V138ecTua Poccuiickonm

KJTMHVHECKME CIyHAM Tom42,N° 4, 2023 BOEHHO-MeVILIVHCKOM aKafeMim
427
YIK 616.833-009.11 ' ;.)
DOI: https://doi.org/10.17816/rmmar6é11154
HayuHas cTatba %rﬁ;:t for

Hoponatum: KAMHUKA, AUMArHOCTUKA, NleveHue.

OnucaHue KnMHUYecKoro cnyyasn

A.P. bynartos, W.B. JIuteuHenko, H.B. Lbiran, C.H. bapaakos, A.A. bonkosa,
T.A. KonecHuk, J1.C. OHuweHKo

BoeHHo-MeauunHcKas akapemus, CaHkT-lMetepbypr, Poccus

AHHOTALMA

Lienb. OueHKa 3HaUMMOCTV 1 BO3MOXKHOCTEN J1TabopaTOpHO-MHCTPYMEHTabHbIX METOL,0B AMArHOCTUKM B YCTaHOBNIEHUW Aua-
rHo3a 1 nogbopa TapreTHol Tepanuy y MaLMEeHTOB C HOZOMNATUAMM.

Matepuanbl u MeToapl. CUCTEMHBIN aHanNM3 LaHHbIX 3apyDeKHONM 1 0TeYECTBEHHOW ITEPATYpbl C MPUBEAEHUEM KIIMHUYE-
CKOro cryyas.

Pe3ynbtartbl. [TonivHeBponaTm KnaccuuUUMpYOTCA Kak AeMUENMHU3MPYIOLLME UM aKCOHabHbIE HA OCHOBE 3NeKTpodu3no-
nornyeckux uccneposanuini. OnHako, B 2015 T., KpOMe aKCOHaMbHBLIX M AEMUENTMHU3MPYIOLLMX HeBpomaTui, bbino npeano-
JKEHO BbILENATb OTAENbHYI0 NaTodM3noNornyecKyto rpynny — Hoponatiu. flatoreHe3 HOZONATMI MOXKET OT/INYATLCA B 3a-
BMCMMOCTM OT TUMa BOB/EYEHHBIX B MPOLECC MOHHBIX KaHanoB, HO BCerfa MpUBOAMT K yTpaTe BO30byAuMOCTM MeMbpaHbl
aKCOHa, B HoAanbHOW 0bnacT MeMbpaHa CTaHOBMTCA HEBO30yAMMON. [118 TaKMX HEBPOMATWUM XapaKTepHbl TPAH3UTOPHbIE
BnoKM NpoBefeHNs ¢ NoCNeayoLLMM Pa3BUTUEM aKCOHaMbHOM AereHepaumm. TUMMYHBIMU NpUMEpPaMK HOLOMATUI CYMTaKTCA
0CTpasi MOTOPHas aKCOHanbHas HEBPONATUS, a TaKKe MyNbTUdOKanbHasa MoTopHas HeBponaTus. CoBpeMeHHoe naTodusuo-
JIOTMYECKOE MOHUMaHWe CrieLmann3npoBaHHbIX Y310BbIX 0bnacTeii (NepexBatoB PaHBbE) W CBA3AHHBIX C HUMW aKCoruab-
Hbix beniKoB pacteT. BoigBuraiotcs runoTessl 06 Ux posiv B naToreHese MMMyHOOMOCPEA0BAHHOM aTaku Ha nepudepuyeckui
MWENTMHM3MPOBaHHBIN aKCoH. B nocnesiHee Bpems bbinm BbiSBNEHbI B BBICOKMX TUTPaX aHTUTENA, HanpaBneHHble NpOTUB pAaaa
KJTIOYEBbIX MONEKYJT afire3nn Kak npu oCTpbIX, TaK U MPX XPOHUYECKUX BOCMANMUTENbHBIX HeBponatusax. [aHHble daKTbl A0-
NOJHUAMW pasnuunsa B AnddepeHLManbHON AMarHOCTUKE MEX[Y aKCOHANbHBIMU U LEMUENIMHU3UPYHOLLMMK NepudepUyecku-
MU HEBPOMATMAMU. YCKOPEHHO pa3pabaTbiBaloTcs HOBbIE CXeMbI KiaccubuKaLmv 3aboneBaHuid, 0CHOBaHHbIE Ha CEpOno3u-
TMBHOCTM, YNY4LIEHHOW 3NEKTPOGU3MONOTMIECKON 1 YNbTPa3BYKOBOW KNaccuduKaLmMmM 1 MAeHTUGUKaLMM NpeLnosiaraeMblx
OCHOBHBIX MaTONOMMYECKNX MULLEHEN N MeXaHU3MOB.

3akuioyeHme. Ha HalleM KIIMHWUYECKOM NpyUMepe Mbl NPOLEMOHCTPUPOBAM BO3MOXKHOCTY JTabopaTopHO-MHCTPYMEHTalIbHbIX
MEeTO[L0B IMarHOCTMKM B YCTAHOBNEHWUM IMarHo3a y nauveHTa ¢ 0AHoH 13 GopM HoaonaTuii — MynbTUhOKaNbHOW MOTOPHOM
HeBponaTUu.

KnioueBble cnoBa: HofonaTtuu; napaHogonatuu; nepexsat PanBbe; Y3U Hepsos; IHMI; NF155; NF184.
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Nodopathy: clinic, diagnosis, treatment.

Clinical description

AlUbert R. Bulatov, Igor’ V. Litvinenko, Nikolay V. Tsygan, Sergey N. Bardakov,
Aleksandra A. Boykova, Tatyana A. Kolesnik, Lyudmila S. Onishchenko

Military Medical Academy, Saint Petersburg, Russia

ABSTRACT

AIM: Evaluation of the significance and possibilities of laboratory-instrumental diagnostic methods in establishing the diagno-
sis and selection of targeted therapy in patients with nodopathies.

MATERIALS AND METHODS: System analysis of data from foreign and domestic literature with the presentation of a clinical
case.

