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CIUCOK COKPAIIIEHUM

BAFF — axTop akruBamuu B-knetok (B-cell activation factor)

BBUI' — BHYTPUBEHHBIA UMMYHOTTIOOYJINH

BI'H — BEPXHsIs I'PaHULA HOPMBI

MP — MHUTaTeNbHBIN pediekc

MPT — MarHUuTHO—PE30HaHCHas ToMorpadus

HI'H — HWKHSIS TPAHULIA HOPMBI

oXB/III — XpOHHUYECKAs BOCTIAJINTEIIbHASA JNIEMUCITMHU3UPYIOIIAS
NOJIMHEBPONIATUSA C OCTPHIM HAYaJIOM

1 J4H — IOTEHIMAJ JEUCTBUS YyBCTBUTEIBHOTO HEPBA

[TKUI' - IMMYHOTJIOOYJIMH JJIs1 TOJAKOKHOTO BBEACHUS

ITHC — nepudepuyueckas HEpBHasi CUCTEMA

CI'b — cunapom I 'nitena — bappe

CMX — CIIMHHOMO3T0Bas KUJIKOCTb

CII1 — CKOpOCTB IIPOBEJECHUS UMITYJIbCA

XBJII — XpOHUYECKast BOCIIAJIUTEIIbHAS JIEMUEIIMHUA3UPYIOIIAst
ITOJIMHEBPOIIATHS

HHC — LICHTpaJIbHAas HEPBHAs CUCTEMA

YH — YeperHble HEPBbI

OHMI' — 3IIEKTpOHEHpoMHOTpadus



BBEJAEHUE

XpoHUYECKasi BOCHAIMTENbHASA JIEMHUEIMHU3ZUPYIOMIAs IOJIMHEBPONATHUSA
ABJISIETCSl OAHOW M3 YacThiX (OPM XPOHUYECKHMX HMMYHOOIIOCPEIOBAHHBIX
MOJIMHEBPOIIATHM, PACHPOCTPAHEHHOCTh KOTOPOM 3HAYUTEIBHO BapbUPYETCS, B
3aBUCUMOCTH OT pernoHa. XB/III oTHOCHTCSA K MPOTrpeccupyrommmM 3a001eBaHUSAM
nepuepruvIecKol  HEPBHOM  CHCTEMBI, KOTOPO€ TMPUBOAUT K  CTOUKHUM
JIBUTaTEJIbHbIM, YyBCTBUTEIBHBIM W BETE€TATHUBHBIM HapylieHusiM. MiMeHHo Qakt
MOCTETIEHHOTO0 HEYKJIOHHOIO MPOrpecCHUpOBaHUs 3a00JIeBaHUS TMPUBOIAUT K
CYILIECTBEHHOMY OTPAaHUYEHUIO JKU3HEACATEIBHOCTH, YTPATe TPYIOCIOCOOHOCTH U
npo(IpUroTHOCTH U, KaK CJIEACTBUE, K COLMAIBLHOM Jae3afanTaiiiy MalueHTOB.
Ve uyepe3 roj OT Haudajsa 3a00JieBaHUS MHOTHE TMAIlUEHTHl UMEIOT YEpPThl
YaCTUYHOW WM CTOMKOW yTpaThl TPYAOCIOCOOHOCTH.

B COBOKYNIHOCTM CTOWKHE [IBUTATEIbHBIE W CEHCOPHBIC HAPYIICHUS,
xapakTepHble i TunuyHo Qopmel XBJII, npuBogaT k (HopMUpOBAHHIO
SMOLIMOHAJIbHBIX HApYLUIEHUWW y IMAlUEHTOB. TpeBora M JENpecCUsl SBISIOTCA
HeoTbeMiieMbiMU cumnromMmamMu  XB/III u  nOpuBOgAT K  IICUXOJIOTMYECKUM
mpoOjeMaM Ha pa3HbIX CTAAUSAX 3a00JIEBaHNUS.

Ha cerogusmauii aeHs dtmonorus u mnaroreHe3 XBJII ocrarorcs
OKOHYATEJIbHO HE HW3Yy4YEHHbIMH. B  1menoMm, KapThHa T1I0  U3YYCHHIO
nMmmyHonarorene3a XB/III npencraBnseTcss pa3pO3HEHHON, JaHHbBIE, MOJIy4aeMbIe
WCCIIEOBATENIIMUA, YaCTO HOCST MPOTHUBOPEUYUBBIN XapakTep, HCCICIOBAHUSA H
METOJMKN HE SBISIOTCS CTaHAAPTU3UPOBAHHBIMHU, OTCYTCTBHE OOIIEMPUHSTHIX
KJIIMHUYECKUX KPUTEPHUEB NUArHOCTHKU, OCOOCHHO aTUIMUYHBIX (POPM, MPUBOIUT K
Pa3IMYHbIM UHTEPIIPETALMSAM OJIy4Ya€MbIX PE3YIbTATOB.

HNcxonsa w3 aHanmsa JaHHBIX MEXKIYHAPOIHBIX MCCIEAOBAHUM, MOXKHO
cenaTh BBIBOJ, YTO JI0 CUX IOP HE pa3pab0TaHO OOJIMTaTHBIX MATOTHOMOHHYHBIX
ANEKTPO(HU3NOTOTUUECKUX KPUTEPUEB, KOTOpBIE OBl MO3BOJISLIIN
muddepeHpoBaTh pa3Hbie BUbI IEMUETUHUZUPYIOIINX MTOJUHEBPOIATHI.

Knunnueckast rereporennocts XBJIII, ortcyrcTBue crenuduueckux
KpuTepueB 3a00JeBaHWsA, a TakKKe HaTUYUe MHOXKECTBA ATHIMHUYHBIX (HopM
MPUBOJAAT K 3HAUYUTEIBHBIM 3aTPYIHEHUSIM IIPU JUATHOCTUKE U, KaK CIEACTBHUE, K
HECBOEBPEMEHHOMY HAa3HAYEHUIO TEPAIUU.

XpoHUYECKasi BOCHAIUTENbHAS JEMHUEIMHU3UPYIONIAS TOJUHEBPONATUS —
oJHa U3 (POPM ayTOMMMYHHOU MOJUHEBPOIATHH, XapaKTEPU3YIOIIAsCI MEIJICHHO
MPOTPECCUPYIOIIMMHU JIBUTATECIIbHBIMA W YYBCTBUTEJIBHBIMU HAPYIICHUSIMUA B
KOHEUHOCTSIX M (WJIH) TOPAXEHUEM KpPaHHAIbHBIX HEPBOB, JIOCTHUTAIOIIUMU
Makcumyma Oosee ueM 3a 8 Henenb. Jlonaroe Bpems 3aboneBaHue paccMaTpUBaId
KaKk XpoHWYecKuil BapuaHT cuHapoma ['mitena — bappe (CI'B), a B oTnenbHyo



HO30JIOTUYECKYIO (POpMY 3Ta MATOJIOTHA BbIJeJIeHa OTHOCUTENFHO HEaBHO. Tak, B
1975 rogy Dyck P.J. [c coaBT.] mepBbIMH NPEAIOKUIN TEPMUH XPOHHUYECCKAs
BOCHAJIMTEIIbHAS ITOJIMPATUKYIIOHEBPOIIATH.

«XpoHHYECKass» — O3HAYaeT, UYTO 3a00JEeBaHHE HMMEET JJIUTENBbHBIN Kypc
T€YEHUs, a CHUMIOTOMATHKAa MOXET HEYKJIOHHO IpPOrpeccHpoBaTh U
peuuauBUPOBaTh. [ yCTaHOBJIEHHS OUMArHo3a XPOHUYECKOW IMOJIMHEBPONATHH
JOJHKHO TpOoiiTH OoJiee 8 Helenb OT MOMEHTA MOSIBIICHHUS TIEPBBIX CUMIITOMOB.

«BocnanurenpHas» — TOJpa3yMeBaeT "'BOCHAJIEHHWE' Kak OCHOBHOMU
MEXAaHU3M MOBPEXKACHUS NepU(PepuuecKuXx HEPBOB BCIEJACTBUE HaPYLICHUS
KOMIUIEKCHOM pa0OThl HIMMYHHON CHCTEMBI, IO3TOMY JAHHOE 3a00J€BaHUE TAKKE
MO>KHO Ha3BaTh «ayTOMMMYHHBIM.

«/emMuenuuusupylomas»  —  XapakTepu3yeT  TUI  HOBPEKICHUS
nepupepruuecKux HEPBOB, MPU KOTOPOM MPEUMYIIECTBEHHO CTPAJae€T MUEITUHOBAS
000J10YKa HEpBa.

«IlonupanuKyJOHEBpPONATHUS» — O3HAYAET, YTO MATOJIOTMYECKHIl MIpouecc
BOBJIEUEHO 00Jiee OJIHOTO HEpPBA, a TaKXKe KOPEUIKM CIHMHHOIO MO3ra U CTBOJIBI
CILJICTEHUM.

ONUAEeMHOJ0THYEeCKHE OCOOEHHOCTH XPOHUYECKO BOCHAIUTEIbHOI
AeMHUeJTMHU3UPYIONIel MOJIMHEBPONIATHI

Henapuuit 0630p pe3yibTaToB dMUAEMUOIOTHUECKUX uccaeaoBanuii XB/III,
MPOBEICHHBIA POCCUMCKAMU HccaenoBarensMu B 2015 roay, mokazan, yro XBJIII
ABJISIETCSI OAHOW M3 YacThIX (OPM XPOHUYECKHMX HMMYHOOIIOCPEIOBAHHBIX
nonuHeBponatuii. CoriacHO MPUBEICHHBIM B HEM JTAHHBIM PaclpOCTPAHEHHOCTh
XBJII 3HauuTENBbHO BapbUpPyETCs B 3aBUCHUMOCTH OT PETHOHA M COCTABJISET
1-25,5 wa 100 000 nacenmenus. B wactHOCTH, pacmpocTtpanenHocts XBJIII B
Asmuatcko-TuxookeaHCcKOM pervoHe (Ha mpumepe Snonun) coctasiser 1,61 Ha
100 000 wnacenenusi, B EBpome — 4,18 ma 100 000 nHacemenus (Ha OCHOBE
HcclieJOBaHUI MPOBEIECHHBIX B AHrmmu, Hranuu, Hopgerun),
B ABctpanuu — 1-1,9 ma 100 000 nacenenus, B8 CIIIA — 8,9 ma 100 000 HaceneHus,
B Poccuu (ma mpumepe Kpacnosipckoro kpas) — 25,5 va 100 000 nacenenus. Ilo
nanabiM Chio A. [u coaBt.] (MTamus) 3a0071€BaeMOCTh CPeId MYXKUHUH IPUMEPHO B
2 pasza Bbllle, YeM CpeAau JKeHIIMH. Ha cerogHsAmHuil IeHb MpeaCTaBICHbI
MPOTUBOPEYMBLIC JIaHHBIE O BO3pacTe Haudajna 3a0ojieBaHus. Tak, COIVIACHO
Laughlin R. [u coast.] (CILIA), cpemnuii Bo3pact nebrora XBJII cocrasiser
58 ner. B uccinenosanun Mahdi-Rogers M. [u coaBt.] (AHrus) mokasajm, 4TO
BO3pacT Havasa 3aboseBanus coctasisietT 70-79 net. B cBoro ouepens, Jleun O.C.
(Poccust) ykaspiBaeT Ha Bo3pacT aebrota Oone3nu ot 45 mo 55 ner. Ha momro



XBAII nmpuxomutcs 5% B CTpyKType Bcex mnonuHeBpomatuid u 6omnee 20%
IIOJIMHEBPONIATUM C HEYCTAHOBJICHHOU 3TUOJIOTHUEN.

BeposiTHO, pa3sHOPOJHOCTH [aHHBIX SMUAEMHOJIOTMYECKUX HCCIET0BAaHUM
CBS3aHa C OTCYTCTBHEM JOCTOBEPHBIX OOLIETIPUHATBIX MEKIYHAPOIHBIX
KPUTEPUEB TUATHOCTHKHU 3a00JIEBaHUs, HU3KON BepU(HUKAIUECH aTUIIUIHBIX (POpM
3a00JIeBaHusA, KIMMATOTeOrpaUIecKUMH YCIOBUSMHU, a TakXkKe pPa3InYHbIMU
MOJIX0JJaMU K BbIOOpY IM3aiiHa NCCIeT0OBaHUS.

COBPEMEHHBIE TIPEJACTABJIEHUA Ob OTHOJIOT'MHN
N IMMTATOI'EHE3E XBAII

Ha cerogusmnuii nenp stuonoruss XBJ/III He ycranoBnena. Bupychas,
OakTtepuanibHass ~ WHQEKIMs,  BBEJICHUE  BaKIMH, CBIBOPOTOK,  CTpecc,
MEepPEOXJIKICHUE UTPAIOT pPOJIb IMYCKOBOro (akropa pa3BuTHs 3a00JI€BaHUS
TOJBKO y 20% MalueHToB.

[Tatorene3 XBJ/III ocraercs OKOHYarenbHO HE WU3YYEHHBIM. B TeueHue
MOCJEIHUX TpeX JECATUIICTHN HCCIeOBaHUSI AayTOMMMYHHBIX 3a00JieBaHUN
nepudeprdeckoil HEPBHOW CHUCTEMBbI KOHIEHTPUPOBAIUCH MPEUMYIIECTBEHHO Ha
ponu T-KJIETOYHOrO 3B€HA MMMYHUTETA. BKIaj akTMBUPOBaHHBIX B-KIIETOK B 3TH
pPacCcTpOMCTBA TPAJAUIIMOHHO PACCMATPUBAIICA KaK BTOPUYHAS PEAKLUsI BCIEACTBHE
HApYLICHUS T-xyerounom TOJIEPAHTHOCTH. CornacHo OCHOBHOM
natoreneruuecko Teopun paszButus XBJIII cuuraercs, uyto 3aboJjieBaHUE
BBI3BAHO AHOMAJIBHOM HMMMYHHOW pEakKIMEl C y4acTUEM ayTOPEAaKTUBHBIX T-
KJIeTOK U B-kjeTok, makpodaroB, BOCHATUTEIBHBIX IUTOKWUHOB U XEMOKHUHOB.
[Ipenmonaraercs, YT0 OCHOBHOM MHUILIEHBKO ayTOMMMYHHBIX peakuuil mpu XBJIII
CJIy>KaT TaHTJIMO3U/IbI U TJIMKOJIUIUABI, SBIISIIOIIMECS KOMIIOHEHTAMU MUEIIMHOBOM
000JI0YKH, BHITIOJHSIONICH B HEPBE CTPYKTYPHYIO U TPAHCIIOPTHYIO (DYHKITUH.

Oo6mass koHuenmus mnartoreHeza XB/II dopmynupyerca creayomum
oOpa3oM: CEKpelus MPOBOCHATUTEIBHBIX IIUTOKUHOB  AKTUBUPOBAHHBIMH
Makpodaramu ¥ T-mumdorMTaMu TPUBOJUT K TOBBIIIEHHON MPOHUIIAEMOCTH
reMaTOHEBPAJILHOTO Oapbepa, uepe3 KOTOPhIN MPOHUKAIOT MMMYHOKOMITETCHTHBIE
KJICTKW U ayroaHTutena. Wubunbrpanuss wuennHa Makpodaramu u T-
auM@orTaMyd, a TakKe IMaTOreHHOe JCHCTBUE ayTOAHTUTENl TPUBOJIUT K
CErMEHTapHOMY pa3pylICHUIO0 MUETUHA EpUPEPUUECKOT0 HEPBA.

Posb K1€TOYHOI0 3BeHa MMMYHUTeTa B naTtoreese XBJIII

[TapajutesIbHO € M3yYEHUEM SKCIIEPUMEHTAIBHBIX MOJIEIICH MTOJMHEBPUTOB Y
JKUBOTHBIX, MHOTMMHM YYE€HBIMU MPOBOIATCA HCCICIOBAHUSA II0 HW3YUYECHUIO
T-kneroyHoro 3BeHa nMMyHuTeTa y nanueHToB ¢ XB/III. Ha cerogusimunii neHb
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chOpMHpPOBAaH 3HAYUTEIBHBIM O00BEM JaHHBIX PE3yJIbTATOB HCCIICIOBAHUMH,
CBHJICTEJILCTBYIOIUX O HeocrnopuMor posm T-nmumdonuroB (CD4+u CD8+) B
natoreneze XBJIII. OcHoBHOIT 005acThI0O HCCICAOBAaHHUN B IMATOTCHE3E
ayTOUMMYHHBIX 3a00s1eBaHUM SBJISIFOTCS CD4+ T-nmumdouutsl,
Ho u CD8+ T-numdouutsl MOTYyT UrpaTh NATOTEHHYIO pOJIb B Pa3BUTUU U
nporpeccupoBanuu XBJIII.

Tak, Csurhes P.A. [1 coaBT.] mpoaeMOHCTPUPOBAIN YBEIMYCHUE YHCIIA
T-xemmepoB | u Il Tuma W mOBBIIEHHBIE YPOBHHM BbIPA0ATHIBAEMBIX HMH
IUTOKUHOB (MHTEpEepoHa-raMmMa U UHTEpJeKuHAa-5) B nepudepudeckoil KpoBu y
narenToB ¢ XBJIII. Schneider-Hohendorf T. [u coaBt.] mokasanu Hajguune
OJIHOTUIIHBIX ~ aKTUBUPOBAHHBIX  MOHOKIOHaIBHBIX CD8+  T-nmumdonuron
OJIHOBPEMEHHO B KpOBHM U B MH(puibTpaTe nepudepuyeckoro Hepsa npu XB/III.
B uccnenoBannu Cynonesoii H.A. [c¢ coaBT.] mpogeMOHCTpUPOBAaHBI OCOOCHHOCTH
MMMYHHBIX peakuuid mnpu XBJ/III. BpisiBIeHO CHM)KEHME 4YHCIIa KIETOK C
¢enotunom CD8+ u KoiMyecTBa HaTypaldbHBIX KHJUIEPOB, YTO MOMKET
CIIOCOOCTBOBATh Pa3BUTHIO U (WJIM) MPOTrPECCHPOBAHUIO AYTOMMMYHHOTO
nporniecca. Kpome Toro, y manuentoB ¢ XBJIII moka3zaHO 3HAYMMOE CHMKEHUE
ypOBHEW UMMYHOTJIOOYTHMHOB KiaccoB IgG u IgA.

