PACESHHDBIV CKJIEPO3
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HereHepaTtveHoe 3abonesaHve,
rnopa)kawowiee LeHTpansHyo
HEPBHYHO CUCTeMy HewnpoH

» MMyHHas cucrema 3p0poBbIA =
aTaKyeT HepBHbIE KNETKH MUENUH

HepBeHLIe BoNOKHa,
KOTOpbIE NepeaaroT
| HEepBHbLIE UMNYNLCHI

» Ha mecre nospexgeHns
obpazyetcs pybLoBas TKaHb
3aTPYAHSAIOWAR
npoxoXxaeHue HepsHoro

| CurHana

PazpylueHHas unu noepexaeHHas

= HepsHbie MuenuHosas 06onouKa
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PaccesHHbIN cknepo3 (PC) — xpoHunyeckoe
, PV KOTOPOM MopakaeTcs obornouyka
HepBHbIX BOJTOKOH FOSIOBHOIO M CAMHHOIO Mo3ra. XoTs B pa3roBOpHON
pPeYn «CKNepo3omM» YacTo HasblBaKOT HapyLUeHne B
, Ha3BaHMe «pacCesiHHbIW CKNepo3» He MMeeT OTHOLIEHNSA HU
K , HA K .« »

B J@HHOM cny4ae 03HavaeT «pybeuy, a «paccesiHHbINY o3HavaeT
«MHOXECTBEHHbINY, MOCKOSIbKY OTNMYnTENbHast 0COOEHHOCTb BONe3HN
Npu NaTorioroaHaTOMNUYeCKOM UccrnenoBaHUM — Hanmune paccesiHHbIX
Nno Bcen 6e3 onpegeneHHomn
rnokanmsauum ovaros — 3aMeHbl HOpMasribHOW HEPBHOM
TKaHW Ha COeaNHUTENbLHYI. PaccesiHHbIN CKIlepo3 BnepBble onucan B
1868 rogy XXaH-MapTteH LLapko




PACCESIHHBIU CKJIEPO3: PO
BUPYCOB

B cbiBopoTke 1 CMXK 60MbHbIX paccesiHHbIM CKNepo30M MOBbILLEH
TUTP aHTUTEN KO MHOIMM BUpPYyCaM, B TOM YUCIIE€ KOPU, NPOCTOro
reprneca, BEeTPAHOW OCnNbl, KpacHyxu, dnwtenHa-bapp, rpunna C u
HEKOTOPbIM LUTaMMaM Bupyca naparpunna. Kpome Toro, B TKaHAX
N DNONOrNYECKUX XKUOKOCTAX DOSbHBbIX OOHAPYXEHbI HEKOTOPLIE
apyrue BMpycbl UnNn nx aHtureHsl. NokasaHo, 4YTo B

4acCTO BbISIBMSAKOTCA aHTUTEHbI reprecesupyca
yernoseka Tuna 6. OgHaKo noka He OOHapPYXEHO Kaknx-nnmbo
BUPYCOB UIN UX YacTul, KOTopble BCTpevanucb Obl MOCTOSAHHO U
TONBLKO NPU paccedaHHOM CKIepo3se.




PACCESIHHBIN CKJIEPO3:
TEHETUUYECKUE ®AKTOPLI

[NaHHble NONYNALUNOHHbIX, FreHeanorn4ecknx u 6yiIM3HeLoO0BbIX
nccneaoBaHUM, a TaKXKe N3YyYeHUS NPUEeMHbIX AeTen
YKa3bIBalOT Ha HacneACTBEHHYIO NpeapacnonoXeHHOCTb K
paccesiHHOMY cKnepo3y. U3BeCTHbI ceMeunHble crny4vau
Oone3Hun, N0O3TOMY POACTBEHHUKU OONBLHOro nepBon, BTOPOU
N TPeTben CTeneHU OTHOCATCSA K rpyrnne pucka paccessHHOro
cKnepoa3a. lna poaHbIX OpaTbeB U cecTtep 60NMbLHOro
BEPOATHOCTb 3TOro 3aboneBaHnNsl B TEYEHUE XXU3HU
coctaBnset 2-5%, a Ana poauteneu n getem oHa HeCKOJbLKO
HUXe.




