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pOHHMYECKas BOCHAJIMTENbHAS JIEMHUEINHU3UPY-
romasi monuHeBpomnarus (XBAIT) mpencraBmseT
co00i1 XpOHHYECKYI0 HMMYHOOIIOCPEIOBAHHYIO ITOTEH-
UaIbHO KypaOenbHyIo Nepu(epHIecKyl0 HEBpOIIATHIO,
TOPaXKAIOUIyl0 MHEINHOBYIO OOOJIOYKY JBHTATEIBHBIX
W/WIM 9yBCTBUTEIBHBIX BOJIOKOH M HMMEIOIIYI0 TeTepo-
TeHHbIe KIIMHMYEeCKHEe NposiBieHus. HecMoTps Ha To, 4TO
XBAIT cuutaetrcs opdaHHBIM 3aboieBaHHEM (pacrmpo-
CTPaHCHHOCTH cocTapiseT oT 1 1o 8-9 wa 100 toIcsY) [2],
OHA HE TepsEeT CBOCH aKTyaIbHOCTH CPEAH CIICIHAINCTOB,
3aHUMAIOIINXCSI ayTOMMMYHHBIMH HEPBHO-MBIIICYHBIMHU
Oone3HsIMU. AKTYaJIbHOCTb 00yCJIOBIICHA CIIEIYIOINM:
1) HeyTOUHEHHBIE 3THOJIIOTHYECKHE U MTAaTO()HU3HUOIOTH-
YeCcKHe MEXaHU3MBI Pa3BUTHS 3a00I€BaHHUS;

44

2) KIMHUYECKHE W TapakIMHUYCCKHE TPYIHOCTU
JIMarHOCTUKH, B 0COOCHHOCTH aTUIIMYHBIX (hopm;

3) KaKk «IOJUHEBPOIATHYCCKUIN CHHAPOM» Tpedyer
OOIIMPHOTO JTMATHOCTUYECKOIrO0 IOMCKa, YTO BJIEYET 3a
coboii Oonplvie (HUHAHCOBBIC 3aTpPaThl, 3a4acTyI0 CO
CTOpPOHBI MAL[UCHTA;

4) oTCyTCTBHE XapakTepHOTro OMoOMapkepa, obOmajgaro-
IIET0 BEICOKOH YyBCTBHTEIBLHOCTHIO M CHEIU(PHIHOCTEIO;

5) HamMuue KOMOPOWIHBIX COCTOSIHUH, IPH KOTOPBIX
XBJII MoxeT CKpBITHO IPOTPeCCUPOBaTh.

ITo coBpemennoi knaccudukarmu npu XBJIT Beige-
JST0T cienyromue hopmer [78]:

1) TunMYHAS,

2) aTUnMYHAa:

NPEUMYIECTBEHHO IHCTaNIbHAS (JUCTaJIbHAS CHMMe-
TpUYHAs IPUOOPETEHHAsS IEMUSITMHU3NPYOLast TIOJTMHEH-
pomarus, DADS);

. (dokanpHas (C BOBJIEYECHHEM IIJICYEBOTO WIIH
MOSICHUYHO-KPECTIIOBOTO CIUICTEHHSI, MJI OJHOTO U Oojee
neprdepuIeckuX HEpBOB HAa OXHON pyKe MIIH HOTE);

. MyInbTU(OKAIbHAs NPUOOpETEeHHAs JIeMHENH-
HU3MpYIOIas ceHco-MoTopHast HeBponarust (MADSAM)
unu cuaapom Jlsronca—CamHepa;

. YHCTO MOTOPHAS;

. YHCTO CEHCOpPHAs, BKJIIOYAs XPOHUYECKYIO
UMMYHHYIO ~ CEHCOPHYIO  IOJIMPAANKYJIOHEBPOIATHIO
(CISP).

Tunuunass ¢opma SBISETCS NPEIMETOM H3YUYECHUS
XBJII B 1emmoM, Kak «30JI0TOTO CTaHIapTa», ¢ Hauboee
YETKOHM, SPKON KIMHUYECKOM CHUMITOMATHUKOM, auarHo-
CTHKa KOTOPOW OMHMpaeTcs Ha KPUTECPHH, MPEIIOKCHHEIC
B 2010 1. EBpomneiickoii ¢enmeparieii HEBPOIOTHUSCKUX
00mects/O01mecTB nepudeprudeckoil HEPBHON CUCTEMBI
(European Federation of Neurological Societies/Peripheral
Nervous System, EFNS/PNS) [78]. DTu kpuTepuu OLleHKH
XBAIT EFNS/PNS 00magaroT BBICOKOW 4YyBCTBUTEIBHO-
cthio (81%) u cnennpuarOCTHIO (96%) [59] M BanmmaM3M-
POBaHBI JUIsl HAYYHBIX U KIMHUYECKUX UCCAeN0BaHMM [82].
Onnaxo nuarnoctuka XB/III, B 0coGeHHOCTH CTEPTHIX U
aTUIHMYHBIX (OPM, JI0 CUX [TOP OCTAETCS BEChMa 3aTPy/IHH-
TEJILHOM B NMPAaKTUUECKOH JEATEIBHOCTH, YTO O0YCIIaBIIHU-
BaeT HEOOXOANMOCTh €€ M3Y4YCHHs, TIOCKOIbKY THIIHYHAS
(dopma BcTpewaeTcs MPUMEPHO B TIONOBHHE CIydacB
XBAIT [23, 61, 64]. TIo coobmeHnsIM pa3HBIX aBTOPOB,
pacnpoCTpaHeHHOCTh AaTUNWYHBIX (opM Kojebnercs B
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Oonpmom nuana3zone — ot 22% 1o 54% [48, 61]. [lpu atom
20% manueHToB C yCTaHOBJIEHHBIM nuarHo3om XB/III He
COOTBETCTBYIOT €ro Kputepusm [59].

CornacHo xputepusim EFNS/PNS 2010 r., ximHHYec-
KM€ TPOSABICHUSA M CTUMY/SALMOHHAS IEKTPOHEHPOMHO-
rpa¢us (COHMI') urparot Benyuryto poisb B JHATHOCTHKE
XBAII. Tunuunas XB/II1 xapakTepusyeTcsl yBeIu4eHUEM
JUCTaJIbHON JIaTEHTHOCTH M HHU3KUM HHJEKCOM TEpMHU-
HaJIBHOM JIATEHTHOCTH, YTO CBHUICTEIBCTBYET O Ipeodia-
JAaHUW JEMHUCITUHHU3AINN B JHCTANBHBIX OTIENaX HepBa
(20%) unu B TUCTAIBHOM U NMPOMEKYTOUYHOM CETMEHTax
(43%) [38]. IIpempiaymue HUCCIEAOBAaHMUSA IOKA3aH, YTO
npu cuaapome ['mitena—bappe (CI'b) npenmyiiecTBeHHO
BOBJICKAIOTCSl AMUCTANbHBIE OTJENIBI HEPBOB M KOPEIIKH
[15], gTo Takxke xapakTepHo i TunuaHou XBJII.
OnmHako B cChoydasX CTEPTOH KJIMHMKA M aTHIMYHBIX
¢bopMm mnpumeHeHwe onHol gumbs cOHMI 3auactyro
HE TO03BOJISICT yCTAHOBHUTH TOYHBIM OUarHo3. B Takmx
CIlydasiX JIOTIONHUTEIBFHO HCIOIB3YETCS OIpeIeliCHHe
ypoBHsI Oenka B 1iepedpocnuHanbHon xuakoctu (L{CXK),
MarHUTHO-pe3oHaHcHas Tomorpadust (MPT) cnmHHOMO3-
TOBBIX KOPEIIKOB/CIUIETCHHUH C KOHTPACTHBIM yCHJICHUEM,
COMaTOCEHCOpHBIE BbI3BaHHbIE noreHIuansl (CCBII) u
Ouornicusa HepBa. B psme nuTepaTypHBIX NaHHBIX HPUBO-
JITCSI OTIOJTHEHUS, KOTOPBIC HAIpaBIICHBI HA YITydIICHUE
nuarHoctuku XB/III B Tex cityyasix, Korja UMETCs orpa-
HUYEHHS B MPUMEHEHUHN KPUTEPUEB TUAarHOCTUKH [7, 82].

BpeMeHHOIl uHTEepBan HapacTaHud KIMHUYECKOMN
CHUMIITOMaTuKN (He MeHee 8 Henellb) TakKe SBISETCS
yCIOBHOHM rTpaHmued st TumudHOM (opmer XB/III,
MMOCKONIBKY CcymiecTByeT artumuuHas ¢opma XBJIIT c
OCTPBIM Ha4ajioM, KOTOpasl KJIMHUYECKH HEOTIHYUMa OT
CI'b. Oto olbycrmaBnuBaeT HEOOXOOUMOCTH HAOIIONCHUS
3a marentamu ¢ CI'b mocne OkOHYaHUS Kypca JIeUeHUs
U TIpH HAJIUYUM DMH30J0B 00OCTPEHUS] — MEPEeCMOTPETh
TIEpBUYHBIN JUArHO3.

