KNMHWUYECKWE PEKOMEHIAL NO BEAEHUIO AETEW C CUHAPOM
FMAEHA-BEAPPE
[aHHble KIMHMYecKMe pekoMeHZalMu paccMOTpeHbl M YTBEPXKAeHbl Ha 3acefaHuu
cnonkoma npogeccmoHanbHOM accoumaumm aeTcknx Bpadeirr Cotosa neamatpos Poccum Ha
XVII Cvesge negmatpos Poccun «AKTyasibHble Npobembl neguatpumns» 15 gespans 2013r.

METOL4O010I MN4A

MeTogbl, ncnonb3yemble 418 coopa/cenekummn 4oKa3aTeNbCTB: MOUCK B 3EKTPOHHbIX
6a3ax JaHHbIX.

OnucaHve MeTOAOB, WCMOMIb30BAHHbIX [A/1I9  OLEHKM KayecTBa W CUfbl
[0Ka3aTeNbCTB: J0KaszaTe/lbHON 6a30i A1 peKOMeHAauNiA SBNAOTCS Ny6amMKaumm, BoLleaLme
B KoxpelHOBCKYyt0 6mM6nnoTeky, 6a3bl gaHHbIx EMBASE, MEDLINE n PubMed. 'nybuHa
noncka coctasnsana S net.

MeTogbl, MCNO/Ib30BaHHbIE /19 OLEHKN KavecTBa 1 CUJbl JOKa3aTe/IbCTB

KOHCeHCYC 3KCNepToB;
OLeHKa 3HaYMOCTM B COOTBETCTBMM C PEMTUHIOBOM CXEMOM (CXema npunaraercs).

Tabnuua 1
PelTMHroBas cxema /15 OLEHKN CUJ1bl PEKOMEHJaLniA
YpoBHU OnwucaHue
[0Ka3aTeNbCTB
1++ MeTa-aHain3bl BbICOKOIO KayecTBa, cucTemartunyeckune 0630pbl

paHLOMM3NPOBaHHbIX KOHTpO/Mpyembix uccnegosaHuii (PKN), nan PKA ¢
0YeHb HU3KNM PUCKOM CUCTEMATUYECKMX OLLUNGOK.

1+ KayecTBeHHO npoBefeHHble MeTa-aHa/u3bl, cucTematuyeckue, nam PKW c
HU3KUM PUCKOM CUCTEMATUYECKNX OLLINOOK.

1- MeTa-aHanu3bl, cuctematmyeckue, wnn PKW € BbICOKMM  PUCKOM
CUCTEMATUYECKNX OLLNGOK.

2++ BbICOKOKAYeCTBEHHbIE CUCTEMATMYECKME 00630pbl  MUCCNEA0BaHUIA  Cnyydaid-

KOHTPO/b WM KOTOPTHbIX WUCCNeAoBaHWA. BbICOKOKAYeCTBEHHbIE 0630pbl
NCCNeAoBaHMIN CNyYain-KOHTPONMb WM KOTFOPTHbIX WCCNEA0BaHWMIA C O4YeHb
HU3KMM PUCKOM 3(EKTOB CMELUMBAHUA WM CUCTEMATMYECKUX OLLUMGOK W
cpeaHel BePOSTHOCTbIO MPUYMHHON B3aUMOCBSI3N.

2+ XOpoLo npoBefeHHbIE WUCCNeA0BaHNSA CyYali-KOHTPOMb WAN  KOFOPTHbIE
nccnefoBaHMA  Co  CpPeAHMM  PUCKOM  3()(heKTOB  CMeLUMBaHuA  Unu
CUCTEMATUYECKMX  OWMOGOK U CpedHeli  BEPOATHOCTbIO  MPUYMHHOWA
B3aMMOCBSI3N.

2- WccnefoBaHus Cnyyaii-KOHTPO/Ib UM KOTOPTHbIE MCCNEA0BaHNS C BbICOKUM
PUCKOM 3(h(heKTOB CMELLUMBAHWUSA WK CUCTEMATMYECKMX OLLUMOGOK WU CpeaHeit
BEPOSTHOCTb MPUYMHHO B3aVIMOCBSI3MN.

3 He aHamMTuyeckne wuccnefoBaHus (HanpyvMep: OMUCaHWA CNy4vaeB, Cepuil
Cny4aes).
4 MHeHwWe 3KCnepToB.

MeToabl, MCNO/b30BaHHbIE [/18 aHaNIn3a A0Ka3aTe/1bCTB

O630pbl 0MY6/IMKOBaHHbIX MeTa-aHaIN30B;

CucTemaTtuyeckme 0630pbl ¢ TabMuamm AoKas3aTe/bCTB.
OnucaHne MeTOA0B, NCMO/Ib30BaHHbIX /18 aHaNn3a J0Ka3aTe/IbCTB




Mpu oT6ope nybnAMKauui, Kak MNOTEHUMaNbHbIX WCTOYHWKOB  [0Ka3aTenbCTB,
MCMOMb30BaHHAsA B KKAOM WCCMEA0BaHNM METOAOMOMMS U3YYaeTCs 41 TOro, YToObl yoeamnThes
B €6 Ba/MAHOCTW. Pe3ynbTaT M3yyeHUs BAWUSIET HA YPOBEHb [10KAa3aTe/bCTB, MPUCBaBAEMbIit
Ny6/MKaLMK, YTO B CBOO OYepe/lb, BNVSIET Ha CUY PEKOMEHaALWIA.

Ans MUHUMM3AUMM NOTEHLUMANbHBIX OLUMGOK KaXk[oe WCCNeAoBaHNe OLEHMBaNOCh
He3aBUCKUMO. JTHoGble pas3nMumst B OLEHKaxX 06CYXAancb BCE Fpynmnoii aBTOpPOB B MOTHOM
cocTage. Mpy HEBO3MOXXHOCTY OCTUXEHMS KOHCEHCYCA NPUBEKANCS HE3aBMCKMbIN SKCMEPT.

Tabnuubl A0Ka3aTeNbCTB: 3aMo/HANMNCL aBTOPaMM KNMHUYECKUX PEKOMEHAALNIA.

MeToabl, MCMOMb30BaHHbIE A5 (DOPMYMPOBAHUS PEKOMEHAALMIA:  KOHCEHCYC
3KCMEepPTOB.

Tabnuua 2
PelTMHroBas cxema /151 OLEHKN CUJ1bl PEKOMEHJaLniA

Cuna OnucaHwne
A Mo MeHbLUE Mepe, OAUH MeTa-aHa/M3, CUCTemMaTuyeckuii 063op, unm  PKW,

OLIEHEHHble, Kak 1++, HanpsaMyl0 TMpYMEHUMble K LEeNeBoli monynsauum u
AEMOHCTPUPYHOLLME YCTORYMBOCTbL PE3yNbTaToB

nnm

pynna AoKa3aTenbCTB, BKIOUAKOLLAA pe3ynbTaTbl UCCNEN0BaHUN, OLEHEHHbIE Kak 1+,
HanpsIMyl0 MPUMEHUMble K LIENEeBO MONynsuMnM U AEeMOHCTPUPYHOLLME  O6LLYHO
YCTONYMNBOCTb PE3yNbTaTOB.

B Fpynna AoKa3aTenbCTB, BK/KOYalOLlas pe3ynbTaTbl WMCCNEA0BaHWIA, OLEHEHHbIE, Kak
2++, HanpsMyt0 MPUMEHVMbIE K LeNIeBO MONyNauumn U AeMOHCTPUPYHOLLME OOLLYHD
YCTONYMBOCTb Pe3yNbTaToB

nIm

JKCTPanoMpoBaHHbIe A0Ka3aTeIbCTBa 13 UCCNEA0BaHWI, OLEHEHHbIX, KakK 1++ nnm 1+.

C "pynna AoKa3aTeNbCTB, BK/KOUAKOLLIAs pPe3ybTaTbl UCCNEA0BaHUIA, OLEHEHHbIE, Kak 2+,
HanpsIMyl0 MPUMEHUMble K LIENEBO MONynsuMnM U AEeMOHCTPUPYHOLLME  O6LLYHO
YCTONYMBOCTb Pe3ynbTaToB

nnm

SKCTPanopoBaHHbIe J0Ka3aTebCTBa U3 UCCeA0BaHMNIA, OLLEHEHHBIX KaK 2++.

D JokasaTenbCTBa YpoBHA 3 nnu 4,
nIm
IKCTPanonnpoBaHHbIe A0Ka3aTeIbCTBA 13 UCCNEA0BaHMWI, OLEHEHHbIX, KaK 2+,

MHankaTopbl fobpoKadecTBeHHOM npakTnku (Good Practice Points — GPPs)
PekomeHfyemas [00poKayeCcTBeHHas MpakThKa 6a3uvpyeTcsa Ha KAMHUYECKOM OMbITe
aBTOPOB pa3paboTaHHbIX peKOMeHAALNA.
SKOHOMUYECKMIA aHann3
AHanu3 CTOMMOCTU He MpPOBOAMACA W Nybnukaumm no  (hapMako3KOHOMUKE He
aHa/ I3 POBAJIUCH.
MeTog BaniMansaunm peKkomeHgaumni
BHeLUHAsA 3KCcnepTHas OLeHKa.
BHYTpeHHSS aKCnepTHas OLeHKa.
OnucaHve MeTofa Ba/iMam3auumn peKomMmeHaaunii
HacToslwme pekomeHZaumMm B NpeaBapuTenbHOM  Bepcun  Obiiv peLieH3UpOoBaHbI
He3aBMCUMbIMU  3KCMepTamu, KOTOPbIX MNpeXxae BCEero Mornpocuan NpPoKOMMEHTUPOBATD,
HaCKONbKO [OCTYNHa A5 MOHUMaHUS WHTeprnpeTauus [oKas3aTe/bCTB, fiexallas B OCHOBE
peKkoMeHAaLui.