B ogHOM W3 WCCIENOBAHMN M3Yy4ajloCh BIMSHUE BHYTPUBEHHBIX
uMMmyHornoOynuHoB (BBUI') Ha wuMMmyHHBIH crtatyc mnanueHtoB ¢ XB/IIL
B wuccrnenoBaHuu ObUIO TOKa3aHO, 4YTO MpH JAJIuTeabHOM JiedeHun BBUID
yYMEHbBINIAETCS  ayropeakTuBHOCTh  T-mumdormroB (CD8+ wu  CD4+) «
nepudepruueCKUM MUCITMHOBBIM aHTUTeHaM (P2, PMP22).

Hecmotpss Ha OOIIENPUHATYIO KOHIIEHIIMIO, YTO aHTUreHoM npu XBJIII
BBICTYMarOT Oenku MuenuHoBoil oGomouku (PO, P1, P2 u nepudepuyeckuii
MUEIIMHOBBIN Oenok PMP-22), nyOnuKkyroTCsl MNpPOTHBOPEYMBBIC PE3YJIbTAThI
uccinenoBanuil. Tak, anrnuiickue ydyensie B 2009 rony B CBOEM HCCIEIOBAHUU HE
CMOIJIM HAWTH MOJTBEPKJICHUE TOTO, YTO TMENTHUIbl OCTKOB MHUEIMHA SIBISIOTCS
MUIIICHBIO ayTOPEAKTUBHBIX ITUTOTOKCcHUeckux T-nmumdouutoB. B cBoro ouepensp,
Meyer Zu Horste G. [u coaBT.] B X0/1€ CBOEr0 MCCICIOBaHMS MPUIILUIA K BBIBOAY,
YTO HapsAIy C TJIABHBIMU AHTUTCHIPE3CHTUPYIOMIUMHU KJIETKaMUu (JI€HIPUTHBIMU
KJIeTKaMu H Makpodaramu) mpu ayTOMMMYHHOM BocrajgeHuu I[lIBaHHOBCKue
KJIETKH TaKXe MPE3ECHTUPYIOT MOJIEKYJIbl aHTUTEHA Ha CBOCH MeMOpaHe, 4YTO UMEET
00JIBIIOE 3HAUCHHE ISl pa3BUTHS BOCTIAJIUTEIbHBIX HEBPOIIATH.

AKTyanbHBIM cerojHs sBisiercs wuccaeaoanne CMIXK Ha Hanuuue
pa3IMYHBIX HMMYHHBIX OuOMapkepoB. Ha ceromgHsimHuii JI€Hb BBICKa3aHO
MIPEANOJIOKEHNE, YTO OOHApYKEHHBIE NeHIpuTHBIC KieTku B CMXX y marueHToB ¢
XBJII u CI'b MoryT BBITIOJIHATH (PYHKITUIO 3aXBaTa aHTUTEHOB, BEICBOOOKIAEMBIX
13 BOCHAJIUBIIMXCS CIIMHHOMO3TOBBIX KOPEIIKOB C MOCIEAYIOIIAM IIEPEHOCOM UX



B JIOKaNbHBIC JUMGPATUYECKUE Y3JbI, TNI€ MOTYT AaKTUBUPOBATHCS HAWBHBIC
T- u B-knerku. Kpome toro, npu uccnenoBanuu CMX y mamumentoB ¢ XB/II
BBISIBJICHBI MTOBBIIICHHBIE YPOBHU XEMOKHHOB, TAaKMX Kak MakpodarajlibHbI O€JIoK
Bocranenuss (MIP 3beta) — xemoarTpakTaHT IS 3pEibIX ACHAPUTHBIX KJIETOK —
U uHTephepoH-raMmmanHayupoBanHblii 0enok-10 (IP-10) — xemoaTTpakTaHT IuIst
HaTypalbHbIX KuiuiepoB U T-mumporutos. Takke B CMIK BBISIBIEHO MOBBIIIICHHE
XEeMOKHHOB, oOTHocsmmxcsi Kk moacemeiictBy CXC (CXCL9, CXCL10),
ouonornuecknii  3(HPEKT KOTOPHIX TaKKE 3aKIIOYACTCS B  XEMOTAKCHCE
T-nmumdonuTos.

PoJab rymopajibHOro 3seHa ”MMyHuTeTa B marorenese XBJIIT

B mnocnennee Bpems B maroreHeze XBJ/III 3HaunTenbHass posib OTBOAUTCS
TYMOpPaJIbHOMY 3BEHY MMMYHHOI'O OTBeTa TMpu YydacTuu B-numdouurtos.
JokazarensctBoM posin B-knerok B marorene3e XBJIII sBisiercss ocaxneHue
MMMYHOTJIOOYJIMHOB W KOMIUIEMEHTa Ha mNepu(epuyecKruX HEpBax, a TaKKe
HaJlMyue KOMIUIEMEHT CBSI3aHHBIX AHTUTEN MPOTHB MHEIUH-ACCOLMUPOBAHHOIO
riikonpoTtenHa (Anti-MAG) U raHTJIMO3U/0B.

o cux nop uccneaoBaTed He MPUIIUIA K €IMTHOMY MHEHHIO, UTO IEPBUYHO
B MaTOreHe3¢ ayTOMMMYHHBIX MOJIMHEBponaTuii — T-kierouHas win B-kieTouHas
peryJinus ayTouMMyHHOro oTBera? Ha skcnepuMeHTanbHOW MOJENN MBIIIEH CO
CIIOHTAaHHOW  ayTouMMyHHOW  mosmHeliponatueit (CAIl) Obu1  mokaszan
MOJIOKUTENbHBIA A(PPEKT NPUMEHEHUS MOHOKIOHAJIBLHOTO aHTUTEJIa MPOTUB
CD19+. ABTOpBI OOHAPYKUJIH TIPSIMYIO CBSI3b MEXIY CHIDKEHHEM KoindyecTBa B-
JTUM(}OUMTOB U YMEHBIIEHUEM KIMHUYECKUX MPOsiBICHUN 3a0oneBanus. Ha sTtom
OCHOBAaHWM, OBUI CJelaH BBIBOJ, 4YTO HWMEHHO B-TuMOOIUTH SBISIOTCS
OCHOBOTMOJIararonM 3BeHoM naroreHeza CAILL

HccnenoBanusi Ha SKCIEPUMEHTATBHBIX MOJENSAX KUBOTHBIX W Ha JIIOJAX
MoKa3ajiu MoArpynmy B-kieTok, KoTopble BeAyT ce0si Kak HMMYHHO-
PEryJIATOPHBIE KJICTKH, SIBISSACH UCTOYHUKOM WHTHOMPYIOMIMX ITUTOKUHOB, TAKUX
kak uHTeneikud-10 (MJI-10) u Tpanchopmupyromuii poctoBoii ¢aktop OeTa
(TGF-beta). CrocoObHOCTh B-KIIETOK OTpHIATEIBHO PETYJIMPOBATh KICTOYHBIC
MMMYHHBIE OTBEThI M BOCHaJICHHE ObLIa ONMHMCaHa CpPaBHUTEIBLHO HemaBHO. Ha
KMBOTHOW Mozenu y  Mbimed  Yoshizaki A, [u  coaBr.] (CHIA)
MPOJICMOHCTPUPOBATI BIUMAHUE oOcoOoro moxaruna B-mumdonuroB (B10) Ha
ayTOMMMYHHYIO PEaKTUBHOCTB, CIIOCOOHBIX JKCIPECCUPOBATH HHTUOUTOPHBIN
IIUTOKMH  uHTepieHkuH-10.  AxkTuBHas  nponudepanus €W  CO3PEBaHUC
B10-mumdoumToB  ocymiecTBiasiercss Npud  ydyactun  T-1uM@OLMTOB  yepes
poactBennble cBsizu CD40-pernentopa, HaXOAAMIEroCs HA MMOBEPXHOCTH B-KieTku
U uHTepneikuHa-21. Yeenuuenue nyna B10-1mumoruToB y Mbliiei MPpUBOANUT K
3HAYUTEILHOMY YMEHBIIEHUIO CUMITOMOB 3KCIIEPUMEHTAIBLHOIO ayTOUMMYHHOI'O
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3aboneBanus. B cBoro ouepenb, M3pamiIbCKUE UCCIIEIOBATEN BRISIBUIIN Y YEIOBEKA
HaJlMyue aHaJOTUYHBIX B-perynsTopHbiXx IuUMEOOUMUTOB, CIOCOOHBIX MOAABISATH
npoiudepanuto CD4 (+) T-mum@ouuToB.

UccnenoBanus ayroanturen npu XBJIII mosydnim HOBBIM UMITYJIbC, KOTJA
OBLIIM OMKCAaHbl aHTUTENA POTUB OelIKOB y3ia PanBbe. AHtuTena uzoruna [gG4,
HaIpaBJICHHBIC IPOTUB IMapaHOAAIBHBIX OclikoB KoHTakThHa-1 (CNTNI1) m
Heripodaciuua-155 (NF155), onpenenstor cnenmduueckne noarunsl XBJIIT u
UMEIOT JUArHOCTUYECKOE U MTPOTHOCTUYECKOE 3HAYCHHE.

B menom kaptmHa 10 u3ydeHHr0o  uMMyHonaroreHeza — XBJIII
NPE/ICTABIACTCS PA3pO3HEHHOM, TaHHbIE? TMOJy4aeMble y HCCleoBaTeleil 4acTo
HOCAT TNPOTHBOPEYMBBIM XapaKTEp, HCCIECAOBAHHS M METOJAUKH HE SIBIAIOTCS
CTaHJAPTU3UPOBAHHBIMU. OTCYTCTBHE OONICHPUHATHIX KIMHUYECKUX KPUTEPHUEB
JTUATHOCTUKH, OCOOCHHO AaTUNUYHBIX (GOpM, TMPUBOAUT K  Pa3IUUYHBIM
MHTEPIPETALMAM MTOTYyYaEMbIX PE3YJIHTATOB.

daxkrTop akruBauum B-kierok u ero pois B naroresese XB/II1

Baxxubim baxkTopoMm, KOHTPOJIMUPYIOIINM pocT, BBI)KMBaHUE,
muddepeHIMpPOBKY U CO3pEBaHUE ayTOPEAKTUBHBIX B-KieTok, siBisercs (akTop
akruBanuu B-kierok (BAFF — B-cell activation factor), Ha3piBaeMbIi Takxke B-
mamormtapHeiii ctumyisitop (BLyS — B-lymphocyte stimulator). BAFF — ato
IIUTOKUH, OTHOCSIITUNCS K ceMeUcTBy (hakTopa Hekposa onyxonu o (PHO«). Tlo
ctpykrype BAFF mnpencrabiser coboii TpancmemOpaHHbIM Oemok I tuma u B
OTIpE/ICNICHHBIX YCJIOBHUAX MOXKET NEPEXOJUTh B PacTBOPUMYIO (HOpMy IyTEM
nporeonu3a. MuenouHble KIETKH (HEUTpOo(UIbl, MOHOIMTHI, Makpodaru u
MUEJIOMTHOTO TPOUCXOXKACHUS JCHIPUTHBIE KIETKU) SBISIOTCS OCHOBHBIMU
npoayrnearamu BAFF. Penentopamu s SBAFF cnyxar BCMA (B-cell
maturation antigen — B-kietounsiii anturen cospeBanusi), TACI (transmembrane
activator and calcium-modulating  cyclophilin ~ ligand  interactor -
TPAaHCMEMOpPAHHBIA AKTUBATOP, MOMAYJSATOP KalblMs W AaKTUBATOP JIMTaHJa
nukinodunnmHa) U BAFF-R (penentop BAFF, BR3), koTopbie sKcipecCUpyroTCsl Ha
MeMOpaHe B-kieTok, Mmia3MaTHu4ecKuX KIETOK W OTAEJbHBIX CYONmOmyJsiuui
T-xnerok. Ilpuuem skcrpeccust u cexkpeuuss BAFF Moxer ycunuBatbesi 3a cuer
AKTUBHOCTH MPOBOCIAIUTEIbHBIX [IATOKAHOB.

HeakTtuBupoBaHHbIE MOHOIIUTHI KCIPECCUPYIOT HU3KUWA ypoBeHb BAFF.
Nurepdepon-ramma, wuHTepdepoH-anbha ¢  UHTEpIEeUKUH-10  MOBBILIAIOT
skcnpeccuto BAFF Ha moHomuTax, makpodarax u AeHAPUTHBIX KieTkax. [loaTomy
CUTHAJIBI KaK OT BPOXKJIEHHOTO, TaK W OT MPUOOPETEHHOTO MMMYHHOTO OTBETa
MOTYT peryJinpoBath ypoBeHb BAFF Ha MuenonIHbIX KIEeTKaxX.

Ilo pasHeIM  ucciaenoBanmii in  vitro, BAFF  sBageTrcs CcHIBHBIM
KOCTUMYJISITOPOM ~ aKTHBAallUM B-KJIeToK, WHAYUUPYIOIIMM Tpojudepanuto,
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a1 GepeHIUPOBKY, BBDKMBAHUE IUIA3MAaTUYECKUX KJIETOK U TEPEKII0YCHHE
cunateza IgG. Ilpu wm36OpiTounoi skcnpeccun BAFF 3amummiaer B-knetkn ot
anomnTo3a, TEM CaMbIM  CIOCOOCTBYS  AyTOMMMYHHUTETY M  Pa3BUTHUIO
3JI0KQYeCTBEHHBIX HOBooOpazoBaHuid. Ilockonbky BAFF sBisercs omHum u3
BOXHEHUIIMX M MOIIHBIX (AaKTOPOB MJisi BBDKMBAHMS M pocta B-kierok, kak
HOpMaJbHbIE, TaK M ayTOPEAKTHUBHBIE B-KIETKM KOHKYPUPYIOT 3a CBOOOTHBIN
BAFF. Ilokazano, uro ypoBeHb BAFF perymupyer mnopor BbDKMBAa€MOCTH
B-knerok. AyropeakTuBHble B-KJIeTKH HE KOHKYPEHTOCIIOCOOHBI ISl BEDKUBAHUS,
u oHu B Oompinedt creneHu 3aBucAT oT BAFF. IloBwimennsie ypoBHu BAFF
CIIOCOOCTBYIOT BBDKMBAHHMIO M CO3PEBAHMIO ayTOPEAKTHBHBIX B-KiI€TOK, Takum
o0pa3oM Hapyias UMMYHHYIO ayTOTOJIEPAHTHOCTb.

B 2013 roay Bic S. [u coaBT.] noka3zamu, uto ypoBHu BAFF B chIBOpOTKE
KpoBU TmoOBbIIeHBl Yy OonbHBIX ¢ XBJII, a neuenue BBUI' mnpuseno
3HAYUTEILHOMY CHHKCHHUIO YPOBHS chiBopoTouHoro BAFF. In vitro moka3zano, 4to
BBUI" unru6bupyer BAFF B monomurax. B nanpreiimem B 2014 romy Ritter C.
[1 coaBT.] B cCBOEM HcciemOBaHMM MMOATBEPAMIN TOBHIIICHHBINH ypoBeHb BAFFB
ceiBopoTKe KpoBu npu XB/III y 6onbmeit vactu nanueHToB (23 yenoBeka). Kpome
TOTO, ObLJIa BBIABJICHA MpsAMasi CBSI3b MEXy ypoBHeM BAFF B chiBOpoTKe KpoBU U
CTENEHbIO TSKECTH KIMHUYECKUX MPOSIBICHUN 3a001€BaHUsl.

B X0/1€¢ BBIMOIHEHHOTO HAYYHOTO MCCIIEAO0BAHMS Ha Kadenpe HEBPOJIOTUU U
Heripoxupyprun beaMAIIO B 2014-2017 rogax ObUIO yCTaHOBIIEHO, YTO:

1. Vposenp nmutoxkuna BAFF B cbiBopoTke kpoBu y mnanueHtoB ¢ XBJII
CTAaTUCTUYECKH BBIIIE, YEM Y NALUEHTOB I'PYIIBI KOHTPOJIA.

2. Yposens nmutoknHa BAFF cbIBOpOTKH KpOBU 0OpaTHO MPOMOPIIMOHAIICH
CTEIIEHH U pacIpOCTPAaHEHHOCTH JBUraTelIbHbIX Hapymenuit npu XB/III.

3. VYposenr murokuHa BAFF B ceiBopoTke kpoBu Oomee 289,0 mr/mn

SABJISIETCS JIAArHOCTUYECKU 3HAYUMBIM KpUTEPUEM, MO3BOJISFOLM
muddepeHpoBaTh MAIMEHTOB OCHOBHOM TPYMIBI OT MAIlMEHTOB TPYIIIbI
KOHTPOJISL.

4. VYposenr murtokmHa BAFF B CMX 6onee 57,9 nr/mn sBusercs
JTUATHOCTUYECKA 3HAYUMBIM KPHUTEpPUEM, IO3BOJISIONMM audepeHnpoBaTh
MalMEeHTOB OCHOBHOW TPYIIIBI OT MAIMEHTOB TPYMIIHI KOHTPOJIS.

