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®EJIEPAJBHBIE KIMHUYECKUE PEKOMEHIALIMY IO OKA3AHUIO
MEJIALMHCKO MOMOIIH JETSIM C CHHAPOM I'MIIEHA-BAPPE

JlaHHble KIMHHYeCKHe pPeKOMeHJalnu pa3padoTaHsbl NpodeccHOHATBHON accomuanmeit
aerckux Bpadveii Coro3 nemmarpoB Poceun, aktyanmsuposBansl, yreeps;kaensl Ha XVIII Konrpecce
neauaTpoB Poccnu «AKkTyajibHbIe MPo0JeMbl neauarpum» 14 ¢pespans 2015r.

ABTopckuii ko/lekTHB: akageMuk PAH A.A. Bapanos, 4ien-koppecnonaentT PAH JI.C.
Hama3zoBa-bapanoBa, a.M.H., mpo¢. JI.M. Ky3enkoBa, 1.M.H., npo¢. B.M. CtyaeHuxuH, 1.M.H. A.JL.
Kypenkos, k.m.H. B.U. Bypcarosa, k.m.H. H.JI. HeuaeBa, k.M.H. O.A. KioukoBa

ABTOpPbI NOATBEP:KAAIOT OTCYTCTBHE (UHAHCOBOW MNOANEP:KKH/KOHGINKTA HHTEpPecoB,
KOTOPBIii He00X0AMMO 00HAPOAOBATh.

METOJ0JIOTUA

MeTtoabl, HcnOJIb3yeMble AJIs1 cOOpa/ceIeKIUN J0KA3aTeNbCTB: IIOUCK B 3JIEKTPOHHBIX
0a3ax JaHHBIX.

Onucanme MeTOAOB, HCHOJb30BAHHBLIX [JI1 OINEHKH KAayecTBa HW  CHJIbBI
JA0KAa3aTeJIbCTB. JJ0Ka3aTeNIbHOM 0a30i ISl peKOMEHIAlUi SBJISIOTCS IMyOJIMKAlUY, BOLIEAIINE
B KoxpeitHoBckyro Oubnuorexky, 6a3pl manubix EMBASE, MEDLINE u PubMed. I'nyouna
ITOMCKA COCTaBIIsIa S JIeT.

MeTtoabl, HCIOJL30BAHHbIE [JISl OLEHKH Ka4eCTBAa U CHJIBI 10KA3aTeJIbLCTB

e KoOHCEHCYyC 3KCIEPTOB;

e OreHka 3HAYMMOCTH B COOTBETCTBUH C PEUTHHTOBOM CXEMOM (CXeMa IpHiaracTcs).

Tao6auna 1
PeiiTuHroBasi cxeMa 1Jisl OEHKHU CHJIBI PEKOMEHIalM i

YpoBHH Onucanue
JIOKa3aTeJIbCTB

1++ Merta-aHanu3sl BBICOKOT'O Ka4yecTBa, CUCTEeMaTHYCCKHUE 0030pbI
pPaHIOMHU3UPOBAHHBIX KOHTponupyeMbix uccienosanuit (PKM), nou PKU c
OY€Hb HU3KHM PUCKOM CHCTEMATHYECKHX OIINOOK.

1+ KauecTBeHHO mpoBeneHHBIE MeTa-aHAIW3bl, cuctemaruuyeckue, wnu PKU ¢
HU3KUM PUCKOM CHCTEMAaTHYCCKUX OIIMOOK.

1- Merta-ananu3el, cucrematuueckue, wid PKW ¢ BBICOKHM puCKOM
CHUCTEMAaTUYECKHUX OMIMOOK.

2++ BricOKOKaueCcTBEHHBIC CHCTEMAaTHUYEeCKHE OO030pbl HWCCIIEIOBAHHUM CiTydaii-

KOHTPOJIb WJIM KOTOPTHBIX MCCIEeN0BaHUN. BbICOKOKaueCcTBEHHbIE 0030pbI
HCCIIEIOBAHUMN CIIy4al-KOHTPOJb WM KOTOPTHBIX HCCIEIOBAHHN C OYEHb
HU3KUM PUCKOM J(PQPEKTOB CMEUIMBAHUS MM CHUCTEMAaTHYECKUX OIIMOOK U
CpeHEN BEPOSTHOCTHIO IPUYNHHON B3aHMOCBSI3H.

2+ XopolIo MPOBEACHHBIE MCCIECAOBAHUS CIy4ail-KOHTPOJIb WU KOTOPTHBIE
HCCJICIOBAHUS CO CPEOHUM PHUCKOM A(DQPEKTOB CMENIMBAHUS  WIH
CUCTEeMATUYECKUX  OMMOOK ¥  CpPeAHEeW  BEPOATHOCTHIO  MPUYHMHHON
B3aMMOCBSI3H.

2- HccnenoBanus ciay4yail-KOHTPOJIb MM KOTOPTHBIE MCCIIENOBAHUS C BBICOKUM
pUCKOM 3P (HEKTOB CMENIMBAHUS WJIM CHCTEMaTHYECKHX OIIMOOK U cpenHeil
BEPOATHOCTHIO IPUYMHHON B3aUMOCBSI3H.

3 He anHanutmyeckune uccienoBaHus (HAmpuMep: OIUCAHHS CIIydaeB, CEpPH
CIIY4aeB).
4 MHeHUe SKCIIEPTOB.




MeToabl, MCTIOJIB30BAHHBbIE IJISl AHAJIN3A 10KA3aTeJbCTB

e OG630pbl ONMyOJIMKOBAaHHBIX METAa-aHAIHU30B,;

e Cucrematuyeckue 0030pbl C TaOINILIaMHU JOKA3aTeNIbCTB.

Onucanue MeTO/10B, HCNIOJb30BAHHBIX /IJI51 AHAJIN3a I0KA3aTeJIbCTB

I[Ipu otOope mnyOnukamuii, Kak MOTEHIHAIbHBIX HCTOYHHMKOB JIOKAa3aTENIbCTB,
MCIIOJIb30BaHHAS B KAXKJIOM MCCIICOBAHUN METOIOJIOTHS U3Y4aeTCs JJIsI TOTO, YTOOBI yOCIUThCS
B €€ BaJUMJIHOCTH. Pe3ynpTaT M3ydeHHUs BJIUSET HA yYpOBEHb JI0KAa3aTENbCTB, IMPUCBAWBAEMbIN
nyOJMKAaIMK, YTO B CBOIO OYEpE/Ib, BIUSET HA CHILY PEKOMEHIAIUNA.

JUis MUHMMH3AIMHM TOTCHIIMATBHBIX OIMMOOK KaXJI0€ HCCICIOBAHUE OIEHUBAIOCH
He3aBUCUMO. JIr0ObIe paznuyusi B OIEHKaX OOCYXIAMCh BCEH TPYMIOW aBTOPOB B IMOJHOM
cocrtase. [Ipu HEeBO3ZMOXKHOCTH IOCTHKEHHUSI KOHCEHCYCa MPUBJIEKAICS HE3aBUCUMBIN IKCIEPT.

Taéauubl 10KA3aTENbCTB: 3aMOJHSAINCH ABTOPAMH KIIMHUYECKUX PEKOMEHIAIUH.

Metoabl, HCNOJIb30BaHHBbIE I (OPMYJIMPOBAHUS PEKOMEHAALMI: KOHCEHCYC
JKCIIEPTOB.

Tadauma 2
PeliTuHroBas cxema JJisl OllEHKH CUJILI PpEKOMEeH 1A

Cuna Onucanue
A [To wmenbme#t Mepe, OJIMH METa-aHANU3, cHUCTeMaTuueckuii o03op, wmm PKU,

OLICHEHHblE, Kak |++, HampsMyr [pPUMEHHMBbIE K I€JI€BOW MONYJSILUU U
JEMOHCTPHUPYIOIINE YCTOMYUBOCTh PE3YIbTAaTOB

1581071

I'pynna noka3aTenbeTB, BKIIIOYAIOLIAs pe3ylbTaThl UCCIEI0BAaHUN, OIEHEHHbIE KaK 1+,
HampsIMyl0 TMPUMEHHMbIE K [EJIeBOM MOMYNSIIMA U JEMOHCTPHUPYIOIIHUE OOIIYyIO
YCTOWYMBOCTb PE3YJIbTATOB.

B I'pynna noka3atrenbcTB, BKIIOYAIOLIAs PE3yJIbTAaThl HCCIEAOBAHUN, OIEHEHHbIE, KaK
2++, HampsMyl0 HNPUMEHHMbIE K IEJIEBOM MOMYNISALUU U JAEMOHCTPUPYIOLIHE OOLIYIO
YCTOWYMBOCTb PE3YJIbTATOB

W

DKCTpanoJupoBaHHbIE TOKA3aTENbCTBA U3 UCCIIEI0BAaHUN, OLIEHEHHBIX, KaKk 1++ nmum 1+.

C I'pynmna noka3arensCTB, BKIIOYAOLIAS PE3YJIBTAThl UCCIEA0BAHNMN, OLIEHEHHBIE, KaK 2+,
HampsIMyl0 MPUMEHHMbIE K LEJIeBOW MNOMYISIIMM W JEMOHCTPHUPYIOIIHE OOIIYI0
YCTONYMBOCTD PE3YJIbTAaTOB

I

OKCTpanoJupoBaHHbIE JOKA3aTEIbCTBA U3 HUCCIIEN0BAHUM, OLIEHEHHBIX KaK 2++.

D Jloka3zaTenbcTBa ypoBHS 3 Wi 4;
17011
DKCTpanoJmpoBaHHBIE TOKA3aTEIBCTBA M3 HCCIICIOBAHUI, OLICHEHHBIX, KaK 2+.

HNunuxaropsl 1o0pokavectBenHoii npakTuku (Good Practice Points — GPPs)

Pexomenayemass noOpokadecTBEHHas NpakTUKa OazupyeTcs Ha KIMHMYECKOM OIBbITE
aBTOPOB Pa3pabOTaHHBIX PEKOMEH AU,

JKOHOMHUYECKHH aHATH3

AHanu3 CTOMMOCTH HE NpPOBOJWICA W NyONUKanuu 1o (apMaKoOdIKOHOMHUKE He
AHAJIN3UPOBAIINCH.