OT Bpayeli NepBUYHOrO 3BeHa (HEBPONOroB) MOMYy4YeHbl KOMMEHTapuUM B OTHOLLEHWM
[JOXOAUMBOCTM  U3MOXEHUS  [AaHHbIX PEKOMEHAAuMiA, a Takke WX OLeHKa BaXHOCTU
npeg/iaraembiX peKOMeHAaUNi, Kak MHCTPYMeHTa NOBCEAHEBHOMN MPaKTUKN.

Bce KOMMeHTapuu, Nony4veHHble OT 3KCMEepTOB, TWATE/IbHO CUCTEMATU3NPOBAIACL U
obCcyaganncb  YneHamy pabouein rpynnbl  (aBTOpaMu  pekoMeHpaumin). Kaxkabld  NyHKT
obcyxaancsa B OTAENbHOCTH.

KoHcynbTaums n sKcrnepTHasa oueHKa

MpOeKT peKoMeHZauuin 6bl1  peLeH3npoBaH HE3aBUCUMbIMU  3KCMepTaMu, KOTOPbIX
npexzae BCero nonpocuav NPOKOMMEHTUPOBATb [LOXOAUMBOCTb M TOYHOCTb WMHTEpnpeTauuu
[0KasaTeNbHOIN 6a3bl, Nexallelii B 0CHOBE peKOMeHJauUmiA.

Pabouas rpynna

[ns OKOHYaTe/NIbHOW pefakuum M KOHTPO/S KayecTBa pekoMeHAauuu Obiin MoBTOPHO
NpoaHaM3MpPoBaHbl YsieHaMn paboyeld rpynnbl, KOTOPblE MPULLIN K 3aK/HOYEHUIO, YTO BCe
3aMeyaHns 1 KOMMEHTapUK 3KCMepTOB MPUHATLI BO BHUMaHWe, PUCK CUCTEMATUYECKUX OLLIMOOK
npv pa3paboTke peKOMeHAaLUMWA CBeeH K MUHUMYMY.

OCHOBHbIe peKoOMeHZauunm

Cuna pekomeHgaumin (A-D), ypoBHs gokasaTenbctB (1++, 1+,1-, 2++, 2+, 2-, 3, 4) u
MHAMKaTopbl [06poKavyecTBEHHON MpakTuknM — good practice points (GPPs) npusogsaTca npwu
N3/T0XKEHNW TeKCTa PEKOMEHaLNIA.

OlNMPEAENTEHNE

CuHgpom  TlwileHa-Bappe  (Guillain-Barré  syndrome) —  ocTpoe,  6bICTPO
nporpeccupytollee  ayTOMMMYHHOe — MOpPaXeHuWe Mepudepuyeckoin  HepBHOW  CUCTEMBI,
nposBnstoLleecs B BWAe MNapecTe3un KOHEYHOCTEW, MbIWeYHOM cnabocTh w/mnm  BAMbIX
napanunyeii (MoHohaszHas MMMYHHO-0MOCPeLOBaHHas Heilponatus).

CuHoHMMBI cvHapoma [uideHa-bappe: ocTpas BoCnaMTeNnbHas AeMUENMHU3MPYHOLLAS
No/IMHeNponaTunsa, ocTpas uauonatuyeckas nonvHenponatTus, WUHMEKLNOHHBIA MNOSMHEBPUT
(nonuHeponaTns), oCTPbIA NOANMPaANKYNNT, cuHapom IniteHa-bappe-LUTpons (Guillain-Barré-
Strohl syndrome), cuHgpom JlaHgpu-IuiieHa-bappe (Landry-Guillain-Barré syndrome),
cuHapom Nanapu-IuiieHa-bappe-LUTpons (Landry-Guillain-Barré-Strohl syndrome), cuHapom
Nanppn (Landry’s syndrome), Bocxogsawmin napanuy flaHgpu (Landry’s ascending paralysis),
(hpaHuy3sckuin nonnomuennT (French polio) n ap.

KO4 MKB-10
G61.0 — CuHapom [MviteHa-bappe

AMMAEMIMNONOIrnN4A

CunHgpom [uiieHa-bappe — pefkuid BWA OCTPOA AeMUENVHU3UPYIOLLEA NaTosoruu,
BCTpeyaroLLenca ¢ yactoTon 1-1,9 cnyyast Ha 100 ThiCSY HaceneHus.

Ha [onto akcoHa/lbHbIX BapuvaHTOB cuHApoMa [uiieHa-bappe (ocTpas MOTOpPHO-
aKCOHanbHas Heliponatusi - OMAH, ocTpas MOTOPHO-CEHCOPHas akCOHa/lbHas HeiponaTtus -
OMCAH) B cTpaHax 3anaga npmxoasaTcs 3-5%, a B A3un 1 JlatuHckoin Amepuke — 30-50%.

Oko7o 5% oT BCcex cnyvaeB cuHapoma [MmiteHa-bappe coctaBnset cuHapoMm Mwunnepa-
®uwepa. Mo ApyrMm [aHHbIM, pacnpocTpaHeHHOCTb cuHapoma Mwunnepa-®uwepa — 1,9
cny4yaeB Ha 1000000 HaceneHusi, 4TO MPUMEPHO COOTBETCTBYET PacnpOCTPaHEHHOCTM OCTPOW
MOTOPHO-aKCOHa/IbHOW M OCTPOM MOTOPHO-CEHCOPHO aKCOHaNbHOI HeliponaTuid.



OcTpasi NaHaBTOHOMHasi AM3aBTOHOMUS — CaMblili PeAKUiA BapumaHT cuHapoma [uiieHa-
Bappe, ee pacnpoCcTpaHeHHOCTb B HACTOSLLLEE BPEMS He M3yYeHa.

[aHHbIX 0 pacnpoCTPaHEHHOCTWN CTBOMIOBOrO 3HUedannta bukepctadda B AOCTYNHOM
NNTEpaType TakxKe He NPeacTaB/eHo.

STNONMATOINEHE3

STnonornyeckme (aktopbl cuHapoma IuiieHa-bappe OKOHYaTeNIbHO He M3YyYeHbl, YTO
Mo3BOMISET MMeHOBaTb 60Ne3Hb WAMONATUYECKON NoMnHeponatuein. MeTca OCHOBaHMA
paccmaTpuBatbh LENblil  psig  NaTOreHHbIX MWUKPOOPraHW3MOB B KauyecTBe 3TMO/OMMYECKM
3HAUYMMbIX, MOCKO/bKY WHMULMPOBaHME UMW 3ayacTyo (B 66% cnydvaeB) npefLlecTsyeT
pasBuUTUIO cnuHapoma MuiieHa-bappe. B nx uncne gurypupytot cneayrowme: LMToMeranosmpyc
(LMB), Bupyc Epstein-Barr, Haemophilus influenzae tun b, Mycoplasma pneumoniae,
Campylobacter jejuni n MHOrve apyrue Bo3oyANTENN MHEEKLUMNOHHbIX 60NE3HEN 1 NPOLIECCOB.

Mpn atom Campylobacter jejuni aBnfeTcA MNPUYUHHO-3HAYUMBIM  UHDEKLMOHHBIM
areHToM y TPeTU MNauueHTOB, a MOMEKYNIAPHaA MUMUKPUA MeXay raHriMosmgaMm u
nunocaxapugamu (3anutonsl Gmi, Gmin, Gpia, Goin, GalNAC-Gpia) JaHHOTO MUKpPOOPraHu3ma
CMoco6CTBYET BbIPAbOTKE aHTUTAHIIMO3NAHbLIX aHTUTEN. BbICOKME TUTPbI aHTUTaHTINO3ULHbIX
aHTuTen knaccos IgM, IgG n IgA, BCTynaroLLue B peakuumn ¢ anMTonaMm akcornaasmaTuyeckoro
OTAena akCOHOB W MWENMHOBON 060/104KM, OBHapPYXXMBAKOTCA B CbIBOPOTKe Kposu y 40%
60/1bHbIX C CUHAPOMOM [MniteHa-bappe.

He wucKOYaeTca 3TMOMOMMYecKas pofib  HEKOTOPbIX BWUAOB  MPOGIMNaKTUYECKOWA
NMMYHU3aLMK (NpOTUBONOINOMUENINTHOM, aHTUpabUyecKoM, MPOTMBOAUTEPUINHON,
MPOTMBOrPUMMNO3HON 1 Ap.) B pasBuTuUM cuHApoma [miteHa-Bappe. PUCK pa3suTus 60/1e3HM
nocne NPOTMBOrPMNMNO3HOM BakuMHaumm (HIN1) coctaBnseT nopsagka 1-2 cnyyas Ha 1 MUAIMOH
NPUBUTBHIX.

B Xoge reHeTMyeckux WCCNeAoBaHWI BbisiBNEHa CBA3b MeXay aHTureHamm HLA-54,
HLA-CW1, HLA-DQB*3 wun cuHgpomom [wmiteHa-bappe. OO6GHapy>keHa MNONOXMTeNbHasA
KOppenaums Mexmay OCTPOW BOCMaIUTENbHON AEMUETMHU3UPYIOLWE MNOoNMHenponaTuen u
annenem  DQB1*0603 ¢ yHuKanbHbIM anutonom DQBRED™™, a Takke oTpuuaTensHas
Koppenaumm — ¢ annenamm  AQB1*0503, DQB1*0601, DQB1*0602 n DQB1*0603,
XapaKTepunsyembIMn 3NUTOMOM RDP*®’. Cuutaetcs, uTo knacc HLA sBnsetcs onpegensaoLwmm
Npyv pasnnyHbIX BapuaHTax cuHApoma [wileHa-Bappe, a cama 60/1e3Hb NpeAcTaBnseT
KOMM/IEKCHOE TeHeTMYeCKoe HapyLUeHMe, Ha WCXO0[ KOTOPOro OKasblBalT  B/WSHME
reHeTUYecKme hakTopbl N OKPY>KEHNE.