5. VYposenr mnurokuna BAFF ceiBopotkun kpoBu Oonee 602,7 mr/mi
SIBJISICTCSI JUATHOCTUYCCKH 3HAYMMBIM KPUTCPUEM JIJIsl BBISBJIICHHS TAIMEHTOB B
akTUBHOM (pa3e 3a00JeBaHUs.

Takum ob6pasom, onpenenenue ypoBHei BAFF y mamuentoB ¢ XB/III B
ceiBOpoTKE KpoBH M CMIK sBisercs BaXHBIM 3TalOM sl JHArHOCTHKHU
3a00eBaHusl, OINpPENCICHHUS] €ro AaKTUBHOCTU U, KakK CIEJCTBUE, Ha3HAYEHUs
CBOEBPEMEHHOTO TaTOT€HETUYECKOTO JICUCHHUS.
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OCOBEHHOCTHU KJIMHUYECKUX MPOSIBJEHUHA XB/III
Knacenpurxauus XB/III

Ilo smuonozcuu:

v’ IlepBuuHas (MIHOMIATHYIECKAS)

v Bropuunas (Ha ¢oHe 3a001€BaHUN C BO3MOKHBIM IOPAKECHHEM
nepudepruIecKuX HEPBOB: 3JI0KAY€CTBEHHBIE HOBOOOpPA30BaHMS, CUCTEMHBIC
3a00JICBaHMS COCTMHUTEIIBHON TKAaHU U KPOBH, MHPESKITUHU | JP.)

Ilo meuenuio:

v IIporpeccupyroiiee TeueHne (HEYKIOHHOE WM CTYIEHEeoOpasHoe
MIPOrPECCUPOBAHUE CUMIITOMOB)

v’ PelliIMBUPYIOIIEE TCUCHHE

v' Cral[MOHapHOE TEYCHHUE

v C OCTpBIM WK TIOAOCTPHIM HauaaoM (BCTPEYaeTcs PEaKo)

Lo knunuueckum nposIeHUsaM:

v Tunmunas ¢opma XBJII (cumMeTpuyHas TpPOKCHMAalbHAs U
JUCTabHAsl MBIIIEUHAs CJIa00CTh, YyBCTBUTENIbHBIE HAPYIICHUS B pyKaxX U
HOTax, Pa3BUBAIOIINECS B TCUCHUE HE MCHEE 2-X MECSIIICB).

v' Atunmunsie popmbr XBJIIT:

® MPEUMYUIECTBEHHO JUCTAJIbHASI CHMMETPHUYHAs (hopMa — CEHCOPHBIE
Y JIBUTaTEJIbHbIE HAPYLICHUS JOKAJU3YIOTCA TOJBKO B JUCTAIBHBIX OTAENAaX
KOHEYHOCTEN (zucranpHas npuoOpeTeHHas CUMMETPUYHAs
JEMUEIMHU3UPYIOLas MOJIMHEBPONIATHS );

e acuMMeTpHuuYHas (opMa — CEHCOPHbBIE U JABUTATEIbHBIE HAPYLICHUS
ACUMMETPUYHBI WM JIOKAJIU3YIOTCS B OOJACTH WHHEPBAIIMM OTACIbHBIX
HEpBOB  (MynbTU(]OKaNbHAsS  OPUOOPETEHHAs  JAEMHEIMHU3UPYIOIIas
CEHCOpHAas U MOTOpHasi HeBponaTusi, cHHApoM JIptonca — Camuepa);

e mnapanaperudeckas ¢opma (C NPEUMYIIECTBEHHBIM BOBJICYECHUEM
HUKHUX KOHEYHOCTEN);

e QoxanbHas ¢dopmMa — CEHCOPHbIE M JBHUraTeJIbHbIE HAPYIICHUS
JIOKAJIU3YIOTCSl B 00JIaCTU WHHEPBALIMM IJICYEBOTO WM TOSICHUYHO-
KPECTI[OBOTO CIJICTEHHS, UJIU OJHOTO U Oosiee mepudepruueckux HEPBOB B
OJIHOM BEpXHEHN WUJIU HUKHEW KOHEUHOCTH);

¢ MOTOpPHAasA (bopMa — HCK/IIOYUTCIIbHO ABUI'aTCIIbHBIC HAPYILICHUA,
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e ceHcopHasi (hopMa — HCKIIOUUTEIHbHO UYBCTBUTEIIbHBIC HAPYILICHUS
(BKJIFOYAsi XpPOHUYECKYIO UMMYHHYIO CEHCOPHYIO MOJUPATUKYJIONATHIO).

OcHOBHBIM KiIuMHMYECKUM orTianunemM XBJIII sBisercs auHamuka
MPOrPECCUPOBAHUS HEBPOJIOTUUECKOW cuMnToMatuku. [IporpeccupoBanue
JBUTATEBHBIX W/WIM YyBCTBUTENbHBIX HapymieHuil mpu XBII npoucxonut
MEJIJICHHO, Ha IPOTSHDKEHUU HECKOJbKUX MecsieB (0osee 8 Henenb). TeueHue
3a00JicBaHUs Yy TPETH TNAlMEHTOB UMEET MOHO(A3HBIM MEIJICHHO
NPOTPECCUPYIONINM XapaKTep, MPUMEPHO y TaKOW K€ YacTh OOJbHBIX
OTMEYaEeTCA CTylneHeoOpa3Hoe mporpeccupoBanue, a B 12-47% ciyuaes, 1o
JAHHBIM Pa3HBIX ABTOPOB, MMEET MECTO peuuIuBUpyrollee TeueHue. llpu
AOTOM THUII TE€YEHHSI MOXKET MEHSTBHCS, TaK PELUUAMBUPYIOLIEE TEUCHUE Ha
pPaHHUX 3TAlaxX MOXKET CO BPEMEHEM IMEPEUTH B MEJIEHHO HapacTaroullee
MIPOrPECCUPOBAHUE.

[Tepuon mnpenBectHukoB XBJIIT moxker cocrtaBisate oT 6 go 10
MECSIIEB, KOTJa TMOSBJISIIOTCA HEMOCTOSIHHBIE CEHCOPHBIC HApyIICHHUS B
KOHEYHOCTSIX, Yallle B BUJIE OHEMEHHS, IaPECTE3UN, KPAMIIH, KOTOPBIE MTOCIIE
HOYHOTO CHA, BBIXOJHBIX, OTIMYCKa MOTYT YJIy4IIaThCsA. Y 4YacTu OOJBHBIX
3a00€BaHME HAYMHAETCS C MEIJIEHHO Mporpeccupyronieil ciaboctu u
YTOMJISIEMOCTH B JIMCTAJbHBIX WM MPOKCUMAJbHBIX OTAEIaX HOT, MHOTZA C
aTaKCHM.

Ilepuon paszButus mnapanmuedn npu XBJII  xapakrepusyercs
HapacTaHUEM CHUMMETPUYHOM Ci1aboCTH, Kak B JUCTAIbHBIX, TaK HU B
MPOKCUMAJIBHBIX OTJIeJIax HOT W/WiIu pyK. BeipakeHHast c1aboCTh HE BCeria
COMPOBOXKIACTCSL  MPOINMOPIUOHATBLHOW  aTpodueid  wmbiil.  CHkaercs
MBIIIEUHbIH  TOHYC. Kak mpaBuio, cm1abocTe MBI KOHEYHOCTEU
CMMMETpPHUYHA, pACOpOCTpaHsieTcss Mo BocxoasmeMmy Ttumy. I[lo wmepe
MPOTPEeCCUpOBaHUs OOJIC3HU HapyIIaeTCsd MeJIKas MOTOpHKAa PYK H
BO3HHUKAIOT CBA3aHHBIE C HEH CIIOKHOCTH C camooOcmykuBanueM. [lanmeHTs
MOCTENIEHHO TEPSIOT CIOCOOHOCTh TMHCATh, MEPEABUTATHCS Ha OOJIbIINE
PAcCCTOSIHUS, HAYUHAIOT UCIOJIb30BaTh BCIIOMOTATENbHBIE CPENICTBA (TPOCTh,
XOJIYHKH, KpECIO-KaTallKa), Hy>KJIat0TCsl B TOCTOPOHHEN TOMOIIH.

Cyx0XWIbHO-TIEPUOCTAIbHBIE peIEKChl B KOHEYHOCTSX Yracaror,
Han0o0JIee YaCTO BBISBIISETCS OTCYTCTBUE aXMIIIOBBIX PE(IECKCOB.

DOJIE3HEHHOCTh HEPBHBIX CTBOJIOB M CHMITOMBI  KOPEMIKOBOTO
HATSDKCHUSI BCTPEYAIOTCS Y  TOJIOBUHBI  OOJBHBIX. YUyBCTBUTEIBHBIC
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HapyLIEHUs] BCTPEYAIOTCS TIOYTH Y BCEX OOJIBHBIX, PEJKO OTMEYAETCS] YUCTO
MOTOpHas dbopma. Paccrpoiicta YYBCTBUTEJIBLHOCTH HOCSIT
MOJIMHEBPUTUYECKUI XapakTep B popMme "mepuyatok” u "HOCKOB", B OoJbLIEH
CTEIIEHH MOXET CTpajarh TIJIyOOKash YyBCTBUTEIBHOCTh C pa3BUTHEM
CEHCUTHBHOM aTaKCUU. Y IIAIMEHTOB C BBIPAKCHHBIMU YyBCTBUTEIbHBIMU
HapyLICHUSAMH MOXET HAOJIOAAThCS MOCTYPATbHO-KMHETHUYECKUN TpPEMOp

PYK.
B page ciuydaee B cumnromokoMmiuiekc  XBJIII  Bxoaut

HelponaTuueckuii 00sjeBoil cuHapoM. [lareHTsl oTMedaroT OOJIe3HEHHbIE
[1aPECTE3UN, YYBCTBO ¥OKECHUS, «I10JI3aHUE MYPAILIEK» B TUCTAIIBHBIX OTAEIAX
PYK ¥ HOT. DTH KaJIOObl MEHSIOTCS 110 CBOEH MHTEHCUBHOCTU B TCUCHUE JIHS
U, KaK IPaBUJIO, YCUIIUBAIOTCSA BEYEPOM U HOYBIO.

Ha BpicOoTEe pa3BuTHs 3a00J€BaHHS MOTYT TMOSBISATHCS CHUMIITOMBI
MOPAXEHUSI YEPEINHBIX HEPBOB, Yallle JHUIEBOTO, TIJa30JIBUTAaTEIILHOTO U
OoynpOapubix. [ns XB/III He xapakTepHbl Ta30Bbl€ HApYLICHUS, PEAKO
BCTPEUAIOTCA  NHUpPaMHJAHBIE CHUMIOTOMBI — CHMITOM  baOuHCKOTO,
runeppediekcuss. bonee wacto Ha MPT BBIABISAIOTCS HEMbIE O4Yaru
JNIEMUEIIMHU3ALA Y.

N3BecTHO, YTO TOJMHEBPUTUYECKUN CHUHIPOM SIBISIETCS HE TOJBKO
KJIMHAYECKOM  KapTUHOW  PAa3JIMYHBIX  MOJMHEBPOMATUM  KAaK  OTJIEJIbHBIX
HO30JIOTHYECKUX (OpM, HO U COCTAaBJSIOIIEH YaCThblO CHUHAPOMOKOMILIEKCA
OOJIBIIIOTO 4YHclla HeBpojorudeckux 3aboneBanuit. Iloaromy pumarnoz XBJII
yCTaHaBIMBAETCA METOJOM HCKItoueHus. JuddepeHnmanbHo-TuarHocTudecKuii
psa BKItouaeT pazianunbie 3a0oneBanus (EFNS/PNS, 2010):

BHUpYC UMMYHOIeuiuTa yenoeka (BUY);
HeWpoOoppennos;

mumpoma;

octeockieporudeckas mueaoma, POEMS-cunapowm;
cunapom Kpoy—®yxkasa, bonesns Kactiemana;
MOHOKJIOHAJIbHAs TaMManaTus HeOpeIeJICHHOTO 3HAUCHU S,
XPOHUYECKHUU aKTUBHBIN remnaTtut, renatut C;
BOCIIAJIUTENIbHBIC 3a00JICBAaHUS KAIIIEYHUKA;

00JIe3HH COEAMHUTENBHON TKaHH (BOJTYAHKA, BACKYJIHUTHI U Ap.);
TpPaHCIUIAHTAIMS KOCTHOTO MO3Ta U OPraHoOB;
JEMUETMHA3ALMS HEHTPAIbHON HEPBHOM CUCTEMBI;
He(DpOTHUECKUI CUHAPOM;

caxapHblii 1uaber;

HACJIEACTBEHHAs] HEUPOMATHUS;

TUPEOTOKCHUKO3.
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JANATHOCTHUKA XBAII

HecMoTpst Ha MHOXECTBO Hay4HBIX MyOJMKanuil 3a nociennue 10-15 ner,
nocBslieHHbIX XBJIII, nuarsHocTrka 3TOM HO30JOTMM YacTO OKAa3blBACTCSA
CJIOKHOM M3-3a KIMHUYECKON T'eTepOTeHHOCTH 3a00JeBaHUsl, MHOIOOYaroBOCTH
MOPAKEHUS, OTCYTCTBUS OOLIENPUHATHIX KPUTEPUEB JUATHOCTUKHU. BONBIIMHCTBO
crenuainucToB B oosactu 3a0oneBanuil [THC npuim K KOHCEHCYCHOMY MHEHHIO,
yro XBJII cnengyer mnomo3peBarb BO BCEX ClydasX HIPOTPECCUPYIOLIEH
CUMMETPUYHOU 1581071 aCUMMETPUYHOU MTOJIMPAIUKYJIOHEBPOIIATHH,
XapaKTepU3yUIencs PEeUUIUBUPYIONIUM WM IPOTPECCUPYIOIIUM TEUYEHHEM Ha
NPOTSKEHUU OoJiee 2 MECSIIIeB.

JlnarsHoctuka noJIMHEBPUTUYECKOTO CUHIPOMA TPAIULIMOHHO OCHOBBIBACTCS
Ha paaHHeix OHMI' m KIMHHAYECKOW KapTWHBI, Uil KOTOPOM XapaKTEpHbI
CUMIITOMBI MHOKECTBEHHOI'O TMOpaxxeHus1 nepudepruyeckux HepBoB. Ilpu 3tom
OHMI' no3BosisieT 00bEeKTUBU3UPOBATH KaJIOObI MallMEHTa, OMPEACIisisl CTEICHb,
YPOBEHb M XapakTep NOpaxeHus: nepupepruuecKkux HEpBOB.

JUis TOoro 4troObl YCTAHOBUTH Ty WJIM HMHYIO HO30JOTHYECKYI0 (opmy
MOJINHEBPOIIATUH, HEOOXOIUMO, YTOOBI MMEIOLIUECS KIMHUYECKUE CHUMITOMBI,
MHCTPYMEHTAJIbHBIE JaHHbIE M JIaOOpaTOpHbIE IOKAa3aTelId COOTBETCTBOBAIU
KPUTEPUSAM JUATHOCTUKH KOHKPETHOTO 3a00JI€BAHHUS.

Jnsa mmnarHoctukm XB/III ucnons3yroTcs pa3iauyHble MEKIyHApPOIHbBIC
KPUTEPHH, KOTOphIC Tepuoauuecku MeHstorcss u pononsstorces (A.H. Ropper
[et al.], 1991; criteria of the American Academy of Neurology — AAN, 1991;
G. Walton [et al.], 1994; INCAT (Inflammatory Neuropathy Cause and
Treatment) — criteria, 2001; Saperstein Criteria, 2001; EFNS/PNS (European
Federation of Neurological Societies/Peripheral Nerve Society) — criteria, 2010),
YTO YKa3bIBACT HA UX HEAOCTATOYHYIO TOCTOBEPHOCTD.

Ha cerogusimiHuii aeHb HaWOONbIIEE PACHPOCTPAHEHUE MOJYUUIIU TpPH
rpynnsl kputepueB auarHoctuku XBJIL: 1) kputepun, npennoxxeHHble padouei
rpynnoit EBponeiickoit ®eaepaunn Hesponornueckux Coobuiects/EBponeiickoro
OomectBa mo msyuenuto [THC (EFNS/PNS, 2010), 2) kputepun IUarHOCTHKH
AmepukaHckoit akagemun HeBpojoruu (AAN, 1991) u 3) xpurepuu rpymisl 1Mo
M3YUYCHHIO IPUYUH U JieueHus1 BocnanTelbHbiX HeBponatuil (INCAT, 2001).