RESULTS: Polyneuropathies are classified as demyelinating or axonal based on electrophysiological studies. However, in
2015, in addition to axonal and demyelinating neuropathies, it was proposed to distinguish a separate pathophysiologi-
cal group — nodopathies. The pathogenesis of nodopathies may differ depending on the type of ion channels involved in
the process, but always leads to a loss of excitability of the axon membrane; in the nodal region the membrane becomes
inexcitable. Such neuropathies are characterized by transient conduction blocks followed by the development of axonal de-
generation. Typical examples of nodopathies are acute motor axonal neuropathy, as well as multifocal motor neuropathy.
Current pathophysiological understanding of specialized nodal regions (nodes of Ranvier) and associated axoglial proteins
is growing. Hypotheses have been put forward about their role in the pathogenesis of immune-mediated attack on the pe-
ripheral myelinated axon. Recently, high titers of antibodies directed against a number of key adhesion molecules have been
identified in both acute and chronic inflammatory neuropathies. These facts add to the differences in differential diagnosis
between axonal and demyelinating peripheral neuropathies. New disease classification schemes based on seropositivity,
improved electrophysiological and ultrasound classification, and identification of putative underlying pathological targets and
mechanisms are being rapidly developed.

CONCLUSION: Using our clinical example, we demonstrated the capabilities of laboratory and instrumental diagnostic methods
in establishing a diagnosis in a patient with one of the forms of nodopathies — multifocal motor neuropathy.

Keywords: ENMG; nodopathy; nod of Ranvier; sonography of nerves; NF155; NF184; paranodopathy.
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AKTYAJIbHOCTb

MonuHeBponati nepudepuyecKon HepBHOW CUCTEMbI
TPaAMLMOHHO KNaccubULMpYIOTCA KaK [eMUeNHU3UPYIo-
LUMe WM aKCOHaNbHble Ha OCHOBE 3NeKTpodu3nonoruye-
CKUX uccnepoBaHnid. OpHako B 2015 r. KpOMe aKCOHasbHbIX
W LAEeMUESIMHU3MPYIOLMX HEBPONaTWUiA BbiNo NpenJioXeHo
BbIAENATb OTAENbHYK NaTopu3nNoNoruyeckyto rpynny —
Hogonatun. VX naToreHes MOMeT OT/IMYATbCA B 3aBUCK-
MOCTM OT TMMa BOB/EYEHHBIX B MPOLIECC MOHHBIX KaHasos,
HO Bcerga MpuBOAMT K yTpaTe B03byaMMoCTM MeMbpaHbi
aKCOHa, B HOAanbHOM obnactv MeMbpaHa CTaHOBUTCA He-
B030yanMoid. [lns Takux HeBpONaTM XapaKTepHbl TPaH3W-
TOpHble 6MI0KM NpoBeAeHWSt C MOCNEAYHLMM pa3BUTUEM
aKCOHanbHOW [JereHepaumn. TUNUYHBIMWA NpUMEpPaMU Ho-
AONaTUA CYMTalOTCA OCTpas MOTOPHAaA aKCOHasbHas He-
Bponatua (OMAH), a Takxke MynbTUdOKanbHas MoTOpHas
HeBponatus (MMH).

MATEPUAJIbl U METOAbI

CucTeMHbIN aHanmM3 faHHbIX 3apybexHON U 0TeYecTBEH-
HOM NIUTEpaTypbl.

MpencraeneH cnyyaii: nauuent K., 32 roga. Obpatuncs
¢ xanobamu Ha cnabocTb B JIEBOW HUMHEN KOHEYHOCTH, MO-
XyZLaHue nesoii ronenu. Mo ero cnosam, boneet ¢ 23 ner,
Habnopanca ambynaTopHo y HeBposiora no MecTy JKuTenb-
CTBa C [MArHO30M «XpOHWYecKas BepTebporeHHas pagu-
Kynonatua L5, S1 cnesa». B cBA3u ¢ nporpeccupoBaHnem
MbILLIEYHOM cnabocTi B NIEBOM CTOME U MOXYLAHUEM NIeBOM
rosieHn 0bpaTunca 3a MeLUUMHCKON MOMOLLBIO B YaCTHYH
KnmHuky 01.06.2018 r., 66K BbINOHEHbI 3NIEKTPOHENPO-
muorpadms (3HMT), ynbtpassykosoe uccnegosanue (Y3W)
HEpPBOB HOI, YCTaHOBJIEHA HEWPOHONATUS MOTOHENPOHOB
nepeaHux poroB Ha ypoBHe L4-ST1 cnesa. 29.11.2019 r.
CaMoCTOATENIbHO  00paTUNCA B KIMHWUKY  HEPBHbIX
bonesHen.

04.12.2019 r. naumeHTy Bbin BbLINOSHEH aHanM3 KPOBM
Ha pa3BepHyToe 00cnefoBaHWe npu nonuHeBpuTax (CKpu-
HWHI NapanpoTenHa, aHanu3 Ha YpoBEHb aHTUHYKIIEApHOro
dakTtopa (AH®), aHanu3 Ha aHTUTeNa K uMTOMnias3Me Heli-
Tpodunos (AHLA), aHanu3 Ha aHTU-3HA/ENA n aHTU-GM1,
GM2, GM3, GD1a, GD1b, GQlb, GT1b knacca IgG/IgM),
B KOTOPOM BbISIBUM aHTUTENa K aHTM-GM1 1 3HMTI. B no-
CnefiHeM uccnefoBaHumM Bbinu 06HapyKeHbl MPU3HaKK py-
Boro aKcoHanbHOro MOPaXeHUsi MOTOPHBIX BOJIOKOH JIEBOrO
ManobepLoBOro HepBa M YMEPEHHOr0 aKCOHaNbHOMo Mo-
paXKeHUs MOTOPHBIX BOJIOKOH feBoro 6onbluebepuoBoro
HepBa. [pu 3HMI npaBoro 6onbluebepLoBoro HepBa Bbl-
SIBNEHbl MPU3HAKKM 04aroBOr0 MopaxeHus ¢ (opMMpoBa-
HveM bnioka nposefeHns M-gonHbl I ctenenu (71 %) ¢ m.
Abductor hallucis dex.