K.H. Chang n coasT. (2012) onucann 256 reHoB M 18 reHHbIX CeTel, [OCTOBEPHO
accouMmpoBaHHbIX C cuMHApOMOM [uiteHa-bappe; cpean HWMX Hamboniee 4acTbiMKM FeHamu
okasanucs FOS, PTGS2, HMGB2 n MMP9.

BonesHb  BbI3bIBAETCA aHOMa/lbHbIM ~ T-K/IETOYHbIM ~ OTBETOM, MHAYUMPOBaHHbIM
MH(EKLMOHHbIM  NpoLeccoM. Bo3HMKaeT BOCNa/MTeNbHas Heponatus C  MepekpecTHOi
PEaKTUBHOCTbIO MeXAy aHTUTenaMnM K  WH(EKUMOHHbIM areHTaMm W aHTuTenaMm K
HepoaHTUreHam, NOCKObKY NIMNO0MUIocaxapuibl B KNETOUHON CTeHKe GaKTepUii HanoOMUHAKOT
raHrIMo3napl, & aHTUTaHTIMO3UAHbIE aHTUTeNa (POPMUPYHOTCA B OTBET OCTPble UHMEKLUN.

Takum o06pa3om, cuHApoM [uiieHa-bappe paccmaTpuBaeTcs, Kak MpuobpeTeHHas
MMMYHHO-0NOCPe0BaHHas HeilponaTus, pa3BmnBatoLLasAcs BCeAcTBME abeppaHTHOW MMMYHHOM
peakuuMn Ha MNpefLIecTBytoLee UMMYHOAKTUBMPYIOLLEee COObITMe (MepeHeceHne BUPYCHOW
WH(eKUMn, BakumHauma u  T1.4.). VIMMyHOnatonorMyeckme peakumm NpUBOAAT K
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ayTOMMMYHHOMY MOBPEXJEHUIO TKaHER, acCoLMMPOBaHHOMY C MeXaHU3Mamu MOSEKYNSPHOM
MUMUKPUK, YHacTUEM CYynepaHTUreHOB 1 CTUMYNALMEN LUTOKUHOB.

O6HapyxeHne AHK Campylobacter jejuni B M1MenoMOHOLMUTaPHBLIX KNETKaxX MO3BONSET
npegnonarars NpeacTaBieHne HeMPUTOreHHbIX aHTUreHoB T-K/ieTKam komniekcom HLA knacca
.

Haya/ibHbIM 3TanomM B UMMYyHOMaToreHe3e 60/1e3HN ABNSAETCA MPeLCcTaB/eHne aHTUreHa
HauBHbIM T-KMeTKaM C WX MNOCMefyroLel akTuBauven, UMPKYnsuMein no KpPOBOTOKY W
NPUBA3LIBAHVEM K BEHYNAPHOMY 3HAOTENINI0 MepUepuyecknX HepsBoB. 3aTeM T-KNETKu
MepecekaroT rematosHuedannyeckuii 6apbep, MUTPUPYIOT Yepe3 3SHLOTEeNMasbHbLIA CMol B
NepyBacKyNApHYH0 06/1acTb U HaNPaB/SKOTCA B 3HAOHEBPUIA, 38A€NCTBYS MeXaHU3Mbl MOJIEKY
afare3vun (CeNeKTUHbI, NenKoLunTapHble UHTErPUHLI U UX KOHTPapeLenTopbl). 3akntounTeIbHbIM
3Tanom B natoreHese cMHApoMa MmiteHa-bappe SBNSeTCS BXOXAEHNE T-KNEeTOK 1 ayTOaHTUTEN B
9HJOHEBPUIA BMeCTe C Makpodaramu, rae npyv MOMOWM aHTUTENbHBIX U T-KNETOUHbIX
MEXaHU3MOB MAEHTU(IULMPYIOTCH ayTOAHTUIEHbl HA aKCOHA/IbHbIX WM LUBAHHOBCKMX K/1ETKAX.
OnucbiBaemblli NPOLECC NPUBOAUT K BbIPAXKEHHOMY NMOBPEXAEHUIO TKAHER, YeMy Croco6CTBYET
aKMBHbIN (HaroLnTo3 KNeToK MOHOLMTapHO-MaKpogaraibHOW TMHUN.

Mpn Knaccuyeckold opme cuHApoma [uiteHa-Bappe (ocTpas BOCNaMTeNbHas
[AEMUESTMHU3NPYIOLLAA NOAMHEeNponaTns) NPOUCXOANUT MOPaXKeHWe BOJIOKOH [ABUraTe/lbHbIX W
YyBCTBUTE/IbHLIX HEWPOHOB. [Mpy 3TOM OCHOBHbLIMW  CTPYKTypamu, MNojseprarLmmmncs
NaTonorMyecKoMy BO3AENCTBUID, ABMAKOTCA MPEUMYLLECTBEHHO KOPHW MOTOHEAPOHOB U
CMEeXHble MPOKCUMa/IbHbIE CMeTeHNA. XapakTepeH (DeHOMEH BbIPRKEHHOW CermMeHTapHOW
BOCMA/IMTENIbHON  feMUeNMHU3aLuKM,  COMPOBOXAAOLLENCS  o4aroBOM U AUdy3HOM
WHpUNbTPaumen T-AMMGPOULHBIMA M MOHOLMTapPHO-Makpodara/ibHbIM/A  KNeTKaMyM Ha  BCex
YPOBHAX Mepudepnyeckon HepBHOM CUCTeMbl. BocnanuTesibHble KNeTKW akKyMy/npyrTCs
BOKPYI MESIKMX COCYLOB 3HAOHeBpusA/anunHeBpus. KomniemeHT-0nocpefoBaHHOE CBA3biBaHWE
aHTUTEN C 3NMTOMNaMK, PacrofiOXKEHHbIX Ha MOBEPXHOCTHON MembpaHe LUBaHHOBCKMX K/ETOK,
npegLwecTByeT T-KNETOYHON MHUNbTPALMN.

AKCOHa/IbHble BapuaHTbl CUHApoma [uiieHa-bappe (ocTpas MOTOPHO-aKCOHa/lbHas W
MOTOPHO-CEHCOPHAst HelponaTum) XapakTepusyroTcs OTCYTCTBMEM BbIP@XKEHHbIX MPU3HAKOB
BOCM&/IEHUS U HA/IMYMEM aKCOHa/IbHON [ereHepaummn HepBHbIX BOMOKOH. M3MeHeHusi B LIHC
npy aTX BapuvaHTax 60/1e3HN BTOPUYHBI MO OTHOLLEHUIO K AereHepauuy akcoHoB. Mpu ocTpoi
MOTOPHO-aKCOHa/IbHON HerponaTum «MMMYHHOW aTake» MOABEPXKEHbI, B MEPBYIO O4epelb,
ABuratensHble y3nbl PaHBbe. OMAH n OMCAH accoummpoBaHbl C aHTUTaHrNMo3naHbIMU
aHTuTenamm (GM1/GD1a/GM1b/GalNAc-GD1a); npeanonaraetcs, 4to 06a akCOHa/bHbIX
BapuvaHTa cuHApoma [ uileHa-bappe BbI3bIBAOTCA aHTUTE/IbHO-OMOCPEAOBAHHON MEPBUYHONA
aKCOHa/IbHON  AereHepaumern WAM  aHTUTENbHO-OMOCPEAOBAHHON  MHIMOULMEN  BOMbTaX-
3aBMCUMbIX HATPUEBbIX KaHa/0B.

To4yHble MexaHuM3Mbl MaTtoreHesa cuHgpoma Mwunnepa-®dulepa OKOHYaTENbHO He
M3yyeHbl, HO W3BECTHO, 4TO 00MIE3Hb accouuMpoBaHa C MOBbILWEHHBIMW  TUTPaMu
aHTUTaHTIMO3NAHBIX aHTUTeN (NpeMmyLlecTBeHHO K GQ1b), Kak M CTBOMOBOW 3HUehanuT
BukepcTadda.

KITACCNDPUNKALINA
CunHgpom [wvideHa-bappe OTHOCAT KaK K 4MC/Yy HEMpPOMH(EKUM, Tak u K
MOCTUH(EKLMOHHBIM COCTOSHUSAM.



B cpaBHMTE/NIbHO HefaBHEM [MPOLUIOM paccMaTpuBasinCb 2  K/MHUYECKME (DOopMbl
cuHgpoma [uileHa-bappe; peyb LWna 06 OCTPOA MAMONATUYECKOW (OPME U XPOHUYECKOW
(peumansupytolein). Mpeanonaranock, YTo Ha NepPBYHO (OCHOBHYH) hopMy npuxoadTcs Ao 95%
cyyaeB 60/1e3HM, a OCTa/lbHble 5% — Ha XPOHMYECKYH. B HacToslLee Bpems XpOHM4YecKas
BOCNaNMTeNbHas AeMUENNHN3NPYIOLWAs nonvHenponatus (XBAIM) paccmaTprBaeTcs B KayecTse
OTAEeNbHOro 3a60neBaHns (CM. COOTBETCTBYIOLLNIA pa3aen).

Mo COBpPEeMEHHbIM MpPeACTaBNEHUAM, BbIAENAOT He MeHee 6 pasHOBMAHOCTENA
(KNMHMYeCKNX BapuaHTOB/NoATMNOB) cMHApoMa [MniteHa-bappe:

1) ocTpad BocnanuTenbHas AEMUEMHU3MPYIOLLAA MOMMHerponaThst (Knaccmyeckas
(hopma cuHapoma MniieHa-bappe),

2) 0CTpasi MOTOPHO-CEHCOPHas akCoHanbHasa Heponatus (OMCAH),

3) ocTpast MOTOPHO-aKCOHasbHas Heiponatus (OMAH),

4) cuHgpom Munnepa-®duwepa (CM®),

5) ocTpasd naHaBTOHOMHas HeWponatusi (OCTpPbIi NaHABTOHOMHbIA CUMHAPOM [ uiieHa-
Bappe, ocTpas naH4M3aBTOHOMMS),

6) cTBONOBOM aHUedannT bukepctadda (Bickerstaff),

7) hapuHro-LepBrKO-6paxmasibHblil BapuaHT,

8) ocTpast KpaHMaibHasi NoMHeNnponaTus.