Kpurepun EFNS/PNS, 2010 BkmoyaroT Tpu pasjeia: KIXHHYCCKHUE
KPUTEPHUH, IEKTPOJAHATHOCTHUYECKNE KPUTEPUU U TPU3HAKH, MOJJIECPKUBAIOLINE
nuarHo3. B Tabmuue 1 mnpencraBieHbl KIMHUYECKHE KPUTEPUM JIMATHOCTHKU
XBJII, xoropble BKIIOYAIOT MPU3HAKK [JI1 TUOUYHOW W aTUIUYHBIX (PopMm
3a00JIeBaHus, a TAK)KE KPUTEPUHU, UCKITIOYAIOIINE JUArHO3.
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Tabmuna 1. — Kinuandeckue kputepun quarHoctuku XBIT (EFNS/PNS, 2010)

Bapuantbl Kpurepun
Tunuanas ® XpOHWYECKAas TPOTPECCUpYIOMIas WIH PEIUJIUBUPYIOIAs
XBAII CUMMETpPUYHAs MPOKCUMAalbHAas M JAHWCTalbHas CIabOCTh BO
BCEX KOHEUHOCTSIX
® HapyIIEeHUS YYBCTBUTEILHOCTH BO BCEX KOHEYHOCTSIX
® OTCYTCTBHE WJIM 3HAYUTEIIbHOE CHUKEHHE pe(ieKCoB BO BCex
KOHEYHOCTSIX
® pa3BHUTHE CUMIITOMOB B TeueHHUe Oojiee 2 MecsIleB
® BO3MOXXHOE ITOPAKEHUE YSPEITHBIX HEPBOB
ATunuyHas [Tonpa3zymeBaet BblielIeHHE OAHON U3 HIDKETIEPEUUCIEHHBIX (opm,
XBJII OCTAJIbHBIE XapPaKTEPUCTUKU COOTBETCTBYIOT TUnuuHou XBJIII
(paccmaTtpuBaeTcs | (CyXOXHIbHBIC pe(IIeKChl B HETIOPAKCHHBIX KOHEYHOCTSAX MOTYT
B pamkax XB/II, OBITb HOPMaAJIBHBIMHU):

HO C pa3JIMYHbIMHA

MPEUMYIIECTBEHHO qUCTaNbHAs opma

0COOCHHOCTSIMH) e acuMMeTpu4Has Gopma

e (doxkanpHas Gpopma

® M30JUpPOBaHHAs JBUTaTENbHAs Gopma

® M30JMpPOBaHHAs CeHCOpHas (opma
Kpurepun, ® CYIIECTBEHHBIC HAPYIICHUS PaOOTHI COUHKTEPOB;
UCKJIIOYaroImme e Hajguuue Oone3nu JlakimMa, mudTepun; mMpueM JEKapCTBEHHBIX
XBAIL: MpenapaToB WIM TOKCUYECKHUX BEIIECTB, CIIOCOOHBIX BBI3BATH

HEBPOIIATHUIO;
HACJIe/ICTBEHHAs JIEMUEITMHU3UPYIOIas HEBPOMATHS;
MyJbTU(]OKaIbHAS MOTOpPHAsI HEBPOIIATHUS;
IgM-MoHOKIIOHAIBbHASI TAMMOIIATUS C BBICOKUM TUTPOM aHTHUTEI
K MUEJIMHACCOLIMUPOBAHHOMY TJIMKOIIPOTEUHY;

Jpyrue NpUYUHbI JEMUEIUHU3UPYIOIIEH HEBPONATHH, BKIKOYas
POEMS-cunnpom, OCTEOCKIIEPOTUYECKYIO MUEIIOMY,
IMa0ETUYECKyI0 M  HEIUAOETUYECKYH0 IOSCHUYHO-KPECTLIOBYIO
PaIIKYJIOIUIEKCOIIATHIO, TUM(DOMY UM aMIJIOU]I03.

Knunnueckue kpurepun auarHoctuku EFNS/PNS, 2010 moapa3ymesarot

HaJIM4Yue€¢ CCHCOMOTOPHOTO ,Z[e(l)I/IL[I/ITa BO BCCX YCTBIPEX KOHCUHOCTAX OJIAd

MOCTAaHOBKM JuarHo3a TunuaHou (opmer XBJIII BHE 3aBUCHUMOCTH OT CTaauu

3aboneBanus. Jns Bepudukanuu QoxanibHONW GOpPMBI, KOTOpass OTHOCUTCS K

ATUIIMYHOMY BApUAHTy TCUCHUA, HCO6XOI[I/IMO BOBJICUCHUC OI[HOﬁ KOHCYHOCTHU B

PE3YJIbTATC MOPAKCHHUS TIJICUCBOTO HWJIM IMOACHUYIHO-KPCCTIHOBOI'O CIUICTCHUSA, UJIN

OJIHOTrO U OoJiee nepruepuueckux HEPBOB HA OAHOM KOHEYHOCTH. TakuM o0pazom,
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HallMyue y NMalueHTa mapamnape3a He OTHOCHTCS HU K OJJTHOMY M3 MPEJI0KEHHBIX
BapuanToB XB/III.

B cBoro ouepenp, cornmacHo kpurepusam auarHoctuku AAN, 1991 u INCAT,
2001, st BeIcTaBIIEHUST TUMarHo3a TunudHor ¢opmel XBJIIT mocTtaTouHo Hamuvme
XapaKTEePHOU KIMHUYECKOW KapTHHBI 00Jiee 4eM B OJHOW KOHEYHOCTH Oe3 yuera
cummeTpudHocty mporiecca (Tad. 2). B pesynbrare ocraercs HepemeHHBIM
BOIPOC: HAJIMYME Yy MalMeHTa Mapamnape3a — 3TO TUIUYHOE WM aTUIHYHOE
TeueHue 3abosneBaHusi? BO3MOXKHO, 3TO TOJBKO CTaus pa3BUTHUS 3a00J€BaHUS U
JaHHAas KJIMHUYecKas KapTuHa He sBissercs ¢popmoit XBJIII.

Ta6mumna 2. Knuauueckue kputepun auarHoctuku XBJIIT AAN, 1991 u INCAT,
2001.

Knunnueckue npusHaku Kpurepuun AAN Kpurepuu INCAT

[Iporpeccupyrommii ninm
PEeLMANBUP YOI
CEHCOMOTOPHBIN edurut

CeHCOMOTOPHBIN

JIeUIUT C BOBJIICYCHUEM
Kinunnueckoe TeueHue .
0oJiee yeM OJHOU
C BOBJICUEHUEM 00JIEE UEM

KOHEYHOCTH N
OJTHOU KOHEYHOCTH
[TpomomkuTenbHOCTE (MecsIbl) |2 1 6oyiee MecsIIeB Boee 2 mecsiieB
CHM)XEHBI WIN CHMKEHBI WIN
Pednexcor
OTCYTCTBYIOT OTCYTCTBYIOT

B Hacrosiiee BpeMsi MHOTHMH HCCIIEIOBATENIIMU MOJHUMAETCS BOIMPOC O
Hamuunu Apyrux atunudabix Gopm XBII, takux kak XBJ/III ¢ ocTpsiM Havamom
(oXBAIT) u XBAII ¢ nopaxxennem [THC. x HO3070THUECKAsI MPUHAIJICKHOCTD U
MOAXO/IbI K TepANuu JUCKYTUPYIOTCS.

Haubonee cxoxum ¢ oXB/III 3a0oneBaHneM Mo KIMHUYECKOW KapTUHE W
maHupiM  OHMIT gBasgercs CI'b. Ha ceromasmnaumii neHb HWX OCHOBHOH
pa3rpaHUUUTENIbHOW YEpPTOM SIBIISIETCS TOJNBKO JIIUTEIBHOCTH MPOrPECCUPOBAHUS
HEBPOJIOTHYECKUX CUMITOMOB. Tak, mais tunuaHor ¢opmbl XBJII cBolicTBeHHO
pa3BUTHE CUMITOMATUKU HE MEHee 8§ Helenb OT Havaia 3aboneBanus, a s CI'b
XapaKTepHO MPOTPECCUPOBAHUE CUMITOMOB He Oojiee yeM B TedeHue 4 Helelb
(Tabnuma 3).

OnHako B COBPEMEHHOW JIMTEPATYypE OINHUCAHBI CiIydyan KIMHUYECKOTO
teyenuss XB/III, koTopoe Ha4YMHAIIOCh JOCTATOYHO OCTPO. BOJBIIMHCTBO aBTOPOB
MOJIaraloT, 4YTO TOM00Has (EHOKOMUS TMPEACTABISET AaTUIUYHYI0 (GopMy
3abosneBanus, kotopas HazBaHa 0XBJ/III. ITo manusiM Ruts L. [u coaBT.], yactoTa
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3TON QopMBbI MOXKET AocTUTaTh 16% OT Beex ciyuaeB XBJIII. C npyroii cTOpOHBI,
CI'b MoxeT mpoTekaTb ¢ pPEUMIMBAMU WJIM UMETh BOJHOOOpA3HOE H3MEHEHHE
KJIMHUYECKONM KApTUHBI Ha MPOTSIKEHUM BCErO JICUEHUs, YTO CONMIKAET €ro ¢
XBAII. B cBowo ouepenn, EBpomeiickue pexomenmamuu 2010 roma
MO/Ipa3yMeBaroT MOCTaHOBKY auarHo3a oXB/III B ciyuyae Hammuus Tpex u Oosee
pPELUUINBOB.

Tabmuna 3. — luddepennmansaas auarnoctuka XBIT u CI'b

Hpuznaku CI'b XBAII
1. Ilporpeccupyromasi MbliieuHasi ci1abocTb B HOTax ++ ++
W/WIH pyKax
2. BoBnedeHnune 4epenHbIX HEPBOB ++ +
3. OrcyrcTBHE WM YracaHW€  CYXOXHJIBHBIX ++ ++
pediekcon
JIMUTENBHOCTD MTPOTPECCUPOBAHUS CUMIITOMOB <4 wuenx | >8uen
5. OTHOCHTENbHAS CUMMETPHUYHOCTD MOPAKEHHUS ++ ++
6. HapymieHnue 4yBCTBUTEIBHOCTH IO MOJUHEBPUTHU- ++ ++
YECKOMY THILY
/. BereratuBHbIC HapyIIECHUS ++ +
8. benkoBo-kieToO4HAas UCCOIUAIUS ++ +
9. JlpixaTenbHble HAPYIICHUS ++ +
10.9HMI -npusnaxu JEeMUEITUHU3ALNN u/nnu ++ ++
AKCOHAJIBHOTO MOBPEXKACHUS

Bonpoc auddepenmumansuoii auardoctuku oXBJIII u CI'b o6cyxmaercs
COBPEMEHHBIM HAYYHBIM MEXIyHapOHbIM cooOliiecTBoM. B 2015 roay simoHckue
aBTOPBI MOMBITAINCH BBISIBUTH KiMHUYeckue ocooennoctu oXB/III, cpaBHuB aBe
rpynnel manueHToB (0XBJIII u CI'B). Pesympraramu paboThl moka3zaHo, 4TO
naneHTel ¢ oXBJIII mmenu Oomnee BhIpakKeHHBIC CEHCOPHBIC HApyIICHUS, a
pa3BUTHE BEreTaTUBHOW W JBIXAaTEJIbHOW HEIOCTATOYHOCTH, HapylieHue (PyHKIIUU
JUIIEBOTO HEpBa, MpeAlIecTBYyIoNee MHPEKIMOHHOE 3a0o0JieBaHHWE ObUIM MEHEe
yacTbiMU. [Ipu »sTom paznuuuit B OHMI-gaHHbIX Mexay AByMs Trpynnamu
MaIMEHTOB ATUMH HCCIICIOBATEISIMU He OBLIO BBISABICHO. Poccuiickumu aBTopamu,
HAIpOTHB, ONMWCAaH KiaMHWYecku ciydyan oXBJ/III, compoBoxaaromuiics
JbIXaTEeIbHOW HEIOCTATOYHOCTHIO. [Ipr 3TOM aBTOpPBI OMUCHIBAIOT 3HAYUTEIIBHBIC
TPYIHOCTH B nudPepeHInanIbHON JUArHOCTUKE M JICUEHUH MOJIOJION MaIlMeHTKH,
KOTOpOoW mepBoHauyanbHO ObUT BhICTaBlieH nuarHo3 CI'b. IlpeacrtaBuB omucanue
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tpex cinydaeB oXB/III, Anadani M. u Katirji B. nenarot BbIBOA, YTO BCe ciiydau
CI'b HeoOxommMo HaOIIOaTh B BOCCTAHOBUTEIBHOM TEPUOAC U BBITIOJHSTH
kKoHTposbHYr0 DOHMI' s cBoeBpeMeHHOro W3MeHeHus auarno3a Ha oXB/III.
Takum o00pa3om, Ha paHHEW cTaguu 3a00JIEBaHUST HEBO3MOXHO OIPEAEIICHHO
CKa3aTh, C KakuM 3a0oieBaHreM HeBpoJor ctojkHylcs — CI'b unu oXB/IIL, u
JUIIb  THIATEIBHBIA ~ MOHUTOPUHI  KJIMHUYECKOW  KapTHHBI U CPOKOB
nporpeccupoBaHus 3a0ojeBaHus MO3BOJsieT Au(depeHIupoBaTh dSTU  JBE
HO30JIOTHYECKHE (POPMBI.

Bropas, nanbonee oOcyxmaemas, atunuddas popma XB/III, kotopas He
ynomsHyTa B kputepusix EFNS/PNS 2010, npencraBnser co0oi maToI0TUYECKHMA
npoiecc, onHoBpeMeHHO mnpotrekaronmid B muenune [{HC u ITHC. I[lo manHbM
pa3HBIX aBTOPOB, MOKET BOBJIEKAThCS MHUEIHWH KaK TOJOBHOIO MO3ra, Tak H
CIIMHHOTO Mo3ra. Cuuraercs, 4To KIMHAYeCKue npusHaku nopaxenus [[THC mpu
XBJII Bcrpeuarorest B 20 % cimydaeB, a ¢ y4€TOM MHCTPYMEHTAIBHBIX METOAO0B
JTUArHOCTUKM (ouarn jAemuenuHuzanuu Ha MPT, u3MeHeHue 3pUTEIbHBIX
BBI3BaHHBIX MOTEHIIMAJIOB) MokKa3arens BoBieueHHOCTH [|[HC 3HaunTensHO BhIIIE.
OOcyxmaroTcsi TpU TMOTEHIUAIBHBIX THUIIOTE3bl OJHOBPEMEHHOTO BOBJICUCHUS
muenuna [THC u ITHC:

1) Hamuuyue oOmEH ayTOMMMYHOJOTUYECKOW PEaKTUBHOCTU TPOTHUB
MHUEIIMHOBBIX aHTUTE€HOB WJIM 3MHTOMNOB, NMpucyTcTByromux kak B IIHC, Ttak u B
ITHC,;

2) Ha (oHE HMMyHOMOIyIUpYIOIIero JjedeHus (mpuM. B-uHTepdepoH)
YCHWJIMBAETCS T€HEepAIIU3alis ayTOMMMYHHOIO IIPOLIECCa;

3) omnoBpemenHoe BomieueHue wmuenuHa [THC u IHHC wmoxer ObITh
CITyYailHBIM.

JlaHHBIE  KIIMHUYECKUE OCOOCHHOCTH  OMPENENIOT  HE0OXOIUMOCTh
yunutbiBath XB/II1 npu nuddepennmanibHoil TuarHoCTUKE JeMUETUHUZUPYIOITIX
3aboneBanuii [THC.

Takum o0Opazom, TunuyHas kiuHu4yeckass kaptuHa XB/III He sBnsercs
BBICOKOCTICITU(DUYHON JJ1s1 5TON MaTOJIOTMH, a TIPEACTABIIAET COOOM, MO CYIIECTBY,
MOJIMHEBPUTUYECKUM CHUHAPOM, CBOMCTBEHHBIM M JUISI JPYTUX ITOJUHEBPOIIATHUM.
[TosTOMY TOJBKO KOMIUIEKCHBIM aHaIW3 KJIMHUYECKOW KapTHHBI 3a00JI€BaHUS C
JPYTMMH METOJIaMH JIUarHOCTUKH, HWHCTPYMEHTAJIBHBIMH M JIa0OpaTOPHBIMH,
MO3BOJISIET ~ TMOBBICHTH  JIOCTOBEPHOCTh  JauarHo3a. Hammuume — G0sbmIOro
pa3HoOOpa3Wsi W BBICOKOM YacTOThl BCTPEYAEMOCTH ATHIHYHBIX  (opM
MpenoiaraeT MoUCK eIMHOr0 Mapkepa 3a00jeBaHus, KOTOPBIM Obl 00001Ian BCe
(hopMBI U IOATUIIBI B €IMHYIO HO30JI0THI0. Ha ceromHsmHuil AeHb 3TUM MapKepoM
SABJISICTCSl HAJIMYME TPU3HAKOB JIEMUETMHU3AINN TIEpUPEPUUECKUX HEPBOB,
BBIABIISIEMBIX ¢ momompio DHMI', cnenuduaHOCTh KOTOPOro, K COXKAJICHHIO,
OCTaeTCsi HEBBICOKOU.
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QJIEKTPOPUINOJTOI'MYECKHUE XAPAKTEPUCTUKU XBIII

OcHoBononaratoniM  MetoaoM auarHoctukn XBJII B pyrunHOU
KJIIMHAYECKOW TPAaKTUKE Tmo-npexHeMy sBisercs OHMIT B couetanum c
KIMHUYEeCKOW KapTuHoil. [lo maToMop@oIOorHyecKkuM HW3MEHEHUSM BBIIETSIOT
JEMHUEIMHU3NPYIOIUNA U aKCOHAJIBHBIM THUMBI TOPAXKEHUS NepuepudecKkux
HepBoB. IIpu mnpoBenenuun OHMI' BbIAEHSAIOT XapakTEpHbIE NPU3HAKU IS
Ka)KJI0TO U3 HUX.

