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AHHOTaUMA

MynbTudokanbHas MoTOpHas Hesponatus (MMH)
npeactasnseTr coboi peakoe WMMYHOOMOCPEAOBAH-
Hoe 3a6oneBaHune nepucepuUeckon HepBHOW CU-
CTeMbl, MpOABASIOLLEECH NPOrpeccupyowen acum-
METPUYHOW MbIWEYHON CNA6OCTb0 U MOTOPHBIMM
6nokamu nposefeHus. B cTaTbe NpeacTaBNeHO Kau-
HUYEeCKoe HabnogeHue NALMEHTKU C BepuduLmupo-
BaHHOW MMH, y KOTOpOWi NpuMeHeHMe pUTyKCcuMaba
He conpoBOX/Aanocb KAUHUYECKUM yNyylleHnem u ac-
COLMMPOBANOCH C AANbHENLWMUM HAPACTaHUEM NAPe30B.
lMocnepyloliee Ha3HayeHWe BHYTPUBEHHOIO UMMYHO-
rnobynuHa (BBUM) npueeno K BbipaeHHON MONOXKN-
TeNbHON MHAMUKE C YBENNYEHMEM MblLIEYHOW CUAbI
1 YMEHbLIEHUEM CTENEHM [BUTaTENbHOTO AedhnumTa.
Beepsenue. MMH OTHOCUTCA K pefKum AU3UMMYHHbIM
HeBponaTUAM U KNUHWYECKU XapakTepusyetcd acum-
METPUUYHON MbILIEUHON CNABOCTbIO, aTpouaMu U thac-
LMKYNALMAMN NPWU OTCYTCTBUW UAWN MUHUMANbHOWN Bbl-
PAXXEHHOCTW UYyBCTBUTENbHbIX HapylweHWid. K uucny
Hambonee 3HAUMMbIX [MArHOCTUYECKUX NPU3HAKOB
OTHOCATCA BbiABNeHUe IgM-aHTUTEN K raHrnnosmpay
GM1 u peructpauus MOTOPHbIX BNOKOB NpoBefeHNs
npu 3neKTPOHempoMMorpatuueckom MccnesoBaHUN,
BBUI' paccmatpuBaeTcd Kak OCHOBa NaToreHetuye-
ckom Tepanun MMH, Toraa Kak 3heKTUBHOCTb ipYyrux
UMMYHOMOAYNUPYIOLNX NPEnapaToBs, BKOUYAA PUTYK-
CMMab, 0CTaeTCA HejOCTAaTOYHO ONpeeNneHHOMN.
MaTtepuanbl u metofbl. [[poBefieH aHANU3 KNUHUYe-
CKOro cnyyasa nauueHTKM 1961 rofa poxpeHus, ro-
CNUTanM3MpoOBaHHON C Xanobamu Ha HapacTawLlyio
CNnaboCTb B NEBOM KUCTW, HENOBKOCTb NPU BbIMONHE-

HUN OBUXKEHUA U (PacLUKYNALUM B MbIWILAX NEBOM
BEpXHell KOHeuHOCTU. [lmarHocTuyeckoe 06cneaoBa-
HUe BKNIOUAN0 HEBPONOTrMYECKUN OCMOTP, 3NEKTPO-
Henpomuorpacduio, ynbTPa3ByKOBOE UCCNeA0BaHME
nepudepnueckux HepBOB W MAEYEBOro CHNETEHUS,
a TaKXXe MarHMTHO-pe30HaHCHy Tomorpaduto. C ue-
Nbl0 YTOUHEHMS HO30M0rMUYECKON NPUHALNEXHOCTH
npowecca 6binn BbINOMHEHbl UCCNEA0BaHNE Lepebpo-
CMNUHANBHOM XNAKOCTM 1 NabopaTOpHAs OLLeHKA aHTU-
Ten K ranrnuosungy GM1.

Pesynbratbl. B xoge 06cnenoBaHus Gblfn BbiSBAEHDI
MOTOpPHblE 6NOKN NPOBEAEHUA BHE TUMNYHbIX 30H KOM-
npeccuu, a Takxe NoBblWeHne TUTPa aHTM-GM1-aHTuTen,
yTo noAaTeepauno AnarHo3 MMH. HasHaueHne puTyKcu-
Maba, 06yCNOBNEHHOE B TOM YMCIE OPraHN3aLMOHHbIMY
1 3KOHOMUYECKUMMW OrpaHUUYeHNAMN Tepanuun, He npu-
BENO K CTabunusauuu coctosHus. Mocne nepesoga
nauneHTku Ha Tepanuio BBUI oTmeueHa oTuetnuBas
nonoXuTenbHas AMHaAMUKA B BUAE YMEHbLUEHUS Bblpa-
XEHHOCTU Nape30B 1 YBENUUEHUS MbILIEUYHOW CUAbI.
3aknioueHne. MNpeacTaBneHHOe KNMHUYECKOe HabMio-
AeHUe NofuepKMBaeT 3HaUeHe CBOEBPEMEHHON Ana-
FHOCTMKN MMH 1 paHHero Hauyana natoreHeTUUYecKoil
Tepanuu. B faHHOM Cnyyae NpUMeHeHne puTykcmmaba
He 06ecneunno KAWHWUYECKOW CTabunusauuu, Torga
Kak BBUI' mpoaemOHCTpUpoOBan BbICOKYID Tepanes-
TUYeckylo 3¢ (ekTUBHOCTb. [OBbIWEHNE [OCTYMHO-
CTW UMMYHOrNO6YNMHOTEPANUU N HACTOPOXEHHOCTU
Bpauen B oTHowWweHUn MMH nmeeT 60nblUoe 3HAUEHue
ANd npeaynpexaeHus nporpeccupoBaHnusa fBuratenb-
HOro gednunTa U MHBANMAM3aLMN NALMEHTOB.
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Abstract

Multifocal motor neuropathy (MMN) is a rare immune-
mediated disease of the peripheral nervous system
manifesting as progressive asymmetric muscle weak-
ness and motor conduction blocks. This article pres-
ents a clinical case of a patient with verified MMN
in whom the use of rituximab was not accompanied
by clinical improvement and was associated with
further progression of paresis. Subsequent admin-
istration of intravenous immunoglobulin (IVIG) led
to pronounced positive dynamics with an increase
in muscle strength and a decrease in the severity
of motor deficit.

Introduction. MMN is a rare dysimmune neuropathy
clinically characterized by asymmetric muscle weak-
ness, atrophy, and fasciculations with absent or min-
imal sensory impairments. The most significant diag-
nostic signs include the detection of IgM antibodies
to ganglioside GM1 and the registration of motor con-
duction blocks during electroneuromyographic ex-
amination. IVIG is considered the mainstay of patho-
genetic therapy for MMN, while the efficacy of other
immunomodulatory drugs, including rituximab, re-
mains insufficiently defined.

Materials and methods. We analyzed a clinical case
of a female patient born in 1961 who was admitted
with complaints of increasing weakness in the left
hand, clumsiness during movements, and fascicula-

tions in the muscles of the left upper limb. The diag-
nostic evaluation included a neurological examination,
electroneuromyography, ultrasound examination
of peripheral nerves and the brachial plexus, as well
as magnetic resonance imaging. To clarify the noso-
logical entity of the process, an analysis of the cere-
brospinal fluid and a laboratory assessment of anti-
GM1 antibodies were performed.

Results. The examination revealed motor conduction
blocks outside typical compression sites, as well as an
elevated titer of anti-GM1 antibodies, which confirmed
the diagnosis of MMN. The administration of rituximab,
necessitated in part by organizational and economic
limitations of therapy, did not lead to clinical stabi-
lization. After transferring the patient to IVIG thera-
py, clear positive dynamics were noted in the form
of reduced severity of paresis and increased muscle
strength.

Conclusion. The presented clinical observation em-
phasizes the importance of timely diagnosis of MMN
and early initiation of pathogenetic therapy. In this
case, the use of rituximab did not provide clinical
stabilization, whereas IVIG demonstrated high ther-
apeutic efficacy. Improving the availability of immu-
noglobulin therapy and physicians’ awareness of MMN
is essential to prevent the progression of motor deficit
and patient disability.