CyLlecTBYIOT TakXe BapuaHTbl COYeTaHWs cuHgpoma Mwunnepa-®Puwepa ¢ Apyrumu
thopmamu cuHapoma IMmineHa-bappe (MFS/GBS overlap syndrome).

KINMHNYECKAA KAPTUHA

OcTpas BocnamTenbHas AeMUEIMHU3MPYIOWAs nonuHeiponaTus.  KnaMHuyeckue
NposBeHMs 601e3HN SBAIOTCA NPAMbIM CMEACTBMEM HapyLUEHNS callbTaTOPHOM NPOBOAVMOCTM
Mo MWENIMHU3NPOBAHHBIM BOJIOKHAM (BO3HWMKaeT 610K MpoBefeHus). [lepBble CUMMTOMbI
cuHgpoma [wiieHa-bappe uvalle MOABAAKOTCA MNPU OTCYTCTBUM BbIPAXKEHHOMO MOBbILIEHNS
TemnepaTypbl. MpaKTUYeCKM BO BCEX Chydasx Hadvasny 3abonieBaHWsi MpPeALLecTBYOT OCTpble
pecnupaTopHble WH(eKunn, MHorga — TPaBMbl WM OMEepaTUBHOE BMELLATE/IbCTBO, pexe —
nepeoxnaxaeHve Unn npounakTnyeckas BakuMHaumsa. B aHamHese NpUMEPHO y [ABYX TpeTein
nauueHToB 3a 2 HefeNn [0 NOSBIEHUA MbILLEYHON €1abocT 0TMeYaeTcs nepeHeceHne anm3ona
OCTPOI pecnupaTopHO MH(PEKLUM UK FacTPO3IHTEPUTA.

Knaccrnyecknmmn nposiBeHnsMn 60/1e3HWN CHATAKOTCA NMPOrpeccupyroLwmin (BOCX0AALLMIA)
napaiMy MbIWL KOHEYHOCTEM W AblXaTeflbHOM MYCKYynaTypbl, 4YTO COMPOBOXAaeTcs
pacCcTpoMCTBaMWU YYBCTBMTE/ILHOCTM MO MOSIMHEApONAaTUYeCKOMY TWMy; BMOCNEACTBUAN Y
naLMeHTOB BO3HMKAKOT BEreTaTUBHO-TPOPUYECKINE HAPYLLIEHNS.

XapaKTepHO BHe3anHoe [MOosB/ieHWe HEBPO/IOTMYECKOW CUMNTOMATUKK:  60NeBON
cuHgpom (go 80%) u napectesnn (20%); TUNUYHBLI aTakcus, Mapesbl 1 napannyn YepenHblX
HepBOB; nNpuMepHO y 30% AeTeil PerucTpupyroTca HapylleHUs (YHKUMA  COUHKTEPOB.
MopaxeHne CUMNATUYECKON HEPBHOM CUCTEMbl MPOSBASAETCA Pas/IMYHbIMKA BereTaTuBHbIMU
HapyLleHuaMn  (TUNepTeH3ns, MNOCTypasibHas TUNOTEH3Ws, MPOQy3HOe MOTOOTAENEHNE,
HapyLLeHVs TePMOPErynauun n T.4.).

Mapanny apixaTeNlbHON MYCKynaTypbl SBASETCA TUMUYHBIM U TSXKEbIM OC/OXHEHWEM
OCTPOW BOCMa/IMTENbHON [EMUENIVHU3NPYIOLLE NOMMHEeAponaTumn, TPebyrowmm MnpoBeAeHUs
VBJ1 n/nnn TpaxeocTtoMuu.

HeBponorunuyeckuin  genumt npu  cuHapome [miteHa-bappe ABNseTcs CneacTBUEM
nopaXKeHWsl KOPELUKOB CMMHHOIO MO3ra, ClUHA/bHbIX Y YeperHbIX HEePBHbIX CTBOJIOB.



B TeueHun 60nesHW nNPUHATO Bblgenatb 3 cTagum (nepuoga): 1) nepuop
nporpeccupoBaHuns, 2) Nepuog CTONKOMN CMMNTOMATUKNK, 3) Neproj BOCCTAHOB/IEHNS.

OcTpas MOTOPHO-CEHCOPHAasA akcoHabHasi HelponaTws. KnnHuyeckme nNposiB/eHUs
3TOro BapuaHTa cuHApoma [uiieHa-bappe NpakTUYecKM HeOT/IMYMMbI OT CUMMTOMOB OCTPOMA
BOCNaIMTENbHOW AEMUENNHUZNPYIOLLEA NONMHENponaTMn (MbilleyHas ¢abocTb U CEHCOPHBIN
[eduunT), HO 3aboneBaHWe NPOTEKaeT 6ofiee TAXENO, a NPOrHO3 fABMAETCA ropasfo 6osee
cepbesHbIM (CM. «/IcxXoabl 1 NPOrHO3»).

OcTpas MOTOPHO-aKCOHaNlbHasA HellponaTus. OTOT BapuaHT 60Ne3HW NpefcTaBnseT
CO60/ YMCTO MOTOPHO-aKCOHA/IbHYHO HerponaTuio, Mpu KOTOPOA OTMeYaeTCs MOopaxeHue
NPeVMYyLLECTBEHHO MPOKCUMAa/IbHON 4YacTu [BUraTe/lbHbIX HEeMpoHOB (MblleyHas C€nabocTb,
OTCYTCTBME CYXOXW/bHbIX pPeqsiekcoB). Y 4YacTu nNauveHToB B [Ae6loTe OCTPOM MOTOPHO-
aKCOHa/IbHOM  HeilponatMm  OTMevaroTcs  runepTepmmns  (IMXopagka), remopparnyeckuii
KOHBIOHKTUBUT, aCUMMETPUYHAA MblLIeYHas CNabocTb, a TakKXXe MaeoumMTo3 B CIMHHOMO3IOBOM
XnAKocTu. BereAcTBMe NOpaXKeHUs OpraHoB AbIXaHWs MHOTMM nauueHTam Tpebyetca VIBJ/1. B
OT/INYMEe OT OCTPO MOTOPHO-CEHCOPHOM aKCOHaNbHOW HeliponaTtuu, Npu OCTPOI MOTOPHO-
aKCOHa/IbHON HeiponaTtum OTCYTCTBYET CEHCOPHbIA AeUUUT U pefko 6blBatOT HapyLUeHbl
(hYHKLMN YeperHbIX HepPBOB.

CuHgpom Mwunnepa-®uwepa (KpaHnaibHbld BapuaHT cuHgpoma [uiteHa-Bappe).
OTANUNTENbHBIMU YepTamy 3TOro BapuaHTa 60/1e3HM ABMSETCA HaIMUME KIMHUYECKOW Tpuaabl
B BWAE COYETaHWs Hapy>HOW odTasibMonnerny (rnasBHblA NPU3HaK) C aTakcuein NOXOAKWU w
apechnekcuent, NosBAsOLLEecs B Npeaenax Nepeoi Heaenn Nocne Havana 3aboneBaHus.

Hanbonee paHHUMK cumnToMamy cvHapoma Munnepa-®uilepa cnyxar Avnaonus, a
Takke [JBYXCTOPOHHMI nape3 nuueBoro Hepsa (y 50% naumeHToB). BcTpevatotcs
napanuun/napesbl  NIMLEBOr0  Hepea W 6ynbbapHble paccTpoiicTBa.  Oditansmonerns
(BHYTpeHHsSA) peructpupyetcs y 70-75% petein ¢ cuHapomom Munnepa-®uiiepa.

KnrHnyeckas kapTuHa aToro BapumaHta cuHapoma IviieHa-bappe B HEKOTOPOWA CTeNeHn
HanoMWHaeT CTBOMOBOW  3HUe(annT Bukepctapda. [0 AOCTMXKEHUM — MaKCUMa/IbHOW
BbIP&XXEHHOCTM, OMUCbIBaeMble CUMNTOMbI 0BbIYHO COXPaHSAKTCA Ha NPOTSHXEHUN 1-2 Hepfenb,
nocne 4Yero OTMEYaeTCA MOCTENeHHOe BOCCTAHOB/IEHNE HEBPOJSIOIMYECKUX (YHKUMIA (06bIYHO
OHO OblBaeT MOMHbIM WM MPaKTUYECKN MOMHbIM). V3BECTHbI C/lydau MporpeccupoBaHus
cuHgpoma Mwunnepa-®uiiepa A0  (HOPMUPOBAHWUSA  [bIXaTe/IbHOM HejocTaTovyHoCTM  (Mpu
cuHgpome MFS/GBS overlap).

OcTpas naHaM3aBTOHOMHasA HelponaTus (OCTPbIiA NaHaBTOHOMHBINA CUHAPOM [TUiteHa-
bappe, ocTpas naHAu3aBTOHOMMSA). YacTbiMy cUMNTOMaMn 60/Me3HM ABNAIOTCA HapyLUeHWs
NOTOOTAENEHUNSA, OTCYTCTBME Cne3006pa3oBaHus, (oTohobMs, TOLWHOTA, Aucharvs, CyxocTb
C/IM3UCTbIX 060/104eK HOCA U POTOBOW MOJIOCTU, CYXOCTb 1 OTC/OMKA KOXKM, @ TaKXKe HapyLIeHUs
aedekaumm (3anopsl, avapes). B uncne paHHMX Hecrneuuguyeckmx npossieHnin 3abonesaHms
(UrypupytoT ronosHas 60/b, NeTaprus, YCTasocTb, CHWXEHHas MoTuBaumsa (K MPUHATUIO
VHULMATUBHBIX PeLUeHWnid), a TakXe MPU3Hakn BereTaTMBHbLIX HapyLlleHWin (opTocTaTnyeckoe
rO/IOBOKPYXXeHMe, pa3sMbITOCTb 3PEHNUS, CYXOCTb I/1a3, HapyLLeHWUs MOYencnycKkaHus).

