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PecnybnMKaHCKMN KNMHUKO-ANArHOCTUYECKUN LIEHTP N0 AeMUENUHU3NPYOWMM 3abonesanmam M3 PT,
r. KazaHb

KomnnekcHoe nccnegosaHme XpoHUYECKMX
AN3UMMYHHbIX HEBPOMNATMM C NOPAXEHUEM
MUENMHA LEHTPANIbHOU HEPBHOM CUCTEMBI

ObcnedoeaHo 40 60nbHbIX ¢ QU3UMMYHHBIMU HE8PONamusmMu, u3 kKomopbix 15 6onbHbix XBLIM ¢ KNUHUYECKUMU U napakiuHuYe-
CKumu npusHakamu nopaxeHusi UHC. BbissicHeHo, Yymo nopaxeHue LHC npu XBAI knuHuYecku mMoxem nposasnsgmscs nupamudHoll
U MO3Xe4YKosou cumMrnmomamukou, 2naszodeuaameribHbIMU HapyweHusamu. Cywecmsyrom gapuaHmal CyBKMUHUYECKO20 NopaXxeHus
LHC e hopme nepuseHmpukynsapHsix o4azoe Ha MPT u usmereHust 3Bl no demuenuHusupyrowemy murny. XBAI ¢ nopaxeHuem LIHC
Yacmo accoyuuposaHa ¢ M-eammanamued, 6enkogo-knemodHol duccoyuayuel 8 NUK8ope, Hanuyuem 6 Yyacmu criydaes cneuuchu-
HeCKUX UMMyHO2r100ynuHos npomusg eaHanuo3udos GM2, GM4, cynbchamudos, pexe — ¢ 0nu20oKIoHanbHbIMU UMMYHO2106YnuHamMu
knacca G 8 5iukeope, 4mo 0eMOHCMpPUpPyem namo2eHemuyecKkuli monumMopgusm 3abonesaHus.

KntoyeBble cnoBa: Ou3uMMyHHbIE HE8ponamuu, XpoHuYyeckasl gocrnanumensHas demuenuHuU3Upyrwas nonupaduKynoHespona-
musi, ropaxeHue ueHmpanbHoU HeP8HOU CUCMEMbI, MUETUH, UMMYHO2IT0BYMUHBbI.

G.M. AKHMEDOVA, L.A. AVERYANOVA, F.I. DEVLIKAMOVA, T.I. KHAYBULLIN, E.V. GRANATOV
Kazan State Medical Academy

Republican Clinical and Diagnostic Center of Demyelinating Diseases of the Health Ministry
of the Republic of Tatarstan, Kazan

Comprehensive study of the chronic disimmune
neuropathies with the myelin central nervous
system involvement

The study involved 40 patients with disimmune neuropathies, of which 15 patients with CIDP and clinical and paraclinical signs
of CNS involvement. It was found that the CNS involvement in CIDP is clinically manifested by pyramidal and cerebellar symptoms,
eyes movement disturbances. There are variants of subclinical CNS involvement in the form of perivetricular lesions on MRI and
demyelinating changes of VEP. CIDP with CNS involvement often associated with M-gammopathy, protein-cell dissociation in the
cerebrospinal fluid, the presence in some cases of immunoglobulins vs. ganglioside GM2, GM4, sulfatide, rarely with oligoclonal

immunoglobulin G in the cerebrospinal fluid, which demonstrates the pathogenetic polymorphism of the disease.
Key words: disimmune neuropathies, chronic inflammatory demyelinating polyradiculoneuropathy, central nervous system

Involvement, myelin, immunoglobulin.

Ou3nmmyHHble HeBponatuu (OH) — rpynna npuob-
PETEHHbIX HeBponaTunh, npeacTaBnArwWas akTyanbHYH
CoOUNanbHO-3KOHOMMUYECKYIO NPOBieMy HEBPONOrnu, cpe-
OV KOTOpbIX Hanbonbliee 3Ha4YeHUe OTBOAMUTCA XPOHUYe-
CKOW BOCManuTenbHOW AeMUEenuHU3upyoLllen nonupann-
kynoHesponatuu (XBLI). XBAlN otnu4yaetcs He TONbKO
HEYKNOHHO YyBEeNnMYMBalLWENCA pacnpoCTPaHEHHOCTbIO,
pocturarwowen 10 donbHbix Ha 100 000 HaceneHus, HO U
CKIMOHHOCTBIO K NPOAOIMKUTENBHOMY TEYEHUD, TAXKENMbIMU
WHBanNMan3npyroLwmumMmmn nocneacTtBusMm, a Takke HenocTa-
TOYHbIM pEerpeccomMm B OTBET Ha CYLIEeCTByKLIee nedyeHue
[1].