Keywords: multifocal motor neuropathy, conduction blocks, anti-GM1 antibodies, rituximab, intravenous im-

munoglobulin, clinical case
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BBEOEHUE

MynbTudoKanbHaa moTopHas Hesponatua (MMH),
TaKXe M3BECTHAA KaK MynbTU(OKanbHasa MOTOpHas
HeBponaTus ¢ 6rokamu nposBejeHuns, npeacTasnseTt
C060li pefKyl HeBpoOMaTuio, xapakTepusyoLyocs
nporpeccupyiolleil aACUMMETPUYHOW MbIWEYHON Cna-
60CTbto, aTponaMM U PaCLUKYNALMAMU, KaK NPaBUNO,
C OTCYTCTBMEM UYBCTBUTENbHbIX HApyweHui. Y 20-80 %
naumeHTos ¢ MMH BbISIBNAKOTCA NOBbILIEHNE TUTPA aH-
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TuTen knacca IgM K ranrnuosugam tuna GM1 (aHTN-GM1),
UTO NO3BONAET OTHECTN 3aboneBaHne K UMMYHOOMNO-
CpefioBaHHbIM HEBPOMATUAM U CY)XUT OCHOBHbIM ap-
FYMEHTOM B MONb3Y AU3UMMYHHOIO reHesa [3].
FaHrnno3uabl NpeAcTaBnsOT cO60M CUanuIupo-
BaHHblE MMUKOCHUHIONUNNIbI, KOTOPbIE BCTpeUatTcs
no BCel nepudepuyeckoli HepBHOM cucTeme, obpa-
3y NMNUAHbIE pachTbl B Na3MaTUUECKMX MeMBpaHax
1 UTPas BaKHYI0 POnb B PYHKLUOHNPOBAHNY HEPBHbIX
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KNeTOoK, UX roMeocTa3e 1 BOCCTaHOBNeHUU. B mogensax
Ha )XMBOTHBbIX 6bIN0 NOKA3aHO, UTO AHTUTAHININO3UAHbIE
AHTUTENA BbI3bIBAKOT KOMMNEMEHT-0NOCPeJOBaHHOE No-
BpexaeHune akCOHOB U MMEeNNHA 1 NOJABNAIT BOCCTa-
HOBNEHNe HepPBHbIX BOMOKOH (37059469). FaHrnuo3unabi
Tuna GM1 B OCHOBHOM KOHLIEHTPMpPOBaHbI B nepudepu-
YeCKMX ABUraTenbHbIX HEpBax, 0CO6EHHO BOKPYT nepe-
XBaToB PaHBbe. XoTA TouHast yHKuma GM1 Hen3BecT-
Ha, CYMTAETCA, UTO OHU CTABUNU3MPYIOT M TPYNNUPYIOT
WOHHbIe KaHalbl BOKPYr nepexsaTtoB PaHBbe, KOTOpble
Heob6XoANMMbI ANA pacnpoCcTpaHeHMs NoTeHuMana aei-
cTBuUs. HapyleHme paboTbl 3ITUX UOHHbBIX KAHANOB, NMPU-
BOASLLEE K CHUKEHMWIO pacnpoCTpaHeHns noTeHumana
AeNcTBuA, NpPoABAseTCA B BUAe 6NOKOB NpoBefeHus
N CHUXEHMA CKOPOCTU NPOBOAUMOCTY MO HEPBHOMY BO-
NOKHY Npw 3M1eKTPoU3N0oNorniecknx nccnefoBaHmsax.

Ewe ogHMM NPU3HAKOM, NOATBEPKAAKLLUM Ay TOUM-
MYHHYl10 npupoay MMH, aBnaeTtca ynyJweHue cocTo-
AHNA NALWMEHTOB B OTBET HA UMMYHOMOZYNUPYIOLLYIO
Tepanuio BbICOKOAO3HbIM UMMYHOTI06YNMHOM. OfHaKO
TaK e, KaK 1 Nnpu Apyrux HeBPonormyeckmx sabonesa-
HUSAX, TOUHbIA MEXaHW3M eNCTBUA UMMYHOTNO6YNNHOB
npu MMH go cux nop He ficeH. Mposouupytowme dakTo-
pbl 60/1€3HU O CUX MOP He OnpefeneHbl, B YaCTHOCTH,
CBA3b C TEM UMK MHBIM MHGEKLNOHHBIM areHToM, Npo-
BOLMPYIOLLMM UMMYHHYI0 aTaky, He floka3aHa [15-17].

PacnpoctpaHeHHocTb MMH B Mupe coctaBnseT ot 0,6
[0 2,0 Ha 100000 yenosek. 3abonesaHue AUArHOCTUPY-
eTcA B 3—4 pa3a ualle y My)XuuH, 4e6ioT 3ab6oneBaHns
yalle BCcero npuxoamTca Ha Bo3pacT 40-45 net, ofHako
MOXeT NPOABUTHLCA B LWIMPOKOM BO3PACTHOM Auana-
30He — 0T 20 8o 80 net. OnucaHbl eAUHNYHbIE ClyYan
pa3BuTUS 3a60neBaHNA y feTen. INMAEMUONOrMYeCKUX
“ccnesoBaHMI MO pacnpocTpaHeHHocTn MMH cpeau
B3p0OCNOro Hacenexns B PO He npoBoannocs [4].

KnuHuueckn MHH nposBnsieTcs NOA0CTPO UK Xpo-
HUYECKON NPorpeccupyolleil aCuMMeTPUYHON MblLley-
HOM cNaboCTbio NPY OTCYTCTBUN MM MUHUMANbHOM
NPOSABNEHUM YYBCTBUTENbHbIX HApYLIEHWiA. XoTs npe-
MMYLLECTBEHHO MOPAXAKTCA MblllLbl BEPXHUX KOHEY-
HOCTel, TaK)Xe MOXEeT BO3HUKHYTb CNab0CTb B HUKHUX
KOHeYHoCTAX. B peakux cnyuasx Habnogaetca ae6iot
3aboneBaHNA C NOPAXEHMS HOT, NPEUMYLLECTBEHHO
BOBNEKAITCS MblLLLbl-pa3rnéaTeny CTomn ¢ O4HOM Uu
ACMMMEeTPUYUHO C iBYX CTOPOH. B nogasnsiowem 60/b-
WNHCTBE C/lyyaeB OTMEYAeTCA OTCYTCTBME YYBCTBU-
TeMbHbIX N BereTaTUBHbIX PacCTPOUCTB, OTCYTCTBUE
BOB/IeUEHUA yepenHbix HepBoB U LLHC, coxpaHHOCTb
(hYHKLMIA Ta30BbIX OPraHoB.

Yalle Bcero cTpafaloT NOKTeBOW, CPeANHHbIN, Ny-
ueBoW, Mano6epLoBbI U 60Mble6epLOoBbIA HEPBbI.
CnabocTb pa3rnbaHns oTaenbHbIX NANbLEB ABNSAETCA
PacnpPoOCTPaHEHHbIM PAHHUM CUMNTOMOM [4]. MblleuHas
atpodu, Kak NpaBuno, HabLAeTCA HAa NO3AHMX CTa-
AunsiX 3a60N€BaHNA 1 3a4acTy0 HENPONOPLMOHANbHO
nerkasi no CpaBHEHMIO €O CaboCTblo. My6oKMe cyxo-
XUNbHble pedhnekcbl MOTyT 6bITb HOPMAJIbHLIMK UM
ACUMMETPUYHO CHMXEHHbIMU. TIPU3HAKM NOPAXKEeHUs
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BEPXHero ABMUraTeNibHOro HepoHa 06bIYHO OTCYTCTBYET,
yTO OT/INYAET 3aboneBaHne 0T 6OKOBOro aMnoTpodu-
ueckoro cknepo3a (BAC). B nopaeHHbIX MblLLLLAX MOTYT
HabnaaTbCa Gacunkynaumu.

CTeneHb HeBpONOrMueckoro geduunTa Bapbmpyet
OT Nerkon 6e3 CylecTBEHHOro OrpaHNYeHns 6bITOBbIX
BO3MOXHOCTEN N CaMOO0BCAYXIUBAHMA A0 TSHKENON C Non-
HOIA 3aBUCUMOCTbIO OT NOCTOPOHHEN nomoty [8, 9, 11-13].

B 2010 ropy uenesas rpynna EBponeinckoi depe-
pauuu Hesponoruyeckux obuects (EFNS) u O6uiecTsa
nepudepuueckux Hepsos (PNS) nepecmoTpena anarto-
CTUYECKME KpUTepuu, No3BONAKOLWNE LUArHOCTUPOBATD
MMH [8] (ta6n. 1).

KntoueBoe 3HaueHue B gnarHoctuke MMH umeet anek-
TpoHenpomuorpacms (SHMI), ocHOBaHHaA Ha perucTpa-
UMM 1 aHANU3€e 6MOINEKTPUYECKMX NOTEHLMANOB MbILUL,
1 nepuepnyeckux HepsoB. MeToa no3BonseT 06Hapy-
XUTb 6NOKM NPOBEAEHUS MO ABUraTeNIbHbIM BOIOKHAM
NP1 HOPMaNbHOM NPOBEAEHNUI N0 UYBCTBUTEMbHbBIM [2].