MeToa Bajiuaanuy peKoMeH1amuii

e BHemHs dKCIIEPTHAs OLICHKA.




e BHyTpeHHss SKCHepTHAast OIICHKA.

Onucanue MeToa BAJIUAANNMA PEKOMEH AU

Hacrosmue pexkomeHmanuu B MpeABapUTEIbHOW BEpCUUM ObUIM  PELIEH3MPOBaHbI
HE3aBUCHUMBIMH OSKCIIEpTaMH, KOTOPBIX, IPEXAE BCEro, MOMPOCUIN MPOKOMMEHTHPOBATD,
HACKOJIBKO JIOCTYNHA JUIsl IOHMMAaHWsl HMHTEpIpeTalus J[10Ka3aTelabCTB, JEKallas B OCHOBE
PEKOMEHJALIH.

Ot Bpaueil MepBUYHOIO 3BEHA (HEBPOJIOTOB) MOJYYEHbI KOMMEHTAPUU B OTHOILIECHUU
JIOXOYMBOCTH H3JIOKEHUS JIAaHHBIX pPEKOMEHJAIMi, a TakkKe UuX OLEHKAa BaXXHOCTU
npeJiaraeMbIX peKOMEeH A, Kak HHCTPYMEHTa OBCEITHEBHOM MPAKTUKH.

Bce koMMeHTapuu, MOJlyd€HHBIE OT JKCHEPTOB, TIIATEIBHO CHUCTEMATHU3HPOBAIUCH U
oOcyxxjganuch wieHaMmu pabodeid rpynnbl (aBropamu pexomenjanuii). Kaxaplii myHKT
oOcyxaancs B OTAEIbHOCTH.

KoHncynbTanus v 3KcnepTHas OLeHKa

[Ipoekt pexomeHmauui ObLT PELIEH3UPOBAH HE3ABUCUMBIMU OSKCIIEPTaMH, KOTOPBIX
IPEKIE BCEr0 MOMPOCHIN MPOKOMMEHTHUPOBATh JOXOJYMBOCTh W TOYHOCTb HHTEPIpPETALUU
JI0Ka3aTeNbHOM 0as3bl, Jiexkallleld B OCHOBE PEKOMEHIaluil.

Pa6ouas rpynna

Jlyis OKOHYATeNbHOW pEeNaKIMU U KOHTPOJS KayecTBa PEKOMEHAAIUU ObUIM MOBTOPHO
MPOAHAIM3UPOBAHBl YWIEHAMU pa0oueill TPYMIbI, KOTOPbIE MPUILIM K 3aKIIOUYEHUIO, YTO BCE
3aMe4yaHus U KOMMEHTapUU SKCIIEPTOB MPUHATH BO BHUMAHHE, PUCK CHCTEMATHYECKUX OIIHOOK
npu pa3zpaboTKe peKOMEHIAIH CBeJICH K MUHUMYMY.

OcHOBHbIE peKOMeHIAluH

Cuna pekomennammii (A-D), ypoBust nokazarensctB (1++, 1+,1-, 2++, 2+, 2-, 3, 4) u
WHIIMKATOPbI JI00pOKadecTBeHHOW mpakThku — good practice points (GPPS) mpuBoastcs npu
U3JI0’)KEHUU TEKCTa pEKOMEHIallui.

OIMPEJEJIEHUE

Cungpom  T'miiena-Bappe  (Guillain-Barré  syndrome) —  octpoe,  ObicTpo
nporpeccupyloliee ayToMMMYHHOE TOpaXeHHe mepudeprueckoil HEpBHOM  CHCTEMBI,
NPOSIBIIAIONIEECST B BHJIEC TApPECTe3MH KOHEYHOCTEH, MBIIIEYHONW C€1ab0CTH W/WIM  BSUTBIX
napanuueil (MoHo(a3Hass UMMYHHO-OTIOCPEIOBaHHAS HEHPONATHsI).

Cunonumsl cunapoma ['miteHa-bappe: ocTpas BocmanuTenbHas AeMHETUHU3UPYIOLIAS
MOJMHEWPONaTHs, OCTpas HWIAMONATHYeCKas MOJMHEWponaTHs, WH()EKINOHHBIA TOJIMHEBPHUT
(MoTMHEHPOMAaTHsI), OCTPBIA MOIUPATUKYITUT, cuHapoM [ uiteHa-bappe-IlItpons (Guillain-Barré-
Strohl syndrome), cunapom Jlanapu-I'uitena-bappe (Landry-Guillain-Barré syndrome),
curapom Jlaunpu-I'mitena-bappe-Llrponst (Landry-Guillain-Barré-Strohl syndrome), cunapom
Jlangpu (Landry’s syndrome), Bocxomsmmii mapanuyu Jlanapu (Landry’s ascending paralysis),
¢panmysckuii nommomuenut (French polio) u ap.

KO/ MKB-10
G61.0 — Cunapowm I'nitena-bappe

AIMMUIAEMHNOJIOI'UA

Cunapom ['mitena-bappe — peakuil BUJ OCTpPOH AEMHUEIMHU3UPYIOIIEH MMaTOJOTHUH,
BcTpeyaronieiics ¢ yactoroid 1,0-1,9 cyuyas na 100 ThicsS4 HacemeHHUS.



Ha nomro akcoHalbHBIX BapuaHTOB cuHApoMma [ wmiteHa-bappe (ocTtpas MOTOpHO-
akcoHasibHas Helpornatus - OMAH, ocTpasi MOTOpHO-CEHCOpHasl aKCOHalbHas HeWpomnarus -
OMCAH) B crpanax 3anana npuxoasrcs 3-5%, a B A3uu u Jlatuackoit Ameprke — 30-50%.

Oxkono 5% ot Bcex ciayuyaeB cuHapoma ['uilena-bappe cocrasiser cunapom Muuiepa-
Oumiepa. [lo apyrum naHHBIM, pacHpOCTPaHEHHOCTh cuHIpoMa Muiepa-Oumepa — 1,9
caydaeB Ha 1000000 HaceneHus, 4TO TPUMEPHO COOTBETCTBYET PACHPOCTPAHEHHOCTU OCTPOi
MOTOPHO-aKCOHAJILHOM U OCTPOH MOTOPHO-CEHCOPHOM aKCOHAJIbHOW HEMpOmaTHi.

OcTpass maHaBTOHOMHAsl JU3aBTOHOMHSI — CaMblil PEIKUN BapuaHT cuHApoMa ['‘miieHa-
Bbappe, ee pacpocTpaHeHHOCTb B HAaCTOsIIIIee BPeMsl HE N3YUEHA.

JIaHHBIX O PacHpPOCTPAHEHHOCTH CTBOJIOBOTO dHIedanuta bukepcradda B mocTymHOM
JUTEpaType TaKKE HE MPEJICTABICHO.

ITUOITATOI'EHE3

Ortuonoruyeckue (aktopsl cunapoma [‘mitena-bappe okoHuaTenbHO HE W3YYEHBI, YTO
MO3BOJIIET MMEHOBATh OOJE3Hb HMIMOMATUYECKOW NonuHeiponaruei. MmMeroTcs ocHOBaHUS
paccMaTpuBaTh UENbIH pAI MATOTEHHBIX MHKPOOPTaHM3MOB B KauyeCTBE HSTHUOJIOTMYECKU
3HAYUMBIX, IOCKOJIbKY HHOUIMPOBAHUE MMM 3a4acTyio (B 66% ciydaeB) MpealiecTByeT
pa3Butuio cunapoma ['mitena-bappe. B ux uucne purypupytor cienyromuye: HTUTOMETalIoOBUPYC
(IUMB), Bupyc Epstein-Barr, Haemophilus influenzae tun b, Mycoplasma pneumoniae,
Campylobacter jejuni u MmHOTHE Ipyrue BO30yauTe Il HHPEKIMOHHBIX OOJIE3HEH U MPOIIECCOB.

IMpu »stom Campylobacter jejuni sBisiercss NPUYMHHO-3HAYMMBIM HHQEKIIMOHHBIM
areHTOM y TpPeTH TAalHMeHTOB, a MOJIEKYJSIpHAs MHMHUKPHS MEXAYy TaHIJIMO3UAaMU |
munocaxapuaamu (drutonsl Gmi, Gmib, Gpia, Goib, GalNAC-Gpia) 1aHHOrO MHUKpOOpraHH3Ma
CIOoCOOCTBYET BBIPAOOTKE aHTUTAHTIIMO3UIHBIX aHTUTEN. BBICOKME TUTPBHI aHTUTAHTIHMO3HIHBIX
antuten kinaccos IgM, 1gG u IgA, BcTynaromye B peakiiuu ¢ SMUTONAMHU aKCOTUIa3MaTHYECKOTO
oTJeNa aKCOHOB M MHEIMHOBOW 000JIOUKM, OOHapyXHMBalOTCS B CHIBOPOTKE KpoBu y 40%
60abpHBIX ¢ cunapomoM ['nitena-bappe.

He wuckmrowaeTcst »THONOTHYECKAas pOJIb HEKOTOPBIX BUAOB MPO(UIAKTHUECKON
MMMYHU3aUU (IpOTUBOIIOIMOMUEIUTHOM, aHTHPaOMUECKOH, IPOTUBOAU(DTEPUITHOM,
MPOTUBOTPUIIIO3HON M [JIp.) B pa3BUTHM cuHJpoMa [umiieHa-bappe. Puck paszutust Goneznu
nocine npoTuBorpunmno3noit BakiuHamu (HIN1) cocraBnser nopsinka 1-2 cinydast Ha | MUIUTHOH
MIPUBUTHIX.