C TOYKkM 3peHuns aTnonorum u natoreHesa XB/IM secbma
reteporeHHa. Hapsaay c nepsuyHon dopmon (XBOM Ttuna

1) onucaHo MHOXeCTBO cryyYaes 3abonesaHua, pa3susato-
LIMXCA Ha (POHEe pas3nuyHou cuctemHon natonoruun (XBOI
TMNa 2). XpOHUYECKUX NHMEKUMN, HEONNACTUYECKUX NMPO-
LIECCOB, KONMareHo30B 1 0COBEHHO YacTo — napanpoTeun-
HEMWU HeonpeaeneHHoro 3HavyeHuns. MI3BecTHo, 4To B pas-
BUTUM [1H y4acTBYyOT Kak KMeToYHble, Tak U rymoparnbHblie
WMMYHHbIE MEXaHU3Mbl, NMPUYEM UX BKNag B naTtoreHes
BapbUpyeT B pasnuyHbiX noarpynnax nauneHtTos. HekoTo-
pble [1H accounnpoBaHbl C HANMYNEM UMMYHOIMOBYNMUHOB
knacca M u/unu G (Ig M, |Ig G) NnpoTUB MUKONPOTENHOB U
raHrnnosmgos (GM, GD, GT, GQ 1 1.4.), 3aKkcnpeccupyeMbix
Ha NOBEPXHOCTU MeMbpaHbl LLBAHHOBCKUX KNETOK UNU B
obnactn nepexsatoB PaHBbe. [Mpn 3TOM crnekTp nopaxae-
MbIX aHTUTEHOB OTpa)aeT 0CODEHHOCTU KITMHUYECKOW Kap-
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Tabnuua 1.

Nemorpadcduyeckue U aHaMHeCcTU4YeCKue AaHHble DOonbHbIX B rpynnax (abc. — abcontoTHOE KONUYECTBO MaLUEHTOB)

lNokaszatenu Mpynna | (n=15) pynna Il (n=25)
Cpennuin BospacT, net [M(SD)] 40,4 (5,2) 51 (7,2)
COOTHOLLEHNE MY>XYUHbIKEHLLUHBI (abcC.) 9/6 17/8
CpeaHsasi NpoaormkuTensHocTb 3abonesaxus, mec. [M(SD)] 17,3 (4,8) 18,1 (6,2)
Tun Te4yeHus: pe%mnnanpymmmﬁ/xpOHqucmﬁ NPOrpeccupyroLLni 8/7 9/16
unu moHodasHbin (abc.)
CouetaHue ¢ cuctemHomn naronoruen (abc.) 1 4

Tabnuua 2.

KnuHuyeckas xapakTepucTuka, pesynbTaTbl HEUPO(PU3NONOrM4eCcKoro ccneaoBaHus u MPT y 6onbHbIX € ¢hop-

mon XBOMN c nopaxenuem muenmHa LUIHC (n=15)

[Nokazarenu KonuyecTso nalueHToB

KnuHuyeckue npoasneHus nopaxenuns LIHC 11
[MupamMunaHbii CUHOPOM 5
Mo3Xe4KkoBbI CUHOPOM 4
CuHOpOM MuenonaTmnm 3
[ma3oaBuraternbHble HapyLeHUs 5
XpoHOMorMyeckas NocneaoBarensHOCTbL BO3HUKHOBEHNSA CUMITTOMOB MOPaXKEeHWUS LIHC

[10 NOSIBNEeHUsi NPU3HAKOB NopaxxeHusi nepudepuyHecKon HEPBHOW CUCTEMDI 4
OQHOBEGMGHHO UM NOCne NOSIBMEHUsi NPU3HaKoB NopaXeHus nepugepuyeckomn v
HEPBHOW CUCTEMbI

