM OCTPOJI BOCIIA/IUTENb-
HOII IeMMe/TVIHU3MPYIOLLEll IIO/INHEN -
pomarum, TpeOyoInuM IPOBeeHNs
VICKYCCTBEHHOII BEHTIISALINN JIETKIX
n/vnu rpaxeoctomnn [1, 14, 29].

XpOHVIl-IECKaFI BOCnanunTenbHaa
JeMUeNTMHn3npyoLLiad I'IOJ'II/IHQVIPOI'IaTI/IH
V¥ wactu nmanuenrtos (ot 5 go 10%),
[epeHeCIIX paHee OCTPYI BOCIA-
JIUTETbHYI0 ITeMMeTMHU3UPYIOMIYI0
HO/IMHEPOIIATHIO, Ha MPOTSDKEHUN
[epIOfia OT 2 MECSLIEB 10 HECKO/IBKIX
JIeT MOTYT OTMEYAThCST PEL/IVBEI 3a-
6oneBanusa (oguH UM 6oIbIIee UX
4UCII0). DTO 06CTOATENBCTBO MIO3BO-
JIsIeT KOHCTATUPOBATh y HUX Ha/IM4ne
XPOHIYECKOI BOCIIAJINTENBHOI Jie-
MUETMHUSUPYIOLIEN MTONMHENPOTIa-
tun [1-4, 6, 7, 28, 29].

DaKTOpbI, MHUIMUPYIOLNE PELUN-
BbI 00/1e3H, B GOJIBIINHCTBE CTyYaeB
ocTaroTcA HeuspecTHbIMU. [Ipepnmo-
JIaraeTcsl, YTO OHYM OTHOCSTCS K VM-
MYHOOIOCpPEJOBaHHBIM MeXaHM3MaM
U peaxuusM oprannusma [29].

OcTpas MOTOPHO-CeHCOpHas
dKCOHaJ1bHaA H€I7Ip0I'IaTI/Iﬂ

CuMITOMBI 3TOiT (POPMBI CHHJIpOMa
Initena - bappe npakTu4ecku He OT-
JIMYMMBI OT IIPOABJIEHMI OCTPOII BOC-
TIa/INTEIbHON IEMUETHU3UPYIOLE
IIO/IMHENPOIIaTUY, HO IIPOrHO3 3a-
6oneBaHus 6ojee HeGMArOMPUATEH.
ITpu OMCAH vy pereit oTMe4aeTcs
BBIpaKEHHAsA aKCOHa/lbHas JereHe-
pauma C NepBMYHBIM MOpaKeHUEM
AKCOHOB JIBUTATEIbHBIX M YYBCTBMU-



Te/IbHBIX HEPBOB. BrocimepcTBun
OKIJAETCs [O3/JHee U HEIIOJTHOe BOC-
CTaHOBJIEHMe HaPYILIeHHbIX HEBPOIO-
rudecKux GyHKImit (1o cpaBHEHMIO C
OBJIITH) [1, 4, 28, 29].

OCTpaﬂ MOTOPHO-aKCOHaJIbHaA
HeliponaTua

OMAH npepncrasnser co6oit Bapu-
aHT 60JIe3HN, TIPU KOTOPOM OTMedYa-
€TCs1 IIPEVIMYILECTBEHHOE IIOPAKEHIIE
MPOKCUMAJIbHOM YacTU JTBUTATENb-
HBIX HeltpoHOB [1, 6, 29].

Y 4gacTu maryeHToB (He BO BCeX CITy-
yasx) B gebrore OMAH ormevarorcs
runeprepmus (Imxopajka), reMop-
paruyecknii KOHbIOHKTUBUT, aCUM-
MeTpUYHasi MBIIIeYHas CMabocCTh, a
TaK>Ke Ha/li4ye IUIEOLUTO3a B CIIVH-
HOMO3TOBO JKITKOCTI.

I[Tpu snexTpoHeipoMmorpapIecKom
uccnegoBanyy (OHMI') y manyeHnTOB
BBISIB/ISIIOTCS CHVDKEHME MTOTeHIMaa
MOTOPHOTO IeMCTBIS, @ TAKXKe JIeHep-
BanyoHHbI Ty DHMI. Ilpn stom
OTMeYaeTCsl COXPAHEHME CKOPOCTEN
HEJIPOMOTOPHO ¥ HEIPOCEHCOPHOI
mposoxumocti [1, 4].