Ncxops 3 HeobpaTMoCcT NaTonornyeckux U3MeHeHMN,
HeobXoMMO NOAYEPKHYTb BaXHOCTb pPaHHEe! OMarHoCTUKM
1 Tepanum NoLoBHbIX NATONOMMN.

Tom 42, N° 4, 2023
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Puc. 1. Cpyktypa nepexsatoB PaHBbe (y310BbIX nepexsatos) [2]

PE3YJIbTATbI U OBCYXAEHUA

Mpu aHanu3e nuTepatypbl ObINO NPOAEMOHCTPUPOBAHO,
YTo ANS XapaKTepUCTUKM HojonaTuii 6onbluoe 3HayeHue
MMeeT pacrnosioxeHne 6efKoB, COeMHSIOLLNX MUENMHOBYIO
000/104Ky C aKCOHOM, W MOHHBIX KaHanos [1], 4To HarnsaHo
noKasaHo Ha puc. 1.

B MMenuHM3MpoBaHHbLIX HEPBHbLIX BOJIOKHAX BbIAENAKT
HECKOJIbKO TUCTONOMMYeckux obnactei: HopanbHylo (nepe-
xBaT PaHBbe), napaHofanbHyW, HOKCTanapaHoAanbHyHo
U WHTepHomanbHyto [3]. B HoganbHOM obnacTu akconeMMa
KOHTaKTMpYET C BHEKJIETOYHOM MAKOCTbIO, B MapaHofasb-
HOW — MMESIMHOBbIE «BbLIPOCTbI» MOAXOAAT K aKCOHY, 00-
pa3ys TaK Ha3blBaeMble NMapaHofalbHble aKCO-rnanbHble
COEAMHEHUS, @ MHTEPHOAANbHas 0bnacTb aKcoHa MOKpbLITa
KOMMaKTHbIM MUENIMHOM. AKCONIeMMa MMeET BbICOKOYNopsi-
L0YEHHYH0 MOJIEKYNSIPHYI0 CTPYKTYPY, NEPEUMCIIEHHbIE BbILLe
061acTv oTMYaoTCA BULAMM MPUCYTCTBYHOLIMX B HUX MOH-
HbIX KaHasoB U NJIOTHOCTBIO UX pacnpeenequs [2].

MepexsaT PaHBbe MMeET BLICOKYH MAOTHOCTb BOSbTaX-
3aBucuMbIX Na*-Kananos (1000-2000/MKM?) 1 MeasieHHbIX
K*-kaHanoB. HoganbHble Na*-KaHanbl MPUKPEneHs! K Cnex-
TPUHY, HaXOAALLEMYCA B aKCOHE, U K TIMOMELMHY MUKPO-
BOPCMHOK LLUBAHHOBCKOM KIETKM Yepe3 HerpodacumH-186 [1].

lOkcTanapaHoaanbHas 0bnacTb COLEpKUT BOMbTaX-3a-
BuCMMble BbicTpble K*-KaHanbl. TakKe cuMTaetcs, YTo B 3TOM
obnactn Haxoputcs Na'/K*-Hacoc. HOkctanapaHopanbHble
K*-kaHanbl 3akpenneHbl Caspr-2 (KOHTaKTMH-accoUMMpoBaH-
Hblii BenoK 2) u nepexodHbIM rukonpotenHoM-1 (TAG-1) [1].
WHTepHopanbHas 30Ha WMMeeT Haubonbliee 4uchno
Na*-kaHanoB, a Takke ObICTpble U MefJieHHble K'-KaHanbl,
0[JHaKO WX MIOTHOCTb OTHOCUTENBHO HEBEJWKA.

B mapaHopanbHoi 0bmacTu He pacnonaraloTcsi MOHHble
KaHarbl, Ho bnarofaps NioTHOW CBA3W aKCOHANbHOTO KOH-
TaKTUH-accouumpoBanHoro benka 1 Caspr-1 ¢ Helpodacum-
HOM-155 napaHofanbHbIX MUENMHOBLIX METESlb U KOHTaKTYy
¢ NF155 obpa3yrotcs akco-rnmanbHble CoeIMHEHNS, KOTOpble
oTaenstoT y3noBble Na*-KaHanbl 0T CMEXHBIX OKCTOMNapaHo-
AanbHblx K*-kaHanos [1]

HeBponaTuu, npu KoTopbIx nopaxattcs 6enku Hoganb-
HOM U NapaHofanbHOM 30HbI, UMEIOT Pas3fnyHble KIMHUKO-
nabopatopHble NPosBEHNS, ONpefieneHne KOTopbIX MOMOra-
€T NP1 NOCTaHOBKE OKOHYATENIbHOM0 iUarHo3a v HasHaueHuu
Hanbonee 3 dEKTUBHOrO 3TMOTPONHOIO NieYeHuUs (Tabnuua).

