CuHapomMm N'MueHa — bappe
B AETCKOM BO3pacTe

V npodeccop P.Ll. bembeeBa

npodeccop H.H. 3aBageHko

Kadeapa HeBponorun, HeMPOXUpyprum 1 MeaAUMLMHCKON reHeTUKH
uM. akagemuka J1.0. baganaHa neguaTtpu4yeckoro pakynbreTa
®rAOY BO PHUMY um. H.U. NMuporoea MuH3gpaesa Poccun



1. OnpepeneHue

2. InNupemMuornorus

3. JTunonorusd

4. laToreHe3

5. Knaccudumkauums

6. KnuHunyeckas KapTuHa
7. OwnarHocTtuka

8. OuddbepeHumnanbHbIU ANarHos3
9. MpuHUMNbI NeYyeHus

10. NporHos



ONPEAOEJNIEHUE

CuHpgpom 'mnena-bappe (Guillain-Barré syndrome) —
ayTOMMMYHHOE 3aborneBaHue nepudepunyeckon
HEPBHOMN CUCTEMbI, NPOSIBMAKOLLEECA OCTPOWN CEHCO-
MOTOPHOM TMOJSIMHEBPONATUEN W NPEOCTaBMAIOLWEE

cobon Hambonee HaCTyrHO TpPUYHNHY pPa3BUTNA OCTPbIX
BAJ1bIX napanmqeﬁ.

ruHaApoemM FTvAeHa-bappe MoapexaeHHOS
HMEET ayTOMMMYHHOS HepBHOS
NpouXosaeHne

:i_. ' 3n0poRDEe HEPEHOE BOMNOKHO :bﬁﬁmu



ONPEAOEJNIEHUE

Jean-Alexandre Barré Georges Charles Guillain

OcTpble ayTOMMMYHHbIE NOJSIMHEBPONAaTUU KnaccudmumpyoTcs
noa anoHMMom cuHopom MNuueHa-bappe

(no hammnusam aBTopoB, BNEpBbIE onncaBLunX 3abonesaHune).



AJMMOEMUNONIOINA

CuHgpom [uneHa-bappe (CI'B) BcTpedaeTcss Kak
Yy B3pPOCMbIX, TaKk U Yy [OeTen, C He3Ha4YnTenbHbIM
npeobnagannem nuy myxckoro nona (M: X =1,25:1).

3aboneBaemMocTb cpeau  B3POCNbIX  COCTaBMsieT
1-2/100 TbIC. Hacenenuda/roa, cpean [OeTen Wu
nogpoctkoB (oo 18 ner) - 0,34-1,34/100 TbIC.
HaceneHusa/rog (Yuki N., Hartung H.P., 2012).

B peokux cnydyaax CIBb BcTtpevyaetca y peten
rpyaHOro U Mmnagllero Bo3pacTa.

3aboneBaeMoCTb NMocne NepBoro AeCATUMNETUS XN3HU
Bo3pacTtaeT Ha 20% B kaxable nocrnegytowme 10 ner.



I TUOJIOI A

Stnonorusa CI'b He n3BecTHa.

HDEﬂ,HOﬂaFaETCH, YTO B OCHOBe 3aboneBaHust nexar

ayTOMMMYHHbIE MEXaHU3Mbl, @ POnb MYCKOBOro dakropa
OTBOAMTCS BUpycam u baktepusim.

OCHOBHbIE TPUIrepbl ayTOMMMYHHOTO NnpoLiecca:
— bakTtepua Campylobacter jejuni

— Uuntomeranosupyc (CMV)

— Bupyc OnwrenHa-bapp (EBV)

— baktepua Mycoplasma pneumoniae

— Bupyc renatuta E

— Bupyc 3uka

Y Hebonbloro yncna nauueHtoB CI'b passuBaeTcs nocne
OPYrnx nyckoBbIX pakTOPOB: BaKUMHaLUSA, XUPYpruyeckoe
BMELLATENIbCTBO, TpaBMa, TPaHCNaHTaumMsa KOCTHOro
mo3sra un ap. (Van den Berg B. et al., Neurology, 2014).



NMATOIMEHE3

Lipopolysaccharide

» [lpegnonaraeTtcs, 4YTO aHTUreHHas CXOXeCTb 000N0YKU UMHGEKLMOHHOMO areHTa C
OTAENbHBbIMW CTPYKTYPHBLIMU 3fieMeHTaMn nepudepuyecknx HepBoB (0Donouyka,
aKkcoH) obycnoenueaeT BbIpaboTky cneundundecknx aytoaHtTuten (AAT) wu
dopMupoBaHne - UMPKYIIMPYIOLWKUX  UMMYHHBIX  KOMMMEKCOB,  aTaKykowmx
nepudgepnyeckme HepBbl N0 MEXaHN3MY MOSEKYNAPHON MUMUKPUN.