B pe6ioTe 3aboneBaHuWs Hambosee YaCTbl CUMMNTOMbl B BUAE  HapyLUEHWHN,
accoLMMpOBaHHbIX C OPTOCTATUYECKOW HENEPeHOCUMOCTbIO, & TakXKe PacCTPOCTBa CO CTOPOHBI
YKEeNy[OoYHO-KMLLIEYHOTO TpakTa W HapylleHue (YHKLUMU MOTOBbIX >Xene3 (CyaoMOTOpHas
AncthyHKLmMs). MoryT oTMevaTbCs napacumMnatuyeckme paccTporicTsa (601M B XXMBOTE, PBOTA,
3anop, uneyc, 3afepxkKa Moyu, pacLUMpeHne U apeakTMBHOCTb 3paqykoB, NOTeps akkomogauum).
MHorga ocTpoi naHAnM3aBTOHOMHOM HeilponaTum ConyTCTBYET aHLe(anonaTus.



CTBonoBoii  3HUedpaMT bBukepcTadga (Bickerstaff’s brainstem encephalitis).
XapakTepusyetcsi OCTPbIM, BHe3anHbIM fAe6t0TOM B BuAe O(TanbMOMNIerun, artakcuu,
HapyLLEeHWs CO3HaHWs, runeppediekcun n Hannmuma cumntoma babuHckoro. TeyeHne 601e3HN
MOHO(ha3HOe WM PeMUTTUPYIOLLEe-peLnanBMpytoLLee. B OTAeNbHbIX cnyvasx Yy nauveHToB
OTMeyaeTcsi TeTpanape3 C MOPaXeHMEM 4YeperHbIX HepBOB (BK/KOYasd BHYTpPUrnasHble). Y
3HAUMTENbHOW YacTM MaUMeHTOB C OCTPOM MaHAM3aBTOHOMHOM HeiponaTvein 60ne3Hb
accoummpoBaHa ¢ akCoHaslbHbIMK BapuaHTamu cuHapoma I uiieHa-bappe (OMAH, OMCAH).

dapuHro-LepBrKo-opaxmanbHblii  BapuaHT.  XapakKTepusyeTcsd  M30/IMPOBaHHOM
CnaboCTbO B NIMLEBbIX, POTOMOTOUHbIX, LUEAHbIX MbILLAX, a TakKe B MYCKYnaType BEpXHUX
KOHe4yHoCTel (6e3 BOB/IEYEHWNSA HUXKHNX KOHEYHOCTENR).

OcTpas KpaHuanbHasa nonvHeiiponaTus. MposBAseTcs BOBEUYEHWEM B NATONOMMYECKUI
MPOLECC TO/IbKO YeperHbIX HepBOB.

ONATHOCTUMKA

OcTpas BocnamMTeNbHas AeMUENMHU3NPYoWas nonuHenponaTus  (Knaccuyeckui
cuHapom [uiteHa-bappe). OCHOBHble [AMAarHOCTUYECKME KpUTepuU cuHapoma [umiteHa-bappe
OCHOBaHbI Ha K/IMHNYECKMX MPOSB/IEHNAX U 1a60paTOpPHbIX (aHaIM3 IMKBOPA) MoKa3aTensx:

1) Hanuume nporpeccupytoweli  ABUraTeslbHOM CnabocTM C  BOB/EYEHMEM B
MaToNIornyecKunii Npouecc 601ee 0JHOM KOHEYHOCTH;

2) apedhiekcms nnmn BblpaXkeHHas runopediekcus;

3) npucyTcTBne B 1 MKA CNMHHOMO3IOBOM XMAKOCTU He 601ee 50 MOHOUMTOB U/vnn 2
rpaHynoLnToB=".

[ononHuTeNbHbIMU NpU3HaKaMu1, NOATBEPXAAIOLWMMY AMarHo3, ABNAOTCA CrefytoLme
K/IMHNYeCKre, nabopaTopHble N MHCTPYMEHTaSTbHbIE [aHHbIE):

1) nepBOHaYa/IbHOE OTCYTCTBME TMMEPTEPMUN (IMXOPALKW);

2) Hayasio BOCCTAHOB/IEHWSI HEBPOMOMMYECKMX (DYHKUMIA NO MpoLlecTBun 2-4 Hepenb
rnocne NpekpaLleHns NporpeccupoBaHus;

3) OTHOCUTE/NIbHO CUMMETPUYHAS MblLLeYHas clabocTb;

4) ymepeHHble NMPU3HaKM CEHCOPHbIX HapyLUEeHWH;

5) CUMNTOMbI MOPaXXeHUA YeperHbIX Hepsos (YH);

6) noBbleHMe cogepxaHWs Oeflka B JIMKBOpPe MO npolliectsum 1 Hegenn nocne
MoAB/IEHNS XapaKTepHbIX CUMNTOMOB 60/1E3HY;

7) 3amef/ieHVe CKOPOCTY MPOBELEHNS MMMy bca Mo nepudepryeckmm Hepsam (<60% oT
HopMmbl B 80% cny4aeB), oTcyTcTBMe H-pediiekca, OTCYTCTBME WM CHUDKEHUE aMIIUTY/bl
CEeHCOpPHOro noTeHumana, yBe/MyeHmne NAaTEHTHOCTU F-BONH (npm
3NeKTPOHENPOMMOTrpatmyecKoM UCCneLoBaHNN);

7) BereTaTuBHas (aBTOHOMHas) AVCHYHKLMAZ .

AnekTpoMmorpagnyeckoe nccnesoBaHme: eHepBaLMOHHbIA TUM KPUBOI B MOPaXKEHHbIX
MblLLLax>".

AHanun3 CrnMHHOMO3r0BOM XMAKOCTU: 1) NoBbILWeHHOe cogepxkaHue 6enka (>0,55 r%o); 2)
NoBblLLEHNEe (pakuny anbbymunHa; 3) OTCYTCTBME COMYTCTBYIOLLEro HapacTaHus umtosa (<10
knetok/Mm)?**,  OTCYTCTBME MOBBLILEHHOMO LMTO3a B  CMMHHOMO3IOBOW  >KMAKOCTY
paccMaTpuBaeTCA B KaYeCTBE MCTOUHMKA «LieHHOM HeraTUBHOM MHdopMaLmn»>

OcTpas MOTOPHO-CEHCOPHAsA akCoHa/lbHas HeliponaTus. [uarHo3 ycTaHaB/IMBaeTCA Ha
OCHOBaHWM  XapaKTePHbIX KIMHUYECKUX MNPU3HAKOB (OCTPbIA TeTpanapes, apedguiekcus,



AUCTaNibHas MOTeps 4YyBCTBUTENbHOCTU, AbIXaTe/lbHas HeLOCTaTOYHOCTb), & TakXke [aHHbIX
NabopaTopHbIX N WHCTPYMEHTa/IbHbIX METOA0B UCCnefoBaHuid (B 06beme, aHaOrMyHOM
TaKOBOMY MPM OCTPOIi BOCMIANTENLHOM AEMUENNHN3NPYIOLLEN nonuHeliponaTim)®*

Mpy nccnefoBaHMM CNIMHHOMO3IOBOW YXMAKOCTM XapaKTepHO MOBbILEHWE COAepPXKaHUs
6enka®. DneKTPOMMOrpatuyeckoe 1CCnef0BaHMe: NMPU3HAKN NOTEPU MOTOPHBIX W CEHCOPHbIX
NOTEHLMaNoB ¢ AMQQY3HOA akTUBHON AeHepBaumein (akCoHanbHas fereHepaums 6e3 npu3Hakos
MNepBUYHOIL AemMuenvHmsaumm)®.

B KpoBM 1 CbIBOPOTKE KPOBW MauyeHTOB MOrYT 0OHApYXWBaTbCA aHTUTaHTIMO3UAHbIE
aHTUTena k GM1, GD1a, GM1b 1 GalNAc-GD1a”.

OcTpas MOTOpPHO-aKCOHa/lbHasA HeiiponaTus. JuarHo3 yctaHaB/MBaeTCa Ha OCHOBaHMM
TUNNYHBIX KIUHUYECKUX MPOSIBNEHWIA  60Me3HN  (MPOrpeccupyownin - BAMbIM  napainy  c
apehnekcment, 4acto NPMBOAALIMA K AbIXaTeNlbHOW HEAOCTAaTOYMHOCTM), a TakXke Hainums
NNeoLnTo3a B CIMHHOMO3F0BOVA XKMAKOCTU .

Mpy 3anekTpoMUOrpaUyecKoM WCCMef0BaHUN Y MaUMEHTOB BbISABMIAIOTCA CHWKEHUE
amMnnTybl M-OTBETOB, a TaKxke AeHepBaLMoHHbI TN SMI?, nspeaka — 610K NpoBeAeHNs
Npy OTCYTCTBMM MPWU3HAKOB AeMuenuHusauun®. [lpu  3TOM OTMevaeTcss COXpaHeHue
HOPM&/IbHbIX CKOPOCTel MpOBefeHMs UMMy/bca MO ABWraTe/lbHbiM W YyBCTBUTE/IbHLIM
BOJIOKHaM Nepudeprnyeckinx Hepsos®". OTCYTCTBYIOT NPU3HaKM AeMUENnHM3aLMn (B OTAMYME OT
OCTPOi BOCMaNTENbHON AeMUeNMHN3MpYIOLLEl nonnHeliponatim)®.