Oyvaru gemuenuHuanpyoLlero xapaktepa Ha MPT ronoBHOro mo3sra 10
Oyaru aemuenuHusnpyollero xapakrepa Ha MPT cnvHHOro moara 3
MpU3HaKM EMUENUHU3UPYIOLLETO MOPAKEHUS 3PUTENBHBIX MyTEW NO JaHHbLIM 3BI1 S

TUHbI U TeyeHns 3aboneBaHuUsA, B YaCTHOCTU CBSA3bIBAHUE
|g ¢ ranrnuosmgamun GM1 n GD1a, knuHu4eckn NpoABns-
eTCs OCTPO MOTOPHOW aKCOHanbHOW MoruMHeBponaTuen,
Toroa Kak cesabiBaHue c ranrnuvosuaamm GD1b, GD2 —
XPOHWYECKON aTakTU4eckon nonuHesponaTtuen [2]. Tem He
MeHee [0 HACTOSALWEro BpeMeHN TPUITePHbIA ayTOaHTUIeH
XBOM He uvpaeHTudUUMpPOBaH, YTO 3aTpyaAHSAET npoBee-
HUE CBOEeBpEMEHHOM NabopaTopHO ANnarHoCTUKKM 3abone-
BaHUA.

CNOXHbI! U BO MHOIOM HEe onpeaeneHHbl natoreHes
XB[MN obycnaenueaeT ee KnuHu4eckoe pasHoobpasue. B
TUMUYHBIX crydYasax 3aboneBaHne XxapakTepu3yeTCsH Xpo-
HUYECKOW NPOrpeccUpyroLLen Mnu peunaneupyrollen cna-
HOCTbI, HapyWweHUeM 4YyBCTBUTENbHOCTU U CHUXEHUEM
MW OTCYTCTBUEM CYXOXWMNbHbIX Mponpuopednekcos BO
BCEX YeTbIpeX KOHEeYHOCTAX U B 4YacTu cry4yaeB nopaxe-
HUeM vepenHbix HepeoB. Ho B 15-20% cny4aes KnuHu4e-
ckue nposisneHna XBA otnuyaoTca OT BbllleyKa3aHHbIX:
CYLLECTBYKOT acCCUMETPUYHbIE, WCKMIOYNTENbHO [BUra-
TenbHbIE UMW CEHCOopHble U cTepThlie opMbl 3abonesa-
Husi. Bapuauusm noaBepXeHo u TedeHue 3aboneBaHus,
KOTOpOEe MOXET OblTb XPOHUYECKUM MOHOMA3HbIM, XpO-
HUYECKM NporpeccupyowmmM 1 peumavsupyowmm. Cyule-
CTBYIOT U POPMbl C OCTPbIM Ha4anom, KNMHUYECKN Hano-
MUHamowme cuHapom uineHa — bappe. HeyamButenbHO,
4yTO, HEecMoTps Ha paspaboTaHHble YHUPUUMPOBAHHbLIE
KIMUHUKO-NabopaTopHble AUArHOCTUYECKUE KpUTEPUN, Oun-
arHocTuka XB[M Hepeaoko npeacrtasnaet TpyAaHocTu [3].
N3 BCex aTunuyHbix BapuaHtoB [H Hambonee cnopHowu
v ManousydeHHon octaetcsa copma XB[IT ¢ nopaxeHu-
eM MUEenuHa LeHTpanbHon HepsHou cuctembl (LIHC), npu
KOTOPOW NONVHEBPOMNATUS COYETAETCHA C KMUHUYECKUMU U/
unu MPT-npusHakamu nopaxeHus benoro seujecrtsa ro-