* Y Tpetu naymeHToB MHMEKUMOoHHbIM Tpurrepom sisnsietca Campylobacter jejuni, a
MONeKynapHas MUMUKPUS Mexay raHrnuosvagamm u nunocaxapugamu (3nutonsl
GM1, GM1b, GD1a, GQ1b, GalNAc-GD1a) paHHOro MUKpoOOpraHuama
criocobcTByeT BbIpaboTKe aHTUraHMmMUO3WAHLIX aHTUTen. Bbicokne TUTpbI
aHTuraHrnmo3snaHblx AAT knaccos IgM, IgG wun IgA, BcTynawuwme B peakumm ¢
anuUTONaMu akconna3maTMyeckoro otgena akCOHOB W MWMENMHOBOW 0OOMOYKM,
obHapyxuBalTca B cbiBopoTKe KpoBu Y 40% nauwneHToB ¢ CIb.



MATOIMEHE3
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NHuunmpyroLee cobbiTHMe
npuBOOUT K  akTuBauuu
KNEeToO4MHOU W TrymoparnbHOW
WUMMYHHbIX CUCTEM.
KneTo4yHbin UMMYHHbIW
OTBeT:

« Makpodparn, copgepxaliue
MyCKOBBIE dHTHUIMEHbI,
aKTUBUPYHT T-KNeTKW.

* AKTMBUpPOBAaHHbLIE T-KINETKK

nepecekawT remaTo-
HeBpalbHbIN bapbep
(THB) w BbICBOBOXKAOAlOT

Meguartopbl BocnaneHus.
- Makpodharn akTUBUPYIOT U

BblcBODOXAOAOT Heunpo-
TOKCUMYEeCKMe  BellecTBa,
HanpaBneHHble NpOTUB
MUEnNuHa.

'ymopanbHbIN WUMMYHHbLIN

oTBeT

« AAT npoxopgaT 4epes3 [HB

« AAT arakyoT Benku
MWEenNUMHOBOW 0BONoYKN.



HopmanbHbIn
HepB
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AHTUTENnA
noBpexpanT
MemBpaHy akcoHa

AHTWUTENA

noBpexgardT
me HEPH HY MHenUHa

MMMYHHBIW OTBET
MOXET ObITb HanpasneH
Ha MUENnWH UM akCoH
nepngepnyeckoro
HepBa, YTO NPUBOAOUT K
demuenuHusupyrowell
NN aKkcoHasibHou
¢popmam CI'Bb.



KIIACCUPUKALINA

- PaHee cuHapom [wuneHa-bappe (C'B) cuuTancs
ogHOpoAHbIM 3aboneBaHWeEM, HO B HacCTosillee BpeMS
NPU3HaHO, YTO 3TO reTeporeHHoe COCTOAHME, UMerLee
HECKONbKO JOOpPM.

* OcHoBHbIe POpPMbI:

— OCTpas BocrnanutenbHasa geMnennuHn3nupytoLLas
nonupagukynoHesponatusa (OBAIT),

— OCTpasi MoTopHas akcoHanbHasi Heponatua (OMAH),

— OCTpast MOTOPHO-CEHCOPHO-aKCoHarbHas HeBponaTus
(OMCAH),

— cuHgpom Munnepa ®duwepa (CMO).

« Kaxpaa oopma CIb wumeer cBoM OTNUYUTENbHbIE
KNMMHUYeCcKne, natousnonornyeckne n mopconormyeckume
OCOBEHHOCTM.



KNIACCUPUKALINA

% cny4aeB

CI'b

KIIMHWYECKAHA KAPTUHA

Knaccuyeckas ceHco- 30-85%  bBeicTpo nporpeccupyolas cuMmeTpiuyHas cnabocts (napes) ¢

MOTOpHas HapyLeHWeM YYBCTBUTENBHOCTU NPU OTCYTCTBUW UMK CHIKEHWUU
CYXOXMNbHbIX penekcos, AOCTUraloLLUe N1Ka B TeYeHne 2 Hedenb.

MoTopHas 5-70 % [lape3 be3 HapyLeHU YyBCTBUTENBHOCTM.

[lapanapeTuyeckas 5-10 % [lape3 orpaHW4MBaEeTCA TONbKO HOramM.

®apuHro-LepBuKo- <5 % CnabocTb rMOTOYHbIX, LWEWHBIX U MNeYeBbIX MbILL

bpaxnanbHas 6e3 cnabocTn MbILL, HWKHUX KOHEYHOCTEN.

[1ByCTOPOHHMW Napaniny <5 % [1BycTOpOHHAS cNaboCcTb MbILLL LA, NAPecTe3n U CHKEHNe

nuua ¢ napectesunen pedneKcos.

CeHcopHast <1% OcTpas wnu nogocTpas ceHcopHas HesponaTtha bes apyrux
HapYLLEHWH.