B KpoBM W CNWHHOMO3rOBOW >KMAKOCTM MAaUMEHTOB HepeaKo O06Hapy»XMBaroTCs
aHTUTaHIIMO3NAHbIE aHTUTena k GD1a n/wnn GD3.

CvHgpom Mwunnepa-®uwepa. KnnHnyeckmmmn NPOSABNEHNAMN 6one3Hu,
MOATBEPXAAOLMMY HaNMume 60/1e3HU, ABNAKOTCA ABYXCTOPOHHAS OPTa/IbMOMIErns, atakcus u
apenekcus, cnabocTb NMUEBLIX UK BynbbapHbIX Mblwu/HepBoB (50% cny4vaeB), cnabocTb
MbILIL, TYMOBMLLA W KOHeuHocTeli (50% cnyuaeB)”’. O6beM M BbIGOP AMArHOCTUYECKMX
MEpPOMNpUATUIA aHaNorMyYeH TakoBOMY MPU OCTPOA BOCMASMTENIbHON AeMUETMHU3NPYIOLLENA
nonuHeviponatun®”,

WccnefoBaHne nMKBopa: y 4acTy MauveHTOB OTMEYatoTCA MOBbILEHHOE COAepXKaHue
6enka M NNeoumTo3; UHOrAa MOXET MPUCYTCTBOBATb TUMWYHAA a/lbOYMUHO-LMTONOrMYECKas
AVicCoLMaLms, Kak Npu 0CTPOI BOCMANUTENbHON [eMUeNMHU3NPYIOLLEli NonvHeliponaTm®.

AneKTpoHeMpoMuorpanyeckoe  UCCnefoBaHWe: B 4YacTU  Cly4aeB Yy  [feTei
PErvcTPUpYeTCs 3aMef/1eHne NPOBOAYMOCTY N0 ABUTaTeNbHbIM 1 YyBCTBUTE/bHBIM HepBam®,

B 90% cnyyaeB Yy nayMeHTOB C cUHApPoMOM Munnepa-®uilepa 06HapyXmBatoTCs
aHTUTaHIIMO3MAHbIE aHTUTena K GQ1b (MOryT Takke 06HapyxwuBaTbcs GD3 n GT1a)?".

OcTpas naHAMCaBTOHOMHas HeliponaTus. [uarHo3 OCTpPOM  MNaHAMCaBTOHOMUM
yCTaHaB/NMBaeTCA Ha OCHOBaHWM TMPU3HAKOB BbIP&XKEHHON BereTatMBHOM  AMCHYHKLMK
(opTOoCcTaTnyecKas rMNOTeH3Ws, TOLUHOTA, PBOTA, 3arnop/gmapes, aTOHUA MOYEBOrO Mys3blps,
aHrnapo3, HapyLlleHWs Cne300TAeNeHNs U CanBalMm, 3padkoBble HapyLUEHWUS) U CEHCOPHbIX
pacCTpoMCTB 6e3 BbIPAKEHHbIX COMAaTUYECKMX MPOSBAEHWUA W HapyLIeHUA MOTOPHbIX
DyHKLNIAZ",

MMpYMepPHO Yy YeTBEPTU NAUMEHTOB WUMEETCA XONMHEeprmyeckas gopma AMCcaBTOHOMUM
(6e3 opTOCTaTUYECKONM FMNOTEH3MUM, HO C HAPYLLEHWUSMW CYLOMOTOPHOM U APYTnX BereTaTUBHbIX
CUCTEM — OpTOCTaTMYecKas TaxuMKapAus, TFOMOBOKPYXKEHWUe, YCU/IeHHOe cepAuebrieHne 6e3
N3MeHeHVs apTepuanbHOro fasnexns)®.

Mpy 3TOM BapuaHTe cuHApoMma [wilteHa-bappe [aHHble aHanM3a CNMHHOMO3IOBOIA
XUOKOCTU N 3/1EKTPOMMOrpamyeckoro WUCCefoBaHNA MOryT He BbISIBNATb  KakUX-1160
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NaTONOMMYeCKUX W3MeHeHWi A (MU YMCTOW  AMCABTOHOMUM)?. B OCAOXKHEHHBIX CAyYasXx
006HapY>KMBAKOTCA U3MEHEHMS, HanOMWHAKOLWME TakOBble MpPW  OCTPOM  BOCNAIUTENbHOM
[eMVeNMHU3NPYIOLLEN nonnHeliponatumn®.

®PyHKLUMOHa/IbHbIE  TeCTbl  (MUCCNefoBaHWe  CYAOMOTOPHbIX,  KapAuoBaraibHbIX U
aflpeHeprnyeckmx (yHKUMn — npoba MWHOpPA, CHEKTPasibHbIA aHasvM3  BapuaTMBHOCTYU
CepAeyHoro putma W Apyrue) BbIABAAKOT  MHOXECTBEHHbIE HApYLIEHUS CO  CTOPOHbI
BEreTaT1BHOI HEPBHOI cUCTeMbI®

Mpn aHanm3e OuonTata WKPOHOXHbLIX HEPBOB OOHAPY)XMBAKTCA  MH(UILTPATbI
MOHOHYK/eapHbIX KNeTOK B 0671aCTU 3MUHEBPUS”.

CTBonoBoii 3HUedhanMT BukeHcTadda. O6a3aTeNbHBIMA KIMHUYECKMMU MPU3HAKaMK
60Ne3HN SBMAIOTCA aTakcus M odTanbmonnervs (kak Npy cuHgpome Mwunnepa-®uiepa)®.
CTBOM0OBOM  3HUeanMT BukeHcTagpa YyCTaHaBAMBAETCA /MUWb MPU  HAINMYUKU - APYruX
CUMNTOMOB, NO3BOMIAKOLWMX UCKNOUNTL HasMume cuHapoma Munnepa-®uilepa (COHANBOCTD,
KoMa unm runeppednekcus)>.

O6beM  [AMArHOCTUYECKMX  MeponpusTWIA  aHaNoTMYeH TakOBOMY NpW  OCTPOWA
BOCMANNTENbHOV feMUeNHU3NPYIOLLeli NonnHeliponaTn?".

AHann3 CNMHHOMO3rOBOW >XMAKOCTW: MOBbILLEHME COAePXKaHUA 6Genka M NaeoumuTos
06HapyXXVNBAKOTCA YacTO, HO He ABAATCA creLmbuyeckumn® . MoBbILLEHNE COAEPXKaHNs GernKa
B CM)K 6e3 nneouutosa (anbO0yMMHO-LIMTONOINYECKas AMccouMaumsa) 60nee He cuMTaroTCA
XapaKTepHbIMV MPU3HaKaMm 3TOro Bap1aHTa cuHapoma lMuiieHa-bappe®.

AneKTpoHenpoMmorpagmyeckoe MccnefoBaHMe: MOTYT MPUCYTCTBOBATb  MPU3HAKM
aKCOHa/bHOI nonunHeliponaTun®”

[ns ycTaHOBNEHMs AmarHosa npu 3TOM BapuaHTe cuHapoma [uiieHa-Bappe cnepyet
NMPOBOANTL MarHUTHO-Pe30HaHCHYO Tomorpaduio (MPT) ronosHoro mosra. Mpun NomoLLy aToro
MEeTO/a HepoBM3yanmn3aLmmn y YacTu naumeHToB (0kono 30%) BbISBNSAKOTCA FMNEPUHTEHCUBHbIE
ovarn Henpasw/bHOM (HOPMbI, IOKa/IM30BaHHbIE MPEVMYLLECTBEHHO B 061acTM  CTBOMA
FOMIOBHOTO MO3ra (MOCT, Cpe/fjHWIA MO3F, MO3roBOe BeLLlecTBO)?".

Y [OBYX TpeTel naumneHToB CO CTBO/IOBLIM 3HLEGanMToM brkepctadha o6HapyKMBaroTCs
aHTMTena Kk GQ1b°.

Mpn 33l -uccnefoBaHMM 4YacTo O0OHapYXmMBalTCs  HapyweHus (06bIYHO  TOMbKO
Me[/IEHHO-BO/IHOBaA aKTMBHOCTb), 4YTO [MO3BOMISET CuUMTaTb 3TOT MeToh 0b6nafarowmm
OrpaH1YeHHO ANarHOCTUYECKOM 3HAYMMOCTbIO®.

