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1.1. Coxpamenus

BBUI' — BHYTpUBEHHBII HMMYHOIJIOOYJIHH

OBJII — ocTpas BocnaiuTeabHas 1eMUEITMHU3UPYIOIIas TOJIMHEHpOaTus
ITH — nepudepuueckuii Heps

CI'b — cunnpom I'mitena—Dbappe

CM® — cunnpom Mumnepa—®uiepa

OHMI" — snextponeiipomuorpadust

OMI — anekTpomMunorpadcus

'KC — rntokokopTrkocTepounabl

XKEJ1 — )Xn3HeHHas eMKOCTb Nnerkmux

MBJ1 — nckyccteseHHasa BEHTUNAUUS NErkux

MPT — marHUTHO-pe3oHaHcHasa Tomorpadua

OMAH — ocTpast MOTOpPHO-aKCcOHanbHasa HenponaTus

OMCAH — ocTpasi MOTOpPHO-CEHCOpHAasa akcoHarnbHasi HemponaTus
LIHC — ueHTpanbHas HepBHasa cuctema

LICXK — uepebpocnmHanbHas XngkocTb

IgA — nmmyHOrnobynuHel knacca A

IgM — ummyHornobynunHel knacca M



IgG — MmMyHOrnodynuHel knacca G

1.2. Onpenenenue

Octpast BocmauTeNbHAs MOJIMPATUKYIOHEBPOIIATHS AyTOMMMYHHOUN TIPUPOIBI, B
OOJIBIIMHCTBE CIIYYaeB XapaKTePU3YIOIAsAC IeMHUETHHU3AIUEH KOPEIIKOB, CITMHHOMO3TOBBIX U
YepernHbIX HEPBOB. Pexe BcTpeyaeTcs akCOHAIBHBIN BapuaHT 3a00JIeBaHMsI, KOTOPBIA OOBIYHO
npotekaet 6osee Tsokeno (Jlesun O.C., tyneman JI.P., 2011).

Octpas uaronaTuveckas MOJTMHEUPOIATHS U OCTPasl MOMUPATUKYIOHSHPOTIATHS —

cunonumsl (Sladky J.T., 2004).

1.3. MKb-mu¢psi

G61.0 Cunnpom I'mitena—Dbappe
G61.8 OcTpast ceHCOpHasi MOJIMHEBPOIATHS

G 90.0 Octpas BereraTuBHAas MOJUHEBPONATUS (TIAHIU3aBTOHOMHS)

1.4. YacToTa

Yacrora 0, 5-1, 5 #a 100 000 gereii.

1.5. DTHogorus

Ortuonorus 60Je3HU JOCTOBEPHO HeU3BeCcTHA, modTomy CI'b umenyercs
«MIMOMATUYECKOW MOJMHEeponaTiuel. TeM He MeHee UCCIeI0BaTeNId BO BCEM MUPE CKIIOHHBI
paccMaTpuBaTh MEXaHW3Mbl BOSHUKHOBEHHUSI M Pa3BUTHS 3a00JICBaHUST KAaK UMMYHOJIOTHUECKH
ornocpeoBaHHbIe. B kauecTBe TpUITEPOB pacCMaTPUBAIOTCS BUPYCHI TPUIINA, Tepreca, KOpH,
AMUJEMUYECKOTO MAPOTUTA.

He uckirouaercst aTuonaroreHeTHuecKasi pojib MHOTUX BUI0OB UMMYHHU3AINH
(aHTHpaOuyecKoi, MPOTUBOAU(PTEPUITHON, TPOTUBOIIOIUOMUETUTHOMN U 1p.).

Nuunmuposanue noctunpeknronnoro CI'b o0ycinoBneHo, ckopee Bcero, MOJIEKYISIPHOM
MUMUKpPHUEH MEKy BUPYCOM M MUEITMHOBBIMU QaHTUTEHAMHU: TAHTIUO3UbI TIepru(epruIecKoro
HepBa (ITH) umeroT cxoxyro aHTUTEHHYIO CTPYKTYPY ¢ MYKOITOJIMCaxapuaaMu BO30yIUTETIS.

[Tpu noctBakuuHansHoM CI'B, ckopee Bcero, iMeeT MeCTo HalpaBlieHHAs UMMYHHas



PEaKTUBHOCTD K NepudepuiecKkoMy MUEITHHY.

B xone renernueckux wuccieoBaHUM BBISIBIIEHA CBsI3b MeXay antureHamu HLA-54,
HLA-CW1, HLA-DQB*3 wu cungpomom ['miteHa-bappe.OOHapyxeHa TOIOKUTEIbHAS
KOppesiMs MEXIY OCTPOM BOCHAIUTENIBHOW JAEMUEITMHU3UPYIOMICHITIONMHEHpOIaTUEe |
amuteneMDQB1*0603 ¢ yHHKaIbHBIM 3HHTon0MDQ,BED70'71, a TaKkKe OTpHUIIATeIbHAs
koppemsimn — ¢ amtensmu - AQB1*0503, DQB1*0601, DQBI1*0602 u DQB1*0603,
XapaKTEPU3yEeMbIMU smurortoMRDP*** Cunraercs, uro xmace HLAsBiseTcs ONPEAEIISIOLINM
OpU pa3iMuHBIX BapuaHTax cuHApoma [wuitena-bappe, a cama 0o0e3Hp mnpeAcTaBIsET
KOMIUIEKCHOE€ T€HETUYECKOE HapylleHHe, Ha HCXO0J KOTOPOro OKa3blBalOT BIIUSHUE
reHeTHYecKre (GaKTOPbl U OKPYKEHUE.

K.H. Chang u coastops! (2012) onucanu 256 reHoB u 18 reHHBIX ceTeil, TOCTOBEPHO
aCCOLIMMPOBAaHHBIX C cuHApoMoM [wmifena-bappe; cpenu HuHX Hanboiee YacThIMU TE€HAMHU
okazanucek FOS, PTGS2, HMGB2 u MMP9.

Xupypruyeckrue BMEIaTeNbCTBa, TpaBMaTnueckue nospexaenus [1H, Bei3siBaroniue
BBICBOOO)K/ICHHE aHTUTCHOB HEMPOHOB, MOTYT YCKOPHUTH OOJIE3HB, TAKXKE KaK ¥ TUMQOMa,
crocoOcTByroMIas Mponudepanuu ayTopeakTUBHBIX T-KIIETOK.

Crnyuan, knmuauyecku cootBeTctBytoiue CI'b, onucansl pu kiemeBom 0opeinose,
BUY-undexnun, capkonio3e, CHCTEMHOW KPAaCHOM BOTYAHKE, 3I0KAYE€CTBEHHBIX

HOBOOOpA30BaHUSX.

1.6. IIaTorenes

OcCHOBHbBIE MUIIIEHH UMMYHHBIX aTaK — IIBAHHOBCKHE KJIETKU U MUEJIHH.

bone3np  BBI3BIBACTCS  AHOMAIBHBIM  T-KJI€TOYHBIM  OTBETOM, WHAYLUPOBAHHBIM
UHQEKIMOHHBIM  TpoleccoM. Bo3HHMKaeT BocHmanuTeNbHAasHEHpONaTHss ¢ IMepPeKpecTHON
PEaKTUBHOCTBIO MEXIy AaHTUTEeNaMHd K HMHQEKUMOHHBIM areHraM U aHTUTeJaMH K
HelpoaHTUTe€HaM, TIOCKOJIbKY JIMITOOJIUTOcaxapyabl B KJIIETOYHOW CTeHKE OaKTepHil HAalOMUHAIOT
TaHTJIMO3U/Ibl, @ AHTUTAHTIIMO3UIHBIE aHTUTeNa POPMUPYIOTCS B OTBET HA OCTpPbIe HHPEKIUH.