OpueHTHpYsSICh Ha COCTOSIHUE JA€N C JUAarHOCTHUKOMN
noJMHeBponaTuit B Poccun, MOXHO cKa3aTh O TOM, 4TO
JAJIEK0 HE KaKIBIH MalMeHT ¢ KIMHHYECKUMH IpOosBIIe-
HUSMH TTOJTHMHEBPOIIATHN MPOXOIUT HEHPOHU3NOIOTHIEC-
Koe 00cCiefoBaHUe, YTO 3HAYMTENBHO HCKAXaeT O0BbeK-
TUBHYI0O KAapTHHY pacIpOCTPAaHEHHOCTH 3a00JIeBaHUS.
CornacHo npukasy MunsnpaBa Poccum «OO0 yTBepxk-
JICHUM CTaHAapTa CIELUANIU3UPOBAHHON MEAMIMHCKOM
TOMOIIIM TPU XPOHUYECKOM BOCHAIUTEIHHOM JI€MHENIU-
HU3Mpyoled mnonuHeBponatum» or 2012 1. okazaHue
TIOMOIIIY JTOJDKHO TPOBOANTHCS Ha JII000H cragun/dasze B
YCIOBHAX HEOTIOKHOW IOMOIIM B CTallMOHApe CIICLH-
aJU3UPOBAHHOM MEAMLMHCKOM noMomu. B ycnoBusx
CTallMOHapa BO3MOXKHO MPOBEJCHUE CIETYIOUUX HUHCTPY-
MEHTAJIBHBIX HccienoBanuii: ¢cOHMI, urompuaTas siek-
tpomuorpadus (nOMI'), CCBII, upeckokHass MarHuTHas
ctumymsiiiust (UMC), MPT oxHoro otaena nmo3BoHOYHHKA
u MPT wmsrkux TkaHei. O KOHTPAaCTHOM YCHJICHHUHU TIPH
mposeneHun MPT u Ouoricuu HepBa HE TOBOPHUTCS, XOTS
9TH HUCCIIEIOBAHUS OTHOCSATCS K METOJaM AMAarHOCTUKH
MTOJ/ICP’KUBAIOIINM THATHO3.

OTaenbpHO X04eTCsl CKa3aTh O TAKOM Ba)KHOM KPHUTEPUH
JMarHOCTUKH Kak «OTBET Ha CeHU(PUIECKYIO TEPATIHIO.

B npukase penmamentupyerca cinenyromee: 100% mnanun-
€HTOB JIOJDKHBI TTONTyYHTh DiItoKokopTrKocTeponsl (I'KC)
(HEcMOTps Ha TO, YTO B Psifie CIy4aeB COCTOSHHUE Malu-
€HTOB TOJIbKO yXynuiaercs Ha (oHe ux npuema), B 20%
CIIy4aeB BO3MOXKHO HCIIOJIB30BaHHE IutazMadepesa (I1D)
U WMMyHOIIOOyiIMHa denoBeka HopMmanbHBIH (IVIg).
Kakoit umenHo [VIg n0mKHO MCTIONB30BaTh HE periaMeH-
TUPYETCs, OJHAKO Ha CETOAHSIIHUN [I€Hb MOKAa3aHHUEM K
npumenenuto pu XB/IIT obnanaror aumie [IpuBnmken n
lamynexc-C.

B nenom, 6ompmmHcTBO mammeHnToB (70-80%) otse-
YaeT Ha creruduyecKyro Tepanuio [4].

Hcxonst 3 BCero BBINIECKAa3aHHOTO, CTOMT OTMETHUTb,
4TO, HECMOTPS HA HaJIM4YHE€ MOIIHOTO HHCTPyMEHTa B
nuarHoctuke XBJIII B BuIe KpUTEpHUEB IUArHOCTUKH
EFNS/PNS 2010 r, umeercss psj OrpaHMYEHUH B HX
npuMeHeHHu. Mcronp30BaHME TONBKO 3JIEKTPOPU3NO-
nornyeckux kpurepue XBJIII 3aTpynHseT onpeneneHue
JIMarHo3a B CJENYIOMIMX CUTyalusx [82]:

. JeMHUEIMHUA3aIUsl B IPOKCUMAIBHOM OTAENE
HEpBa;

. COITyTCTBYIOIIIEE WM BTOPUYHOE aAKCOHAIBHOE
MOBPEXICHHE;

. MIpeBaTNPOBAHNE
BOJIOKOH HaJl MOTOPHBIMH;

. U3MEHEHUs IPOBOAUMOCTH IO JABHUIraTElbHBIM
HEpBaM HE JOCTUTAIOT 3HAYCHUH, MO3BOJISIOIUE YCTaHO-
BUTH JIEMHEITMHU3UPYIOLINNA XapaKTep MOBPEKICHHS.

I'pynma ¢paHIly3cknX Y4eHBIX IO HCCIECIOBAHUIO
XBJII co3nana pekoMeHIAUK 10 AUATHOCTUKE B 3aTPya-
HUTENbHBIX cinyvasx [7]. B curyauuu, korga KIMHUYECKUE
NIPOSIBIIEHHSI HE COOTBETCTBYIOT THIM4HOU opme XB/III,
ANMEKTPOPU3NOIIOTHYECKHE W3MEHEHHS HE JEMOHCTPH-
PYIOT AEMHUENHHU3UPYIOIIET0 MOPaXXeHUs, UCCIIeI0BaHUE
WHBIX IPUYHMH JaHHOH KIIMHUYECKOH KapTHHBI HE BBIABIISIET
M3MEHEHHH, a KIMHUYECKHE U EKTPOPU3HOIOTHIECKHE
MIPOSIBIICHUSI HE XapaKTePHBI JUI XPOHUYECKON MIIMOIaTH-
4yeckol akcoHasbHOH nonuuerponarun (XUAIL), ciexyer
00paTuTh BHUMaHHUE Ha HAJMYHE TAKUX CUMIITOMOB Kak:

. MOJIOJION BO3pPAcT B 1e0r0Te 3a00IeBaHus;

. peuuAnBUpYIOIIEe TEUCHHUE;

. OBICTPOE BOBJICUCHNE BEPXHUX KOHEUHOCTEH MITH
MIPOKCUMAJIbHBIX CETMEHTOB;

. OoJiee BEIpayKeHHBIE IBUTATENIbHBIE, YEM YyBCTBH-
TENbHbIE CUMIITOMBI;

. BOBJICUCHHE JIUIIA W/UJIH TYJIOBHILA;

. reHepan30BaHHas apeduexcus;

. BBIPAKCHHAS aTaKCH.

IIpu nposenenun cOHMI
BHUMAaHUE Ha:

. CHIDKEHHE IPOBOJUMOCTH 110 JBHUIraTelbHOU
MOPIIMH B OJHOM HJIH JIByX HEpBaX, 4YTO MOXKET yKa3bIBaTh
Ha aKCOHAJIbHOE MOBPEXKICHHUE;

. HOpMaJIbHasl aMIUIUTY/a AUCTAIbHOTO M-OTBETa
B CJIa00¥ MBIIIILIE;

. S-oTBeT GoJIee U3MEHEH B BEPXHUX KOHEYHOCTSIX;

. 3HAYUTENIBHOE CHIKEHHE CKOPOCTH PaclpocTpa-
HEHHS BO30YAECHUS 110 CEHCOPHBIM BOJIOKHAM;

TTOPAKCHUS CEHCOPHBIX

clexyer  oOpamiarh
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P.C. UMX, 3.3. AIKYIIOB

. HaJIMYUE KaJlo0 Ha YyBCTBUTEIbHBIC HAPYILICHUS
Y HOPMAaJbHBIHM S-OTBET.

Ecnu umeercst ouH mim Goliee U3 3TUX KIMHUYECKUX
WM 3JeKTPOPHU3MOJIOrMYECKUX IOKa3aTejed, MOKHO
MPEAnoNokuTh nuaro3 XB/I1.

XOopommuM JIOTIOTHEHHEM K JHAarHOCTHUKE aTHIHYHBIX
¢bopm  wmoxer BeIcTYmUTh MPT  CIMHHOMO3TOBBIX
KOPEILIKOB, IMJIEYEBOr0 U MOSCHHUYHO-KPECTLOBOTO CILIE-
TEHUH C KOHTPACTHBIM YyCUJIEHHEM, nmockoiabky MPT —
9TO HEMHBA3MBHBIA METOJ U MO3BOJSET BBISBISITH M3Me-
HEHUSI TIPH MHHUMAJIBHBIX KIMHUYECKUX IPOSBICHUAX.
Huddysnas ymepeHHas CHMMETpHUYHAS THIEPTPOQHSL
KOPELIKOB — Hauboiee paclpoCTpaHEHHBIH (eHOMEH,
KoTOpHIi ObUT BeIsIBIICH B 88% XB/II [57, 65]. B Oynymem
yABTPa3BYKOBOE MCCIIEOBAaHHE HEPBAa BBICOKOTO paspe-
IICHUS MOXKET IIOMOYb B BBISBICHHM H3MEHECHUI B
JVCTAlBHBIX U CPEIHMX OTHENax HEepBa B JONOJHEHUE K
MPT-auarnoctuke [82], omHako Ha CETOTHSIIHHHA JICHb
sk y 43-74% nanuentos ¢ XB/III BeisiBIsieTCS yBenu-
YyeHHe IJIOLAAN OTIePEUHOro ceueHus Hepaa [22, 50, 86].

Bo3mokHOCTB IpuMeHeHHs OMonicHu HepBa B audde-
peHuuanbHo auarHoctuke XBJIII ocrtaercs criopHbIM
BOINIPOCOM, TOCKOJIBKY BBISIBIISICMbIE M3MEHEHUS HECIIEIl-
npuanasl s XB/I, a oTcyTcTBHE M3MEHEHHH B HEPBE
He uckiodaet auarsos [78]. K mpumepy, Ouorcus HepBa
HE T03BOJSET OTIMYMTH JEMHUEIMHU3ANIO/PEMHUETHHH-
3aumio Hepsa pu XBJIII U akcOHaNBHYIO pEreHepanuro
npu XMAII [82].

OtcyTcTBHE €OMHOW MO3UIMU IO BOMPOCY IMArHO-
ctukn XBJIII 3actaBuno Hac B3SThCSA 3a aHAIU3 UMEIO-
ielcst IMTeparyphl 110 JaHHOH TeMe. bt mpoBeseH monck
C WCIIOJb30BAHMEM JJICKTPOHHBIX HCTOYHHMKOB Ha 0aze
PubMed u CyberLeninka ¢ ucroibp30BaHUEM KITFOUCBBIX
CJIOB II0 TEMaTHUYECKON pyOprKe « MeauinHa U 31PaBOOX-
parenue»: «CIDP», «chronic inflammatory demyelinating
polyneuropathy», «pure motor», «pure sensory», «atypical
form», «focal CIDP», «multifocal demyelinating polyneu-
ropathy», «Lewis-Sumner syndromey, «XBIII», «xpoHu-
yeckasl BOCHAIUTENIbHAs JEeMHUETUHU3MpYIOLas IOJu-
Helponarus» M MPOYUEe BAPUAHTHI, MTO3BOJISAIOIINE HANTH
nH(popmManurio mo atnnuIHbM Gopmam XBJIIT.