HEBPOJIOTUAl. NEUROLOGY

NTOBHOIMO W CMWUHHOrO MoO3ra, HanoMuHawwWMMU TakOoBbIE
npu pacceaHHom cknepose (PC) [4]. O4eBnaAHO, 4TO NO-
CTaHOBKa NpaBMNbHOrMO AuvarHo3a B 3TOM Cllydae MOXeT
npeacTasnsaTh 0cobble 3aTpyAHeHUs, 4To HebnaronpuaT-
HO cKa3sbiBaeTcs Ha nporHose 3aboneBaHwus, MNOCKOMbKY
paHHee Ha4yano crneundu4eckou Tepannum UMEET KpUTu-
yeckoe 3HayeHue ans nporHo3a. C y4yeToM BbILLIEWU3NO-
)XEHHOro npeacraBnsaeTcs akTyanbHbiM npoBedeHue WUc-
crnenoBaHus, HanpaBneHHOoro Ha yTouHeHUe KIMUMHUYeCKnX
W napaknuHU4ecknx ocobeHHOCTen BapuaHTHOU POpMbI
XBOMN ¢ nopaxexnnem muenuHda LUIHC B conocTtaBneHuu c
apyrumu cbopmamum [H.

Martepuanbi u MeTOAbL:

B ycnosusax PecnybnukaHCKoOro KIuMHUKO-AWarHoCTu-
4eCcKOro LUeHTpa no AeMUEenMHU3npyLnumMm 3aboneBaHnam
MuHucTepcTBa 3apasooxpaHeHuns Pecnybnuku TatapcraH
(PKOL O3 M3 PT, www.rkbvl.ru) obcnegosaro 40 6onb-
Hbix ¢ XBOl, koTOopble B 3aBUCUMOCTU OT HanNuUyusa Unwu
OTCYTCTBUS KNUHUYECKUX U NapaknnHU4eCKUX Npu3HaKkos
nopaxexus LIHC 6binu pacnpeaeneHbl Ha ase rpynnoi: |
rpynny (n=15) coctaBunun BGonbHbie XBMAI1 ¢ npu3Hakamu
nopaxenus muenuHa UHC; Il rpynny (n=25) — nauuen-
Tbl 6e3 npuaHakos nopaxenus LIHC. [duarHo3 XB[I1 Bbl-
cTaBnancsa B coorBetrcTBun ¢ kputepusmu EFNS (nepe-
cmoTp 2010 r.), c obsizaTenbHbiM NpoBeAeHUEM CTUMYINA-
LuMoHHOW anekTpomuorpadpum (Henpo-MBI1, Henpocodr,
Poccus) ans oueHKU nNpoBOAUMOCTU MO HEPBaM BEPXHUX
U HWKHUX KOoHeuyHocTen. B obeux rpynnax komnrnekc ob-
cnefoBaHuin DONbHbIX TakXkKe BKIYan 3puTernbHble Bbi-
3paHHble noTeHuuwanst (3Bl1; HenpoH-cnekTp-4BI1, Hen-
pocodT, Poccusi), MarHMTHO-PE30HAHCHY TOMOrpaduio
(MPT) ronoBHOrO # CMUHHOIO Mo3ra ¢ CUNOW MarHUTHOrO
nons 1,5 T, pyTUHHbIE aHanNn3bl KPOBU U CKPUHUHT Ha Haw-




“1-1 (68) ceHTabpbL 2013 1.

Tabnuua 3.

MPAKTUHECKAA MEOMUMHA /PRACTICAL MEDICINE n 85

Pe3ynbTaTkl UCCNeAOBaHUA CbIBOPOTKM KPOBM U NTUKBOPA MeTOAAMM renb-3fekTpodopesa ¢ n3o3anekTpodokycu-
poBaeM, UMMYHOOOTUHIOM U TBepAoda3HbLIM UMMYHOMEPMEHTHLIM aHaANU30M

[MNokasaTtenu [pynna | [pynna

benkoeo-knetoyHas anccoumaums (NoBbilLEeHNe KOHUEHTpauu 6enka npu Hop- 5 6
ManbHOM KOSIUYECTBE KIETOYHbIX 3/IEMEHTOB)