MpUHLMNNANBHO BaXHO METOJO0NOrMYECKN BEPHO
NpoBOANUTb UCCe0BaHKUE B OCTATOUHOM 06beme [8].
Bo Bpemsa uccnepgosaHua IHMI TemnepaTtypa Koxu
JOMKHA NOALEPXUBATLCA B 0611aCTU NafJOHN HA YPOB-
He >33 °C 1 Ha YPOBHe HapYXHOM nofbhxkn >30 °C[8].
WccnepoBaHmne cnegyet NPoOBOAMTbL C 06€UX CTOPOH
C OLIEHKOMN ABMraTeNbHbIX NOPLNIA CPEANHHOIO U NOK-
TEBOr0 HEPBOB HA BCEM NPOTHXKEHMM C UCNOJIb30BAHU-
eM CTUMYNALNUN BO BCEX JOCTYMHbIX TOUKAX, BK/OUas
TOuKy 3Ip6a. Ecnv anekTpocdmanonormueckne Kputepum
He BbINOMHATCA, TpebyeTcs MccnefoBaTb nyyeBoil
u rny6oKuil mano6epLoBbin HePBbI C AABYX CTOPOH
Ha BCeM NPOTSXEeHUN. HeobxoaAMMO OLEHMTb napame-
TPbl CEHCOPHbIX BONOKOH Te€X HEPBOB, NPU UCCneoBa-
HWUW KOTOPbIX 3aperucTpmpoBaHbl 6M10KKM NPOBEAEHNS
B HETUMWYHOM [N KOMNpPeccum mecrte. B comHutennb-
HbIX Clyyanx ang npoeegeHusa auddepeHLanbHOro
AMarHo3a n YTOUYHEeHUA YPOBHA NopaxeHusa cnegyer
NpoBecTy UCCNefoBaHME NMAPETUUHBIX N KIIMHUYECKN
WHTAKTHbIX MbILLL, UFOMbYATbIM 3neKTpoaoM [32, 33].

Mo faHHbIM IHMT, npu MMH moryT perncTpmpoBarb-
CA NpU3HaKy gemuenuHusauun. bnoku nposegeHus
06bIYHO BO3HMKAKOT B MECTax, He NOAAALMXCA KOM-
npeccun. CnegoBaTenbHo, Hanuune 610Ka NPoBefeHus
B MeCTax CAlaBneHna HepBa (Hanpumep, CPeMHHOIo
HepBa B KapnanbHOM KaHarne) He MOXeT 6biTb UCMOMb-
30BaHO npu gnarHoctuke MMH. Momumo MMH 6n0ku
NnpoBefeHNs TaKxe HabNAaTCAa Npyu NPpUobpeTeH-
HbIX EMUENUHU3UPYIOLLKUX COCTOAHUAX, Hanpumep
XPOHWYECKOW BOCNANNTENbHON AEMUENNHN3NUPYIOLLEN
nonuxesponatuu (XB/IM) n cuHapome MmiteHa-bappe
(cre). Pesynbratbl 3HMI-nccnefoBaHna CONOCTABNAIT
C anekTpodusnonornueckumn kputepuamm MMH (EFNS/
PNS, 2010) [8] (ta6n. 2).

B pAge cnyuyaes AMArHOCTUUYECKME BO3MOXHOCTHU
IHMT moryT 6bITb OrpaHuUeHHbl. Tak, Ha NO34HNX CTa-
Ansax 60Ne3HN Npu amNAnTyae ANCTaNbHbIX MOTOPHbIX
0TBeTOB <1 MB HEBO3MOXHO 4OCTOBEPHO A0Ka3aThb Ha-
nuuue 610KOB NPOBEAEHUS NPU CTUMYNSLUKA MPOKCH-
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Ta6nuua 1. Knunnueckue kputepun MMH (EFNS/PNS, 2010)
Table 1. Clinical criteria for MMN (EFNS/PNS, 2010)

OcCHOBHbIe KpuTepun (BOMKHBI NPUCYTCTBOBATL 2 KPUTEPHS OJHOBPEMEHHO)

1. MefineHHO MK ckaukoobpa3Ho nporpeccupyiowas, pokanbHas, aCUMMeTpUUHan cnabocTb B KOHEUHOCTAX, C HAPYLLEHUEM ABUKE-
HUN B 30HE MOTOPHOW WHHEPBaLMK 2 1 6onee HEPBOB, COXpaHAlLWasnca 6onee 1 mecsaua. Ecnu fBuraTenbHble HapyLWeHUs BbIABNAOTCA
B 30He MHHepBaLumn 1 HepBa, MOXHO ANArHOCTUPOBATbL «BO3MOXHY0» MMH.

2.0TCcyTCTBME 06BEKTUBHbIX YYyBCTBUTE/NbHbIX paCCTpOﬁCTB, 3a UCKNMKOYEeHNeM He3HaUNTeNbHOro CHUXeHnsa BVI6paLI,I/IOHHOF0 4yBCTBa
B HWXHUX KOHEUHOCTAX.

MoanepxuBalome KNMHUYECKNE KpUTepuu

MpenmyLLecTBEHHOE BOBNEUEHNE BEPXHUX KOHEYHOCTEN.

CHWXEHWE UNKN OTCYTCTBUE CYXOKMUbHBIX Pe(HNEKCOB HA MOPAXEHHON KOHEYHOCTM.
OTCYTCTBME NOPAKEHMSA YEPEMHbIX HEPBOB.

Kpamnu n hacumkynaumm MbilL, NOPAXKEHHbIX KOHEYHOCTEN.

N e

OTBET Ha UMMYHOMOJYNNPYIOLLYIO TEPANUIO B BUE BOCCTAHOBNEHUS

Kputepun uckniouenns

MpU3HaKM NOPaXKEHUs BEPXHET0 MOTOHENPOHa.

Mpu3Haku 6ynbb6apHOro CUHAPOMA.

YyBCTBUTENbHbIE HAPYLIEHNA 6o/ee BbIPaXeHbl, YeM MUHUMANbHOE CHIXEHNe BUOPALMOHHOTO YYBCTBA B HOTaX.
Nndy3Han cummeTpuyHas CnabocTb B TeUEHKE NepPBbIX HeAenb OT Hayana 3abonesBaHns

w2

Mpumeyaxue: acummempuyHas — pasnuyue 8 16ann no wkane MRC, ecnu cuna mplwy >3 6ann086; U 8 2 6a11a — ecnu MblleYHas cuna
<3 6an108; 06bIYHO COXpaHsemcs > 6 Mecsyes; CO BpeMeHeM YyecmeaumesibHble CUMIMOMbI MO2Ym Mos8NsimbCs; 0e6lom ¢ NopaxeHus
HUXHUX KOHeYHocmell He 6onbwe 10 % cnyyaes; B03MOXHO He3HAYUMesbHOe NoBblLeHUe CYXOXUbHbIX pedhiekcos, 8 YacmHocmu
Ha MopaxeHHol pyke, 4mo He uckaoyaem duazHos MMH (mpu 3mom domxeH omcymcmeosams Kpumepul UCK/OYeHUS); 3apeaucmpu-
poeaHbl edUHUYHbIe Cy4au Napanuya nodbsa3blYHbIX HEPBos.

Ta6nuua 2. Inexktpocdusnonornueckne kputepun MMH (EFNS/PNS, 2010)
Table 2. Electrophysiological criteria for multifocal motor neuropathy (EFNS/PNS, 2010)

1. locTOBepHbIii MOTOPHDIN 610K NpoBeaeHns
CHWXeHMe NNOWaAN HEeraTUBHOO Nuka M-0TBETa NPY NPOKCMMAbHON CTUMYASLMY MO CPABHEHMNIO C TaKOBOI NPN ANCTaNbHON CTUMY-

nAaunum >50% BHe 3aBUCUMOCTHU OT A/IUHDI nccnegyemoro cermeHTa HepBa (ﬂ,ﬂﬂ CpeaunHHOro, NOKTeBOro n Mano6epu,osoro HepBOB).

AMNNUTYAA HEraTUBHOTO NUKa M-0TBETA NPU CTUMYNALUN JUCTANbHOW TOUKM UCCIEAYEMOTO HepBa C MOTOPHbIM 6/10KOM NPoBeaeHNS
JOMKHA 6bITb Ha >20 % HUXKHEN rPaHULLbl HOPMBbI U >1 MB, NPy 3TOM yBeNNUYeHNe ANUTENbHOCTM HEFraTMBHOTO NKa M-0TBeTa Npu NPok-
CUManbHON CTUMYNALMN NO CPABHEHNIO C AUCTANbHOM AOMKHA 6bITb <30 %.

2. BepoATHbIi 610K NnpoBefeHns”
CHWXKeHMe NNOLWAAN HeraTMBHOMO NMKa M-0TBeTa Kak MUHMMYM Ha 30 % Npu NPOBEAEHNN UCCNeA0BAHMSA HA 6ONbLIOM CerMeHTe HepBa

(Hanpumep, OT 3aNACTbA 10 NOKTEBOW AMKI UMV OT TOKTEBOW AMKM 10 NMOAMbILIEYHON BMNAANHbBI) BEPXHEN KOHEUHOCTH; NIPY 3TOM YBENu-
yeHne ANUTENbHOCTY HeraTUBHOIO NKa M-0TBETa NPY MPOKCUMANTbHON CTUMYNALNK NO CPABHEHNIO C ANCTANbHO A0MKHA 6bITb < 30 %.