B 0030p He BKIIIOYANNCH CTAaThH, MMEIOIIHE HEOOH-
eKTHBHBIE OICHKH, BBIBOJBI ITPOBOIMMOTO HCCIIEJOBaHMUS
WM ONIMCAHUs Cllydas U3-3a OrpaHW4YeHHOI MH(pOopMaIn
10 aHaMHe3y pa3BUTHS 3a00JIeBaHUS, KINMHHYESCKUM
NPOSIBIICHUSM, IPOBEIICHHBIM JIa0OPaTOPHBIM U HHCTPY-
MEHTAJIbHBIM METOJaM [JHAarHOCTUKH, IPOBOXUMOTO
JICYCHUS]; CTAThU II0 HMCCIICOBAHHUAM, B KOTOPBIX MPOBO-
JUJIOCH pacrpeesieHne MaleHToB 110 TPyIaM, He COOT-
BETCTBYIOIIME COBPEMEHHBIM NpeacTaBieHusM o XB/III B
BOIpOCax KJIacCU(UKALIUH.

L «Hucmoiiiy (U301upo8aHublil) CEHCOPHBIU 8APUAHM.
Bcerpeuaemocts atoro thma XBJIII Bapbupyer ot 5 no
35% mo cooOmeHmsIM pa3HbIX aBTOpoB [11, 17, 26, 61].

B  ximHHMYeckoH KapTHHE BEOYIIUM  SIBISIETCS
CHHIPOM YYBCTBHUTEIBHBIX PAacCTPOMCTB, BBISBISIO-
LUics B JUCTAJBbHBIX OT/AENAaX KOHEYHOCTEH C COOTBET-
CTBYIOLUIMMH HM3MEHEHUSIMUA MO JaHHBIM HEBPOJIOTHYe-
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ckoro ocMorpa. IIpu 3ToM moITycKaeTcss Haudue JISTKOH
c11a00CTH B AUCTAIBLHBIX OTAENIaX KOHEYHOCTEH, YTO HUBE-
JUPYyeT TPAHUILY MKy YHCTO CEHCOPHBIM BapHAHTOM U
JUCTATFHON CHMMETPUIHON IPHOOPETSHHOHN IeMHUEITHHU-
supytomei nonuueriponarueit (DADS) [64].

[Ipn  BBISBICHUH  «YHCTOTO»  (M30JIMPOBAHHOTO)
CEHCOPHOTO BapWaHTa BO3HHUKAIOT OONBINHE 3aTpya-
HEeHUsl B Bompoce (OpMYIHPOBKM AWArHO3a, IOCKOIBKY
y BCeX IAalMEHTOB C CEHCOPHOH (opMoil mpu mpoBe-
Jnenuun cOHMI BBIBISAIOTCS M3MEHEHMsI MPOBOJUMOCTH
M0 MOTOPHBIM BoJIOKHaM [42]. TloMuMo 3TOro OmucaHbl
CIIy4ad OTCPOYEHHOTO MPHCOESTUHEHUS MOTOPHOTO Je(hu-
uuta K atomy tuiy XBIII [12]. OcTaercst HEsICHBIM — 3Ta
rpymiia JoJDKHA BKIIIOYAaTh B ce0s MalueHToB 0e3 JBHra-
TEJNBHBIX PACCTPOMCTB MM TOJIHKO MALMEHTOB C H30JIHUPO-
BaHHBIMH KIHHUYECKAMU U DIIEKTPOPUIUOTOTHICCKUMH
CEHCOPHBIMU HapymeHusMu [51]. B cBs3u ¢ 3TUM BbIJe-
JieHUue JMaHHOW (OpMbI COMHHMTEIHHO M B Haliei paborte
BCE MTPOaHATN3UPOBAHHBIC CIYYaH C ITOOOHBIMU IPOSIBIIC-
HUSIMU TpakToBaiuck kak DADS, a He UUCTO CEHCOPHBIH
BapHaHT.

Hauare paccMmoTpeHHe 3TOTO BapuaHTa MPEACTABIIS-
eTcs 6oJiee 1eneco00pasHbIM ¢ XPOHHUYECKONH HMMYHHOM
CEHCOpHO MOJIMPaUKYIOHEBPOIIATHH (XHACID),
MTOCKOJIBKY 3TOT HOATHI 00NamaeT 0COOBIMH KIMHHYEC-
KHMH TIPOSIBJICHUSMHU M JUATHOCTUYCCKUMHU HIOAHCAMU H
B OOJIBIIIEH CTETICHH 3aCITyKUBACT IMEHOBAThCS «IHCTHIMY
(301HMpOBaHHBIM) CeHCOPHBIM BapuanToM XBJIII.

Hano orMeTuts, 4TO B NIUTEpaType UMeEeTCs OrpaHH-
YEHHOE KOJMYECTBO CTAaTe OTHOCUTEIBHO TAaHHOW (OPMBI
[11, 19, 20, 21, 35, 60, 68, 73].

BrnepBeie nmaHHBIH TepMMH ObUT  C(OPMYIUpPOBaH
Sinnreich [68]. XUCII — 3To cHHAPOM, pa3BUBAIOIITHIACS
B pPe3yJIbTaTe HIMMYHOOITOCPEIOBAHHOW JEMHUCITHHN3AIUH,
3aTparuBalOMUil  3aJHME CIHUHHOMO3IOBBIE KOPELIKH
MPOKCHMajJbHEE OT CHMHHOMO3TOBOTO TaHmims. JleOror
MPEUMYIIECTBEHHO B MOJIOAOM M CpelHeM Bo3pacTe (<
55 ner). TeueHne XpoHHYECKOE MPOrpEeCcCCUpYIOIIEee WU
penuauBHpyONIe-peMUTTHpYoniee. B Hadane Oone3Hn
CEHCOPHBIE pPACCTPOMCTBAa HOCST OJHOCTOPOHHUH WIIH
aCMMMETPHYHBIN Xapakrep. B pazBepHyTO# hopme KInHH-
YECKOH KapTHHBI JUIS 3TOTO CHHIPOMA XapaKTEePHBIL:

. HapymieHHe TIIyOOKOW YyBCTBUTEIBHOCTH B
BUJIe Je(UIUTA MBIIIEYHO-CYCTaBHOTO M BUOPAIIMOHHOTO
YyBCTBa, MPOSBISIONIETOCS B CEHCHUTHBHOM aTakCHU B
HOTaX C BO3MOXXHBIM BOBJICUCHUEM PYK U TYIOBHIIA;

. YTHETEHHE CYXOXKHIBHBIX peQIeKCOB pa3HOU
CTETICHH;

. cOHMI': HopmanbHas WIM HE3HAYUTEIIBHO
CHIDKEHHAs aMIUIUTYZla S-OTBETa, 10 CTENEHU U3MEHEHHH
KOHTPACTHPYIONIasi ¢ BEIPAKEHHBIMH CEHCOPHBIMH Hapy-
IICHUSMH;, y YacTH ITAMEHTOB OTMEUYAIOCh HE3HAYH-
TENbHOE CHUKEHUE AUCTAIBHOW aMIUIUTYAsl M-0TBETOB
0 HECKOJIEKUM HepBaM;

. BHIIAJICHUE WM IOBBIIICHUE JIATEHTHOCTH
CIIUHAJIBHBIX U KOPTHKAIBHBIX KoMmoHeHToB CCBIT;

. noBeIIeHue ypoBHs Oenka LICK;

. VTONIICHHE CIIMHHOMO3TOBBIX KOPEIIKOB IO
nmaHaeM MPT;
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. TIOJIO’KUTENbHAs ANHAMUKA Ha (pOHE UMMYHOMO-
JQyIUpYIOIIEH Tepanuu.

IToMrMO ONHUCAHHBIX BBINIE MPU3HAKOB, XapaKTepHO
HapylIeHHe IOBEPXHOCTHON YyBCTBHTEIBHOCTH: IIape-
CTE€3MH B KOHEYHOCTAX, Ipy0O€ CHIKCHHE TaKTHUIbHON
n 00yeBOH YyBCTBUTEIBHOCTH, NPEUMYIIECTBEHHO IO
THUITy «II€PYATOK» M «UYJIOK», 00JEeBOW CHHAPOM JIEIKHH

o

nsetT usmeneHus B 100% mpoaHanu3upOBaHHBIX CIIy4acB.
UcnonszoBanue CCBII mno3BossieT OUEHUTH MPOBOAU-
MOCTh B TNPOKCHMAJIBHBIX CErMEHTaX MepupepruuecKoro
HepBa W/WIU 3a]THETO KOpelIKa. ITOT METOJ| TaKXkKe M03B0-
JSIET BBIIBUTH TUC(YHKIUIO B IPOKCHMAJIBHOM OTAENE
cercoproro Hepsa B 83—100% y manmueHTOB ¢ TUNWYHON
topmoii XBAII [75, 76]. OrpanndeHreM K NPUMEHEHHIO