CuHgpom Munnepa-Ouwepa
OTIMYUTeNbHOI 4epTON 9TON POPMBI
cunppoma [uitena — bappe sasnserca
HaJIM41e HapY>KHOI odTanbMoITe-
TUI B COYETAHNN C aTaKcuert u aped-
JIeKCHell, oAB/IAIoLIeecs B TeYeHe
IIepBOII Hefle/y IIOCyIe Havana 3a6o-
nesanus [1, 4, 30].

IlepBpIMM IpU3HAKaMU CHHApPOMaA
Munnepa-®@uiiepa ABIAITCA -
IUIONMS, a TAaKKe JBYXCTOPOHHUIA
Hapes JMIEBOTO HepBa (OTMeYaeTCs
y 50% maruenTos). OdTranbmore-
rus (BHYTPEHHsISI) PETUCTPUPYETCs
y 70-75% pmeTell ¢ CMHEPOMOM
Mwmnnepa-®uiuepa [1, 4, 6].
OmnucpiBaeMble CMMITOMBI YCHUIIU-
BAIOTCA, JOCTUTAA MaKCUMAJIbHOM
BBIPA)KEHHOCTH, KOTOpas COXpaH:i-
€TCA Ha NPOTsKeHun 1-2 Hepenb,
IIOC/Ie Yero OTMeYaeTCs MOCTeIleH-
HOe BOCCTAaHOBJIEHJE HeBPOJIOTH-
qeckux ¢GyHKuit (06BIYHO OHO
ObIBaeT IIOTHBIM WIN IIPaKTuUde-
CKM TaKOBBIM). B cnmHHOMO3roBoII
JKUIKOCTH Yy 4aCTy MAaI[MeHTOB OT-
MeYaloTCs IOBbIIIEHHOEe COleprKa-
Hue 6e/Ka ¥ IJICOLUTO3, B PEIKIX
Cy4asx — TUIIMYHAs albOyMIHO-
OUTOJOTHYECKAasA AUCCOLMALUA
(xax mpu OBJITH) [1-4].
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OHMTI-uccnenoBanme y feTeii ¢ CUH-
npomoM Mwunnepa-®Puinepa 1o3Bo-
JISIeT B YaCTY CTy4YaeB 3aperucTpyupo-
BaTh 3aMeJy/IeH)ie IPOBOAUMOCTY TI0
ABUTAaTeIbHBIM VM YYBCTBUTEIbHBIM
HepBaM [29, 30].

Mporxo3

Y 60/MbIIMHCTBA MAL[MEHTOB C CHH-
npomoM Imitena — bappe ormevaeTca
CIIOHTAaHHOE BBI3JOPOBJIEHNE, XOTA
IO 4eTBepPTU OOJBHBIX MOTYT HYX-
JaTbCS B MPOBEIEHUM VICKYCCTBEH-
Hoi1 BenTusanyu nerkux (VIBJI).

B cpegnemM nponomKuTeTbHOCTD CTa-
JUY IPOrpeccypoBaHmsA OOIe3HN CO-
CTaB/IAET OKOJIO 4 HefeNb, a CTaJuN
CTOMKOM CUMIITOMATUKN — OKOJIO
2 Heplenb. AKTMBHOE BOCCTAHOBIIE-
HJ€ YTPau€HHBIX HEBPOIOTMYECKIX
(GYHKIWIT IPOJO/DKAETCS B TeUeHUe
IpMMEPHO IONYyTOPa MeCAILEB; B
JanbHeNIIeM TeMIIbI BOCCTaHOBJIe-
HA CYILIECTBEHHO 3aMENITIAI0TCA.
CunTaeTcs, 4TO HEBPOIOTUYECKUE
HapyIleHNs, COXPaHAIOLIecs Mocye
3aBeplIEHNs OCTPOro mepuopa 6o-
7Ie3HY, BIIOCTIENCTBUY OTMEYAIOTCS
y 7-22% peTeii (y B3pOCTIBIX MAIIeH-
TOB — B 20-30% cry4aes).
Perupus/peyuaussl 3aboneBaHus
(XpoHMueckas BOCHaINTeNbHAsA
meMueNMHU3UPYIoLlasd IOAMHEN-
pomaTusa) orMevaTca y 3-10% ma-
LIVI€EHTOB.