Takum o6pazom, cunzapom [I'mitena-bappe paccmarpuBaercs, Kak MNpHOOpETEHHas
MMMYHHO-OIIOCPEJIOBaHHAsl HEHPOIaTHsl, pa3BUBAIOIIAsICS BCIEACTBHE a0eppaHTHOW MMMYHHOM
peakiuu Ha TMpeAlIecTBYIOIlee HMMYHOAKTUBHpYIOIlee CcOObITHE (TIepeHeceHre BHUPYCHOM
UHQEKIUM, BakIUHAUMsA ©  T.JA.). VMMyHONaToJOrMYecKWe peakiuu MpPUBOAAT K
ayTOMMMYHHOMY IOBPEXKICHHUIO TKaHEH, aCCOLMUPOBAHHOMY C MEXaHHU3MaMHU MOJEKYJISIPHOU
MUMHKPHUH, YIACTHEM CYNIEPAHTUTEHOB Y CTUMYJIALIMEN [INTOKUHOB.

HaganpHpIM 3Tammom B HMMYHOIIATOTCHE3C OoJyie3HU SBIIAETCH MMpEACTABJICHUC AaHTUI'CHA



HauBHBIM T-KJIeTKaM C MX TMOCIEAYIOIIEeH aKTUBalMeld, UUPKYISAUHEHd IO KPOBOTOKY U
NPUBA3BIBAHUEM K BEHYJISPHOMY OSHAOTENUIO NepupepuyecKnx HEpBOB. 3areM T-KIEeTKH
IepecekaroT remMarod’Huedannyeckuii 0apbep, MUTPUPYIOT uYepe3 SHAOTENUAIBHBIA CIOH B
NEPUBACKYJISIPHYIO 00JIaCTh U HAMPABISIOTCSA B SHIOHEBPUH, 3aJ€HCTBYS] MEXaHU3MbI MOJIEKYIT
aare3uu (CEJIEKTHHBI, JIGHKOIUTAPHbIE HHTEIPUHBI U UX KOHTPApELEnTOphl). 3aKIIOUUTEIbHBIM
JTANoOM B IaTtoreHese cunapoMa ['uiiena-bappe saBisercsa BXxoxaeHue T-KIETOK U ayTOAHTUTET B
SHJIOHEBPUI BMecTe ¢ Makpodaramu, T€ HpH TOMOLIM AHTUTENBHBIX M T-KJIETOYHBIX
MEXaHU3MOB UJCHTHU(PUIUPYIOTCS ayTOAHTUTEHBI HA aKCOHAJbHBIX MJIM IIBAHHOBCKUX KJIETKAaX.
OnuceiBaeMblil IPOIECC TPUBOJUT K BHIPAKEHHOMY MOBPEXACHUIO TKaHEH, 4ueMy criocoOCTBYeT
AKTUBHBIN (aronnTo3 KJIETOK MOHOIIUTAPHO-MAaKpO(aralbHOW JTHHUH.

IIpu xnaccuueckoil ¢opme cunapoma I'mileHa-bappe (ocTpas BocHanuTeNbHAS
JIEMHUEIMHU3UPYIOIAAIONMHEUPONaThsl) MPOUCXOAUT MOPAKEHHE BOJIOKOH JBHUTaTENbHBIX U
YyBCTBUTEIbHBIX HEHUPOHOB. IIpyM 3TOM OCHOBHBIMH CTPYKTypamH, IOJBEPIrarOLIMMUCS
[ATOJIOTUYECKOMY BO3/CHCTBHUIO, SBISAIOTCA IPEUMYLIECTBEHHO KOPHU MOTOHEHPOHOB U
CMEXHBIE TMPOKCUMAIIbHBIC CIUIETEHHUS. XapakTepeH (EHOMEH BBIPAKEHHOW CerMeHTapHOU
BOCMAIUTENBHON  JIEMUEIMHHU3AIMN,  COMPOBOXJAlolieiics odaroBod u  auddysHoi
uHpuibTpanueil T-muMpOUIHBIME M MOHOIMTApHO-MaKpodaraabHBIMU KJIETKAMU Ha BCEX
YPOBHSIX TepudepuyecKkorl HEPBHOH cHCTEeMBbl. BocmanuTenbHbIE KIETKH aKKyMYIUPYIOTCS
BOKPYI' MEJKUX COCYIOB 3HJOHEBpUs/AnuHEBpHs. KommieMeHT-ornocpe1oBaHHOE CBA3BIBAHNE
AQHTUTEN C BMUTONAMH, PACHOJIOKEHHBIX HA MOBEPXHOCTHOM MeMOpaHe IIBaHHOBCKHMX KIIETOK,
npemecTByeT T-KIeTOYHOW HHPUIbTPALIH.

AkcoHanbHble BapuaHTbl cuHapoMma [mitena-bappe (octpast MOTOpHO-akCOHallbHas H
MOTOPHO-CEHCOPHAsl HEHPOIaTUH) XapaKTEPU3YIOTCS OTCYTCTBUEM BBIPAXKEHHBIX IPHU3HAKOB
BOCMAJICHUS U HAIMYMEM aKCOHAJIBHOM JIET€HEpallMi HEPBHBIX BOJIOKOH. [Ipu ocTpoit MoTOpHO-
AKCOHAJIbHOM HEMpONaTHH «MMMYHHOH aTake» IOJBEP/KEHBI, B IIEPBYIO OYEPE/lb, IBUTATEIbHBIC
y3i1sl PanBbe. OMAH u OMCAH acconuupoBaHbl ¢ aHTUTaHTJIMO3UAHBIMU aHTUTEIaMU
(GM1/GD1la/GM1b/GalNAc-GD1a); mpeamnosiaraercs, dYro o00a aKCOHAJAbHBIX BapHaHTa
cunapoMa ['miieHa-bappe BBI3BIBAIOTCS aHTUTEIBHO-ONIOCPEIOBAHHOM MMEPBUYHON aKCOHAIBHOMU
JiereHepanyell Wik aHTUTEIbHO-0IOCPEJOBAHHOW MHTHOMIINEHBOIBTaXK-3aBUCUMbIX HAaTPUEBBIX
KAaHaJIOB.

Tounble MexaHM3Mbl MaToreHe3a cuHapoma Mmuiepa-duiiepa OKOHYATEILHO HE
U3y4eHbl, HO M3BECTHO, UTO OOJE3Hb AaCCOLMUPOBAaHa C TMOBBIIIEHHBIMA THUTpPaMH
AQHTHTaHTJIMO3UIHBIX aHTUTen (nmpeumymiectBeHHOo kK GQILDb), kak u CcTBOJIOBOM 3HIEDATUT

buxepcradda.



1.7. Knaccupurkanus

Panee npuHATO OBLTO BBIICIATH BCETO JABE KIIMHHYECKUE GOPMBI cuHapoma [ nilena—
bappe: octpyto unnonatuueckyto (10 95% ciiydaeB) M1 XpOHUYECKYIO (PELUAUBUPYIOINIYIO), Ha
JIOJIF0 KOTOPOM MPUXOAUIIUCH ocTaBuecs 5% ciydaes.