CrpykTypa nepexsata 1 o]
PaHsbe o6nactb

obnacte obnactb
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Tabnuua. KnuHuko-nabopatopHas xapaKTepucTKa HOLoNaTuiA M NapaHo4onaTui
lapaHoponatum
Oesku nepexearta nopKiacc
PaBbe anTvTen nposiBneHne XapaKTepucTuKa NleyeHue
XBIMN ¢ Hayanom B bonee MosI0A0M
Bo3pacTe
« OcobeHHO NOBLILLIEHHBIN YPOBEHD Mnasmacdepes (78 %),
«[epeKpecTHble» CUHA- benka B NMKBOpe puTyKCcuMab (75 %),
CN155 0G4 poMbl (MuenmuT + OBAMN, ¢ [McTanbHblid, MOTOPHbIN Npeobnaga-  ctepomabl (56 %) u BHY-
g CTBOJIOBOV 3HUeDanuT + oL TpUBEHHOE BBEZEHME
0BAM), OBAM, XBAM  « Atakcus u Tpemop MMMYHOT100yIMHOB
» XopoLuWii OTBET Ha PUTYKCUMaD, (32 %) [5-7]
0[JHaKO N0X0W Ha BHYTPUBEHHOE
BBE[leHWe UMMYHOrN06yNUHOB [4]
« [loxunon Bo3pact
« ArpeccvBHOE Hayano 3aboneBaHus BHYTPMBEHHOE BBEJIEHUE
« [lpecbnagatoLLmii MOTOPHbI MMMyHornobynnHoB
CNTN IgG, 1gG3c OBAM, XBAM (2]  PaHHsAs noTeps aKCoHOB (21 %), ctepomapbl (72 %)
 Cnabas peakumsi Ha BHYTPMBEHHOE [5, 6]
BBE[leHWe UMMYHOrN00YNMHOB [4]
NMeeT cxoaHble XapaKTepUCTUKM
CASPR] IgG4, IgG3 XBAN [2] ¢ NF155/CNTN1 un cneumd)mqecmv
accoLmMMpyeTcs ¢ HeBpOMaTUYecKoi
oonbio [4, 5]
laHrnmo3unapl CM® (6Q1b, GT1a) OLip nl-tlaigl:nge XAOH;:L;J?/I[;ITT::IMHT: J111ent4pee$|_e
®CIB (GT1a, GQ1b) -
1 bnaronpusTHbIA ucxopq, [4]
Hoponatum
benku nepexsara nofKiacc
PaHBbe aHTYTen nposiBneHne XapaKTepUCTMKa NneyeHune
XopoLumii oTBET
KaK Ha cTepoumapl,
NF140 [8] IgG4, IgG3b XBAI [9] TaK W Ha BHYTpPUBEHHOE
BBEJEHWNE UMMYHOI00Y-
nnHoB [8]
XopoLumii otBeT
. KaK Ha cTepoumabl,
NF186 lgG4, Ig63b OMAH, 0B, XBAr, NF186 v aHTMTENa K rMMOMeanHY 0OHa TaK M Ha BHYTPMBEHHOE
MMH pyxuBatoTCs y naumeHToB ¢ MMH [4]
BBE[leHMEe UMMYHOTN0bY-
NHoB [8]
NF186 v aHTuTENa K rNMOoMeanHy 0bHa-
oM OBAM, MMH pymBatoTcs y naumeHToB ¢ MMH [4]
OMAH (GM1a/b, GD1a,
GalNac-GD1a) OMCAH
(GM1, GM1b, GD1a)
FaHEO3M b laM. 1aG MMH (IgM GM1) AnT-GM1 cBsizaH ¢ OMAH (IgG) 1 MMH
A g™ g cuuapom CANOMAD / (IgM) [4]
CEHCOpHan aTaKcus
(GD1b u/wnm ppyrve

raHrano3uabl) [4]

pumeyarue. CMO® — cunppom Munnepa—Ouiepa; XBLI — xpoHuyeckas BOCManuTesbHas [EMUENMHU3MPYIOLLAS MOSIMHEBPONATHS;
OBAI — ocTpas BocnanuTesbHas AeMUenuHu3upytoLias nonamHesponatus; OMCAH — ocTpas MOTOpHO-CEHCOpHas aKCOHanbHas HeMpo-
natus; OLB ¢CI'b — dapuHro-LepsuKo-bpaxuansHas dopma cuuapoMa MiteHa—-bappe; cuHapom CANOMAD (xpoHuuecKas aTakTuuecKas
HeBponarus, odTansMonnerusi, M-npoTeunH, Xono0BbIe arrlTUHWHBI U aHTUTENa K AUCUANoCuIly).

DO https://doi.org/ 1017816/ rmmaré11154
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B cBoeM nccnenosanum Kerasnoudis A. et al. (2016) npo-
CMEKTUBHO OLieHUBanN npuMeHeHne «[lpoToKona ynbTpassy-
KoBOro uccnegoanusa Hesponatum — PUEN» ansa andde-
peHUManbHOM AWarHoCTMKKM Haubonee pacnpoCTpaHeHHbIX
XPOHUYECKMX MMMYHOOMOCPeLoBaHHbIX Hesponatui [10].
MpobnemMa 06BLEKTUBHOTO OMMCaHWUA MATONMOrMYECKOro Co-
CTOSHUS NepudepUYecKUX HEPBOB B MOCNELHUE oAbl Bbl-
ABUN0 NOTPEOHOCTb B CO3[1aHWM NPOTOKOJI0B, CNOCOBHBIX KO-
JIMYeCTBEHHO OLeHMBaTh HabnoaeHus cneuranucTos. Takoi
noAxop, A0JKeEH NOMOYb B UHTEPNPETaLMM M CONOCTaBNIEHUN
AaHHbIX Y3W ¢ KNMHMYeckuM AuarHosoM. B cBasm ¢ atum
B MPOTOKOJ1 Obiia BBeAeHa cxeMa oueHku Y3U (Bochum ul-
trasound score — BUS), KoTopast MoKeT noMoyb B andde-
peHumManbHon auarHoctuke nogoctpon XBAIM ot OBAM [10].

OueHKa Mo NpeAnoXeHHOMY anropuTMy MpoM3BoAMNIach
Y NaLMEHTOB C KIIMHUYECKUMMW W 3MIEKTPO(U3NONOrUHECKUMM
MPU3HaKaM1 CUMMETPUYHON M aCUMMETPUYHOW AeMUENMHM-
3VPYIOLLIEN WM aKCOHabHOM NosinHeBponaTum. OLeHKa CXeMbl
MpoBOAMNach Ha 4 uccnepyeMbix rpynnax, BO Bpems Nepeoro
3Tana Bo BCeX rpynmnax CyMMapHbli 6ann no wkane BUS cocras-
nan = 2, yto cnocobctBoBano cneunduyeckon auddepeHuma-
v XBJ[ oT Apyrix XpOHUUECKUX ayTOMMMYHHbIX HEBPOMATUIA.

[laHHasa cucteMa nopcyeta 6annos MMeeT 3 OCHOBHBIX
JTana.