JleTanbHOCTD TpU cuHApoMe [nitena —
Bappe moxeT mocturarp 10%, x0T
yallle perucTPUpyeTcs Ha ypOBHe
2-5% [1, 4, 28, 31].

InarHoctuka

OCHOBHBIMU JAMATHOCTUYECKUMMU
KpurepusaAMu cuHApoma IuiteHa -
Bappe saBnatorcs: 1) nporpeccupyo-
Ias IBUraTeIbHas CIab0CTh C BOBJIE-
JeHMeM B IAaTOTOTMYECKMUIT TIporiecc
6o7ee OIHOI KOHEYHOCTH; 2) aped-
JIEKCVISI IV BBIp@XKEHHast TUIoped-
7IeKcust; 3) cofiepykaHue B 1 MKJI CIIVH-
HOMO3TOBOJT >KMAKOCTU He Gosee
50 MOHOLIMTOB U/MUIK 2 TPaHYIOLH-
ToB [1, 4, 27].

K pomonHurenpHBIM HpM3HAKaM,
[OATBEPXKAAOINM JaHHBII [ua-
THO3, OTHOCSTCS: 1) OTCYyTCTBHME I'HM-
neprepMuy (IMXOpajKyu) B Hadase
3a00/1eBaHMA; 2) HAa4ajI0 BOCCTAHOB-
JIeHVsI HEBPOJIOTMYECKUX (PYHKIIMIT
4yepes 2—4 Hefenm Mociie mpeKpale-
HsI [IPOIPECCUPOBAHNS; 3) OTHOCH-

TeJIPHO CHMMeETPUYHAsI MbILIeTHAs
c1abocTh; 4) YMepeHHble IpU3HAKU
CEHCOPHBIX HApYIIeHNUIt; 5) CUMIITO-
MBI [TOPaKEHNUsI YepPeIHbIX HEPBOB
(4H); 6) yBennueHne copep xaHNA
6eka B IMKBOPeE 110 MCTedeHn 1 He-
JIeV TIOCTIe TIOSIBIEHNISI XapaKTEPHBIX
CUMIITOMOB 60J1e3H1; 7) 3aMeJjIeHle
CKOPOCTY HEPBHOI MPOBOJUMOCTH
wm ypyiHenue F-ponn (mpu OHMI-
JCCEeNOBAaHNM); 7) Ha/au4ye Berera-
TYBHO (aBTOHOMHOU) AMCHYHKLUN
[1,4,27,32,33].

IIpn DHMTI-uccnemoBanum mopa-
SKEHHBIX MBI Ipy cuHApoMe [niie-
Ha — bappe BBIAB/IAIOT [ieHepBaLMOH-
HBIII TUII KpuBOI [32, 33].

K umeny gumarHoCTMYecKux Kpure-
pUeB, MOATBEPXKAAMLINX HaIudMe
cunppoma Initena — bappe, otHOCAT
ciepyolye 3 moxasaress, onpese-
JisileMble IIPY aHajyM3e CIMHHOMO3-
TOBOMN >KUIKOCTH: 1) MOBBILIIEHHOE
copepXaHme 6enka; 2) yBenudeHue
¢dpaxuny anpbymmHa; 3) OTCYTCTBIE
ycuneHus nurosa [1].

InddepeHuymnanbHan auarHocTuka

Cunppom Initena — Bappe Heo6xo-
pumo nuddepeHIMpPOoBaTh OT TaKUX
COCTOSTHMIA, KaK OCTPBIIL (MumgeMude-
CKIJI) TTOMMOMUENNT, OOTY/IN3M, MHa-
crenus (myasthenia gravis), ocTpsiit
MU/, TO/IVHeIPOTIATys IIPY AndTe-
PUL, OCTpBIE MIOIMHEIPOIIATIN MTHOTO
poncxoxenus u p. [1-7, 13].

Tepanua

O6s13aTe/IbHBIM YCTIOBYMEM JIEIEHIISI
cunppoma [uriena — bappe saBnaerca
CpOYHasi TOCINUTAMN3ALNA B OTHENe-
HUe peaHyMMalMy ¥ MHTEHCUBHOI
Tepanuy (B CBA3K C IIOTEHI[MAIbHON
Heobxogumoctoio B VIBJT) [1, 34].

