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KJIUHUYECKUE PEKOMEHJIAIIAU 1O OKA3AHUIO MEJIUIIMHCKOM
MOMOIIA JETAM C CHHIPOM T'HAEHA-BAPPE
JlaHHblE KIMHUYECKHE DPEKOMEHJAIMU PAacCMOTPEHbl M YTBEPXKICHBI Ha 3acelaHuu
Hcnonkoma mpodeccnoHalibHOM acconnanuu JneTckux Bpauedd Coro3a memuatpoB Poccum Ha
XVII Cwe3ne nenuatpoB Poccun «AkryansHbie po0ieMsl neauatpun» 15 despanst 2013r.

METOAO0JIOI'UA

Mertoabl, HCIIOIb3YyeMble 1A COOpa/ceJIeKIHH 10KA3aTeJIbCTB: [TOMCK B JIEKTPOHHBIX
0a3ax JNaHHBIX.

Onucanue MeTOA0B, MHCHOJB30BAHHBIX /ISl OLEHKH KadecTBa M  CHJIbI
J0KA3aTeJbCTB. JI0Ka3aTeNbHON 0a30i /U1 peKOMEHJAIM SBISIOTCS MyOJMKAIlNK, BOILIEAIINE
B KoxpeitHoBckyro Oubnuorteky, 6a3el nanueix EMBASE, MEDLINE u PubMed. I'nyouna
IIOMCKA COCTaBJIsLIA 5 JIET.

Metoabl, HCIIOIb30BAHHbIE JJIsl OLCHKH KAa4eCTBAa U CHJIBI J0KA3aTeIbCTB

e KoHCeHCcyC 3KCnepToB;

e OreHka 3HAYMMOCTH B COOTBETCTBUM C PEHTHHIOBOM CXeMOil (cXxema Mpuiaraercs).

Tadauua 1
PeliTuHroBas cxema JJisl OlleHKH CHJIbI PEKOMEeH 1AM i
YpoBHH Onucanue
JIOKA3aTeIbCTB
1++ Meta-ananussl BBICOKOTO Ka4yecTBa, CHUCTEeMaTH4YeCKue 0030p5I

PaHAOMU3HPOBAHHBIX KOHTpoiupyembix uccienoBanuii (PKU), miu PKU ¢
OYEHb HU3KMM PHCKOM CHCTEMATUYECKUX OHIMOOK.

1+ KauecTBeHHO NpOBEIECHHBIE MeTa-aHaIM3bl, cucrtemarmyeckue, wim PKU c
HU3KUM PUCKOM CHCTEMaTHYECKUX OIHUOOK.

1- Mera-ananu3bl, cucrematuyeckue, wim PKHWM ¢ BblcOKMM  puCKOM
CHCTEMATUYECKHUX OIIHOOK.

2++ BricokokauecTBEHHBIE CHCTEMAaTHYEeCKUE O0030pbl HWCCIIEIOBAHHUM CiTy4aii-

KOHTPOJb WJIM KOTOPTHBIX HMCCIEN0BaHUN. BbICOKOKauecTBEHHbIE 0030pHI
WCCIIEIOBAHUI CIIy4al-KOHTPOJb WM KOTOPTHBIX HCCIEIOBAHUN C OYEHb
HU3KUM PUCKOM 3(P(PEKTOB CMEUIMBAHUSA WM CHCTEMAaTHYECKHUX OIIUOOK U
CpeHEN BEPOSTHOCTHIO IPUYNHHON B3aHMOCBSI3H.

2+ XOopolIo MpOBEACHHBbIE MCCIECAOBAaHUS CIy4ail-KOHTPOJIb WU KOTOPTHBIE
HCCJICIOBAHUS CO CPEOIHUM pPUCKOM O(PPEKTOB CMEMIMBAHUS  WIH
CUCTEeMATUYECKUX  OMMOOK ¥  CpPeAHEeW BEpPOATHOCTHIO  MPUIHMHHON
B3aHMMOCBSI3H.

2- HccenenoBanus Ciry4ail-kOHTPOJIb WM KOTOPTHBIE MCCIIEIOBAHMS C BBICOKMM
pucKkoM 3¢ (HEKTOB CMENIMBAHUS WM CUCTEMAaTHYECKUX OHIMOOK M CcpeaHei
BEPOSITHOCTHIO MPUYMHHON B3aNMOCBSI3H.

3 He anamutuueckue wuccienoBaHusi (HampuMep: OMHCAHMS CIy4aeB, Cepuid
CITy4aeB).
4 MHeHMe 5KCIEPTOB.

MeToabl, HCIIOJIb30BAHHBIE VISl AHAJIN3A I0KA3aTeJIbLCTB
e  O030pbI ONMYOTMKOBAHHBIX META-aHAIH30B,;

e (Cucremarnueckue 0030pbI ¢ TAOIHUIIAMU JOKA3aTEIbCTB.




Onucanue MeTOA0B, MCNIOJb30BAHHBIX VISl AHAIN3A 10KA3aTeIbCTB

I[Ipu otbope mnyOnuMKamuii, Kak MOTEHIMAIBHBIX HCTOYHHKOB JIOKA3aTEIIbCTB,
WCIIOJIb30BaHHAS B KAXKJIOM MCCIICOBAHUU METOIOJIOTHS U3Y4aeTCs JJIsI TOTO, YTOOBI yOeIUThCS
B €€ BaJUMJHOCTH. Pe3ynpTaT M3yueHUs BIUSET Ha YPOBEHb J0KAa3aTeIbCTB, MPUCBAaUBAEMBbIN
nyOJMKAIMK, YTO B CBOIO OUEPE/Ib, BIUSET HA CHILY PEKOMEHIAIUA.

JUis MUHMMM3AIMHM TOTEHIHAIBHBIX OIIMOOK Ka)X/JI0€ HCCIEJOBaHHE OlLEHUBAIOCh
He3aBUCcUMO. JItoOble paznuuusi B OLIEHKaX OOCYXIalIUCh BCEH TPYIION aBTOPOB B IOJIHOM
cocrase. [Ipy HEeBO3MOXKHOCTH JOCTH>KEHHSI KOHCEHCYCA MPUBJIEKAIICS HE3aBUCUMBbIN HKCIIEPT.

Tadauubl 10Ka3aTEJIBCTB: 3a0JHIMCh ABTOPAMU KJIMHUYECKUX PEKOMEHAALUI.

MeTtoabl, HCHOJb30BAHHBIE A (OpPMYJMPOBAHMS PEKOMEHJANMA. KOHCEHCYC
AKCIIEPTOB.

Tadoauma 2
PeiiTuHroBasi cxeMa JJisi OUEHKHU CHJIbI PeKOMEeHIalui

Cuna Onucanue
A I[To wmeHbmelr Mepe, OJIMH MeETa-aHAW3, CHCTEMaTHYeckuii o03op, wmm PKMU,

OLICHEHHbIE, KakK 1++, HanpsMyl0 @OpPUMEHHMMbIE K LEJIEBOM MNONyIsuuud U
JEMOHCTPUPYIOIINAE YCTONYUBOCTD PE3YIbTaTOB

WU

I'pynmna nokazaTenbeTB, BKIIOUYAIOLIAs pe3ysIbTaThl UCCIENOBAaHUM, OLEHEHHBIE Kak 1+,
HalpsIMyl0 [PUMEHHMbIE K LEJIEBOW MNOMYISIIMM WU JEMOHCTPUPYIOIIHME OOIIYIO
YCTOMYMBOCTb PE3YyJIbTATOB.

B ['pynna mokaszaTenbCTB, BKJIIOYAIONIAs PE3yJbTaThl MCCIEAOBAHUM, OICHEHHBIE, KaK
2++, HANpPSIMYIO TMPUMEHUMBIE K IEJI€BOM MOMYJISAIUN U JAEMOHCTPUPYIOIIKE OOIIYyIO
YCTOMYHUBOCTH PE3YIHTAaTOB

W

DKCTparnoJuPOBAaHHBIC TOKA3aTEIbCTBA M3 UCCIICIOBAHMM, OIEHEHHBIX, KaK 1++ umu 1+,

C ['pynna noka3aTenbCTB, BKIKOYAIOLIAs Pe3yIbTaThl UCCIEAOBAHMI, OIIEHEHHBIE, KaK 2+,
HampsiIMyl0 TMPUMEHHMBIE K IEJCBOM TOMYJSIIUM W JEMOHCTPUPYIONTHE OOIIyIO
YCTOMYUBOCTD PE3yJIbTaTOB

1581051

DKCTpanoJupoBaHHbIE JOKA3aTebCTBA U3 UCCIEIOBAHMI, OLICHEHHBIX KaK 2++.

D Jloka3zaTenbcTBa ypoBHS 3 Wi 4;
WK
DKCTpanoJMpPOBaHHBIC TOKA3aTEIbCTBA U3 HCCIICIOBAHUH, OICHEHHBIX, KaK 2+.

HNuauxartopsl nodpokadectBenHoii npakTuku (Good Practice Points — GPPs)

Pexomenayemass poOpokadecTBEeHHAsl MpakTHKa Oa3upyeTrcs Ha KIMHHUYECKOM OIBITE
aBTOPOB pa3pabOTaHHBIX PEKOMEHIAIIHIA.

IKOHOMMYECKHM aHAJIU3

AHanmM3 CTOMMOCTH HE TPOBOAWICA U TyOMUKaruu 10 (papMaKkOdIKOHOMHUKE HE
AQHAIU3UPOBAIHCH.

MeToa BajiuaM3aluu peKOMeHalui

e Bxennss skcnepTHas OllEHKa.

e BuyTpeHHss SKCTIepTHAs OLIEHKA.

Onucanue MeTO1a BAJIMIN3ANMU PEKOMeH A

Hacrosmue pexkomeHaanuu B TNpeABApUTEIbHOW BepcUHM ObUIM  PELiEH3MpPOBaHbI
HE3aBUCHMBIMH JKCIIEpTaMH, KOTOPBIX TPEXAE BCEro IMOMPOCUIN NPOKOMMEHTHPOBATS,
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HACKOJIBKO JIOCTYNHA Ui TMOHMMAaHMsI WHTEpHpeTalus J10Ka3aTeiabCTB, JeKallash B OCHOBE
PEKOMEHJALIH.