B xone reHeTMyeckuX HCCIIENOBaHWI BBISBICHA CBs3b MeXAy aHTureHamu HLA-54,
HLA-CW1, HLA-DQB*3 wu cungpomom [I'mitena-bappe. OOHapyxeHa IOJIOKUTEIbHAS
KOppesiUs MEXAY OCTPOM BOCHAIUTEIbHOW JEMUEIUHU3UPYIOMIEH TMOJUHEUpONaTued |
ammenem  DQB1*0603 ¢ ynukamsneiM smuromom DQBED™®™, a rarke orpurarensHas
koppersiinr — ¢ amrensvmu - AQB1*0503, DQB1*0601, DQBI1*0602 u DQB1*0603,
XapaKTePU3yEMbIMH TUTOTIOM RDP*®’. Cunraercs, uro kiace HLA siisercs OTPEACIISIIOIIAM
IpU pa3IMuHBIX BapuaHTax cuHapoma [wuitena-bappe, a cama 0o0ne3Hp mHpeACTaBISET
KOMIJIEKCHOE TEHETHMYEeCKOe HapylleHHe, Ha HUCXOJA KOTOPOTO OKa3bIBalOT  BIHMSHHE
reHeTH4ecKre GakTopbl U OKPYKEHHE.

K.H. Chang u coaprt. (2012) omnucamu 256 reHOB W 18 TreHHBIX ceTei, JIOCTOBEPHO
aCCOILIMMPOBAHHBIX ¢ cuHApoMoM ['miteHa-bappe; cpenn HuXx Hauboiee YacThIMU Te€HAMHU
okazamucs FOS, PTGS2, HMGB2 u MMP9.



bonesHp  BBI3BIBAETCS AHOMAIBHBIM  T-KJIETOYHBIM  OTBETOM, HMHAYLIMPOBAaHHBIM
UHQEKIMOHHBIM TpoleccoM. Bo3HWKaeT BocnamuTeNnbHass HEHpomaTus ¢ TepeKpecTHOU
PEaKTUBHOCTBIO MEXIY aHTUTeNaMM K HMH()EKIMOHHBIM areHTaM W aHTUTelaMH K
HEHpOAHTUTEHAM, MTOCKOJIBKY JMIIOOJIUTOCaXapH/abl B KIETOUYHON CTEHKE OaKkTepuil HAIOMHHAIOT
TaHTJIMO3U/Ibl, 3 AHTUTAHTIIMO3HUIHBIC aHTUTeNa POPMUPYIOTCS B OTBET OCTPhIE MH(EKINH.

Takum oOpasom, cunzapom I'miteHa-bappe paccmarpuBaercs, Kak HpHOOpETEHHas
MMMYHHO-OIIOCpE/I0BaHHAasl HEMpomnaTusi, pa3BUBAIOILAACS BCIEACTBUE a0EeppPaHTHOM UMMYHHOMH
peakUMKM Ha MpPEIIECTBYIOLIEE HMMYHOAKTHBUPYIOIIEEe COObITHE (IEpEeHECeHUEe BUPYCHOM
UHQEeKIUY, BakUuMHauuMs M T.4.). VMMyHomaTojoruueckue peaknuuu HpUBOAAT K
ayTOMMMYHHOMY IIOBPEXKJICHHUIO TKAHEM, aCCOLMMPOBAHHOMY C MEXaHU3MaMU MOJIEKYJIAPHON
MUMHKPHUH, Y4ACTUEM CYNIEPAHTUTE€HOB U CTUMYJIALMEN IMTOKUHOB.

Oonapyxenue JIHK Campylobacter jejuni B MHEIOMOHOIIMTAPHBIX KJIETKAX MO3BOJISET
npeJoaraTh peacTaBIeHue HEHPUTONeHHbIX aHTUTeHOB T-KkieTkam komiuiekcom HLA knacca
Il.

HauanbHbIM 3TanioM B MMMYyHONATOreHe3e O0JIE3HU SBISETCS MPE/ICTaBICHUE aHTUI€HA
HauBHbIM T-KJIIETKaM C UX TOCIEAYIOIIEW AaKTUBaLUUEH, LUPKYISALIUEH II0 KPOBOTOKY M
IPUBSA3BIBAHUEM K BEHYJISPHOMY OSHAOTENUI0 Nepupepuyeckux HEpBOB. 3aTeM T-KIETKH
IepeceKaroT reMaTrodHuedaTnueckuii Oapbep, MUTPUPYIOT uYepe3 SHAOTEIUANBHBIA CIOH B
NEpPUBACKYJISIPHYIO 00JIaCTh U HANpaBJISIOTCSA B SHIOHEBPUH, 33J€HCTBYSI MEXAHU3Mbl MOJIEKYII
aare3uu (CEJIEKTUHBI, JIEHKOLUTApHbIE NHTEIPUHBI U UX KOHTPAapeLenTophl). 3aKIIOUUTEIbHBIM
JTANoOM B IatoreHese cunapoma ['uiiena-bappe sBisercsa BXxoxaeHue T-KIETOK U ayTOAHTUTEN B
SH/IOHEBpUIl BMecTe ¢ Makpodaramu, rjae HpU TMOMOLIM AHTUTENBHBIX U T-KJIETOYHBIX
MEXaHU3MOB UIACHTU(DHUIMPYIOTCS ayTOAHTUICHbI Ha aKCOHAIbHBIX MJIM IIBAHHOBCKUX KJIETKaX.
OnuceIBaeMbIif poliecc MPUBOIUT K BEIPAXKEHHOMY MOBPEXKACHUIO TKaHEH, ueMy criocoOCTBYyeT
aKMBHBIN (paronuTo3 KJIETOK MOHOLMTAPHO-MaKpoQaraibHON JUHUN.

IIpu knaccuyeckoit ¢opme cunapoma ['nileHa-bappe (ocTpas BocmanuTenbHas
JEMHUENIMHU3UPYIOIIas MOJMHENPOnaTHs) MPOUCXOIUT MOPAKEHUE BOJOKOH JABUTATENbHBIX U
YyBCTBUTEIBHBIX HEHWPOHOB. IIpm 53TOM OCHOBHBIMH CTPYKTYpaMH, IOJBEpPrarOlUMUCA
MIaTOJIOTMYECKOMY BO3JEHCTBHIO, SBJIIIOTCA NPEUMYLIECTBEHHO KOPHH MOTOHEWPOHOB U
CMEXHbIE IPOKCHUMAJIbHBIE CIUIETEHUS. XapakTepeH (PEeHOMEH BBIPaKEHHOM CerMeHTapHOMN
BOCMAJIMTENBHON  JeMUENMHU3ALUKN,  CONpPOBOXKAAWOLIEHcs  owyaroBo W Auddy3HOM
uHpunpTpanue T-mMMONIHBIME M MOHOLMTAPHO-MAaKpOQaralbHbIMU KJIETKaMHd Ha BCeX
YPOBHSIX mepupepuyeckoil HEpBHOHM cucTeMbl. BocnanuTenbHble KIETKH aKKyMYJIHPYIOTCS
BOKPYT MEJKHX COCYAOB 3HJOHEBpUs/AMHHEBpH. KoMmIuieMeHT-0nocpeoBaHHOE CBS3bIBAaHHE
AQHTHUTEJ C AMUTONAMH, PACIIONOKEHHBIX HA IMOBEPXHOCTHON MeMOpaHe IIBAHHOBCKUX KIIETOK,
npenuecTsyeT T-kieTouyHoM HHDUIBTpaLUK.

AkcoHanbHble BapuaHTbl cuHapoMma ['uitena-bappe (ocTpast MOTOpHO-akCOHallbHas H
MOTOPHO-CEHCOPHAsi HEHPOIaTHUH) XapaKTEPU3YIOTCSl OTCYTCTBHUEM BBIPAKEHHBIX IPHU3HAKOB
BOCHAJICHUSI U HAJIMYUEM aKCOHAJIBHOM JereHepaluy HEPBHBIX BOJOKOH. M3menenus B [ITHC
IpY 3TUX BapuaHTax 00JE€3HH BTOPHYHBI 0 OTHOILIEHUIO K JeTreHepalnuu akcoHoB. [Ipu octpoit
MOTOPHO-aKCOHAJIbHOM HEWpONaTUM «MMMYHHOH aTake» II0JBEPXKEHBI, B IEPBYI0 OUYEpelb,
nsuratenbHbie y3ibl PanBbe. OMAH u OMCAH accouunpoBaHbl ¢ aHTHTaHTIIMO3UAHBIMU
antutenamu (GM1/GD1a/GM1b/GalNAc-GD1a); mnpeanonaraercs, 9ro 00a aKCOHAJIBHBIX
BapuaHTa cuHApoma ['miteHa-bappe BBI3BIBAIOTCS aHTUTEIbHO-ONMOCPEIOBAHHOM IMEPBUYHOM



aKCOHAJLHOM JIeTeHepalMell WM aHTUTEIbHO-OIMOCPEAOBAHHOW WHTHUOUIIMEH BOJIBTAXK-
3aBUCHUMBIX HATPUEBBIX KAHAJIOB.

Tounble MexaHM3Mbl MaToreHe3a cuHapoma Muuiepa-duiiepa OKOHYATEIBHO HE
U3YYCHBI, HO W3BECTHO, 4YTO OOJE3Hb AaCCONMHUPOBAaHA C TIOBBIIICHHBIMU THUTPAMHU
AQHTUTAHTJIMO3UIHBIX aHTUTeN (mpeumymiectBeHHO kK GQILb), kak u cTBONOBOM SHIEDATUT
buxepcradda.

KIACCUDPUKALIUA

Cunapom ['mitena-bappe oTHOCAT Kak K 4YHCIYy HEWpomH(DEKIuid, Tak ©W K
NOCTUH(EKIIMOHHBIM COCTOSHHUSIM.

B cpaBHuUTEnbHO HEJaBHEM NPOILIOM pacCMaTPUBAIKNCh 2 KIMHUYECKHE (OPMBI
cunpoma ['wmifena-bappe; peub muta o0 OCTpoil MAMONATHYECKOH (GopMe M XPOHHUECKOU
(pemmauBupyromieii). [Ipeanonaranock, 94To Ha IepBYIO (OCHOBHYIO) hopmy npuxoasres 10 95%
ciyyaeB 0oJie3HHM, a ocTajlbHble 5% — Ha XpoHMYecKylo. B Hacrosiee Bpems XpoHUYecKas
BOCHIAIMTENbHAs AeMUENUHU3UpYtolas noauHeponarus (XB/III) paccmarpuBaercs B kauecTBe
OTJeJILHOTO 3200J1eBaHus (CM. COOTBETCTBYIOLIMM pa3jen).

