HUWYECKIE NCCNEL0BaHNA

! Qedepanvrviti

yeHmp mosea

U HetipomexHono2utl
Dedepanvtozo
MeOUKO-OUON0UUECK020
azeHmcmea

2 I1epsviii Mockosckuti
2ocyoapcmeeHHbiti
MEOUUUHCKULL
YyHUBepcumem

um. V.M. Ceuerosa

* Hayuo-
UCCTIE008aMENbCKULE
UHCIUMYM MeOuUHb!
mpyoa um. akademuxa
H.®. Msmeposa

4 Mockosckuil
20cy0apcmeeHHbiti
YHUBepcumerm

um. M.B. Jlomorocosa

CBs3b MEX/Y YPOBHEM aKTUBHOCTY

VI CTETIEHBIO TTOPaKeH! s meprudepudecKoi
HEPBHOI CUCTEMBI TIPpU 303MHOMVITBHOM
rpaHyjIeMaTo3e C MOIMAHTUUTOM

C.A. Mawmbikuna!, O.E. 3uHOBbBEBA, [I.M.H., TPOd.?,
JLA. Crpmxakos, f.M.H., mpod.>>*, H.C. [llernosa, k.m.H.%, ILV. HoBukoB, K.M.H.%,
B.I. 3unos, g.M.H., mpod., akagemuk PAH?

Anpec ansa nepericku: Onbra EBrenbeBHa 3uHOBbeBa, zinovyevaolga@yandex.ru

Tl purrpoBanus: Mambikusa C.A., 3uHoBbeBa O.E., Crpiokakos JLA. 1 ip. CBA3b MEX/ly YPOBHEM aKTUBHOCTY M CTENIEHBIO IOPAXKEHV
epuepIuecKort HePBHOI CYCTEMBI IPY S03MHOPUIBHOM IpaHyeMarose ¢ momanruntoM. dbdexTnsHas papmaxoreparms. 2024; 20 (27): 6-10.

DOI 10.33978/2307-3586-2024-20-27-6-10

So3uHoPunvHbILL panyemamos ¢ nonuareuumom omuocumcsa k AHITA-accoyuuposantvim 6acKynuman.

L1 Hezo xapaxmepHvl nopadceHus nepugepu4eckoli HepeHoLi CUCeMbl 6 8Ude MHONECBEHHOU
MOHOHE8PONamuY Unu AcUMMempUuHoLi OUCMANbHOU NOTUHEBPONAMUL, 4 MAKHe IKCMPAHe8PabHble
nposieneHus, maxue Kak OpoHxuanvHas acmma (0eGrMupyouas 60 83POCIOM 803pacme), NopajiceHue epXHUX
OvixamenvHolx nymeti U 303UHOPUAUS 6 nepudeputeckoii kposu. B cmamve npedcmasnenvt pesynvmarmol
UCCTIe008aHUS CB8A3U AKMUBHOCMU 3A00/1e6aHUS C NOPAXNeHUEeM nepugeputeckoli HepeHoLi cucmembol.

Kniouesvie cnosa: AHIA-accoyuuposarnvie 8ackynumot, 303UHOPUIbHYILL 2PAHYIEMAMNO3 C NONTUAHLUUINOM,
MHOHECMEEHHAS MOHOHe8PONAMUS, OUCATLHAS ACUMMEMPUHHAT NOTUHEBPONAMUS

BBepeHue

D03MHOGUNBHBIN TpaHYlIeMaTO3 C IMOIUAHTUUTOM
(ST'TIA) xapakTepusyeTCcst HOpaXKeHMeM COCYOB Majoro
U CpefHero Kammbpa, GpOHXMAIBHON aCTMOIL, AeOITHpY-
I0IIIell BO B3POCTIOM BO3PacTe, HOpaKeHNeM BepXHMX Ibl-
XaTeNbHbIX IyTell. XapakTepHoi ocobeHHOCTbI0 DITIA
SIBIAETCA BbIP@XKEHHAs 303MHOMIINA B KPOBI M TKAHSIX,
ACCOLMIPOBaHHAsI C AKTMBHOCTHIO 3aboreBanus [1, 2].

B 1980-x rr. J. Lanham u coast. onucanu ITTIA kak
AHITA-BacKymuT ¢ TpeMs MOC/Ief0BaTeIbHBIMM (pazaMu
paseutys. [lepBas ¢asa — mpogpomanbHas (anmeprudec-
Kasi) C aCTMOI 1 aJ//IeprU4ecKIMU IposBIeHnaAMn. Bro-
past — 203uHOQIIbHAS — MHPUIBTPALVS 903UHOPIIAMI
TKaHelt, 0cOOeHHO erkux (bpoHxmanpHas actMa — 91-
100% cny4aeB, CUHYCUTBI, a/UIepTUYECKUil PUHUT, Ha-
3a/IbHBIIT TIOTIMCUHYCUT — 48-75% CrTydaeB) U/MIU MUO-
Kappa (27-35%), ¢ rpanynemoit 6o 6e3 Hee. B cpenHem
Yepe3 TpU-UeTBIpe rofa MoC/e AeboTa aCTMAaTUIeCKUX
IIpOSIB/IeHNI! ([Uana3oH BapbupyeT OT [BYX MeCALEB 10
30 7eT) IPOUCXORUT TPEThs, 3aK/ITIOUNTeNIbHas (BacKy-
nuTHast) Basa — BOCIasIeH)e CTEHOK KPOBEHOCHBIX COCY-
OB U [ja/ibHelilllee YMeHbIIeH)e IPUTOKA KPOBM K pas-
JIMYHBIM OpPTaHaM U TKAaHAM. MeCTHble M CUCTEMHbIe
CYMITOMBI CTAaHOBSTCSA PacIpOCTPaHEHHBIMU U YCYTYO-
JIIFOTCSL HOBBIMY IIPOSIBTIEHUAMY BaCKy/INTA:

= a0OMVMHANBbHBIMY (LIEPUTOHUTOM W/MIU U3bA3BIIE-
HUAMU ¥ TeppopauyaMy SKeTyJOYHO-KNUIIEeYHOTO
TpaKTa);
" CepHevyHO-COCYIMCThIMU (IIOPOK CepALa, TaMIIOHaja
nepuKapza);
= o4eyHbIMIU (roMepynoHedpur) [2].
K necenndnyeckum cumnromam 3aboeBaHNUs OTHO-
csTcs 061ast cmaboCcTh, HEMOTUBUPOBAHHOE CHIDKEHME
Beca, Hecneumbmqecm{ﬁ MBbIIIEYHO-CYCTaBHOM 6071eBOII
cuHapoM [3].
CucremHas ¢asa 3a60/eBaHNIA XapaKTepU3yeTCs pas-
BUTHEM HEKPOTM3MPYIOIIETo Ipolecca, IMopaxalole-
ro Koxy (40-52%), mepucdepudeckite HepBbI I IOYKU
(27%) [4]. Pasnuunble MmaToreHeTUYEeCKMe MeXaHU3-
MBI IIPefIIOJIOKNTENbHO OTBETCTBEHHBI 3a KaXXAYIO
u3 ¢as 6onesHu. Bemymmit maroreHeTU4ecKuit Mexa-
Hu3M nepsoit paser IITIA sakaogaeTcs B gucbanaH-
ce (GOpPMEHHBIX 9TeMEHTOB KPOBU C IIpeobafaonieit
ponbio Th2-nmumdountos. JosnHoduaEl BOBIEKAOT-
¢S B IpolLiecc BO BpeMs BTOpoit ¢assl u ob6ocTpeHmi
OITIA, Korfa akTMBUPYIOTCS IOC/IE BBICBOOOXKEHNMS
HECKObKMX IIUTOKMHOB, 0COOEHHO TeX, KOTOpbIe 06pa-
sytorcss B Th2-nmumbounrax, Hanpumep mHTepreit-
KNHOB 4, 5, 10 n 13. BoicBOOOXgeHMIE SOSI/IHO(l)I/ITIaMI/I
OCHOBHOTO 0e/IKa, HEJIPOTOKCUHA, MOXKET BBI3BIBATh
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IpsMOe MOBPEeX/eHMe TKaHell SH[OTeNNA M 3aIlyCKaTh
KacKa/| peaKLnit OKMCINTETbHOTO cTpecca. VIMMyHoITI0-
6ymuH E Taroke cmoco6eH MHUIMMPOBATh PasBUTIHE 30-
3uHOGUIbHOTO BacKynurTa. HakoHel, BbIpaboTKa aHTH-
Tes K IurorviasMe HenTpodunos (ANCA) y HEKOTOPBIX
HALMeHTOB MOXET YCUINBATDH M/WIKM CIIOCOOCTBOBATH
PasBUTHUIO BaCKYTMUTHBIX IOBPEXAeHMII [5].
[MopaskeHne nepudeprdecKoil HEPBHO CUCTEMBI TIpef-
CTAB/IEHO MHO)XX€CTBEHHOM MOHOHEBPONATHEN WIN
ACYMMETPUYHOI JYICTANbHO IIO/IMHeBponaTuei [6].

B 2013 1. 66110 OMY61IMKOBAaHO KPYIIHOE VICC/IENOBAHNIE,
B KOTOPOM PETPOCIIEKTMBHO IIpPOaHaIN3MPOBaHbI 1aH-
Hble 383 manueHntoB ¢ II'TIA. CornacHo pesynbTaTaM
UCCNIeNOBAHMSA, IPEUMYIIECTBEHHO ITOPa’KAIOTCS JIOK-
TEBOIT, Iy4eBOIl 1 Mano6epIIOBLIl HEPBBI, PeXe — Cpe-
AVHHBIV, UKPOHOXHBI ¥ OONbIIeOepIiOBBIl HEPBbI
KOHeYHOCTell. MHO>XeCTBeHHble MOHOHEBPOIIATUY Ha-
6monaoTcs B 18-27% ciyvaeB 1 4alile CTAHOBSITCA CTIef -
CTBMEM IeHepaln3aly MOHOHEBPONATHIA.

ITaTonmormsa HepBHBIX BOTOKOH XapaKTepU3yeTcs [e-
CTPYKIVeil aKCOHOB. 3HAUNTENbHOE CHVDKEH)E aMIIIN-
Tyn SNAP (sensory nerve action potential, ceHcopHbIi
orBer) 1 CMAP (compound muscle action potential,
CYMMapHBII MOTOPHBIII IIOT€HLIMAT IeJICTBYISA) TUIINIHO
/ISl TAaKOJ IaTOJIOTMM HEPBHBIX BOMOKOH. Kpome Toro,
HM3Kas 9acTOTa CerMEHTApHOM JleMVe/TMH3alVI U pe-
MUENVHU3ALY, TapanenbHas IoTepsa MUETUHUSUPO-
BAHHDIX BOJIOKOH J HEeMMETVHU3MPOBAHHBIX BOTOKOH
B BBICOKOJ CTEIIEHN COITIACYIOTCA C OCTPO MIIEMIIECKOM
HeBpOIaTyeil, YTO ObUIO ONMMCAHO B pasHble TOXBI [6].
OrpaHndeHne KIMHUYECKUX CUMIITOMOB OIpefie/ieH-
HBIMU y4acTKaMIU HEPBOB, OCOOEHHO NUCTaNTbHBIMU
OTZe/IaMyl KOHEYHOCTEN, aHa/IOTMYHO IaTOIOTMYeCKIM
0COOEHHOCTSIM, HabOMOfaeMbIM B 9KCIEPUMEHTAIb-
HBIX MOJIe/ISIX OCTPOJ MIIeMUYIEeCKO HEBPOIATHUI. DI
CXOJCTBA TaKXXe IO TBEP)KJAI0T MHEHNE, YTO OCTpasd
uuIeMusa — OCHOBHasA ImpuyyuHa HeBpomatuu npu SITIA.
B nrore Hu IIpOLIeCCHI, ONIOCPETOBAHHBIE UIMMYHOIIOO6Y-
JIVHOM, HU TOKCHYeCKuUe Oe/IKM He ABJISAIOTCA OCHOBHON
npu4ynHol nepudepudeckoit Hesponaruu npu IITIA.
OcTpble nimeMmdeckye U3MeHEHUsA, 0OyCIOBIEHHbIE
OIOCPENOBAHHBIM T-K/IeTKaMu BaCKy/IUTOM, CIMTAIOT-
Cs1 T7TaBHBIMY TTATOT€HETMYECKMMM MEXaHU3MaMY, JIeXKa-
II¥MU B OCHOBE 3TOV HeBpomaTuu [7].