ATAKCHA

Hem

a
Momkeukosas atakcus (MA) €¢———— Hucrarm/muzaptpus —————— He-MA

l l BoamoxHBI:
daq Hapymenus B nose wsem  -BecTHOynonarus
Yucras  MA+ CA+ 4__? Yucran CA4—— Pombepra w/umu riaySokoii ——® -AMJ]
MA 4YBCTBHTE/ILHOCTH -MHTOXOH/IPHAJIbHASA
NATONOTHA
-JIpyrHe peKue clydaun
cOHMI/uDMIT
PaHrJIHONATHA 3aIHMX  JIEMHMEIMHHU3ALIAS AKCOHONATHA HOpMa —  3alHHe
KOPELIKOB CTOGBYKOpPELIKH
Vo | |
CLIA+HesporL. SANDO NapaHeonIacTu . CM® B12 neduuur B12 nedguumr
AM]T+uespon. CANOMAD CIlI CI'b (cencopublif)  caxapHblii qnadetr  aeduumT Mean
NapaHeor. CMa® BHY, BI'C, T- XBIIT TOKCHYECKas BHY, BI'C
HIIOTHPEOMIL. BHY, BI'C JIBY NapanpoTeMHEMHs  XHMHOTeparnus tabes dorsalis
cupumc TOKCHYECKas narojorus CM
KKT XHMHOTEpanus XHCIT
Hon.uccned-un: Hon.uccned-un: Hon.uccned-un: Hon.uccned-ua: Hon.uccned-un: Hon.uccneo-un:
MPT I'M MPT I'M w/unu LICK, LICH YPOBEHb MPT CM
LCXK CM ANAENA+Gnonc  anektpothopes BUTaMHHa B12 CCBII (XHCIT)
cOHMI/uOMIT LICXK s ry6el 6enkon rJIFOKO3a KPOBH B12, Menu kposu
AHA cOHMI/uBMIT AHA CBIBOPOTKH aHaMHe3 ceponorus (BHY,
nadens CLA ceposiorust (BHY,  nyuepas a-ka antH-MAG-AT BI'C, cudmnnc)
TUPEOii/IHbIE BI'C, cudmmnc) ceponorus (BUY,  awtu-GQI1b-AT
rOPMOHBI ATk TTT BI'C, T-JIBY)
CKPHHMHT Ha MHPHIOKCHH
MHUTOXOHJPHAJIEH  aHAMHE3
ble 3a00J/1eBaHHs
anTH-GQ1b-AT

AM/I — ankoronbHas Mo3xeukoBas aereHepaims; AHA — anruneiiponansusie antutena; AT — antutena; BI'C — Bupyc remarura C; BUY —
BUpyc MMMyHozeduimuTa uenoeka; I'M — romosuoit mosr; JKKT — skemynouHo-kumeunsrii Tpakt; uOMI' — uromsuarast snekrpomuorpadus;
MPT - wmarauTHO-pe3oHaHcHas Tomorpadus; CA — ceHcutuBHas arakcus; CM — cnuHHOM Mo3r; CM® — cunapom Mumiepa-®umiepa;
CCBII - comaroceHcopHbIe Bbi3BaHHbIE noTeHImansl; CIA — crmronepebemnsapras arpodust; CLIU — cuanpom Hlerpena; e HMI — ctumynanmonHas
anekrponeipomuorpadus; T-JIBU — T-knerounsiii tumdorponHslii Bupyc yenoseka; TTT' — TkaneBas Tpancrimyramunasa; XMCII — xpoHuueckas
UMMyHHas ceHcopHas nonupaaukyinonesponarus; HICHAK — nepeOpocnmnanphas sxuakocts; ANA — antuHykineapHele antutena; CANOMAD —
XPOHHMYECKasi CEHCOpHAsi aTaKTH4YecKas HeBpomarus ¢ odranbpMmoruierueii, [gM-mapanpoTenHeMueii, X0I0A0BbIMUA arrIlOTUHUHAMH U aHTU-GD1b
JMCHaNnupoBaHHBIM aHTHTeNaMK; ENA — aHTHTENa K 9KCTparupyeMoMy HykieapHoMy aHTHreHy; SANDO — ceHcopHas aTakTHuecKas HEBPOIATHs C

JU3apTpHeH 1 0)TaIbMONape3OM.

Puc. InarsocTuyecKuii aJJrOpUTM CEeHCUTHBHOMN aTAKCHM NPHU Pa3IMYHbIX HeliponaTusx [18].

WIN yMEPEHHBIH C HEWpONaTHYeCKUM KOMIIOHEHTOM
B JUCTAJIBHBIX OTACJIaX. 3aqaCTy10 YYBCTBUTCJIbHbBIC
paccTpoiCTBa C MOSIBICHUEM B HOTaX B KOPOTKHE CPOKH
pa3BHBAIOTCA W Ha BEPXHUX KOHEYHOCTSAX. BO3MOXKHEI
MOHOIIape3 MIA30/{BUraTeIbHOIO HEpBa W/ HapyLIeHHEe
MTOBEPXHOCTHON YyBCTBUTEIHEHOCTH B 30HE WHHEPBALMU
TPOMHUYHOTO HepBa. EMMHNYHO onrcaHbl KcepodTaabMus
u Kcepoctomust [68].

OCHOBHBIM JUAarHOCTUYCCKUM METOAOM IIpU llaHHOﬁ
¢opme cumraercs uccienoanne CCBII, xotopoe BBISB-

CCBII sBnsiercss Tpybast nedopManus WIH OTCYTCTBHE
S-oTBeTa B AUCTAJIBHBIX OT/ENIaX KOHEUHOCTH [82].

ITosrrmenue ypoBus 6enka LICXK ormeuaercs Bo Bcex
CIIydasix, KpoMe OHOTO TallMeHTa B OMUCAaHWU Sinnerich
[68], 9TO MOXHO CUHMTATh 3HAYUMBIM JHATHOCTHYECKHM
HCCIIEIOBaHUEM.

MPT numb B OIHOM cllydae HE MPOJAEMOHCTPHUPO-
Baja YTONIIEHHE CHHMHHOMO3TOBBEIX KopemkoB [60], B
OCTAJIBHBIX ClTy4dasx )IaHHBIf/'I MCETO/J BbIABUJI XapaKTCPHBIC
U3MEHEHHS.
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Pezynsrarsl cOHMI npu 3toii hopMe MOTYT BBOIHTH
B 3a0NyXJIeHUE, MOCKOJIbKY MOPOH HE IEMOHCTPUPYIOT
n3MeHeHHH Ha (DOHE MMEOLEerocsi CEHCOPHOro aedu-
uuta, a xapakrepubiii st XB/Il nemuenunuzupyroniunii
MaTTepH OTCYTCTBYET. Y MAIMEHTOB C IaHHOW (OpMOit
JEMUENHU3UPYIOIINNA XapakTep MOBPEXKICHUS MOXHO
MPOIYCTUTh BCJEACTBHE HEOAHOPOAHOIO MOBPEXKICHUS
HEPBHBIX BOJIOKOH, BOBJICUEHUS MIPOKCUMAJIbHBIX OTIEJIOB
3aJJHAX KOPEIIKOB WJIM HEBO3MOXXHOCTH DJIEKTPOPHU3HO-
JIOTHYECKOH OLIEHKHM HeoOXoauMbIx cermeHToB [l1].
OpHako BCTpedaeTcst Ipyrod NpPU3HAK, OLIEHHMBAEMBIN
110 CEHCOPHBIM BOJIOKHaM, paHEe ONMCAHHBIN KakK Xapak-
TEpHBIN U PEKOMEHIOBaHHbIH AJI51 IOATBEPKACHUSI CEHCOP-
Horo Bapuanta XB/III: u3aMeHeHHBIH S-0TBET ¢ CEHCOPHOU

O¢dexrnBHOCTS  mMOKOKOpTHKOCTeponaoB  (I'KC)
OIICHUTH 3aTPYIHHUTEIBHO, IIOCKOIBKY HMEJCS pa3Ho-
POHEIA BBIOOP Tepanuy MaIeHTOB B BUIC Ha3HaueHUs 60
MT Wwid | MI/KT IipeTHU307I0Ha pers 0s, 187 Mr nexcamera-
30Ha BHyTpuBeHHO, 500 Mr wim 1000 Mr MeTHIITpeTHU30-
JIOHA BHYTPUBEHHO, TO3TOMY TPEeOyeTCs TOMOTHUTEIBHOS
uccrnenoBanne. Psg asropos [11, 21, 60] cooOmmim
00 yxynmenuu cumnroMaruku Ha (one medenus ['KC,
Chroni et. al. [20] coobmanu 00 yXyIIIIEHHH UMEIOIICHCS
CUMIITOMATHKU C HpucoennHenueM Bosieuenus Il u V
map YepenmHbIX HEPBOB M BO3HHKHOBEHHEM MOTOPHOTO
nedunmra. B CBSI3U ¢ 3TUM PEKOMEHIYETCS C HACTOPOXKEH-
HocThr0 puMeHATh I'KC B nevennn XUCII.

Tabnuya

Kaaccupukanusa DADS no ¢penorunam

DADS

nanonarudeckast (DADS-I);

aCCOIMUPOBAaHHAsl C MOHOKJIOHAJIBHOW TaMMaInaTieil HeonpeeneHHoro 3Hadenns (MI'H3):

1gG/IgA/IgE

IgM

C QaHTHUTENIAMH K
MHEJIMHACCOLMUPOBAHHOMY
IIHKONIPOTEHHY
(anti-MAG-AT)

0e3 aHTUTEN K
MHEHHACCOLUUPOBAHHOMY
[JIUKOTIPOTEHHY

MOPIIMHU JIy4EBOTO WIIM CPEJAWHHOTO HEpBa/HOPMAalbHBIH
S-otBeT ¢ mkpoHoxHOTO HepBa — ARNS (abnormal radial/
normal sural) mmu AMNS (abnormal median/normal sural)
narrepHsl [78]. AMNS narrepH geMOHCTpUPYET YyBCTBU-
TenbHOCTh 28-30% u cnienuduunocts 95% B cpaBHEHHH
C aKCOHaJIbHBIMU HeBpomnatusMu [ 14, 58]. ARNS narrepx
oOmamaeT 4YyBCTBUTENBHOCTHIO 23-25% wu crnemuduy-
HOCTEIO 100% [13, 58] nms XB/II B cpaBHEHHH C akco-
HaJIBHBIMM HeBponatusiMu. sl aKCOHalbHBIX HEBPO-
naruif xapakrepeH narrepH ASNR (abnormal sural/normal
radial), koTopblii oOnazaeT YyBCTBUTENBHOCTBIO 75% u
cneruduaHocThio 80% [58], 4TO TaKIKE MOXKHO HCIIOJIB30-
Barh MpH NpoBeAeHNH AU PepeHIINATbHON AUArHOCTHKH.