Ilo coBpeMEeHHBIM NpPEJCTABICHUSAM, BBIJACIHAIOT HE MeHee 8 pa3sHOBUIHOCTEH
(KJIMHUYECKUX BapHaHTOB/MOATUIIOB) cuHapoMa [ uitena-bappe:

1) octpas BocHaJMTeNbHAS JIEMUCIMHUMPYIOUIAs TOJUHEHponaTust (Kjiaccuueckas
dopma cunapoma ["uiiena-bappe),

2) ocTpast MOTOpHO-CEHCOpHas akcoHabHas Heriponatus (OMCAH),

3) octpast MOTOpHO-akcoHabHas Helponatus (OMAH),

4) cunapom Muutepa-®Ouriepa (CMD),

5) octpas maHaBTOHOMHasl HeWpomnatus (OCTpbIM NMAaHABTOHOMHBIA CHHIpoOM [ miteHa-
bappe, octpast manan3aBTOHOMUS),

6) cTBooBoii sHIeanmut bukepcradda (Bickerstaff),

7) bapuHro-1epBUKO-OpaxyuaabHbIi BapHaHT,

8) ocTpas KpaHHaJIbHAS TIOJTMHEUPOTIATHSI.

Cy1ecTBYIOT Tak)K€ BapuaHThl codeTaHus cuHiapoMa Musuiepa-duiepa ¢ apyrumu
dopmamu cunapoma ['uitena-bappe (MFS/GBS overlap syndrome).

KINMHUYECKASA KAPTHHA

Ocmpas  eocnanumenvhas —OemuenruHusupylowas noauxetiponamus. KinHudeckne
IPOSIBICHUS O0JIE3HU SBIIAIOTCS NPSAMBIM CIIEJICTBUEM HapyLIEHUsI CalbTaTOPHON MPOBOAMMOCTH
10 MHEJIMHU3UPOBAHHBIM BOJIOKHaM (BO3HUKAaeT OJIOK TpoBeneHUs ). llepBble CHMITOMEI
cuHapoma ['mileHa-bappe dame nNOSBIAIOTCS NPH OTCYTCTBUU BBIPAKEHHOI'O ITOBBINICHUS
temneparypbl. [IpakTudyecku BO Bcex ciydasx Hadajny 3a0o0jieBaHUs MPEIIIECTBYIOT OCTpbIE
pecnipaTopHble MHQEKUINU, WHOTJAa — TPaBMbl WJIM OINEPaTHUBHOE BMEIIATENbCTBO, PEXKE —
nepeoxJaxaeHne Wik npoduiakTuyeckas BakMHauMs. B aHamMHe3e mpuMepHO y JIBYX TpeTeid
MAIMEeHTOB 3a 2 HeJleJIM JI0 MOSBJICHUS MBIIIEYHON c1aboCcTH OTMEYaeTcsl IepeHeceHne dMu30/1a
OCTPOH pecnupaTopHO HH(PEKIIUN UM FaCTPOIHTEPUTA.

Knaccnyeckumu nposiBIEHUSIMH OOJIE3HM CUUTAIOTCS MPOTPECCUPYIOMINNA (BOCXOSIIHIA)
apajJvid MBI KOHEYHOCTEM M  JBIXaTCIIBHOW MYCKYJIATypbl, 4YTO COIPOBOXKIAETCS
paccTpOMCTBAMU YYBCTBUTEIBHOCTH II0 IOJUHEMPONATHYECKOMY THILy; BIIOCICACTBHH Yy
NalMEHTOB BO3HUKAIOT BEr€TaTUBHO-TPOPUUECKUE HAPYIIECHUS.



XapakTepHO BHE3aIMHOE TIOSIBJICHUE HEBPOJOTHYSCKONM CHMMITOMATHKHU: OO0JEBOM
cungapom (o 80%) u mapectesun (20%); TUNUYHBI aTaKCHUsl, MApe3bl U MaApAIMYMd YEPEIHBIX
HepBOB; mnpuMepHO Yy 30% gerell perucTpupyroTcs HapymeHus (QYHKIUNA COUHKTEPOB.
[TopaxeHne cUMIATUUYECKONW HEPBHOM CHCTEMBI IPOSIBIAETCS Pa3iIMYHBIMM BETETaTUBHBIMU
HapyIeHUSAMUA (TUIEPTEH3Ms, MOCTypajbHas THUIOTEH3Us, Mpody3HOE MOTOOTICICHHE,
HaApYIICHUS TEPMOPETYIISLHHU U T.11.).

[Tapanuu apIXaTeapHONM MYCKYJIATYpPbl SBJISIETCS TUIUYHBIM U TSYKEIBIM OCJIOKHEHHEM
OCTpOIl BOCHAJIUTENLHON JAEMUETUHU3UPYIOLIEH MOJUHEHPONaTu, TPeOYIOIUM IPOBEICHUS
NBJI u/unu TpaxeocToMum.

HeBponornueckuii aedpuuut npu cunapome [uitena-bappe sBnsieTcs cieacTBHEM
MOPAKEHMsI KOPEIIKOB CIIMHHOTO MO3ra, CIIMHAJIBHBIX U YEPEITHBIX HEPBHBIX CTBOJIOB.

B TeueHuum OoJie3HM TPHHATO BBIACIATH 3 crTaguu (nmepuoma): 1) mepuon
MIPOTPECCUPOBAHMS, 2) TIEPHO]] CTOMKON CUMITOMATHKY, 3) MEPHUO BOCCTAHOBIICHUS.

Ocmpas mMomopHO-ceHcOpHas akcoHanvhas uetiponamus. KinHMYecKue NpOsSBICHUS
3TOr0 BapuaHTa cuHApoMa ['mileHa-bappe npakTHueckM HEOTIIMYUMBI OT CUMITOMOB OCTPOMl
BOCTAJIUTENBHON EMUEIUHUZUPYIOIIECH MOTHHEeHponaTun (MblliedHasi c1abocTh U CEHCOPHBIN
nedunuT), HO 3a0oJeBaHUE NPOTEKaeT Oosiee TKENO, a MPOrHO3 sIBIsieTcs ropasao Oolee
cepbe3HbIM (CM. «MIcX0/bl ¥ IPOTHO3Y).

Ocmpas MOMOPHO-AKCOHANbHAS Heliponamus. JTOT BapuaHT OOJE3HU NPEIICTaBIISACT
co00il YHCTO MOTOPHO-aKCOHAJIbHYIO HEWpONATHIO, IpPU KOTOPOM OTMEYaeTcsi IMOpakKeHue
[IPEUMYIIECTBEHHO IMPOKCUMAJIbHOM YacTH JBUTATEIbHBIX HEUPOHOB (MbILIEUHAsi CJIA0OCTb,
OTCYTCTBHE CYXOXHIBHBIX peQIeKcoB). Y YacTH MalMEeHTOB B Ae0l0Te OCTPOl MOTOPHO-
aKCOHAJIbHOM HelponmaTuM OTMEYaroTcsl TumeprepMus (IMXOpajka), TeMOpparuyecKuit
KOHBIOHKTUBUT, aCUMMETPHUYHAsI MbIIlIeUHas c1a00CTh, a TaKXKe IUIEOLUTO3 B CIMHHOMO3TOBOM
KUAKOCTU. BerencTBrue mopakeHusl OpraHoB JIbIXaHUSI MHOTUM manuentam tpedyercs MBJL. B
OTJIMYME OT OCTPOM MOTOPHO-CEHCOPHOW AKCOHAJIBbHOW HEHpONaTHUH, MPHU OCTPOW MOTOPHO-
AKCOHAJIbHOM HEHpOIaTUU OTCYTCTBYET CEHCOPHBIM NeDUUUT U peaKko ObIBAlOT HapyLIEHBI
(GYHKIIMM Ye€pETHBIX HEPBOB.

Cunopom Munnepa-@uwepa (kpanuanrvhoiii  eéapuanm cunopoma [ uiiena-bappe).
OTnUYUTENBHBIMU YEpTaMU 3TOTO BapuaHTa OOJIE3HU SBJISETCS HAIWYUE KIMHUYECKOW Tpuabl
B BHUJE COUCTaHHUS HApYXHOW odTampMoruiernu (TTaBHBIM MPHU3HAK) C aTaKCHEeW MOXOAKH U
apegrexkcuel, MosBIIsIoNeecs B pe/esiax MepBoi HeJleNu Mociie Hayala 3a001eBaHusl.

HaubGonee panHuMu cuMnromMamu cuHapoma Munepa-Ouiiepa ciyxar JAUILIONHS, a
TaKK€ [BYXCTOPOHHMM mape3 Jsmuesoro HepBa (y 50% maunmeHrtoB). Bcerpeuatores
napajuuu/mape3bl  JUIEBOro HepBa W OynbOapHble paccrpoiictBa. Odranbmoruierus
(BHYyTpeHHsIs1) peructpupyercs y 70-75% neteit ¢ cunapomom Muniepa-®uriepa.

Kimmanueckas kapTuHa 3TOro BapuaHta cuHapoma I niteHa-bappe B HEKOTOpOUl CTeneHn
HallOMMHaeT CcTBOJNIOBOM »sHuedanur bukepcrapda. I[lo gocTmxeHHMH MakcUMaabHOU
BBIPA)KEHHOCTH, OMUCHIBAEMbIE CUMIITOMBI OOBIYHO COXPAHSAIOTCS HA MPOTSDKEHUM 1-2 Henenb,
MOCJI€ Yero OTMEYAeTCsl MOCTETNIEHHOE BOCCTAHOBJICHME HEBPOJIOrMYecKuX (DyHKIHMH (0OBIYHO
OHO OBIBaCT TOJHBIM WM TPAKTHYECKH TOJNHBIM). V3BECTHBI clydaW MPOTrPEeCCUPOBAHHUS
cuapoma Mumnepa-®dumepa 10 (OpMUPOBaHMS JBIXATENbHOM HEJIOCTaTOYHOCTH (IpU
cunapome MFS/GBS overlap).