B Hacrosiiiee Bpemst UMEIOTCSI OCHOBaHMsI paccMaTpuBath pasHoBuaHocTH CI'b:

1) ocTpast BocasiuTenbHas JeMuenuHu3upytomas noinuneitponarus (OBIII);
cnopaguyeckuii Bapuant CI'b, umenno OB/III BcTpeuaercs vaiie Bcero;

2) ocTpasi MOTOPHO-CEHCOPHO-aKCOHAJIbHAS TTOJIMHEBPOIIATHS;

3) ocTpast MOTOPHO-aKCOHAJIbHAS OJIMHEBPONATHS;

4) cunapom Munnepa—@uiiepa;

5) dapuHro-nepBUKO-KpaHUuaIbHasi HEBPOMIATHS,

6) ocTpas KpaHHUaJIbHas MOJMHEBPOIATHS,

7) octpas BereraTuBHas nojauHeBponaTtus (nanauzasroHomus) (G 90.0);

8) octpas cencopnas nonunesponarus (G 61.8);

9) napanapeTuyecKkuil BApHaHT — 03 BOBJICUCHUS BEPXHUX KOHEYHOCTEH.

1.8. Kiimauka

OcTpas BocnaJuTeILHAS IeMUCJINHUZHPYIOIIAS MOJUHEHPONaTHs

Pa3BuBaercs Oosie3Hb uepes 1-3 Hegenu nocie noabeMa TeMIepaTyphl, KaTapabHbIX
SIBJICHUM WJIA KUIIEYHBIX pacCTporcTB. [1osBIIsAIOTCS 60U B HOTaxX, peke — B pyKax. 3aTeM
Pa3BUBAIOTCS BSUIBIE NTAPAINYHU, KOTOPBIE PACIIPOCTPAHAIOTCS C JUCTAIBHBIX OTJEJIOB Ha
IpOKCUMaJIbHbIE. Y JeTel MiIaIiero Bo3pacTa MplllieyHas c1ad0CcTh MOXKET HallOMUHATh
paccTpoiicTBo koopauHaruu npu xoanoe. [Ipumepno y 50% nereit ¢ CI'b otmeuaercs
reHepain3oBaHHas MblleyHas cadbocth, y 30% — c1abocTh JOMMHHUPYET B AUCTATIBHBIX
MBILLIEYHBIX IPpyNIax KoHeYHoCTeH, y 20% — B MPOKCUMAaJIbHBIX MBIIIIAX.

BripakenHnslii 6051eBoii cunapom Habmogaercs B 50% ciydaes. [Ipu 3ToM ManeHbkue
JIETH OTKAa3bIBAKOTCS CTAHOBUTHCS HA HOTH, YTO 3aCTaBJISAET M10103PEBATH MMAPATUYH
KOHEYHOCTEM. [leTn cTaparoTcs HalTH Miaasiiee MoJI0KEHNe, IPU KOTOPOM HENPUSTHBIE
OLIYIICHUS] MOTJIM Obl HCYE3HYTh WM 3HAYUTEIHHO YMEHBIIUTHCS.

IIpu Bocxoasmiem ture TeueHus (BOCXoIAui mapanuy JIaHapu) nociae HUKHUX
MOpaXaroTCsl BEpXHUE KOHEYHOCTH, MBILIIIBI TYJOBHILA U YepenHble HepBhl. [lepexon Ha
OyibOapHbIE OT/IENbI ONACEH AJIS )KU3HU OOJIBHOTO B CBSI3U C PA3BUTHEM JIbIXaTENbHbBIX U

CEPAEYHO-COCYAUCTBIX HAPYLICHUMN.



Briaensror nepuo; HapacTaHus apaainye, KOTOPBIA MOXKET JJIMThCA OT 3 10 25 IHE,
nepuoJl cTaduau3anuy (I IJ1aTo), 3aTeM Ha 2—3 Henene npu 6JaronpusiTHOM TeYSHUU

HACTYIAET MEePHO 0OPaTHOTO Pa3BUTHsI, KOTOPBIH MPOJIOKAETCS MHOT/Ia HECKOJIBKO MECSIIEB.

Cunapom Musiepa—®Puiepa (CMD)

Hons ero cpeau CI'b coctaBisier okoiio 3%.

Xapakrepusle ocooennoctu CM®:

— JIBYCTOPOHHSIS OTHOCUTENIbHO CUMMETPHYHAs CJ1a00CTh I1a30BUTATEIbHBIX MBIIIIL U
TO3;

— JIMHAMUYeCcKasi M CTAaTHYECKas aTaKCHs;

— apediiekcus B pykax U HOTax K KOHITY IepBOi Hezelu 3a00J1eBaHus;

— MPOrPECCUPOBAHUE ITHUX CUMITOMOB OT HECKOJIbKUX JHEH 10 3 Helelnb;

— OTCYTCTBUE WJIU JIETKHE UyBCTBUTENbHbBIC U IBUTATENIbHbIC HAPYIIICHHUS B
KOHEYHOCTSIX, Ha JIUIIE;

— B CBIBOPOTKE KPOBH: aHTHTENA K ranrimo3uny GQlb;

— Jnrerkoe nosimenue 6enka B L{CXK;

— anekTpoHeiipomuorpadus (OHMI'): cHuxeHre CKOPOCTH MPOBEACHHUS 110
JIBUTATEILHBIM HEPBaM;

— BOCCTaHOBJICHHE HAPYIIEHHBIX QYHKIMH B TedeHue 1—3 mecsies.

OcTpasi MOTOPHO-aKCOHAJIbLHAsI o IuHeBponaTus (3%). Yamie Bctpeyaercst B A3un
(ocobenno B Kutae u SInoHun), npeuMyIIeCTBEHHO Y A€TEl U OJIPOCTKOB:

— YHCTO JABUTaTEIbHBINA BapUAHT C TEHJEHIUEHN K OoJiee BhIpaKECHHON AUCTAaIbHOU
MBIIIEYHOH crabocTu 6€3 BOBIEUSHHSI YePETHbIX HEPBOB;

— Ha OHMI': cHmkenune aMnnuTyasl M-oTBeTa pu cOXpaHHON IIPOBOJAUMOCTH 10
CEHCOPHBIM BOJIOKHAM M OTCYTCTBHE ITPU3HAKOB JEMHUEINHU3ALNHY;

— OBICTPOE BOCCTAHOBJIEHHE YTPAUCHHBIX (DYHKIIUH.

OcTpasi MOTOPHO-CEHCOPHO-aKCOHAJIbLHAs motmHeBponaTus (1%).
[IpenmMy1ecTBEHHO Y B3pOCIBIX:

— cJ1a00CTh M HAPYIICHNE YYBCTBUTEILHOCTH B KOHEUHOCTSIX;

— DOHMI': pe3koe cHukeHue aMIUIUTYIbl M-0TBETa ¢ HaJTUYHeM MPU3HAKOB
JeHepBaluy, OJI0Kaa MPOBEICHUS IO CEHCOPHBIM BOJIOKHAM;

— OBICTpOE Pa3BUTHE TSHKEIOTO ABUTATEIIBHOTO Je(heKTa C MEIJIEHHBIM U HEMOJIHBIM

BOCCTaHOBJICHHECM.



OcTpasi BereraTHBHAs NoJIMHeBponaTus (nanauzasronomus) (1%).
HMMMyHOIaTOreHe3 CBA3BIBAIOT ¢ 00pa30BaHUEM aHTHUTEI K aHTUTCHAM BETETaTUBHBIX TaHTJINEB
(B 4aCTHOCTH, MPOTUB ALIETUXOJIMHOBBIX PELIENTOPOB MOCTTAHTJIMOHAPHBIX HEHPOHOB):

— NPU3HAKU AUCHYHKIMH CUMIIATUYECKOTO U apaCUMIIaTUYECKOr0 OT/IEI0B
BEr€TaTUBHOM CUCTEMBI (CHMIITOMOKOMILIIEKC BET€TaTUBHBIX HAPYILIEHUN);

— BO3MOXHO COYeTaHHe ¢ apeduieKcrueil 1 HapyleHHEeM YyBCTBUTEIHHOCTH;

— BOCCTAHOBJICHUE MEIJICHHOC U HECIIOJIHOEC, HE NCKIIIOYCHBI P AVBEI.