HuddeperunanpHplii  TUarHO3  MPOBOOUTCA  C
OONBIINM CTIEKTPOM 3a00JICBAHUH, KOTOPEIE MOTYT UMETh
CXOXKYIO KIMHUKY (cM. puc.): cuaapoM lllerpena, MoHo-
KJIOHaJIbHAsl TaMMalaTHs HEONpeJeJICeHHOrO 3HaueHHUs
(MI'H3), mnapaneoracTHueckass CEHCOpHAas TaHIVIHO-
matus, cuHApoM Mmepa—@umiepa, crnuHOLEpe6en-
JISIpHAst aTaKCHsl, CIMHHASI CYXOTKa, IEMHEINHU3HPYIOIIIE
3aboneBanus [THC, mucMerabonnaeckne CHHIPOMBI U JIp.
[35, 69]. U3 peakux CHHAPOMOB, KOTOPBIE UMEIOT CXOXKYIO
KIIMHUYECKYI0 CHMIITOMATHKY, BBIJICISIFOT XPOHUYECKYIO
CCHCOPHYIO aTaKTHYECKYI0 HEBPOIATHIO C O(TaIbMOILIe-
rueit, IgM-napanpoTrenHeMuen, XOJOIOBBIMU AarmlOTH-
HuHamMH U aHTH-GD1b nucnanmpoBaHHBIMK aHTHTEIAMHU
(CANOMAD), ceHCOpHYIO aTaKTHIECKYIO0 HEBPOIATHIO C
nu3apTpueit n opramsmonapesom (SANDO).

W3-3a manoro Koiu4ecTBa CiydaeB, COOOIIaeMBIX B
JIUTEpaType, CIOXKHO OLUECHUTH NPEANOYTEeHHE B BHIOOpE
nedenus [20]. B mienom, Bce onmucaHust MpoaeMOHCTPHPO-
BaJIM BBICOKYIO 3 dexTnBHOCTH [VIg.
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[Mnazmadepes (I1D) okazancs HeapdexkTuBHBIM [21],
mbo yxymman cumnromatuky [40]. B omHOM cirydae
3a()MKCHPOBAHO HCIONB30BAHUE PUTYKCHMada C MOIOXKH-
TeNbHBIM 3 dexTom [20].

Ocobennocteto nanHoi popmer XB/III siBisiercs To,
YTO MU BBINOIHEHUH KpuTepueB quarnoctuku EFNS/PNS
YCTaHOBHUTH IHWArHO3 BO3MO)XKHO TOJIBKO ITyTeM pPaccMo-
TPEHUSI HECKOJBKHX «IOAJIEPKUBAIONINX KPUTEPUEB» MU
HE MOXET OBITh OXapaKTEPHU30BaH KAK «IOCTOBEPHBIN,
«BEPOSITHBII» WM «BO3MOXXHBIH», TOCKOJIBKY 3JIEKTPOIH-
arHocTuueckue kpurepuu He BiitodaroT CCBII, koTopsie
NPE/ICTaBISIIOT co00l OoJIee UyBCTBUTENBHBIA AUArHOCTH-
YyecKuil HHCTpyMeHT [21].

1I. Ipeumywecmgenno  Oucmanvhas  ¢hopma
(Oucmanvuas  npuobpemenHas  OeMueIUHUIUPYIOUas
cummempuynas nonuneuponamus — DADS). DADS xinac-
cudumpyercs Ha ciuenyromue GeHorunsl (tadin. 1) [42]:

MI'H3 ycraHaBnuBaeTcs, €ciIM MOHOKJIOHAJIbHas
cekpenys Ig HocuT 10OpPOKauECTBEHHBIH XapakTep U MpH
KOMITJIEKCHOM T€MaTOJIOTHIECKOM O0CIEIOBAHNH HCKIIO-
YeHBI 37I0Ka4eCTBCHHBIE JMMponponudepaTuBHbie 3a00-
nesanus (JII13) [4].

DADS-I paccmarpuBaercss Kak BapUaHT aTUIIMYHON
XBAIT u Bctpeuaercs B 1/3 Bcex cmyuaes DADS [23].
DADS-I mnpencrapnsieTr co0oif MeJIEHHO MPOrPEeCcCH-
pytomiee 3a0oneBaHHE, KOTOpPOE OOBIYHO MPOSBIIIETCS
CCHCOPHBIMU HAPYIICHUSIMH, YTO KIMHNYECKH IMUTHPYET
OOJNBIION CHEKTP JUCMETA0O0IMUECKUX MM TOKCHYECKUX
HeBponaruil [5]. Omucansl ciaydan pazsutuss DADS-I
mociie BakIuHAIuK [27]. B ominume 0T 0OCTanbHBIX QEeHO-
TunoB, y DADS-I orcyTcTBYeT B3aUMOCBSI3b C TIOJIOM U
BO3pacToM [43].
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B knMHMYECKOH KapTHHE CEHCUTHBHAS aTaKCHsl SBIA-
eTcsl XapaKTepHBIM IPOsIBIICHHEM 3a0o0ieBaHus. B menom,
HapyuieHuss DIyOOKOH YyBCTBHTEJIILHOCTH MNpeo0iagaroT
HaJl HapyIICHUSAMU MOBEPXHOCTHOW YyBCTBHTEIHHOCTH,
xoTsi umeeTcs onucanue 10 ciryyaeB ¢ IpeMMyIIECTBEHHBIM
pacctpoiictBoM TakoBoit [54]. Wmerorcs ommcaHus
pasBUTUS BBIPQKEHHOTO HEBPONATHUYECKOTO OO0JIEBOTO
cuHiapoma, autoguHuu [39, 43]. UyBcTBUTENbHBIE Hapy-
LIeHUs] HanboJiee YacTo MPOSIBISIFOTCS B HW)KHUX KOHEY-
HocTsix [39]. JlBurarenbHblit neduuuT mOposBIsSeTCS B
JIETKOM CIa00CTH B JUCTAJIBHBIX OTAENaX KOHEYHOCTEH,
MIPEUMYIIECTBEHHO B HOTaX, HO MOXET M OTCYTCTBO-
Barb. CHIKEHHE CYXOKWIBHBIX DPE(IIEKCOB BapbHpYyeET
OT CHI)KEHMs axwioBa peduekca 10 TOTalbHOH aped-
nexkcud. Mmeercs orpaHHYeHHOE KOIMMYECTBO JAHHBIX O
HeBpomaruueckoM Tpemope npu DADS-I [16].

IIpu nposexennn cOHMI' oTmeuaeTcss HEMPOMOPIH-
OHAJIPHO BBIPAXEHHBIH JEMHUEITHHU3UPYIOMNN TaTTepH
B JUCTAJBHBIX OT/AENaX KOHEYHOCTEH KakK IO YyBCTBH-
TENBHBIM, TaK W IO JBUraresJbHeIM HepBam. OcoOoe
BHUMaHHE 00paniaeT HenpoNnOpLUUOHAIBLHOE YBEINYCHHE
JUCTAJbHON  JIATEHTHOCTH  OTHOCHUTEIBHO  CKOPOCTH
pacmpoctpanenus Bo30yxaenus (CPB) B mpokcuManbHBIX
otzenax. biokn nmpoBeneHns HeXapaKTEPHBI.

IIpn ceponormueckoil AMarHoCTHKE HEOOXOIMMO
UCKJIIOYUTh HAJW4YMe MapanpoTeHHEMUH, MOHO/IIONH-
KJIOHaJbHOHM rammanaruu 1 anTH-MAG-AT B CBIBOpPOTKe
KPOBH, MOCKOJIBKY IOCIETHHE MOTYT BBIABISTHCA Jaxe
pu oTCyTCTBUN M-rpaguenra [52].

Honrteepxxneanmem DADS-I  ciayxar moOBBIIICHHE
ypoBHs Oenka B LICXK u ymydnieHue COCTOSHUSI B OTBET
Ha MMMYHOMOAYIMPYIOUIYIO TEpanuioo, aHAJIOTHYHYIO
tunnyHoi opme XBJIII. Mmeercss ommcanue ciydas
tpancopmauuu DADS-I B tunnunyto popmy XBJII, uto
3aCTaBIsICT CAENaTh MPEANoIoXKeHHe 0 ToM, 9To DADS-I
MOXKET SIBISATHCSA HAYaIbHBIM MPOSBICHHEM THIINYHON
¢dopmer XB/I1, a He otaensHOI popmoii [49].

D¢ GeKTUBHOCT HMMMYHOMOAYIHPYIOEH Teparnuu
npu DADS-I oneHuTs 3aTpyAHUTENBHO, IMOCKOIBKY B
pe3yabrare IMPOBEJCHHOTO JIMTEpaTrypHOro od3opa B
MTOJABIIAIONIEM OOJBIIMHCTBE CIIydaeB OIEHKa 3(dek-
THBHOCTH TEpallH IPOBOAMIAch, Bkimodas DADS-M
¢enorun. B Hamem 0630pe k DADS ¢enoTHITY OTHECEHA
yucTo ceHcopHasi XBII ¢ OHMI' nemuenuHu3npyomum
MAaTTEPHOM IO JBUTAaTENbHBIM U CEHCOPHBIM BOJIOKHAM.
[losToMy B miaHe JieUeHHS PEKOMEHAYeTCsS MPUACPKHU-
Bathcs pekomenganuit EFNS/PNS [78].