Ocmpas nanouzaemonomHas Heuponamusi (Ocmpwvlii NAHABMOHOMHBLU cuHOpom I utiena-
bappe, ocmpas nanouzasmonomus). YacteiMu cumnroMamMu OOJIE3HHM SBISIOTCA HapyLICHUS
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MOTOOTAEJICHHS, OTCYTCTBHE clie3000pa3oBanus, (Hotododus, TOIIHOTA, AUcharus, CyxocTh
CJIM3HUCTHIX 000JI0UYEK HOCA U POTOBOM MOJIOCTH, CYXOCTh U OTCJIONKA KOXKH, a TAaKXKe HapyIICHHUS
nedexanuu (3amopsl, auapes). B ducie paHHUX HecHenU(PUUECKUX MPOSIBICHUN 3a00JIeBaHUS
(GUrypupyroT rojoBHas Oo0yb, JIETApTHs, YCTAJIOCTh, CHIDKCHHAs MOTHBAIMS (K MPUHATHIO
MHUIMATUBHBIX PEILICHUI), a TAaK)K€ NPU3HAKM BEreTATUBHBIX HApPYIIEHUH (OpTOCTaTUYECKOE
TOJIOBOKPY>KEHHUE, Pa3MbITOCTh 3pEHUs, CYXOCTh IJ1a3, HApyIICHUS MOUYEUCITYCKAHUS).

B neGiore 3aboneBaHus Haubojiee 4YacTbl CHUMIOTOMBI B BHJE HapyUICHH,
aCCOIIMUPOBAHHBIX C OPTOCTATHYECKOW HENEPEHOCHUMOCTBIO, & TAK)XKE PACCTPOMCTBA CO CTOPOHBI
JKEIYJI0YHO-KUIIEYHOTO TpakTa M HapylleHue (QyHKIHUU TOTOBBIX 3KeJe3 (CyIoMOTOpHas
nuchyHKus). Moryr oTMedaThesi apacCUMIIaTHYECKUE paccTpoiicTBa (00JIM B )KUBOTE, PBOTA,
3arop, wieyc, 3aJiepKkka MO4H, paclIMPEHUE U apeaKTUBHOCTh 3pauKoOB, IOTEPS] aKKOMOJALINH).
Wuoraa ocTpoit maHIM3aBTOHOMHON HEHPONIATHH COMMYTCTBYET dHIIEPaTONaTHsI.

Cmeonosoti  snyeparum  buxepcmaggpa (Bickerstaff’s brainstem encephalitis).
XapakTepusyercsi OCTpbIM, BHE3aHBIM JeO0I0TOM B BHJE O(TaIbMOIIETUH, AaTaKCHU,
HApYIICHUs CO3HaHUs, runeppediekcuu U Hanuuusa cumiroma babunckoro. Tedyenue Gone3nu
MOHO(a3HOE WM PEMUTTHPYIOIIee-pelUANBUpYIOIIee. B OTAENbHBIX Cilydasx y MalMeHTOB
OTMEUaeTCsl TeTpamape3 ¢ IMOPaKEHUEM YeperHbIX HEpPBOB (BKIIOYAas BHYTpPUIIa3HbIE). Y
3HAUUTENBHONM YacTU MalMeHTOB C OCTPOH IaHIM3aBTOHOMHOW HeiponaTuei 0oJe3Hb
acCOLIMMPOBAHA C aKCOHAJILHBIMM BapuaHTamu cunapoMma [ 'uitena-bappe (OMAH, OMCAR).

Dapuneo-yepsuko-opaxuanvusiti  eapuawm.  XapaKTepU3yeTcsl  H30JUPOBAHHOM
c1abOCThIO B JIMLEBBIX, POTOTJIOTOYHBIX, IIEHHBIX MBIIIAX, a TAKXKE B MYCKYJaType BEPXHUX
KOHEYHOCTeH (03 BOBICUEHHS HIXKHUX KOHEYHOCTEH ).

Ocmpas kpanuanvnas noaunetiponamus. 1IposiBiIsieTCsl BOBJIEUEHUEM B MATOJOTUYECKUI
IIPOLIECC TOJIBKO YEPEIIHBIX HEPBOB.

JAUATHOCTHUKA

Ocmpas  6ocnanumenvHas OeMUETUHUSUPYIOWA — NoauHeuponamus — (K1accuyecKull
cunopom ['utiena-bappe). OCHOBHbIC THArHOCTHYECKHE KpuTepuu cuHApoma [ 'mitena-Bappe
OCHOBaHbI Ha KIIMHUYECKHUX MPOSBICHUAX U J1aOOpaTOPHBIX (aHAIU3 JIMKBOPA) MOKA3aTeNsaX:

1) Hamuuwe mporpeccupyromeil IBUraTenbHOM €1a00CTM € BOBJIEYEHHEM B
MaTOJIOTHYECKUH TIpoliecc 0oJiee 0HOM KOHEUHOCTH;

2) apeduiekcust WU BhIpaXKEHHAs TUIOPEQIIEKCHS;

3) npucyrcTBre B | MKJI CHMHHOMO3TOBOH JKHUAKOCTH He Oosee 50 MOHOLMTOB W/WiH 2
I‘paHynOLII/ITOB2+.

JIOTIOJIHUTENBHBIMU NIPU3HAKAMM, MOATBEPKAAIOIIMMH JUATHO3, SBISIOTCS CIEIYIOIINE
KJIMHUYECKHE, TA0OpaTOpHBIE H MHCTPYMEHTAIBHBIC JaHHbIC):

1) nepBOHaYAIBbHOE OTCYTCTBUE THIIEPTEPMHUU (JINXOPAJIKH);

2) HayvaJ0 BOCCTAHOBJIEHHUS HEBPOJIOTWYECKUMX (DYHKIUN MO MpoIIecTBUU 2-4 HENelb
IIOCJIE MPEKPALEHUS TPOTrPECCUPOBAHMS;

3) OTHOCUTENLHO CUMMETPHUYHAs MBIILIEYHAs C1a00CTh;

4) yMepeHHbIe IPU3HAKU CEHCOPHBIX HAPYIICHUH;

5) cuMIITOMBI OpakeHus uepenHsix HepBoB (UH);

6) MOBBIIEHHE COJEpXKaHHUs OelKka B JIMKBOpPE IO MpOLIECTBUM | HeAenu mocie
MOSIBIICHUSI XapaKTEPHBIX CHMITOMOB 0OJIE3HH;
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7) 3amenieHHe CKOPOCTH MPOBEACHUS UMITYJbca Mo nepudepuueckuM HepBam (<60% ot
HopMbl B 80% cmyuaeB), orcyrctBue H-peduiekca, OTCyTCTBHE WU CHUKCHHE AMILTUTYIBI
CEHCOPHOI'0 IIOTECHIUAIIA, YBEIIMYCHHE JIATEHTHOCTH F-Bonn (npu
AIIEKTPOHEHPOMHOTpahUIECKOM HCCIIETOBAHUN);

7) BereraTnBHasi (aBTOHOMHAs) THC(YHKIMA .

DnexTpoMuorpapuieckoe Uccie0BaHue: IeHEePBAlMOHHBIN THI KPUBOI B MOPaKEHHBIX
MBImax >,

AHanu3 CIMHHOMO3TOBOM JKUAKOCTU: 1) moBbIIeHHOE conepxanue 6enka (>0,55 r%); 2)
HOBbIIIIEHHE (DpakiuK anbOyMuHa; 3) OTCYTCTBHE COIMYTCTBYIOIIEro HapacTtaHus muros3a (<10
kietok/MM)***.  OTCyTCTBHE  MOBBIIEHHOTO IMTO3a B  CIIMHHOMOSTOBOW  KHIKOCTH
paccMaTpUBAeTCs B KAUECTBE HCTOYHHKA «IICHHOM HEraTHBHON HH(pOpMAIHm»’

Ocmpas MomopHo-ceHcopHAas aKCOHANbHAA Helponamusi. JJnar1o3 ycTaHaBIMBaeTCs Ha
OCHOBAaHMU XapaKTEPHBIX KIMHUYECKUX TPU3HAKOB (OCTpBIA TeTpamapes, apediiekcus,
JTUCTallbHAsT TIOTEps] YyBCTBUTENBHOCTH, JAbIXaTelbHas HEJOCTAaTOYHOCTH), a TaKKe JaHHBIX
7a00paTOPHBIX M HWHCTPYMEHTAIBHBIX METOJOB HCCIeNOBaHUN (B 00beMe, aHaJOTHYHOM
TaKOBOMY IIPHU OCTPOI BOCTIATUTEIHHON JEMUETMHUZUPYIOLIEH nonuHeiponarun)?+

[Ipu uccnenoBaHUM CIMHHOMO3TOBOW >KMJIKOCTH XapaKTEPHO MOBBIIICHHE COJEP>KaHUS
6enka®. DIeKTpOMHOrpaduIecKoe MCCICI0BAHNE: IPU3HAKH TTOTEPH MOTOPHBIX H CEHCOPHBIX
NOTEHIMAJIOB ¢ MU (y3HONH aKTUBHOW JIeHEepBaIMel (aKCOHATIbHAS JIereHepalus 0e3 IprU3HaKoB
TIEPBUYHON TeMHCTHHH3AIIH) .

B KkpoBu U CHIBOPOTKE KPOBH HAIMEHTOB MOTYT OOHApY>KUBAThCS aHTUTAHTJIMO3UIHBIC
antutena k GM1, GD1a, GM1b u GalNAc-GD1a>.

Ocmpas momopHo-axconanvHas Hetiponamus. JInarHo3 yCTaHaBIMBAETCS Ha OCHOBAaHUU
TUNWYHBIX KIMHUYECKHX MpOSABICHUN OoJe3HH (MpOrpeccHpyromuil BB Mapaiud ¢
apediekcuel, 4acTo NPUBOAALIMM K JbIXaTEIbHOM HEIOCTaTOYHOCTH), a TaKKe HaJIN4Ms
TUTCOIMTO3a B CIIMHHOMO3TOBOH JKHIKOCTH .