Octpas cencopHasi nosmHeBponatus (1%). Penkoe 3abosieBanue, CBI3aHHOE C
T GY3HBIM BOCTIATIUTEIBHBIM ITOPAKEHNEM CIIMHHOMO3TOBBIX TAaHTJIMEB. B KiIMHUYeCKO#
KapTHHE IaHHOT'0 3a00JI€BaHUs BBIJEISAIOT TPU (POPMBI: aTAKTUYECKYIO, TUIIEPAIT€3NUECKYIO U
CMEIAaHHYIO.

ATakTH4eckasi gopma XapaKkTepu3yercs HapecTe3usiMi, OHEMEHUEM, HapyILIEHUEM
KOOpJMHALMU JBUKEHHUH, HEyCTONUYNBOCTBIO, YCUIIUBAIOLIEICS IPU 3aKphIBAaHUU IJ1a3, OJHAKO
cuJia MBI coxpaHseTcs. IIpu ocMoTpe BBISBIIAETCS CHU)KEHUE BUOPALIMOHHOTO, CYyCTaBHO-
MBILIEYHOI'O UYBCTB, CCHCUTHUBHAs aTaKkcus, HapyIIeHUue YCTOHUYMBOCTH B ipoOe Pombepra,
YCUJIMBAIOILEECS C 3aKPBITBIMU TJIa3aMH, TICEBI0ATETO3, THIIO-U apeIeKCHSI.

I'mnepanruyeckasi popma nposiBisieTcs: AM3eCTe3neH, HelponaTudeckoit 6omipio. [Ipu
OCMOTpE BBISABIISIIOTCS CHIKEHHE 00JI€BOM M TeMIepaTypHO YyBCTBUTENLHOCTH, BEreTaTUBHAS
TUCYHKIMS (HapylIeHHe MOTOOTAETICHNS, OPTOCTaTUYECKask TUITOTEH3HU).

CMmemanHas ¢gopma coueTaer B cebe MPU3HAKK JIBYX BBIIIEONUCAHHBIX (POPM.

3aboneBanue yarie 1e0I0THPYET OCTPHIM HAYaJIOM, HEBPOJIOTUYECKAsi CAMIITOMATHKA
HapacTaeT B T€YEHHE HECKOIbKUX AHeH. OTHaKo oTMedaeTcs U 6osiee MeJUIEHHOE M0JI0CTPOoe
TE€YEHHE. CUMIITOMBI HAPACTAIOT B TEUEHUE HECKOJIBKUX MECSLEB. 3a IIEPUOIOM HapacTaHUs
HEBPOJIOTUYECKONH CUMITOMATUKHU CJIEIyeT EepHOJ] cTabMIn3auy 3a00JI€eBaHus, B psje ClydyaeB
C JaJbHEHIINM YaCTUYHBIM perpeccoM cUMNTOMOB. OTHaKO B OOJIBIIMHCTBE CIIY4aeB OCTAeTCs
CTOMKHI HEBPOJIOTHUECKUI IePUIHT, KOTOPBIHA MPOI0JIKAET OCTENIEHHO HAapacTaTh.

ITpu DHMI ¢ nccnenoBaHneM CEHCOPHBIX BOJOKOH OTMEUYAETCS] CHUKEHUE aMITITUTYbI
WM OTCYTCTBHUE MOTEHIMANIOB AelcTBUA. [Ipu nccnenoBaHuu MOTOPHBIX BOJIOKOH
MaTOJIOTMYECKUX U3MEHEHMI He BoIsABIIsieTCs. [Ipn nronpuatoit SHMI Takxke HE BBISBISAIOTCA

naToOJIOTHYCCKHUEC NU3MCHCHU .

OcTtpas kpaHuajabHas noiauHesponartus (1%). MHOXecTBEHHOE TOpakeHHE

YCPCITHBIX HEPBOB, HE CBA3AHHOC C APYTUMH IIPpUINHAMU



— I/136I/IpaTeJ'IBHOG MOPAXKCHHUE I'1a30ABUT'aTCIIbHBIX MBIIIII] 0e3 aTaKCHH,

— BOBJICYEHUE B MPOLIECC MUMHYECKOHN MM OpO(apHHTeaIbHOW MYCKYIATYphI.

dapuHrouepBUKOKpaHuAIbHast HeBponaTus (3%):
— MPEUMYIIECTBEHHOE BOBJIEUECHHE MBI TIOTKH, JIMIIA, IICH;

— B CBIBOPOTKE KpOBHU: aHTUTeNA K ranruo3uny GTla.

B 5-10% cayuaes CI'b penuauBupyer yaiiie BCKOpPe IOCie 3aBEpUICHUs Kypca JIEUEHUs
(utazmadepesa 1 B/B uMMyHor100ynuHa). THOT1a penuauB MpoBOIMPYETCS PECITUPATOPHOM

WX KETYA0YHO-KUIIEYHON HH(pEKIueH.

1.9. /Iluarsocruka

OcmpassocnanumenvHast O0eMUETTUHUBUPYIOWAANOTUHEUPONnamus (knaccuueckuil
cunopom [ utiena-bappe). OcHOBHbIE AMArHOCTUYECKUE KpuTepuu cuHapoma Imiiena-bappe
OCHOBAaHbI Ha KJIMHUYECKHX MPOSIBICHUAX U Ja0OPAaTOPHBIX (aHAIM3 JIMKBOPA) MOKa3aTeNAX:

1) Hamuuue mnporpeccupyomeil ABUraTenbHOW cnabocTH ¢ BOBJIEUCHHEM B
MaTOJIOTMYECKUH TIpoliecc 0oJiee 0OHOM KOHEUHOCTH;

2) apeduiekcust WU BbIpaXKEHHAsk TUIIOPEQIIEKCHS;

3) MoHO(]a3HbII XapakTep TeueHUs 3a00JIeBaHUS C MEPUOIOM MPOrpPecCUpoBaHus oT 12
4acoB A0 28 AHEH ¢ MOCIEAYOUINM ILJIaTO;

4) mpucyTcTBHE B 1 MKJI CIIMHHOMO3TOBOH XHJIKOCTH He Oojiee 50 MOHOIIMTOB W/WITH 2
IPaHyJIOUTOB .

JIOTIOJIHUTENBHBIMU TIPU3HAKAMM, MOATBEPKIAAIOIIMMH JUATHO3, ABISIOTCS CIELYIOIINE
KJIMHUYECKHE, JTJabopaTOpHble 1 UHCTPYMEHTAJIbHBIE IaHHbIE:

1) nepBoHavYaIbHOE OTCYTCTBUE THNIEPTEPMUN (JINXOPAIKH);

2) HayvaJ0 BOCCTAHOBJIEHHUS HEBPOJIOTWYECKUMX (DYHKIUN MO MpoIIecTBUU 2-4 HENelb
1ocJie MPEKpaIleHNs IPOrpPeECCUPOBAHUS;

3) OTHOCUTENBHO CUMMETPUYHAS MBIIIIEYHast c1a00CTh;

4) ymepeHHbIe TPU3HAKHU CEHCOPHBIX HApPYILIEHUM;

5) cuMnToMBI opaxkeHus uepenHbix HepBoB (UH);

6) TOBBbIILIEHHE cO/AEp)KaHUs Oenka B JIMKBOpe uepe3 1-2 Henenu mocie MOSBICHUS
XapaKTEPHBIX CUMIITOMOB OOJIE3HHU;

7) 3ameasieHne CKOPOCTH MPOBEACHUS UMITyJibca Mo nepudepudeckum HepBam(<60% ot

HopMmbel B 80% ciydaeB), otrcyrctBueH-pediekca,0TCyTCTBHE WM CHIKEHUEAMIUTATY/IBI



CEHCOPHOTO IOTEHLIHANA, YBEIINYCHUE JATCHTHOCTH F-Bosn (mpu
AIIEKTPOHEHUPOMHOTPa)UICCKOMHUCCIICTOBAHUH );

7) BereraTnBHasi (aBTOHOMHAs) THC(YHKIMA .