VY 6ompmmHCcTBa (2/3) manuenToB ¢ DADS oOHapyxwu-
Baerca MI'H3 [34]. Yawe Bcero Bcrpeuaercs K-IgM napa-
MPOTEHHEMISI, 9YTO 0003HauaeTcst kak DADS-M ¢enotum,
IIpu KOTOpoM B 2/3 ciydaeB BbIsiBIsieTcs: aHTU-MAG-AT
[64]. Knunnyeckue npossienuss DADS-MI'H3 nHuuem He
otmuatorcst ot DADS-1. Ho umeetcst psia ocoOeHHOCTEH,
XapaKTepHBIX A AaHHOro (eHoTHHA. bonee 90% marm-
eHToB ¢ DADS-M sBisitoTcst My>XK4rHaMH, AeO0T 3a00-
JIeBaHMS HA LIECTOM JECSATUIETHU WX MoKe [24], xors
HUMeeTcsl Coo0IIeHNe o 1e0I0Te B 6oJiee MOJIOZOM BO3pacTe
[28]. B knuHMUYeckoil kapTuHe, B oTiauume oT DADS-I,

XapaKTEPHBIM SIBIISICTCS HATMYHE MTOCTYPAIbHOTO TPEMOpa
B pyKax, IIOMHMO HapylIeHUI IIyOOKOW YyBCTBUTEIb-
HOCTH OTMEYAlOTCs ITO3MTHBHBIE CHUMNTOMBI (00JH,
JIU3ECTEe3UH, MapecTe3nn) M CHIDKEHHE IOBEPXHOCTHOM
gyBcTBUTENBHOCTH [5]. ITo marabmM ¢cOHMI BBIBASIOTCS
aganornuabie DADS-I m3menenns. Hexotopsie aBTOpHI
[32, 74] paccMmarpuBarOT CHI)KEHUE HWHAEKCAa TEPMHU-
HanpHOW nareHTHOoCcTH (WUTJI) mo mamaeiM cOHMI kak
OTIMYMUTENbHBIA Npu3Hak IgM-accoruupoBaHHON HEBPO-
naruu ¢ aHTu-MAG-AT.

s nuddepeHnnanbHON — THATHOCTUKHA — MEKIY
DADS-I 1 DADS-M B03MOXHO HCTIOIb30BaHNE OMOTICHN
HepBa. [Tomumo omioxeHus IgM 1 KOMITOHEHTOB KOMILJIE-
MEHTa B MHUEJIMHU3UPOBAHHBIX BOJIOKHAX OMOIITaTa MKpPO-
HO)KHOTO HEpBa, OHMOICHS KOXHM y MAalMEHTOB C aHTH-
MAG-Heiiporiatneli mokaspiBaeT omIOkeHHA [gM Ha
MHEIMHU3UPOBAHHBIX BOJIOKHAX KOXKH Ha BCEX ydacTKax,
c Oombmied pacHpOCTPAHCHHOCTBIO HA JUCTAJIBHBIX
y4acTKaX KOHEYHOCTEH U YMEHBIIEHHEM IUIOTHOCTH
SHUAEPMAJbHBIX HEPBHBIX BOJOKOH, YTO SIBISETCS OTpa-
JKEHUEM akcoHomatuu [44].

B crpykrype DADS ¢eHoTHIa CTOMT IOMHHTH
o CANOMAD XpOHUYECKas CEHCOpHas aTak-
THYECKas HEBpOIATHUs c oranemorurernei,
IgM-naparnporenHemMueli, XOJIOIOBBIMU arTIIOTHHHHAMHA
u autu-GD1b mucwanupoBaHHBIMU aHTHTENaMU. KimHU-
gyeckue npossieHnss CANOMAD aHanoruuHsl CHHAPOMY
Mumnepa—@umiepa. Ilpu nposeaenun auddepeHu-
AJBHOM JMAarHOCTHKHM XPOHMYECKOW aTakcWu W OOHapy-
JKEHHH M-TpaguieHTa CTOWT PacUIMpHUTh Ja00paTOpHYIO
JIMarHOCTUKY JUIS BBIABJICHHUS BCEX KOMIIOHEHTOB aKpoO-
HUMa, a HE OCTAHABJIMBAThCS Ha BBISBICHUU I'eMaTOJIOTH-
4eCKOro 3a00JIeBaHusL.

Kacarenbno neyenuss DADS-M c¢ Hanuuunem u 0e3
aHTu-MAG-AT paHee coo0IIanoch, 4T0 UMEETCs 0OIIee
mHerne o ToM, 9to ['KC, [VIg u [1® He yny4maioT cocto-
stHUe manuerToB [24]. Oqnako B KoxparoBckom 0030pe OT
2016 1. cooOmaeTcs, 4YTO0 UMEIOIIMECS HA CErOAHSIIHUI
JICHb MCCIIeIOBaHMS 110 3(PPEKTUBHOCTH UMMYHOTEpAIHN
IgM-napanporeuHEMUYECKON HEBPOINATUH, aCCOLUUPO-
BaHHOH ¢ aHTH-MAG-AT He m03BONSIOT CYIUTh 00 A dex-
TUBHOCTH WiIH HEAI(P(PEKTHBHOCTH KaKOro-TnOo Meronma
[45]. B cBsa3u ¢ 3THM menecooOpa3HO TPHACPIKUBATHCS
KpaTKUX pexoMeHnauui, BeimynieHHeIXx EFNS/PNS,
COITIaCHO KOTOPBIM Ha3Ha4eHHE MMMYHOMOAYIHPYIOLIeH
Tepanuu y nanueHToB ¢ DADS-M, xoTopsie HE MMEIOT
VWHBAJIMIU3UPYIOIEH KIMHUYECKOW CHMITOMATHKH, HE
JIOJDKHO paccMaTpuBaThCs Kak BBIOOp NEPBOM JIMHUH,
a TIOTEHIMANbHAas I0Jb3a JOJDKHA OBITH COIOCTaBJIICHA
C BO3MOXXHBIMH NOOOYHBIMH 3(exTaMu W MeIJICHHOU
nporpeccueit 3a6onesanus [31]. [Ipu BeipakeHHOM Hapy-
IIEHUH JIBUTATENbHOM (YHKUMM IpernaparoM IepBOU
e sBigercs [VIg [1].

Hpyras rpynma MI'H3 npencrasnennas [gG mmm IgA,
npu uckiodeHun JIII3, ycranaBmuBaerca kak XBJII,
accounupoBanHass ¢ MI'H3 [4]. IgA/IgG-neBponarus,
accoruuposanHas MI'H3, BXoqUT B IpyHILy reTeporeHHbIX
JIEMUETMHU3UPYIONINX U aKCOHAJIBHBIX HEBpomartuii [24].
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OTHOCHTENBHO JI€4eHHs MO JaHHBIM KoxpaHOBCKOTO
0030pa ot 2015 1. [69] TaKkKe OTCYTCTBYIOT OOBEKTHBHBIC
mokazarenu 3()(HEeKTUBHOCTH KaKOro-THO0 METO/A, JIUIIb
OTMEYEH KPaTKOCPOYHBINA IMOJOKHUTENbHBINA dQdekT npu
npoBeaeHuu [1O.

1II. «Hucmutiiy (u301UpOBAHHDILL) MOMOPHBIU 8APUAHM.
OTOT THII, TAKXKE KaK U YHCTO CEHCOPHBI BapHaHT, UMEET
peIKue OIMCcaHus CIy4aeB M MCCIIeOBaHUN, BCETO 0OHa-
pykeHo 5 crareit mo atoit Teme [36, 62, 67, 70, 72].

TedeHue XpoOHHUECKOE MPOTPECCUPYIOIIEE WIH PeLr-
JVBHpYIOLIe-peMUTTHpYIoIee. YacTto cTpajgaroT Iuna
Moronoro Bo3pacta. Cpenu onmucaHHBIX 19 MmarmeHToB ¢
9THM BapuaHToM Tpoe — aetu (15,8%) [62, 67]. Bripaxen-
HOCTb CHMIITOMOB — OT JIETKOH CJIaOOCTH B JMCTalIbHBIX
oTAenax KOHEYHOCTEHl 10 paBHOMEpPHOIO TeTpamapesa.
Pa3zBuTne 3aboneBaHuss BapualelibHOE, 4Yalle BCTpeya-
JIOCh OCTPOE WIM IOCTENEHHOE pPa3BUTHE CHMMETPHY-
HOTO JUCTaIbHOTO M IIPOKCHMAJIBHOTO TETpamapesa, mpu
ne0rTe co ClaboCTH B HOTaX — OBICTPOE BOBIICUYCHUE
pyk. Kimura et al. [36] omucanu 5 caydaeB ¢ neOroToM
c1abocTh B pyKax, KOTOpasi paclpoCTpaHsulach Ha HOTH,
Opy  JalbHEHIIUM HaOIOJICHUH Nape3bl Ipeodiianain
B pykax. Pedmekcsl orcyrctByror. Tataroglu et al. [70]
OTIMCAJIH TIaTIeHTa ¢ MoTopHOM (opmoit XB/III, BoBneye-
HHUEM JTradparMaIbHOTO HEPBA C Pa3BUTHEM JIbIXaTEIbHON
HEOCTaTOYHOCTH.

IIposenennass ¢cOHMI' Bo Bcex ciydasx mpoje-
MOHCTpPHpOBaJia JIEMHEIMHU3UPYIOIIUI MarTepH 10
MOTOPHBIM BOJIOKHAM IIPH COXPaHHOCTH YyBCTBHUTEIIBHBIX
BOJIOKOH. OCOOCHHOCTBIO BBISBIISIEMBIX N3MEHEHHH SIBIIS-
€TCsl HUINYME BEPOSATHBIX U ONIPEAEICHHBIX OJIOKOB ITPOBE-
JICHUSI B CPEJHEM Yy4YacTKe HepBa, CHI)KCHHE CKOPOCTH
pactnpoctpaneHust  Bo30yxkzacHus (CPB), anomanuu
F-BouH, IpH 3TOM AMCTAJIbHBIC JTATEHTHOCTH U aMILTUTYIIbI
M-0TBETOB B JHMCTANBHBIX OTAENAX 3a4aCTy OCTaBAJNCh
WHTaKTHBIMU.

OtMmeuanocs yBennuenue ypoBHs 6enka [{CXK B moga-
BIISTIOLIEM OOJIBIIMHCTBE CIIy4aeB.

OneHuTh JAMAarHOCTHYECKYI0  3HauMMocTb MPT
KOPELIKOB/CIIeTeH!d 1 OMOIICHU HepBa BECbMa 3aTPyIHH-
TENBHO B CBA3M C HEAOCTATOUYHOCTHIO JAHHBIX B JIMTEpa-
Type.

Uro kacaeTcs JICYEHHUS,, MMEIOTCS INPOTHBOPEUMBEIC
CBEJICHUSI OTHOCHUTEIBHO BO3MO)KHOCTH HCIIOJIb30BaHMUS
I'KC, II®, IVIg. Sabatelli et al. [62] onucanu NONOKU-
TENBHBINA 3PQEKT OT JIeUSHUS O-HHTEPHEPOHOM.