MepBbliii 3Tan: Mo MPeLJIOXKEHHOMY anropuTMy MpoU3BO-
AVUTCS OLEHKa: a) CMeLUaHHbIX HEpBOB (FIOKTEBOW U ny4eBoM)
W YyBCTBUTESILHOTO (CypabHbIN, MKPOHOXKHBIV HepB); 6) NpoKcu-
MasbHbIX (Mpefnieybe) U AUCTaNbHbIX aHAaTOMUYECKUX Y4aCcTKOB

BUS > 2 banna

BeposTHbIn gnarto3 XBLI,I'I)

OueHka no wkanam BUS
) lokTeBoli HepB B KaHane [MioHa
) TlokTeBOI HepB B BEPXHEM YacTh pyKu
) JlokTeBoli HepB B cvpasnbHon bopo3ae
)

1
2
3
4) VIKpOHOXHBIN HepB

BUS < 2 6annos Ouenka MMNC

1) CpeanHHOro HepBa Ha npeaneYbe
2) JloKTeBOI HepB Ha Npean/eybe

3) bonbLuebepLioBLIit HepB Ha YpoBHE

JIOLbIKKK

Ecnu nccnenyemble HepBbl
He UMeloT NaTonorum

Tom 42, N° 4, 2023

Ecnn nccnepnyemble HepBbl
He UMEKT natonoruu

V138ecTua Poccuiickonm
BOEHHO-Me/LIHCKOM aKaaemm

(kaHan Miona) y naumenTos ¢ XBA[. Takum 06pasom, natono-
ryecKme M3MeHeHs NOKa3bIBaloT HEOAHOPOAHYH MyNbTUO-
KanbHyl0 AeMUEeNIMHU3aLMI0 KaK B ABUraTesibHbiX (IOKTEBbIX,
NyyeBbIX), TaK U B YyBCTBUTENBHBIX HEPBAX, YTO XapaKTepHO
onda naumexTos ¢ XBA[.

BTopoii aTan: obHapy»eH1e NaTonorMyecknx U3MeHeHUM
nnowaau nonepeyHoro cevenus (MMNC) B obnactu npeanne-
Ubsl B CPEAMHHOM U JIOKTEBOM HepBaXx, a TaKKe B HosbLue-
0epLoBOM HepBe MOXET ObiTb CNELMOUYHBIM AN MyNbTU-
(oKanbHoN MoTopHoii HeponaTum (MMH).

WNHTepecHo, YTo YyBCTBUTENBHOCTb M CNIELM(UYHOCTL OCTa-
I0TCS B,OCTATOYHO BBICOKMMM B CITyHasiX € TUMMYHBIMM (acuM-
METPUYHBIMM) U aTUMUYHBIMU (CUIMMETPUYHBIMM) heHoTUMaMK
MMH, nokasbiBas, 4to «[lpotokon Y3U HepBoB» MOXET bbiTb
Mone3HbIM [0MOJHEHUEM K KITMHUYECKOW OLIEHKE MaLveHToB
¢ MMH [10]. C pgpyroi CTOpOHbI, CXxeMa NpOLEMOHCTPUPOBa-
na CTo/Ib e BbICOKME YYBCTBUTENTBHOCTb U CMELMBUYHOCTD
npu 06HapyeHUN TUMUYHBIX (ACUMMETPUYHBIX) WU aTUMUYHBIX
(CMMMETPUYHBIX) CrlyyaeB MynbTUQOKaNbHOM MPUOOpPeTeH-
HOM JeMUENMHU3MPYIOLLEN CEHCOMOTOPHOM HeBponaTuM Wi
cuHapoma Jlbtonca—CamHepa (MADSAM) Bo Bpemsi TpeTbero
atana. Pe3ynbTathl cBuaetenscTBytoT, 4to MADSAM moxet
XapaKTepu30BaTbCA Ha/MYMEM MATONOTMYECKUX U3MEHEHMIA
MMNC B aHaTOMWUYECKWX MeCTax, TUMWYHBIX AN CAABMEHMS
HepBa (3anACTHbIN KaHan, KybuTanbHbIN KaHan).

CornacHo NpoToKoJTy, y MaLMeHTOB NOC/e TPeTbero arana
BO3pacTaeT BEpPOATHOCTb JMArHOCTMPOBAHUS BaCKynUTa i
napanpoTemHeMumn (puc. 2). 3Ta MaTonorus No-npexHeMy

Ecnu xoTb 0aunH u3 HepBoB
UMeeT naTonoru

BeposTHbii gnarHo3 MMH )

Ecam xoTb 0amnH U3 HEpPBOB
MMeeT naTosiorut

BeposTHbIl anarHo3
cuHapoM Jlbtonca—-CamHepa

Ouenka NNC
1) CpepHHoro HepBa Ha npef-
nneyse
2) JlokTeBoi Heps

BepoATHbLI# AuarHos
1) BackynmTbl
2) MNapanpotenHemms

Puc. 2. bnok-cxeMa npoToKona YibTpa3ByKOBOr0 UcCiefoBaHus npu HeBponatusx [5]. BUS — Bochum ultrasound score; MMNC — nno-

wanb nonepevyHoro cedyeHna
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0CTaeTCA AMarHo3oM uckuitodeHus. o pesynbrataM uccnepo-
BaHWW M3BECTHO, YTO BaCKYNUThLI U MapanpoTeMHEMMS Yalle
BCEro AEeMOHCTPUPYIOT pa3HoobpasHble 1 Hecneuuduyeckue
nattepHbl uaMeHeHui MMNC npu Y3 HepBos.

OpHaKo u3MeHeHus, BbisiBReHHbIe npy Y3W HeBpanbHbIX
CTPYKTYp, HEOOXOAMMO OLieHMBaTb B COBOKYMHOCTM C pe-
3ynbTatamMu pyrux obcnefoBaHW AN UCKIOYEHUS TaKUX
3aboneBaHui, KaK LEeMUENMHU3NPYIOLLME HACNeCTBEHHbIE
MOTOpPHO-CeHcopHble Hesponatu (HMCH), napanpoteuHe-
Mudeckne Hesponatun, POEMS-cuHgpoM, funabetnuyeckas
PaAMKYNOMNIEeKcoNnaTus, aMUoMaHas NoNMHeBponaTus, He-
Bpanruyeckas aMmoTpodus, NienposHas HeBpoMNaTus, Henpo-
(GunbpoMartos unm HeMponMMdomaros.