OnexrpoMuorpaduyeckoenccaeioBaHue: JeHEpBaOHHBINA TUII KPUBOW B MOPAXKEHHBIX
MBIIIax>",

AHanu3 CIMHHOMO3IOBOM XUAKOCTHU: 1) MoBbILIEHHOE cofepxanue Oenka (>0,55 r%); 2)
NOBbIIIEHUE (pakuyu anbOyMuHa; 3) OTCYTCTBHE COIYTCTBYIOIIErO HapacTaHus nurosa (<10
KHeTOK/MM3)2++. OTCcyrcTBHME TOBBILIEHHOTO LMTO3a B  CIIMHHOMO3TOBOM  KUAKOCTHU
paccMaTpUBAETCs B KAYECTBE NCTOUYHUKA «IICHHON HETaTUBHOU I/IH(i)OpMaI_II/II/I»ZH'

Ocmpas MomopHo-ceHcopHAas aKCOHANbHAA Helponamus. J{narno3 ycTaHaBJIMBAaeTCs Ha
OCHOBAaHMU XapaKTEPHBIX KIMHUYECKUX TPU3HAKOB (OCTpBIA TeTpamapes, apediexcus,
JMCTalbHas TOTEeps UYyBCTBUTEJIBHOCTH, JbIXaTelbHas HEJOCTAaTOYHOCTb), a TaKXKe JaHHbIX
7a00paTOPHBIX M MHCTPYMEHTAJIBHBIX METOAOB HCCIEA0BaHUM (B oObeMe, aHaJIOrMYHOM
TaKOBOMY IIPH OCTPOM BOCTIAJINTEILHON zIeMI/IenHHH3prIomeﬁnonHHeﬁponaTI/H/I)2+'

IIpn uccienoBaHnKM CIIMHHOMO3IOBOM JKUJIKOCTH XAapAaKTEPHO IMOBBIIECHUE COIACPIKAHMS
6em<a2'.BHeKTpOMHorpaQ)qucxoe UCCIIEJOBAaHME: NPU3HAKU I[TOTEPU MOTOPHBIX U CEHCOPHBIX
HNOTEHIMAIOB ¢ 1u((dy3HON aKTUBHON JeHepBallel (aKCOHaIbHAs JlereHepanus 6e3 Npru3HaKkoB
HEPBUYHOM I[CMI/ICJII/IHI/I38,HI/II/I)2+.

B kpoBH U CHIBOPOTKE KpOBHU IMALIMEHTOB MOTYT OOHApyKUBAThCSl aHTUTAHTJIMO3UIHBIE
antutena k GM1, GD1a, GM1b u GalNAc-GD1a%.

Ocmpas MomopHo-akcoHanvHas Hetiponamus. JInarHo3 yCTaHaBIMBAETCs HA OCHOBAaHUU
TUMUYHBIX KJIMHUYECKUX TMPOSBICHUM O0s€3HU (IIPOrpecCUpyIOLUIUil BsUIbI Mapaiud ¢
apediekcren, 4acTo MPUBOAAIINKN K JBIXaTEIIbHOW HEJOCTATOYHOCTH), a TaKXKE W3MEHEHUW B
CTIMHHOMO3IOBO# JKHIKOCTH .

IIpu snexTpomMuorpadMuecKoM HUCCIEIOBAaHUM Yy NAallMEHTOB BBISBIISIOTCS CHUXKEHUE
aMIUIMTYyAbl M-OTBETOB, a TakKe TNpU3HAKU JEHEepBaluu (CHOHTAaHHAs aKTUBHOCTH)IIPU
UTOJIbYaTON 3MF2+, m3penka —OJIOK TIPOBEACHUS TMPU  OTCYTCTBUM  TPU3HAKOB
JICMHEIIHHH3AIHH®. IIpn >TOM OTMEHaeTcss COXpaHEHHWE HOPMAJBHBIX CKOpPOCTEH NPOBEACHHUS
UMITYJIbCAa TO0 JIBUTaTeJIbHBIM M YYBCTBHUTEIBHBIM BOJIOKHAM IepH(eprHuecKux HCpBOB2+.
OTCYTCTBYIOT TMpHU3HAKK JEMHUEIUHM3AIMK (B OTIMYME OT OCTPOM BOCHAIUTEIHHON
;leMI/IenHHHznpy}omeﬁnonHHeﬁponaTHH)2+.

B KpoBM M CHMHHOMO3rOBOM JKMIKOCTH TAIMEHTOB HEPEIKO OOHApPYKUBAKOTCS
aHTATaHTInO3uAHbIe anTuTena Kk GD1a u/nnu GD3%*

Cunopom Munnepa-@uwepa. Knuanueckumu MPOSIBIICHUSIMU OoJe3Hu,

MOATBCPKAAOIUMHA HAJTUINEC 60H€3HI/I, ABJIAIOTCA ABYXCTOPOHHSA OQ)TaﬂBMOHHeFI/ISI, aTakCusi u



apeduekcus, cnabocTh JHUIEBBIX WM OynbOapHbIX MbI/HEpBOB (50% cioyyaeB), ciaabocThb
MBIIII TYIOBHINA M KomeuHocteil (50% cmyuaeB)”’. O6beM M BBIGOP AMATHOCTHYECKHX
MEPOIPUATUIM AHAJIOTMYEH TAaKOBOMY IIPM OCTPOM BOCHAIUTEIBHOW JEMUEIUHU3UPYIOLIEH
nonuueiiponatan’.

HccnenoBanue IMKBOpA: y 4acTH NALUEHTOB OTMEYAKOTCS IOBBILIEHHOE COJEP)KaHUE
0enKa M TUICOLMTO3; MHOTJIA MOXKET MPHUCYTCTBOBATh THIWYHAS abOYMHHO-IIUTOJIOTHYECKAS
JUCCOLMalus, KaK IIPH OCTPOX BOCHAIUTEIbHON JEMUEITUHUZUPYIOIIEH HOHHHGﬁpOHaTI/II/I3.

OnexkTpoHelipoMuorpapuueckoe  HMCClIeJOBaHME: B  YacTM  ClIydaeB y JeTei
PErHCTPHpYETCs 3aMeUICHHE IIPOBOAMMOCTH 110 BHTATC/TBHBIM W 4yBCTBHTEIBHBIM HEPBAM .

B 90% cnyyaeB y mamueHToOB C cHHApoMoM Mmiuiepa-duiiepa oOHapYKHMBAIOTCS
AHTHraHrIHo3KHbIe anTHTena K GQLb (MoryT Take oGHapyxkuBatbes GD3 u GTla)?".

Ocmpas  nanoucasmonomHasHetponamus. JluarHoz  OCTpoOl  MaHIUCABTOHOMHUU
YCTAQHABJIMBAaeTCSl HA OCHOBAaHUM IPU3HAKOB BBIPAKEHHOM BEreTaTUBHOW JAUCHYHKLIHU
(oprocTaTHuecKkas THIIOTEH3Hs, TOIIHOTA, PBOTA, 3amop/auapesi, aTOHUs MOYEBOTO ITy3bIps,
AQHTUJIPO3, HapYLIEHUs CIE300TIECNECHUS U CalIMBallMM, 3PAayKOBBIE HAPYIIEHMS ) CEHCOPHBIX
paccTpoilcTB 0e3 BBIPaKEHHBIX COMATHYECKUX TMPOSABICHUA W HapyIIEHMH MOTOPHBIX
(byHKuHﬁ2+.