[Ipu snexTpoMuorpapuueckoM HCCIEAOBAHUN Yy MALMEHTOB BBISABISIOTCS CHIDKEHUE
aMIIUTy 16l M-OTBETOB, a TaKKe JACHEPBALMOHHBIA THUII IMI%, u3peaka — OJIOK IMPOBENCHUS
P OTCYTCTBHM TIPH3HAKOB JEMHCTMHM3AIMH . IIpH OTOM OTMEYaeTcsi COXPaHEHHe
HOPMAJIbHBIX CKOPOCTEM TPOBEACHMSI MMIIYJIbCa IO JIBUTaTeIbHBIM M YYBCTBUTEIbHBIM
BOJIOKHAM Iepudepryeckux HepB0B2+. OTCyTCTBYIOT IPU3HAKHU IEMUETMHU3AINH (B OTIIMYHE OT
OCTPOM BOCHAIIUTEIILHON JEMUETUHUZUPYIOLIEN nonI/IHeﬁponaTHH)2+.

B kpoBM M CHMHHOMO3IOBOH KHJIKOCTH TallMEHTOB HEPEIKO OOHApYKUBAIOTCA
aHTUTaHTInO3uAHbIe anTuTena Kk GD1a u/nnun GD3%.

Cunopom Munnepa-@uwepa. Knuanueckumu MPOSIBIICHUSIMU OoJe3Hu,
MOJITBEPKIAIOLIUMH Hajuure O0JIe3HH, SBJISIOTCS IBYXCTOPOHHSS O(TaIbMOIIErus, aTakcus u
apediekcus, cnabocTh JUIEBBIX WKW OynbOapHbIX MbII/HEpBOB (50% ciyuyaeB), c1abocTh
MBI TYIOBHINA M KoHeuHocTeil (50% ciyuaes)?’. OGbeM MW BBIGOP IMATHOCTHYECKHX
MEPONPHUATHA AHAJIOTMUYEH TAaKOBOMY IIPH OCTPOM BOCHAIMTEIBHOW JEMHUEITMHU3UPYIOLIEH
nonnﬂeﬁponaTHH2+.

HccnenoBanue IMKBOpA: y 4YacTH NMAIMEHTOB OTMEYAIOTCS IMOBBIIMIEHHOE COJEp)KaHUE
0enKa M TUICOLMTO3; MHOIJIA MOXKET MPHUCYTCTBOBATh THIHWYHAS albOYMHHO-IIUTOJIOTHYECKAs
JUCCOLMAINs, KAK IPH OCTPOX BOCIATIUTENBHON TEMUEITUHU3UPYIOIIEN nonHHeﬁponaTHH3.

OnekTpoHelpoMuorpaguIeckoe  HWCCIeIOBaHWE. B  YacTH CIydaeB |y  JeTel
PErHCTPHPYETCs 3aMe/ICHHE TIPOBOIMMOCTH 10 ABHTATEILHBIM U YyBCTBHTE/IbHBIM HEPBAM".
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B 90% cnywyaeB y mnamueHTOB c cuHApoMoM Muepa-®uiiepa oOHApYyKUBaIOTCA
aHTHraHrIHo3KHbIe anTHTena K GQLb (Moryt Taxke oGHapyxkuBatbes GD3 u GTla)*",

Ocmpas  nanoucasmoHomHas Hetiponamusi. JlparHo3 OCTPOH NaHIUCABTOHOMUHU
YCTAQHABJIMBACTCSI HA OCHOBAaHUHM MPU3HAKOB BBIPAKEHHOH BETETaTUBHOW AUCHYHKIHUU
(oprocTraTHuecKas THIIOTEH3Hs, TOIIHOTa, PBOTA, 3alop/Auapesi, aTOHHS MOYEBOIO IIy3bIps,
aHTUAPO3, HAPYIICHUS CIIE300TICNICHUS M CaJMBALMU, 3pAauyKOBble HApYIIEHUS) M CEHCOPHBIX
paccTpoilcTB 0e3 BBIPaXKEHHBIX COMATHYECKUX MPOSABICHUA W HapylIeHUH MOTOPHBIX
(byHKuHﬁ2+.

IIpuMepHO y 4YeTBEpPTH MALMEHTOB MMEETCsS XOJMHEepruueckas (opma JMCaBTOHOMHHU
(6e3 opTOCTaTUYECKOI TMIIOTEH3UH, HO C HAPYLICHUSIMUA CYJJOMOTOPHOM U APYTHX BEreTaTHBHBIX
CHUCTEM — OpPTOCTAaTHYECKash TaxXUKapIus, TOJIOBOKPYXKEHHE, yCWJIEHHOe cepiieOueHue 0e3
M3MEHEHHS APTEPUATBHOTO TABICHHS) .

[Ipu »TOomM BapumanTe cunapoma [wuiteHa-bappe naHHbIe aHaMM3a CIUHHOMO3TOBOM
KHUJIKOCTH M 3JIEKTPOMUOrpaUYECKOro HCCIEJOBAHUS MOIYT HE BBIABIATH KaKuUX-IH00
MATONOrMYECKHX W3MEHEHHI (IPH YHCTOH JMCABTOHOMHH)Y. B OCIOKHEHHBIX CIIy4asx
OOHApy)KUBAIOTCSI M3MEHEHUs, HAllOMHHAIOLIME TaKOBble IIPU OCTPOH BOCHAIUTEIHHOMN
JEMUEIINHU3UPYIOIIEH noMMHeiponaTHn® .

OyHKIMOHANBHBIE TECThl (HMCCIEIOBAHUE CYJOMOTOPHBIX, KapAWOBarajibHbIX U
aJipeHepruyeckux (QyHKOUA — Tpoda MHUHOPA, CHEKTPAIbHBIA aHAIW3 BapUATHBHOCTU
CEepJICYHOr0 pUTMA U JPYTHUE) BBISABIAIOT MHOXKECTBEHHBIE HApPYIIEHHUS CO CTOPOHBI
BEre€TaTUBHON HEPBHOMN CHCTeMBI>

IIpu ananu3e OuomnrTara HUKPOHOXKHBIX HEPBOB OOHAPYXKMBAIOTCA HWHQPHIBTPATHI
MOHOHYKJIEAPHBIX KJIETOK B 00JIACTH 3HI/IHeBpI/I$[3.

Cmeonosoii suyegpanum buxencmaghgpa. O0A3aTeNbHBIMU KIMHUYECKUMH TPU3HAKAMU
00JIe3HM SIBIIAIOTCSL aTakcus M OQTaIbMOIUIETHs (Kak HpU CHUHAPOME Mnnnepa-d)nmepa)2+.
CrBosoBoit  sHuedpanuT bukencrapda ycraHaBnMBaeTcs JIMIIb NPU  HAIWYMM  APYTHX
CUMITOMOB, IO3BOJISIIOIIMX HCKIIOYUTHh Hanuuue cuHapoma Muiepa-®umiepa (COHIMBOCTb,
KOMa WJIN rnneppe(pnexcnﬂ)2+.

O0beM JIUMarHOCTHMYECKUX MEPONPUSTUH  aHAJIOTMUEH TaKOBOMY IIpH  OCTpOH
BOCHAJIMTEIBHON IEMUEITUHU3UPYIOLEH nonHHeﬁponaTH2+.

AHanmu3 CIMHHOMO3IOBOM KMJIKOCTH: IOBBILICHHWE COJAEP)KaHUS Oellka M IUIEOIMTO3
00HapYyKUBAIOTCS 4acTO, HO HE SIBJIAIOTCA cneumbnquKHan'. [ToBbIieHNe conepxanus Oenka
B CMX 06e3 mueonuTo3a (albOYMHHO-IIUTOJNIOTHYECKAs AMccolMalus) Oojee HE CUMTAIOTCA
XapaKTepHBIMH IPH3HAKAMH STOr0 BapHaHTa cuuapoMa I'mitena-Bappe’.

DnexTpoHelipoMuorpapuueckoe HcciaeoBaHue: MOTYT IPUCYTCTBOBAaTh MPU3HAKU
AKCOHAJILHON nonHHeﬁponamnz"

Jns ycTaHOBIIEHMSI JUarHo3a Npu 3TOM BapuaHTe cuHiapoMma [miieHa-bappe ciemyer
MIPOBOAMTH MarHUTHO-pe30HaHCHYI0 ToMorpaduio (MPT) ronosroro mo3ra. [Ipu momomu 3Toro
METO/1a HEHPOBU3YaIH3alMH Y YacTH NanueHToB (0koj0 30%) BBIABISAIOTCS TUIIEPUHTEHCUBHBIE
oyard HENpaBUIbHOM (DOPMBI, JIOKAJIM30BAaHHbIE NPEUMYIIECTBEHHO B 00JacTH CTBOJIA
TOJIOBHOT'O MO3ra (MOCT, CPETHUI MO3T, MO3TOBOE BeIIecTBO)> .

VY nByX TpeTeil ManueHToB co CTBOJIOBBIM 3HIIe(anuToM bukepcradda oOHapyxuBaroTCs
anTuTena k GQ1b®.
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[Ipu DOI'-uccnemoBaHuM YacTO OOHAPY)KUBAIOTCS HapymeHUs (OOBIYHO TOJBKO
ME/JICHHO-BOJTHOBAsE AKTHUBHOCTB), 4YTO TMO3BOJSICT CUMTATh OTOT METOA  OOJIaAI0NIUM
OIPAaHUYEHHOM JUArHOCTUYECKOM 3HAYHMOCTBIO".