CHUXeHMe NOWWaAMN HEeraTUBHOro Nuka M-oTBeTa Ha 50 % u 6osee (Kak npn A0CTOBEPHOM 6/10Ke NPOBeeHNA) NPy YBENMYEeHUM ANN-

TENbHOCTM HEraTMBHOIO NUKa M-0TBETa NPY NPOKCUMANbHOW CTUMYNALWM NO CPABHEHMIO C ANCTaNbHOMN >30 %.

3. HopmanbHbie NoKasaTeny NpoBefeHUs NO YyBCTBUTENbHBIM BONIOKHAM Ha PYKax B TOIM 061acTy, rae perucTpupyeTcs MOTOPHbIi

6nok nposefeHusn

* [lokazamenbcmea Hanuyus 6/10ka npogedeHuUs cedyem UCKAMb MOJIbKO 8 MeCmax, He MunuUYHbIX 0715 KOMIPeCCUOHHbIX CUHOPOMO8.

ManbHbIX TOUEK. B MoA06HbIX CUTyauusax 6yayT bonee
MH(OPMATUBHBIMU HEMPOBU3YaNMU3aLNOHHbIE METOADI
nccnenosaxusa (ynbTpassykosoe uccnegosatue (Y31)
nepudepuueckux HepBOB U NAEYEBbIX CNNETEHUH,
MarHUTHO-pe3oHaHcHasa Tomorpacua (MPT) nneueBbix
cnnetenui) [32-36]. Y311 1 MPT MoryT npegocTaBuTb
Ba)KHble AMArHOCTUUYECKME JaHHble, 0COBEHHO Koraa
anekTpomanonornueckne nccnefoBaHmst He ABNSA-
I0TCA OKOHUYATEeNbHbIMU. [InarHocTuka MMH, nencTBu-
TENbHO, MOXET 6bITb CNIOXHOI 3aAaueid, Koraa 610Ku
MPOBOAMMOCTMN He 0BHAPYXMBAKTCA MK B Cliyyae
nporpeccupyrolen NoTepu akCoHoB.

Mpn MMH yBenuueHue nnowaau nonepeyHoro ceve-
HUA CPEeLUHHOIO U NOKTEBOr0 HEPBOB MOXHO YBUAETb
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npu Y31 BbICOKOTO pa3pelleHuns. ITo uccnefoBaHune
nonesHo, Koraa TPYAHO NPOBECTU KNNHUYECKoe pas-
nuune ¢ BAC, npu KOTOPOM JMameTp HEPBOB 06bIYHO
YMeHbLUEeH.

MPT No3BOHOUYHMKA MOXET BbIABUTb TMNEePUHTEH-
CUBHbIE CUTHanNbl B T2-pexume B nneyesom cnne-
TEHUN C KOHTPACTHbIM yCcuneHuem unu 6e3 Hero
NMPUMepHO y NONMIOBKUHbI NaumeHToB ¢ MMH n XB/AIM.
Mpn MMH 3Tu curHanbl aCUMMETPUYHbIE U YacTo
OAHOCTOpPOHHMeE, HO npu XBJIM OHK fBYCTOpPOHHME
U CUMMeTpPUYHbIe.

NabopaTopHoe uccnegoBaHne ypoBHa aHTU-GM1
cnepyeTt NPOBOAKTD Y TeX MaLMeHTOB C MOAO3PpeHuem
Ha MMH, y koTopbix pe3ynbtatbhl 3HMI He NOMHOCTbIO
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Ta6nuua 3. NMoagepxusarwume kputepuu MMH (EFNS/PNS, 2010)

Multifocal motor neuropathy: A literature review and case report

Table 3. Supporting criteria for multifocal motor neuropathy (EFNS/PNS, 2010)

1. MoBblweHne ypoBHA aHTUTeN IgM K ranrnnosngy GM1.

2. ToBbllEHME COiePXaHUA BenKa B CIMHHOMO3roBOI XuaKocTy (<1 r/n).

3. Mpu MPT nneyeBOro cnieTeHns 0TMEYAELTCS NOBbIEHNE UHTEHCUBHOCTU MP-curHana B T2-B3BELIEHHOM PeXxume U306paxeHuil,

a Takxe Auddy3Hoe yBenuueHne CTBONOB.

4, O6bEKTUBHBIA NONOXMUTENbHBIN OTBET HA NIeUeHNe npenapaTamMmn MUMMYHOrNo6YNNHA YenoBeKa HOPMANbHOTO AN BHYTPUBEHHOTO

BBeAeHuA.

COOTBETCTBYIOT 3NEKTPON3NONOTMUECKUM KPUTEPUSAM
MMH (EFNS/PNS, 2010), € Liefbio NoBbILIEHNA JOCTOBEp-
HOCTM AnarHocTuku [8] (tabn. 3).

AHTU-GM1 BbIABNAIOTCA NPUMEPHO B MOMOBUHE CNY-
yaes MMH. OgHako TUTpbl aHTU-GM1 He Koppenupy-
0T C neyeHunem. AHTU-GM1 HecneuudnuHbl gna MMH
1 TaKXe HabniAaTCa NPy BapuaHTe 0CTPON MOTOPHOM
aKCOHaNbHOW HemponaTum — cuHApom MineHa-bappe
(CTB), oAHAKO X HanUuMe NOATBEPXKAAET ANArHO3.
UyBCTBUTENbHOCTb OBHAPYXEHUSA AHTUTEN MOXET BbITb
NoBbIleHa NyTeM TECTUPOBAHUA KomnnekcoB GM1/ra-
naktouepe6posung (GM1/GalC).

WccnepoBaHne uepebpoOCNMHANBHON XUAKOCTH
C OLEHKOWM KNeTOYHOro coCTaBa M YpPOBHA 6enka
B IMKBOpEe NPOBOAAT Y NALNEHTOB C NMOAJO3peHunem
Ha MMH, y KoTopbIx pe3ynbtatbhl 3HMI He MOMNHOCTbIO
COOTBETCTBYIOT KpuTepuam MMH (EFNS/PNS, 2010),
C UEnblo UCKMIOUYEHNSA UHBIX MPUUUH MHOXECTBEHHON
HeBponatuu [8-13].

[na MMH xapakTepHO He3HauuTeNnbHOe NoBbIlLe-
HUe ypoBHA 6enka (10 1) B NUKBOpe NpU HOPMAfb-
HOM LMTO3e <10/MM3. Mpu 06HapYXeHUN YPOBHA 6enka
B NUKBOpe >1r/n 1 nneiounuTo3a >50/Mm3, cneayeT npo-
BECTW UCKNIOUEHMe Henpoboppennosa, Hepocapko-
1Ao03a, NumdonponudepaTuBHbix 3a6oneBaHnin u ap.

AnddepeHunansHbin fuardo3 MHH nposoanTcs
¢ BAC, XB/IM, HacneaCcTBEHHOI HEBPOMNATMEl CO CKMNOH-
HOCTbIO K Napanunyam ot caaBneHus (HHCnC).

06WuUM KNMHUYeCKMm npusHakom MMH u BAC sB-
naeTcA nporpeccupylouas YncTo gBuraTtenbHas
€nabocCTb, ofHaKo npu MMH HapacTaHue cumnToOMa-
TUKN 06bIYHO NPOUCXOAUT MefsieHHee. Kpome Toro,
OTCYTCTBME NMPU3HAKOB MOPAXXeHUA LLeHTPanbHOro
MOTOHelpOoHa No pe3ynbTaTam UCCNeA0BaHNS, @ Tak-
)K€ OTCYTCTBUE NPU3HAKOB ByNb6APHOro CMHAPOMA
1 BOBNeYeHUA AbiXaTeNbHbIX MbiwL, oTAnyaroT MMH
oT BAC. MbiweyHas cnaboctb npu MMH 06blYHO Npo-
ABNAETCA B AUCTaNbHbIX OTAeNax pykK, B To Bpems
KaK y naunenToB ¢ BAC 3a cuet cmewaHHoro (Bsno-
ro 1 NMPamUAHOro) napesa cnabocTb BbiABAANACH
KaK B MPOKCMManbHbIX OTAeNaxX pyK, Tak U B Pa3nnyHbIX
COYETaHNAX NPOKCUMANBLHOMN U ANCTANbHOW NOKanu3a-
umu. MbieyHas aTpodus meHee BbipaXKeHa Ha paHHNX
cTagusx 3aboneBaHus. INeKTPOANArHOCTUYECKUE NC-
CnefoBaHNs BbIBAAKOT AeMUENNHU3NPYIOWMA NATTEPH
c 6nokamu nposogumocti [2].