Tak, npu nopasxcenuu MueIuHOBOU 000104KU CHWXKACTCS  WIH
OJIOKUpPYETCS MPOBEACHUE UMITYJIHCOB IO HEPBY. [ IEeMUETMHU3UPYIOMIETO TUTIA
XapakTepHO Hamuuue mnoiaudazHoro M-oTBeTa, YBEIMYEHUE JIUTEILHOCTU
M-oTBETa, CHMXEHUE CKOPOCTH TPOBEACHUS MO MOTOPHBIM H CEHCOPHBIM
BOJIOKHaM, HaJInyue OJIOKOB MPOBEACHUS BO30YXKACHUS 110 MOTOPHBIM BOJIOKHAM.
3HAYUTENIbHO YBEJIIMYMBAETCS AUCTalbHas JaTeHTHOCTh M-otBera (/JI), B TO ke
BpeMs Il aKCOHAJbHOI'O IOpPaXEHMs, Kak mpasuio, JJI He u3MeHsAeTcs Win
U3MEHsAeTCs He3HauuTenbHo. llpu onenke mnokaszareneil F-BOJIHBI BBISBISIETCS
CHIDKCHHME AaMIUIMTYJIbl M YBEJIMYECHHE JIATEHTHOCTH. BO3MOXHO TOJHOE

BBITIAJICHUE F-BOJTHEIL.
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Puc. 1 — DHMI npusnaku neMueIMHU3ALAN
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Ilpu axconanvnom nopax@cenuu Hapymaercs Tpoduka akcoHa H
aKCOHAJIbHBIM TPAHCHOPT, YTO BEAET K HApYIIECHHIO BO30YJUMOCTH aKCOHa W,
COOTBETCTBEHHO, HEBO3MOXHOCTH €ro aKTHBallMd B 30HE MOPAXECHUA W
auctanpHee Hee. HapylieHne Bo30yIMMOCTH aKCOHA MPUBOAUT K HECIIOCOOHOCTH
IIPOBOJUTH O HeMY B0O30yxzaeHue. [Ipu npoBenenun DHMI' BBISBISAIOT MajieHue
aMIUTATYAbl JUCTAIBHOTO M-0TBETa NHPH OTHOCHUTEIBHO COXPAaHHOM CKOPOCTH
NpOBEACHUST uUMIylbca 10 HepBy Hu ¢opMmbl M-otBeta. OCOOEHHOCTHIO
BOCITAJINTENIBHBIX MOJMHEBPOIIATUH ABJISAETCA XapaKTepHas AJIsl HUX CErMEHTapHas
JNEMUEIMHU3AINs, KOTOpasi IPUBOAMWT K CHIKCHHIO IIPOBENCHMS HMMIIYJIbCA I10
BBICOKOIIPOBOSAIINM ¥ HU3KOIIPOBOISAIIUM BOJIOKHAM.

[Torenuman  gevictBusi  yyBcTBUTENbHOro  HepBa (IIJYH) wumeer
JVUAarHOCTUYECKOE 3HAYEHWE [UI ONPENCIICHUS IEPBUYHOCTH aKCOHAIBHOTO
mporecca Ha panHen craauu. OrcyrcrBue II/]HH wmm ero cHmxkeHue co
CPEAMHHOTO HEPBA, HO €T0 PETUCTpalrs ¢ UKPOHOKHOTO HEpBAa XapaKTEPHO IS
IIEPBUYHO JIEMHUEIUHU3UPYIOLIETO Ipouecca. YuuteiBasg, uyro npu XB/III gacto
BCTPEUYAETCSl CONMYTCTBYIOIIAsi HEBPONMATUS CPEJUHHOIO HEpBa, OOYCIOBIIEHHAs
CHHIpPOMOM 3arsicTHoro kanana, Tamura N. [u coaBt.] B 2005 romy mpeayioxKiIu
OLICHUBATh CEHCOPHBINM OTBET C IIOBEPXHOCTHOIO JIy4YEBOI'O HEPBA.

Kpome TOro, BBIAENSIOT CMENIAHHBIA TUI TOPAXEHUs NepUPEepUUECKUX
HEpPBOB, IpU KOTOPOM HMEIOTCS TIPU3HAKM KaK aKCOHAJIbHOIO, TaK M
JEMUEITMHU3UPYIOIIET0 NMopaxeHus:i HeBpoHa. HecmMoTpst Ha O0JIbIIOE KOJTUYECTBO
OHMI -npu3HakoB mnopaxkeHusl nepudepuyeckoro HepBa, He Bceraa yaaércs
JOCTOBEPHO OIIPEINEIUTh THII IOpaXEHHUs HeBpoHa. IlodToMy NOCTOSHHO
JOTIOJIHAIOTCS, Pa3pabdaThIBAIOTCSI HOBBIE AJIEKTPOIMArHOCTUUECKHE KPUTEPUN ISt
nyumedt nuarHoctukn XBJII. 3Onexrpodusuonoruyeckue kputepun XBJII,
paspadorannpie B 2010 romy (EFNS/PNS), sBustorcs — Haumbouiee
YyBCTBUTEIBHBIMU B TUarHocTuke 3adbosnesanus (Tao. 4).

OcHoBHbIE d5eKTpoauarHoctuyeckue kpurepun XB/III onpenenstorcs npu
MCCJIEIOBAHUM MOTOPHBIX BOJIOKOH NEpPUPEPUUYECKUX HEPBOB, B TO BpeMs Kak
[IaTOJIOTUYECKUE HW3MEHEHUs, BBIABISIEMBbIE IIPU MCCIEIOBAHUU CEHCOPHBIX
BOJIOKOH, OTHOCATCS K BTOPOCTENIEHHBIM KPUTEPUSAM M UIPAKOT JIMIIb
BCIIOMOTATEJIbHYIO POJIb.

K HUM OoTHOCSTCA:

d) CHIDKEHHE aMIUIUTYJbl CCHCOPHOTO IMOTCHIMAlla JEHCTBHS  IPH
MCCJIEIOBAHUM CPEIMHHOTO (MPU MCKIIFOYEHUH CHHIPOMA 3aIlSICTHOTO KaHaja) Wn
Jy4E€BOTO HEPBA NMPHU HOPMAJIBbHOW aMILUIUTYJE CEHCOPHOTO MOTEHIHAIA TEUCTBUS
IIPU UCCIIEOBAaHUHA UKPOHOKHOIO HEPBA,
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b) cHwkeHne cKOpoCTH pacrpocTpaHeHus Bo30OyxiaeHuss meHee 80% HI'H

(menee 70%, ecau aMmIuIMTyJa CEHCOPHOTO MoOTeHIMana nedctBus menee 80%

HIH);

C) IMOBBINICHUC JIATCHTHOCTHU COMATOCCHCOPHBIX BbI3BAHHBIX ITIOTCHIIMAJIOB

npu orcytcTBum natosoruu [THC.

Tabnmuna 4. — Dnexkrpodusnonornyeckue kputepuun XBJII (EFNS/PNS,

2010)

Tun

Xapakrepucruka

|. locToBepHbIi

a) YBeJMYCHHE MOTOPHOM JMCTAIBHOM JIATEHTHOCTH JIBYX
HepBoB Ha >50% BI'H (npu HCKIIOYEHUH CUHAPOMA 3aIISICTHOTO
KaHasa).

b) Ymenbmenne CPB mo MOTOpHBIM BOJIOKHaM B JIBYX HEpBax
Ha >30% HI'H.

C) YBennyeHue jJaTeHTHOCTH F-BOJIH B ABYX HepBax Ha >30%
BT'H (na >50%, ecnu amminTya AUCTaibHOr0O M-0TBEeTa MEHee
80% HI'M).

d) OrcyrctBue F-BomH B JABYX HepBax NpU HAIWYHA
qucTanbHOoro M-oTBeTa, amIUIMTyAa KOTOPOrO IPEBBIIIAET
HIDKHIOKO TpaHully HOpMbl Ha >20% + >1 npyroi mpusHak
JIEMUETMHU3AIMY B >1 HEpBe.

e) YactuuHblii OJOK MPOBEJCHUS IO JIBUTATEIBHBIM BOJOKHAM:
YMEHBUIEHUE aMIUIMTYZAbI MPOKCUMaIbHOro M-oteera Ha >50%
II0 CPaBHEHUIO C aMIUIMTYAOM IHUCTaipHOro M-oTBera, eciu
amIMTyaa aucransHoro M-oreera >20% HI'H, B 1Byx HepBax,
WIK B OJHOM HepBe + >1 Ipyroil mpu3HaK JAEMHEIUHU3ALUN B
>1 Hepge.

f) AmomanbHas ~ BpemeHHas  jgucrepcusi  (yBEIMYCHHE
IPOJOJDKATEIBHOCTH  HETaTMBHOINO nMka M-oTBeta 1mpH
MPOKCUMAIBHON U IUCTANIBHON cTUMYIsiuU cBbiiie 30%) B >2
HEpBax.

g) YBenuueHue MPOJODKUTEIBHOCTH JUCTAIbHOTO M-OTBeTa
(MHTEepBaJla MEX]y HayajioM IE€PBOTO HEraTUBHOIO MHKA U
TOYKOM MepeceyeHus: U30JMHUH MOCIIEIHET0 HETaTUBHOTO MHKA)
B >1 HepBe (CpeArHHBIA HEpB >6,6 MC, JOKTEBON HEPB >6,7 McC,
MaJIo0epIOBBIM HEPB >7,6 Mc, O0JbIIeOCpIIOBEIN HEPB >8,8 MC)
+ >1 npyro# nmpu3HaK JeMHUEIMHU3ALNYA B >1 Apyrom HEpBe.
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Tun XapakTepucTuka

YMeHbIIIeHHEe aMILTUTY/IbI POKCUMabHOTO M-0TBeTa Ha >30%
Il. BeposiTHBIII | B CpaBHEHHWH C JUCTAIBHBIM M-OTBETOM (32 HWCKIIOYCHHEM
0071b11Ie0epIIOBOTO HEPBA), €CIM TUCTAIbHBIM M-oTBeT >20%
HI'H, B nByx HepBax, JmO0 B OJHOM HepBe + >1 napyrou
NpU3HAK JeMHUETUHU3AUHU B >1 Apyrom HepBe.

I11. Bo3amoxkusbii | JIroO0# M3 MPU3HAKOB, MEPEUUCICHHBIX B KpUTepusax (a-g), HO

BBISIBJICHHBIN TOJIBKO B 1 HCPBC.

* Pe3ynomamoul uccie0o8anus 1006020 Hepea y0081emeopsiiont 00HOMY aH00M)
Kpumepuio (a—4q).

OHMI' nomxHa OBITh BBINOJHEHA IO OINPEACIICHHBIM IpaBWiaM, a
MOJIyYE€HHBIE JTAHHBIE COMOCTABJIECHBI C JIEKTPOPHUINOJIOTUYECKUMU KPUTEPUIMU
XBJII. Heob6xoaumo, 4ToObI TeMriepaTtypa KOKH B 00JACTH JIAJJOHH COCTaBIIsUIa
He meHee +33°C, a B o6sactu Hapyx HOU noapikkd — He MeHee +30 °C. IlpaBuiia
oOcienoBaHus nauueHTta c¢ noxo3penreM Ha XBJIII 3axmrodarorcst B TOM, 4TO
TECTUPOBAHUE CHayasa MPOBOJAT HA OJHOM MOJOBHHE TeNa, IPU 3TOM UCCIEAYIOT
CPEIMHHBIN, JTJOKTEBOM (CTUMYJISIUS HMKE JIOKTS), MajJoOEepUOBBIM (CTUMYJIALIMS
HUKE TOJOBKM ManoOeploBoi KocTH) U 0onblieOeploBblii HEpBbI. Ecnu mexmy
pe3ynbTaTaMu HUCCJIEJAOBAHMS W MPEACTABICHHBIMUA KPHUTEPUSMH HMEIOTCA
HECOOTBETCTBUS, TECTUPOBAHHWE BBINOJHAKT Ha JpPYyrod IOJOBUHE TeJa
(uccrenyroT Te K€ HEpPBbl) W/UIU OCYIIECTBISIOT ABYCTOPOHHIOW CTUMYJISIIUIO
JIOKTEBOTO M CPEAMHHOIO HEPBOB B 00JIACTH MOJIMBIIICYHON BMAJUHBI U B TOUKE
Opb6a. biok mpoBeneHHs MO MOTOPHBIM BOJIOKHaM JIOKTEBOIO CycTaBa He
YUHUTHIBAETCS, OH CUUTAETCS BEPOATHBIM MPU CHUKEHUM aMIUIUTyAbl M-oTBeTa
MIPU CTUMYJIALIMK B 00JIACTH 3aMSICThs 110 CPABHEHUIO C aMILIUTYI0M B TOuke Jpba
He MeHee yeM Ha 50 %.

Cnenyer o0paTuTh BHUMAHUE, YTO [EPBOHAYAIBHBIA  MPOTOKOI
oOcnenoBaHusl mamueHTa ¢ mnogo3peHueM Ha XBJIII Moxker BkiIroYaTh
4 nBuratenbHbIX HepBa. OJHAKO YyBCTBUTEIBHOCTH IMPEACTABICHHBIX KPUTEPUEB
MOKHO TMOBBICUTh IYT€M pacUIMpeHHs o0bema HCCleloBaHus 10 5 u Oojee
JIBUTATENIbHBIX HEPBOB, CTUMYJIALIMM KOPOTKHMX BETBEW IJIEUEBOrO CILJICTEHUS,
aHaJIn3a YyBCTBUTENIbHBIX HEpPBOB. Ecim knuHudeckun pauarHo3 XBJIII He
BBI3BIBAET COMHEHUS, a TMOJYYEHHbIE BJIEKTPOPU3UOIOTHYECKUE JaHHbIE HE
YAOBJIETBOPSIIOT COOTBETCTBYIOIIMM KPUTEPHUSIM, PEKOMEHIYETCS MOBTOPUTH
OHMI uepe3 HekoTOpoe Bpemsi. B cBOI0 oudepenb, OYEBUAHBIMUA HEAOCTATKAMU
anekrpodusnonornueckux kpurepueB EFNS/PNS 2010 sBnsiercst ux HEBBICOKas
CHELU(PUIHOCTH, FPOMO3AKOCTD U CI0KHOCTh BOCTIPUSITHSI.
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CornacHo anektpodusuonorndeckum kKpumepuam AAN 11 MOCTaHOBKHU
nuarno3a XB/II1 Heo6xoaumo cobmroenre 3 u3 4 HUKENepeurCIeHHbBIX YCIIOBUM:

1) camxenne CPB no nBym u Gonee nBuratenbHbIM HepBaM (Hike 80% ot
HI'H npu ammmutyne M-otBera 6osiee 80% HI'H nu6o nmxke 70% ot HI'H npu
amruutyge M-otsera Mmedee 80% HI'H);

2) yacTU4HbIC OJIOKU MPOBEICHUS 00Jiee YEM B OJTHOM JIBUTATEIIBHOM HEPBE,
KOTOpBIE OMNpPEACISAIOTCS KaK pa3HUlla BEJIWYMH JUIMTEIbHOCTH M-oTBeTa B
MPOKCUMAaIbHBIX U B JUCTAJbHBIX ydacTkax HepBa MmeHee 15% B coueTtaHuu co
CHUKEHUEM IUIOIIA I HeraTUBHOro nmuka M-otBeta 6osee yeM Ha 20% wuiam Kak
pa3HUlA BEJIMYMH aMIUIMUTYJbl M-OTBETOB B JHUCTAIIBHOM M B NPOKCUMAJIBHOM
yuactkax ooisee 20%;

3) yUIMHEHWE TUCTANIbHBIX JBUTATEIbHBIX JIATCHIIUN B IBYX U O0Jee HEpBax
oonee 25% ot BI'H npu ammnutyae M-oteeta 6osiee 80% ot HI'H nubo Goinee
50% ot BI'H npu ammutyne M-oteta menee 80% ot HI'H;

4) orcyrcTBU€ F-BOJIH WM yBETMUYEHUE X MUHUMAJIBLHOMN JIATCHIIUU B JIBYX
u Oonee nBuratenbHbIX HepBax Oonee 20% ot BI'H nmpu ammiuryne M-otBera
6omnee 80% ot HI'H nmubo 6onee 50% ot BI'H npu ammnuryne M-otBeta meHee
80% ot HI'H.

['pynna mo u3y4eHUr0 NPUYMH U JICYCHUS] BOCHAJIUTEIBHBIX HEBpOMATHIl
(INCAT) B 2001 romy pa3paboTtana 3JIEKTPOPU3NOIOTHYSCKUE KPUTCPHH,
ocHOBaHHble Ha Kpurepusx AAN. Jlns MOCTaHOBKM [OCTOBEPHOIO JMArHo3a
XBJII nomkeH ObITH BHITIOHEH OJIUH U3 TPEX MEPEUUCIICHHBIX MYHKTOB:

1.3meHeHus B ByX U 0oJiee TBUTATEIbHBIX HEPBaX:

a) YaCTUYHBIA OJOK TMPOBEAEHUS KaK pa3HUIAa BEIUYUH aMIUIUTYIbI
M-0TBETOB B IUCTAIILHOM U B IPOKCUMAIBHOM y4acTkax oosee 20%;

0) HapylieHHE BpPEMEHHOM JUCIEPCMU B BHUJE Pa3HUIBl BEIUYUH
JUTUTEIBHOCTH M-0TBEeTa B MPOKCUMAIBHBIX U B JUCTAJbHBIX ydyacTKax HeEpBa
MmeHee 15% B codeTaHnu cO CHMPKEHHEM INUIOIIAOM HEraTMBHOTO IMKa M-oTBeTa
0oiee yuem Ha 20%;

[1nr0c U3MEHEHUS B OJJHOM JPYrOM JABUTATEIbHOM HEPBE

B) cHmwxkenue CIIN mmwxke 80% ot HI'H npu ammiutyne M-otBeTta Ooliee
80% HI'H mubo nmxe 70% ot HI'H npu ammuryne M-oteera menee 80% HI'H
W

r) yIJIMHEHUE TUCTaIbHOW ABUTATENbHOW nareHimu Oonee 25% ot BI'H
npu amrutyne M-otBera Oonee 80% ot HI'H mmbGo Gomee 50% ot BI'H
pu amruintyge M-otsera menee 80% ot HI'H nnn
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1) yBEIMYCHHE MUHUMAIbHOW nareHnuu F-Bomabr G6omee 20% ot BI'H
npu amiumatyae M-otBeta Oonee 80% ot HI'H, mmb6o Gomee 50% ot BI'H
npu amruiutyae M-orsera menee 80% ot HI'H.

2. Ilpu OTCYTCTBUM YAaCTUYHOTO OJIOKa MPOBEACHUS WM HaPYIICHUS
BPEMEHHOM JMCHEepCUU JIOJDKHBI  OBITh  BBINIOJHEHBI YCIOBHS, YKa3aHHBIC
B MOJIMTYHKTaX B — I, B TPEX U OoJiee NBUTATENbHBIX HEPBAX.