Ot Bpaueil MepBUYHOIO 3BEHA (HEBPOJIOTOB) MOJYYEHbl KOMMEHTAPUU B OTHOILICHUU
JOXOJYMBOCTH U3JIOKEHUS JAaHHBIX PEKOMEHIAlMK, a TakkKe WX OICHKAa BaXXHOCTH
npeJiaraéMbIX peKOMEHJAlNN, KaK HHCTPYMEHTA MTOBCEIHEBHOM MPAKTUKH.

Bce koMMeHTapuu, MOJlyd€HHBIE OT DKCHEPTOB, TIIATEIBHO CHUCTEMATHU3HPOBAIUCH U
oOcyxxganuch wieHaMu pabodeid rpynnbl (aBropamu pexomenjanuii). Kaxaplii myHKT
oOcyxancs B OTAEIbHOCTH.

KoHcynbTanus u 3kcnepTHas OLeHKa

[IpoekT pexoMeHanMii OBUT PELEH3UPOBAH HE3aBHCUMBIMU JKCIEPTaMH, KOTOPBIX
IpeX/e BCEro MONPOCHIN MPOKOMMEHTHPOBATH JOXOAYMBOCTH M TOYHOCTH HHTEPHpETALUU
JI0Ka3aTeIbHOM 0a3bl, JIeXxalieil B OCHOBE pEKOMEHJAIUH.

PaGouas rpynna

Jlis OKOHYATeNbHOW peNaKIMM U KOHTPOJS KadecTBa PEKOMEHAAIMU OBLIU MOBTOPHO
MPOaHAIU3UPOBAHBl YWIEHAMU pa0oueill TPYMIbI, KOTOPbIE MPUILIM K 3aKIIOUYEHUIO, YTO BCE
3aMe4yaHus ¥ KOMMEHTapUU SKCIIEPTOB MPUHATH BO BHUMAHHE, PUCK CHUCTEMATHYECKUX OIIHOOK
npu pa3zpaboTKe peKOMEHAINI CBeJIeH K MUHUMYMY.

OcHOBHBbIE peKOMEHIAlNU

Cuna pexomenmanuii (A-D), ypoBus mokasarensctB (1++, 1+,1-, 2++, 2+, 2-, 3, 4) u
WHIMKATOPBI J00pOKadecTBeHHOW mpakTuku — good practice points (GPPS) npuBoastcs npu
U3JI0KEHNHU TEKCTa PEKOMEH AN,

OIMPEJIEJIEHUE

Cunagpom  TI'mifena-Bappe  (Guillain-Barré  syndrome) —  octpoe,  ObicTpo
nporpeccupyloliee ayToMMMYHHOE TOpaXeHHe mepudeprueckoil HEpBHON  CHCTEMBI,
OposIBIIAIONIeeCs B BUJE MapecTe3Md KOHEYHOCTEH, MBIIIEYHON ¢1a00CTH W/WIM  BSUIBIX
napanuueit (MoHo(a3Hass UMMYHHO-OTIOCPEIOBaHHAs HEWPONaTHsI).

Cunonumsl cunapoma ['miteHa-bappe: ocTpas BocmanuTenbHas AEMHUETUHU3UPYIOLIAS
NOJMHEWPONaTHs, OCTpas WIAHONMATHYEeCKas MOJMHEHWponaTHs, WH()EKINOHHBIA TOJIMHEBPHUT
(moNMHEHPOAaTHsI), OCTPBIA MOIUPATUKYITUT, cuHapoM ['uiteHa-bappe-1lItpoxns (Guillain-Barré-
Strohl syndrome), cunapom Jlauapu-I'uiiena-bappe (Landry-Guillain-Barré syndrome),
cunzapom Jlauapu-I'uitena-bappe-Iltpons (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 — Cunnpowm I'nitena-bappe

IMMUIAEMHNOJO0TI'UA

Cunapom ['mitena-bappe — peakuil BUJ OCTpPOH JAEMHUEIMHU3UPYIOIIEH MaTOJOTHUH,
BcTpeuarouieiics ¢ yacrorou 1-1,9 ciayqas va 100 TeIcs4 HaceneHus.

Ha nomo akcoHanbHBIX BapHaHTOB cuHApoma [milena-bappe (octpas MoTopHO-
akcoHasbHas Helponaruss - OMAH, ocTpas MOTOpHO-CEHCOpHasl aKCOHalbHas HeWpomarus -
OMCAH) B ctpanax 3anana npuxoasrcs 3-5%, a B Asuu u Jlatunckoit Amepuke — 30-50%.



Oxkono 5% ot Bcex cinyuyaeB cunapoMma ['miieHa-bappe cocrasisser cunapoM Muiepa-
Oumepa. Ilo apyrum maHHBIM, paclpOCTPaHEHHOCTh cHHApoMma Mumnepa-®Oumepa — 1,9
ciaydyaeB Ha 1000000 HaceneHus, YTO IPUMEPHO COOTBETCTBYET PaclpOCTPAHEHHOCTU OCTPOMU
MOTOPHO-AKCOHAJIBHOM M OCTPOH MOTOPHO-CEHCOPHOM aKCOHAJIbHOW HEMPOIIaTHH.

OcTpass maHaBTOHOMHAsl JU3aBTOHOMUSI — CaMblil pekuil BapuaHT cuHapoma ['uilena-
bappe, ee pacipoCTpaHEHHOCTb B HACTOSIILIEE BPEMsI HE N3Y4EHA.

JIaHHBIX O PaclIpOCTPaHEHHOCTH CTBOJIOBOrO sHuedanura bukepcradpda B poctynHon
JUTEpaAType TAKKE HE IPEICTABIICHO.

ITUOITATOI'EHE3

Otnonoruyeckue ¢axtopsl cuHapoMa [ 'uiteHa-bappe oxoHUYaTeIbHO HE W3Y4YEHBI, YTO
IIO3BOJIIET MMEHOBATh OOJE3Hb MIMONATUYECKOW mojuHeponaruei. VMeroTcs OCHOBaHUS
paccmaTpuBaTh LENbIA  psii MATOT€HHBIX MHUKPOOPraHM3MOB B KAayeCTBE 3THUOJIOTMUYECKU
3HAYMMBIX, IOCKOJbKY HH(QULUMpPOBAHME UMM 3a4dacTyio (B 66% ciaydaeB) NpealIecTBYeT
pasBuTHIO cuHApoMa ['mitena-bappe. B ux uncie ¢purypupyroT ciaenyroonme: HUTOMEraJOBUPYC
(IMB), Bupyc Epstein-Barr, Haemophilus influenzae tun b, Mycoplasma pneumoniae,
Campylobacter jejuni u MmHOTHE apyrie BO30yIuTe M HHOEKIIMOHHBIX OOJIE3HEH U MPOIECCOB.

IIpu srom Campylobacter jejuni sBasieTcs NTPUYMHHO-3HAYUMBIM HHOEKIIHOHHBIM
areHTOM Yy TpeTH MAalMeHTOB, a MOJEKYyJsipHass MUMUKpUS MEXKIy TaHIVIMO3uJaMu |
munocaxapuaaMu (3rmuTonsl Gmi, Gmin, Gpia, Goin, GalNAC-Gpia) maHHOrO MHKpOOpraHH3Ma
CIOCOOCTBYET BBIPAOOTKE AHTUIAHIVIMO3UHBIX aHTUTEN. BBICOKHE TUTPBl aHTUTAHTIIMO3UHBIX
anturen kiaccoB IgM, 1gG u IgA, BcTynaromue B peakiiny ¢ SMUTONAaMHU aKCOIIa3MaTHIeCKOTo
oTJeNla aKCOHOB M MHEIMHOBOW 000JIOUKM, OOHapyXMBaIOTCS B CBHIBOPOTKE KpoBu y 40%
OonpHBIX ¢ cunapomoM [ 'mitena-bappe.

He wuckmrodaercst »THONOTMYECKas poJib HEKOTOPBIX BUAOB MPO(UIAKTHYECKON
UMMYHHU3aIMK  (TIPOTUBOINOJIMOMUEIUTHOM, aHTHPAOUYECKOMH, OPOTUBOAU(TEPUIHHOIM,
MPOTUBOTPUIIIO3HON M [JIp.) B pa3BUTHM cuHJpoMa [uiieHa-bappe. Puck pazutust Goneznu
nociue npotusBorpunno3noil BakuuHanuu (HIN1) cocraBnser nopsinka 1-2 cinydast Ha | MUIUTHOH
MPUBUTHIX.

B Xone reHernyeckux HCCIIEIOBaHUI BBISIBIEHA CBA3b MexIy aHTureHamu HLA-54,
HLA-CW1, HLA-DQB*3 wu cungpomom [I'mitena-bappe. OOHapyXeHa IOJIOKUTEIbHAS
KOppeIsLMA MEXIY OCTPOM BOCHAIUTEIBHOW NEMHUEIMHU3UPYIOIIEH IOJMHEUpONnaTuen Hu
aienem  DQBI1*0603 ¢ yHUKaldbHBIM SHHUTONOM DQﬁEDYO'n, a TaKKe OTpULATENIbHAS

koppemsiimn — ¢ amutensmu - AQB1*0503, DQB1*0601, DQBI1*0602 u DQB1*0603,

XapaKTEepU3yEMbIMHU TUTOIIOM RDP>>

. Cumraercs, uto kinacc HLA saBnsercs omnpenenstomum
IpU pa3IMuHBIX BapuaHTax cuHApoma [wuitena-bappe, a cama 0o0ne3Hp mHpeACTaBIAET
KOMIUIEKCHOE€ T€HETHYECKOe HapylIeHHWe, Ha HCXO0Jl KOTOpPOrO0 OKAa3bIBAIOT BIIMSHUE
reHeTuyeckue GakTopbl U OKPYKEHHE.