Cpenu HedapMaKOIOIMYECKUX Me-
TOJIOB JIe4eHMsI CUHApoMa [uitena —
Bappe oco6oe MecTo 3aHKMMaeT 11a3-
Madepes Kak eqMHCTBEHHDIIT CI10c06
MHCTPYMEHTA/IbHOI (9KCTPaKOpIIO-
panpHOIT) Tepamuu 6omesHu [35, 36].
J.C. Raphaél u coasrt. (2002) ykassl-
BaIOT, YTO IIasMadepes sBIAETCI
[epBbIM METOLOM JIeYeHMsI, KOTO-
pBIiT oOmajjaeT IpeuMylecTBaMu
[I0 CPABHEHUIO C MOJIIEP>KMBAIOLIEN
Teparneit (¢ fokasaHHOI 3¢ deKTrB-
HOCThI0) [35]. Cpeny M3BeCTHBIX U
UCIIO/b3yeMBbIX paHee MeTOLOB Me-
[MKaMEHTO3HOI Teparuy 60mesHy,
TaKMX KaK MMMYHOCYIIPECCOPHI —
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LOUKIOCIOPNH, LUKIodochammpy
M a3aTMONPUH; KOPTUKOCTEPOU/IbI;
npemaparbl Gera-mHTepdepoHa;
AyTOJOTMYHAS TPaHCIJIAHTAIMA
CTBOJIOBBIX KJIETOK; YeTOBEUYECKIE
VIMMYHOITIOOY/IVIHBI JI/II BHY TPUBEH-
HOTO BBeJIeHUsI, TONBKO MOC/IeTHIE
MOTYT CYUTATHCA 9D DEKTUBHBIMU C
HO3ULIMI AOKa3aTeAbHON MeIUII-
HbI [36]. O6 9TOM CBMAETEbCTBYIOT
[laHHbIe CUCTEMATIYECKOTO 0030pa,
npencrasieHHoro R.A. Hughes u
coasT. (2010) [37]. Db dexTUBHOCTD
OCTa/bHBIX METOROB (hapMaKoIOr-
YECKOTO0 JIeYeHNA CHApoMa Iiiena —
bappe npencraBndeTca B mydnieMm
CTy4ae COMHMUTENbHOI [38-41].
CylecTBYIOT 2 OCHOBHBIX peXMMa
Ha3HaueHMUs MIeTSAM C CUHIAPOMOM
I'mitena — bappe JenmoBedyecKnx MM-
MYHOITIOOY/IMHOB J/IsI BHYTPUBEH-
Horo BBefieHus: 1) mo 0,4 I/Kr/cyT B
TeyeHue 5 gueir; 2) mo 2,0 I/Kr ofHO-
KparHo [4, 5, 13, 20, 34-36]. IlepBbiit
PeXUM Yallle IPUMEHSIETCS M CUNTa-
€TCs1 IPEIOYTUTETbHBIM.