[IpumepHO y YeTBEpTH NALMEHTOB MMEETCS XOJIMHEpruyeckas (opma AMCABTOHOMHHU
(0e3 oprocTaTUYECKOM TMIIOTEH3UH, HO C HApPYIICHUSIMU CYIOMOTOPHOM M IPYTMX BEre€TaTUBHBIX
CHUCTEM — OpTOCTAaTHYECKas TaXUKapJus, TOJIOBOKPYXEHHE, YCWJIEHHOe cepiieOueHue 0Oe3
WU3MEHEHHUAapTEPUAIBbHOIO JaBIIeHHs) .

IIpu sTtom BapmanTe cuHapoma ['mileHa-bappe naHHbBIE aHanM3a CIMHHOMO3TOBOM
KUAKOCTH U DJIEKTPOMUOTPapUUECKOro HCCIECIOBAaHUS MOTYT HE BBIABIATh KaKHUX-ITHOO
NaTOJIOTUYECKUX M3MEHEHUil (Ipu YHcTOH JCcaBTOHOMHN)Y. B 0CITOKHEHHBIX CIIyqasx
OOHApy)KUBAIOTCSI HM3MEHEHHUs, HAOMHHAIOLIME TAaKOBblE IPU OCTPOHl BOCHAIHUTENbHOM
JEMHUEITMHUZUPYIOIIECH nonHHeﬁponaTHMZ'.

OyHKIMOHANBHBIE TECThl  (HMCCIEOBAaHUE CYJOMOTOPHBIX, KapAUOBaralibHbIX U
aJipeHepruyeckux (QyHKIMA — mpoOa MHHOpPA, CHEKTPAIbHBIM aHAIW3 BapUaTHUBHOCTU
CEpJEYHOr0 pUTMA M JPYTHUE) BBIABIAIOT MHOMKECTBEHHBIE HApyIIEHUs CO CTOPOHBI
BETE€TaTUBHON HEPBHOMN CHCTEMBIZ .

IIpn ananm3e OuonTaTa HKPOHOXKHBIX HEPBOB OOHAPYKHUBAKOTCS WHOUIBTPATHI
MOHOHYKJIEAPHBIX KJIETOK B 00JIACTH 3nHHeBpI/I;{3.

Cmeonosoti suyegparum buxepcmaghgpa. OOs3aTeNbHBIMA KIMHUYECKUMH TPU3HAKAMU
00Je3HN ABIAIOTCA aTakcus U oQTalbMoIuierus (Kak Mpu CHHIpOME Mnnnepa-d)nmepa)2+.

CrBosnoBoit sHuedanuT bukencradpda ycraHaBnmuBaeTcs JHIIb NPU  HAJIUYUK  APYTUX



CHUMIITOMOB, MO3BOJISIOIIMX HCKIIOYMTh Haauuue cUHApoma Muiuiepa-®uiepa (COHIMBOCTD,
KOMa HIIH runeppedexcus)’ .

OObeM  IUMArHOCTUYECKUX  MEpOINpPUATHI  aHAJIOTWYEH TaKOBOMY MIPU  OCTpOH
BOCTIAJIMTENILHON AEMHUEITMHUZUPYIOIIEH nonHHeﬁponaTI/I2+.

AHanu3 CIMHHOMO3IOBOM >KMJKOCTHU: IOBBILIEHHWE COJAEpKaHMs Oelka M IUICOLUTO3
0GHAPYKMBAIOTCS 9ACTO, HO HE SBISIOTCS crienubmaeckumu’ . [ToBBIIEHHe COCpKAHNS OeKa
B CMX 06e3 mueonnrto3a (OeIKOBO-KJIETOYHAs JUccOolManus) Oojiee HE CUUTAIOTCA
XapaKTePHBIMH IPH3HAKAMH TOTO BapHaHTa cirapoma I nitena-Bappe’.

OnexkTpoHelpoMHOorpapuecKkoe HCCIeOBaHWe: MOTYT IIPUCYTCTBOBAaTh IPU3HAKU
AKCOHAJILHOM HonHHeﬁponamuz"

Jns ycTaHOBIIEHMSiAMar{Ho3a NIpU ASTOM BapuaHTe cuHApoMa [umiieHa-bappecnenyer
IPOBOJUTH MarHUTHO-pe30HaHCHYIO ToMorpaduio(MPT) ronosaoro mo3sra. Ilpu nmomoru storo
METO/1a HeHPOBU3YyaIU3alMH Y YacTH MauueHToB (0kos10 30%) BBIABISAIOTCSA TMIEPUHTEHCUBHbBIE
Ooyard HENPaBWIBHONH (OPMBI, JIOKAIM30BAaHHBIE MPEUMYIIECTBEHHO B O00JACTH CTBOJIA
TOJIOBHOTO MO3ra (MOCT, CPE/IHUII MO3T', MO3TOBOE BEIIECTBO) .

VY nByX TpeTeil ManueHToB co CTBOJIOBBIM 3HLEehanuToM bukepcradda oOHapykuBaroTCs
antuTena k GQ1bS.

I[Ipu OOI'-uccnenoBaHum dYacTo OOHAPYXKHUBAIOTCA HapyLIeHHUs (OOBIYHO TOJIBKO
ME/JICHHO-BOJIHOBAsl aKTHBHOCTH), YTO TIO3BOJIAET CYUMTATh O3TOT METOJ| OOJaJaroIIuM

o o 3
OTpaHUYCHHOU NTUATHOCTUYCCKOU 3HAYUMOCTBIO .

1.10. InddepeHunanbHbIH JHATHO3

JuddepeHunanbHbIi JUarHo3 MpoBOIUTCS € TOJTMOMHETUTOM, IPH KOTOPOM Mape3bl
aCUMMETpPUYHbIE, TPEUMYIIECTBEHHO B POKCUMAJIBHBIX OT/Ie1aX KOHEYHOCTEH ¢ apediaekcuen
Y BBIpQ)XCHHBIMU aTpo@usiMH, 00JIM HEXapaKTEPHbI, paCCTPOMCTBA YyBCTBUTEILHOCTH OOBIYHO

He BBIABIIAIOTCS. Heo0Xo1uMo HCKITIOUNTh Takke TU(GTEpUHHBIN TOJTUMHEBPUT, MUEIHUT.

1.11. Tepanus

Haxe B nerkux ciydasx Kk CI'b B octpoii (haze ciaeayeT OTHOCUTHCS KaK K HEOTIOKHOMY
COCTOSIHUIO, T.K. JE€KOMIEHCAIUS C TSHKEIION JbIXaTelbHONW HeI0CTaTOYHOCTBIO, TpeOyromIei
NBJI, c onacHbIM HapylIEHUEM CEPAECYHOIO PUTMA, MOYKET Pa3BUTHCS B TEUEHUE HECKOIBKUX
yacoB. HeoOxonumo mpeaynpeanTs poACTBEHHUKOB peOeHKa 0 BOBMOXKXHOCTH OBICTPOTO

YXYIIICHUS, KOTOPOE MOKET MOTpeOoBaTh MepeBoa 00IHHOTO B OT/ICTICHUE PeaHUMAIUU U



nposeaenus UBJI (TTenexosa O.J1., 2012).