K.H. Chang u coaBt. (2012) omucanu 256 reHoB M 18 TeHHBIX ceTel, TOCTOBEPHO
aCCOILIMMPOBAHHBIX ¢ cuHApoMoM ['miteHa-bappe; cpenn Hux HauOojee 4YacThIMH Te€HAMU
okazayuces FOS, PTGS2, HMGB2 u MMP9.

bonesHp BBI3BIBAETCS AaHOMAJIBHBIM  T-KJIETOYHBIM OTBETOM, HWHAYLIMPOBAaHHBIM
UHQEKIMOHHBIM TpoleccoM. Bo3HukaeT BocnanuTenbHass HeHpomaTtuss ¢ THepeKpecTHOM

PCAKTUBHOCTHEIO MCXKIAY AHTHUTCIaMU K I/IH(beKI_[I/IOHHBIM arcirTaM H aHTUTEJIaMHU K



HEHpOAHTUT€HaM, TOCKOJIbKY JIMIIOOIMIOCaXapu/bl B KIETOUHON CTEHKE OaKkTepuil HAIOMHHAIOT
TaHTJIMO3U/Ibl, 3 AHTUTAHTIIMO3HUIHBIC aHTUTeNa POPMUPYIOTCS B OTBET OCTPhIE MH(EKINH.

Takum oOpasom, cunzpom ['miteHa-bappe paccmarpuBaercs, Kak HpHOOpETEHHAs
MMMYHHO-OIIOCPEJIOBaHHAsl HEHPOIIaTUsl, pa3BUBAIOIIAsCS BCIEACTBHE a0EppPaHTHON MMMYHHOM
peaknmuyu Ha MPEIIIeCTBYIONIEe HWMMYHOAKTUBHPYIOIIEe COOBbITHE (TIepeHeceHHue BHUPYCHOU
UHQEeKIUY, BakuuHauus M T.4.). VMMyHomarojormueckue peakuud IHpPUBOAAT K
ayTOMMMYHHOMY IIOBPEKJIEHUIO TKAHEH, aCCOLMUPOBAHHOMY C MEXaHU3MaMHU MOJIEKYJISPHOU
MUMUKPHUH, Y4aCTUEM CYNIEPAaHTUI€HOB M CTUMYJIALIUEN [IUTOKUHOB.

Oonapyxenne JIHK Campylobacter jejuni B MHETOMOHOIMTAPHBIX KJIETKAX IMO3BOJISIET
IpeIoiaraTh peAcTaBIeHUe HEHPUTONEHHBIX aHTUT€HOB T-KkieTkam komiuiekcom HLA kiacca
Il.

HauanbHbIM 3TanioM B MMMYyHONATOTreHe3¢e OOJIE3HH SBISETCS MPE/ICTaBICHUE aHTUTEHA
HauBHBIM T-KJI€TKaM C HX MOCIHEAYIIIEW aKTHBaUWeH, LHUPKYISIUEd II0 KPOBOTOKY M
IPUBSA3BIBAHUEM K BEHYJISPHOMY OSHAOTENUIO0 nepudeprueckux HepBoB. 3aTeM T-KIeTKH
nepecekaroT remMarosHuedanuyeckuii Oapbep, MUTPUPYIOT uepe3 SHAOTENUAIbHBIA CIOH B
NEPUBACKYJISIPHYIO 00JIACTh M HAIPABISIOTCS B SHIAOHEBPUH, 3a1€HCTBYS MEXaHU3Mbl MOJIEKYJI
aare3uu (CEJIEKTUHBI, JIGHKOLUTApHbIE HHTETPUHBI U UX KOHTPAPELENTOPhl). 3aKIF0UNTEIbHBIM
JTAnoM B IaroreHese cunapoma ['uiiena-bappe sBisercsa BxoxaeHue T-KIETOK U ayTOAHTUTEN B
SH/IOHEBPUI BMecTe ¢ Makpodaramu, ri€ IOpU IOMOIIM AaHTUTEIbHBIX U T-KJIETOUHBIX
MEXAHU3MOB UJCHTU(PUIMPYIOTCSI ayTOAHTUT€Hbl HA aKCOHAIbHBIX MJIM IIBAHHOBCKUX KJIETKaX.
OnwuceIBaeMbIi MPOLIECC MPUBOIUT K BEIPAXKEHHOMY TTOBPEXKICHUIO TKAaHEH, YeMy CIIOCOOCTBYET
aKUBHBIN (haronuTo3 KIETOK MOHOLUTAPHO-MaKpoQaralbHON JMHUN.

IIpu knaccuyeckoit ¢opme cunapoma ['niteHa-bappe (ocTpas BocmanuTenbHas
JeMUEIMHU3UPYIOLIas MOJUHEeHponaTHsi) MPOUCXOJUT MOpPakeHHE BOJIOKOH JIBUTaTElIbHBIX U
YyBCTBUTEJIbHBIX HEHPOHOB. IIpy 3TOM OCHOBHBIMH CTPYKTYpaMmH, IOJBEPrarOlIMMUCS
MaTOJIOTUYECKOMY BO3JEHUCTBUIO, SABIIAIOTCA IPEUMYLIECTBEHHO KOPHM MOTOHEHPOHOB U
CMEXHbIE€ IPOKCHUMAJIbHBIE CIUIETEHHUS. XapakTepeH (PEHOMEH BbIPaXEHHOW CEerMeHTapHOU
BOCMAJIUTENHHOM  JIEMHUEIIMHU3AIMN,  COMPOBOXKAAIONICHCS  odaroBoil u  auddy3Hon
uHpuibTpanueil T-muMOUIHBIME M MOHOLMTAPHO-MaKpogaraJbHbIMU KJIETKAMU Ha BCEX
YpOBHSX nepudepuyeckoil HEPBHOM cucCTeMbl. BocmamuTenbHble KIETKH aKKyMYIHPYHOTCS
BOKPYT MEJKHUX COCYAOB 3HIOHEBpUs/AMHHEBpHs. KoMIuieMeHT-onocpeoBaHHOE CBS3bIBAaHHE
AQHTUTEN C BMUTONAMH, PACHOJOKEHHBIX HA MOBEPXHOCTHOM MeMOpaHe IIBaHHOBCKHMX KIIETOK,
npemecTByeT T-KIeToOuHOW HHPUIBTPALIUH.

AKcoHasbHBIE BapuaHThl cuHIpoMa ['miteHa-bappe (ocTpas MOTOpHO-akCOHalIbHas U
MOTOPHO-CEHCOPHAsl HEWPOIIaTUH) XapaKTePU3YIOTCS OTCYTCTBUEM BBIPAXKEHHBIX MPHU3HAKOB
BOCIIAJICHUSI W HAJIMYMEM AKCOHAJIBHOM JEreHepald HEPBHBIX BOJOKOH. M3Menenus B [ITHC
IIPU ATUX BapuaHTax O00JE€3HU BTOPUUHBI IO OTHOILIEHUIO K JereHepanuu akcoHoB. [Ipu octpoii
MOTOPHO-aKCOHAJIbHOM HEWpONaTUU «MMMYHHOM aTake» IOJBEpPKEHBbI, B IEPBYID O4YEpElp,
nsuratenbHbie y3ibl PanBbe. OMAH u OMCAH accouunpoBaHbl ¢ aHTUTaHTIMO3UAHBIMU
anturenamu  (GM1/GD1a/GM1b/GalNAc-GD1a); mnpeamonaraercs, 4ro o0a aKCOHAIbHBIX
BapuaHTa CHHJpoMa ['miieHa-bBappe BBI3BIBAIOTCS AHTUTENBHO-ONOCPEJOBAHHON IEPBUYHOMN
aKCOHAJbHOM JereHepalMeld WM aHTUTEbHO-ONOCPEAOBAaHHONW HMHTMOMIMENH BOJBTAXK-
3aBUCUMBIX HATPUEBBIX KAHAJIOB.

Tounble MexaHM3Mbl MaToreHe3a cuHapoma Mmuiepa-duiiepa OKOHYATEILHO HE
U3y4eHbl, HO M3BECTHO, YTO O0O0JE€3Hb AaCCOLMUPOBAHAa C MOBBIIIEHHBIMU THUTPaMH
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AQHTHTaHTJIMO3UAHBIX aHTuTeNn (mpeumymiectBeHHo K GQILb), kak u CTBOJIOBO# »HIEDATHT
buxepcradda.

KJIACCUDPUKALIUA

Cunapom [I'mifena-bappe OTHOCAT Kak K uuCily HeWpouHpekuuil, Tak H K
NOCTUH(EKIIMOHHBIM COCTOSHUSIM.

B cpaBHUTEeNnbHO HeJaBHEM MPOILJIOM pPACCMATPUBAIUCH 2 KIMHUYECKUE (HOPMBI
cunapoma [‘mitena-bappe; peubp muia o0 OCTpOM HAUMOMATHYECKOW (GopMe W XPOHHUYECKOU
(peumauBupyromeii). [lpennonaranock, 4To Ha nepBylo (OCHOBHYIO) hopmy nmpuxonaarcs 10 95%
ciydaeB OOJIe3HH, a OCTaJbHBIE 5% — Ha XpOHWYECKYI0. B Hacrosiiee BpeMsi XpOHHYECKas
BOCHAJIUTENbHAS AeMUEIMHU3UpYomias noauneiponatus (XB/II1) paccmaTpuBaeTcsi B kKauecTBe
OTJIETHHOTO 3a00JIeBaHus (CM. COOTBETCTBYIOIIHMA pa3ze).

[Io coBpeMEHHBIM MPEICTABICHUSAM, BBIACIAIOT HE MeHee 6 pasHOBUIHOCTEH
(KTMHUYECKUX BapuaHTOB/MoATUNOB) cuHapoma ['uitena-bappe:

1) octpas BocmanuTenbHAs IEMHUEIMHU3HUPYIOIIAs TMOJUHeHponaTus (KiIaccuyeckas
dopma cunapoma 'uitena-bappe),

2) ocTpasi MOTOpPHO-CEHCOpHas akcoHanbHas HelponaTus (OMCAH),

3) octpas MOTOpHO-akcoHaIbHas Heliponatus (OMAH),

4) cunapom Muiepa-®@urepa (CM D),

5) octpas maHaBTOHOMHasi Heipomatusi (OCTpbI MaHABTOHOMHBIN cuHiapoM ['umilena-
bappe, octpast naH1u3aBTOHOMUS),

6) cTBoJI0BOI 3HIIehanuT bukepcradda (Bickerstaff),

7) GapuHro-1epBUKO-OpaxuanbHblii BapUaHT,

8) ocTpast kpaHUaIbHAs MTOTHMHEUPOMATHS.