Ilenv MiccnenoBaHms — IpOaHAMN3MPOBATD CBA3b K/IMHU-
YeCKIUX ¥ 3MeKTPOPU3NONTOTUYECKIX ITPOSIBIIEHNII TTopa-
KeHMs mepudepudecKort HepBHOI CUCTEMBI IAIIEeHTOB
¢ aktuBHOCTBIO OITIA.

MaTepuan nmeroabl

HccnenoBaHye IPOBORUTCS Ha 6ase KIMHUKY HEPBHBIX
6onesneit um. A.f. KoxxeBHIMKOBa U KIMHUKK peBMa-
Tonoruy, Hepponoruu u npodnaronoruy M. E.M. Ta-
peeBa YHUBEPCUTETCKON KIMHIIECKO 60mpHMIfbr Ne 3
OTAQY BO «IlepBblit MOCKOBCKIII TOCYHAapCTBEHHBIN
MegunuHcKuil yausepcuteT um. VI.M. CeyeHoBa» MuHn-
3gpaBa Poccunm.

B nccnepoBanue Bxmovensl 22 nanuenTta ¢ AI'TIA. Kpu-
TE€PUM BK/IIOYEHM: BO3PACT OT 18 10 69 net, Knunuve-
CKY, 1ab6OpaTOPHO U MOP(OIOTUYIECKY MTOATBEPXKIEH-

Hesponorua u ncuxmatpus

KnuHuyeckme nccnenosaHng

Hblit fuarHo3 OI'TIA. Kputepun HeBK/ITIOUeHMA: BO3PACT
Miajgwe 18 u crapuie 69 jieT, Apyrue NpUIMHbI Pa3BUTUA
HeBpomaTuy (caXapHblit fuabet, TepUIUT BUTAMUHOB,
HAaCJIeiCTBeHHbIe HEBPOIIATUM U T.JI.).

CooTHOIIEHME XEHIUMH U MY>XX4MH — 13:9. Cpennuii
BO3PACT JKEHIUVH — 54,2 £ 5 11eT, My>X4mH — 44,5 + 5 j1er.
B 12 cry4asx HeBponormdeckue xano6bl COBIAMN C Jie-
610tom JT'TIA (mosiBleHMe YYyBCTBUTENbHBIX U [BUTA-
TEJIbHBIX HApYILIEHUI B KOHEYHOCTAX IO mepudepu-
YeCKOMY MOHOHEBPOIIATUYECKOMY THUILY), B 4eThIpex
CITyJasAx — 4epe3 TOf, Hociie nepBbix npossaernit IITIA,
TaKUX Kak feOIT OPOHXMANIBHOI acCTMBI BO B3POCIIOM
BO3PaCTe, KOXKHbIE IPOSAB/IEHNsA, CYyCTaBHOM CHHJPOM.
Y ocTanbHBIX NMALMEHTOB IIOsB/IEHNE CMMIITOMOB IIO-
paxkenus nepudepuueckoit HepHoit crctemsr (ITHC)
OBLIO OTCPOYEHO IO CPAaBHEHMUIO C PYTUMM IIPOsBIIe-
Husamu JITIA 6onee yem Ha Tpu ropa. Takum obpasom,
OTTIA pe60TupoBal ¢ SKCTpaHeBPATbHBIX CUMITOMOB
y 12 (54%) y4acTHUKOB MCCIIeOBaHMs. Bce manyeHTs
MIePBMYHO KOHCYIbTUPOBAHbBI TEPANIEBTOM, IIy/IbMOHO-
JIOTOM, HaIlpaBJ/IeHbI K PeBMATOJIOTY /ISl Ha3HAYeHNA Te-
pamuu. HeBpomorom manyeHTbl OCMOTPEHBI INIID MIPK
IIOCTYTIJIEHUY B PEBMATOJIOTMYECKOe OTHIe/IEHNE.
IIpoBeeHBl CTPYKTYPUPOBAHHBIN ONPOC U KIMHU-
4eCKOe HEeBPOJIOrMYecKoe 00CIefoBaHMe IALIeHTOB.
Y 18 (80%) maineHTOB C TPEBOXXHBIM U/V/IH IeIIPECCUB-
HBIM CHHJPOMOM OLIEHMBa/IM IICUXOIMOUMOHAIbHBIN
craryc. CreneHb BbIPa)KEHHOCTY TPEBOTU 1 JIEIPeCCUN
onpepensmn 1o HADS (rocnmranbHas MKanza TPeBOIU
u penpeccun). ITokasarenu cooTBeTCTBOBA/IN HOpMe IIPU
cymMe 6am10B oT 0 fo 7. CyOKIMHMYECKU BhIpasKeHHbIe
CHMITOMBI MIME/IV MECTO Ipy cyMMe 6annos ot 8 xo 10,
K/IMHIYECKY BbIpaKEHHbIE CMMIITOMBI PAacCTPOIICTBA —
npu cymme 6ajioB 11 u Boime. C ydeToM MOKasaTeneit
o HADS ocyjecTBianm MHAUBYUYaIbHbIA IOZOOP IIa-
TOTeHeTNYeCKMil Tepanuy (KOTHUTUBHO-IIOBefeHYecKast
Tepanys, aHKCUOMUTUKY, aHTUJIEIIPECCAHTBI).