[enb-anekTpogopes ¢ n3oanekTpodokycuposaem (abc.) 12 8
MoHoknoHanbHble hpakuum Ig M/G B ceiBOpoTKe KpoBu (abc.) 2 5
OnuroknoHanbHble dpakumm Ilg M/G B chiBopoTKe Kposu (abc.) 0 0
MoHokrnoHansHble ppakuum Ig M/G B nukeope (abc.) 0 0
OnuroknoHanbHble dpakuum Ig M/G B nuksope (abc.) 2 0
VIMMyHOOOTUHT U TBEpAodasHbI UMMYyHOMEPMEHTHbIN aHanu3 (abc.) 12 8
CbiBopoToyHble Ig G npotue GM4 (abc.) 1 0
CbiBopoToyHble Ig G npotus GM2 (abc.) 2 0
CbiBOpoTOYHbie Ig M npotns GM2 u cynbdaTtuaos (abe.) 1 0
CbiBopoTo4Hble Ig G npotue GM1 (abc.) 0 1
CbiBopoTOoYHble Ig M npotne GT1b (abc.) 0 1
IluksopHble |g G npotus cynbcaTtuaos (abe.) 1 0

Tabnuua 4.

Accouurauum mexay BbiSBNeHHbIMU cneunduyeckumm Ig u BapuaHTamm nopaxeHus muenuna LIHC npu XBAT

BbiasneHHble cneunduyeckue Ig

BapuaHtbl nopaxexus LIHC npu XBAnM

CbiBopoToyHbie Ig G npotus GM4

Mo3xeuykoBas atakcus C MHTEHUMOHHbBLIM TPEMOPOM B KOHEYHO-

CTAX N HWCTAarMom

CbiBopoTo4Hble Ig G npotus GM2

[1ByCTOPOHHUI NUpPaMUAHbLIA CUHAPOMOM, NEPUBEHTPUKYNSPHbIE

ovyarn Ha MPT

CbiBopoToYHble Ig M npotue GM2 u cynbdaTu-
A0B + MOHOKNOHarnbHble Ig G B CbIBOPOTKE KPOBWU

CybknuHnyeckn nsmeHeHHsle 3Bl no aemuenuHmnamnpyoLemy
TUny (BCcneacteue Herpybou ABYCTOPOHHEN 3pUTENBLHOM HEBPO-

naTtuun)

IluksopHble Ig G npoTuB cynbdaTuaos + onuro-
KnoHaneHble Ig G B nuksope

HenonHasa nonepevHas MuenonaTusa (HWKHUIM Nnapanapes, Osy-
CTOPOHHUK cumnTomM babuHckoro, HapylueHne yHKLUUN Ta3oBbiX

OpraHoB Mo LeHTpansHOMY TUny)

bonee 4acTto accounmpoBaHHbie ¢ [ cucteMHblie 3ab0-
nesaHua (renatut B u C, BUY-undekuus, Bupyc repneca
Jyenoseka |-V tunos). ¥ 20 GonbHbiX (B | rpynne n=12;
BO Il rpynne n=8) onpHOBpeMeHHO M3yyeHa CbIBOPOTKa KpO-
BW U JIMKBOP Ha Hanuyine MOHO- UMK ONUIroKNoHanbHbIX
Ilg M/G metonom renb-anekTpodopesa ¢ U30anekTpodo-
KycupoBaHuem (M3®; Hydrasis 2 scan, Sebia, ®paHuus),
meTonomMm ummyHonoTtuHra (Anti-Gangliosid Dot, Medipan,
[epmanns) n TBepgodasHbiM UMMYHOMEPMEHTHBIM aHa-
nu3om (GanglioCombi, Buhlmann, Nl’epmaHus) — Ha Hanu-
yune Ilg M/G npotue ranrnuosnaos GM1, GM2, GM3, GM4,
GD1a, GD1b, GD2, GD3, GT1a, GT1b, GQ1b u cynbpa-
T™MOOoB. [1NSA ocyuwlecTBNeHUs AaHHbix nabopaTopHbIX aHa-
NA30B NpeaBapuTenbHO bbin HakonneH baHk buoobpa3suos
CbIBOPOTKM KPOBM U NUKBOpPA, XpaHUBLLUNECS Npu TeMmnepa-
Type —40°C. UccnenosaHue BbINOMHEHO B paMKax rpaHTa
[lpe3npeHTa Poccuiickon Pegepaumm ana rocygapcreeH-
HOW NOAAEPXKN MOMOAbLIX POCCUMACKUX YYEHbIX — KaHOW-
natos Hayk (MK-4316.2012.7).