CylecTByIOT TakK€ BapUaHTBl COYETaHMs CUHApoMa Mmiuepa-duiepa ¢ apyrumu
dopmamu cunapoma I'nitena-bappe (MFS/GBS overlap syndrome).

KIMHNYECKASA KAPTUHA

Ocmpas  6ocnanumenvhas —Oemuenrunusupyrowas noautetiponamus. KinHuueckue
MPOSIBIICHUS OOJIE3HU SIBIISIFOTCS MIPSMBIM CII€ACTBHEM HApYLIECHHUS CAIbTaTOPHOM MPOBOIMMOCTH
10 MHEJIMHU3UPOBAHHBIM BOJIOKHaM (BO3HUKAaeT OJIOK TpoBeaeHus ). [lepBble CHMIITOMBI
cugapoma ['miteHa-bappe waiie NOSBIAIOTCS NPU OTCYTCTBUM BBIPAKEHHOT'O ITOBBIIICHUS
temneparypbl. IlpakTudyecku Bo BcexX cllyyasx Hayaly 3a00JeBaHMS NPEALIECTBYIOT OCTphIE
pecriuparopHble MH(MEKUUH, MHOTJAa — TPaBMbl HJIM ONEPATUBHOE BMEIIATEIbCTBO, PEXKE —
HepeoxJIaXIeHue Ui npoduaakTuyeckas BakIMHALUA. B aHaMHe3e NpUMEpHO Yy JABYX TpeTei
MAIMEHTOB 3a 2 HEJENU 10 MOSIBICHUS MBIIIEUYHOM C1a00CTH OTMEYaeTcsl MepeHEeCeHHe MHU30/1a
OCTpOi pecnnupaTOpHON MH(MEKIINH UK TaCTPOIHTEPUTA.

Knaccuueckumu mposiBIeHUsIMU O0JIE3HU CUUTAIOTCS IPOTPECCUPYIONIUI (BOCXOSIIIMIA)
napajgdy MBI KOHEYHOCTEH M JbIXaTeNIbHOM MYCKYJIaTypbl, YTO COIPOBOXKIAETCS
paccTpoCTBaMM YYBCTBUTEIBHOCTH 110 IOJUHEMPONATHUYECKOMY THUIy; BIIOCIEACTBUU Y
NaIMEeHTOB BO3HUKAIOT BETE€TATUBHO-TPO(PUUECKUE HAPYIICHUSI.

XapakTepHO BHE3allHOE TOSBIEHHE HEBPOJOrMYECKOW CHUMMTOMATUKU: OoJeBOH
cuaapom (mo 80%) u mapecresun (20%); TUNUYHBI aTaKCHs, MApPE3bl M MAPATHYU YEPETTHBIX
HepBoB; mpuMmepHo y 30% nerelt perucTpupyroTcss HapymieHuss GYHKIUNA COUHKTEPOB.
[TopaxxeHne CcHMIATHYECKOW HEPBHOW CHUCTEMBI MPOSBISETCS PAa3IMYHBIMU BEre€TaTUBHBIMU
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HapylCHUsMU (TUIEPTEH3Ms, MOCTypajlbHas THUIOTEH3Us, Mpody3HOE MOTOOTAEIEHHE,
HapyLIEHUs TEPMOPETYIISALNHU U T.1.).

[Tapanuy apIXaTeIbHON MYCKYJIATypbl SIBISIETCS TUIWYHBIM U TSDKEIBIM OCJIOKHEHHEM
OCTpPOM BOCHAJIUTENBbHON JAEMUETMHU3UPYIOLIEH NOJuMHEHponaTuy, TPEOYIOLIUM IIPOBEICHUS
WBJI n/unu TpaxeoCcTOMHH.

HeBponoruveckuii nedpunur npu cuHapome [uniteHa-bappe sBisieTcss criencTBuem
MOPaXKCHMsI KOPEIIKOB CIIMHHOTO MO3Ta, CIIMHAIBHBIX U YEPEITHBIX HEPBHBIX CTBOJIOB.

B TeueHmm OoNle3HM TPHHATO BBIACHAT, 3 craguu (mepuoga): 1) mepuon
IIPOTrpecCUpOBaHMsl, 2) NEPUOJ] CTOMKON CUMIITOMATUKH, 3) MIEPUOJ BOCCTAHOBIICHMS.

Ocmpas MOMOpHO-CEHCOPHAsl aKCOHANbHAA Heuponamus. KiuHuYecKkue IposBICHUS
9TOro BapuaHTa cuHapoma [‘miieHa-bappe npakTUYECKM HEOTIIMYMMBI OT CUMIITOMOB OCTPOM
BOCHAJIUTEIBHOM JEMUESIMHU3UPYIOIIEH MOJMHEUpONaTUU (MbIIIEYHAst ¢I1a00CTh M CEHCOPHBIN
neduIuT), HO 3a00JIeBaHUE NPOTEKaeT OoJiee THKENO, a MPOTHO3 SBISIETCS ropasno Oolee
cepbe3HbIM (cM. «VICXO0/bI U IPOTHO3Y).

Ocmpasi MOMOPHO-AKCOHANbHAA Heliponamus. DTOT BapuaHT OOJE3HU MPEACTABISET
cO0OH YHCTO MOTOPHO-aKCOHAIbHYIO HEHpOMaTuio, MpHU KOTOPOW OTMEYaeTcs IOpa)kKeHue
IPEUMYLIECTBEHHO MPOKCUMAaJIbHON YacTH JBUTaTENIbHBIX HEHPOHOB (MbllIe4yHas ciaabocCTb,
OTCYTCTBHE CYXOXWIbHBIX peQIIeKCOB). Y YacTU NalMEHTOB B Ae0I0T€ OCTPOMl MOTOpHO-
AKCOHAJIbHOM HelpomaTuM OTMEYalTcs rumneprepmus (JIMXopaaka), TIeMOopparudecKuil
KOHBIOHKTUBUT, aCUMMETPUYHAsA MBIILIEYHAs cIa00CTh, a TAaKXkKE IJICOLUTO3 B CHMHHOMO3IOBOM
XKuUAKocTU. BenencrBrue nopaxeHusi OpraHoB JIbIXaHusi MHOTUM nanuentam tpedyercs UBJI. B
OTIIMYME OT OCTPOH MOTOPHO-CEHCOPHOM aKCOHAJIbHOM HEWpONATHUH, IPU OCTPOMl MOTOPHO-
aKCOHAJIbHON HeHpomaTHH OTCYTCTBYET CEHCOPHBIM AedUIUT M peako OBIBAIOT HapyIIEHBI
(YHKLMU YeperHbIX HEPBOB.

Cunopom Munnepa-@uwepa (kpanuanvuvlii  eapuanm cunopoma 1 uiiena-Bappe).
OTnu4UTeNbHBIMU Y€pTaMH 3TOTO BapHaHTa 0OJIE3HU SBISETCS HAJTUYMEe KIMHUYECKOW TpHaibl
B BUJE COUETaHUS HapyXHOW odTampMoruieruu (TJIaBHBIM NpPU3HAK) C aTakCHEeW MOXOAKH U
apedekcrell, oABIIAOIIEECs B Ipe/iesax NepBoi HeleIH Mocie Hayasa 3a001eBaHusl.

HaubGonee panHuMu cumnromamu cunapoma Munepa-@uiiepa ciiykaT AWUIIIONUS, a
TaKKe JBYXCTOpPOHHMM mape3 usuueBoro HepBa (y 50% mnaumentoB). Bcerpeuatores
napanuyu/mape3sl  JUIEBOro HepBa M OynbOapHble paccTpoiictBa.  Odranmbmoruierus
(BHyTpeHHs1s1) peructpupyetcs y 70-75% nereit ¢ cunapomom Muinepa-®uiepa.

Knununyeckas xkapTrHa 3TOro BapuaHTta cuHapoma ['uiieHa-bappe B HEKOTOPOI CTENEHH
HallOMUHaeT CTBOJOBOH oHuedamutr bukepcradpda. Ilo nmocTmxeHHH MaKCUMalbHOU
BBIPaXEHHOCTH, OMMCHIBAEMbIE CUMIITOMBI OOBIYHO COXPAHSIOTCS Ha MPOTSHDKEHUU 1-2 Henenb,
1ocjie 4ero OTMEYaeTcsl MOCTENEHHOE BOCCTAHOBJIEHHWE HEBPOJOTHYECKHX (PYHKUUN (OOBIYHO
OHO OBIBaCT TIOJHBIM WJIA TPAKTUYECKH MOJHBIM). M3BECTHBI CllydaW NPOrpECCUPOBAHUS
cugapoma Musiepa-dumepa 10 (opMHpoBaHUS AbIXaTE€IbHOW HEAOCTATOYHOCTU (TpHU
curapome MFS/GBS overlap).

Ocmpas nanouzasmoHomMHas Heuponamus (Ocmpulil NAHABMOHOMHBLU cuHOpom T utiena-
bappe, ocmpas nanousaemonomus). HacTeiMu cUMITOMaMU OOJIE3HU SBISIOTCS HapyIIEHUS
MOTOOT/EJICHUS, OTCYTCTBUE cie3000pa3oBanusi, (oTodoOus, TomHOTa, AUcarus, CyXocTh
CIIM3UCTBIX 000JI0YEK HOCA M POTOBOM MOJIOCTH, CYXOCTh U OTCJIOMKA KOKH, a TaKkKe HapyIIeHUS
nedexanuu (3amopsl, Auapes). B uncie paHHUX Hecnenu(pUYSCKUX TPOSBICHUN 3a001eBaHUS
(GUrypupyroT rojoBHas OO0Jb, JIETApIrHs, YCTaJOCTh, CHW)KCHHAas MOTHUBALMS (K IPUHATHIO
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WHUIMATUBHBIX PEIIECHUI), a Tak)Ke NMPU3HAKU BETETaTHBHBIX HapyLIEHHH (opTocTaTHdyeckoe
rOJIOBOKPY>KEHHUE, Pa3MbITOCTb 3pE€HUS, CYXOCTh IJ1a3, HApyIIEHNUs MOUYEUCITYCKaHUS).