3. Ecnu u3MeHeHus, yKa3Hbie B TOJIMYHKTaX B) — T'), HMEIOTCS TOJIBKO B JIBYX
JIBUTATENIbHBIX HEpPBAX, TO JJII YCTAHOBKHU JOCTOBEPHOTO JMArHO3a HEO0OXOIUMO
TUCTOJIOTUYECKOE MMOATBEPKICHNUE IEMUEITMHU3ALINY.

bonpnHCTBO McciienoBarenen nonaratT, yTo kpurepun INCAT sgBusiroTcs
0ojee YYBCTBUTENBHBIMH 110 CpaBHEHHIO ¢ Kputepusmu AAN, oHAKO
OOBEKTHBHBIE JIaHHbIE, NOATBEpPXKAAIOUIME ATOT (akr, 10 CUX TMOp He
IIPEJICTABJICHBL.

IlocTosiHHO BeIETCA pabota HaJ YCOBEPIICHCTBOBAHUEM
anekTpodusnonornueckux kpurepueB XBJIII. BrpicOokyl0o 4YyBCTBUTENBHOCTH
YBEIUYCHUSA JIJINTEIIbHOCTHU JTUCTAJILHOTO M-otBeTa npu XBII
MPOAEMOHCTPUpPOBAia Trpymmna AanoHckux uccaeposarene B 2009 romy. OHu
NPEJJIOKWIA HCHOJB30BaTh 3Ty OCOOEHHOCTh B KAueCTBE JIONOJHUTEIIBHOTO
ANEKTPOPHU3NOIOTHIECKOTO KPUTEPHS IEMUESIIMHU3UPYIOIIUX HEBPOIIATHM.

AMepuKaHCKUMHU HucciieoBarelisiMa Hanineva A. [u coast.] B 2015 rony,
MOKa3aHo, 4TO i 0oJjiee JOCTOBEPHOM IMOCTAaHOBKHM JMarHo3a HEOO0XO0IUMO
BoIMONIHATE OHMIT MuHMMyM Ha 3-X KOHEYHOCTSX, OCOOCHHO B Clydasx
ATUITUYHOTO TeUeHUs 3a00JIeBaHUS.

MurarenabHblii peduiexkc: (GU3MOJOrUsT M €ro pojb B AMATHOCTHKE
MaTOJIOTUM YepPenHbIX HEPBOB

Ha cerogusmHuii JneHb MNOJAPOOHO OMUCAaHbl OCHOBHBIE KOMIIOHEHTBI
murarenbHoro peduiekca (MP), a Taxke X HOpMaJbHbIC OTKIOHCHHS. KOMIIOHEHT
R1 mpencraBniseT coboil MOHOCHMHANTHYECKYylO yacTh MP, koTopas oOpa3zyetcs
MEepPBOIl BETBBIO TPOMHUYHOTO HepBa (addepeHTHass 4yacTb peIeKTOPHOU IYTH),
COOCTBEHHBIM SIPOM TPOMHUYHOI'O HEPBA, C KOTOPOIO UMITYJIbC MEPEKII0YACTCS
Ha MOTOHEHPOHBI sjpa JMIEBOTO HEpBAa, U COOCTBEHHO JHUIIEBBIM HEPBOM
(@pdepentnas yacth pednexkropuor nayru). Kommonent R2 ob6pasyercs B
pe3ynbTaTe NPOXOXKIEHUS HMITyJbCa IO MOJMCUHANTUYECKONW pedIeKTOpHON
Iyre, KOTOpas BKJIIOYAET CIEAYIOIIUE 3BEHbS: TPOWHUYHBIA HEPB — CIUHAIBHOE
SAAPO TPOMHUYHOIO HEPBA — BCTABOYHBICE MHTEPHEHMPOHBI 3aJHETO IPOJIOJIBHOIO
Iy4yKa — MOTOHEHMPOHBI Spa JMUEBOTO HEPBA C ABYX CTOPOH — JIMILIEBBIE HEPBHI C
nByx ctopoH. Kommonent R3 mnpencraeiser coboil Takke OwuaTepasibHbIN
MMOJIMCUHANITUYECKUA OTBET, B pEAIHN3aUUA KOTOPOTrO NPHHUMAKOT Yy4acTue
MHTEPHENPOHHBIE aHCAMOJIM PETUKYIISIPHON (hopMalK CTBOJIA TOJIOBHOI'O MO3Tra C
BOBJICYEHUEM CTPYKTYP HOLIMIENITHBHOTO KOHTPOJISL Ha YPOBHE
OKOJIOBOJIOITPOBOZAHOTO CEPOT0 BEILIECTBA.
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OOlIenpuHATEIM ~ ABJIETCS  UCIHOJIb30BaHWME  Meroauku MP g
BepuUpUKALMK TATOJOTUM TPOWHUYHOTO WJIM JIMIEBOIO HEpBa, O YeM
CBUJIETEIBCTBYIOT MHOTOUHMCIICHHbIE TyOJIUKALIMK HCCIIEJOBATENEH pa3HbIX CTPaH.

N3BectHo, uto mnopaxenne YUH npu XBJII BcTpewaercss npumMepHO
B 15-25% cnydaeB mNpeHMMyLIECTBEHHO JMIEBOTO, B MCEHBIIEH CTECIECHU
TPOMHUYHOTO, TPYHIbl OyJb0apHBIX M IJIa30[BUTaTEIbHBIX HEPBOB. B mpakTuke
nopaxenne YH npum XBJIII onenHuBaercs TONBKO KIMHUYECKH, YTO YaCTO
OPUBOAUT K CYOBEKTHBHBIM BbIBOAaM. OOBEKTHBH3AlMs ATUX HapYLIEHUH C
OMOIIBIO uccienoBanuss MP, mo3BossieT onpenenuTs HapyleHus HE TOJIBKO Ha
KJIMHUYECKOM, HO M Ha JOKJIMHHUYECKON craguu 3aboneBanus. Kpome Ttoro, B
Cllydasix BBIPQXKEHHOW BTOPUYHOW AaKCOHAJIBHOW JeTeHepaluu nepupepuyecKux
HEpBOB (KpaliHE HU3KMH M-OTBET WM €ro OTCYTCTBHE), KOIZIa HEBO3MOKHO
OIIpeIeNIuTh OCHOBHbIE Kputepuu aemuenunuzauuu (CIIM, Omoku nposeneHus,
JATEHTHOCTb W  JUIMTEIBHOCTb M-0TBETa), JONOJHUTEIBHOE NPOBEICHUE
METOIWKH HuccienoBaHns MP MoXkeT okas3aTbCsa MOJE3HBIM. B moaTBepKaeHue
storo, B 2017 romy Wang W. u coaBT. onyOJUKOBaINA PE3yJIbTATHl UCCIEIOBAHUS
MMAlIMEHTOB C TSDKEJIBIMA HACJIEACTBEHHBIMU ITOJIMHEBPONATUAMM. Y UUTHIBAS
BBIpOKEHHbIE H3MEHEHHA B MNepuepruueckux HepBax Yy MJaHHOM TIpYIIbI
IALMEHTOB, MPU NPOBEICHUN CTUMYJSIIHOHHON DHMI' n0oCTOBEpHO ONpeAeuTh
TUINl TOpa)kKeHUs (MEPBUYHO AEMHUEIMHU3UPYIOIINA WM aKCOHAIbHBINA) OBLIO
3aTpyaHUATENbHO. C MOMOIIBI0 METONMKM ucciaenoBanus MP aBropam ynamock
ONPENEIIUTH NIEPBUYHBIN XapaKTEP MOPAKEHUS IIPU JAHHOW MATOJIOTUH.

[Io maHHBIM HEKOTOPBIX aBTOPOB, npu XB/III yBenuunBaercss JaT€HTHOCTH
Rl u R2 xomnonentoB MP, 4ro MOXeT CIyXUTb JONOJHUTEIbHBIM
AIIEKTPOAMATHOCTHYECKUM KputepueM (Puc. 2).

100 120 140
20 mc 200 mkB

Jp., n. Supraorbitalis,

np.*

+ +

2,2 K v np., n. Supraorbitalis

+ +

Puc. 2 — IIpumep perucrpaunu MP y nanmenrta ¢ XB/II1
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B cBow ouepenp HamMM Takke ObUIM HCCIEIOBaHbI KOMIOHEHTHI MP y
nanueHToB ¢ XBJIII. Ilpu craructudeckoir oOpabOTKe MOTYyYEHHBIX PE3yIbTaTOB
OTIpEeJICJICH TTOPOTOBBIN ypoBeHb jaTeHTHOCTH R1 xommonenTta (6omee 12,3 M/c),
MMCIOIIUI BBICOKYIO UyBCTBUTEIBHOCTh M cnieniuduyanocTs (Puc. 3).

R1_dex
17}

16

1§

& ool . 14l B
: 13L X 3
40 |4 ' 9 r =123

12- » sens: 96,6

2 : "/ el A Spec: 93,5
o AUC=10,088 1ol

l : P < 0,001 [

b i e 9l | .

0 20 40 B0 80 100 0 1

100-Specificity rpynna

A b

Puc. 3 — ROC-kpuBas (A) m moporoBeiii ypoBeHb (b) marentHoctnm R1
komrioHeHTa MP y nanuenTos ¢ XB/II1

BcnomorareabHbie Kputepun guarnocTuxku XB/AII

B 2010 romy EBpomnetickoit ®enepanueini HeBposnorumueckux OOmiecTs
(EFNS/PNS) pa3paboTaHbl BCIIOMOTaTe/IbHbIC KPUTEPUU JUATHOCTUKY (TIPU3HAKH,
MOJJICP)KUBAIOIIME  JUArHo3), HO JaXe HX HUCIOJIb30BAaHHWE  BBI3BIBACT
ONpeNeNIEHHbIE TPYAHOCTH B IIOCTAHOBKE IMPAaBWIBHOTO auarsHo3a. K Hum
OTHOCSITCH:

e yBenuueHue cojaepkanuss Oenka B CMIK mpu uucne JeHKOIIMTOB
<10/mMm3;

e 1pu npoBeAeHUM MPT — HakoruieHHe TaJONMHUS W/WIA TUIEPTPOPUs
«KOHCKOTO XBOCTa», MOSICHUYHO-KPECTIIOBBIX WJIM IIEHHBIX KOPELIKOB CIUHHOIO
MO3Ta, W IJIEYEBOT0 WIIH MOSCHUYHO-KPECTLHOBOTO CILICTCHHUS;

® HapylIEeHUE IEKTPOPU3HOIOTUU CEHCOPHBIX OTBETOB MO KpailHeil Mepe B
OJIHOM HEDBE;

® YBEJIMYEHHE JIATCHTHOCTH COMAaTOCEHCOPHBIX BBI3BAHHBIX MMOTEHIIMAJIOB
0e3 HaJIM4YKs MaTOJIOTUU [IEHTPATIbHON HEPBHOM CUCTEMBI;

® 00BEKTUBHOE KJIINHUYECKOE yIIy4lIEHUE B pe3yabTare
MMMYHOMOIYJIUPYIOLIETO JICYEHUS;

e Ouorncus HEepBa: JI0Ka3aTeIbCTBA JIEMHUEITMHU3ALNH u/unm
PEMUEIIMHU3AIMU [0 JIaHHBIM 3JEKTPOHHONW MHUKPOCKONHMHM WM aHalIu3a
pacineryieHHbIX HepBHBIX BoJjiokoH (teased fiber analysis).
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d. pacLICIUICHHBIC HEPBHBIE BOJOKHA C YYaCTKaMM JIEMHUEIIMHHU3ALUU B
pe3ynbraTe parouuTo3a MakpodaramMmu
Makpoaru, OKpyKaroue MUETMHU3UPOBAHHBIE BOJOKHA

o

Makpodaru cojiepaT OCTaTKU MUEIMHA B CBOCH ITUTOIIa3Me
d. mpuieraromme K MUTOMIA3Me MaKpo(aroB CJI0W MUSITHHOBBIX TUTACTHHOK
CTAHOBSITCSI HEUETKUMU B PE3yJIbTaTe UX Pa3pyILICHUS

Puc. 4 — buoricus UKpOHOKHOTO HEpBa, MOJIYYCHHAs OT IMAlMEHTa ¢ TUITUYHON
dbopmoii XB/III.

OTCcyTCTBHE TOTO WJIM MWHOTO BCIIOMOTATEIBHOTO KPUTEPUS] HE HCKIIIOYACT
auarno3 XB/II1. B 2013 roay simonckue aBTopsl (Tanaka K. [u coaBt.]) B cBoeM
UCCJIEIOBAHUM HE HAlIM CYIIECTBEHHOTO pa3iMuvsg JUaMeTpa HEPBHBIX
KOpemkoB Mexnay mnauueHtamu ¢ XBJIII w rpynmoit kontposga. OpHako

HAKOIUIEHWE KOHTPAacTa HEBPAIbHBIMH CTPYKTypaMH OBUIO  MOATBEPIKICHO
(Puc. 5).
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(A) CIDP (B) Cervical spondylosis

Puc. 5 — Haxonnenume KOHTpacTa KOpemIKaMy IIEMHOTO W IUIEYEBOTO
crieTeHnid npu BeinoaHeHnd MPT y marmenrta ¢ XB/II1.

Kpome Toro, B mnureparype omwucanbl ciydau XBJIII, xorma wumeercs
rUNOTPO(HsT HEPBHBIX KOPEIIKOB TutedeBoro cruieTenus (Puc.6).

f Normal

Puc. 6 — I'unotpodus HEPBHBIX KOPEIIKOB MJIEYEBOTO CIUIETEHMs Yy MallMeHTa ¢
XBAIL

Emie onHMM AONONMHUTENbHBIM BCIOMOTATENIbHBIM KPUTEPHUEM SIBIISAETCS
runeptpoduss nepudepudeckux HEpBOB, BbISABIsEMas MPU  YIbTPA3BYKOBOM
nuarHoctuke. ['pymmoi poccuiickux uccnenoBateneid B 2014 r. ObpuI0 mMOKa3aHo
CTAaTUCTUYECKH 3HAUYMMOE pa3IUyhe IUaMETPOB MEpUPEPUYECKUX HEPBOB Y
nanreHToB ¢ XB/III mo cpaBHEHUIO € TpynIION KOHTPOJIS.
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Takum 00pa3oM, COBOKYIMHOCTh KIWHUYECKUX, HHCTPYMEHTAIBHBIX U
Ja00paTOPHBIX JIAHHBIX MO3BOJIAET yCTaHOBUTH auarHo3 XBJIII ¢ Gonbineit wmm
MEHBIIIEH CTENEHBIO BEPOATHOCTH, OTHECA €ro B KaTErOPUI0 JIOCTOBEPHOM,
BEpPOSATHOM, BO3MOxXHOM u XBJIII, accomuupoBaHHOM C CONMYTCTBYIOIIMMU
3abosreBanusamu (Tao. 5).

Tabmuna 5. — Kareropun muarnosa XB/IIT (EFNS/PNS, 2010)

JAnarnocruueckue kareropuu XBJ/III

Hocrosepuas XBIII | Knuanuecku tunuunas unu atunuynas XB/II, orcyrcrBue
kputepueB uckiaoueHus + SHMI kpurepwit 1; wu:

BeposatHass XB/III + ne menee 1 moaaepkuBaroIero Npu3HaKa;
WJIN:

Bo3MoxkHass XBJIII + He meHee 2 nmoaaepKuBarommuX MNpu3HakoB

Beposarnas XBIl | Knuandyecku tunuunas wiu atunudHas XB/III, orcyrcTBue
kpurepueB uckimoueHus + DHMI kpurepnit 2; nnu:
Bo3MoxkHass XBJIIT + He meHee 1 moepKrBaroiero npru3Haka

Bosmoxknas XBJII | Knuanvyecku tunnyunas wim atunuaHas XB/II1, orcyrcrBue
kpurepueB uckimoueHus + SHMI kpurepnii 3

XBII, JlocTroBepHas, BeposiTHas uinu BosMoxHast XB/IIT +
acCOMUPOBAHHAA C | COMYTCTBYIOIIEE 3a00JIeBaHUE
KaKou-110bo
[aTOJIOTUEN

B nacrosimee Bpemst o XB/III ciienyeT roBopuTh CKOpee, KaKk O CIIEKTPE
3a00ieBaHUM, HEXENH OTAeIbHOM Ho3oJoruu. Ilpu s3TOoM  000CHOBaHUSA
MPUHAIJIKHOCTH TOW WM WHOM ¢opMbl K artunuuHomy Bapuanty XBJII
HEJIOCTATOYHO IMOJKPEIJIEHBI UMEIOIIUMUCS MPEICTABICHUSIMU O MEXaHU3Max €€
naroreHe3a. IlokazaHo, 4yTo y OOJIBIIOrO KOJMYECTBA MAIMEHTOB C ATUMUYHOU
dhopmoit XB/IIT co BpeMeHnem naHHas popMa NEpPEXOIUT B «KIACCUUYECKYIO», UTO B
OuepeHONW pa3 JOKa3bIBAET OOIIHOCTh MATOT€He3a PA3IMYHOIO CIEKTpa (Gopm
XB/II. Tem HE MeHEE OCTaJIbHBIE MALIMEHTHI COXPAHSIOT KIMHUYECKYIO KAPTUHY
atunuydon XB/II1 Ha mpoTskeHnn Bcero BpeMeHu 3aboieBanus. Bompoc, nMeroT
oun arunmubbiii BapuanT XBJII1 nnu XB/II1-mogoOHoe 3aboneBanue ¢ Ipyrum
MaTOT€HE30M JI0 CHX IOP OCTAETCS HE PEIICHHBIM.
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JIEUEHUE XBJII

IIaToreHernyeckoe je4yeHue

3HAUUTENLHOTO YIIYYIICHHUs] CaMO4YyBCTBHs ynaerca nooutscs B 70-90%
CIIyJaeB, OJTHaKo TriiaBHas mpobiema nedenus XBJIII 3axmrodaercss B TOM, 4TOOBI
yAepKaTh JOCTUTHYTHIN MOJOKUTEIbHBIA PE3yJIbTaT.