Hughgpepenyuanvuas ouaenocmuxa. Cunapom ['mitena-bappe (knmaccudeckwii U ero
BapHaHTh) HEOOXoauMO JU(PPEpeHIUpPOBaTh OT TAKUX COCTOSHUM, KaK  OCTpPBIH
(oIIUIEMUYECKHi) TOJIMOMHENINT, SHIedaauT, MEHHHIHT, MuacTeHus (Mmyasthenia gravis),
MHUOMATHSA, OCTPbIl MHEIUT, MUeNonaTHs, TMOoJUHeHponaTus TMpu AUPTEPUH, OCTpbIC
MOJIMHEHPONAaTUH HWHOTO TMPOUCXOXKICHHs (0OTyNH3M, caxapHblii AualdeT, BacKyJauT, 0OJE3Hb
Jlatima) u z[p.2+

ITPUMEPbBI IUAT'HO30B

Cunopom  lutiena-bappe wnu  Ocmpas  80ChAIUmMeNbHaAs — OeMUETUHUSUPYIOUas
noaunetponamus (OBJIIT)

Ocmpas momopuo-cencopuas axconanvras Hetiponamusi (OMCAH)

Ocmpas momopuo-axconanvras netiponamus (OMAH)

Cunopom Munnepa-@uwepa v Kpanuanvhuwiii sapuanm cunopoma I uiiena-bappe nnm
Cunopom Quuepa

Ocmpas nanasmonomuas uevuponamus unn Ocmpas nanoucasmornomus i Ocmpwiii
nanasmoHomuwll cunopom I utiena-bappe

Cmeonosoii snyegpanum Buxepcmaggha (Bickerstaff)

Dapunzo-yepsuxo-opaxuanvhuiii apuanm cunopoma I utiena-bappe

Ocmpas KpaHuanbHas noauHeuponamus

JIEUEHUE

Tepanestuueckue meponpuatus npu cunapome [miteHa-bappe mnonpaspenstorcs Ha
gapmakonozuveckue  negpapmaronocuieckue. O0s3aTeIbHBIM YCIOBUEM JIEUEHHs] CUHApPOMA
['nitena-bappe siBisieTcsl cpouHas roCIUTAIN3alMs, a IPU HEOOXOIMMOCTH NIEPEBOJ] B OT/EIIEHNE
peaHMMalMi W MHTEHCUBHOM Tepanmuu (B CBSI3M C MOTEHIHAIbHOM MOTPEOHOCThIO B
ocymectsinenun MBJI). [Tokazanusamu jyist iepeBojia B OT/ACJICHUE PeaHUMAIlMd U UHTEHCUBHON
Tepanuu (PUCK JIbIXaTEJIbHONM HEAOCTATOYHOCTH) SIBISIOTCS IOKa3aTelu XU3HEHHOM €MKOCTU
nerkux (OKEJI) <20 mn/kr (unm <60% oT mpenmnosiaraeMoil), MUKoBoe AaBiieHre Ha Baoxe <30
cMm H,0 n mnkoBoe masnenne Ha Beigoxe <40 cm H,0.

Heo6xomumocts B MBJI Bo3Hukaer B 25% ciywaeB. IlokazaHusiMM K MHTyOanuu
nanueHTta ssisiercss Hamwmuue ¢opcupoBanHor JKEJI <20 mn/kr (mpu cmabocTu 4epermHbIxX
HepBoB — 15-18 mn/kr), makcumanbHoe aaBienue npu Broxe <30 cm H,O u makcumanbHOe
nasiienue Ha Beiioxe <40 cm H,0.

Bosmoxnoctes otmensl UBJI paccmarpuBator npu XKEJI >15 ma/kr (mpu OTCyTCTBUU
JIErOYHOI MaToIornM)".

Cpenn HedapMaKoJIOTHYECKUX METOJOB JieUeHHs cuHApoma [ miteHa-bappe ocoboe
MECTO  3aHUMaeT  niasmagpepe3,  KOTOPBIA  SBJISIETCS  €IMHCTBEHHBIM  CIIOCOOOM
MHCTPYMEHTAJIBHON (3KCTPAKOPIOpPaIbHOIT) Tepanuu 00JIe3HU ¢ J0Ka3aHHOU 3((EeKTUBHOCTHIO
(uccnenoBanus kiacca |, ypoBeHs mokazarenpHocTd A). [lpumenenne mazmadepesa CHUKAET
PHCK pa3BUTH JbIXaTEIbHOW HEIOCTaTOYHOCTH M HeoOxomaumoctu MBI, ymeHsbliaeT mepuon
JOCTH)KEHUSI CIOCOOHOCTH K CaMOCTOATENbHOMY IEPEIBUKEHUIO, CIIOCOOCTBYET IOJIHOMY
BOCCTAHOBJICHMSI MBIICYHON CHJIBI, CHWJKAET IPOLICHT TKENBIX MOCICACTBAN 110 IPOLIECTBHHA 1
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roga. O6beM 3amMeHsIeMOM MIa3Mbl U ONTHUMAaJIbHOE YKCIIO MpoLenyp MmiazMadepesa Bapbupyior,
HO TPEANOYTUTENFHBIM CUUTAETCS MPOTOKOJ, ucnonb3yemblii B CIIIA (3amemenne 200-250
mir/kr B Teuenue 7-10 nueit). [Ipu cuanpome ['nitena-bappe TpeOyercs He MeHee IBYX MPOLETyp
wiazmadepesa Ui 3HaYMMOTO CHUIKECHHUS YHCIIA MUPKYIUPYIONIMX UMMYHHBIX KOMIUIEKCOB (TIpH
OCTPOM BOCHAJIUTEIBHOW JEMUEIUHU3UPYIOLEH IIOJIUHEHPONIATUH JIETKOM BBIPAKEHHOCTHU
MIPOBOJIAT 2 MPOIIEAYPHI, & IPH YMEPEHHOU | TsDKeNol — 4-5 mpouenyp, uepes 1eHb). Bo3MoxHO
MpUMEHEHUE HH3KOOOBbEeMHOro 3aMmeHHoro Iutazmadepesa (15 wmur/kr). Ilnazmadepes B
MOCTOSIHHOM PEXKHUME MNPEINOYTUTENIbHEE HHTEPMUTTHPYIOIIETO (MCIONb3YIOTCS aIbOYMHH U
CBEXKe3aMOpOKeHHasl I1a3ma). B kadecTBe anbTepHATUBBI 3aMEHHOTO IU1azMadepe3a MOKET
UCTIOJIB30BAaThCSl METOJ] UMMYHOACOPOLUMOHHON Tepanuu (yAajJeHHe MMMYHOTJIOOYJIHMHOB W3
KPOBH, He TpebyIolee 3aMeIeHHs alb0yMIHOM HITH CBEKE3aMOPOKEHHOMN ILIa3MOii ).

Cpenu W3BECTHBIX M HCIIONB3YEMBIX paHee METOJO0B (apMakoTepanuu CHHIpPOMA
['nifena-bappe TONbKO uenogeueckue UMMYHOSIOOYIUHBI OA  GHYMPUBEHHO20 B8E0EHUs
canTarotes 3 EKTHBHBIME C MO3HIMI JOKA3aTeIbHOM MEIHIMHEL — *,

NMMmyHOTEpanust 4enoBe4eCKUMH UMMYHOTTIOOYJIMHAMU TPU OCTPOW BOCHAIUTENbHOM
JEMHUEIIMHU3UPYIOIIEeH  MOMUHEHponaTuu  CHOCOOCTBYET — CKOpEilllieMy  BOCCTaHOBIIECHUIO
HEBPOJIOTHYECKHUX (DYHKIUH, 10 MEHbILIEH Mepe, He ycTymnas 3¢ (GeKTUBHOCTH m1azMadepesa.

Cy1ecTByIOT 2 OCHOBHBIX peXUMa Ha3Hauy€HUs JEeTsIM C cuHiapoMoM ['miieHa-bappe
YeJIOBEYECKMX HMMYHOIJIOOYIMHOB I BHYTPUBEHHOI'O BBEJCHMUS:

1) mo 0,4 r/kr/cyT B TeueHue 5 qHeH (cymMMapHas j103a 2 I/KT Macchl Tela);

2) mo 2,0 T/KT B pa3[ielIeHHbIX J]03aX B TCUCHUE JIBYX JTHEH.

[lepBplii W3 ONUCBIBAEMBIX PEXHUMOB OoJiee  pPACIPOCTPAaHEH U CUUTAETCA
IIPEIIIOYTUTENBHBIM.

B neuennn cunapoma ['miteHa-bappe MOTyT ycneniHO NPUMEHATHCS KaK BHYTPUBEHHBIE
UMMYHOIJIOOYIUHBI ¢ coiepkaHueM Toibko |gG (cTuMynupyeT peMHEeNTUHH3alMI0 32 CYET
UMMYHOMOJYJIUpPYIOIIEH  aKTUBHOCTH), Tak M oOoramenHele  IgM.  Ilocnennue
MPEANOYTUTENBHBI, TaK Kak |gM B G0mbIel cTENeHN CTUMYIUPYET PEMUEIIMHU3AIUIO — 33 CUET
B3aumozeiicTsus ¢ antureHamu [THC u onuronenapouutos. Ilpy ncnonp30BaHuM 4€I0BEUECKUX
MMMYHOITIOOYJIMHOB /Il BHYTPUBEHHOTO BBeleHUs C coaepxkanueMm IgM  pocrturaercs
JOTIOTHUTEIBHBIN MOJIOKUTENbHBIN 3P EKT Ha MPOLIECC PEMUETUHU3ALINH.

Jleuenne cunapoma Muuiepa-®uiepa oTIMYaeTcs OT TE€paNUU KJIACCHUECKOW (OpMbI
cuHzpoma ['uitena-bappe BO3MOXKHOCTBbIO IPUMEHEHUSI 20pMOHOG-KOpmuKkocmepouoos. C 3Ton
LIEJIbI0 MCTIONB3YIOTCSI MPEnapaTthl IPEAHU30JI0H U METHIIIIPETHU30JIO0H.

Koptukocreponaple TOpMOHBI (TIPEJHU30JIOH, METHINPEAHU3O0JI0H) IPUMEHSIOTCS B
JIEYEHUH HE TOJIBKO CHHIpoMa Muiepa-Puiiepa, HO U OCTPO TaHABTOHOMHOM HEHPOIIATHH, a
TaKk)K€ OCTPOl MOTOPHO-CEHCOPHOM aKCOHAJIbHOMW HEWpOINaTHH W CTBOJIOBOTO HHIEdanurta
bukepcradda.

B octanbHOM B JIeUeHHM pa3IUYHBIX KIMHUYECKUX BapUaHTOB cuHApoMa ['miteHa-bappe
(OMAH, OMCAH, cunapom Munepa-®dumiepa, ocTpas NaHABTOHOMHAs HeWpomaTus,
CTBOJIOBOM sHIIepanuT bukencradda) ncnonap3yroTes TepaneBTUYECKHEe METO/Ibl, aHAJIOIMYHbIE
TAKOBBIM IIpM OCTPON BOCHAJIUTEIBHON JEMUEIMHU3NPYIOIIEH MOJUHENPONAaTUH, TO €CThb
YeJI0BEYECKHEe MMMYHOTJIOOYJIMHBI 1/l BHYTPUBEHHOTO BBEJICHHUS U I1azMadepes.