[l1s1 opefieneHyst XapakTepa 6 071eBOro CUHAPOMA MCTIONb-
3oBamu onpocHnk DN4 (Douleur Neuropathique 4 Ques-
tions). CymMma 6a/u10B > 4 yKasblBaja Ha HeBpOIaTHde-
CKYI0 607Ib M/IY HEBPOIIATUYeCKIMII KOMIIOHEHT 60711 (IIpy
CMEIIaHHBIX HOLUIEITMBHO-HEBPOMIATUIECKMX OOMEeBBIX
cuHpipoMax). [Ipu BbIAB/IAEMOM HEBPONATHYECKOM KOM-
HoHeHTe 6071eBoro cuHApoma y nanuentos ¢ SI'TIA mpo-
BOIVIM KOPPEeKIMIO ITaTOTeHeTUIeCKOoyl Tepamuy (aHTu-
KOHBY/IbCAaHTBI, IPOTHBOOO/IEBbIE AHTHUIEITPECCAHTBI, TO
€CTb a//bIOBAaHTHbIE aHA/IBTETHKI).

CreneHb aKTMBHOCTH BaCKY/IMTA OLIEHMBA/IY C IIOMOIIBIO
bupmmHTeMcKoi mKanel akTuBHOCTM (Birmingham
Vasculitis Activity Score, BVAS) 1 unznekca nospexjme-
Hus npu Backynmute (Vasculitis Damage Index, VDI).
BVAS nosBosnser olleHUTb NOpaXkeHNUe JEBATH OPraHOB
M CUCTeM IO 56 KAMHUYECKUM, MHCTPYMEHTATbHBIM
1 1abopaTOpHBIM IapaMeTpaM. MakcuMalIbHOe KO-
4ecTBO 6a//IOB IO IaHHOI IKane — 63. CUMIITOM olje-
HUBAeTCs TONbKO B TOM C/Iydae, eCllu OH OOYCIOBIeH
AKTMBHOCTBIO BACKY/IUTA U PAa3BUIICA MM YXYHAIIUTICA
B TedeHMe NpeIIIecTBYIOLUINX Tpex MecsAneB. Pemuccun
coorBercTByeT 0 6a/10B 10 BVAS, akTMBHOMY BacKy-
nuty > 1 (damie > 3 6a110B). [laHHBII MHAEKC TO3BOMIAET



KAUHMYeCKMe nccne10BaHuns

He TONIbKO OIIeHNBATbh aKTUBHOCTD U CTEHEHb TKECTU
SITIA n ApyruX CUCTEMHBIX BaCKYIUTOB, HO U IPOTHO-
3MpPOBATh TeyeHue 3a00IeBaHuA.

Ts>xecTh HEOOPATUMBIX MTOMOPTAHHBIX IOPaKeHUII,
Pa3sBMBAIOIINXCSA HAa PAHHUX CTafuMsIX 3abomeBaHMs
U CYIeCTBEHHO BIMAIINX Ha COCTOSIHUE, CBA3aHHOE
C BaCKy/JIMTOM ¥ IIPOBOAUMOI VMMMYHOCYIIPeCCUBHOM
Tepamnueil, oljeHuBaiT ¢ nomombio VDI. Onenka VDI
IpOBOAMUTCS 1O 11 6/10KaM, OTpaXKawIUM HOpaXKeHme
pa3nIMyYHBIX opraHoB 1 cucteM. CUMIITOM, COXpaHAO-
LIMIICS B Te4eHMe TPpexX U Oojiee MecsleB, OLeHNBAETCS
B 1 6a1. BaxkHo oTMeTHTBD, uTO 3HaYeHue VDI He MoXkeT
yMeHbIINTBCA. VDI ncnonp3yeTcss B pasiM4HbIX KOTOp-
Tax MalMeHTOB JyIs OIMCAHMs XapaKTepPUCTUK HOBpe-
KIEeHNIT, IPERUKTOPOB 0OOCTPEHUIT M CMEPTHOCTI.
ITo muenuto A .R. Exley u coaBr., paspaboTka cTaHgapTH-
3M[pOBaHHON KJIMHNYECKON OLIEHKM IIOBPEXIEHUN IIpU
CHCTEeMHBIX BAaCKYIUTaX HeoOXOmuMa AJis BBISAB/ICHMS
[ajeKo 3allefIINX U3MeHEHNI y)Ke Ha paHHUX CTafiu-
AX BAaCKY/IUTA, OLeHKN pucka cMepTu [8]. Y manueHTOB
¢ VDI = 5 puck netanpHOro ucxopa B 7-11 pas Bhllle,
YeM y IAlVIeHTOB C MeHee BbIpa)KeHHBIMU HeobOpatu-
MBIMU VI3MEHEHMAMM BHYTPEHHMX OpraHoB. B uccneno-
Banuy S. Kamali VDI > 5 Ha paHHMX 9Tamnax 601e3Hn
ACCOLMMPOBAJICA C JIETTbHBIM MCXOIOM (YYBCTBUTE/D-
HOCTB — 98%, cnerubuvnocTs — 56%) [9, 10].

Pasnuune mexny VDI u BVAS coctout B TOM, UTO,
ec/y OpraHHble MOBPEX/EHNUs PasBUINCD ITOCTTe febio-
Ta 3a00/IeBaHNs, OHY YYNTBIBAIOTCS, HECMOTPSI Ha UX
3TMONOrNI0. Y 00C/Ie0OBaHHBIX MAI[MEHTOB [T0Ka3are-
nu BVAS Bapbuposanu B npefenax ot 2 go 13, VDI -
ot 3 mo 10 6amos.