Br16op nauanbHo# Tepanun XBJIII sBisercs HempocTol 3aqadel U BCeraa
OMHUpaeTCsl Ha OMBIT Bpada, OCOOCHHOCTH TEYEHHUs 3a00JieBaHUs, CTOMMOCTH
JI€YEHUs, TMPUBEPKEHHOCTh TNALMEHTAa K JICYCHUIO, HAIAYAE Y  HEro
COIMYTCTBYIOIIUX 3200JICBAHUM.

K Ttepanmum 1-ii JWMHUM OTHOCATCS: KOPTHUKOCTEPOHJbI, HMMYHOTJIOOYJIHUH
YeJIOBEUECKUI HOpMaIbHBIN U M1a3madepes.

Kopmuxocmepouowi

Kaxk IIpaBUJIo, MMpCAIOYTCHHC B Ha4gajic TCpalnu oTAacTCA
KOPTUKOCTCPONAAM. OI[HaKO CAUMHOI0O MHCHHA O J03€C, CXEMC JICUCHUA U
IIPOAOJIKUTCIIBHOCTHU TCPAIIUH N0 CUX IIOP HC CYHICCTBYCT.

Bapuanm Nel (naubonee wacmo ucnonv3zyemuviii).

OOBIYHO Ha3HAYAIOT MPEIHU30JI0H B 03¢ 1-1.5 MI/KI/CyT BHYTph, €KEITHEBHO Ha
MPOTSDKCHWH HE MEHee | Mecsla, C TOCTCNCHHBIM CHIKCHHEM 10
MOAACP/KUBAIOIIEN 1036l 5-20 MI Yepe3 JEHb.

Bapuanm 2.

[Ipeauu3onon 2 MI/KI/CYT BHYTPb €XKEIHEBHO B TedueHue 4-6 Henmenp c
MOCJIEAYIOIUM CHUKEHHEM J103bl B TeueHHe 4-6 Heaenb N0 MOIAep KUBAroIIeH
10361 5—20 MT yepe3 JICHb.

Bapuanm 3.
[Ipeann30510H 2 MI/KI/CyT BHYTPh Ha POTSHKEHUH 3-8 MHEW KaKble 4 HeJemu.

Bapuanm 4.

1 sran. HawanbHas nos3a mpeanuzosioHa 20 mr/cyT, BHyTpb. B TeueHue aByX
HEJIeNb €KEIHEBHO MOBBIIIATH 03y Ha 5 Mr 10 80 Mr/cyT.

2 stan. 3arem 100 mr/cyT, BHyTpb 4epe3 IeHb B TEUECHUE 3-X HEElb.

3 oramn. CHIKEHHE JT03bI Ha 5 MT KaKJIble 2 HEJIeH JI0 ToIep KuBatomeit 10361 20
MT/CYT 4epe3 JeHb.

4 sram. [TognepxuBaromas n1o3a (20 Mr/cyTt uepes AeHb) B TeueHue 1 roaa.

5 oran. Ecnu HeT mporpeccUpoBaHMsI WIM PEUUAMBOB — IOCTENEHHAs OTMEHa
MpeAHU30JI0HA (0 5 MT Kaxkple 1-2 Henenn).
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Bapuanm 5.

Kypc mynbe-tepanun metumnpennnszononom (500-1000 mr/cyT), BHYTPHUBEHHO
KarejabHO B TeUeHWe 3—5 JHEH, ¢ MOCIEIyIOIIUM MEepeX0J0M Ha MepOopaTbHBIN
IpUeM MPEAHU30JI0HA WM METHIIIPEIHU30I0HA. JJaHHBIM BapuaHT PEKOMEHIOBAH
OpU  TSDKENBIX OOOCTpEHHUsAX 3a00JieBaHUS WM OBICTPOM MPOTPECCUPOBAHUU
JBUTATECIIBHBIX HAPYIIICHUM.

Bapuanum 6.
Kypcbl mynbe-Teparmu Metwanpeaau3oionoM (500-1000 mr/cyT), BHYTPHUBEHHO
KalleJILHO B T€UEHUE 3—5 nHel Kaxablie 4-6 HeIelb.

AnbTEepHATUBOM Ta0JIETUPOBAHHOMY MPEAHU30JIOHY SBJISCTCS
METUJIIPETHU30JI0H. ENMHCTBEHHOM 0COOEHHOCTBIO SIBIIAETCS TO, YTO €ro J03a B 1
TabJeTKe cocTaBisieT 4 MI, YTO B KOHEYHOM HTOre MpU pa3pabOTKE CXEMbl
JICYEHUS OTPAXKAETCS JIUIIb Ha KOJWYECTBE MPUHUMACMBIX MAIMEHTOM Ta0JIETOK U
TEMIIe CHYDKEHUS 10361 (He 1o 5—10 mr, a 1mo 4—8 mr).

[TIpoaomKUTENBHOCT, TEPAIIUM MOXET BapbUPOBAaTh OT MECSILEB [0
Heckonpkux JieT. OueBuano, XBJII Tpebyer mnpoBeaeHUs ITUTEIbHON
MMMYHOCYIIPECCUHU, YTO JIOKa3bIBa€T Pa3BUTHUE 4YACThIX 00OCTpeHHil Ha (oHe
HEIPOJIOJDKUTENBHBIX ~ KYPCOB — TE€palmud  KOPTUKOCTEPOUJIAaMH C  OBICTPHIM
YMEHBIICHUEM J03bl. PEKOMEHAYETCA MEPEXOAUTh K MOCTECIEHHOMY CHUKECHUIO
J03bl TOJIKO TIOCJ€ JOCTHXKEHHUSI CTOMKOTO TeparneBTudeckoro sd¢dexra.
BoJIbIIMHCTBO aBTOPOB MPUIEPKUBACTCS MHEHHS, UTO CKOPOCTh CHUYKEHUS 03I
HE JOJDKHA OBITh BbINIC, ueM 5-10 mr kxaxkaesie 2 Hemenu. /s KOHCTaTauu
Hed((PEKTUBHOCTH MTPOBOIUMOM TEPANKUH IITUTEILHOCTD JICUECHUS JOJIKHA OBITH HE
MEHee 3 MECSLEB.

OcHoBHBIE  TM0OOYHBIE A((PEKTHI KOPTUKOCTEPOUIOB:  apTepUaIbHas
TUIEPTEH3Us, 3a/J€pKKa JKUIKOCTH, IKEITyJOUYHO-KUIIEYHbIE KpPOBOTEUYECHMS,
THMEPTIIMKEMHUS, OCTEONopo3, HH(PEKIUU, HAPYIIEHUE CEepJACYHOTO pPHUTMA,
aCeNTUYECKUI HEKPO3 TOJIOBKH OE€PEHHON KOCTH.

Hmmynoznodyaun yenogeueckuii HOpMaabHolil

Bapuanm Nel

NMMyHOTIOOYIMH =~ 4YeNOBEUYECKU HOPMAIBHBIN 01 6HYMPUBEHHO20
86e0eHUs, UM BHYTPUBEHHBIH MMMYHOTJIOOYJIUH (OKTaram, MpUBHKEH, OMOBEH
MOHO M 1p.). HawanbHas kypcoBas no3a 0.4 r1/kr/aeHb B TeueHHe S5 JHEW.
[ToBTOpsiTh Kypchl 1 p/mec B no3e 0.2-0.4 mMr/kr/neHs.

B GonpmmHCTBE cllydyaeB TepaneBTUYECKUid 3P(HEeKT 3aMeTeH HaurHas ¢ 6-i
HEJIEIU, TO3TOMY PEKOMEHIYETCs IPOBECTH Kak MHUHMMYM JBa Kypca BBUI
MpeXJe, 4YeM MOXKHO OyJeT KOHCTAaTUpoBaTh WX HedDPeKkTHBHOCTH. OTMEHYEHO,
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yro Haubombmas »s¢dekruBHocte BBUIT nHabmiogaeTcss y MalMeHTOB C
JUTUTENIFHOCTRIO 3a00sieBaHuss MeHee | Tofa, peuuAMBHPYIOUIMM TEYEHHUEM WU
HaJm4reM OJIOKOB IPOBEACHUS MPH IEKTPOPHU3UOIOTMYECKOM UCCIIETOBAHHH.

Bapuanm Ne?2

KoMOuHanus BHYTPUBEHHOTO UMMYHOTJI00YJIMHA U UMMYHOTJIOOYJIMHA 0.5
nookooicnozo egedenusi (IIKUID'). Haunnarot tepanuio BBUI' B ctangapTHOit 103¢€
0.4 r/xr/nens B Teuenue 5 aueit. 3atem mepexonar Ha [IKUIDT B moze 0.4 r/kr 1
p/Hen.

[Toaxoxubiit myTh BBeneHus Ig G, HaOupaeT cuily u3-3a CBOEH BBICOKOM
3(p(HEKTUBHOCTH U BO3MOXKHOCTH €KEHEJEJIbHOTO BBEJIEHUS B aMOyJaTOPHBIX U
nomamiHux ycnoBusx. [IKHUIT xopomio mepeHoCHUTCsl, IMEET MEHBIIE CUCTEMHBIX
moO6ouYHbIX 3PHEKTOB U MEHEE Aoporocrosaiuii. UHTepecHo, 4To MpH MOJKOKHOM
BBEJEHUHU, cpennsas KoHueHtpauusa Ig G B ceiBopoTke KpoBH Bbime Ha 13%, mo
CPaBHEHMIO C €KEMECIYHBIM BHYTPUBEHHBIM BBeZieHUEM. [locne 6-12 HenenbHOTO
kypca IIKHMI' B CBIBOPOTKE KpPOBH JOCTUIAeTCsl MPAKTUYECKA IOCTOSIHHAS
KOHIEHTpalusl, KOTOpasi BappupyeTcs B npenenax 5% ot oouero yposns Ig G.

N

Puc. 7 — OntumansHubelie oOnactu Tena it BBenenus [TKUT .

OcHoBHBIE TI0O00YHBIE (PHEKTHI MMMYHOTJIOOYIMHOB: aHaduiIaKTHUYeCKas
peakiusi, apTepuaibHas THIIOTEH3Hs, HapYIIEHWE CEpJIEYHOr0 PUTMA, TOJIOBHAS
007b, HapyIIeHUe byHKIIH MOYEK, JUXO0pajKa, HEUTPONEHUSI,
TPOMOOIMOOTINIECKUE PEAKIIUH.

B memsx mnpouIakTHKM TOJOBHOW OOJNIM M JIMXOPAAKH B KauyeCTBE
MpeMeIUKallii BO3MOXKHO TPUMEHEHHWE TapalneraMmojia uin uoynpodeHa,
AHTUTHCTAMUHHBIX TIPEMapaToB, a TAKKE KOPTHKOCTEPOHUIOB.
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Inazmaghepes

[Tnazmadepes npu XBJIII B HacTosiiee BpeMs MPUMEHSETCA pexe. ITO
CBSI3aHO TMPEK/E BCETO C TEXHUYECKUMU U OPTraHU3aMOHHBIMU CIIOKHOCTSIMHU, TaK
Kak TpeOyloTcsl TOCHHUTANIM3alUsl, HAJIUYUE COOTBETCTBYIOIIMX  YCIOBUI,
MepCOHAJa, ammapaTypbl ¥ PACXOAHBIX MaTEpPHAIOB i JiedeHUus. DPGeKT ot
miazmadepe3a y OompmuHcTBa OO0nMbHBIX XBJIII moctatodHo OBICTpPBINA, HO
HETPOJIOJDKUTEIBHBIM.  OJTO  00YyCJIOBIMBAaET HEOOXOAMMOCTH  TPOBEICHUS
NOBTOPHBIX MPOLEAYP HA NPOTSKEHUHU 1 roja.

3a oquH ceaHc 1uazmadepeza oomMeHuBaOT 30-50 MII/KT T1a3MBbl, TEpaIUIo
MpoOBOJAT 2-3 p/HeA Ha MpoTshKeHuH 4-6 Henenb. [Ipu nocTukeHUn cTabUILHOTO
s dekTa nedeHrne MOKET ObITh MPEKPAICHO, a MalueHTa HaOMI0Aal0T B TEUCHUE
HECKOJBKMX MecsieB. MHorma pekoMeHIyIoT He IpeKpamiarh JICUYCHHE, a
POBOAMTH ceaHchl pexke (1 p/aen, 1 p/2 ven, 1 p/mec).

AOCoIOTHBIE TPOTUBOIOKA3aHUs K I1a3mMadepesy:
e Hamnume ouara KpOBOTE€UEHHS WJIM BBICOKMH PHUCK BO300OHOBJICHMS
KPOBOTEUYECHNS;
e Hannune HEBCKPBITOrO THOMHOTO 0Yara,;
e AJulepruyeckre peakliui Ha KOMIIOHEHTBI, UCIIOIb3yEMBIE B XO/I€ CEaHCa.
OTHOCUTENbHBIE TMPOTHUBONOKA3aHUs (MOXHO MPOBOJAUTH MPOLEAYpPY, HO

noj 0ojiee MPUCTAIBHBIM KOHTPOJIEM Bpaua, a TaKKe B CUTYyalluH, Korjpa 0Oe3
MIPOIIETYPHI CIOXKHO CIIPABUTHCS C 3a00JIEBAHUEM ):

e (CepaedHo-cocyauCTbie 3a001€BaHUs B CTAIUU TSHKEJION JEKOMIIEHCAUY;

e ['umoToHMs (CUCTONIMYECKOE apTepUABHOE JAaBlieHUe HUKe 90 MM.pT.CT.);

e BripaxxeHHas anemus (HU3KUM YPOBEHb IreéMOTJIOONHA);

e BreIpaxkeHHas runonpoTenHeMus (HU3KUN YpOBEHb OelKa KPOBH);

o ®uebutsl nepudepruyecKkux BeH B CTaUU 00OCTPEHHUS,

e OTCyTCTBHE BEHO3HOIO JIOCTYIIA,;

e AJIKOT0JIbHOE OTbsIHEHUE UM a0CTUHEHTHBIN CUHAPOM,

e OcTpas cranus HHPEKIUOHHBIX 3a00JIeBaHUI 1 BOCTIAJIMTEIBHBIX MTPOLIECCOB;

e Hapymenus remocrasa (CHUKEHUE WIN OTCYTCTBUE CBEPTHIBAEMOCTH KPOBH);

e [Icuxuueckue 3a00JI€BaHU,

e MeHcTpyauus,

e Vrpo3a NpeXIECBPEMEHHBIX POJOB WM BBIKMABIIIA HAa PAHHHUX CPOKaxX
OEpeMEHHOCTH.
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K tepanuu 2-ii iMHUM OTHOCATCS yumocmamuxu. VIX peako uCHoab3yioT B
KayeCTBE MOHOTEPAINHH, & CTAPAIOTCI KOMOMHUPOBATh C KOPTUKOCTEPOUIAMH,
YTO MO3BOJISIET CYLIECTBEHHO CHU3UTh /103y MOCIEIHUX. Takke T0MmycKaeTcs
KOMOMHALIMS HUTOCTaTUKOB C I1a3Madepe3oM 1 UMMYHOTJI00YIMHAMM.

o Asamuonpun. HauvanpHas npoza 50 wmr/cyr. B Teduenne 2 wmecsieB
MOCTETIEHHOE YBENWYeHHe 103kl Ha 50 Mr kaxayroo Heaemoo 10 2-3
mr/kr/cyt. Ilocnme nmocTwkeHus crTaOuiau3anuu  (0OBIYHO  HECKOJIBKO
MECSIIEB) 03y CHUXKAIOT J10 Toaaep kuBaromieit 0.5-1.5 Mr/kr/cyT.

o [luxnogpocpamuo. Wcnonpdyercss B  HaumbOojiee TSDKENbIX  ClydasX.
Hasnauaercst B 1o3e 1 r/mM® 1 p/Mec B/B KameibHO B TEYEHHE 6 MECAICB.
Taxxe BO3MOXKHO MpUMeHeHHe Tpemnapara per 0s: 1.5-2.0 mr/kr/cyt (100-
150 mr/cyT) B TeueHue 6 MecsLEB.

o [[uxnocnopun. BHyTpb 4-6 MI/KI/CYT B JiBa IIpHeMa.

o Memompexcam. 1.5-15 mr/nen B Teuenue 6-12 mec.

[Tpr Ha3HAYEHUHM NUTOCTATUKOB HEOOXOIUMO PETYISIPHO KOHTPOIUPOBATH
(yHKLIHMIO KOCTHOro Mo3ra (oOmui aHaiM3 KpOBH), II€YEHM M IOYEK
(OnoxuMHUYEeCKUi aHAIN3 KPOBU U OOLIUI aHAJIM3 MOYH).

K opyzum npenapamam, xotopslie mokazaau cBor 3¢ (HEKTUBHOCTh B HEOOIBIITUX
HCCIIETIOBAHUSIX OTHOCATCS:
e MoHnoxkJoHanbHbIe aHTUTeNa (puTykcumad). [Tokazana 3¢pheKTUBHOCTH B
ClIy4asiX pe3UCTEHTHBIM K IPYTHUM METOJaM JICUCHUSI.
e UHurepdepoHsi:
- uarepdepon-anbda — 3 v Ex n/kx 3 p/uen.
- uarepdepon-6era — 6 muH En n/k 3 p/Hen.

OcHoBHBIE TOOOUYHBIE 3P HEKTH UHTEPPEPOHOB: TPUIIIONIOAOOHBIHI
CUHJIPOM, JIETIPECCUS, MUAJITUH, TOJIOBHAs 00JIb, MOBBIIICHUE YPOBHS EYCHOUHBIX
(bepMeHTOB.