PesyneraTth! n obcyxaeHue:

OcHoBHble gemorpaduyeckne 1 aHaMHecTMYeckme qaH-
Hble DOMbHBLIX B rpynnax npeactaBneHbl B Tabn. 1, knu-
HU4eckue, Henpodguanonornyeckne n MPT navHble 60nb-
HbiX | rpynnbl — B Tabn. 2. B | rpynne npocnexuBanacs
TEHOAEHLMA K bonee MonogomMy Bo3pacTy BonbHbIX C Mo-
paxeHunem LIHC. CpegHsas npopomkutenbHOCTL 3abone-
BaHus Oblna conoctaBuma B 0bewnx rpynnax. B | rpynne

~ PACCESIHHbIV CKJNIEPO3. MULTIPLE SCLEROSIS

Yyaule Habnwganu peunguBupyoWnin Tun tTedeHmna XBOIM.
B | rpynne y 1 6oneHoro 3abonesaHue covyeTanochk ¢ MHO-
XecTBeHHOU muenomon. Bo Il rpynne 3adukcuposaHo 2
crny4yasi XpoHu4yeckoro BupycHoro renatuta C, 2 cny4as
A3BEHHOro Konura.

B | rpynne pomuHupoBanu atunuyHblie BapuanTsl XBOM:
aTakTU4eCKnUn, MynbTUOKanbHbIN U CEHCOPHbIA BapuaH-
Tbl (puc. 1). KnuHunyeckne nposiBneHus nopaxexHus LIHC
Habnmoaanu y 11 6onbHbiXx 1 BbiNM NpeacTaBneHsl nupa-
MUAHBIM CUHOPOMOM (MOBbILLEHUE CYXOXWUITbHbIX NPOMNPU-
OpemnNeKcoB, NaTtoNnorMyeckne KUCTeBble U CTOMHbIE ped-
JIEKCbI, OTCYTCTBUE KOXHbIX MOBEPXHOCTHLIX pedneKkcos),
CUMNTOMamMu HENOJTHOU rPyAHOU NONEePEeYHOn MuenonaTnm
(UEHTPanbHbIV Napanapes C NPOBOAHUKOBbLIMU HapYLLEHW-
AMU HYBCTBUTENbHOCTU, HApPYLUEHUAMU DYHKLMUNA Ta30BbIX
OopraHoB), OAHOCTOPOHHEW/ABYCTOPOHHEN MO3XEYKOBOM
aTakcmen C UHTEHUUMOHHbIM TPEMOPOM B KOHEYHOCTSIX, a
TakxKe CTBOJIOBbIMM HapylUEeHUAMU TNasonBwkeHUn (Hu-
cTarm, HapyLweHune accouMnpoBaHHbIX OBMXEHUN rMa3sHbiX
A6nok). B 4 cnyyasx (cMHOpOM nonepeyHon muenonaTtuw,
MO3Xe4yKoBass CMMNTOMartuka U CTBOSIOBblE HapylleHus
rmasoaBwxeHnn) nopaxexHne LUIHC Ha 2-6 mecsues npep-
liectsoBano pa3sutuio cobecreeHHo XBI, B ocTanbHbIX
7 cny4vaax npu3sHaku BosnedeHus LIHC passunucek oagHo-
BPEMEHHO UNK Nocre NosABNeHUA CUMMTOMOB CO CTOPO-
Hbl Nnepudepunyeckux HepeoB. MNpu 3ToOM BO Bcex cny4asx
NPU3HaKKM NOpaxXeHusa nepugepuyeckux HEpPBOB KIMHUYE-
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PucyHok 1.
PacnpegeneHune 60nNbHbIX B rpynnax B 3aBUCUMOCTM
OT BapnaHTa nopaxeHus nepudepuyecKknx HepBoOB

0% 50% 100%

@ Twnwaxan XBA N B ATaKTWwieCcKWA BapMaHT

O MynbTwhokanibHbiM BapuaHT B [1MCTanbHbIV BAapHUaHT
B CeHCOpHbIW BapyaHT O Mpouwne

CKW JOMUHUpOBanu Hag cumntomamum nopaxeHus LIHC.