Cwnppom Munnepa- 5-25 % Odpranbmonnerus, atakcusa 1 apednekcusa. HenonHble opmbl €

Ouwepa W30NMPOBaHHOM aTakcKel (ocTpas aTakTU4eckas HEBpPONaTUS) MU
ohTanbMonnerns (octpas oransmonnervs). [epekpbiBaeTcs ¢
Knaccuyeckum ceHco-moTopHeIM CI'B npumepHo y 15% nauneHTos.

CrtBonosoit aHUedanuT <5 % Odranbmonnerus, atakcus, apednekcus, IMpaMuaHbie CUMNTOMBI W

bukepcrada HapylleHWe Co3HaHUA, YacTo NepekpbiBaeTca ¢ ceHco-MoTopHbiM CIB.

Mo Leonhard S.E. u coagr., 2019




Knaccuyeckan Yucro
CEHCO-MOTOpPHaRA MOTOpHan
thopma topma

KIIACCUOUKALIUA

Napanapetn-  PaPWHro- ABycTOpOHHMM Yucto CuHAapom CreonoBom
yeckas UepEHKO- nnueBon CeHCcopHas Munnepa aHuedanur
dhopma BpaxwankHaa  Napanuyc dhopma Owepa Bukepcratda

thopma napecTeivnAaMH
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YyscTBUTENBLHbIE HapylueHUs Co3HaHUA i Artakcua
HapyLeHWs /‘

Mo Leonhard S.E. v coasrT., 2019



OWATHOCTUHECKUE KPUTEPUU (NINDS,1990)

anEHEHH, HeobxoauMble ANA NOCTAaHOBKU AMarHosa

«  MNporpeccupylowlan ABYCTOPOHHARA cnabocTb pyK U HOr (NepBoHa4YanLHO MOryT ObITh 3a4eNCTBOBAHLI TONLKO HOMM);
«  OTCYTCTEBME WUNWN CHUXEHWE CYXOXWUNbHLIX pedneKkcoB B NopaXeHHbIX KOHEYHOCTAX (B KAKOW-TO MOMEHT
KNMHUYECKOro TeueHms 3aboneeaHus)

Mpu3aHaku, nogaepXxuBarKLme oMarHo3

« Mporpeccupyrwowan dpasza ANUTCA OT HECKONLKUX OAHeW A0 4 Heaenb (00LIYHO <2 Heaenb)
« OTHOCHTENBLHAA CUMMETPUYHOCTL HEBPONOrMYeCKMX CUMNTOMOB

+ YMepeHHLIe YYBCTEBUTENLHLIE HAPYLWEeHHWA (OTCYTCTERYHOT NPW YUCTO MOTOPHOW thopme)

- BoeneyeHue YH, ocobeHHO YacTo ABYCTOPOHHWKW Napanvy MbILWL NKua

+ BeretatvBHas ancdhyHKUNA

+ MbiwevyHana unu KOopelwKoBanA bonk B CNMHE UNKU KOHEeYHOCTHAX.

« [loebiWeHHBLIW YpoBeHb Benka B UCH; He UcKknoYeH U HOpMankbHbLIA YpoBeHb Benka.

« JHMI-npyU2HaKK MOTOPHOW WKW CEHCOMOTOPHOW HeBponaTHUK (HopMankeHan anekTpodUaMonorua Ha paHHUX cTaguax
He MCKNK4YaeT NOCTaAaHOBKKW AgWarHosa)

Mpu3HakK, cTaBAwmMe Nog COMHeHWe gnarHo3s

» lNoBbIWEHHOE KONMWYECTBO MOHOHYKNEapHLIX WNK nonuMmopdHoagepHbIx kKnetok B LUCH (>50x10 & /n)
* BblpaxeHHan, CTOWKaA acUMMeTpWA cnadocTH

« OucdyHKUMA MOYEBOro Ny3bipA MW KMWEeYHWKa B Hayane 3aboneBaHuAa UNu Beck nepuog GonesHw.
» TAmenan gbixaTenbHaa AUCHYHKUMA C orpaHWYeHHOW cnabocTbi KOHeYHoCcTen B Hayane GonesHu

* YyBCcTBUTENbHbIE HAPYLWEHWA ¢ OrpaHM4eHHOW cnNabocThLH B Havane

« Jlnxopagka B Ha4Yane zaboneBaHMA

* vk 3aboneBaHuA <24 yacoB

* YeTKkMH YYBCTBUTENbLHLIA YPOBEHL NOPaXeHWA, YKa3bIBaOWWA Ha NOBpeXAeHNe CNUHHOMO MO3ra.



OCTPAA BOCIAJIUTEJIbHAA

AEMUEJIIMHN3UPYIOLWLAA NMOJIMHEBPOINATUA

oBOlNn - nporotun CIB wn gaeBnsetrca Haubonee
pacnpocTpaHeHHOW ero oopMOoMn.

« Y 2/3 nauneHTOB HEBPOSOrM4YeCckKMe CUMNTOMbI pa3BUBaKTCA

yepes 2-4 Hegenu nocrne pecnupatopHOU UNKU XenygovHo-
KULLEYHOW UHMEeKUUNN.