B neyernnu CI'b ucnone3yror miazmadepes, IMMYHOCTHMYIISITOPBI M KOPTUKOCTEPOU/IHI,
KOTOpBIE MMOKa3aHbl IPU BCEX THKENBIX (opMax, OCOOCHHO MPH BOCXoaslIeM napanuye Jlanapu.
[MpumensieTcs aeruaparaiuontas u ooesooauparomas tepanus (I'yzesa B.1., 2009).

Inazmadepes. Dpdextusen B repanuu CI'b Tsoxenoit crenenu (y marueHTOB,
YTPATUBIINX BO3MOXHOCTh CAMOCTOSATEIHHOTO MEPEIBIKEHUS WIIM HAXOSAIINXCS Ha
MCKYCCTBEHHOM BEHTWISILIUM JIETKUX) (K1acc dokasamenbHocmu I, yposeHs dokazamenbHocmu
A) u Gosee jerkoii crenenu (yposens ookazamenvrocmu B) (Cortese |. et al., 2011). Kypc
omnepanuii mnasmadepesa BkItoyaeT 4—5 ceaHCOB, KOTOPBIE MTPOBOISATCS Yepe3 JIEHb.
OcnoxxHeHusiMU Tu1a3Madepe3a MoryT ObITh apTepHaIbHas THIIOTEH3US, HAPYIICHHUS CEPJCUYHOTO
pUTMa, KPOBOTEUECHHUE BCIICACTBUE TUTIONIPOTPOMONHEMHH, CETICUC, THEBMOTOPAKC.

HNmmynorno0yann G 1Jisi BHyTPUBEHHOI 0 BBeleHus1. J[aHHbIX 00 3¢ (heKTUBHOCTH
BBUI B neuenun CI'b y neteit HEA0CTaTOUHO: MaJIO MPOBEIEHHBIX PaHJOMHU3UPOBAHHBIX U
KOHTPOJIMPYEMBIX UCCIIEIOBAHUN (YposeHb doxkazamenvrHocmu U), TeM He MeHee, OOJIBIIMHCTBO
CHENHATHNCTOB CYUTAIOT CIIOCO0 MPHEMIIEMBIM BAPUAHTOM JICUSHHS Y IETEH, ONUpPasch Ha
pe3ynbrathl Tepanuu BBUI y B3pocnbix (yposens doxkazamenvrHocmu A).

CranpmapTHbIil Kypc jedeHns cocrasisiercsa u3 pacuera 0, 4 r Ha 1 kr maccel Tena
00JILHOTO ©XKEeTHEBHO B TeueHue 5 cytok (Sater R.A. et al., 1998).

B tepanuu CI'b miiazmadepes komobunuposats ¢ BBUI He cnienyet (yposens
ookazamenvrocmu B) (Cortese I. et al., 2011).

¢ PeKTHBHOCTH KOPTUKOCTEPOUA0B B Ka4ecTBe JONOJHUTEIbHON Tepanun K
BBHI'. B ogHoMm uccnenoBanuu (kiacc ookazamenvhocmu 1) CpaBHUBAIUCH PE3YIbTAThI
monotepanuu BBUI (0,4 r/kr/cyt. B Teuenue 5 qHeil) u komOuHUpoBaHHOU Tepanuu (BBUI 0,
4 r/kr/cyT. B TeueHHe 5 THEeH + MeTHIPEIHU30I0H 8 MI/KI/CYT.) — 3HAUUTEIbHOM pa3HULIbI
BbIsIBJIEHO He ObuTo (Van Koningsveld R. et al., 2004).

Bo3moxxHO BBeIeHHE TOH K€ KypCcOBOI J103bI U 10 ObICTpoii cxeme: 1 I/Kr Macchl TeJia B
2 BBe/leHUS HA MPOTsKeHUHU 2 THel. [[anHas cxema MOXKeT MoeiCTBOBATh 0oJiee OBICTPO, HO
BbI3BaTh M0OOYHBIE (P PeKThI (HauaIbHYIO 03y C YUYETOM PUCKa aHA(HUIaKCUH HE
pekoMenayercs nogaumarth Boitie 0,2 r/kr) (Marc P. DiFazio et al., 2012).

[ToGounbIe 3(pPeKTHI IPH Tepany UMMYHOTJIOOYTMHOM AOCTATOYHO PEIKH U BKJIIOYAIOT
TOJIOBHYIO 00JIb, aHAQHMIIAKTUIECKHE PEaKIIuH, HapyIIeHHEe PUTMA JIbIXaHHsI, CHHAPOM
JT00pPOKauECTBEHHOW BHYTPUUYEPEITHON TUIIEPTEH3UU, ACENTHUECKUNA MEHUHTUT U OCTPYIO
MOYCYHYIO HEJOCTATOYHOCTD Y MAlMEHTOB ¢ HATMYUEM KOoMOopOuHoro goHa. Puck
aHa(UITAKCHH NPU BHYTPUBEHHOM BBEJICHUY UMMYHOTJIO0YJIMHA TIOBBIIIACTCS Yy OOJBHBIX C

HEJ0CTaTOYHOCTHIO KMMYHOIJIOOYIHHA A.



[TanimenTtoB, nepenecmux CI'b, HeoOx0aMO HHGOPMHUPOBATH O HEOOXOAUMOCTH
COOJII0ICHHS] OXPAHUTEIIBHOTO PEeXUMa B T€UCHUE HE MeHee 6—12 MecsIIeB Mociie OKOHYaHUs
3abosieBanus. HepomycTuMel pusnyeckue neperpy3ku, nepeoxiiakaeHue, n30bITouHas
MHCOJISILUS, TIpUeM alkorofs. Takke B 3TOT NEpUOJ CIeIyeT BO3JIEPKUBATHCA OT MPOBEICHUS
BakuuHanuu (ITenexosa O.J1., 2012).

[Tporuo3 mpu NOMMPaTUKyIOHEBPUTE CUUTACTCS OJIArONPUSTHBIM, OJTHAKO 10
COBPEMEHHBIM JaHHBIM, OK0J0 5% 601bpHbIX ymMuparot, 10-23% HyX1at0Tcsl B UCKYCCTBEHHOU
BEeHTHISAHH JerkuX, 10—15% 6onbHbBIX ocTaroTcs TsokeasiMu maBaauaamu (I'ysesa B.1., 2009).

OcTtpas ceHCOpHasi OJIMHEBPONATHSA

KitoueBoe 3HaueHUE B JICUCHUH JTAHHOW MATOJIOTUN UMEET paHHEee Havdallo JiedeHus. B
Ka4eCcTBE MMMYHOTEPAIIH UCIOIB3YIOT KOPTUKOCTEPOU B! (IpeaHn3010H 1-1,5 Mr/kr/cyT.)
BHYTPB €XKETHEBHO B TeueHUE 2—4 HEeAeNb C MOCIEIYIOIIUM CHUKEHHEM JJO3bI U IEPEX0I0M Ha
pueM 4yepes JeHb. Mmu MeTUnmpeIHu30I0H B 103€ | T' B/B KanensHO B T€YCHHE 5 THEH C
MOCIICAYIONIUM CHIDKEHUEM JIO3BI M 3aMEHOU Ha TPEIHU30JIOH BHYTPh. BO3MOXHO coueTaHue
KOPTHKOCTEPOUIOB C BHYTPHBEHHBIM BBEJICHHEM HMMYHOTJIOOYJIMHA WM ¢ T1azMadepe3om

(Tenexosa O.J1., 2012; JIesun O.C., 2005).