Mo gaHHbiM MPT, y 13 6onbHbIX | rpynnbl oBHapyXeHbl
ovyarn geMuenunHu3Iupyrulero xapakrepa: nepuBeHTpUKy-
NApHbIE B 7/ cny4yasax, B obnactu Mo3onucToro tena — B 5,
B obnacTtu mocta — B 2, B obnacTtu nonywapus Mo3xeyka
— B 1, B CNMMHHOM Mo3re — B 3 cny4asx. B 6 cny4yasax oya-
M BbiNn eanHUYHBbIMKU (00 3), Y OCTarnbHbIX UX KONMUYECTBO
cocTtasnano ot 4 0o 9. Y 2 BonbHbIX C HANMUYUEM UHTEH-
LUMOHHOro Tpemopa U HucTtarmMa o4aroBbl U3MEHEHWUN COo
ctopoHbl LUHC, no gavHeim MPT, He BbissBneHo. lNaTtTepH
nameHeHns 3Bl no gemuennHusnpyruwemy tuny B | rpyn-
ne otMeyeH B 5 cnyyasx. B 4 cny4asx nopaxenune LIHC
ObINO BbLIABNEHO TOMNLKO MO AaHHbIM MPT (nepuBeHTpUKy-
napHole oyaru) n 3Bl (aemMuenuHuanpyrollee nopa)xeHue
3PUTENBHbLIX NYTEN).

Pe3ynbTaTtbl nCCnegoBaHUs CbiBOPOTKU KPOBU U NIUKBOPA
N Ux accounauuma c sapuaHtamu nopaxeHus LUHC npen-
cTaBneHbl B Tabn. 3 n 4 coorsetrcTBeHHO. 1o AaHHbIM KNK-
Hu4yeckoro aHanuaa nukeopa B | rpynne (n=3) n Bo Il rpyn-
ne (n=6) BbigBneHa benkoBo-kneTo4Haa auccoumauus. o
pe3ynstatam renb-anektpodgopesa c N3P B | rpynne (n=2)
n Bo |l rpynne (n=5) B CbIBOPOTKE KPOBU BbISABMNEHbLI MOHO-
knoHaneHsble Ig M (n=3) n Ig G (n=4). B 1 cnyyae XBAI
c nopaxeHnem LUHC moHoknoHanbHblie |g bl obycnos-
NeHbl MHOXECTBEHHOW MUENOMOW, OCTalnbHbie Cny4yau UH-
TEPNPETUPOBaHbl Kak napanpoTteuHemMus HeonpeaeneHHo-
ro 3HayeHus. Y 2 bonbHbIX | rpynnbl B nukeope obHapy-
XXeHbl onuroknoHansHblie dpakuun IgG, oTcyTCcTBYOWMKE B
CbIBOPOTKE KPOBW, 4YTO CBMAETENbCTBYEeT 00 UX uUHTparte-
kanbHOM cuHTe3e kak npu PC. [No pedynstataMm MMMYHO-
AO0TUHTaA B | rpynne B CbIBOPOTKE KPOBW BbiABMeHb! Ig G
npotus GM4 (n=1), Kk GM2 (n=2), ogHoBpemMeHHO K GM2 1
cynedartuay (n=1). ¥ 1 6onbHoro | rpynnel B NMUKBOPE Bbl-
aBneHbl Ig G npotuB cynbarngoB B coMeTaHun C Onuro-

JINTEPATYPA

1. Tackenberg B. Classifications and treatment responses in chronic im-
mune-mediated demyelinating polyneuropathy / B. Tackenberg, J. D. Lun-
emann, A. Steinbrecher [et al.] // Neurology. — 2007. — Vol. 68, Ne 19. —
P. 1622-1629.

2. Pollard J. D. CIDP — the relevance of recent advances in Schwann cell/
axonal neurobiology / J. D. Pollard, P.J. Armati // Journal of the peripheral
nervous system. — 2011. — Vol. 16, Ne 1. — P. 15-23.

3. Viala K. A current view of the diagnosis, clinical variants, response to
treatment and prognosis of chronic inflammatory demyelinating polyradicu-
loneuropathy / K. Viala, T. Maisonobe, T. Stojkovic [et al.] // Journal of the
peripheral nervous system. — 2010. — Vol. 15, Ne 1. — P. 50-56.