Knaccuyeckun pebwoT — napectesnn B nanbuax Hor, 3a
KOTOPbIMKM  creayetr  CUMMETPUMHAA UMM YMEPEHHO
acMMmmMmeTpuyHas crnabocTb B HOrax, pacrnpocTpaHAKLLasaCS
BBEPX C BOBMNEYEHMEM MbILUL, BEPXHUX KOHEYHOCTEN, a B
TSDKENbIX cnyyasax — gblxatenbHOW MycKynaTypbl.



oBAN. KMIMHUYECKAA KAPTUHA.

MbileyHas cnaboCcTb pas3BMBaEeTCAd OCTPO U MOXET B
TEYEHNE HECKONbKMX OHEW NpPUBECTU K napanuyyy BcCex
KOHEeYHOCTeMWn.

[MporpeccupoBaHne OT HECKONbKUX YacOB A0 HECKONbKUX
AHEN.

JoMUHMPYIOLLME CUMMNTOMbI ¥ AeTelh — 6onb U HapylleHue
MNOXOOKM.

Y petenm [OOLWIKOMbHOro BoO3pacta Hauboree 4acTble
CUMMTOMbI — OTKa3 OT XoAbL0Obl 1 BONb B HOrax.

bonb 06bIYHO NoKarnnayeTcsd B CNMHE U HOrax.

YepenHble HepBbl: Yalle BCero crpagarT NUuUeBble HEPBbI,
pa3BMBAETCS ABYCTOPOHHSASA CrnabocTb MbiLlL, nmua.



oBAN. KMIMHUYECKAA KAPTUHA.

 BeretatuBHaa AOUCHOYHKUMA BCTPeYaeTcss MNPUMEPHO
y 50% nauueHToB ¢ OBLI1. Ee nposasnerHus:

— HapyLleHnsa cepaedHoro putma (acuctonus,
Opagukapaus, ctTonkasi CUHycoBas Taxukapaus,
npeacepaHas un xxenyagovkosasi Taxmaputmms);

— opTocTaTu4eckas rmnoTeH3us;
— TpaH3UTOPHasA U NepPCUCTUPYOLLas TMNEPTEH3NS;
— napes3 KULWEYHUKa;

— ANCAYHKLUNSA MOYEBOro MNy3blps;

— rMnNepruapos.



oBAN. KMIMHUYECKAA KAPTUHA.

« HeBponorn4yeckmnun craTyc:

— CummeTpuyHasa cnabocTb B KOHEYHOCTAX CO
CHWXEHUEM UNU OTCYTCTBUEM CYXOXKUSTbHbIX
pediekcoB U HapyLWEeHUAMWU NOXOOKM.

— YyBCcTBUTENBbHbIE PACCTPOUCTBA: CUMMNTOMbI
«pasgpaxeHusa» (bonb nnu napecresnn) MoryT
ObITb BbipaXXeHbl bornbLle, YeM CUMMNTOMBI
«BblNnageHus» (aHecTesuns).

— Y HeKkoTopbIX BONbHLIX Ha4YanbHasa crnabocTb B
NPOKCUManbHbIX OTAENaxX HMKHUX KOHEYHOCTEN UMK
Ta30Bble HapYyLUEHNA UMEKOT CXOACTBO C
CUMNTOMaMU MOBPEXAEHUS CIMTIMHHOIO Mo3ra.



oBAN. KMIMHUYECKAA KAPTUHA.

* KnunHnyeckoe tevyeHue:

— Bbonee 90 % nauneHToB AOCTUrarT NMKa CUMNTOMOB
B TeyeHune 2-4 Heaenb, Nocne Yyero HabnoaaeTcs
MeaNeHHOe BOCCTaHOBINeHUe HapyLUeHHbIX YHKLNN
B Te4eHune Heaenb - MecsiLes.

— CI'b nmeet moHoa3Hoe KIMMHNYECKOE TEYEHME, XOTH
Y HEKOTOPLIX MNauMeHTOB MOryT BO3HUKaTb peunanBsbl.

— KnuHun4yeckoe teyeHue CI'b y geten kopoue, yem y
B3POCIbIX, U BOCCTAHOBNEeHMne obbIYHO Bonee nonHoe.

— Y nauueHToB, HE HYXXOaBLUNXCHA B MCKYCCTBEHHOM
BEHTUNALUN NErkKnx, BpeEMsi BOCCTAHOBMNEHUS
caMOCTOATENbHON X0AbObl 0B6bIYHO cocTaBnsieT 43-52
OHA Yy geten n 85 AHen y B3pOCIbIX.



OCTPASA MOTOPHAS AKCOHAJbHAS
HEBPOMNATUSA (OMAH)

« OMAH xapakTepuayeTtcsi Ce30HHOCTbIO U Yallle CBsi3aHa C
npeglwecTeyowen nHpekumnen Campylobacter jejuni.

 OMAH — 4ucto moTtopHasi dopma CI'b.