B neGrore 3aboneBanusi Hambojee 4YacThl CHMIITOMBI B BHJAE HapyLICHHH,
ACCOLMHMPOBAHHBIX C OPTOCTaTUYECKON HENEPEHOCUMOCTBIO, a TAKXKE pacCTPONCTBA CO CTOPOHBI
KEIyJOYHO-KUIIEYHOTO TpakTa M HapyumieHHe (YHKIHMH IOTOBBIX JKene3 (CyIOMOTOpHAs
nuchyHKIUsa). MoryT oTMedaThesl apacCUMIIATHYECKUE pacCcTpoiicTBa (00JIM B )KUBOTE, PBOTA,
3arop, wieyc, 3aJep>Kka MOUH, paclIUpeHNe U apeaKTUBHOCTh 3PAYKOB, MOTEPsS aKKOMOJALIHH).
Wuoraa ocTpoil maHIM3aBTOHOMHON HEHpONaTuu COMMyTCTBYET dHIIe(aonaTHs.

Cmeonosoti  snyepanum  buxepcmagpa (Bickerstaff’s brainstem encephalitis).
XapakTepusyeTcss OCTPbIM, BHE3alHBIM Je0I0TOM B BHJE O(DTaIbMOIUIETMH, AaTaKCHH,
HapyLIeHUs CO3HaHMA, runeppeduiekcun U Hanuuus cumnroma babunckoro. Tedenue Gonesnu
MOHO(A3HOE WJIM PEMUTTHpYIOLIee-peluanBHpyoniee. B OTIeNbHBIX CllydasX y MalueHTOB
OTMEUAETCsl TEeTpamape3 ¢ IMOPaKEHUEM YEpEelHbIX HEPBOB (BKJIOYAs BHYTpPUIUIa3HbIE). Y
3HAYUTENIbHOM YacTH TMAalMeHTOB C OCTPOil MaHIUW3aBTOHOMHOW HeiponaTueil Oole3Hb
acCOLIMMPOBaHA C aKCOHANLHBIMU BapuaHTamu cunapoma [ uiiena-bappe (OMAH, OMCAH).

DapuHneo-yepsuxKo-opaxuanbHull  gapuanm.  XapakTepu3yeTrcs  H30JIMPOBAHHOMN
C1a0OCThIO B JUIEBBIX, POTOTJIOTOYHBIX, IIEHHBIX MBIIIIAX, a TAKXKE B MYCKyJIaType BEPXHUX
KOHEYHOCTEH (03 BOBJICUEHHS] HUPKHUX KOHEYHOCTEH ).

Ocmpas kpanuanvras noaunetponamusi. [1posiBisieTcs BOBICYEHUEM B MMATOJIOTUYECKUMA
IIPOLIECC TOJIBKO YEPEITHBIX HEPBOB.

JANATHOCTHUKA

Ocmpas  eocnanumenvHas OeMUeUHUUPYIOWAs noauxeuponamus — (K1accuyecKull
cunopom ['utiena-bappe). OCHOBHbIC TUArHOCTHYECKUE KpuUTepuu cuuapoma [ wuiteHa-bappe
OCHOBAaHbI Ha KJIMHUYECKHUX MPOSIBICHUAX U Ja0OpaTOPHBIX (aHAINU3 JUKBOpA) MOKa3aTeNaX:

1) Hanmuuue TporpeccUpyroliell JBUraTeNbHOW cnabocTH ¢ BOBJEYEHHEM B
[aToJIOTHYEeCKUii Iporiecc Ooiee 0AHON KOHEUHOCTH;

2) apediekcus WK BelpakeHHast TUopedaeKcus;

3) npucytcTBue B 1 MKJI CIIMHHOMO3TOBOM XHAKOCTH HE Oosnee 50 MOHOIIMTOB W/WiH 2
IPaHyJIOUTOB .

JIOTIOJTHUTENBHBIMU TIPU3HAKAMMU, MOATBEPKAAIOIIMMH JUArHO3, SBISAIOTCS CIIEIYOIINE
KJIMHUYECKHE, TA0OpATOPHBIC U MHCTPYMEHTAIBHBIC JaHHbIC):

1) nepBOoHaYaNbHOE OTCYTCTBUE THIIEPTEPMUH (JINXOPAJIKH);

2) Hayalo0 BOCCTAHOBJICHHMs HEBPOJIOTMYECKUX (YHKIMHA MO mpouiecTBUu 2-4 Helelb
1ocJie MPEKpaIleHNs IPOrpPeCCUPOBAHUS;

3) OTHOCUTENHHO CUMMETPUYHAS MBIIIIEYHast c1a00CTh;

4) ymepeHHbIe TPU3HAKU CEHCOPHBIX HApPYILIEHUH;

5) cuMnToMBI opaxkeHus yepenHbix HepBoB (UH);

6) mMOBbINIEHHWE coJep)kKaHusi Oeiaka B JUKBOpPE MO MPOLIECTBUM | Hemenu mnocie
MOSIBJIICHUS XapaKTEPHBIX CUMIITOMOB O0JIE3HH;

7) 3aMeasieHre CKOPOCTH MPOBEACHHS UMITyJIbca 1o nepudepuyeckum HepBam (<60% ot
HopMbl B 80% ciyuaeB), oTcyTcTBue H-peduiekca, OTCYTCTBUE WM CHIKEHHE AMIUIUTY[IbI
CEHCOPHOI'0 MIOTCHIUAJIA, YBEIIMYCHUE JIATEHTHOCTHU F-Bonn (npu
3IIEKTPOHEHpOMHUOTpapUIecKOM HCCIIeIOBAaHUN );

7) BeretaTuBHasl (ABTOHOMHaAs ) J:IHC(byHKuHﬁZ'.
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OnexTpoMuorpaduyeckoe UCCie0BaHue: JeHEPBALIMOHHbIN TUII KPUBOM B MOPAXKEHHBIX
MBIIIax>".

AHanm3 ClIMHHOMO3TOBOM KUIKOCTH: 1) MOBBIIIEHHOE coaepskanue Oenka (>0,55 r%); 2)
NOBBIIICHUE (DPAKIMU ATbOYMHHA; 3) OTCYTCTBHE COIYTCTBYIOIIEro HapactaHus iuro3a (<10
kietok/Mm)***.  OTCyTCTBHE  IIOBBIIEHHOTO IMTO3a B  CIHHHOMO3IOBOM  KHIKOCTH
pACCMATPHBAETCS B KAYECTBE HCTOYHNKA «IIEHHOM HEraTHBHOH HMH(pOpMAIMI»

Ocmpas MOMOPHO-CEHCOPHAs AKCOHANbHASA Heliponamus. JInarHo3 yCTaHAaBIUBAeTCs Ha
OCHOBAaHMM XapaKTEPHbIX KIMHUYECKUX IPU3HAKOB (OCTpBIM Terpamapes, apeduiekcus,
JMcTanbHas TOTEps YyBCTBUTENBHOCTH, JbIXaTelbHas HEIOCTATOYHOCTb), a TAKXKE JaHHBIX
7a00paTOPHBIX M MHCTPYMEHTAIBHBIX METOMOB HCCIEAOBAaHUA (B 0o0beMe, aHaJOrMYHOM
TaKOBOMY IIPH OCTPOU BOCHATUTEIbHON JEMHUEIMHUZUPYIOLIECH HOJIHHeP”IponaTHH)2+'

IIpu nccnenoBaHUMM CIIMHHOMO3TOBOW JKMJIKOCTH XapaKTEPHO MOBBILIEHUE COAEPIKAHUS
6ernka®. DIeKTpoMHOrpaduUecKoe MCCIeI0BAHNE: PU3HAKA TTOTEPH MOTOPHEIX H CEHCOPHBIX
NOTEHIMAJIOB ¢ 1u(dy3HON aKTUBHON JIeHepBallel (aKkCOHaIbHAs JlereHepanus 6e3 Npru3HaKkoB
TIePBIYHOM JIeMHEHHI3AIHN) .

B kpoBu U CHIBOPOTKE KpOBM HAllMEHTOB MOI'YT OOHApy>KUBATbCS aHTUT'AHIJIMO3UIHBIE
antutena k GM1, GD1a, GM1b u GalNAc-GD1a>.

Ocmpas momopHo-akconanvHas Hetiponamus. JInarHo3 yCTaHaBIMBAaeTCs HA OCHOBAaHUU
TUMWYHBIX KJIMHUYECKUX TMPOSIBICHUN O0ie3Hn (TIPOrpecCUpPYIONIUN BSJIBIM Mapaaud ¢
apediekcuell, 4acTO MNPUBOASAIIMNA K JbIXaTeIbHOM HEJOCTaTOYHOCTH), a TAKXKE HAIUYus
IUICOLNTO3a B CIIMHHOMO3TOBOIT JKH/IKOCTH .

IIpu snexTpomMuorpadMuecKoM HCCIEIOBAaHUM Yy NAllMEHTOB BBISBIISIOTCS CHUXKEHUE
aMIUIMTYZlbl M-OTBETOB, a TakXKe JACHEPBALMOHHBIN THUII IMI?, u3peaka — OJIOK MPOBEACHUS
P OTCYTCTBHUM IPU3HAKOB JICMHEIHHH3AIHR . IIpy »>TOM OTMEHaeTrcs COXpaHEHHUe
HOPMAJIbHBIX CKOPOCTEM TIPOBEACHMSI MMIIYJIbCa IO JIBUTaTEIbHBIM M YYBCTBUTEJIBHBIM
BOJIOKHAM Iepudepryeckux HepB0B2+. OTCyTCTBYIOT IPU3HAKHU IEMUETMHU3AINH (B OTIIMYHE OT
OCTPOM BOCHAIIMTENIBHON JEMHUEITMHU3APYIOLIEH nonHHeﬁponaTHH)2+.