1.12. TlpopunakTuka.

He paspaborana. Tem He MmeHee, neueHune nHbekImii, Bpi3BaHHbIX Campylobacterjejuni,
MOKET paccMaTpHUBaThCcsl B KadecTBe Mepbl NpoduiakTuku cuHipoma [uiteHa-bappe (kak
KJ1accu4eckoil popmMbl 00JIE3HU, TaK U €€ aKCOHAIBHBIX M UHBIX MoxTHIIOB) .

[Tanmentam c cuHzapomoMm ['mitena-bappe pexkomeHnnmyercs wu30erartb BaKIMHAIMK B
TedeHue 1 rojma oT Havana 3a0ojieBaHUS, MOCKOJIBKY OHM MOTYT MPOBOIMPOBATH PELMIUB
Oone3nu. B panmpHeieM NpoBOAST UMMYHU3ALMM, €CIH JUISL 3TOIO €CTh COOTBETCTBYIOLIME
nokasanus. [Ipu passutum cunzapoma ['mitena-bappe B Teuenue nepuoga 10 6 MecsleB Mocie
OpOBEIEHUS  Kakoi-muM0o  BaKIMHALMM, TAlUMEeHTy  LeJIecO00pa3HO  pEeKOMEH]0BATh

BO3JICPKUBATHCS OT TI0I00HOM BaKIIMHAIIUM B z[anLHeﬁmeM3.

1.13. Ucxoapl 4 MPOrHoO3

B mpouuiom cunnpom ['mifena-bappe sBisuUicS JAUAEPOM MO YacTH HEOIArOMPHUTSHBIX
MCXOJIOB U MHBAIHMIHOCTH Cpelr HEeHpOuH(EKIU, YCTynas TOIbKO OCTPOMY SMUIEMUIECKOMY
MTOJIMOMHUEIINTY.

B mHacrosimee Bpemst y OOJIBIIMHCTBA TMAalNMEHTOB ¢ cuHApomoM [mitena-bappe

OTMCHYACTCA CIIOHTAHHOC BBI3AOPOBJICHUC (Ha (pOHC HpOBO,[[HMOﬁ TepaHI/II/I), XOTda OO0 YCTBCPTHU



OOJILHBIX MOTYT HYX/IAaThCSl B IPOBEICHUH UBJL.

CpenHsist IpOIOJIKUTENBHOCTD CTaJAUH IIPOrPECCUPOBAHUS OOJIE3HU COCTABIISIET OKOJIO 4
HeZlelb, a CTaJuHd COXPAaHEHMs] CTOMKOM CHUMITOMAaTHKA — OKOJIO 2 HeJelb. AKTHBHOE
BOCCTaHOBJIEHHE YTPAYEHHBIX HEBPOJIOTHYECKUX (DYHKIMHA MPOJIOJHKAETCS B T€UECHHE PUMEPHO
1,5 MecsIeB; B HaIbHEIIEM TeMITbl BOCCTAHOBJICHHS CYIIECTBEHHO CHIDKAIOTCA .

HeBponoruueckue HapylleHMs, COXPaHSAIOIIMECS 110 3aBEPLUIEHHMH OCTPOro IEpHuoja
00JIe3HH, BIOCIEACTBUU OTMeHaroTcs y 7-22% nereit (y B3pocnbix namueHtoB — B 20-30%
cnyqaeB)3.

Penunus/penyinBel 3a0oseBaHus (XpoHHuecKas BOCHAJINTENbHAS
JIEMUETUHU3UPYIOLIAsAIONMHEeHporaTus) otMevatores y 5-10% nanuentos’ . JletaapHOCTD npu
cugapome I'miiena-bappe moxer nocrurarb 10%, XOTS yallle perucTpupyercs Ha YpPOBHE 2-
5%2++,

[IpenukTopamu HEOIAronpHATHOTO MPOrHO3a WM JIOJTOCPOYHOM WMHBAIMIHOCTH IpPU
cuaapome ['mifeHa-bappe ciyxar cienyoomue ¢GakTopbl: OBICTPOE TMPOTPECCHPOBAHUE U
TSOKECTh  OOJIE3HW; TPH3HAKM  aKCOHAJNBHBIX TOTEPh TPU  BJIEKTPOMHUOTpaHUUecKOM
uccinenoBanuy; mnorpedbHocts B MBJI >1 wMecsdna; oTCyTCTBUE MOTOPHOW — peaKlMu;
HECIIOCOOHOCTH K X0Ab0e K 14-My THIO Gone3uu .

IIpn oCTpoii MOTOPHO-CEHCOPHOM aKCOHAJIBHOM HEHWpOomaTHMM y JeTed OTMedaeTcs
BbIpaKCHHAs] aKCOHAJIbHAS JeTE€HEepallls C MEPBUYHBIM MOPAXKEHUEM AKCOHOB JBUTATEIbHBIX U
YyBCTBUTEJIbHBIX HEPBOB. BIIOCIENCTBUM OXMIAeTCd IMO3HEE W HENOJHOE BOCCTAaHOBIICHHE
HApyLICHHbIX HEBPOJIOTUYECKUX (YHKIMH (IO CpaBHEHHMIO € OCTPOH BOCHAIUTEIbHOMN
z[eMI/IenHHH3HpyfomeﬁnonHHeﬁponaTHeﬁ)2+.

IIpn ocTpoli MOTOPHO-aKCOHAIILHOMHEHWPONATUMBBI3JOPOBICHUE MOXET HACTylaTh
CPaBHUTENBHO OBICTPO, XOTS Yy MAallMEHTOB C BBIPAKEHHON AaKCOHANBbHOM JereHepanueil OHO
HEPEIKO 3aTAruBacTCs

B yactu cnydaeB y manMeHTOB C OCTPOM MaHAMCABTOHOMHOMHEHPONATUEH OTMEYAETCA
BHHe(baJIOHaTI/ISI3. Jlns aToro BapuaHnTta cuHapoMa I nileHa-bappe XapakTepeH BBICOKHMH YPOBEHb
JeTaNbHOCTH (BCIEACTBUE TOPAXKEHUS CEpPACYHO-COCYTUCTON CHUCTEMBI M KapAHOAPUTMU).
BoccranoBnenyne HEBpOIOTHYECKUX (QYHKIUI TPOUCXOANUT MEUIEHHO U HE TOJHOCTBIO".

[Ipu cunapome Musnepa-®duiepa NpOUCXOINUT MOCTENEHHOE MOJHOE WM ITOYTH TOJIHOE
BOCCTAHOBJICHHE HEBPOJIOTMYECKUX (YyHKUIMH (OpUM MHUHMMAJIbHOM  HEBPOJIOTMYECKOM
nedummre)’,

IIporuo3 npu ctBosioBoM >HIE(anuTe bukepcradpda 06LIqu6naroanﬂTeH2+'

[Ipu CI'b HE0OX0aMMO HAaXOXXJICHHE B CTAIlIOHApe HEOOXOIMMO HE MeHee | mecsia B

CBA3U C TEM, UYTO HMCHHO B TCYCHHEC 3TOIr0 BPpEMCHHN BO3MOKHO HAapaCTaHHC HeBpOHOFquCKOﬁ



CHMIITOMAaTUKH M CYIIECTBYET BEPOSTHOCTH MEpeBOja peOCHKa B OTACICHHE pEaHWMAlMH U
MHTeHCUBHOW Tepanuu it VIBJI. B nanpHeleM BO3MOKHO MPOBEICHUE JICUCHUS B YCIOBHUAX
JTHEBHOTO cTalnuoHapa win amOynatopHo. [lociie BBIMUCKM W3 cTalMoHapa HaOMIOJIeHHUE 3a
netrbmu, nepeHeciuMu CI'b 1omKeH oCyIecTBIsATh HEBPOJIOT TI0 MECTY KHUTEIbCTBA B TCUCHUE

1 rona.
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