* Otnunyaetca ot OBLI nopaxeHnem npeuMyLLeCTBEHHO
OBUraTesnibHbIX HEPBOB U 3NEKTPOMPU3NOIOrN4eCcKUm
naTTepPHOM, NOATBEPKAAOLLMM akcoHanbHoe
noBpeXxaeHune.

* KnuHunyeckue nposiBneHna cxoanbl ¢ OB[l, xota vy
bonbllen YyacTu nauneHTOB pasBMBaAETCSA OblxaTelibHas
He4OoCTaTOYHOCTb, TpebytoLlas MCKYCCTBEHHOW
BEHTUNSALUN NETKUX.



OCTPAS MOTOPHO-CEHCOPHO-
AKCOHAJIbHASI HEBPOMATUSA (OMCAH)

« OMCAH HanomMuHaeT MOTOPHO-aKCOHanbHbIM BapUaHT,
HO XapaKTepusyeTca BblpaXXeHHbIMU 4YYBCTBUTENMbHbLIMU
HapyLIeHnAMN.

« 3aboneBaHuUsA UMeET TSXKenoe U AnuTtenbHoe TeYeHune.

« Habntogaetcs npenmywecTBeHHO dKCOHaJllbHOE
noBpexgeHume OBUraTesribHbIX U HYYBCTBUTEJIbHbLIX
HEPBHbIX BOJTOKOH.

« Y neten OMCAH BcTpeyaetcsa peako.



CMHOPOM MUJIJIEPA ®PULLEPA

* B 1956 1. kaHaackum Hesponor Yapnis Munnep-duwep
onucarn 3 KITMHUYECKNX cny4yad C
ogpmanbmMoneaueu, amakcueu u apegnekcueu v
OTHEC 3TO 3aboneBaHMe K pasHOBUMAHOCTU CUHAPOMA
[MneHa - bappe.

* OnucaHHbIN UM CUMMNTOMOKOMMJIIEKC nony4un
Ha3BaHue cuHapoma Munnepa - Puwlepa.

* CocTaB LICXK n ANEKTPOoPn3nonNornyeckme
0cOBeHHOCTK cXxodHbl ¢ TakoBbiMU npu OBIN.



OAPUHIO-UEPBUKO-BPAXUAJIBHAA
HEBPOIIATUA

* DapUHro-LepBunKo-6paxmnanbHbIN BapUaHT CI'b
XapakTepuayeTcs OCTPO BO3HUKaAOLLEN crnabocTbio
MbILUL, FFIOTKWU, FOPTaHW, LUENHbIX U MNfeYeBblX MbILL, C
HapyLweHnamu rnotaHunsa. Horaa otMmevaeTtcs cnabocTb
MbILLL, Nnua.

e Cuna MbIWL, HWKHUX KOHEYHOCTEM U  CYXOXUINbHblE
pedonekcbl 0ObIYHO B HOPME.

* CunTaeTca, 4TO OH npeacrtaBnsaAeTr cobon noKarnbHYH
akcoHasnbHyto copmy CI'b.

*Y HEeKOTOpbIX MNaUMEeHTOB C [AaHHoM dpopMOoWn
3aboneBanHua BbisgBnsaTcsa AAT IgG k GT1a, GQ1b nnu
(pexe) k GD1a.



OHUEDPAJIUT BUKEPCTADDA

*Onucad B 1951 . aQHMUNCKUM HEBPOMNOroM JSOBUHOM
bukepctacdbdoom noag  HasBaHMeEM  «Me3eHuedanut u
poMbaHuedanut». WM Habnwganucb Tpu nauueHta C
YrHETEHMEM CO3HaHUA, odpTanbMonnernen n atakcuen.

B 1957 . bukepctadpd BbIOAENUN CUHOPOM B OTAENbHYIO
HO30/IOMMYeCcKylo OopMy No4 Ha3BaHMEM  «CTBOJIOBOWU
SHUedhannT.

*B 1978 . TepmuH «3HUedanuT bukepcrtadda» Obin BBEOEH
B OOHOM U3 KIUHUYECKUX PYKOBOACTB MO HEBPONOrmu
(Bickerstaff E.R. Brain stem encephalitis, Bickerstaff's
encephalitis. Handbook of clinical neurology, 1978).

« JHUedanut bukepctadda — CTBONOBOM  SHUEManNuT,
CONPOBOXAAKLLMNCS SHUedanonaTmneu, NOBbILLEHNEM
CYXOXUIbHbIX peiekCoB B COMeTaHUM C optanbmonnernen
N aTakCUEW.

 KnuHnyeckm cxogeH ¢ cuHapom Mwunnepa - duwepa,
BbigBnstoTCA aHTU-GQ1 AT, npu neyeHun adpdpekTneHbl BBUI
1N nnasmagepes.




OAUATHOCTUKA

* [lepBoHavanbHbIN AnarHo3s cuHapoma [unneHa-bappe
(CI'B) ocHOBBbIBAeTCs Ha KIUHUYECKOW KapTUHE
3aboneBaHus.