AundhepeHumanbHas gumarHocTuka. CuHapom [witeHa-bappe (Knaccuyeckuii n ero
BapuMaHTbl) HeobXxoaMMmo  AudepeHLUMpoBaTb OT  TaKMX  COCTOSIHUWA, KakK  OCTpbl
(3aNMaeMnYecKnin) NONMOMUENNUT, 3HUEMaInT, MEHUHIUT, MuacteHus (myasthenia gravis),
MUOMaTua, OCTPbIA  MWEeUT, MWeNonatus, MnonavHeAponaTus npu  AUQTepUKn, OCTpble
NOMIMHEMPONATMN MHOFO MPOUCXOXAEHUS (60TyNM3M, caxapHbli AuMabeT, BacKynuT, 601e3Hb
Naiima) n gp.2*

NMPUMEPBI JNATHO3OB

CuHgpom [uiieHa-bappe wnam  OcTpasa BocnanMTeNbHas — AeMUEIMHUMPYIOLLAs
nonvHeiiponaTusa (OBAM)

OcTpas MOTOPHO-CEHCOPHAas akcoHanbHas HelponaTus (OMCAH)

OcTpas MOTOpHO-akcoHabHas HeliponaTus (OMAH)

Cungpom Munnepa-®duwepa nnn KpaHuanbHblil BapuaHT cuHapoma IuiteHa-bappe mnm
CuHgpom duilepa
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OcTpas naHaBTOHOMHas HeiiponaTus nam OcTpas naHAUcaBTOHOMUS UM OCTpbIid
naHaBTOHOMHbI cuHApoM IMnileHa-bappe

CTBonoBoii aHUethannT BukepcTaddga (Bickerstaff)

dapuHro-LepBrKo-bpaxmnanbHblii BapuaHT cuHapoma IMuiieHa-bappe

OcTpas KpaHuanbHas nonvHenponaTus

JIEHEHWE

TepaneBTUYeCKMe MeponpuaTMS Mpu cuHApomMe [uiteHa-bappe noapasfenstTcs Ha
(hapmakosiormyeckne 1 Hedapmakosnornyeckue. O6s3aTe/IbHbIM YC/IOBMEM JIeHEHUSI CUHAPOMA
viieHa-bappe ABNsSeTCH CPOYHas rocnuTann3aums B OTAeNeHMe peaHnMauuyM U UHTEHCUMBHON
Tepanuu (B CBS3M C NOTEHLUMaIbHON NOTPeBHOCTBIO B OCyLLecTBeHNN IBJT). MokasaHusmn gis
rocnuTann3auuy B ykasaHHOe oTfefieHve (PUCK AbIXaTe/lbHOW HefoCTaTOYHOCTM) ABNAKOTCS
rnokasartesniv XXuU3HeHHON eMKkocTu fierknx (XKEJ) <20 mn/kr (unn <60% oT npegnonaraemoi),
NnnKoBoe aasneHne Ha Baoxe <30 cMm H,O 1 nuKoBoe faBneHne Ha Bblgoxe <40 cm H,0.

Heobxogumoctb B WMBJ1 BO3HMKaeT B 25% cnyyaeB. [MokasaHuMAMM K WHTYy6auumu
nauyueHTa sBNseTca Hanmume opcuposaHHoin XXEJT <20 mn/kr (npy cnaboCTn 4vepenHbiX
HepBoB — 15-18 Mmn/Kr), makcumanbHoe faBneHue npu Bgoxe <30 cMm H,O 1M MakcumanbHoe
[laBneHune Ha Bblgoxe <40 cm H,0.

Bo3moxHoCTb 0TMeHbl VIBJ1 paccmatpusatot npu XKEJT >15 ma/kr (npy OTCyTCTBUU
NeroyHoit natonorum)™.

Cpean HehapMaKoOrMyeckMx MeTOA0B fedeHusi cuHgpoma [uiieHa-Bappe ocoboe
MECTO  3aHMMaeT  nnasmadepes,  KOTOpbIA  SBISETCA  €AMHCTBEHHbIM  CMOCO60M
MHCTPYMEHTA/IbHOI (3KCTpakopnopasbHOi) Tepanuy 601e3HN € LOKa3aHHOW 3(D(EeKTUBHOCTLHIO
(CHMXXaeT PUCK Pa3BUTUA [bIXaTe/IbHON HeJOCTaTOYHOCTM M HeobxoaumocT VIBJI, ymeHbLIaeT
nepuoL [LOCTWXKEHWUSA CMOCOOHOCTM K CaMOCTOATENlbHOMY MepeABUXXEHUI0, Cnoco6CTBYeT
MOIHOMY BOCCTaHOB/IEHWS MbILLEYHOW CWU/bl, CHUXAET MPOLEHT TXKEe/bIX MOCeACTBUA NO
npowectBun 1 roga)®. O6beM 3aMeHsieMOli MAasMbl 1M ONTUMAIbHOE YMCAO MpoLeayp
nnasmadgepesa BapbupylT, HO MPEeLNOYTUTENbHbIM CUATAETCA MPOTOKO/, WUCMO/b3YEMbIA B
CLUA (3amewieHne 200-250 mn/kr B TeyeHue 7-10 AaHeld). Mpu cuHapome [uiieHa-bappe
TpebyeTcs He MeHee [ABYX npouefyp nniasmadepesa A8 3HAYMMOIO CHUDKEHWA 4ucna
LMPKYNPYIOWMX UMMYHHbIX KOMIMIEKCOB (NPK OCTPOI BOCMA/IUTENbHON AEMUENMHU3NPYIOLLIE
MONNHepPoNaTnM Nerkoi BbIPaXXeHHOCTY NPOBOAAT 2 NPOLeAypbl, a MPY YMEPEHHOR 1 TSHXKeNoi
— 4-5 npouepyp, uYepes [feHb). BO3MOXHO NPUMeEHEHWE HWU3KOOOBEMHOIO 3aMeHHOro
nnasmadgepesa (15 wma/kr). Tnasmadepes B MNOCTOAHHOM  peXume NPeANoYTUTENIbHEE
VHTEPMUTTUPYIOLLErO (MCNOMb3YHOTCA allbOYMUH 1 CBEXE3aMOPOXKEHHasA niasMa). B KayecTtse
aNbTepHaATUBI 3aMeHHOoro nnasmadepesa MOXET 1NCMNoNb30BaTLHCA MeTopA,
MMMYHO3ZCOPOLMOHHON Tepanuu (yaaneHne MMMYHOr06Y/IMHOB U3 KPOBW, He TpebytoLlee
3aMeLLieHNs abBYMIHOM WM CBEXE3aMOPOXKEHHOI Mnasmoif)®.,

Cpean M3BECTHBIX W WCMOMb3YyeMbIX paHee MeTOAOB (hapmakoTepanuu CUHAPOMA
niteHa-Bappe (MMMyHOCYnpeccopbl — LMKAOCMOPUH, UMKiodochammui W a3aTuonpuH;
KOPTMKOCTEPOMAbI; Npenapatbl UHTEp(epoHa-f; ayTonorMyHas TpaHcnaaHTaumsa CTBOMOBbLIX
K/IETOK; YeNOoBeYeckne UMMYHOII00YNNHBI ANS BHYTPUBEHHOIO BBEAEHWNA) TONbKO MOCNefHue
MOTYT CYMTATLCA 3DMEKTUBHBIMU C NO3NLMIA JOKA3ATENbHON MeAULMHBI™.

VIMMyHOTepanus 4enoBeYeCKUMU MUMMYHOT/I06Y/IMHaMK NP OCTPOI BOCNaSIMTENbHOW
AEMUESTMHU3NPYIOLLEN  NOMMHeponaTum  CrocobCTBYeT — CKOpeilleMy — BOCCTAHOBJ/IEHUIO
HEBPO/IOTNYeCKUX YHKLWIA, MO MeHbLUEl Mepe, He YcTynas a(eKTUBHOCTM nnasmadepesa’™.
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CyLLECTBYIOT 2 OCHOBHbIX PEXMMa HasHayeHUs AeTaM C CUHApPOMOM [miteHa-Bappe
4esI0BeYECKMX MMMYHOT106Y/IMHOB NS BHYTPUBEHHOIO BBEAEHUSA:

1) no 0,4 r/Kr/cyT B TeueHue 5 aHel;

2) no 2,0 r/Kr B pa3feneHHbIX J03ax B TeYeHUe ABYX AHEN.

MepBbli M3  OMUCLIBAEMbIX  PEXMMOB  60/ee  pacnpocTpaHeH U cyuTaeTcs
npeanouTUTENbHbIME.

B neyeHumn cuHgpoma MmiteHa-bappe MOryT yCnewHo NPUMEHATLCA KaK BHYTPUBEHHbIE
MMMYHOT/I06Y/IMHbI C cofepXXaHueM Tonbko 1gG (CTUMYyNUpYeT pemuenHU3aumio 3a cyet
MMMYHOMOLY/IMPYIOLLEA  aKTMBHOCTM), Tak W oboraweHHble  IgM.  TocnegHue
npegnoyTUTENbHbI, TaK Kak IgM B 60/bLUEIA CTENEHN CTUMYNIMPYET PEMUESIMHU3ALMIO — 3a CHeT
B3avMofeincTBua ¢ aHtureHamu LIHC v onurogeHapoumToB. Mpy UCMoIb30BaHUM YeN0BEYECKNX
MMMYHOITI06Y/IMHOB AN BHYTPUBEHHOrO BBeAEHMS C cogepxaHuvem IgM  gocturaeTcs
[ONOMHUTENbHBIV NONOXUTENbHBIA 3PMEKT HA NPOLLECC PEMUENNHN3ALNN.

INeyeHve cuHgpoma Munnepa-®uilepa OTAMYaeTCA OT Tepanuu Knaccuyeckon (hopmbl
cvHapoma uiieHa-bappe BO3MOXHOCTHIO MPUMEHEHWS FOPMOHOB-KOPTUKOCTEpOMAoB. C 3TOiA
LieNbI0 UCMOMb3YHOTCA NpenapaTbl NPeAHN30/0H 1 METUANPEAHU3010H®.

Vcnonb3yemble npenaparbl:

npeaHn3onoH (MHH: npegHusonoH, prednisolone; kog ATX: H02ABO06),
metunnpegHmsonoH (MHH: wmetunnpeaHusonoH, methylprednisolone; kopg
ATX: HO2ABO4KopTukocTeponaHble rOPMOHbI (NpeaHM30M0H,
METUNNPELHU30/I0H) NMPUMEHAKOTCA B JIeYEHUN He TOMIbKO cuHApomMa Munnepa-
duwwepa, HO 1 OCTPOIN MAHABTOHOMHOW HeilponaTum, a TakxKe 0CTPO MOTOPHO-
CEHCOPHOM  aKCOHa/IbHOM  HelponaTum M CTBOMIOBOMO  3HUedannta
BukepcTadda®.