[insa bonee nogpobHoro 060CHOBaHMS 3HAYUMOCTU OLLEHKM
NabopaTopHbIX U MHCTPYMEHTANbHBIX METOAOB AMAarHOCTUKM
HOA0NATWI NPUBOAMM KIIMHWUYECKMIA Crydai naumeHTa ¢ MMH.

KTMHUYECKUUA CNYYAN

Naument K., 32 ropa.

Xanobbl Ha cnabocTb B IEBOM HUMKHEN KOHEYHOCTH, MO-
Xy[laHWe NeBoii roNieHu.

AHaMHe3 3abonieBaHus: No cfoBaM NauueHTa, boneet
¢ 23 net, Habnwopanca aMbynaTopHo y HeBposora no Mecty
JUTENbCTBA C AMArHO30M «XpOHWYecKas BepTebporeHHas
pagumkynonatua L5, S1 cneBa». B cBA3u ¢ nporpeccupoBaHu-
€M MbILLEYHOI CNabocTy B NeBOM CTOME U NOXYyAaHUEM JIEBOW
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rosieHn 0bpaTunca 3a MefMLMHCKOW MOMOLLBIO B YaCTHYI0
KnmHuky 01.06.2018 r., 6110 BeinonHeHo IHMI, Y3U HepBoB
HOr, YCTaHOBJIEHA HEVpOHONaTUS MOTOHEWPOHOB MepesHNX
poroB Ha ypoBHe L4-ST1 cnesa. 29.11.2019 r. camocTosATenb-
HO 00bpaTUNCS B KIIMHUKY HEPBHbIX Doe3HeN.

Mpu nocTynneHnn: HeBPONOTUYECKUIA CTATYC: MbILLEYHAs
cuna B crubarensx nesoro beapa, roneHn CHKeHa fo 4 ban-
noB, B pa3srubatensx (TbibHbIX CrubaTtensx) nesoi cTonbl 40
1-2 6annos, B 0CTabHbIX rPynnax MbLL, — JOCTAaTOYHaA.
[nybokune pedneKcel ¢ pyK xuBble, S < D; ¢ HO: KONEHHbIE,
axwnoBbl — He BbI3bIBAKITCA C ABYX CTOPOH. [laTonornye-
CKVe NMupaMuAHble KUCTEBble, CTOMHbIE pedneKchbl 0Tpuua-
TeNbHble C [BYX CTOpPOH. HapylueHusi noBepXHOCTHOW 4yB-
CTBUTENBHOCTU HET. CUMNTOMOB HaTSEHWS KOPELLIKOB HET.

C Uenbl UCKIIYEHUS aTUMUYHBIX GOPM NOpaXeHUs ne-
pudeprUyecKoii HEPBHOM CUCTEMBI, @ TaKIKE 0TKA30M Mauu-
€HTa OT BbINOSIHEHWUSA NIOMOANBbHOM NYHKLMK, Bbin BbINOSIHEH
aHanu3 KpoBu Ha pa3BepHyToe obcnefoBaHue npu NojMHeB-
putax (CkpuHuHT napanpotenHa, AHO, AHLA, aHTn-3HA/ENA
n antn-GM1, GM2, GM3, GD1a, GD1b, GQ1b, GT1b knacca
IgG/IgM) ot 04.12.2019 r:. obHapyXeHbl aHTUTeNA K aHTK-
GM1 (Hu3Koe conepanue 1+).

[ins oueHKM YHKUMOHANBHOIO COCTOAHUA Nepudepuye-
CKOVi HEPBHOM CUCTEMbI U ONpeSeNieHns NaTTepHa NopaKeHus
B Aekabpe 2019r. 6bina BbinonHeHa IHMI — 3akniove-
HWe: MPU3HaKN YMEPEHHOr0 aKCOHANbHOTO MOPaXEeHWUs Mo-
TOPHBIX BOJIOKOH JieBoro bosbluebepLioBoro Hepea (puc. 3).

CPB MoTopHas
1: nes., Extensor digitorum brevis, Peroneus, [4 L5 S1
Mpo- Otse- Touka Nar,, 7] AwT., | Nnow., Pacct., Bpems, Ckop.,
6a aexne cTuM. MC MC | MBxMC MM MC M/c
1 nee., Extensor nNpeanItCHa 7,40 6,10 1,0
digitorum brevis,
Peroneus, 14 LS S1
ronoexa 166 030 |590 (0,9 350 9,20 38,0
Manobepuosoit
KOCTH
noaKosieHHan aMka 19,4 | 0,30 5,70 0,9 a5 2,80 33,9
CPB MoTOpHan
1: nes., Extensor digitorum brevis, Peroneus, 14 L5 S1
0 75, 15 25 30 37,5 45 52,5 €0 675 75
. FEE T K K K h K : P TEOME -
'ﬁ/\:\/*"'_'—'_‘_'——“—_rae,qr:mo»s
ZﬁN—Af—— >
: N T 3 i N R T Torgexa wangepuosoi koo
3 e AN e —— . "
C MOTOpHas : 3 NOAKONEHHER FMK3
1: np., Abductor hallucis, Tibialis, 4 L5 S1
Mpo- Orse- Touka Nar.p Amnn., | Anut,, | MNnow., Paccr., Bpemsa, Ckop.,
6a nerne cTumM. Mc B MC MBxmMc MM Mc m/c
7 np., Abductor npeannocHa 3,65 || 11,2 6,25 30,9
hallucis, Tibialis, 14
LS S1
noakoneHHas smka 13,8 || 3,24 20,6 34,2 450 10,2 44,3

.\_/\:\/\A—/_AN'EK!MI we

Puc. 3. 3HMI" — npu3Hakm rpyboro akcoHanbHOro NopaxKeHusi MOTOPHbIX BOJIOKOH NeBOr0 ManobepLioBoro Hepea
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V138ecTua Poccuiickonm
BOEHHO-Me/LIHCKOM aKaaemm

0,50cm A:0,14cm? C:1,36cm B 0,81cm A:0,35¢cm? C:2,17cm
0,52¢m A:0,11cm? C:1,29¢cM D 0,84cm A:0,37cm? C:2,25¢M