B uccneposanuu 21 marnuenty ¢ SI'TIA nposeneHa anex-
TpoHelipomuorpadua (QHMI), uccnenosanncy 9yBCT-
BUTE/NbHbIE VM JBUTAaTeIbHBIE BOJTOKHA CPEefMHHOTO,
JIOKTEBOTO0, 60/1bIIe6EPIIOBOro, MaI00epIOBOTO U UKPO-
HOXKHOTO HEPBOB C OIpefe/leHNeM pe3NyanbHOI /a-
TEHLMY, aMIUINTYbl CEHCOPHBIX I MOTOPHBIX OTBETOB
(M- n S-0TBeTBI), CKOPOCTHM PACIIPOCTPAHEHNMS BO3OYK e-
HIIA [0 IBUTATe/IbHBIM U YYBCTBUTEIbHBIM BOIOKHAM [11].
[l aHanmM3a COCTOAHNA TOHKUX BOJIOKOH HEPBOB KOHEY-
HocTell Y 20 ManueHTOB BBINOHEHO KOMMYECTBEHHOE
CEHCOpHOe TecTupoBaHue. OnpeseneHbl IOPOTY TeMIIe-
paTypHOIl (TEIIOBOIL U XOTIOJOBON) YYBCTBUTENIBHOCTHI
B 30HaxX MHHepBauuy KopemwkoB Cy, Ly, S;. ¥V ueTbipex
IAIVIEHTOB BBIITO/THEHA KOH(OKaIbHAsST MUKPOCKOIIVS IS
OLIEHKJ) TOHKVIX HEPBHBIX BOJIOKOH porouiipl. COIsiacHo
JaHHBIM JINTEPaTypbl, YKa3aHHbI IIapaMeTp KOppennpy-
€T C COCTOSTHVEM TOHKIX BOJIOKOH HEepBOB KOHEYHOCTEN
IIpU CUCTEMHBIX 3aboneBanyax [12]. [IBym manuentam
IIpOBefieHbl TONMbKO HeBponormdeckuii ocmotrp u SHMI
BEPXHMX KOHEYHOCTEN! 113-32 BBIPQKEHHBIX KO>KHBIX IIPO-
SIBJIEHUII Ha HOTaX B BUJIE M3bSA3B/IEHNIT/ TEeMOPParn4ecKux
BBICBIIIAHNIL, KOTOPbIE MOCTY XI/IV IPOTHBONOKa3aHIEM
K IIPOBEIEHNI0 HEMPOPU3NOTOTNIECKUX UCCTIENOBAHMIA.

Pe3ynbtatbl

ITpu ocMOTpe BCe MAIMEHTHI HPefbsABISIIN XKamMoObI
Ha C)'Ia60CTI) B BEPXHNX M HVDKHUX KOHEYHOCTAX, OIHYIHC—
HIVI€ OHEMEHNA, XXOKEHN, IIPOCTPEIOB, Yalle B 30HE NH-