OTIMIUTENHEHON 0COOEHHOCTHIO MOTOPHOW (POPMBI OT
MyJIBTH(OKaTbHON MoTOpHOU HeBpomatnu (MMH) sBis-
ercs ObICTpOEe PaBHOMEPHOE BOBJICUYEHHME BCEX KOHEYHO-
CTel, KpoMe TOro, B HEKOTOpBIX onucanusx [17, 70, 72]
MIpUBOAMIACH MH(OPMAIMS O MOJOKHUTEIEHOM 3(ddexTe
ucnoip3oBanus 'KC. OgHako B CBsI3H € TEM, YTO 10 KOHIIA
OCTaeTCsl HESCHBIM, SIBISIETCS I MOTOpHast (hopMa BapH-
aarom XB/IIT wimn e nudy3HBIM BApHAHTOM MYIBTHADO-
KaJIbHOI MOTOpHOI HeBpomnaTuu [51], npeanoYTuTeabHbIM
npezacTapisiercs: ucnonszoanue [VIg, mockonbky B 60i1b-
LIMHCTBE CIy4YaeB MX HCIIOIb30BAHUE TOKA3aJ0 IOIOXKHU-
TEJIbHBIN, XOTSI 1 HEPAaBHO3HAUHBIN, 3 (HEKT.
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Bce BhImeniepedncieHABIC JaHHBIE BCE €IIEe OCTaB-
JISIFOT MHOTO BOIIPOCOB, B CBSI3M C YeM HEOOXOAMMO HaKO-
TUIeHHE cBeJIeHn i 1o MoTopHOH popme XB/IIT u nryOokuii
aHaJIM3 KaXJI0ro omnuckiBaeMoro ciyuas. [Tomumo 3toro,
OCTaeTCs HeICHBIM, OCHOBBIBAETCS JIM JHATrHOCTHKA YHCTO
MOTOPHOTO BapWaHTa Ha KIMHWYECKHNX (PEHOMEHaX WIIH
HEOOXOIMMO HaJHMYue HOPMAJbHBIX IOKa3aTeiel MpoBO-
JIMMOCTH TI0O CEHCOPHBIM BOJIOKHaM 1o JaHHbiM OHMI
[51]. IIpumepom MoxeT mociykuTh onucanune Kobayashi
et al. [37], KoTOpbIe TPAKTOBAINA UMEIOIIHECS Y MTAIUCHTKH
c1aboCTh B BEPXHUX KOHEYHOCTAX 0€3 KIMHHMYECKUX
TIPOSIBIICHIH YyBCTBUTEIBHBIX paccTpoiictB U cOHMI
XapaKTepUCTUKAMHU JEMHUCIHHUZUPYIOMIETO ITOPAKEHUS
MOTOPHBIX>CEHCOPHBIX BOJIOKOH BEPXHHUX KOHEYHOCTEH
Kak MpeuMyliecTBeHHO MotopHyro ¢opmy XB/IIL. Xots
o CymeCTBYIOIIMM Ha CCFO}IHH[HHI/Iﬁ JCHb KPUTCPpUAM
molo0HOEe OMNMUCaHWE JIOTHYHEE OTHECTH K (HOKATbHON
(hopme, IMeeTCst HEOTPEICICHHOCTD B TOM, K Kakoi (hopme
OTHOCHTH TAIIMEHTOB C aHAJIOTUYHBIMU TPOSBICHUSAMHU —
YHCTO MOTOPHOM, (DOKATIBLHON MITH MYJIBTU(OKAIBEHOM, 4TO
BHOBb IIOJHUMAeT BOMNPOC O HEOOXOIMMOCTH CO3JaHMs
YETKHUX KPUTCPHUECB.

1IV. @okanvnas ¢hopma. Berpedaercs B 1-2% cioydaes
B momyssiimy narmenToB ¢ XB/III [26]. Tlo onpeaenennto
EFNS/PNS ¢oxkanbHast popMa IposIBISETCS B BOBICUEHUN
TUICYEBOT'O WJIM MOSICHUYHO-KPECTIIOBOTO CIUIETEHHMS, WIN
oZIHOTO U Oosiee nepudepuIeckux HEPBOB Ha OHOI pykKe
WJIN HOTEC.

IIpoBeneHHBI  aHamU3  JUTEPATYpPHBIX  JAHHBIX
MOKa3aJl, 9TO B OOJBIIMHCTBE OIMCHIBAEMBIX CIydacB
B 1cOr0Te 3a00JeBaHUS BO3HUKAIO IOPAXKCHUE OIHOU
KOHEYHOCTH C BO3MOXKHBIM paclpoCTpaHeHHeM Ha Omia-
TepabHYIO KOHEUHOCTh. CHEKTp HaYaJbHBIX MPOSBICHUN
KIIMHUYCCKUX CHUMIITOMOB 3HAYUTCJIHLHO BapbHUpPOBAJICA,
COOTBETCTBEHHO C 4YUCTO ceHcopHbiMU [8, 10, 33, 71],
gucTo MoTopHBIMHE [37, 71, 82] m cmMemannbMu [2, 71, 82]
TIPOSIBIICHISIMH.

JluarHocTKa OCHOBBIBAETCSI HA HMCKIIOYEHUHM WHBIX
MPUYXH, KOTOPHIE MOIIH Obl NPHBECTH K aHAJOTWYHOU
cumrtomarrike (iumdoma, OHKOJIIOTHYECKHE 3a001eBaH s
U TIapaHEeOoIIACTUIECKHUE COCTOSHHSA, CAPKOUI03, OOIE3Hb
MOTOHEHPOHA, PACCESTHHBIA CKJIEPO3 M TIp.), MOCKOIBKY
ONHCHIBaeMBbIe TposiBlicHUA He cnenuduanbl mist XBITL.
B KkauecTBe OCHOBHBIX METOJOB JMArHOCTHKH HCIIOJNb-
sytorcs: ¢COHMI, udDMI, MPT mno3BoHOYHMKA W CHHH-
Horo mo3sra, crueteHuii, CCBII, ucciemnoBaHue ypoBHS
6enka LICXK. 3HaunTENbHYIO POJIh B IUATHOCTHKE JAHHOM
tdopmsl urpaetr MPT ciiHHOMO3TOBBIX KOPEIIKOB U CILIE-
TeHui, nockonbKy, kak u npu XHUCII, cOHMI" moxeT He
JIEMOHCTPUPOBATh I1aTOJIOTMYECKUX H3MEHEHUH, Xapak-
TEPHBIX JJIs IEMUEITMHU3UPYIOLIETo Mpolecca.

B pamkax coBpeMeHHO#1 Kiaccu(uKalul TakKe 0cTa-
FOTCS BOITPOCHI O TPAaHUIIAX, M0 KOTOPBIM MOXKHO OBLIO OBl
pa3znenuth poxanpHyIo popmy oT MADSAM.

[MpuumHa CEeNeKTUBHOTO (DOKAIBHOTO ITOPAaXCHUS
MHEJIMHA OCTAaeTCsl HESICHOW, YYMTHIBAas COBPEMEHHOE
npencrasienne o XB/II, kak o cucTeMHON WMMYHHON
peaxIiy Ha MUEIHHOBYIO 000JI04Ky HEpBOB [51].
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V. Myremugokanenas npuobpemenHas OeMuenrunu-
supyrowas cencomomopuas Hesponamusi (MADSAM)
unu cunopom Jlvtouca—Camuepa. PacnpocTpaHEHHOCTh
MADSAM cocragnsiet 0,08-0,6 va 100000 nacenenwust [6]
nmn 15% ot Beex cimyqaes XBJII [26]. Apyrue TepMuHsl,
OIMCHIBAIOIINE HJICHTUYHBIX MAIMEHTOB, BKIIOYAIOT
(hOKaNbHYIO IEMHUEIMHU3UPYIONLYI0 HEBPOIIATHIO BEpXHEH
KOHEYHOCTH, BOBJIEKAIOIAs IIPEUMYIIIECTBEHHO BEPXHIOIO
KOHEYHOCTh, MYNIBTH(OKAIBHYI0O XPOHHYECKYI0 BOCIa-
JIUTENBHYIO JEMHEIMHU3UPYIOIIYIO IOJIMHEBPOIIATHIO U
MYNbTU(OKAIBHYI0 BOCHAIUTENBHYIO JIEMUEIUHU3UPY-
OIIYI0 HeBpomaTHio [24, 64].