Nmerorcs envHUYHBIE COOOIIEHUS 00 yCIENIHOM NPUMEHEHWHU Ipenapara Ha OCHOBE
antu-CD20 MOHOKIOHaIBHOTO aHTUTENa (PUTyKCHMal) B JICYEHHHM CTBOJIOBOTO SHIe(dannTa
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buxencradda, pe3sucTeHTHOTO K TepaluHu C HCIOJIb30BaHHEM IuTazMadepe3a M 4eTOBEYECKHUX
UMMYHOTJIOOYJTMHOB I BHYTPUBEHHOTO BBEIICHUSI.

Jnsa manmentoB ¢ cunapomoM I 'mitena-bappe, Haxonsmuxcs Ha MBJI, npegycmorpeno
KAUHUYecKoe numauue (IHmepanbHoe ulu napeHmepanrvbHoe), LEIbI0 KOTOPOIo SBIISETCS
oOecrieyeHne MOTPEOHOCTH B MHIIEBON SHEPTHH NPH BBICOKOW METabOINYEeCKOi MOTpeOHOCTH
(40-45 HebenKOBBIX KaJOPHIA/KT, MOBBIIMICHHOE CoAep:kaHue Oenka — 2-2.5 r/Kr)Z'. B psane
Clly4yaeB Takasl MUTaTeNbHAas MojaJepkka TpeOyercs nanuentam 0e3 UBJI, HO co 3HaunTenbHOM
BBIPAKEHHOCTBIO jucaruu’. [IpuMeHeHNe KIMHIYCCKOTO MHTAHMS [O3BOJSET PEJOTBPATHTD
acCHUpalrIo MUIIK C MOCIEAYIOUMM Pa3BUTHEM I[MHEBMOHUH Yy IMAlMEHTOB TPYIIbBI PHCKa MO
9TOMY COCTOSIHHIO".

Oprasn3anoHHO-TeXHUYEeCKHe 0COOCEHHOCTH OKA3aHMS MeANLMHCKOH IOMOIIHN

Hetu ¢ CI'B nomxHBl OBITh TOCHUTAIU3UPOBAHBI B HH(MEKIMOHHBIM CTAI[MOHAp.
JUInTenpHOCTh TOCIMTANIN3AUN He MeHee | Mecsila B CBSI3M C TEM, YTO MIMEHHO B T€UEHHUE 3TOrO
BPEMEHU BO3MOYKHO HapacTaHHWE HEBPOJOIMUECKOW CHUMIITOMATUKU M BBICOKA BEPOATHOCTh
nepeBoJia peOeHKa B OT/I€IEHUE peaHMMallui U MHTEHCUBHOM Tepanuu 11 nposenenus VIBJI. B
JaJIbHEHMIIEM BO3MOYKHO IPOBEAECHUE BOCCTAHOBUTEIBHOI'O JIEYEHUS B YCIOBHUSX JIHEBHOTO
cTauuMoHapa wiu amOynatopHo. [locie BBIIMCKM M3 CTallMOHAapa HAOMIOACHUE 34 JETbMH,
nepenecuiimMu CI'b 1oykeH oCylecTBIsATh HEBPOJIOT [0 MECTY XKHUTEJIbCTBA B TeUeHUE 1 roja c
yacTtoToi 1 pa3 B 3 mecsua.

HPOOPUTTAKTUKA

He paspaborana. Tem He MeHee, eueHne nHbpekuii, Bei3BanHbIx Campylobacter jejuni,
MOXKET paccMaTpUBaTbCsl B KayecTBe Mephbl NpodmiakTuku cuHiapoma [wmilena-bappe (kak
KJ1accu4eckoil popmbl 00JIE3HU, TaK U €€ aKCOHAIBHBIX M MHBIX HOI[TI/IHOB)Z_.

[Tanmentam c cunzapomoMm ['mitena-bappe pexkomeHnnmyercs wu30erartb BaKIMHAIMK B
TedeHue 1 rojma oT Havana 3a0ojieBaHUS, MOCKOJIBKY OHM MOTYT MPOBOIMPOBATH PELMIUB
Oone3nu. B panpHelineM NpoBOAST MMMYHHU3ALMK, €CIM JUIS 3TOTO €CTh COOTBETCTBYIOIIWE
noka3anus. [Ipu pasButun cunapoma I'miteHa-bappe B TeueHue nepuoaa 10 6 MecsieB mocie
NPOBENEHUS  KakoW-1M0O0  BaKIMHALIMK,  TALUEHTy  1eJeCO00pa3HO  PEKOMEHJI0BaTh
BO3/I€P)KUBAThCS OT 110100HOM BaKLMHAIIUU B nanbHeAmem”,

NCXOJAbI U ITPOTHO3

B npouutom cunapom I'mitena-bappe sBnsuics nuaepoM MO YacTH HEOIarompHsATHBIX
MCXO0JI0B U MHBAJIUAHOCTU CpeAM HEHpOMH(DEKINH, ycTynas TOIBKO OCTPOMY AMHJIEMHUECKOMY
HOJIMOMUEIIUTY.

B mHacrosmee Bpemss y OOJBIIMHCTBA MAalMEHTOB ¢ cuHjapoMoM ['uitena-bappe
OTMEUAETCs] CIOHTAHHOE BBI3ZAOpOBIEHUE (Ha (POHE MPOBOAMMOMN Tepamnuu), XOTsS A0 YETBEPTU
OOJILHBIX MOTYT HYXAAaTbCS B IPOBEJICHUU UBJI.

Cpenusisi IPOJOIDKUTENBHOCTD CTAAMK POTPECCUPOBAHMsI O0JIE3HH COCTABIISAET OKOJIO 4
HEeZleNnb, a CTaJWHd COXPAaHEHMs] CTOMKOM CHUMITOMAaTUKA — OKOJIO 2 HeJelb. AKTHBHOE
BOCCTaHOBJICHHE YTPAUEHHBIX HEBPOJIOTUYECKUX (DYHKIIMHA MPOJIOIHKAETCS B TE€UEHUE TPUMEPHO
1,5 mMecs1eB; B TalbHEUILIEM TEMIIBI BOCCTAHOBJIEHHS CYILIECTBEHHO CHIDKAIOTCS .
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Hesponornyeckue HapylieHMs, COXPAHSAIOIIMECS II0 3aBEPLICHUMM OCTPOrO IIEpHUOAA
00JIe3HH, BIOCIEACTBUU OTMeHaroTcs y 7-22% nereit (y B3pocisix namueHToB — B 20-30%
cnyqaeB)3.

Perunus/pennauBel 3a00eBaHus (XpOHUYECKAs BOCHAINTENbHAS IEMHEITHHU3HPYOLIast
MoMHeHponaThs) orMeuarorest y 5-10% mammentos” . Jleransrocts npu cuumpome I'nifeHa-
bappe moxer nocturate 10%, XOTs yallie perucTpupyercs Ha ypoBHE 2-50%6%*"

IIpenukTopamMyu HEOIAronpUsITHONO IMPOrHO3a WM JIOJTOCPOYHOW MHBAJIUAHOCTU IPU
cuapome I'milena-bappe cayxar cnenyromue (akrTopbl: ObICTpOE NPOrPECCUPOBAHUE U
TSOKECTh  OOJIE3HW; TPHU3HAKM  AKCOHAJIBHBIX IOTEPh IPU  3JIEKTPOMHUOrpaduUuyecKkoM
uccinenoBanny; norpedbHocts B MBJI>1  Mecsma; oTcyrcTBHE  MOTOPHOM — peakiyu;
HECTIOCOBHOCTB K X0160€ K 14-My 1uio 6onmesnu’".

IIpn oCTpoli MOTOPHO-CEHCOPHOM aKCOHAJIBHOM HEUpomaTMu y JeTed OTMedacTcs
BbIpaKCHHAsI aKCOHAJIbHAS JETE€HEPalls C NMEPBUYHBIM MOPAXKEHUEM AKCOHOB JIBUTATEIbHBIX U
YyBCTBUTEJIbHBIX HEPBOB. BIIOCIENCTBUM OXMIAeTCA IMO3HEE W HENOJHOE BOCCTAaHOBIICHUE
HApyLICHHbIX HEBPOJIOTMYECKUX (YHKIMH (IO CpaBHEHHIO € OCTPOH BOCHAIUTEIbHOMN
JEMUEIINHUZUPYIOIIEH nonuHeiiponaruein)?.

IIpn ocTpoil MOTOpPHO-aKCOHAJIBHOM HEMPOMAaTHH BBI3JOPOBICHUE MOXET HACTYyNaTh
CPaBHUTEIBHO OBICTPO, XOTSI y IMAlMEHTOB C BBIPAXKEHHOM aKCOHAJIBHOW JereHepanueid OHO
HEPEJIKO 3aTATUBACTCS

B vacTtu cinydaeB y mauMeHTOB ¢ OCTPOM NMaHIWCABTOHOMHOM HEMPOIATHEN OTMEYAETCA
BHU;G(baJIOHaTI/Iﬁs. Jlnst aToro Bapuanrta cuHapoMa I 'niteHa-bappe XapakTepeH BBICOKUN YPOBEHb
JEeTaNbHOCTH (BCIEACTBUE IOPAXKEHUS CEpPAECYHO-COCYTUCTOM CHUCTEMbI M KapAHOAPUTMUI).
BoccraHoBneHre HEBPOJIOTHYECKUX (DYHKIIUI TPOUCXOAUT MEUIEHHO U HE TONHOCTBIO".

IIpu cunapome Munnepa-@uiiepa NPOMCXOANUT MOCTENIEHHOE MTOJHOE WM IIOYTH TIOJIHOE
BOCCTAaHOBJICHHE HEBPOJIOTMYECKMX (QYHKUMH (MpH  MHHUMAIbHOM  HEBPOJIOIMYECKOM
nedurmre)’.

[IporHo3 npu crBosoBoM 3HIeannuTe bukepcrapda 0ObdHO 6J1aronp1/1;1TeH2+'
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