 TUNUYHBIMM  KNUHMYecknMmn  npusHakamm  CI'b
ABMAKTCH Nporpeccupyrowas, obbIMHO CUMMETPUYHAS
NN yMepeHHO acUMMETPUYHAA MbllLevyHasa cnabocTb
N OTCYTCTBUE WITN YTHETEHUE TNYDOKNX CYXOXKUITbHbIX
pedoriekcos.

« CnabocTtb MOXET BapbupoBaTb OT  JNerkux
3aTpygHeHun npu xoabbe Ao noYTu napanuya Mblliy
BCEX KOHEYHOCTEeW, JIuUeBbIX, AOblXaTernbHbIX W
bynbbapHbIX.



LEPEBPOCITUHAJIbHAA XUOKOCTb

AHanunsa L|CXX B OCHOBHOM UCNONb3YEeTCA ANS UCKMIOYEHUS APYrnxX
MPUYMH, BbI3biBAKOLMX MbILLIEYHYIO cnabocTb.

Knaccudeckaa nameHeHunsa npu CI'b — 310 coyeTaHne NOBLILLEHHOMO
YPOBHA Oenka C HopmanbHbIM KOMIMYECTBOM KIeTOoK (benkoso-
KNneTodHaa Aauccouuauuna). benok nosbilleH U3-3a yBeENUYeHUs
NPOHULIAEMOCTU  remarto-HeBpanbHOro 6Oapbepa Ha YpOBHe
NPOKCMMalbHbIX  HEpBHbIX  KopewkoB. [loBbileHne  Oenka
Bapbupyet ot 45 mr/gn go 1000 mr/gn (0,45-10,0 r/n) .

YpoBeHb benka B LICXK moxetr 6biTe HOopmaneHbiM y 30-50 %
nauneHToB Ha 1-n Hepene 6onesHu, y 10-30 % — Ha 2-n Hepgene.
Takum obpa3om, HopmanbHbIl ypoBeHb ©Oenka B LCXK
He ucknw4aet ganarHosa CI'b.

[Tneountos (>50 kneTok B 1 MKN) MOXET yKasbiBaTb Ha Hanu4iue
OpYyrux 3aboneBaHui, NenTOMeHUHreasribHble MeTacTasbl,
WHPEKUMOHHBIE MOPaXXeHUs CMNMHHOMO MO3ra WM HEPBHbIX
KOpewkKoB. YMepeHHbIn nneouuto3 (10-50 knetok B 1 MKnN)
nonyctum ansa Cl'b, Ho TpebyeT npoBeaeHusa andpdepeHumansHoro
anarHosa c apyrumum 3abonesaHusimu,



ANEKTPOHEUPOMUOIPADUA

TwaTtenbHoe Hewnpodusnonoruvyeckoe uccriegosaHne (IHMI)
no3pongaet anarHoctupoBaTtb CI'b y npeten B 90 % cny4yaeB B
TeyeHue 1-n Hegenu bonesHu.

Ko 2-n Hepgene 6one3Hn N3MeHeHns OCTaTO4HO CneundUYHbI:

— npu gemuennHunanpyrowmnx gopmax CI'b — moTopHble Bnoku
npoBeaeHnsa BO30YXOEeHNA, 3aMeaneHne MOTOPHON U
CEHCOPHON HEPBHOW NPOBOAUMOCTU, YOTNTMHEHNE
aucTarnbHOM NaTeHTHOCTMW.

— npwn akcoHanbHbIX opmax CI'b: cCHWKeHne amnnnTyabl
MOTOPHbIX (CEHCOPHbIX) OTBETOB NPWU HOPMarsbHbIX
CKOPOCTSX NPOBEAEHUS.



HEUPOBU3YAITU3ALUA

YyectButensHoctb MPT  nNo3BOHOYHMKA C  KOHTPACTHbLIM
ycunenmem ans amardoctmkn CI'b y geten coctasnset > 90 %.

Ha MPT oTMe4aeTca KOHTpaAcTHOE YCUNEHWE KOpPELUKOB
CMMHHOMO3roBbIX HEPBOB, KOHCKOIO XBOCTa MM KopeLukos YH.

MPT no3BOHOYHMKa C BBeOEHUMEM rafofnUHUA YXXe B NepBble
Hegenu  OOnMesHn  OEMOHCTPUPYET  YCUINEHME  KOPELLKOB
CNMUHHOMO3roBbIX HEPBOB N KOHCKOIo XBOCTA.

B HEKOTOpbIX Cryyasix yCUreHne HepPBHbIX KOPELLKOB MOXET BbIThb
OTCPOY€EHO U HabnwaaeTca npu noeTopHon MPT.

VHorgpa oTmevaetcs ycuneHue kopelkoB YH, 4To ykasbiBaeT Ha
Anddy3Hoe nopaxeHnsa HepBoOB.