B KkpoBM U CHUHHOMO3TOBOW JKHJIKOCTH MAllMEHTOB HEPEIKO OOHAPYKUBAIOTCA
AHTHTaHIIHO3KIHbIC anTHTeNa K GD1a n/mm GD3%.

Cunopom Munnepa-@uwepa. Knuanueckumu MPOSIBIICHUSIMU OoJe3Hu,
HOJTBEPXKIAIOIIMMU HaJIUYUe OOJIE3HHU, SIBIISIOTCS IBYXCTOPOHHSS O(PTaIbMOIUIETHS, aTaKCcus U
apeguexcus, cnabocTh JMIEBbIX WIM OyiabOapHbIX MbIHI/HepBoB (50% ciydaeB), cinabocTh
MBIIIIL TyloBHIIA M KoHeuHocTed (50% cnyqaeB)2+. O0beM u BBIOOP JMATHOCTHYECKUX
MEPONPHUATHA AHAJIOTMUYEH TAaKOBOMY IIPH OCTPOM BOCHAIMTEIBHOW JEMHUEITMHU3UPYIOLIEH
nonHHeﬁponaTHH2+.

HccnenoBanue IMKBOpA: y 4YacTH MAIMEHTOB OTMEYAIOTCS TOBBIIIEHHOE COJIEp)KaHUE
Oelka W IUICOLIMTO3; MHOT/Ia MOXET MPUCYTCTBOBATh TUIMYHAS albOyMHHO-IIUTOJIOTUYECKAs
JUCCOLMAINs, KAK IPH OCTPOX BOCIATIUTENBHON TEMUEITUHU3UPYIOIIEN nonHHeﬁponaTHH3.

OnexkTpoHelipoMuorpaduecKoe  HMCCIeJOBaHMWE. B  YacTH  CllydyaeB y  jereid
pPETUCTPUPYETCA 3aMEIEHNE TPOBOJAUMOCTH 10 JBUTATEIbHBIM U UyBCTBUTEIBHBIM HepBaM3.

B 90% cny4yaeB y mamueHTOB C cHHApoMoM Mmuiuiepa-®uiiepa oOHapyKMBaIOTCS
aHTUTaHTIMO3UIHBIe aHTHTeNna K GQLb (Moryt Taxke oOHapyxuBatscst GD3 u GTla)2+.

Ocmpas  namoucasmoHomuas Hetiponamus. JIMarHO3 OCTpPOW TaAHAMCABTOHOMHH
YCTAQHABJIMBAETCSI HA OCHOBAaHMM IIPU3HAKOB BBIPAKEHHON BEreTaTUBHOW AHUCHYHKLIHU
(oprocraTHuecKkas T'MIIOTEH3Ms, TOIIHOTA, PBOTA, 3alop/Avapesi, aTOHMS MOYEBOIO Iy3bIps,
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AQHTUJIPO3, HAPYLIECHHUS CJIE300TACNCHUS W CalMBallMM, 3PAaYKOBbIE HAPYILIEHUS) U CEHCOPHBIX
paccTpoiicTB 0€3 BBIP@XEHHBIX COMATUYECKUX NPOSABICHUM M HApyLIEHUH MOTOPHBIX
dyHKmit?

[IpumepHO y YeTBEpPTH MALMEHTOB MMEETCS XOJMHEpruueckas (opma 1MCcaBTOHOMHHU
(6e3 opTOCTaTUYECKOI TMIIOTEH3UH, HO C HAPYLICHUSIMUA CYJIOMOTOPHOM U IPYTHX BEreTaTUBHBIX
CUCTEM — OpPTOCTaTHuYeCKas TaxUKapAus, TOJIOBOKPY)KEHHE, YCHIIEHHOe cepAaueOueHue 06e3
M3MEHEHHS APTEPUATBHOTO JABICHS) .

[Ipu »TOomM Bapumante cunapoma [wuiteHa-bappe naHHble aHaIM3a CIUHHOMO3TOBOM
KUAKOCTU U DIEKTPOMUOTPadUUYECKOro HCCIENOBAaHUS MOTYT HE BBISBIATh KaKUX-JITHOO
[ATOJIOTUYECKUX W3MEHEHUH (IpU YUCTOU I[I/IcaBTOHOMI/II/I)Z-. B o0ocnoXHEHHBIX Ciy4asx
OOHapyXHUBAIOTC W3MEHEHMs, HAIlOMUHAIOUIME TAaKOBBIE IPU OCTPOM BOCHAIUTEIBHON
JEMHUEIMHUZUPYIOIIEH HOHHHeﬁponaTHHZ'.

OyHKIMOHAIbHBIE TECThl (HMCCIEIOBAHUE CYJOMOTOPHBIX, KapAUOBaralibHbIX U
aZpeHepruyeckux (QyHKIUH — mpoda MHHOpA, CIEKTPalIbHBIA aHalW3 BapUATUBHOCTHU
CEepJIEYHOr0 pUTMA M JPYTHe€) BBISIBIAIOT MHOXXECTBEHHBIE HAPYIIEHHUS CO CTOPOHBI
BEr€TaTUBHOW HEPBHOM cucTeMbl”

[Ipn ananm3e OuonTara HKPOHOXKHBIX HEPBOB OOHAPYXKHUBAIOTCA HWHQOUIBTPATHI
MOHOHYKJICAPHBIX KJIETOK B 00JIACTH SITHHCBPHS-.

Cmeonosoii suyeparum buxencmaghgpa. OOA3aTeTLHBIMA KIMHUYCCKUMU TTPU3HAKAMHU
0O0JIE3HH SIBIIIIOTCSL aTaKCHA W OQPTAIbMOIUIETHS (KaK HpU CHHAPOME MHnnepa-CI)Hmepa)2+.
CrBomoBoii  sHuedanmut bukencradpda ycraHaBnMBaeTcs JUIIb TPU HATIUYAK  JIPYTHX
CUMITOMOB, IMO3BOJISIIOIIMX HCKIIOYUTh Hanuuue cuHapoma Muniepa-®uniepa (COHIMBOCTD,
KOMa WIN rnneppe@nexcnﬂ)2+.

OObeM  IMarHOCTUYECKUX MEpONpPUATHH  aHAJOTMYEeH TAaKOBOMY IIpU  OCTpOif
BOCHIAJINTENBHON JEMUEITUHU3NPYIOLIEN nonHHeﬁponaTH2+.

AHanmu3 CIMHHOMO3TOBOM >KHMJKOCTHU: TOBBILIEHHWE COJAEp)KaHHs Oelka M IUICOLHTO3
0GHAPYKMBAIOTCS 9ACTO, HO HE SBISIOTCS crierubmaeckimu’ . [ToBBIMICHHE COICpKAHMS OenKa
B CMX 6e3 mueornuro3a (aJIbOyMUHO-ITUTOJIOTMYECKAs JMCCOLMAIMs) Oojee HE CUUTAIOTCS
XapaKTEepPHBIMU IIPU3HAKAMU YTOTO BApUAHTA CUHIpPOMA FnﬁeHa-Bappes.

DnexTpoHelpoMuorpapuueckoe HcCiaeoBaHUue: MOTYT IPUCYTCTBOBAaTh IMPU3HAKU
aKCOHAJIbHON nonHHeﬁponaTHHZ"

JUig ycTaHOBJIEHMsI IMar"Ho3a IpH 3TOM BapuaHTe cHHIApoMa l'miieHa-bappe cienyer
IPOBOJUTH MarHUTHO-pe30HaHCHYI0 ToMorpaduto (MPT) ronosaoro mo3ra. IIpu nomoru storo
METO/1a HEHPOBU3YaIH3alMH Y YacTH NanueHToB (0koj0 30%) BBIABISAIOTCS TUIIEPUHTEHCUBHBIE
Oouaru HEMpaBWIbHON (OpPMBI, JIOKAIH30BaHHbIE TPEUMYIIECTBEHHO B 00JacTH CTBOJA
TOJIOBHOTO MO3Ta (MOCT, CPETHHI MO3T, MO3TOBOE BCHIGCTBO)2+.

VY AByX TpeTeil malnueHToB co CTBOJIOBBIM 3HIehanuToM bukepcradda oOHapyRUBarOTCS
anTuTena k GQ1b®.

IIpu DDI'-uccnenoBaHUM 4YacTO OOHAPYKUBAIOTCS HapyIIeHUs (OOBIYHO TOJIBKO
ME/IJICHHO-BOJIHOBasi aKTHUBHOCTh), YTO TIO3BOJIAET CUMTaThb O3TOT METOJ 0O0J]aJaroIuM
OTrpaHMYEHHON TUAarHOCTHYECKON 3HAYNMOCTBIO .

Hughgpepenyuanvuas ouaenocmuxa. Cunapom ['mitena-bappe (knmaccuueckuii U ero
BapuaHThl) HeoOxomuMo  audQepeHIpoBaTh OT TaKWX  COCTOSHHM, KaK  OCTPBIA
(ATIUIEMUYECKHi) TOJIMOMHENINT, SHIedaauT, MEHHHTHT, MuacTeHus (Mmyasthenia gravis),
MHUOMATHSA, OCTPbI MHEIUT, MUeNonaTHs, TMOoJIUHeHponaTus Tpu AUPTEpUH, OCTpbIE
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MOJIMHEUPONIAaTHH MHOTO TPOUCXOXKIeHUsT (OOTYynHM3M, caxapHbIii naualdeT, BacKyJIUT, O0JIe3Hb
o 2+
Jlaiima) u np.