Mo AaHHbLIM reHeTU4YeCKNX U XPOMOCOMHbLIX UCCIlea0BaHUM,
OOHOM N3 reHeTUYEeCKNX AeTePMUHAHT ABNATCA reHbl HLA
Ha 6-u xpomocome . AHTUreHbl HLA HeoGxoaumbl ons
pacno3HaBaHUA YyXepoaHbIX BewecTB T-numdouutTamum.
lNMpeapacnonoXeHHOCTb K pacCessHHOMY CKrepo3y CBfi3aHa C
annenem HLA-DR2 HLA knacca Il u cooTBeTCTBYHOLLIUM
rannotunom HLA-DRB14501 , HLA-DQA1*0102 ,
HLA-DQB1*0602 . [lanbHeUuwine nonbITKU JTIOKarim3oBaThb
reHeTn4yeckumn gedekrt Ha yyactke DR-DQ Obinu
Oe3ycnewHbIMU U3-3a CUNTBHOTO CLUEeNnfIeHNA reHoOB B 3TOU
obnactu. B pazButum paccessHHOro ckneposa y4yacTByHOT
TaKXe reHbl 6eTa-uenu aHTUreHpacrno3HarLWmux peuenTopoB
T-nuMmdounTOB Ha 7-U XPOMOCOME , NreHbl TAXesbIX uenen
UMMYHOrNooynmHoB Ha 19-n xpomocome u (TONbKO B
PUHNAHANUN) reH OCHOBHOro 6enka mmenuHa Ha 18-u
XpoMocome .




PACCESIHHBIN CKJIEPO3:
NMMYHOJIOTMYECKUE
GAKTOPDLI

MonaratoT, YTo paccesiHHbIN CKNEepo3 - 3T0 ayTOMMMYHHOe 3aboneBaHue
, MO KpanHen Mepe YacTUYHO obycrnoBneHHoe T-numdouunTamm .

Mpun paccesHHOM CKnepo3e U3 KpPOBMU MOXHO Bblgenutb T-numdpountbl €
MyTauuen B reHe runokcaHTuHdochopmndosuntTpaHcohepasbl , KOTOpbIe
CBSAI3bIBAlOTCA C OCHOBHbLIM OefIkOM MUeriMHa. 3ta MyTauus, BepOATHO,
oGycnoBneHa AnNUTeNIbHOW CTUMYNSALUEN AAaHHbLIX KNETOoK in vivo n
cuuTaeTcs cneunduyeckon Ana paccesHHOro ckrneposa.

T-nnmcouunTtsl, pearvpyroLime ¢ OCHOBHbIM U NPOTEOSNTUNUAHBIM
6enkamu munenuHa, B CMXX 605nbHbIX pacCessHHbIM CKI1IepO30M
OOHapyXXMBalTCA Yalle, 4YeM B KPOBU. ITO YKa3biBaeT Ha
n3dbupartenbHoe HakonmneHue aytTopeakTuBHbIX T-numcouutoB B LIHC.
MNMpaMmble gokasaTenbCcTBa NPUCYTCTBUA B OnsilLLKax gemuenuHusaumm T-
numdounToB, pearMpyrowmx ¢ OCHOBHbIM GefIkoM MuenuHa, obinm
nony4yeHbl C NOMOLbLIO aHann3a nocnefoBaTesibHOCTU BapnabernbHbIX
y4YacTKOB aHTUreHpacno3Harwmux peuentopoB T-nMMQounToB .




[TOPAJKEHUWE YEPEITHO-MO3I'OBbIX
HEPBOB (1l IIAPA OFTALMICUS)

BO3HUKaeT BHe3anHoe HapyleHune 3peHnA Ha
OAWUH INnas3 (CHVI)KaETCFl OCTpPOTAa 3peHVIFI);

MYTHOCTb, NefieHa nepeg rnasom Unu YepHas
TOUYKa, KOTOpPble He NPOXOAAT B pe3ynbkraTte
MOpPraHusi;

U3MeHeHMe noneu 3peHusa (NPOCTpPaHCTBO,
BUAUMOE rnasom npu HeNOoABUXXHOW rofiose U
B3rnsaae): cyxxeHue (Barnsg Kak B Tpyoy),
BbiNageHne HapyXHbIX UM BHYTPEHHUX MOJIOBU
nosrien 3peHus;

ncyesHoBeHume LBeTHOIo 3peHnA Uiun
HeBOCMNPUATUE Kakoro-to oaHoro LBeTa,

ouwyueHune MHOPOAOAHOIO TeJia B rnaasy,

pacnnbIB4aTOCTb KOHTYPOB. HYale Bcero atu
CUMNTOMbI CBUAETENbCTBYHOT O Pa3BUTUMN
peTpobynbb6apHOro HeBpuTa.