B ocTanbHOM B fle4eHMM pas3/iyHbIX KIMHUYECKUX BapuaHToB cuHapoma IMniieHa-bappe
(OMAH, OMCAH, cuHgpom Mwunnepa-®Puwepa, ocTpas MNaHaBTOHOMHas Helponartus,
CTBONOBOW 3HUe(anUT BukeHcTagda) MCNONb3YHTCA TepaneBTUYECKME METO/bI, aHaOrNYHbIE
TakoBbIM MPW OCTPOA BOCMAIUTENIbHON AeMUENIMHU3NPYIOLLEA NOMMHeAponaTuM, TO ecCTb
YeNoBeYECKIE MMYHOT06YNHBI /19 BHYTPUBEHHOTO BBEAEHNS 1 Niasmadepes”.

VimetoTcq eAnHUYHbIE COOOLLEHNA 06 YCMewHOM MPUMEHEHWMM MNpenapaTta Ha OCHOBE
aHTM-CD20 MOHOKNOHa/IbHOTO aHTuTena (PUTyKcrMab) B JIeYeHUWM CTBOJSIOBOrO 3HLUe(anmTa
BukeHcTahha, Pe3nCTEHTHOrO K Tepanuu C WUCMO/b30BaHWEM Mnasmadepesa v YenoBevecKnx
MIMMYHOFN06Y/IMHOB AN BHYTPUBEHHOIO BBEAEHNS".

[ns naumeHToB ¢ cnHApoMoM [uiieHa-bappe, Haxogsawmxcs Ha VIBJ1, npefycMOTpeHO
K/IMHUYeCKoe nNuTaHue (3HTepaibHOE WAN NapeHTepasibHOe), Lefblo KOTOPOro fBNSeTCH
obecneyeHve NOTPEOHOCTM B NMULLEBOM SHEPTUN MPU BbICOKOW MeTaboNMyecKor NoTpebHOCTM
(40-45 HeGenkoBbIX KanopuWiA/Kr, MOBbILEHHOE codepXaHue Genka — 2-2,5 r/kr)®. B psge
C/lyyaeB Takas nuTaTeNbHas nojgepXxka Tpebyetca naumeHTam 6e3 VIBJ1, HO CO 3HaUUTENbHOM
BbIPKEHHOCTbIO Ancdarun®, MpUMeHeHe KAMHWYECKOrO MUTaHNA NO3BOMSET NPefoTBPaTUTL
acrnmpaumio NuLLM ¢ nocnefyowyM pasBuTUEM MHEBMOHWM Y NAUMEHTOB rpymnmbl prcka no
3TOMY COCTOSHWIO®.

[eTun ¢ CI'b foMmKHbI HAX0AWTLCA B CTauUMOHape He MeHee 1 Mecsla B CBA3WN C TeM,
YTO MWMEHHO B TeEYeHMe 3TOro BPEMEHM BO3MOXKHO HapacTaHue HeBpPO/IOrU4eCcKoi
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CUMNTOMATUKA W BbICOKA BEPOATHOCTb MepeBofa pebeHKa B OTAENeHWE peaHuMauum u
WHTEHCVBHOW Tepanun Ans nposegenns MBJI1. B fasbHeleM BO3MOXKHO MPOBEAEHNE NleYeHUs B
YCNOBMAX [HEBHOr0 cTauuoHapa waM ambynaTopHo. [locne BbIMUCKM K3  CTauuoHapa
HabnaeHne 3a aeTbMu, nepeHecwMn CIB AOMKeH OCyWeCcTBNATb HEBPOMOr Mo MecTy
>KNTENbCTBA B TeyeHue 1 roga.

MPOPUNNAKTUKA

He pa3paboTaHa. Tem He MeHee, neyeHne nHheKUKia, BbidBaHHbIX Campylobacter jejuni,
MOXET paccmaTpuBaThbCA B KauyecTBe Mepbl NPOMUIAKTUKM CuHApoMa [miteHa-Bappe (kak
KNaccuyeckoii popmbl 60N1E3HM, TaK 1 ee aKCOHAMbHBIX W MHbIX MOATUMOB)Z.

MaumeHTam ¢ cuHgpomom [uileHa-Bappe pekomeHAyeTcsa u3beraTb BakKUMHaUWA B
TeyeHve 1 roga OT Havana 3abosieBaHWs, MOCKONbKY OHM MOryT MPOBOLMPOBaTL PeuunamBs
6onesHn. B fanbHelilieM NPOBOAAT MMMYHM3aLUKU, €Cnn A1 3TOr0 eCTb COOTBETCTBYHOLLME
nokasaHus. Mpu pa3BuTuM cuHApoma MuideHa-bappe B TeueHve nepuoga Ao 6 MecsueB nocne
NpoBefeHNs  Kakom-nnbo  BakuMHauWKW,  MauueHTy  LenecoobpasHO  peKOMeHAO0BaTb
BO3/}ePXKMBATLCA OT MOA06HON BaKLMHALMN B Aa/bHeliLem®,

ncxoabl N NPOIrHO3

B npownom cuHapom [uiieHa-bappe SBNANCA NNMAEPOM MO YacTWM HebnaronpuTsAHbIX
MCXOA0B W MHBASIMAHOCTU CPean HePOUHMEKLMIA, YCTyNas TOMbKO OCTPOMY 3MNAEMUYECKOMY
NMOMNOMUENNTY.

B HacTosillee Bpems y OOMbLUMHCTBA MAaUMEHTOB C CUHAPOMOM [uiteHa-bappe
OTMeYaeTcsi CNOHTaHHOe BbI340POB/EHNE (Ha (hOHe MPOBOAMMOIA Tepanun), XOTS [0 YeTBepTH
60/IbHbIX MOTYT HY)KAATbCS B MPOBEAEHUN VBT,

CpepHsas NpoAo/mKUTENIbHOCTb CTaAun NPOrpeccMpoBaHns 601e3HM COCTaBIAET OKOJIO0 4
Hefenb, a CTaguuM COXPaHeHUs CTOWKOW CUMMOTOMATUKM — OKOMO0 2 Hedenb. AKTUBHOE
BOCCTaHOB/IEHNE YTPaYeHHbIX HEBPOJIOMMYECKUX (DYHKLMIA MPOAOIHKAETCA B TeUeHMEe NPUMEPHO
1,5 MecsiLeB; B Ja/bHeiiLLEM TeMIbl BOCCTAHOBNEHNS CYLLECTBEHHO CHIKatOTCA .

HeBponornyeckme HapyLLeHUs, COXpaHAKLLMecA Mo 3aBepLUeHMM OCTPOro nepuoja
60ne3Hn, BMOCNEACTBMM OTMevaroTcs Yy 7-22% peteid (y B3pocnbixX naumeHToB — B 20-30%
cnyuaes)®.

Peumnavs/peumnamebl 3ab60neBaHUA (XpOHUYeCKas BoCnaivTeNlbHasa AeMUeNHN3NPYoLLas
nonmHeriponartuns) otmevarotes y 5-10% nau,meHTOBZ“. NeTtanbHOCTb Npu cuHapome [uiieHa-
bappe moxeT gocturats 10%, X014 yalle perucTpupyeTcs Ha YpoBHe 2-50%°**

MpegukTopamy HebNaronpuUATHOrO MPOrHo3a WaW LO/rOCPOYHOM WHBA/IMAHOCTM MpU
cuHgpomve [uiteHa-bappe cnyxkat cnegytowme (akTopbl: ObICTpOe MporpeccupoBaHne
TSHKECTb  OO0NE3HW; MPU3HAKM  aKCOH&/IbHbIX  MOTepb  MPU  3/1EKTPOMMUOrpafryecKom
nccnefoBaHuKn; notpebHocts B MBJ/1 >1  MecAua;, OTCYTCTBME MOTOPHOM — peakuumu,
HeCrnocoBHOCTb K XoAb6e K 14-My AHIO 60ne3Hn™".

Mpy OCTPO/ MOTOPHO-CEHCOPHON aKCOHa/IbHOM HeilponaTun y [AeTeit OTMevaeTcs
BblpaXKeHHad akCOHa/bHaa fereHepauus C NepBUYHbLIM NMOPAKEHNEM aKCOHOB [BUraTe/lbHbIX U
YyBCTBUTE/IbHLIX HEPBOB. BMocneacTeMv 0OXXMAAETCA MO34Hee M HemnosiHoe BOCCTaHOB/IEHME
HapyLUEeHHbIX HEBPOJIONMYECKUX (YHKLUMIA (MO CpaBHEHWKO C OCTPOM  BOCMAINTE/IbHOM
[EMVENVHU3NPYIOLLE NonnHeliponaTveii)®.
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Mpy OCTpOli MOTOPHO-aKCOHa/IbHOW HerponaTui BbI3AOPOBNEHNE MOXET HacTynaTb
CPaBHUTENIbHO ObICTPO, XOTH Y MNaLMEeHTOB C BbIPaXXEHHOW aKCOHa/IbHOW [ereHepaumein OHO
HepezKo 3aTArnBaeTca™

B uacTu cny4yaeB y naumMeHToB C OCTPOi MaHAMCABTOHOMHOW HEMponaTnein oTmevaeTcs
sHUeanonatus®. [lns aToro BapuaHTa cuHApoma uiteHa-Bappe xapaKkTepeH BbICOKMIA YPOBEHb
netanbHOCTU (BCNEACTBME MOPaKEHUS CepAeYHO-COCYAUCTON CUCTEMbI W KapAnoapuTMuUi).
BoCCTaHOB/EHE HEBPOOTMYECKIX PYHKLMIA MPOUCXOAUT MEANEHHO W He MOAHOCTbLIO .

Mpu cnHapome Munnepa-®duLuepa NPOUCXOLMT NOCTENEHHOE MOMIHOE UM NOYTK MOSTHOE
BOCCTAHOB/IEHNE  HEBPONOrMYECKMX  (YHKUMIA  (NpU  MUHUMAZIbHOM  HEBPOIOMMYECKOM
nednynte)?,

MpOrHo3 Npu CTBONOBOM 3HLethanmTe BukepcTadda 06bI4HO 6naronpusTen”
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