Mpn Y3WN nepudpepuyecknx HepBOB B Havane 3aboneBaHus
MOryT BbISBNATLCA YBENUYEHHbIE LUEeWHblE HEPBHbIE KOPELUKW,
YTO YyKa3blBaeT Ha WX BoOcnarneHuwe. ITOT MEeTod ABNsAeTcH
LeHHbIM AONA TMNOCTAHOBKM AMarHo3a Ha paHHUX CcTaguax
3abonesaHus.



AHTUTAHITTIMO3UOHDBIE AHTUTEJIA

[lnarHocTnyeckoe 3HayeHune onpeaeneHns CbiIBOPOTOYHOIo
YPOBHA aHTU-raHrmMmno3naHbix AT orpaHn4eHo.

[TonoXutenbHbIN pe3ynbTaT TecTa MOXET MNOMOoYb B
cnyyasix, Koraa aAuarHo3 CcTaBUTCS MOO COMHEHUe, HO
oTpuuatenbHblK pesynbraT Tecta He ucknodaeTt ClIb.

AAT k GQ1b obHapyxusatoTtca y 90% naumeHToB C
cuHapom Mwunnepa-®uwepa, 4TO npeacrtaBnaetr obonee
BbICOKYIO OUArHOCTUYECKYH LIEHHOCTb MNMpU Nogo3peHUU Ha
CUHOPOM Munnepa-®uwepa, Yyem B crnyyasx
knaccudeckoro CI'b vnu gpyrmx ero BapuaHToB.

[To nopgo3peHun Ha CIB nydywe HauymMHaTb Tepanuio
cpasy, He AoXuaasachb pesynbratoB aHanusa kposu Ha AAT
K raHrmmo3uaam.



CuHpgpom 'mneHa - bappe un accouupoBaHHbIe
c ero oopMamMum aHTUTFaHINMMO3UAHbIE aHTUTenNa

AHTUraHrnmosungHble
KnuHu4yeckana popma
aHTUTena

OcTpast BocnanuTtenbHas AeMUenuHnu3Mpytowass Hem3BeCcTHO
nonuHesponatunsa (OBOIM)

OcTpast MOTOPHO-CEHCOPHAas akCcoHasbHas GM1, GM1b, GD1a

HeBponaTtusa (OMCAH)

OcTpas MOTOpHO-akcoHanbLHaa HeBponaTus GM1, GM1b, GD1a, GalNAc-GD1a
(OMAH)

CuHgpom Munnepa - ®uwepa (CMP) GQ1b, GT1a

OcTpas ceHcopHas nonuHeBponaTus GD1b
dapuHro-uepsunko-bpaxmnansHas HeBponaTus GT1a

CuHgpom Munnepa - Guwepa/Clr'b GQ1b, GM1, GM1b, GD1a,
(CMeLLaHHbIe CUHOPOMBbI) Gal,Nac-GD1a

[lo Lancet 2005; 366: 1653-1666

ATT K raHrnuosmnaam paccMmaTpuBatoTcsl B KadecTBe cneymdonyecknx
MapkepoB cuHapoma ['mneHa - bappe.




ANDPOEPEHLUMANBHbLIN OUATHO3

[MpuyunHbLI ocTporo (nogocTporo) Banoro nape3sa/
napanuvyay aeteu

* [lonnommnenut

* bonesHb Jlanma (boppennoa)

* boTtynusm

« CnuHanbHasa MbillevyHas aTtpogus
 Mwuenonartus

 MwuacTteHusa ['paBuc

« Tokcu4yeckasa nonmHeBponaTtus (YKCycHas KUcnora,
Tannuu, opraHndeckue dpocgarhbl)

* HeBponatusa KpUTUYECKNX COCTOAHUM
* Backynut



ONODEPEHLUUATBbHbLIN OUATHO3

Mwuenonatum npm KOMNPECccuUn CrMHHOIo Mo3ra Unu OCTPOM
nonepe4yHoMm muenute MoxHo cnytatb ¢ CIb, Tak Kak
pedrnekcbl MoOryt ObiTb YrHETEeHbl B OCTPOWM CcTaguu
nopaeHnsi CNHHOIo Mo3ra.

PaHHAs OUMCHYHKUMSA KULLIEYHMKA W MOYEBOrO My3blps,
YPOBEHb YYBCTBUTEMbHbIX HapPyLIEHUA YyKa3blBalOT Ha
MUesnonaTuio.

Ha MPT cnnHHOro mosra — ero o4yaroBoe rnopa)eHue.

[Mpn CI'B 4acTto BCTpe4yaeTcsa cunbHas 00nb B MNOSACHULE,
4yTo TpebyeT npoBeaeHus MPT crnnHHOro moasra.

YcuneHne HepBHbIX KOPELWKOB MNPU KOHTPaCTUpPOBaAHWUU
CBUAETENbCTBYET B Nnosnb3y anarHosa Cl'b.