Mpu BAC 06bIYHO NOpaxaeTcs BeCb MUOTOMUYE-
CKWA annapaTt 04HOBPEMEHHO. BbipaXeHbl MbllleyHas
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atpocdua n dacuukynaumm. MoxeT NpucyTCTBOBaTb
theHOMeH «pacllenneHHoW pyKu» — aCUMMeTpUYHas
aTpodna MblWL, KUCTei, 6onee BbipaXeHHas B MbllLLAX
TeHapa 1 NepBON MEXKOCTHOM MblLLILLE NO CPABHEHUIO
C MbllILLAMKU runoTeHapa [5]. MoXeT npucyTcTBOBaTH
nceBao6ynb6apHbINA CUHAPOM. MiccneaoBaHNA HEPBHOIA
npoBoAUMOCTMN B HOpMe. UronbyaTasd IMIT MOXeT Bbis-
BUTb NPU3HAKWN AeHepBaLuu.

XpoHuyeckad BocnanutenbHaa gemMnennHusnpy-
towas nonuHesponatua (XBAM) nposBnAeTCA XPOHU-
UeCKOW MbllEeYHON CNAabOCTbI0 CO CHMKEHHBIMU UMK
OTCYTCTBYIOLWMMU TNYOOKUMMN CYXOXKUNbHBIMU ped-
neKkcamu, 1 nNpu 3NeKTpoHepodur3nonoruueckux
nccnefoBaHUAX MOXeT NPUCYTCTBOBATb 610K Npo-
BOLMUMOCTU, HO MbllleYHan cnabocTb npu XBAM uacto
CUMMEeTPUYHA, HUXHNEe KOHEeYHOCTU BOBNEKaKTCA
60nblue, yem BepxHue. YyBCTBUTENbHbIE HAPYLWEHMS
BcTpeyarTca npu XBAM vacto (B oTAnume ot MMH),
OAHAKO MHOrAa pa3BMBAKOTCA YNCTO MOTOPHbIE Ba-
puaHTbl XBAM, uto 3aTtpyaHseT anddepeHLnpoBKY
oT MMH. Mpu XBAMN nccnepgosaHue LCXK BbigBNAeT no-
BblLWEHHbIN YPOBEHb 6eMKa U BbIpaXXeHHY0 6€1K0BO-
KNeToUHy0 auccoumauuio, aHtutena Kk GM1 vacto oT-
cyTcTBYyHOT. MaymeHTbl ¢ XABI Takxe 6naronpuaTHo
pearmpyloT Ha rMIOKOKOPTMKOUAbI 1 nnasmadepes.
MynbTudokanbHaa npnobpeTeHHas AEMUENNHU3K-
pylowan ceHcopHaa U MOTOpHAasA HeBponaTua, Unu
cuHApom Jiblonca-CamHepa, ABNAETCA HEOBbIYHbIM
BapuaHTOM X[BM, KOTOpbI NOpaXaeT OTAENbHbIE
HepBbl U HanomuHaet MMH. OfHaKO BbipaKeHHble
CEHCOpHble HapyLIEeHUs, a TaKXKe 3NeKTpPodunu3nono-
rmyeckme nccnefoBaHus, BbiABAAKOLIME NOPAXKeHNe
CEHCOpPHbIX HEPBOB Nnpu cuHgpome fiblonca-CamHepa,
oTnunuaioT ero ot MMH.

HHCNC, kak 1 MMH, xapakTepusyeTtca acumme-
TPUYHOI CNabOCTbIO U HaNUumem 6N10KOB NPOBeAEHNS
Mnpw 3NeKTPoM3MONOrNYecKMx nccnefoBaHusX, 04HaKo
6N0KN NpoBefeHUs 06bIYHO BO3HUKAIOT B N3BECTHbIX
MecTax cAaBneHus HepsBa (Hanpumep, CpeaUHHbIN
HepB B 06/11aCT KapnanbHOro KaHana u NOKTEBOW
HepB B 06M1aCTN Ky6UTaNbHOro KaHana). Kpome Toro,
npu HHCMNC HabntogalTca YyBCTBUTENbHbIE HApY-
WweHMA. YacTo BCTpeUYaeTcs NONOXUTENbHbIA cemen-
HbI aHaMHe3, NOCKOMbKY 3a60NeBaHmne HacneayeTcs
Mo ayToOCOMHO-AOMUHAHTHOMY TUNY. HHCIC BO3HMKaeT
BCNeACTBUE Aeneunun reHa 6enka nepudepuyeckoro
MuenuHa 22 (PMP-22) n moxeT 6bITb NnoATBepXeHa
MOJIeKYNAPHO-reHeTUYeCKUM TeCTUPOBAHUEM.
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MporHo3 MMH 06bluHO 61aroNPUATHBIA. pUMEpHO
80 % nauueHTOB pearvpylT Ha BHYTPUBEHHYIO Bbl-
COKOMI03HYI0 ummyHoTepanuto. Okono 20 % nauuneH-
TOB [OCTUTAKT ANUTENbHON PEMUCCUU, B TO BpeMs
KaK OCTafibHbIM TpebyeTcsa nepnogmueckoe BHyTpu-
BEHHOE BBefleHNe BbICOKOAO3HOM0 MMMYHOro6ynu-
Ha (BBWT) nnu nogaepxmnBatolas MMMyHoTepanus
MOAKOXHbIM UMMYHOrNO6YNMHOM. [laxe y Tex, KTo
He pearupyeT Ha neyeHne BBUT, mbiweyHas cnabocTb
nporpeccupyet MefIeHHO, U 6ONbLIMHCTBO NALWEHTOB
B COCTOSIHUM BbIMONHATH NOBCEAHEBHbIE AeNCTBMA,

MMH pepako npuBOAMUT K NeTasibHOMy UCXOAY B CBA3U
C OTCYTCTBMEM GYNbGAPHBIX M AbIXATeMbHbIX HAPYLIEHUI.

BOMbLWMHCTBO OCNOXHEHUI, BO3HUKAKOLWMX Npyu MMH,
CBA3aHO C neyeHuem. Tak, BHyTpUBEHHOE BBeJleHne
BbICOKOJ03HbIM UMMYHOT06YTIMHOM MOXET BbI3bIBATb
TPpoM603IM6ONNYECKIMEe 0CTOXHEHNA (MHDAPKT MUO-
KapAa, MHCYNbT unu TPoM603 rny6oKNX BeH), noueu-
HYI0 HE0CTAaTOUYHOCTb, aHAUNAKTUUYECKNE peakLny,
acenTUUecKnin MEHUHTUT U, B PeAKNUX CyYasx, 0CTPoe
noBpexaeHue nerkux, cBA3aHHoe c nepenmBaHnem
Kposu. Llmknocdochammg moxeT Bbi3blBaTb YrHETEHUE
(hYHKLMM KOCTHOTO MO3ra, reMopparnyecknin LucTuT
M UHTEPCTULMANBHBIA MHEBMOHMUT.

TakTuKa neueHna naumeHtoB ¢ MMH ocHoBaHa
Ha MMMyHoKoppekuuu. Micnonb3oBaHue BBUI npeacTas-
nseT c060M OCHOBHOM (hapMaKONOrMUYeCKMii BapuaHT
neuenuns MMH. OgHako npenapaTtbl UMMyHOrno6ynuHa
yenoseka HOpManbHOro HaszHauatotcs off-label — B uH-
CTPYKUMU K Nnpenaparty Ana BHYyTPUBEHHOTO U ANA NOA-
KOXHOT0 BBE[IEHMSA B NepeyHe NOKa3aHWi OTCYyTCTBYeT
AnarHos «MynbtudokanbHas MOTOPHAs HEBPONATMAY.
B cBA3M C 3TMM Tepanua NPOBOAUTCA NocCne nonyyeHus
MHGOPMNPOBAHHOTO COMNACMA HA HAa3HAYEHNe nekap-
ctBa off-label, a Take nocne ohopmneHns pekomeH-
Aauuy NO Ha3HAUEHUI0 Npenaparta yepes BpauebHyo
Kommccuio [8].

CnepyeT OTMETUTb, YTO 6OMbLWMHCTBO NALUEHTOB
pearupyloT Ha BHYTPUBEHHOE BBEfeHNe UMMYHOT/O-
6ynuHa, y 20 % nauMeHTOB JOCTUraeTCa ANUTeNnbHas
pemuccus. bonblWMHCTBY NaLUEHTOB TPebyoTCs ne-
projnyeckue BHYTpPUBEHHble BNKUBaHUA. HecmoTpsa
Ha perynapHble BHYTPUBEHHbIE BMBAHWSA BHYTPUBEHHO,
ABUTATENbHbIA AeULUT MOXET MeANIEHHO NPOrpeccu-
poBaTb B CBA3M C BTOPUUYHbBIM NOBPEXAeHNeM aKCOHOB.
B KokpeilHOBCKOM 0630pe BHYTPUBEHHOE BBeJEHNE
6bIN0 NPU3HAHO NYYWMM NO CPaBHEHUIO € Nnaue6bo
npu neyeHun MMH.