ITPUMEPbBI IUAT'HO30B

Cunopom  lutiena-bappe wnu  Ocmpas — 60cnaiumenbHas — O0eMUeIUHUIUPYIOwast
noaunetuponamus (OBJIIT)

Ocmpas momopho-cencopras akconanvuas Hetponamus (OMCAH)

Ocmpas momopho-axconanvras netiponamus (OMAH)

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

Ocmpas nanasmonomuas Hetiponamus win Ocmpas nanoucaemornomus wid Ocmpolil
nanasmoHomMuwll cunopom I utiena-bappe

Cmeonosoii snyegparum Buxepcmaggha (Bickerstaff)

Dapunzo-yepsuxo-opaxuanvHuli sapuanm cunopoma I utiena-bappe

Ocmpas KpaHuanvbHas noauHeuponamus

JIEUEHUE

Tepanetuueckue Mmeponpusitus npu cunapome I 'uiiena-bappe mnonpasnpenstorcs Ha
dapmakonorndyeckue u Hehapmakosorndeckue. O0s3aTeIbHBIM YCIOBUEM JICYCHHSI CHHIPOMA
I'mitena-bappe sABisIeTCsl CpOYHAsi TOCHUTAIM3aLKs B OTACIICHHE PEaHMMAallMd U WHTEHCHUBHOU
Tepanuu (B CBSA3U C MOTEHIHMAIBHOM MOTpeOHOCTHIO B ocymecTBieHun MBJI). [Tokazanusimu ist
FOCIUTANIM3AMN B yKa3aHHOE OTJAEJICHHE (PUCK AbIXaT€IbHOW HEJOCTaTOYHOCTH) SIBISIOTCA
nokasarenu >ku3HeHHol emkoctH nerkux (JKEJI) <20 mu/kr (umm <60% oT mpeanonaraeMoi),
nukoBoe gasieHue Ha Bgoxe <30 cMm H,O u mukoBoe maBienue Ha Beimoxe <40 cm H,0.

Heo6xonumocts B MBJI Bo3Hukaer B 25% ciyuaeB. IlokazaHusiMM K MHTyOanuu
nanueHTa seisercs Hamuune (opcupoBanHoit JKEJI <20 mi/kr (mpu cinabocTH YeperHbIX
HepBoB — 15-18 mur/kr), makcumanbsHoe naBieHue npu Baoxe <30 cm HyO u makcumanbHOe
nasiienue Ha Beiioxe <40 cm H,0.

Bosmoxnocte otmensl UBJI pacecmarpuBator npu XKEJI >15 ma/kr (mpu OTCyTCTBUU
JIErOYHOI MaToIornm)".

Cpenu HedapMaKoJIOTHYECKUX METOJNOB JieUeHHs cuHapoma [ miteHa-bappe ocoboe
MEeCTO  3aHUMaeT  Iuia3mMadepes,  KOTOPbIM  sBIAETCS  €IMHCTBEHHBIM  CIIOCOOOM
MHCTPYMEHTAJIBHON (3KCTPaKOPIOpPaIbHOI) Teparnuu 00JIe3HN ¢ J0Ka3aHHOU 3((EeKTUBHOCTHIO
(cHMXKAeT PUCK Pa3BUTHA AbIXaTEIbHOW HEJOCTATOYHOCTH M Heobxonumoctu UBJI, ymensbIiaer
NEepuoJl JOCTHXKEHHUS CHOCOOHOCTH K CaMOCTOSITEIbHOMY NEpeABIKEHHIO, CIOCOOCTBYET
MOJIHOMY BOCCTAHOBJICHUSI MBIIIEYHOW CHJIbI, CHHMKACT MPOLEHT TSHKEIbIX MOCIEACTBHM IO
npomecTsuu 1 ro;la)B. O0beM 3aMeHsieMOM IIa3Mbl M ONTHUMAJbHOE YHCIO MPOLEAYP
mwiasmadepesa BapbUPYIOT, HO MNPEANOYTHTEIbHBIM CUHUTAETCS MPOTOKOJ, HCHOJIB3YEMBIH B
CIIA (zamemenune 200-250 mu/kr B Tewenme 7-10 mmeit). Ilpm cunppome ['mitena-bappe
TpeOyeTcss He MeHee JABYX Hpolenyp IuiasmMadepesa Ui 3HAUUMOTO CHIDKEHHMS YHCIIA
UPKYJIUPYIOIMIMX UMMYHHBIX KOMIUIEKCOB (IIPU OCTPOM BOCHAIUTENBHON JEMHUEIUHU3UPYIOIIEH
MOJMHEWPONATUH JIETKOM BBIPAXKEHHOCTU MPOBOJAT 2 MPOLETyPHl, a IPU YMEPEHHON U TSDKEIOH
— 4-5 npouenyp, uepe3 JeHb). B03MOXHO TpUMEHEHHE HHU3KOOOBEMHOIO 3aMEHHOTO
mnasmadepesa (15 wma/kr). Ilnasmadepes B MOCTOSIHHOM PEKHME MPEANOYTHUTETIHLHEE
WHTEPMUTTUPYIOMIETO (MCIOJIB3YIOTCS allbOYMUH M CBEXE3aMOPOKCHHAs Ta3Ma). B kadectBe
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aJIbTEPHATHUBBI 3aMEHHOTO miazmadepesa MOXET WCIIOIb30BATHCS METOH
UMMYHOAJICOPOIIMOHHON Tepanuu (yAajJeHne MMMYHOITIOOYJIMHOB M3 KpPOBH, HE TpeOyroliee
3aMeIICHHUs ATbOYMUHOM HITH CBEKE3aMOPOKECHHOM TLTa3MOiN)°,

Cpenu W3BECTHBIX M HCIIONB3YEMBIX paHee METOJO0B (apMakoTepanuu CHHIpOMA
['uiiena-bappe (MMMyHOCyIpeccopsl — IHMKJIOCHOPHH, IHUKIopochaMua M a3aTHUOIPHH;
KOPTUKOCTEPOUbl; MpenapaTsl MHTepdepoHa-B; ayTOJOTHYHAs TPAHCIIAHTALMS CTBOJIOBBIX
KJIETOK; YeJIOBEYEeCKHEe MMMYHOTTIOOYIUHBI JUIsi BHYTPUBEHHOTO BBEJEHUS) TOJBKO MOCIETHUE
MOTYT CUUTAThCs () (PEKTUBHBIMU C O3 TOKA3aTeIbHON MEHIHHEL .

NMMmyHOTEpanusi 4enoBe4eCKMMH UMMYHOTTIOOYJIMHAMU MPU OCTPON BOCHAIUTENbHOM
JEMHUENIMHU3ZUPYIOIIEH  NOJUMHEHponaTuu  CHOCOOCTBYET  CKOpEHMIlIEMY  BOCCTaHOBJIEHUIO
HEBPONOrMYeCKHX (DYHKIIHI, [0 MEHbIIEH Mepe, He yeTynas 3bheKkTHBHOCTH miasMadepesa’.

Cy1ecTByIOT 2 OCHOBHBIX peXUMa Ha3HAuy€HUs JETSIM C cuHIpoMoM ['miieHa-bappe
YeJIOBEYECKMX HMMYHOIJIOOYIMHOB U1 BHYTPUBEHHOT'O BBEICHMUS:

1) mo 0,4 r/kr/cyT B TeueHHe 5 THEH;

2) o 2,0 T/KT B pa3[ielIeHHbIX J]03aX B TEUEHUE JABYX THEH.

IlepBplii W3 ONUCBIBAEMBIX PEXHUMOB Oojiee  PACIPOCTPAaHEH M  CUUTAETCA
MPEAMOYTUTEIBHBIM .

B neuenun cunapoma ['mitena-bappe MOryT ycrnemHo NpUMEHSAThCS KaK BHYTPUBEHHBIE
UMMYHOTJIOOYJIMHBI ¢ cojepkaHueM Toiibko |gG (cTuMynmupyeT peMHUEIMHU3AIMI0 33 CYeT
UMMYHOMOJYJIUPYIOIIE  aKTMBHOCTH), Tak U  oOoramenHsle  IgM.  Tlocnennue
MPEANOYTUTENBHBI, TaK Kak |gM B O0JbIeH CTENeHU CTUMYIUPYET PEMUEITMHU3ZAIUIO — 33 CUET
B3aumozeiicTBus ¢ antureHamu LIHC u onurogenapouutos. IIpu ucnonb30BaHNM Y€TOBEYECKUX
UMMYHOIJIOOYTMHOB /11 BHYTPHUBEHHOTO BBeJeHHs ¢ conepxkanueM |gM  pocturaercs
JOTIOTHUTEIbHBIN TMOJIOKUTENbHBIN 2P PEKT Ha MPolIecC PeMUETHHU3AIUH.

Jleuenue cunapoma Muiepa-@uiiepa OTIWYaeTCS OT TEPANHUH KIACCHUECKOH (OPMBI
cuaapoma ['miteHa-bappe BO3MOXHOCTBIO MPUMEHEHHSI TOPMOHOB-KOpPTUKOCTEpOUAOB. C aTOMH
LEJIbI0 HCTIONB3YIOTCS penapaTthl MPeAHU30JI0H U MCTI/IJ‘IHpe)IHI/ISOJ'IOHB.

Hcnonb3yemble npenaparsl:

. npeauuzonon (MHH: npenuusoson, prednisolone; koq ATX: HO2ABO06),

o metunnpenauzonion (MHH: merunnpenuusonon, methylprednisolone; xon

ATX: HO02AB04 Koptukocreponneie TOPMOHBI (MpeHU30II0H,
METHIITIPEHU30JIOH) IPUMEHSIOTCS B JICUEHUH HE TOJIbKO CHHIpoMa Muiepa-
@duiepa, HO U OCTPOM MAHABTOHOMHOW HEMPONATHH, & TAKKE OCTPON MOTOPHO-
CEHCOPHOW  aKCOHAJIBHOM  HEHWpomaTMM W  CTBOJOBOro  JHIEedamuTa
Bukepcradda®.