B neyenuu cunpipoma Iuitena - bappe
MOTYT YCHEIIHO HPUMEHATHCS Kak
YeloBeYeCKlie MMMYHOTIOOYINHBI
UL BHYTPUBEHHOT'O BBEJCHNA C CO-
fepkanueM Tonbko IgG (VIHTparekT),
TaK U BHYTPUBEHHbIe IMMYHOIIOOY-
nuHbl, oboramenHble IgM (ITenTa-
DI06VH), IPOU3BOAVIMBIE KOMITAHWEN
Biotest Pharma GmbH (Tepmanmsi).
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[TocnegHMM cnenyeT OTHATH Ipef-
IoYTeHMe, Tak Kak IgM B Goybuieit
CTeNeH) CTUMY/INPYeT peMMeTNHN-
3aI/I0 3a CYET B3aMMOJENCTBUS C
anturedHamu LITHC un onuromengpo-
uutoB. B cBoio ovyepens, IgG Taxxe
CTUMYNNPYET pPeMUeNTNHU3ALNI0
IpeVMYIIEeCTBEHHO 3a CYeT MMMY-
HOMOZYNIUPYIOIel aKTUBHOCT! (OH
TaK>Ke JTy4llle IIPOHNMKAET Yepe3 reMa-
TosHLedamdecknit 6apbep). Takum
00pa3oM, TPy UCIIOTIb30BAHNH Ye/I0-
BEYECKUX MMMYHOITOOYINHOB IS
BHYTPUMBEHHOTO BBEJIEHNS C COiep-
>kanueM IgM mocTuraercs JONMOMHM-
TeJIbHOEe CTUMYIMpYIollee BO3Meil-
CTBJIE Ha ITPOLeCC peMUeTMHI3ALNN.
ITpu ncrionp3oBaHNM B JIEYEHUN CYH-
npoma [itena — Bappe Ilenrarmo6usna,
copieprkaiero 50 Mr 6enKoB IIa3Mbl
yeroBeka B 1 M1 (u3 Hux IgG - 38 mr,
IgA n IgM - o 6 MT KaXX[0ro), Ipexn-
jaraeTcsl JO3MpOBaTh Iperapar us3
pacuera 0,4 r/kr/cyT (TO ecTb 8 M/KT/
cyT) [42]. YenoBeyeckuit UMMYHOLIO-
Oy/VH [/Is1 BHYTPVUBEHHOTO BBECHNA
VHTpatekT, B 1 MJI KOTOPOTO TaKXe
comepkatcsi 50 Mr 6e/KOB IIas3Mbl
yesoBeKa, 3 Hux IgG He meHee 96%
(mopxmaccer IgG, - 57%, IgG, - 37%,
IgG, - 3%, IgG, - 3%), nosupyercs
aHAJIOTMYHBIM 00pasom [42].

B 1 mn npenapara VMHTpaTekT, uc-
II07Ib3YE€MOT'0 B JIeU€HNM CHHIPOMa
I'mitena - bappe, cogepxxarcsa 50 mMr

YenoBeveckye MMMYHOIIOOYIVHEL [/IsI BHYTPMBEHHOTO BBEeH, BOLIEALINE B apCeHal
(hapMaKONIOTMYeCKNX CPefCTB Bpadell pasjIMyYHBIX ClleluanbHOCTeil ¢ 1980-X IT., ycmem-
HO IIPUMEHSIOTCS B JIeYeHNN 60/Ie3HeNl C YyCTAaHOB/IEHHBIM WJ/IM IIPEAIIONIAraeMbIM ay TOMM-
MYHHBIM reHe30M. MeXaHM3Mbl TE€PATIEBTUIECKOTO IeiCTBIUA Ye€/I0BEYECKIX MMMYHOITIO-
OyIMHOB /I BHYTPUBEHHOTO BBEJEHNS OKOHYATEIbHO He BBIACHEHBI, HO U3BECTHO, YTO
OHM 00/T1aJa0T CIefYIIIMMIA CBOCTBAMU: IPOTUBOBOCIIAINTEIBHBIM; CIIOCOOHOCTBIO K
Hecnenyduieckoy ctumynanuyu T-muMQonuToB; K HeliTpaau3anuyl aHTUBUPYCHBIX, aHTH-
6aKTepuaNbHBIX I QY TOAHTIUTEL; CIIOCOOHOCTBIO K CBA3BIBAHMIO AKTVBMUPYIOLINX KOMIIOHEH-
TOB KOMIIEMEHTA I HeJITpaau3anuy ak TMBUPOBAHHOTO KOMIUIeMeHTa [43].