HEBPOJIOrUA. NEUROLOGY

KnoHanbHbIMKW ppakuusamu Ig G. Bo |l rpynne B cbiBOpoOTKE
kKpoBwu obHapyxeHbl Ilg G npotue GM1 (n=1), Ig M npoTtus
GT1b (n=1).

Takum obpasom, nopaxenHune muenuHa LUHC npu XBAOIT
npu TLWATEeNbHOM HEeBpPOnorn4yeckom obcnenoBaHuu Ao0-
CTaTO4YHO YacToe sBreHue U npeacrasneHo Bapuabens-
HbIMW CUHOpPOMaMWU MUENonaTun, CTBOMOBLIMU U MO3XKEY-
KOBbIMW HapyLleHUAsMU, nmpaMumgHoOu CUMNTOMaTUKOMN,
KOTOpble MOTyT BO3HUKATb Kak [0 MPU3HAKOB MopaxeHus
LUIHC, Tak n ogHoOBpeMeHHO C HUMU. Hepeako nopaxeHue
LIHC npotekaetr cybknuHu4yeckmn B chopme Heccumntom-
HbIX o4aroB aemuenuHusdaumm Ha MPT vunu nameHeHus
3Bl1 no gemunennHusanpyrouwiemy Tuny, YTo cornacyertcsi
OAaHHbIMW NUTEeparTypHbIX UCTOYHUKOB [5, 6]. XB[I'1 ¢ nopa-
xeHnem LIHC gocratoyHo 4acTto accoummpoBaHbl C MOHO-
KNOoHanbHOW rammanaTtuen B CbiBOPOTKE KPOBW, DEnKoBO-
KNeTo4YHOU guccouuaunen B NMKBOPE, peXe — C Onuro-
knoHanbHbiMU |g G B nNUKBOpe, YTO CBUAETENLCTBYET O
reTeporeHHOCTU naroreHesa nopaxeHus muenuHa LIHC.
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[laHHble ayTOaHTUreHbl, N0 BCENn BUAUMOCTU, Npeacrasne-
Hbl HA NOBEPXHOCTU KNEeTo4YHON MeMbpaHbl Kak LWBaHHOB-
CKUX KIeToK, Tak U onurogeHapouuToB, Yem, BO3MOXHO,
n obycnasnuBaeTcs nepekpecTtHoe pearvposaHue |g npu
ON3MMMYHHOM npouecce, Bbi3blBalllee 0HOBPEMEHHOEe
nopaxeHue nepugepuyeckux HepBoB 1 Benoro BellecTBa
LIHC. B 10 e Bpems B nonosuHe cny4yaes (B 6 3 12)
XBAlN ¢ nopaxeHnem LUIHC kakux-nnbo cneuynduyeckux
CbIBOPOTOYHBIX/NIMKBOPHbLIX |g K uUccneayemMomy CnekTpy
raHrmmo3naos U cynb@aTtngoB BbiIABUTb HE yaanocb, 4TO
TpebyeT npoBegeHuUs garnbHeuLWero nccnegoBaHua no no-
UCKY TPUTTEPHbIX ayTOaHTUIEeHOB.

B npaktudyeckom nnaHe BapuaHTHyi dopmy XBIOl c
nopaxeHuem LIHC cnegyer yyuteiBath npu gundpdepen-
unaneHon aunarHoctuke PC n gpyrumum octpeiMu [1H ¢ no-
paxeHunem LUIHC, Takon Kkak nepekpecTtHbin cuHapom Mwun-
nepa ®uwepa (CMd)/cTtBonoson aHuedanut bukkepcra-
da (C3b). B nepsom cny4yae, B otnnymne ot PC npu XBTl
c nopaxeHuem LIHC, B knuHn4yeckon kaptuHe B aebrTte u
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BAKT 3Ha4YUTENbHO pexe, yem npu PC. Bo BTopom crny4yae
nepekpectHolin cuHgpom CMO/C3B nomumo ocobeHHo-
CTEWN HEBPOSIOrMYECKOW KapTUHbI OTNMUYaeTCsl OCTPbIM Ha-
4anom C A0CTaTOYHO BbICTPLIM PErPeccoM CUMMTOMAaTUKK
n Hanuyuem |lg npotus rannuosmngoe GQ1b, Torga kak npwm
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