B ocranbHOM B JIeUeHHM pa3IUYHBIX KIMHUYECKUX BapuaHTOB cuHipoMa [ 'uiieHa-bappe
(OMAH, OMCAH, cunapom Mwnepa-®duiiepa, ocTpas NaHABTOHOMHAs HeWpomaTus,
CTBOJIOBOM sHIIepanuT bukencradda) ncnonap3yroTes TepaneBTUYECKHEe METO/Ibl, aHAJIOTMYHbIE
TAKOBBIM IIpM OCTPOM BOCHAJIUTENBHON [EMHUEIMHU3UPYIOIIEH IOJIMHEHPONIaTUH, TO €CTh
YeJTOBEUEeCKHE MMMYHOTIO0YIMHBI U BHYTPHBEHHOTO BBEJICHHUS | M1a3Madepes’.

Nwmerorcs envHUYHBIE COOOIIEHUS 00 yCIEIIHOM NPUMEHEHUHU Ipenapara Ha OCHOBE
antu-CD20 MOHOKIOHaIBHOTO aHTUTENa (PUTyKCUMal) B JICYCHHHM CTBOJIOBOTO SHIE(dannTa
buxencradda, pe3sucTeHTHOTO K Tepanuu C HUCIOJIb30BaHHEM IuTazMadepe3a M 4eToBEYECKUX
MMMYHOTJIOOYJINHOB UIsl BHYTPHBEHHOTO BBE/ICHHS .
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Jns manuentoB ¢ cunapomoM [ 'mitena-bappe, nHaxonsuuxcs Ha MBJI, nmpegycmoTrpeno
KJIMHUYECKOE NHUTaHHE (PHTEpPAIbHOE WM [AapEHTEPAIbHOE), LENbI0 KOTOPOro SBIISETCS
oOecrieyeHrne MOTPEOHOCTH B MUIIEBON SHEPTHH MPH BBICOKOW METab0INYeCKON MOTpeOHOCTH
(40-45 HeGENKOBBIX KATOPHIA/KT, MOBBIMICHHOE Comepkanue Oenka — 2-2,5 r/xr)”. B pse
CIIy4aeB Takasl MUTATENbHAS MOAMEpKKa TpeOyercs nmanuentam 6e3 MBJI, HO co 3HaunTenpHOU
BBIPAKEHHOCTBIO juic(arun’. [IpuMeHeH e KIMHIYCCKOTO MHTAHMS [O3BOJSET PEIOTBPATHTD
aCIUpanyuio MUY C MOCJIEAYIOIIUM pa3BUTUEM IMHEBMOHUHU Y MMALMEHTOB TPYIIbl pPUCKA IO
3TOMY COCTOSIHHIO .,

Hemu ¢ CI'B dondrcubl Haxooumuvcsa 6 cmayuouape He MeHee | mecaya 6 cesasu ¢ mem,
YUMo UMEHHO 8 MmeyYeHUue IMo20 6PEMeHU BO3MONCHO HAPACMAHUE He8PON0SUHECKOl
CUMNMOMAMUKU U BbICOKA BEPOAMHOCHb Nepesooa pedeHKa 6 omoeleHue peanumMayuu u
UHMeEHCUBHOU mepanuu 015 nposedenus UBJI. B Oanvhetiuiem 803M0#CHO npogedeHUe edeHus 8
YCnosusix  OHesHO20 cmayuonapa unu amoyiamopuo. Ilocre ewvinucku u3 cmayuoHapa
HaoOnoenue 3a Ooemomu, neperecutumu CI'B Odondcen ocywecmensmos He8posoe NO Mecmy
arcumenscmea 8 meuenue 1 2ooa.

INPOPNJIAKTHUKA

He pa3paborana. Tem He MeHee, nieueHne nH(pekui, Bei3BanHbIX Campylobacter jejuni,
MOYET pacCMaTpUBAThCS B KayecTBE Mephl NpodmiakTuku cuHiapoma [ wmiieHa-bappe (kak
KJIACCHYECKOi (hOPMBI GOJIE3HH, TAK M €€ aKCOHATBHBIX M MHBIX OTHIIOB) .

[Tamentam ¢ cungpomom I'miteHa-bappe pexkoMenayercs u30eraTb BakUUHALMM B
TedeHHue | rojga oT Hadana 3a0o0JieBaHMs, MOCKOJIbKY OHM MOTYT IMPOBOLMPOBATH PELUIMB
6one3nu. B npanbHeleM NpoBOAST MMMYHH3ALMHU, €CIU JUI1 3TOTO €CTh COOTBETCTBYIOIME
nokasanus. [Ipu passutuu cunzapoma ['miteHa-bappe B TeueHue nepuoaa 1o 6 MecsueB mocie
OpOBEIEHUS  Kakoi-muM0o  BaKIMHALMM, TAlMeHTy  1eJecOO0pa3HO  PEKOMEH]I0BATh
BO3/IEP’KUBATHCS OT MOI00HOM BaKLIMHALIMYU B naTbHeiem®,

NCXO0AbI 1 ITPOI'HO3

B mpouutom cunngpom I'mitena-bappe siBisuics auaepoM NO 4YacTH HEOJArONMpUTSIHBIX
MCXOJIOB U MHBAJIMJIHOCTU Cpelr HeHpouH(EKUNi, YCTynas TOJbKO OCTPOMY 3MUIEMUYECKOMY
MIOJINOMUEIIUTY.

B Hactosimee Bpems y OOJIBIIMHCTBA NAalMEHTOB ¢ cuHApomoM ['miteHa-bappe
OTMEYaeTCsl CIIOHTAaHHOE BBI3JIOPOBIEHHE (Ha (pOHE MPOBOAMMOI Tepamuu), XOTs A0 YETBEPTU
OOJIbHBIX MOT'YT HY)KJaTbCs B TIPOBEICHUH MBI,

CpenHsist IPOJIOJKUTENBHOCTD CTaJAMK MPOrPECCUPOBaHUs O0JIE3HU COCTAaBISET OKOJIO 4
HeJeNb, a CTaud COXPAHEHUS CTOMKOW CHUMITOMATHKA — OKOJIO 2 HeAelb. AKTUBHOE
BOCCTAHOBJIEHHE YTPAUYE€HHBIX HEBPOJIOIMUECKUX (DYHKIMN MPOIOIKAETCS B TEUEHUE MPUMEPHO
1,5 mecsneB; B JalbHENUIIIEM TEMITBI BOCCTAHOBJIEHHS CYIIECTBEHHO CHIKAIOTCS .

Hesponoruueckue HapylIeHMs, COXPaHSAIOIIMECS 110 3aBEPUIEHMM OCTPOro Iepuoja
00JIe3HH, BIOCIEACTBUU OTMevaroTcs y 7-22% neteit (y B3pocnbix namueHtoB — B 20-30%
cnyqaeB)3.

Pernnus/pennauBsl 3a00eBaHus (XpOHUYECKass BOCHAINTENbHAS IEMUETMHU3UPYIOLIast
nojMHeponaTus) orMevarorest y 5-10% nammentos . JleTanbHOCTH npu cuHapome ['uiieHa-
Bappe MoskeT nocturath 10%, XOTs Yalle perncTpupyercs Ha ypoBHe 2-5%2
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[IpenukTopamu HEOIATONPUSATHOTO MPOTHO3a WM AOJITOCPOYHON HHBAIMTHOCTU MpPU
cugapome ['mifeHa-bappe ciyxar cregyomue (QakTopel: OBICTPOE MPOTPECCHPOBAHUE U
TSOKECTh  OOJIE3HW; TPH3HAKM  aKCOHAJNBHBIX IOTEPb TpU  BJIEKTPOMHUOTpaduyecKkoM
uccnenoBanny; 1norpedbnocts B MBJI >1 wMecsnma; OTCyTCTBME MOTOPHOW — peaKIMu;
HECTIOCOBHOCTB K X0b0€ K 14-My 1uio 6omesnu’".

[Ipu ocTtpoii MOTOPHO-CEHCOPHOM AaKCOHAJbHOW HEHpomaTUU Yy JeTed OTMedYaeTcs
BBIPOKEHHAS] AKCOHAJIbHAsS JIET€HEpAlUsl ¢ MEPBUYHBIM MOPAKEHUEM aKCOHOB JBUTATENbHBIX U
YyBCTBUTEJBHBIX HEPBOB. BrociencTBuM 0XKHMIAeTCs IMO3/JHEE M HEIMOJHOE BOCCTAHOBJICHUE
HApYIICHHBIX HEBPOJOTHYECKUX (YHKIMKA (IO CpaBHEHHIO C OCTPOM BOCHAIUTEIbHOMN
JEMHUEITMHUZUPYIOIIEH HOHHHeﬁponaTHeﬁ)2+.

IIpn ocTpoll MOTOPHO-aKCOHAJIBHOW HEWpONATHHM BBI3JOPOBJICHUE MOKET HACTyIaTh
CPaBHUTENBHO OBICTPO, XOTS Yy MAIMCHTOB C BBIPAKEHHOM aKCOHAJIBHOW JereHepanueil oHo
HEPEJIKO 3aTATUBACTCS

B vacTtu ciaydaeB y nauMeHTOB ¢ OCTPOM NAHAMCABTOHOMHOW HEMPOIIATUEH OTMEUYaeTCs
3Hue(banonamﬂ3. Jlnst sToro Bapuanta cuHapoma I niteHa-bappe xapakTepeH BbICOKUI YPOBEHb
JETaNbHOCTH (BCJEICTBUE MOPAKEHUS CEPACYHO-COCYIAMCTON CHCTEMBI U KapIuOapUTMUiL).
BoccranoBneHne HeBpOIOTUYECKUX (PYHKIIMNA TPOUCXOJUT MEJIEHHO U HE TIOJTHOCTBIO".

[Ipu cunapome Muinepa-®duiepa NPOUCXOINUT ITOCTENEHHOE TIOJHOE WM ITOYTH IIOJIHOE
BOCCTAaHOBJICHHE HEBPOJIOTUYECKUX (YHKIMH (MPH MHHAMAIBHOM  HEBPOJIOTUYECKOM
Ile(bI/IIII/ITe)2+.

IIporHos nmpu cTBONOBOM dHIedatHTe Brkepcradda 06baH0 GraronpusTen”

16