HepBaLUIL JIOKTEBOTO, 60/IbIIe6EePIIOBOrO, MKPOHOXXHOTO
HEepBOB WM IIO HOMMHEBpONATUYeCKOMY TuIiy. B Tpex
CIy4asx MMenM MecTo Iedanrndecknit (ronoBHas 60mb
HAIpPsDKEHNUs) U TPEBOXKHO-JEIPECCUBHBIN CHHAPOMBI
(HADS: tpeBora — 9-14 6amnos, genpeccus — 8-11 6as-
noB). C y4eTOM II0Ka3aTeseil, KOTOpble IHTEPIPETUPO-
Ba/Ii OT CYOKMMHMYeCKuX (8—10 6a//I0B) O KIIMHUYECKN
BBIP)KEHHBIX CUMIITOMOB (> 11 6a//10B), B MHAVMBYAYa/Ib-
HOM MOpsAJKe OCYLIeCTB/IAICSA MOAOOpP IpenapaToB
VI3 TPYIIIIbI CeJIEKTUBHBIX MHIMOUTOPOB 0OPATHOTO 3aXBa-
Ta CEpOTOHVHA VIV CeJIeKTVBHBIX MTHIMOUTOPOB 0OpaTHO-
ro 3axBara cepoToHuHa n Hopagpenamuua (CMO3CH).
ITo faHHBIM OIIPOCHVIKOB, MaKCUMAJbHBIN Oan cpefu
UCCTIeRyeMbIX 110 onpocHuKy DN4 cocrasuin 4 (HeBpo-
maTndecKuil xapakrep 6omesoro cuugpoma). CreneHpb
akTuBHOCTU ITTIA onenmBanach mo BVAS u VDI:
BVAS - or 2 (neaktuBHas ¢asa) go 13 6a/wioB (akTus-
Has ¢asa) (Ipu MakcMMaabHOM IOKasatene 33 6asra),
VDI - ot 3 o 8 6am10B (Ipyu MaKCMManbHOM IIOKa3aTese
64 6a1a), 4TO yKasbIBA/IO HA AKTUBHYIO (asy 1 mopaxe-
HI€ Pa3/IMYHbIX OpraHoB 1 cucteM mpu IITIA.
IIpu ocMOTpe B HEBPONOTMYECKOM CTATyCe BBIAB/IEHBI:
= v 6 (18%) maIeHTOB BUTaTeIbHbIC HAPYIICHNA B BUJE
€1ab0CTH B IPOKCUMA/IBHON IPYIIITe MBILIIL] HYDKHIX KO-
HevHocTell (IlepeHAA U 3aHAA TPYIIIIa MBI Oefiep).
YpoBenp kpearnHdocdokrHaspl He OleHMBam. [eHe3
ABUTaTeNbHBIX HAPYLIEHMII pacCMaTpuBaIM B paMKax
HeJI[pOreHHOro XapakTepa. OfHAKO IIpM JIMTETbHOM
npreme rmokokoptukocrepounos (IKC) (or pebrora
KIMHUYECKVX TIPOABJICHUI, B T03€ OT 4 MI/CyT MeTUI-
IpefHM30/I0Ha C MOMEHTa febr0Ta 3a60/IeBaHNA IO K-
HIYeCKOI1 ¥ TabOPaTOPHOIT PEMICCUN — OT HECKOMIBKIX
MecALEeB IO OTHOTO-IBYX JIeT) Helb3s UCKITIOYNUTD IIPO-
ABJIEHNII CTEPOMJHONM MMOIATUM — WUIONbYaTasd 3/eK-
Tpomuorpadua He BBIIOMHIACh. MIOIIaTUYeCKMIi ITat-
TepH He oreHuBam. CnabocTb B JUCTAIBHBIX OTHENAX
HIDKHMX KOHEYHOCTel! (TbUIbHOE VI/VIN TIOfIOLIBEHHOE
crubaHie CTOII) yKasbIBala Ha MOpakeH1e Manobeprio-
BOTO 1 60/IbIIEOEPIIOBOrO HEPBOB. B BepxHIIX KOHEYHO-
CTAX OIpefie/IAIach CNabOCTh B IA/IbLIAX KICTe (CKaTye
TaJIbLieB B KY/IaK, pasribaHye/OTBeieHNe abIIeB, -
BefieHNe MU3HHIIA), YTO CBUMIETE/IbCTBOBAJIO O IIOpasKe-
HMI CPEAVHHOTO U JIOKTEBOTO HEPBOB;
= y 10 (45%) 6O/MBHBIX HApYLIEHNS YYBCTBUTETbHO-
CTU IO IOJIMHEeBpONaTudeckoMy tuiy, y 12 (54%) -
IO MOHOHEBPUTMYECKOMY TuIy. UyBCTBUTENbHBIE
PpaccTpONCTBa NPOABIILANUCH TUIIECTe3Mel, pexe — TU-
nepecresueil. B nByx ciydasx B 30He MHHEpBaLy
CPEeIVHHOTO, JIOKT€BOrO M Majo0eplioBOrO HEpBOB
OTMeYasach AM3eCcTe3Ns;
=y 9 (41%) DanmeHTOB, IO JaHHBIM HEVPOOPTOIIe-
IMYECKOTO WCCIefOBaHus, (DACeTOYHBIN CUHIPOM,
HaIpsDKeHMe 1 OO0e3HEHHOCTb IIePUKPAHUATIBHOM
U IapaBepTeOpaIbHON MYCKYIaTyphl, OFHO- U OBY-
CTOpOHHMIT (Yallle acMMMeTPUYHBI) cumnToM Tu-
HeJls Ha YPOBHe KapIalbHOTO/KyOuTanbHoro, gpuoy-
JIAPHOTO/Tap3a/IbHOTO KaHAJI0B, YTO PacleHNBaIOCh
B paMKax HecIeny(U4ecKoro CKelIeTHO-MBIIIEYHO-
ro 60/eBOr0 CHMHApPOMa U TYHHETbHOI HEBPOIATUM
B paMKaX OCHOBHOTO 3a00/eBaHNUA;
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CormacHO pesynbraTaM HeilpoQpU3NOIOTNYecKOro Mc-
ClefloBaHMs, NMpeodnaafany IepBUYHO aKCOHANbHOE
noBpexaeHye nepudepndeckux HepBoB (9 (41%) 6omb-
HBIX), IEPBUYHO aKCOHA/IbHOE C BTOPMYHOII IleMUETNHM -
saruent (4 (18%) mammenTa).

Ha MoMeHT mccieoBaHms BCeM MalMeHTaM 10 OBOAY
SI'TIA npoBoaunacs tepamnus I'KC (MeTunmpegHu30moH)
B fo3e 0T 4 50 30-50 Mr/cyT (OT HECKONIbKIX MeCSIIEB [0
HECKOJIbKUX JIeT; CPefHssA MPOJODKUTEIbHOCTD Hpue-
ma I'KC - ot ogHoro-aByx go maru jnet). Joza I'KC 3a-
Bucenna ot crenenyu aktuBHocTy OITIA. Tepamma Takxke
COIPOBO’K/AAIACh KYPCOBBIM IIPMEMOM LIUTOCTATUKOB
B MaKCHMaJbHBIX TepaleBTUYeCKUX fo3ax (umknodoc-
dammg - 500 Mr, a3aTHOIPUH — JO 3 MI/KI/CYT, MUKO-
¢denomnara modernn — 2000 mr, MmeToTpekcar — 12,5 mr)
VIV TEHHO-MHXXEHEPHBIX OMONOIMYeCKNX MpPenapaToB
(T'MBT) (menomuzyma6 - 100-300 Mr) B MOHOpPEXM-
Me umm KoMbuHarmu ¢ IKC ¢ yueToM TsDKeCTH TedeHus
OITIA mnu HepoctaTouHou apexrtusrocTy I'KC-tepa-
muy. HeaddekTuBHOCTD Tepanuu OLeHNBAIM UCXOAA
u3 1abOpaTOPHBIX [TOKa3aTesneil (CoxpaHeHue maboparop-
HOJT aKTVBHOCTM 3a60/IeBaHMsA — BBICOKIUIT YPOBEHb Map-
KepoB BOCIIajIeHs1), KIMHMYECKNX nposBieHnit DTTIA
(o6ocTpeHme OPOHXMATBHON aCTMBI, KOXKHBIE U BereTa-
TUBHO-TpO(]UUecKIe pPacCTPOICTBA, TaK1e Kak Tpogurde-
CKyie SI3BBI, TeMOPpAruy, HeBPOJIOTIeCcKye HapyLIeHus
B BU/JI YYBCTBUTE/IbHBIX ¥ JBUTATETbHbIX ITPOSBICHMIL).
B xImMHM4YecKkoil KapTuHe Ipeobnajaaa CUMITOMATIKA
MHO>KeCTBEHHOJI MOHOHEBPOIIATUM, Yallje IIPOsIBJIIB-
MIAsICSI YYBCTBUTENbHBIMM (IIapeCcTe3Ny, TUIIECTE3NN)
HapyLIEHSIMI CO CTOPOHBI 3a1IHTEPECOBAHHBIX HEPBOB,
B MEHbIIIell CTENIeHM — JBUTATEebHBIMU PacCTPOVICTBAMHU
B 30He MHHEPBALUN CPEAUHHOrO, IOKTEBOTO, Manobep-
[JOBOTO HEPBOB (TYHHe/IbHAsI HEBPOIATHS CPEINHHOTO
HepBa Ha YPOBHE 3aILICTHOTO KaHajla VM JIOKTEBOTO
HepBa Ha ypOBHe KyOUTa/IbHOrO KaHasna 6o Gpuobymnsp-
HOTO/Tap3anbHOro KaHana) — 9 (41%) cmydaes.