ONODEPEHLUUATBbHbLIN OUATHO3

HapylweHnsa Ha ypOBHE HepPBHO-MbILLEYHOro cuHanca (npu
boTynMame M MuUacTeHUU) MOTYT COMPOBOXAATbCA OCTPOU
cnabocTblo, HO MPU HUX OTCYTCTBYKT YYBCTBUTESbHbIE
paccTponCTBa.

[loy GoTynmame yYacto HabnwgarwTcs Mugpuas cC
apeakTUBHbLIM 3pa4kOM U CKITOHHOCTb K 3anopam.

OcTpblA  MONMUMMO3UT,  MMONATUA U HeBponaTus
KPUTUYECKOro COCTOSAHUA MoryT umutuposaTtb CIB.

Munonatnyeckun CUHAPOM U HeBponaTUA KPUTUYECKOrO
COCTOSAHUS MOTYT pa3BMBaATLCA Y NMauUMEHTOB, HAaXO4SALMNXCA
Ha MHTEHCUBHOW Tepanun.



NnPUHUUIBbI JIEHEHWUA

* Yem paHblue Ha4YMHaeTcsa neyvyeHue, TeM nyylle NporHoas.

» K ocHoBHbIM MeToaaMm rneveHust CI'b oTHocATca cneayrowme
HanpasneHusi cneuuguyeckon Tepanuu:

— MMMyHornooynuHbl knacca G (IgG) — BHyTpuBEHHOE
BBeeHne ummyHornodynuHa (BBUI)

— nna3madgepes (['NP)

» JleyeHue npoBOANUTCA BCEM 6onbHbIM B cCTaguu HapaCrtaHuA
KMMHUYECKNX CUMNTOMOB, He3aBUCUMO OT WUCXOOHOWU
TAXECTU COCTOAHUA.



-

NnPUHUUIBbI JIEHEHWUA

BBUI' n MNP gomkHbl HasHavaTbCA NaunMeHTaM [OETCKOro
Bo3pacTta ¢ CI'b ¢ cumnTtomamu:

— NPOrpeccnpyrLlian cnabocTb

— yXygLleHne pecnupaTtopHOro craryca unm notpebHoCcTb
B UCKYCCTBEHHOW BEHTUNALMN NErknx

— BbIpaXXeHHbIW BynbbapHbI CUHOPOM
— HEeCnocoBHOCTb XO0AUTb 6€3 NOCTOPOHHEWN MOMOLLK

Obwasa gosa BBUI ana nevyeHua CI'b y geten cocrtaensaer
2 r/kr (HasdHa4vaeTcs 1 r/kr B AeHb B TeYeHue ABYX OAHEW UNK
no 400 Mr/Kkr B Te4EHUE NATU OHEN).

Kak npaBuno, nayveHtamMm HasHa4vaeTCcHd TOJIbKO OAUH KYpC
BBUT.

Bropon kypc BBUWI nokazaH naymeHtam C orpaHuUYeHHbIM
OTBETOM Ha HavanbHbIV TepaneBTUYECKUUN KYpPC.



MITASMA®EPES3

[lenctene MeToga OCHOBaAaHO Ha BbiBeOeHUUM U3
opraHusmMa aHTUTen, HanpasefieHHbIX MPOTUB CTPYKTYP
nepudepnyecknx HepBOB.

[1Tnasmadgpepes Hanbonee adpdPeKkTUBEH B NepBbie CeEMb
aHewn 3aboneBaHuUs.

TexHn4eckn npouenypa sensercs bonee CNoXHOW AN
neten mnaglwe aByx ner.

BbinonHseTca B o6bemax, COCTaBnalLWmMX He MeHee 35-
40 mn nna3mbl / K Maccbl Tena 3a ofHy onepauuto U He
meHee 200-250 mn nnasmbl / Kr Maccbl Tena Ha Kypc
rnievyeHus.

KonunyectBo npoueayp — 4-5 ¢ nHtepBanom He bonee
CYTOK Ona 0OonbHbiX, Tpedywwux WBJT wnmn He
CNOCODHbIX npouTn Bonee S5 METPOB C OMOPOU UMK
noaaepXKou.



NMPOIMHO3

TsakecTb cuHapoma nneHa-bappe y neten YeTko He
KOPPENUPYET C oTAalrleHHbIM UCX040M 3aboneBaHus.

B uenom nporHo3 y geten ¢ CI'b nydywe, 4yem y
B3pOCbIX.

[TonHOEe AoONrocpoYHOE BbI3OOPOBEHME (Hanpumep, ¢
OTCYTCTBMEM HEBPOMOrM4yecKkoro geduunta nnm
MHBaNMMOHOCTN, HECMOTPS HA OCTATOYHbIE CUMMTOMbI)
Habntogaetca y 85-92 % netew.

CmepTHOCTb cocTaBnseT 3-4% 1 0ObIYHO CBsi3aHa C
pPa3BUTUEM [OblXaTenbHOW HEAOCTATOMHOCTU UM
KapaMonorM4yecknx OCnoXHEHUAM.
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