A
C

Puc. 4. CoHorpaMMa fieBOro Cefla/MLLHOTO HepBa Ha YpOBHe HuHeli TpeTu beapa (a); coHorpamma neBoro ManobepuoBoro U 6osb-
LwebepLOBOro HEpPBOB Ha YPOBHE MOAKOMEHHO AMKY (6); COHOrpaMMa NpaBoro ManobepLoBoro M bonbLiebepLoBoro HepBOB Ha YpoBHE
noaKosneHHo! AMKK (8). pumedarue: a) — MMC nesoro cepanuwHoro Hepea (3nmnc AA); 6) — MMC nesoro ManobepLoBoro Hepea
(anmmnc AA), TNNC nesoro bonbluebepuosoro Hepsa (3namnc BB); 8) — MMNC npasoro Manobepuosoro Hepsa (3namnc CC); MMNC npasoro

bonbluebepuosoro Hepsa (3naunc DD)

IHMI" — npu3HaKu 04aroBOro NopakeHns Npaeoro bonbLuebep-
LLOBOro HepBa ¢ GopM1poBaHWeM brioka nposeseHns M-BosHbl
Il crenenm (71 %) ¢ m. Abductor hallucis dex. 3HMI noka3are-
JI NPOBELIEHMS N0 HEPBAM BEPXHUX KOHEYHOCTEl B Npejenax
pedepeHCHbIX 3HAYEHUH.

B cooTBeTCTBUM C MPOTOKONOM YNLTPa3BYKOBOMO McCIie-
noBanua npu Hesponatuax PUEN, HawweMmy naumeHTy noatan-
HO BbIN0 BLINOSIHEHO UCCNIE0BaHNE HEPBOB BEPXHUX U HIK-
HWX KOHEYHOCTEW: Ha MepBOM 3Tamne C Lefbi UCKITIYEeHMS
BepoATHoro auarHoza XB[I nposogunack ouenka [MC:
1) nokTeBOro HepBa Ha ypoBHe KaHana MMioHa; 2) NIOKTEBOro
HepBa Ha YpoBHe npeanneybs; 3) Ny4eBoro HepBa Ha ypoB-
He CrMpasibHOro KaHana; 4) WKPOHOXHOro HepBea. B cBsisu
C HabpaHHbIMK bannamm BUS — 0 6annos (MeHee 2 ban-
710B), NaLMeHTy Bbl10 BbINOIHEHO UCC/eJOBaHME B COOTBET-
CTBMM CO BTOPbIM 3TanoM: 1) cpeaMHHOrO HepBa Ha YpOBHE
npeAnseybs; 2) NOKTEBOr0 HepBa Ha YpPOBHE Mpeansieybs;
3) bonbluebepLOBOro HepBa Ha YpoOBHE NOALLKKU. B cBA3M
C BblISIB/IeHWEM YTOJILLEHUS NeBoro bosbLuebepLioBoro HepBa
Ha YPOBHe MeAMasbHOi JIOABIXKW N0 faHHbIM Y3U y naum-
€HTa bbINT AMArHOCTUPOBaHHBIN BEPOATHLIN AnarHo3: MMH.

Mo paHHbIM Y3W HepBOB BEPXHUX M HUMHMX KOHeY-
HocTen oT pekabpa 2019 r.: MMC ceganmwHoro Hepea Ha
YPOBHE HiKHen TpeTn befipa: cnesa ot 62 [0 68 MM, cnpa-
Ba oT 42 no 62 Mm%, Hopma: 42,4 + 13,2 mm? [11]. Mano-
bepLoBLIM HepB HepaBHOMEPHOW TOJLLWMHBI, C HaMboNbLLIMM
YTOJILLIEHUEM Ha YPOBHE NOAKOJNIEHHOM IMKM, TMMO3X0rEHHBIN
C yBeNMYeHMeM OTAeNbHbIX Pacumkyn. lpusHaku cpasne-
HWA Ha ypoBHe ManobepLOBOro KaHana He onpenenstTCcs.
MMNC Ha ypoBHE MOAKONEHHOM AMKY: creBa oT 9 [0 16 MM?,
cnpasa ot 9 1o 11 mm2. Hopma [11]: 8,54 + 2,89 MM%. Bonb-
webepLoBbIi HEPB — HEPaBHOMEPHOM TOJILUMHbI, C Hau-
BONbLWMM YTOMLLEHNEM HA YPOBHE MOAKOJIEHHOM SMKM
W MefManbHOW NOLBIKKM, MMNEP3XOreHHbIA C YBEIMYEHNEM

DOk https://doi.org/ 1017816/ rmmaré11154

OTAENbHbIX TMNO3X0reHHbIX hacumkyn (bonblue cnesa). Mpu-
3HaKu caaenenus He onpeaenstotes. MMC: cneea ot 35 mo
43 mM?, cnpasa ot 37 ao 43 mm2. Hopma [11]: 23,7 + 5,7 M2
(puc. 4).

Ha ocHoBaHuK anob, AaHHbIX aHaMHe3a, HeBpooruye-
CKOro ocMoTpa (Hannuue M30IMPOBaHHbIX NMPU3HAKOB Mopa-
XeHUs nepudepuyecKoi HepBHOW CUCTEMBI: OTCYTCTBUE KO-
NeHHbIX M axunoBbIX pedneKcoB, rMNoTpodus NEBO roNieHu,
rnyboKuin nepudepuyecKknin napes NeBom CTonbl, OTCYTCTBUE
HapyLUEHWIA YyBCTBUTENBHOCTY), pe3ynbTaToB NabopaTopHbIX
METOLL0B MCCNeA0BaHNSA (0BHapyKeHWe aHTUTeN K aHTU-GM
B KpoBw), AaHHbIX JHMI (Hanuume M30aMpOBaHHOMO nopa-
JKEHWUS MOTOPHbIX BOJIOKOH HEPBOB HUMHUX KOHEYHOCTEN
C HanuuueM 610KOB npoBefieHuss M BONHbI), pe3ynbTaToB
Y3 (nokanbHoe yTonwieHne 6onbLiebepLoBbIx U Manobep-
LLOBbIX HEPBOB Ha YPOBHE MOLKONEHHOW MKW U JIOJBIKEK),
OTCYTCTBUEM NPU3HAKOB COYETAHHOI0 MOPaXKEHUs BEPXHETD
U HUXHEr0 MOTOHEMPOHOB, NaLMeHTy Obll U3MEHEH AMarHo3
HanpaeneHus U ycTaHoBneHa: MynbTudoKanbHas MoTopHas
HeBponaTus ¢ 6roKamm npoBefeHus. PekoMeHa0BaHO npo-
BeJeHMe BbICOKOA03HOM MMMYyHOrnobynuMHoTepanuu wmm
nnasmadepesa. B cBA3u ¢ penurnosHsiMmu yoexaeHnamm na-
LMEHT OT NPeAsIOKEHHOr0 JIeYeHUs 0TKa3ancs, COCaBLUMCh
Ha nepee3q 3a rpaHuLly.