Y 10 (45%) maunentos ¢ OTTIA moaTBep>KmeHO mopa-
>KeHIe TOHKUX C/Ta0OMIETMHU3IPOBAHHBIX BOIOKOH He-
PBOB IIPU [TPOBEEHNY KONNYIECTBEHHOTO TECTUPOBAHIL.
C y4eToM CONYTCTBYIOIIETO HOLMIEITUBHOTO 60/IeBO-
rO CUH/JpPOMa IPOBOAUICA TOROOP CUMIITOMATHYECKOI
Tepanuu (HeCTepoufHbIe IPOTUBOBOCIIATUTENbHBIE TIPe-
[apaThl, MIOPEeTAKCaHThI). IlanyeHTsl ObIIM 06YUEHBI
9/IEMEHTaM MTOCTU30METPUIECKOI PETaKCALMI ¥ KOTHI-
TUBHO-TIOBEJIeHYECKOIT Tepanyi. B cBA3M ¢ BBIABICHHBIM
HEeBPOIATIYECKNM O0/IeBBIM CMHIPOMOM K Tepary 6bU1o
PEKOMEeH/I0BaHO TOOABUTh aIbIOBAHTHbIE AHA/IBIETVKIAL: aH-
TUKOHBY/IbCAaHTBI (KapOamasemt, rabanentus), CMIO3CH
(mynOKCeTVH) B OIITYMA/IBHBIX TePAIIeBTINYECKIX [J032X.
CHCcTeMHOTO IOpakeHV s aBTOHOMHOIT HEPBHOI CHCTEMBI
Y MCC/IeJOBAaHHBIX MALIMEHTOB He BbIAB/IEHO. BereTaTys-
HO-TpO(IUeCKIe HAPYLIEHNs CBSI3aHbI C BOCIIATIEHUEM
KPOBEHOCHBIX COCY/OB I OCTIEAYIOLIVIM YMEHbIIEHEM
IPUTOKA KPOBY K PA3IMYHBIM OpraHaM 1 TKaHsM. Io-
BpeXJeHle KPOBEHOCHBIX COCYIOB MOXHO OOBACHUTD
M36BITKOM 303MHO(DUIOB, KOTOPBIe BBIPAOATHIBAIOTCS
U DUPKYTUPYIOT TI0 COCYAMCTON CeTV OpraHU3Ma, YTO
¥ IIPOSIBTISIETCST TEMOPPATVISIMY, TPODUIECKVMI SI3BAMI
Ha TY/IOBMUIIIE Y KOHEYHOCTSIX.

Hesponorua u ncuxmatpus

KnuHuyeckme nccnenosaHng

06cyxpaeHne

Ha janHOM 3TaIe uccieqoBaHys BBIIIOTHEH aHA/IN3 KU~
HUYECKOI, HelpopU3N0Iornieckoil KapTuHbl 60ses-
HU U ee cBA3M ¢ aKTUBHOCTBHI0O DI'TIA. B nccnemoBanue
BK/IIOUEHBI TAIEHTbI, KOTOPBIM Y>Xe B mebore DITIA
nasHavaayu ['KC wm nurocrarnku. Yem MoxkeT 6bITH 00-
ycnosneno nopaxenue ITHC na nosgaux craguax 9TTIA
B acIeKkTe NPUMEHEHNs UMMYHOCYIIPECCMBHOMN Tepa-
nun? BeposATHO, Cle[CTBUEM ayTOMMMYHHOI peaKuun
Ha 06pa3oBaHye AaHTUTEN K LUTOIIIa3Me HeTPOduIoB
C HOpaKeHMeM Vasa Nervorum, MpMBOASIIIM K MIIeMIUN
HEpBOB C Jaj/ibHeNIIeN fereHepalneil akCOHOB, KOTOpast
K/IMHUYECKM IIPOAB/IAETCA MHOXKECTBEHHOI MOHOHEB-
ponarueit Iy aCMMMETPUYHON IoHeBponarueit. s
pelleHNsA MOCTABIEHHOM 3a/1a4yl IPOJOIKAETCS aHAIN3
Y IPOBOAUTCS HAOOP IAIIVEHTOB C JeOI0TOM CHCTEMHOTO
BaCKy/INTa ¥ HEBPOIOIMYECKUX HAPYIIEHMI, ¥ KOTOPBIX
ellle He HayaTa IIaTOTeHeTUYEeCKas TepanysA B IIOTHOM
o6beme. CKopee BCETO B MCCIENOBAHHOL TPYIIIIE MAlN-
€HTOB MMeeT MeCTO MePBMYHO AKCOHATbHAs MHOXECT-
BEeHHas MOHOHEBPOIIATA, TI0 Mepe IPOTPeCcCUPOBAHNSA
KOTOpOJi 30HBI MHHEPBAalUN OTHEIbHBIX HEPBOB Iepe-
KpbIBAIOTCA, CO3JjaBas BIleYaT/IeHNe ITO/IMHEBPOIATUN
¢ XapaKTepHbIM AU(QYSHBIM IOpaXKEHVEM HEPBOB KO-
HeuyHOCTell. COITIaCHO IIOCTIefHNM JaHHBIM, y 11 (50%)
nanueHToB yxe B ge6ote SI'TIA oTmedamoch mopaxe-
uue ITHC. IIpeo6naganyu TyHHeNbHbIe HEBPOIIATUI Cpe-
IVHHOTO ¥ IOKTEBOTO HEPBOB — CYHJPOMBbI KapIa/IbHOTO
M KyOUTaJIbHOTO KaHAJIOB.