CrapToBas 403a Tepanuu cocTaBnseT 2 r/Kr, ee npo-
BOAAT B YCNOBUAX KPYrnoCyTOYHOro CTaLMoHapa B pe-
XUME eXeAHEeBHbIX MHGY3niA B fo3e 0,4 r/Kr B CYyTKM
B TeueHune 5 aHei (5% p-p) unu 3 aHent (10 % p-p) (cym-
MapHO He MeHblue 2 r/kr) [8-13, 16-21].

Mpu nonyyeHnn oTBeTa Ha NepBblN KYPC C LeNbio
noafepXaHusa JOCTUrHYTOro TepaneBTUUecKoro 3g-
(hekTa B AanbHelllemM NepexofaT Ha AAUTENbHYI0
perynapHyto Tepanuio, C NpUMeHeHnem NojaepxuBsa-
lolllet CyMMapHON 103bl 1 r/Kr, BBeAeHue 3a 2-3 fHA,
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KpaTHOCTb BBEAEHUA Kaxable 3-4 Hefenn. MauneHTam
¢ MMH TpebyeTca anutenbHas (B TeueHmne MHOrux ner),
HenpepbiBHaA nopaepxusatowaa BBUT. NMpu Hapylwe-
HUW pexuma BBeaeHus BBUI nnu peskon oTmeHe Te-
panun BO3MOXHO 6bICTPOE HapacTaHMe ABUraTENbHOMO
peduumTa.

Y nauneHToB, He OTBETUBLINX Ha NeyeHune, BapuaH-
Tbl NEYEHUS OrpaHMYeHbl. B nutepatype coobwanochb
0 PasnUUYHbIX UMMYHOMOAYMPYIOLWMX CPEACTBAX, TAKUX
Kak uuknodgochamug, mukodeHonat modeTtun, asatu-
OMPUH U PUTYKCMMAB, C pa3NnUHbIMKU pe3ynbTaTamu.
Coobuanocb, UTo NnepopanbHblii Luknodochamua
3heKkTUBEH B NoOAAEpPXaHUN pemuccumn 3abonesa-
HUA N CHWXEHUMN YacTOoTbl Ig, HO MMeeT 3HaunTenbHble
no6ouHble apdekTbl. B 2007 roay npoBeAeHHOE paH-
JOMU3UPOBAHHOE KNIMHUYeCKOoe nccnefoBaHue, BKI0-
yaBLlee 28 NaLMeHTOB, HE BbISIBUNO CYLLECTBEHHO
pasHuMLbl NpK couyeTaHun mukogeHonata moeTnna
C BHYTPUBEHHbIM BBEIEHEM M0 CPABHEHUIO C BHYTPU-
BEHHbIM BBeJeHneM ToNbKo y nauueHToB ¢ MMH. ina
yCcTaHoBNEeHUA 3 (HEKTUBHOCTU UMMYHOMOAYAUPY-
lowmnx npenapatos npu MMH Heo6Xx0AMMbI MHOMXe-
CTBEHHble CpaBHUTENbHbIe PAHAOMU3NPOBAHHbIE
KOHTponupyemblie nccnefoBaHus. MIOKOKOPTUKOUADI
n nnasmadepes HeahpekTNBHbI y nauueHTos ¢ MMH
[8-13, 16-21].

MATEPUATJIbl  METO[DbI

(KJIMHUWYECKOE HABJTIOOEHMUE)

MauneHTka M., 1961 roga poXxaeHus, rocnUTanu3sn-
poBaHa B HeBposioruyeckoe otaeneHue JleHuHrpag-
CKOM 06/1aCTHON KNUHUYECKOU BONMbHULbI C XKanobamu
Ha HapacTaloLylo cnabocTb B 1eBON KUCTH, HENOB-
KOCTb B HEM, NofieprmBaHns MbillL, IeBOW BepxHen
KOHEUHOCTH.

CuuTaet cebs 60nbHON ¢ Hauyana 2021 roaa (59 net),
Korfa nosiBunacb HENOBKOCTb B NEBOW KUCTH, C Nocne-
AVIOWMM NPUCOeaNHEHNEM HAPaACTAIOWEN MbILIEYHON
cnabocTu B Hel. TakKe CTana oTMeuaTb nogeprupaHume
MbILWL, 1eBOrO Npeanneybs u nesoro 6uyenca. O6pa-
TUNacb K HEBPONOry N0 MeCTY XUTeNbCTBA B UIOHE
2021 roga, 6bina HanpaBneHa Ha 06¢cnefoBaHue. Boinon-
HeH MPT wWweiHOro oTAena NO3BOHOUHMKA, MO pe3ynb-
TaTaM KOTOPOU BbiIBNEHbI NPU3HaKKU AereHepaTUBHO-
ANcTpoduueckux UsmeHeHMN. IPbKM MEXNO3BOHKOBbIX
anckos C3/4, C5/6, C6/7.

Mo paHHbiM MPT nneyesoro cyctasa o1 2021 roga —
MP-npu3HaKu aereHepaTMBHbLIX N3MEHEHNI CYyCTaBHOM
ryobl, KanbLMHNUPYIOLLEro TEHAMHUTA CYXOXUINA HAA-
OCTHOW MblwwLbl. MP-npu3Haku aedopmupyiollero ap-
Tpo3a neBoro nneyesBoro cycrasa 2 cT. MP-KkapTuHa ap-
TPO3a aKPOMMANTbHO-KNIOUNYHOIO CouneHeHus. CUHOBUT.
TeHOCMHOBUT CYXOXWUANA ANUHHON FONOBKM Guuenca.

BbinonHeHo MPT I'M 26.11.2021 — MP-kapTuHa egu-
HWYHbIX 0OYaroB rn1mo3a CoCyanCToro reHesa, pacwupe-
HUA HAPYXHbIX NMUKBOPHbIX MPOCTPAHCTB.

Pe3ynbTatbl IHMI 0T 2021 roga — HeAOCTATOUHO ybe-
AantenbHble IHMI-NpU3HAKN YyMEPEHHOro NopaXeHuns
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nepefHUX Poros CNUHHOMO MO3ra Ha LEepBUKAbHOM
ypoBHe C5-C8 cneBa, C NpeumMyLLeCcTBEHHON YyTpaTon
MOTOHEPOHOB Ha ypoBHe C7, C8 cneBa, CO CHIKEHNEM
aMNAUTYAbl MblLEYHON aKTUBHOCTN B MuoToMax C5-C5
cnesa Ha 30-60 %, 63 CHUXEeHUS aMNAUTYAbl BblI3BaH-
HOW aKTMBHOCTU Ha ypoBHe C8-T1.

Y31 HepBOB BEPXHUX KOHEUHOCTEH M NaeyeBbiX
cnneteHun ot 15.12.2021. 3akntouenune: auddysHoe,
YMepeHHO BblpaKeHHOe YTO/LWEeHKe IeBOro nieyeBoro
HEepPBHOrO cnyieTeHus N HOPMUPYIOLLMX €ro nepegHnx
BETBEN CNMHHOMO3roBbIX HepBoB C5-C7 6€3 npu3sHa-
KOB pa3pbiBa, yuiemneHns n opmmnpoBaHnsa HeBpoM.
(YBenuueHue Ha hoHe AeMUENMHN3NPYIOLLE NONNHEB-
ponatuu? MynbTudoKanbHas MOTOpPHas HeBponaTua?)

C yueToM MofiyyeHHbIX pe3ynbTaToB UCCNef0BaHMA
6blN1 yCTAHOB/EH NpefBapuUTeNbHbIA AnarHo3 «bonesHb
ABUraTeNbHOro HempoHa?». OAHAKO, yUMTbIBAs COMHU-
TenbHbIN pe3ynbrat IHMI, nauneHTKke Tpe6OBANOCH Ha-
6noaeHne B AnHamuke. AuddepeHumanbHblii ANarHo3
nposogunca c MMH.

HeBponormueckunit cTatyc Npu nocTynneHun 6oin
npencTaBneH CMHAPOMOM ABUraTeNbHbIX PACCTPOWCTB
B Buje nepuepnueckoro MOHonapesa nNeBomn pyku
(MblweuHas cnabocTb B crubatensx nneva cnesa 36,
crubatenn npegnneubs cnesa 0-16, pasrubarenu npea-
nneubs cnesa 0-16, crubaTenib KUCTU/NANbLEB KUCTH
cnesa 0-16, pasru6arenb KUCTU/NANbLEB KUCTW cne-
Ba 0-16, CHMXeHUe pedpnekcoB ¢ buuenca, TpuLenca,
KapnopaguanbHoro, kpamnu 8 m. biceps brachii, no-
JAEepruBaHus B MbiILAX NEBOro Npeanneybs, aTpodus
MbILLL, TEHAPa CNeBa U MbILIL, BHYTPEHHEN NMOBEPXHOCTH
NeBoro npeanneybs).