OcobeHHocTamMM Teuenms MMH y naumenTa K. sBnanocb
MeZAJIeHHOe TeueHre 3aboneBaHus, acUMMETPUYHOE BOBE-
YEHME HUXHUX KOHEYHOCTEN, OTCYTCTBUE BO3MOXKHOCTMW NMPO-
BeAEHMs IoMOanbHOM NYHKLMM (B CBA3W C 0TKA30M NaLyeH-
Ta): BHayane nauueHT oTMeYan cnabocTb B IEBON HUKHEV
KOHEYHOCTH, Yepes rof, nocne obpalleHus B KIMHUKY HepB-
Hbix Done3Helt 0TMETUN CBUCAHWE NIEBOM CTOMbI, Yepe3 2 rofia
OTMeTUN Cc1abocTb B MpaBoi Hore — AucTanbHo Ao 3 ban-
no. OfHaKo cnefyeT OTMETUTb, YTO yXe 4yepe3 3 roja oT
MOMeHTa 00palLieHns Npu BbinosHeHMM 3HMI (He B KIMHUKe
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HepBHbIX bone3HeN) LONONHUTENBHO BbINO BLISBNEHO BOBIIE-
YeHue B NaTONOMMYECKMIA NPOLIECC MOTOPHBIX BOJIOKOH 1EBO-
ro JIOKTEBOr0 HepBa Ha YPOBHe JIOKTEBOro cruba.

3AKJTIOYEHUE

CoBpeMeHHOe NaTo(M3MONOrMYecKoe NMOHMMaHKe cre-
LiManu3mMpoBaHHbIX Y3noBbIx 0bnacTeii (nepexsatoB PaHBbe)
M CBA3AHHBIX C HUMW aKCOTNManbHbIX B6eNKoB pacTeT. Bbl-
[BUraloTCca runote3bl 06 MX posin B NatoreHe3e MIMMyHOOMOC-
PefoBaHHOM aTaku Ha nepudepuyeckmin MUeIMHN3NPOBaH-
HbIl aKCoH. B nocneaHee Bpemsi Obinn BbISIBNIEHBI B BLICOKMX
TUTpax aHTWUTeNa, HanpaBneHHble NPOTUB PAfA KIKYEBbIX
MOJIEKYT airesnun KaK npu oCTPbIX, TaK M NPU XPOHUYECKUX
BOCMaNNUTesbHbIX HeBponaTusX. [aHHble daKTbl LOMOAHWN
pa3nuuna B auddepeHLmMansHoN AMarHoCTUKe MEXY aKeo-
Ha/NbHLIMU U SEMUESTMHU3UPYHOLLMMM NepUPEpPUIECKUMM He-
BpOMaTMAMU. YCKOpEHHO pa3pabaTbiBaloTcs HOBbIE Kiaccu-
(uKaumm 3aboneBaHMin, 0CHOBaHHbIE HA CEPOMO3UTUBHOCTH,
YAYULLEHHOW 3NeKTPOMU3MNONOrMYECKO U YNbTPa3BYKOBOW
KnaccuduKkaumm M UaeHTUGUKaLmMM npeanonaraeMblx oc-
HOBHbIX NaTONOrMYECKUX MULLIEHEN U MeXaHu3MoB [4, 7, 10].

JIn cxembl auddepeHUMaLmMm cnocobCTBYT yyulle-
HUIO OMarHOCTUKM W NPOTHO3MPOBaHUS, a TaKKe TapreTHoMW
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Tepanuu, HanpaBfeHHOW NpOTUB OMpefeNeHHbIX Mpo-
ueccoB 3aboneBaHus. B HacToAWMA MOMEHT OCHOBHast
3afiaya — paspaboTaTb ONTMMAasbHble MeTodbl 0bHapy-
YKEHUS QHTUTEN AJ1S YCTAHOBJIEHWUA! KPUTMYECKUX NaTONOMU-
YECKMX MEXaHU3MOB, [IEMACTBYIOLLMX Y OTAESbHbIX NaLMEHTOB
[4,7,10].

Ha HalleM KMHMYecKOM npuMepe Mbl NPOJIEMOHCTPU-
poBanyu BO3MOXHOCTM J1labopaTOpPHO-MHCTPYMEHTAbHbIX
METOL0B IMarHOCTUKM B YCTaHOBEHUM AMarHo3a 1 nogbopa
TapreTHOM Tepanuy y NaLMeHTOB C 0fHOW M3 GOpM Hoaona-
™M — MMH.

AONOJIHUTENBbHAA UHOOPMALUA

UcTounuk dmHaHcupoBaHus. OuHaHcMpoBaHWe AaHHOM pabo-
Tbl He NPOBOAKNOCH.

KoHdnukT wmHTepecoB. ABTopbl AeknapupylT oTCyTCTBUE
SIBHbIX WM MOTEHLMANbHBIX KOH(IMKTOB MHTEPECOB, CBS3aHHbIX
¢ NybnMKaLmelt HacTosLLEel CTaTby.

JTnyeckas aKcnepTM3a. 3TMueckas 3KCMepTH3a He NpoBOAY-
nace.

Bknap aBTopoB. Bce aBTOpbI BHEC/M CYLLECTBEHHbIA BKNaL
B MpOBELEHWe WCCNe0BaHWUA M MOAFOTOBKY CTaTbW, MPOYM
1 0f0bpuan GuHanbHy Bepcuto nepes nybauKatmen.
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