B rpymnne manuentos ¢ IITIA HeBponormyeckme mpo-
sABNIeHNs (YyBCTBUTE/NbHBIC VI IBUTAaTE/IbHBIE), & TAKXe
9HMI-kapTiHa He MMEIOT 4eTKON CBA3U C aKTUBHO-
ctpi0 OTTIA, 4TO MOATBEPXKAEHO OTKIOHEHMEM 1abo-
PAaTOPHBIX IIOKasaTeeil OT pedepeHCHBIX 3HAYEHMIT
(pANCA - o1 0,31 o 74,11 En/mn, cANCA - ot 0,62 o
5,8 Ef/M, cKOpOCTb OceflaHMs SpUTPOLUTOB — OT 3 10
40 m/4, C-peakTuBHbIT 6em0K — oT 0,2 g0 188,8 mMr/mi,
s03uHOMINA - o1 0,72 10 42 ThIC.). IIpN akTUBHOI Dase
OITIA He BoO BcexX cy4asx Hab/MORANI0Ch IPOrpeccupo-
BaHNe IIOPXEHNA HEPBHOII CHCTeMbI KaK KIVMHIYECK,
TakK 1 1o gauubiM DOHMI - 7 (32%) nmanuenTtos. OpHaKo
y 15 (68%) manyeHTOB IOBpeX/eHMe TepudepriecKmx
HEpBOB IIPONCXOAWIO Ha (one akTuBHOTrO JITIA.

B 2019 r. A. Bischof n coaBr. mpeacraBunu pesyinb-
TAThl UCCIENOBAHMA C ydyacTueMm 955 manmeHTOB
¢ AHITA-BackymutoM (572 maryeHTa ¢ paHy/IeMaTo30M
u monuanruntoM (I'TIA), 218 — ¢ MUKPOCKOIIMIECKUM
nomanruntoM (MITA), 165 — ¢ 9T'TIA) [13]. CormacHo
JaHHBIM, IIOpaXKeHNUe IepudepriecKoil HepBHOM CHUCTe-
MBI Haite Bctpedanoch npu I TIA (65% manneHToB), 4eM
mpu MITA u T'TIA (23 u 19% cootBeTcTBeHHO). Knnnu-
JecKue MPOsBIEHNUs MOPpaXeHNs Iepudepudeckux He-
pBOB noaTBepkaeHb! faHHbIMY DHMI 1 pesynsraramu
6roricun 607bIe6epPIIOBOTrO HEpBa. B oT/iMune ot mpe-
RBIAYIIVX KPYIIHBIX MICCTIEROBAaHMUII [6, 7] cBA3M BacKy-
nuTHo HeBponaTtuu (BH) ¢ nopakeHneM fpyrux opra-
HOB He o6HapyxeHO (p = 0,567). IToBbluieHHasT YacTOTa
MOpa’KeHMsI CKeTIeTHO-MBIIIEYHOI CCTEeMbI B BUJE MU-
aJITIT ¥ CTabOoCTH Yallle OTMedanach y nanueHTos ¢ BH
(68%) mo cpaBHennto ¢ manuentamu 6e3 BH (55%). Bo-
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HUWYECKIE NCCNEL0BaHNA

BredeHue Mpim npu BH cunraerca cybxmmHmdeckum,
HO y NIAIMeHTOB OHO MO>KET IIPUBOJYTD K KIMHIYECKUM
IIPOSIB/ICHUAM B Bujie 60/e3HEHHOCTH MU CTTabOoCTH HO-
Pa>KEHHBIX MBIIIIL. B TO e BpeMs CKeleTHO-MblIlleyHast
6071b 1 C1abOCTh MOTYT OBITH CIEACTBUEM COOCTBEHHO
BH [14]. JlaHHOe nccnefoBaHme NOATBEPANTIO CBsi3b BH
C OpaKeHMEM KOXKI U CKeTeTHO-MbIIIEYHON CUCTEMBL.

3aknioyeHue

PesynbpraTsl o6cnegoBanus 22 mauueHTos ¢ OI'TTA
IIOKa3ajau, YTO YeTKOI CBA3NM MEX/Y aKTMBHOCTHIO

STTIA n ctenenbpio Tsxect BH Hert. Ilposasnenusa
HeBpPOIIaTUM MOTYT OBITH KaK B IIepUOMe PeMUCCUN
OCHOBHOTO 3a060/eBaHNUA, TaK U B CTaguu 060cTpe-
Hus OI'TIA, 4To moATBep>KaeTcsA KIMHUYECKN U JIa-
6opartopHo.

Ha ocHOBaHWM HONTy4YeHHBIX JAHHBIX COBMECTHO
C peBMaTONIOTaMM NMPVHMMAETCs pelleHNe O Iene-
coobpasHoctn koppekuun (ysenndenne foser [KC
nnn gobasnenne ['VMBT/unrocratnkos) nub6o mpo-
LO/DKEHNM B IpeXHeM o6beMe MaTOTeHeTHYeCKOIt
Tepannim.
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Eosinophilic granulomatosis with polyangiitis refers to ANCA-associated vasculitis. It is characterized by lesions of the peripheral
nervous system in the form of multiple mononeuropathy or asymmetric distal polyneuropathy, as well as extraneural manifestations
such as bronchial asthma (debuting in adulthood), damage to the upper respiratory tract and eosinophilia in peripheral blood.
Presented the results of a study of the association of disease activity with damage to the peripheral nervous system.

Keywords: ANCA-associated vasculitis, eosinophilic granulomatosis with polyangiitis, multiple mononeuropathy,
distal asymmetric polyneuropathy
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