Ilpocno3z tpu XBJIII MOXHO cuuTarh B 1EJIOM OJAronpUsITHBIM.
BoNbIIMHCTBO MAIMEHTOB OTBEUAIOT HA CHEUU(PUUYECKYIO TepaNUio, Ha3HAYECHHYIO
BOBpEMs, B aJI€KBaTHBIX [03aX M MO peKOMEHAyeMbIM cxeMaM. Jlnmb y 10%
COXPAHSIIOTCS WJIM HApacTAlOT BBIPAKEHHBIE HEBPOJIOTHYECKUE PaCCTPOMCTBA.
Opnnako, HaJO MMOMHUTH, 4yTO Takue atunudHbie dhopmbl XB/III kak MoTopHas u
CEHCOpHasi 0oJiee PE3UCTEHTHbI K KOPTUKOCTEPOUIaM, HEXKEIN TUIIMYHAS
ceHcoMoTopHasi popma. Kpome toro, mpu MoTopHOM dopme yacTo HaboaaeTCs
VXYIIICHHE COCTOSHUS Ha (oHe JedeHus KopTUKocTepowaamu. Bo MHOTrmX
CIIyJasiX yJaeTcsi JOCTUYh CTOMKON MEIMKAaMEHTO3HOM pemuccun. YacTh OOIBHBIX,
MOJIYYMBIINX JJIUTEIBHYIO MAaTOM€HETUUECKYI0 TEpaIuio, MOTYT HaXOJIUThCs 0e€3
npueMa JaHHBIX MPenapaTtoB JOCTATOYHO TMPOJAOTKUTEILHOE BpeMs W
JUTUTEIIbHOCTh PEMHUCCHH MOCIIE OTMEHBI JICUEHUSI MOXKET COCTaBIIATh OoJiee S JieT.
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3AK/IIOYEHUE

Otunonorust u naroreHe3 XB/JII 10 koHIIa HE W3y4YE€HBI, YTO OMPEACIACT
CJIO)KHOCTH B IMATHOCTHUKE U JICUEHUH 3TOT0 3a00JI€BaHUSI.

Knuanueckne TposSBICHHUS TUNMAYHOW (OpMBI  3a00JIeBaHUST B BHJC
MMOJIMHEBPUTUYECKOTO CHHAPOMA HE SBIAIOTCS CTPOTO CHCHU(PUIHBIMUA, YTO
MIPUBOJNT K 3HAYUTEIHLHBIM 3aTPyTHCHHUSIM TP BepUPUKAIINK JTAHHOW HO30JI0THH.
bonpmoe konmvecTBO aTUMUYHBIX (OpM 3a00J€BaHMS MPUBOAUT K HEBEPHOU
UHTEpIIpETAlUN KJIIMHUYECKOMN KapTHUHBI y NAlUEHTOB. Bomnpocsr
muddepeHnanbHON TUarHOCTUKY TUMTMYHOM U aTUMUYHBIX (opM 3a00JIeBaHUS C
JIPYTUMHU HO30JIOTHYECKUMHU (opMaMu aKTHUBHO OOCYXKIIalOTCSI COBPEMEHHBIM
Hay4YHBIM MEXIYHAPOIHBIM cooO0miecTBOM. [lo3TOMYy TOJIBKO KOMIUJIEKCHBIN
aHaJIu3 KIMHUYECKOW KapTHUHBI 3a00JI€BaHUSI B COYETAHUU C JIPYTUMHU METOJAMHU
JIMAarHOCTUKHU (MHCTPYMEHTAJIBHBIMU U JIA0OPATOPHBIMHU) TMO3BOJISIET TMOBBICUTH
JIOCTOBEPHOCTh JUATHO34.

ITo3gusas aumarHoctuka XBJIII ompepenser Xyamue IPOrHO3bl B
3¢ (PEeKTUBHOCTU Tepanuu, T.K. C TEUCHHEM BPEMEHHU Pa3BUBAIOTCS HEOOpATUMBbIC
U3MEHEHUsT B TMepudepuvyecKux HepBaX B BHUJEC BTOPUYHOM aKCOHAJILHOM
J€T€HEpALUH.

[IpenapaTel U1 METObI, UCIOJIB3YyEMBIC ISl MAaTOTCHETUYECKOTO JICUCHHS,
0o0salatloT  psAnoM TMOOO0YHBIX APGEeKTOB, OCOOEHHO TP HX JJIUTEIHBHOM
npumeHeHuu. [loaTomy BeeHre MalMeHTa Ha BCEX 3Tanax — 3TO CIIOXKHAs 3a7ay4a,
KOTOpasi MpPEeAyCMaTpuBaeT XOpOIIEE B3aMMOJECMCTBUE CTAallMOHAPHOIO W
aMOyJIaTOPHOTO 3BEHA OKa3aHUS MEIUIIMHCKON MTOMOIIIH.
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TECT JJIS1 TIPOBEPKH YPOBHS 3HAHUI

1. Ina XB/II xapakTepHo:

CUMMETPUYHBIE ITAPE3BI

ACHMMETPUYHBIE ITAPE3BI

OcnoBubIM oTsinuueM XB/II ot CI'b siBasiercs:

OCJIKOBO-KJIETOYHAs Jucconuanus

nokaszareau DHMI

ATUOJIOTHYECKHUI (haKTOp

MCIJICHHO ITPOTrpCCCUPYOIICC TCUCHUC

OHMI -npu3HAKHU JeMHeJTUHU3ALMH:

CHUXeHue M-oTBeTa

YBCIIMYCHUE CKOPOCTHU IIPOBCACHUA UMITYJIbCA

0JIOKU TIPOBEICHUS

YBCIMYCHUC JIATCHTHOCTHU F-BOJIHBI

MPT c xonTpacrom npu XB/III BbisiBasieT:

> PIOOR PP OO PNNE B

MOACHNYHO-KPECTHOBOTO CINICTCHUAMMU

HAaKOIINICHUC TaA0JIMHUA CTPYKTypaMHM KOHCKOI'O XBOCTaA,

IIOSACHHUYHO-

KpECTHOBLIX HJIN IICHHBIX KOPCUIKOB CIIMHHOI'O MO3ra, IIICYCBOIO WA

IMPU3HAKHW MHCIIOIIATHHN

O

CILJIETEHUU

runepTpopusi CTPYKTYp KOHCKOTO XBOCTa, IMOSICHUYHO-KPECTIIOBBIX WJIU
LIEWHBIX KOPEIIKOB CIIMHHOI'O MO3Ta, IJIEYEBOr0 WIH MOSCHUYHO-KPECTLOBOIO

CTCHO3 ITO3BOHOYHOI'O KaHalJla

Xapaxkrepnsbie udmenenuss B CMK npu XB/III:

ITOBBILICHUE YPOBHSI JIEMKOLIUTOB

CHI)KEHHUE YPOBHS JIEHKOIIUTOB

OEJIKOBO-KJIETOYHAS Jucconuanus

MYyTHasi ¢ KCAHTOXPOMUEU

=

unuyHou popmou XB/III saBasiercs:

MOTOpPHas

CEHCOMOTOPHAs

CEHCOpHas

doxanpHas

o)

peMsi mporpeccupoBanust cumnromon npu XBJIII:

ooitee 1 Henenmn

WP NOO®RP 00 R P IN0

OoJiee 2 Henelb
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C | 0bonee 4 nenenn

D | 6osee 8 Henenb

8. boaesoii cunapom npu XB/III:
A | HOIIUIIEITUBHBIN

B | ncuxoreHHbIN

C | HeliponaTuyecKkuit

9. JlekapcTBeHHOE CpPeICTBO TEPBOW JHMHHUM NATOT€HETHYECKOro JiedeHHUs!
XBJIII:

A | mnazmadepes

B | muknodochamu

C | npeIHu30J10H

D | BBUT

10. JlekapcTBeHHOE CPeICTBO BTOPOii JHHHUM MATOreHETHYECKOI0 JiedeHHs
XBJII:

A | MIUJAKPUH

B | muknodochamu
C | npeaHu30J10H

D | mnazmadepes

BapuaHT npaBHJIbHBIX OTBETOB K TeCTY:

A

D

CD

A, C

C

©I NS GE WN

|
©
=

38




CIIMCOK JIMTEPATYPBI

1. AyrouMMmyHHBIE 3a00JieBaHMsI B HEBPOJOTMH : KIHH. pyK. /
N.A. 3aBamumus [u ap.]. — M. : 3mopoBbe yenoBeka, 2014. — T. 2. — 184 c.

2. KnuHuueckas  TE€TEPOT€HHOCTh  XPOHUYECKOW  BOCHAJIUTEIBHOU
JICMUCTMHUZUPYIOUICH  TMOJIMHCHPONATUU:  TPYAHOCTH  JUArHOCTUKA [
A.C. PusBanoBa [u ap.] / Anbmanax kinuH. Menuuunsl, 2020. — T.48, No 1. —
C. 56-64.

3. Jleun, O.C. Ilomuneiiponatnu : kiuH. pyk. / O.C. Jleun. — M. : Men.
uHpopM. arenTcTBo, 2016. — 480 c.

4. Hukonaes, C.I. Atnac mo saekrpomuorpaduu / C.I'. HukomaeB. —
Npanoso : [IpecCto, 2010. — 468 c.

5. Tlonomapes, B.B. AyroumMmyHHBIC 3a0oiieBaHWsi BHEBpojoruu [
B.B. [lonomapes. — Munck : benapyc. nHaByka, 2010. — 259 c.

6. Cemuuxuii, M.M. JlmarHocTuyeckne BO3MOXKHOCTA  BEpHUPHUKAIIH
XPOHUYECKON  BOCHAJUTEIBHOW  JIEMHEIMHU3UPYIOIIEH MOoJuHeBponaTuu /
M.M. Cenuukuii, B. B. Ilonomapes // Mex. nvoBoctu, 2019. — Ne 5. — C. 64-68.

7. Cemuukuii, M.M. Ponb  murarenpHoro pediekca B JHATHOCTHKE
XPOHMYECKON  BOCHAJIUTEIBHON  JIEMHUCIMHU3UPYIOIIEH TMoJuHeBponatuu /
M.M. Cenuuxkuit, B. B. Ilonomapes // Men. noBoctu, 2018. — Ne 3. — C. 19-22.

8. XpoHuueckas BOCHAIUTENbHAS JEMUEITUHUZUPYIONIAs MOJIMHEBPOIATUS
C OCTPBIM HAYaJloM M JbIXaTeabHON HemocTaTouHocThio / H.A. Cymonesa [u ap.] //
Atmocdepa. Heps. bonesnn, 2007. — Ne 1. — C. 40-44.

9. XpoHuueckas BOCHAIMTENbHAS TEMHUCITUHU3UPYIONMAs MOJIMHEHPOIaTHs
y B3pOCIBIX: TPUHIIUIIBI IUATHOCTUKY U Tepanus nepBoi nmuauu / H.A. Cyrnonesa
[ np.] // HepBHo-mbimieu. bone3nu, 2016. — Ne 1. — C. 44-53.

10. [lIeBuenko, A.B. [Tatorenernueckue MEXaHU3MBI pa3BUTHUA
XPOHUYECKHX  BOCHAJIUTEIbHBIX JIEMUCIHMHHU3UPYIONIMX IOJUHEBponaTuii  /
A.B. llleBuenko, A.C.Ilerpyxun // O6ben. Hayu. xypH., 2006. — Ne7. —
C. 80-83.

11. DnuaeMuoNorus XpOHUYECKON BOCIAIMTEIIBHON JEMUEIITMHU3UPYIOMICH
nonuHeBponatuu 3a pyoexkxom u B Poccum / T.E.IlomoBa [u np.] // HepsHo-
mbired. bonesnn, 2015. — T. 5, Ne 2. — C. 10-15.

12. Blink reflex role in algorithmic genetic testing of inherited
polyneuropathies / W. Wang [et al.] // Muscle Nerve, — 2017. — Vol. 55, Ne 3. —
P. 316-322.

13. Chronic inflammatory demyelinating polyneuropathy: update on
diagnosis, immunopathogenesis and treatment / H.C. Lehmann [et al.] // J. Neurol
Neurosurg Psychiatry., 2019. — Vol. 90, Ne 9. — P. 981-987.

14. Dalakas, M.C. Advances in the diagnosis, pathogenesis and treatment of
CIDP / M.C. Dalakas // Nat. Rev. Neurol., — 2011. — Vol. 7, Ne 9. — P. 507-517.

39



15. Electrodiagnostic  errors  contribute  to  chronic inflammatory
demyelinating polyneuropathy misdiagnosis / J. Allen [et al.] // Muscle Nerve.,
2018. — Vol. 58, Ne 4. — P. 542-549.

16. European Federation of Neurological Societies/Peripheral Nerve Society
Guideline on management of chronic inflammatory demyelinating
polyradiculoneuropathy: Report of a joint task force of the European Federation of
Neurological Societies and the Peripheral Nerve Society / P.Y.van den Bergh
[et al.] // Eur. J. Neurol., 2010. — Vol. 17, Ne 3. — P. 356-363.

17. Intravenous immunoglobulin inhibits BAFF production in chronic
inflammatory demyelinating polyneuropathy — a new mechanism of action? /
S. Bick [et al.] // J. Neuroimmunol., 2013. — Vol. 256, Ne 1/2. — P. 84-90.

18. IVIG regulates BAFF expression in patients with chronic inflammatory
demyelinating polyneuropathy / C. Ritter [etal.] // J. Neuroimmunol., 2014. —
Vol. 274, Ne 1/2. — P. 225-229.

19. Klehmet, J. Efficiency of long-term treatment with intravenous
immunoglobulins correlates with reduced autoreactive T cell responses in chronic
inflammatory demyelinating polyneuropathy patients / J. Klehmet, C. Meisel,
A. Meisel // Clin. Exp. Immunol., 2014. — Vol. 178, suppl. 1. — P. 149-150.

20. Normal B cell homeostasis requires B cell activation factor production
by radiation-resistant cells / L. Gorelik [etal.] // J. Exp. Med., 2003. — Vol. 198,
Ne 6. — P. 937-945.

21. Pathophysiology ~ of  Chronic Inflammatory ~ Demyelinating
Polyneuropathy: Insights into Classification and Therapeutic Strategy / H. Koike
[et al.] // Neurol Ther., 2020. — Vol. 9, Ne 2. — P. 213-227.

22. Progress in diagnosis and treatment of chronic inflammatory
demyelinating polyradiculoneuropathy / C. Bunschoten [et al.] // Lancet Neurol.,
2019. — Vol. 18, Ne 8. — P. 784-789.

23. Quero, L. Paranodal and other autoantibodies in chronic inflammatory
neuropathies / L. Quero, I. Illa // Curr. Opin. Neurol., 2015. — Vol. 28, Ne 5. —
P. 474-479.

24. Regulatory T and B lymphocytes in a spontaneous autoimmune
polyneuropathy / S. Quan [et al.] // Clin. Exp. Immunol., 2016. — Vol. 184, Ne 1. —
P. 50-61.

25. Research criteria for diagnosis of chronic inflammatory demyelinating
polyneuropathy (CIDP): report from an ad hoc sub committee of the American
Academy of Neurology AIDS Task Force // Neurology., 1991. — Vol. 41, Ne 5. —
P.617-618.

26. Subcutaneous  versus intravenous immunoglobulin  for chronic
autoimmune neuropathies: A meta-analysis / J. M. Racosta [etal.] // Muscle
Nerve., 2017. — Vol. 55, Ne 6. — P. 802-8009.

40



YyeOHOE U31aHue

Ceanuknii Muxania MuxaiioBud

JIMATHOCTUKA Y JIEHEHUE XPOHMYECKOM BOCITAJIUTEJILHOM
JEMUWEJIMHU3WPYIONIEN TIOJTMHEBPOITATUN

Y4eOHO-METOIUYECKOE TI0COOUE

B aBTOpcKoOM pemakuuu

[Toamucano B meuyath 22.03.2021. ®opmat 60x84/16. bBymara «Discoveryy.
[Tevats pusorpadus. ['apautypa « Times New Romany.

[Teu. n. 2,5. Yu.- uzn. 1. 2,08. Tupax 50 sx3. 3akaz 133.
Wznatens u monurpadudeckoe UCIOTHEHUE —
roCyIapCTBEHHOE YUpekaeHre oopazoBanus «benopycckas MeauIMHCKAs
aKaJIeMus MOCJISAUILIOMHOTO 00pa30BaHUD.
CBUIETENHCTBO O TOCYAPCTBEHHOMN PETUCTPAITMH U3ATENsI, U3TOTOBUTENS,
pacnpocTpanuTens nevatHbix m3gaanii Ne 1/136 ot 08.01.2014.
CBUIETENHCTBO O TOCYJAPCTBEHHOMN PETUCTPAINH H3AATEINs, U3TOTOBUTEIS,
pactpocTpaHuTes nedatHbix u3ganuii Ne 3/1275 ot 23.05.2016.
220013, r. MuHck, ya. I1. bpoBku, 3, kop.3.






MUHUCTEPCTBO 3IPABOOXPAHEHIA PECITYBJIMKU BEJIAPYCh

I'OCYJAPCTBEHHOE YUYPEXIEHUE ObPA3OBAHUA
«BEJIOPYCCKAS MEJUITMHCKAS AKAJIEMUA
[TOCJIIEAUITJIOMHOI'O OGPA30OBAHM»

Kagenpa HEBpOJIOruy U HEUPOXUPYPTUU

M.M. Ceanukuu

JIMATHOCTHUKA U JJEYEHUE XPOHUYECKON BOCIIAJIUTEJBHOM
JEMUEJIMHU3UPYIOIEN NOJIMHEBPOIIATUU

Munck, bentMAIIO
2021