MADSAM npencrasisier co00i XpOHHIECKYIO CEHCO-
MOTOPHYI0O MHOXECTBEHHYIO MOHOHEBPOIIATHIO, Kak
MIPaBUJIO, UMEET OCTPOE Hadajlo M MEAJICHHOE Iporpec-
cupoBanue. KiHMHUYECKHWE  MPOSBICHUS  BKIIOYAIOT
CEHCOMOTODPHBIH, CEHCOPHBIH M MOTOPHBIH Ie(QUIIHT.
XapakTepHbIM SABIAETCS IIE€PBOHAYAIFHOE BOBJICUCHHE
BEpPXHUX KOHeuHocTel [9, §83], 3aTeM BO3MOXKHO pacmpo-
cTpaHeHHe 3a00JeBaHMs Ha AMCTaJbHBIE OTHENBI HOT. He
HCKIIIOYaeTcsi JIeOIT C OTHOBPEMEHHOTO aCHMMETPHY-
HOTO BOBJICYCHUS BCEX KOHEUHOCTEH WIIU ITIOPAKEHHUS HOT.
W3HaganpHO KIMHUYECKHE MPOSBICHUS H30IMPOBAHHO
3aTparuBalOT ONWH W Oojee MepUepUIeCKUX HEPBOB,
B JAJIBHEWIIEM MpPOLECC MOXKET IPOTrpecCHpoBaTh [0
CIIMBHOTO Y CHMMETPUYHOTO BOBJICYECHUS, UTO HE SBIS-
eTcsl 00s13aTeIbHBIM. B kayecTBe mpumepa uccie0BaHus
Viala et al. [83] u Attarian et al. [9]. B nepBomM ciyuae
50% mnanumentoB ¢ MADSAM mnepenun B THIHYHYIO
¢opmy XB/II Bo Bpems HaOnroneHWs B TeueHHe 4 Jer,
B TO BpeMs KakK y ocTalbHBIX 50% COXpaHsAI0Ch MyJIbTH-
(okanpHOE pacnpenesieHre nopaxeHus. Bo sropom, 80%
narenToB ¢ MADSAM coxpansuin MyJIbTH()OKAIBHOE U
ACUMMETPHUYHOE paclpeziejieHUe MTOpaKeHUs TP HAOII0-
neany Ha mpoTspkeHmm 10 ser. Martinez-Thompson et
al. [47] oTmeTHM, Y4TO B WX TPYyIIIe TAUEHTOB C TEPBO-
HavanbHBIM JguarsozoMm MMH 42% c¢ aatn-GMI1-AT u
7% 6e3 antu-GM1-AT manueHToB B AajbHeimeM ObuN
nepexBanuduuupoadsl B MADSAM B cBsizu ¢ npuco-
€IIMHEHNEM 4yBCTBUTEIBHBIX HapyuieHuid. [lomumo sToro
OTIMCaH CIy4ail MyTbTH(POKATIBHON TeMHESTHHU3UPYIOICH
CEHCOpHOI HeBpomatud [53]. MHOTHE MalueHThl HCIIBITHI-
BaloT OOJIb M napecTe3nto. YepenHble HEPBBI ITOPaKAIOTCs
y 15-26% nanuentos [29, 83] ¢ nopaxenuewm 11, 111, IV, V,
VII, IX, X, XII nap yepenusix HepBoB [41, 55, 79, 81, 84].
Cyx0XHJIbHBIE pe(IIEKChI CHHKAIOTCS WIIK OTCYTCTBYIOT B
MOPaXEHHBIX KOHEYHOCTSIX.

Chexkrp IHMarHOCTHYECKHMX METOIOB AaHAJOTHYEH
OITMCAaHHBIM paHee, CTOMT OTMETHThH JIMIIb CIICTYIOUINe
ocobennoctu a1t MADSAM: noBblieHHe ypoBHS Oenka
LCX BcTpedaercs ropaszio pexe B CpaBHEHUH C TIPOUYUMU
dbopmamu — B 60—82% [25, 63]. Viala et al. [83] B cBoeM
HCCIIEJOBAaHNU U BOBCE YCTAHOBHWIIM, UYTO CPEAN HX TaIH-
eHTOoB ypoBeHb Oenka L[C)XK Obur B mpenenax HOPMBI Y
67%.

ITpu mposenennn cOHMI" umeercs Takoil e NPOLEHT
HEPBOB C BEPOSITHBIM OJIOKOM IPOBEICHHS WU YBeJHue-
HHEM MHUHHMMAJIbHOH JIaTeHTHOCTH F-BOJNHBI Kak W Ipu

tunnyHoi XB/II1, HO MeHbIIMH IPOLIEHT HEPBOB, IEMOH-
CTPUPYIOIINX yBEIHYEHUE MPOJIOJIKUTEILHOCTH AUCTATb-
Horo M-oTBeTa, yBenMYeHHE AMCTANBbHOM JIATEHTHOCTH
u 3amemnerane CPB [46]. IIpy MADSAM B 65% nemu-
eJIMHU3ALMUST OTPaHWYEHA B IIPOMEXYTOYHOM CETMEHTE
HepBa [38]. brokm mpoBeneHns Ha NPOKCHMAIHHOM
ydacTKe HepBa BbIABIAIOTCA B 18-33% ciyuaes [81, 83].
Onucannslii panee AMNS narrepH B Oonpliel cTeneHn
XapakTepeH IS MAlMeHTOB ¢ THITMYHOM (hOpMOii, Hexenn
¢ MADSAM (53% npotus 13%) [38]. Haxe npu Hanu4Iuu
CEHCOPHBIX Kajlo0 mapamMeTpsl S-OTBETa MOTYT OCTa-
BaThCA B TIpe/ieax HOPMEI [85].

[Ipun nposenennu MPT crerenuid omnucaHa Bblpa-
JKCHHasi TUNEpTpoQHs CIUVIETCHUI C paclpocTpaHeHHUEM
Ha TPOKCHUMaJbHBIE YYacTKH MEpUPEPHUUECKHX HEPBOB
[30, 57, 66].

OTHOCUTENLHO OIEHKH J(PQPEKTUBHOCTH TEpaIyu
MIPOBEJEHO HECKOJBKO KPYIHBIX McclenoBaHui. B neiaom
MOJIOKUTEJIFHBI  OTBET Ha HMMMYHOMOAYJIHPYIOUIYIO
Tepanuio oTmedaercs npumepHo y 73% [83]. B ciyuae
MADSAM, onpeaenenue aHTu-GMI1-AT MoxeT oka-
3aThCs MOJIE3HBIM ISl PEIICHUS BOIIPOCAa O Ha3HAYEHUHU
MOHO- WJIM TOJIUTEPAINU — OTBET HA JICUCHUE OTMEYACTCS
y 80% cepoIo3uTHBHEIX U 'y 59% cepoHEeTaTUBHBIX HallH-
eHroB [47]. DddexruBHocTs Tepanun I'KC Bapbupyercs B
OoJIBIIOM JTMarna3oHe MO COOOLICHUSM Pa3HBIX aBTOPOB —
ot 33% [83] mo 72% [38, 63, 64], ananmoru4Hasi CUTyaIus ¢
npumerenneM [VIg — ot 37% [38] mo 72% [9, 63, 64, 83].

Takxe uMeeTcs ONUCAHUE, YTO MAIUEHTHI C MPEUMY-
IIECTBEHHBIM BOBJICYCHHEM BEPXHUX KOHCYHOCTEH dale
orseyarot Ha jeueHue [’ KC, nexenn na [VIg (74% nporus
52%), a y manMeHTOB C NPEHMYILIECTBEHHBIM BOBJIEYE-
HUEM HWKHUX KOHEYHOCTEH KapTHHAa IPOTHUBOIIOJIOKHA
(25% mpotus 80%) [56].

B cnyuae, xorga y nanueHTa OTMEYAETCs BbIPAKEHHBIN
MOTOpHBIH nedumuT, ecnmu Ha (QoHE TMpHeMa TNpenHH-
3omoHa wiau [VIg pa3BuBaroTCs peuuaMBbBl WM €CIU
HET PEeaKklMU Ha 3TU METOAbI JEUYECHUS, PEKOMEHOyeTcs
ucnons3oBanue I1d. Korga manueHt He pearupyer Wiu
He nepeHocuT Metoasl nepsoit muHun (IVIg, I'KC, I1D),
MOTYT OBITh HCIIONB30BAaHBI APYTHE MpEIapaTsl: a3aTHo-
npuH, TUKIohochaMul, IUKIOCIOPHH, WHTEPPEpOH-,
uHTEpPEpOH-B, MHUKOPEHONAT U MeToTpekcar [24].
OpnHako cieayeT y4uThIBaTh, YTO HA CETOAHSIIHUNA TEHb
3 (EeKTUBHOCTh WCIIOIB30BAHUSI 3THX IpErapaToB He
JIoKazana cBoei A(PEeKTUBHOCTH, MOCKOJIbKY HE MpPOBO-
JMITHCh Ka4eCTBEHHBIC MCCIIECIOBAHUS C MO3ULIUH J0Ka3a-
TEJILHOW MEIUIINHBI.

3aknouenue. Ha OCHOBaHMM NPOBEICHHOTO aHAJIHM3a
JUTEPaTypHBIX JAHHBIX, MOXXHO CJEJIaTh BBIBOZA, YTO
coppemennas knaccudpukarms XB/II EFNS/PNS B
MEPBYI0 OYepehb OCHOBAHA HAa KIMHUYECKHUX MpOSIBIIE-
HUsAX U JaHHeix cOHMI, xoTopast He Bcerma IMO3BOJIAET
MOATBEPANTD JIEMUCIMHU3NpYIOIIEee MopaxeHue. Bmecte
C TEM, OTCYTCTBHE YETKHX KPUTEPHEB aTUIHMYHBIX (HOpM
CO37IaeT 3HAYUTEJIbHBIC TPYIHOCTH AWArHOCTHKH, YTO
CKa3bIBAETCS Ha BBIABICHUU M PEATIbHOMN OIEHKE PacHpo-
CTpaHEHHOCTH, a BrocieacTBuu u uzydyenun XB/III B
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nenoM. Crenyer MOTYEPKHYTh, YTO Ha CETOMHSIIHUI
JICHb CYIECTBYIOT 3HAYMTEIbHbIE TPYJHOCTU B CUCTEMA-
tu3anuu XBJIIl, moHMMaHWM TATOTE€HETUYECKUX, MaTo-
(DU3HOJIOTHYECKUX MEXaHM3MOB BOBJICUSHHUSI PA3IHMYHBIX
ydacTkoB mnepudepmueckoit HepBHOH cuctemsl (ITHC).
B cBs131 ¢ 3THM, IpencTaBiseTcss HEOOXOIMMBIM CO3IaHHE
HOBOW Kiaccu(uKanuy, KoTopas OyneT ydYHTHIBaTb He
TOJBbKO KJIMHUYECKHE IPOSBICHHSA, HO U YPOBEHb IOpa-
xeHus ITHC, BbIABIsIeMBI MO pe3ynbTaTaM MHCTPYMEH-
TaJIbHBIX METOIOB JAWArHOCTHKH. OCOOEHHO aKTyalbHBIM
9TO TpeICTaBIseTcs Ha (DOHE ONUCHIBAEMBIX HOBBIX
¢opm XBAII, Takux kak XB/II ¢ anTHTENIaMu K Heiipo-
¢dacumay 155/186, XBAIl ¢ aHTHTeNnaMu K BHUHKYJIHHY,
XBAII ¢ anturenamu k kontaktuny I, XB/III ¢ mopasxe-
HUEM MHEJIMHA IIeHTpalbHON HepBHOU cucteMsl, XB/III ¢
OCTPBIM HA4aJIOM H Jp.
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