Na6opaTopHO MMMyHOTNO6YNUHbI: IGA — 1,48 1/n,
IgM —1,89 r/n, 1gG — 14,10 r/n.

B nukBOpE 1 CbIBOPOTKE KPOBU — NOANKAOHANbHBbIA
IgG B NUKBOPE 1 CbIBOPOTKe KpoBy (1-i TMN cuHTE3a).

Mpu uccnegosanun LLCXK — noBblweHne 6enka
10 0,52 r/n (N meHbuwe 0,45 r/n). MpoBeaeH aHanu3
Ha aHTMTena K raHrnuo3sugy GM1(aHtn-GM1), no pesynb-
TaTam KOTOPOro aHTUTena K raHrnuosngy GM1 (aHrtu-
GM1) 06HapyXeHbl «3+», BbICOKOE COflepXaHue ayTo-
AHTUTEN K Cneundnyeckomy aHTUTeHY.

Mpwn nposefeHnn IHMI-nccnepgosaHus ot 2022 ropa —
06HapyXeHbl NPU3HAKN AeMUeNMHU3MPYIoLLero nopa-
)XEHMA NeBoro ny4yesoro 1 NOKTeBOro HepBoOB C peru-
cTpauvei 6nNoKoB NPoBeAeHUs BHE YYACTKOB TUMNUYHON
Komnpeccun. Takxe MMETCA NPU3HAKM Herpyboro
CTpajaHua NpaBoro CpeAnMHHOro HepBa Ha 3anfAcTbe.
JlocToBepHbIN MOTOPHbIN 6MOK NPpOBeAEHUS.

CornacHo kputepuam MMH (EFNS/PNS, 2010) y nauu-
EHTKMN MPUCYTCTBYIOT:

1) OCHOBHbIE KTMHUUYECKNE KPUTEPUN: KNUHUYECKM
MMeeTCs MeiNeHHOe NporpeccMpoBaHne 3abonesaHus
C AsHBapsa 2021 roaa c nopaxeHuem 6onee 2 fBuraTenb-
HbIX HEPBOB C aCMMETPUUHBIM XapaKTepOM NOPAXeHMs
(6onblue nopaxeHa neBas KUCTb); OTCYTCTBYIOT CEHCOP-
Hble PAacCTPOMCTBA;
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2) nof/iepKMBaKLLME KINHNYECKNe KpUTepum: npe-
UMYLLECTBEHHOE BOB/IEUEHIE BEPXHUX KOHEUYHOCTEN,
OTCYTCTBME KapnopaguanbHbIX, KONEHHbIX U aXUnnoBbixX
pednekcoB € ABYX CTOPOH, OTCYTCTBUE AaHHbIX 3@ NO-
pa<xeHue yepenHblX HEPBOB;

3) noaaepXnBaloLLne KpUTEPUNA: NOBbILLEHUE YPOBHS
aHTM-GM1, noBsblweHne ypoBHA 6enka B LLOK <1r/n;

4) OTCYTCTBYIOT KPUTEPUMN UCKNIOUEHNUA.

Takum 06pa3om, ANarHo3 «MynbTUgoKanbHas MoTop-
Has HeBponaTusa» 6bi NOATBEPXAEH. NaLUEHTKe 6bina
Ha3HaueHa Tepanua BBUI, ogHaKo No 3KOHOMUYECKUM
npuyMHam nauueHTKa Tepanuio He nonyyana.

PE3YJIbTATbI

B anpene 2023 ropa noBTOpHasA rocnuTanu3aumna B He-
Bponoruyeckoe otaenexnme JIOKB ¢ uenbio guHamuue-
CKOro HabnaeHNs, pelleHns Bonpoca o AanbHenwen
TaKTUKe BeJeHUsA nauueHTKu. Mo pe3ynbraTam KOH-
TponbHOro SHMI BbiiBNeHa OTpuuaTenbHasA AUHAMUKA
B CpaBHeHUM ¢ AaHHbiMK OT 2022 ropa. B cBA3u ¢ npo-
rpeccupyrowum HapacTaHmem KNMHUYECKUX CUMNTOMOB,
Hanuumem TeXHUYECKMX CNIOXHOCTEN C NPUMEHeHneM
MUMMYHOrNO6YNMHA BpauebHON KoMUCCUeid NPUHATO
peleHne 0 NpoBeAeHNN UMMYHOMOAYNUPYIOLLEN Te-
panuu npenapaTtom PUTYKCMMab B J03MPOBKe 1T BHY-
TPVBEHHO KanesnbHO CMIOXHOW NHY3Meil C TOBTOPHbIM
BBefeHMUeM 1 r yepes 14 gHen. Toro KypcoBas fo3a
puTykcumaba 2 r. MHdy3uto putykcumaba naumeHTKa
nepeHecna yaoBneTBOPUTENbHO, 6€3 pa3BUTUS Hexe-
naTenbHbIX ABNEHUIA.

OaHako yepes 2 mecsala nocne NpoBefeHHON WH-
y3um putykcumaba B fJUHAMUKE NaLMeHTKa oTMeua-
na yxyalweHune COCTOSAHUS B BUAE YCUIEHUS CNaboCcTu
1 CKOBAHHOCTU B NeBON pyKe, pacnpocTpaHeHus ac-
LMKYNALMA HA NeBYI0 NONOBUHY TYNOBULLA, HAPACTaHKS
ob6Lwen cnabocTu, noaBneHnsa cnabocTu B Horax. B ceH-
T6pe 2023 roga NOBTOPHOE CTaLMOHAPHOE fleyeHmne
B HeBposnoruyeckom otaeneHunu JIOKb B cBA3M C yXyAa-
WeHnem CoCTOAHMA. [Ipy KOHTPONbHOM UCCNEf0BaHUN
IHMT oT ceHTA6psa 2023 rofa NoO CPABHEHUIO C anpenem
2023 roga — oTpuuLaTenbHaa AMHamuka B Buge peru-
CTpPaLMKU CNOHTAHHOW aKTUBHOCTM NPM UCCNeA0BaHUM
NeBON BepxHeill KOHEUHOCTU. B nnaHoBOM nopsake
BbIMOJIHEH aHaNW3 gNA MccnefoBaHua cybnonynauum
B-numdhouutos ot 09.08.2023 — CD19* KneTku OTCyT-
CTBYI0T. [10 pe3ynbraTam NOBTOPHOI0 aHANN3a Ha aHTU-
GM1 coxpaHaeTcs BbICOKOE COAepKaHue ayToaHTuTen
K cneunduueckomy aHTUreHy («3+»).

MposegeHa BpauebHas komuccusa, rge 6o110 Npu-
HATO PeLLeHNe HA3HAUMTb UMMYHOTI00YNH YenoBeKa
HOPMasbHbIIA U3 pacueTa Beca nauneHTkn 87 kr: 35—
pa3oBas 1033, KypcoBas f03a 13 pacueta 2 r/kr—175r
B TeueHue 5 fiHel, nanee uepes 3 Hefenu B ao3e 1r/kr
Ha Kypc — 85 r Ha KypcC.

B siHBape 2024 rofa npoBefeH nepebin Kypc BBUT
13 pacyeTta Beca nauuneHTku 87 Kr — 175 r B TeueHune
5 AHen. Bo Bpems nocnefHux ABYX Hy3uii Habnoaa-
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Ta6nuua 4. luHamuKa MblLieuHoit cunbl (MO WKane OLEHKM MbILIEUHOI CUNbI)
Table 4. Dynamics of muscle strength (according to the muscle strength assessment scale)

bannbl
lpynna mbiwy (cnpasa/cnesa) ®espanb 2022r. MapT2023r. Anpenb 2023 r. Mai 2023 r. CeHTA6pPD

(6e3Tepanuu)  (6e3 Tepanuu) (puTyKCMMa6) (puTyKCuma6) 2023r.
Cru6atenu nneva 5/3 5/3 5/3 5/3 5/3
Crubatenu npeanneubs 5/1 5/0-1 5/0-1 5/0-1 4 [ 0-1
Pasrubatenu npeanneubs 5/1 5/0-1 5/0-1 5/0-1 5/0-1
Cruéarenu Kuctu 5/1 5/0-1 5/0-1 5/0-1 5/0-1
Pasru6atenu Kuctu 5/1 5/0-1 5/0-1 5/0-1 5/0-1
Crnéarenu nanbues 5/1 5/0-1 5/0-1 5/0-1 5/0-1
Pasru6artenu nanbues 5/1 5/0-1 5/0-1 5/0-1 5/0-1
Crubatenb 6eapa cnpasa/cnesa 5/5 5/5 5/5 5/5 4 /3
Pasrubatens 6eapa cnpaBa/cnesa 5/5 5/5 5/5 5/5 413
Cru6aTtenb ronexu cnpasa/cnesa 5/5 5/5 5/5 5/5 4/3
Pasru6atenb ronexu cnpasa/cnesa 5/5 5/5 5/5 5/5 413
Cru6atenu cTonbl cnpasa/cnesa 5/5 5/5 5/5 5/5 5/4
Pasru6artenu ctonbl cnpaBa/cnesa 5/5 5/5 5/5 5/5 5/2
AnuHHbIA pasrubarten nepeoro nanbua 5/5 5/5 5/5 5/5 5/5

cTonbl cnpasa/cnesa

MpumeuaHue. B nepuod ¢ heapans 2022 200a no ceHmMA6pb 2023 200a Mbl 8UOUM 3HAYUMOE Npo2peccuposaHue mbiweyHol cnabocmu,
0co6eHHO noc/ie mepanuu pumykcumabom, ko20a npucoeduHUNAach c1aboCMb 8 HUXHUX KOHEYHOCMSAX. Ha mom momeHm nayueHmka
ympamuna cnoco6Hocmb nepedsu2ambCs CaMoCmMosimesibHo, MObKO C TOCMOPOHHeL MOMOWbIO U HA KONSiCKe.