[TpexmonaraeTcsi, YTO MpYU UCIONb30BAHNY BHYTPUBEHHBIX IMMYHOITIOOY/INHOB B JI€4€HNI
cuagpoMa [miteHa — Bappe mponcxonut obecrevenne aH TUMAMOTUIINYECKUMY AHTUTENAMU
C CeJIeKTUBHBIM ITOJaBIeHMEM aHTUMUENNHOBBIX aHTUTeN [1, 43]. CregyeT MOMHUTD, 4TO
YeJI0BeYeCKye MMMYHOITTOOYIMHDI A1 BHYTPUBEHHOTO BBeJleH)s Ha NMPOTKEHUN psfa
JIET MICIO/IB3YIOTCA B JIEYeHUY OPYTUX AeMMeTMHISUPYIOIX 60Ie3Hell HePBHOI CUCTEMEL,
B YaCTHOCTY IIPM PACCEeAHHOM CKyepo3se [44].
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0e/IKOB IIa3MBbl Ye/IOBeKa, U3 HUX
IgG - He MeHee 96% (mopKmIacchl
IgG, - 57%, IgG, - 37%, IgG, - 3%,
IgG, - 3%), pekoMeH/TyeTCs I03Mpo-
BarTh IIpenapat us pacdera 0,4 r/kr/cyT
(To ectb 8 Min/kr/cyT) [42]. Heobxo-
AVMO OTMETUTb, 4TO IIPU IIPOU3-
BOJCTBe VIHTpaTeKTa MpUMeHAETCA
MHHOBAIlMOHHAsA TeXHOJNOTUA -
2-cTapguiiHasg KaTMOHOOOMeHHas
xpomarorpadus, I03BOJLAIOAs [10-
JIy4aThb BBICOKOOYMIIICHHBII IIpeIa-
pat IgG u1 obecreunBaTh €ro UCKIIIO-
YNTEIbHO XOPOLIYIO IePEHOCHMOCTD
HanyeHTaMNI.

ITo faHHBIM YHOMAHYTOTO BBIIIE CH-
cremaTnyeckoro o63zopa R.A. Hughes
u coasT. (2010), UMMyHOTepanus 4e-
JIOBEUECKUMY MMMYHOITIOOYIMHAMA
IIpM OCTPONM AeMUETUHUSUPYIOLIEN
HO/IMHENPOIaTUY CIIOCOOCTBYET CKO-
peifiieMy BOCCTAHOBJIEHMIO HEBPO-
7OrMYecKx QYHKUMIL, IO MeHbIIei
Mepe He ycrymas B 9 (eKTUBHOCTH
mwiasmadepesy [36]. A.K. Meena u
coaBT. (2011) oTa0T HpeIIoYTEeHE
4eJI0BeYeCKMM MMMYHOITOOYIMHAM
1A BHYTPUBEHHOTO BBEfIeH, TIOI-
4YepKuBasg BBICOKYIO 3P deKTNBHOCTh
TAaKOil UMMYHOTEPAIINM, @ TakoKe He-
607bIII0€ YICTIO HOOOYHBIX 3¢ (HeKTOoB,
CBSI3aHHBIX C X MICIIONIb30BaHUeM [34].
Haywunble uccenoBanus B obmactu
U3ydeHMA IpoOIeMbl CHHIpoOMa
Tnitena — bappe npopomkawTcs, 0
YeM CBUAETENbCTBYET, B YACTHOCTH,
HemaBH:A my6nukanus Y.Z. Wang u
coasT. (2012) us Knras, usydaBmunx
akcrpeccnio Toll-omo6HbIX perern-
topoB (TLR) 2, 4 1 9 y 60/1bHBIX ¢
JlaHHOJI maToorueit. Viccmegobarenn
0OHAPY>KM/IU HE TONBKO MOBBIIICHIE
TLR2, TLR4 n TLRY (B koM6MHaLIU
C acCOUVMPOBAHHLIMM CUTHA/Ib-
HBIMJ MOJIEKYJIaM¥) Y NaLMeHTOB
¢ cungpomom Imitena — bappe mo
CPaBHEHMIO CO 3[JO0POBBIMM JOHOPA-
ML, HO J JOCTOBEPHYIO II0JIOXKNTENb-
HYI0 KOPPE/IALINIO MEXY BBICOKVMMU
YPOBHAMU 3THX ITOKa3aresell ¥ BbI-
Pa>KEHHOCTBIO HEBPOJOTMYECKOTO
nedunura [45]. [Tockonpky TLR
UTPAIOT BXHYIO POJIb B aKTMBALUN
KJIETOYHOT'0 MMMYHHOTO OTBeTa,
IpMMEHEHMe YeJIOBEYeCKUX UMMY-
HOIVIOOYMHOB [ BHY TPUBEHHOTO
BBefIeHVSI MOXKET OKa3bIBaTh IOJIO-
JKUTe/IbHOE BJIMSHME Ha OINChIBae-
Mble ITOKa3aTeln MMMYHUTETa IIpU
cunppome Iuiiena — Bappe.