Ta6bnuua 5. InHaM1KM MbllEYHON cuAbl HA hoHe Tepanun BBUT
Table 5. Dynamics of muscle strength during intravenous immunoglobulin therapy

Mpynna mbiwy (cnpasa/cneea) flHBapb 2024 T. ®eBpanb 2024 T. Mapr 2024 . Anpenb 2024. Maii 2024 .
Cru6atenu nneuva 5/3 5/3 5/3 5/4 5/4
Crubatenu npeanneybs 4/1 5/1 5/2 5/4 5/4
Pasru6atenb npeanneybs 5/1 5/2 5/3 5/4,5 5/4
Crnéatenb KUCTU 5/1 5/1 5/1 5/2 5/2
Pa3sru6atenb KUCTU 5/1 5/1 5/1 5/1 5/2
Crubatenu nanbles 5/1 5/1 5/2 5/3 5/3
Pa3srubaTenu nanbLes 5/0-1 5/0-1 5/1 5/1 5/2
Cru6atenb 6egpa 4[3 5/4 5/5 5/5 5/5
Pasru6atenb 6eapa 4/3 5/4 5/5 5/5 5/5
Cru6atenb ronexu 44 5/4 5/5 5/5 5/5
Pa3ru6artenb ronesu 43 5/4 5/5 5/5 5/5
Cru6atenu cTonbl 5/4 5/4 5/5 5/5 5/5
Pa3ru6artenu ctonbl 5/1 5/3 5/3 5/4 5/4

nlacb yMepeHHas NuUPOreHHas peakums, Kotopas 6bina  TUBHOCTY, HET NoTeHuKUanos dacuukynsumi (NOL), pe-
KynupoBaHa npuemom napauveramona 500 mr. ructpupyetca 6onbue NJE). lanee naumeHTka nonyya-
B heBpane 2024 roga — noBTOpHAasA rocnutanusauus  na tepanuio BBUT kaxable Tpu Heaenn — Kypcosas A03a
AN npoBefeHUs NOBTOPHOro kKypca BBUT: kypcoBas  85T. [JUHAMUKA MblLIEYHOWN CUMbl NALMEHTKM Aa Tepaniuu
no3a u3 pacueta 1 r/kr — 85 r. UHdy3mio nepeHecna 1 Ha oHe BBUI npeactaBneHa B Tabn. 4 u 5.
yOBNETBOPUTENbHO, 6€3 HeXenaTeNbHbIX ABNEHUN, CornacHo npeAcTaBNeHHbIM B Tabn. 5 AaHHbIM
BbinonHeHa koHTponbHas IHMI B cheBpane 2024  3a Bpems Tepanuu BBUT oTcnexumsaeTca oTuetnmsas
roga. Mo cpaBHeHunio ¢ IHMI oT ceHTA6pA 2023 roga  MONOXMTENbHAA AUHAMUKA B BUAE HApacTaHMA Mbllley-
NONOXMTENbHAA ANHAMNKA (MEHbLEe CMOHTAHHON aK-  HOW CUMbl B MbILWLLAX BEPXHUX 11 HWKHNUX KOHEUHOCTEN.
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SAKJTIOMEHUE
MpoBoAs KNMHMYECKOe HabNAeHNe 3a NALUEHTKON,
Mbl YBUAENN AOCTATOUYHO XapaKTepHoe TeyeHue Knu-
HUYECKOW KapTuHbl MMH, 4TO MO3BONNNO YCTAHOBUTb
NpaBMNbHLIN ANArHO3 B TeUEHMe NepBoro roga nocne
AebloTa 3a6onesaHuA. XoTa COrNacHo AaHHbIM uTepa-
TYpbl B CpefiHeM Bpema OT MOMEHTa Hayana CMNToMOB
Jl10 YCTAaHOB/IEHNA BEPHOro MarHo3a coCTaBNAeT OKO-
no 2-3 net. OAHAKO, HECMOTPSA HA TO YTO AUATHO3 ObIN
YCTAHOBNEH yepes rof oT AebioTa 60ne3Hu, natoreHe-
Tuyeckyto Tepanuto BBUI naumeHTKa nonyymna nuiib
cnycTa 2 roaa, uTo, 6€3yCNoBHO, OTPMLATENBHO 0TPa3M-
N0OCb HA KNUHUYECKOM CTaTyce nauueHTKe, 60ne3Hb He-
YKIIOHHO nporpeccupoBana. HecMoTps Ha umetoLmecs
B MUPOBOI TMTEPATYpPE JaHHbIE O KNMHNYECKUX CyYasiX
nauueHToB ¢ MMH, KOTOpbIM B KauecTBe MOHOTepanuu
MPUMEHANN PUTYKCUMAG C MONOXUTENbHbIM Pe3ynbTa-
TOM B BUJE YCTONUMBOIO KNMHUYECKOTO yyulleHus [41,
42], NpUMeHeHNe pUTYKCUMaba B HalleMm Clyyae He npu-
Hecno ycnexa u, 6onee Toro, cnoco6CcTBOBaNO Nporpec-
CUPOBaHMI0 3ab6oneBaHns. B T0 e Bpems Ha hoHe na-
TOreHeTUueckoi Tepanuu BBU Mbl 0TUETNUBO yBUAENM
06bEKTUBHbIN NOMNOXMTENbHBIA OTBET HA NeUeHue.
Takum o6pa3om, cneayet OTMETUTb, UTO paHHee
npumeHeHue BBUT aBnseTcs ogHUM u3 Hanbonee

Multifocal motor neuropathy: A literature review and case report

3HAUMMbIX (PAaKTOPOB AONTOCPOUYHOTO NONOXKMTENb-
HOro pe3ynbTaTta neyeHus. B 3Ton cBA3N CBOEBpe-
MeHHoe ycTaHoBNneHue gnarHosza MMH aBnseTcs
XW3HEHHO BaXKHbIM, NOCKONbKY MMH Heobxoaumo
andichepeHLMpoBaTh OT APYTrMX MMUTUPYIOLWMX COCTO-
SHUN, NPU KOTOPLIX MMMYHOMOAYNUPYIOLLAA Tepanus
He3adekTUBHA. 3HaHME ANArHOCTUYECKMX KpUTEpUEB
B COYETAHWM C BbICOKOW CTENeHblo BpauebHO Ha-
CTOPOXEHHOCTN B OTHOLWEHUU 3aboneBaHUn ABNA-
€TCA Heo6X0AUMbIM YCNOBUEM ANS CBOEBPEMEHHON
AnarHoCcTmkn MMH 1 no3BonfeT NoCTaBUTb AMArHO3
paHble cpegHecTaTUCTUUECKUX CPOKOB, NpuBeaeH-
HbIX B nuTEpaType.

MpumeHeHne BBUI no3BonaeT 3HaYMMO CHU3UTb
CKOPOCTb MPOrpeccupoBaHns 3ab6oneBaHus y 60mb-
IUMHCTBA NALNEHTOB, OAHAKO UCNOMb30BaHNe JAHHOIO
MeToAa NneyeHns ConpsXXeHo CO 3HAUYNTENbHbIMU IKO-
HOMUYECKUMU TPYAHOCTAMMU, UTO 3a4aCTYI0 He NO3BO-
nfeT CBOEBPEMEHHO HauyaTb Tepanui. Heob6xoanmo
npoBefeHne AanbHenwWnx UccnefoBaHuii Ans ynyyue-
HWUSI NOHMMAHMA NaTOU3NONOrMYECKUX MEXAHU3MOB
MMH ¢ uenbio pa3paboTku 6onee LeneHanpaBieHHbIX
1 IKOHOMWUYHbIX METO/I0B fleueHuns, 06ecneynBaoLLnX
yCTONUNBbIN TepaneBTUUYECKMil 3D dekT.
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