HavanbHbIMU Npn3HakaMmn paccesHHOro
CKreposa MoryT ObITb ABOEHWE B rnasax,
HebonbLIOe Kocornasne, HeaHa4YnuTebHbIN
NTO3 (onyLleHne Beka), HeaoBeaeHWE a3
KHapY>Xu npu B3rnsge B CTOPOHY (BO3HUKALOT
Npu NOPaXeHUN rnas3oaBuUraTesibHoro 1
oTBOASALLEro HEPBOB). Bce atn cumntomel
MOTYT NPOXOANTb CAMOCTOATENLHO,
BOCNPUHMMATbLCSA BOSIbHBLIM KaK cneacTeme
yctanoctn. Kocornasne MoxXxeT bbITb
He3aMeTHbIM Mpu B3rNsage npsiMo, a
BbISIBNATHCA TONLKO MPU KPpanHMX OTBEOEHUAX
rmasHblx A0nok. [na paccesiHHOro ckreposa
XapaKTepHbIM ABMAETCSA HapyLleHne
COrnacoBaHHOro ABWMXEHUS rmnas: npu B3rnsge
BBEpPX, B CTOPOHY. [1pn 3TOM Mo oTAenbLHOCTU
KakObl rna3 MOXeT BbINOMHATb ABMXEHUS BO
BCE CTOPOHbI.




JNPYI'UE 11OPAKEHIA
qMH HPI/I PC HespuT nuuesoro Hepsa

CrnaxueaHne cxnano

wa nby

N3 gpyrux nopaxeHun yepenHo-MOo3roBbIX By gunpit
HEpPBOB, KOTOPble HAaCTOPaXXMBakT B OTHOLLUEHUY
paccesaHHOro ckneposa, MOXXHO

OTMETUTb HEBPASTNIO TPONHNYHOTO Or—
HepBa U HEBPUT NuLeBoro Hepsea. Npu

BbISIBNEHUM CUMNTOMOB 3TUX 3aboneBaHNn

BonbHOro crnegyeT nNoaBepPrHyTh TWAaTENbHOMY
HEeBPOMormM4eckoMy OCMOTPY C Lienbo nouncka
CUMMTOMOB NOpPaXeHUs1 Apyrnx

doyHKUMOHAarbHbIX OTAEN0B HEPBHOW CUCTEMDI. ~
[TosiBneHne y YernoBeka HeBpanrnm TPOUHNYHOIO " |

J
HepBa UK HEBPUTaA NNLEBOIO HEPBA OTHKOAb HE

CBNOETENbLCTBYET O HANMM4YNN PACCEeSHHOTO
cknepoasa. NMpocTo BO3MOXEH Takon BapuaHT
neodtota 3aboneBaHuS. A




MO3KEUKOBBIE
PACCTPOUCTBA

1)anusoguyeckoe rorioBOKpYyXeHue;

2)He3HauyuTesNbHasA WAaTKOCTb NpU xoabLbe: uHoraa
3TO onucbiBaeTcsl 60NbHLIMU, KaK «MPOCTO
noBeno B CTOPOHY». PaccesiHHbIN CKnepo3
nepBble NpusHaku.[leHb-ABa U CUMNTOM
NPOXOAUT CaMOCTOATENbHO, YeNnoBeK CBA3bIBaeT
3TOT CUMINTOM C U3MEHEeHUeM noroabl U
MeTeonaburibHOCTbLIO, Nepenagom
apTepuanbHOro AaBfieHUs1 U T. 4., XOTS 3TO MOXeT
ObITb Ha4YarbHbIM MPU3HaAKOM pPacCesiHHOro
CKIiepo3a;

3)BHe3anHble HapyLeHUs paBHOBECUSA: NPU
NonbITKe BbINOSIHUTbL CIOXHble ABUraTesnbHble
aKTbl, KOTOpble paHee He NpeAcTaBNANyU
CIOXHOCTb (Hanpumep, YenoBeK OTNMUYHO e34ur
Ha Befiocunege, a Tenepb He MOXET; UITU HENJIOXO
KaTasicsl Ha KOHbKax, a Tenepb Aa)Xe He MOXeT
NPOCTO CTOATbL B HUX Ha NbAY);




MO3’KEUKOBAA
ATAKCHA

Mo3xeukoBasi aTakCuUA Npu paccesiHHOM CKIepo3se
NposiBNsAeTCH:

1)HapyLueHMeM NOXOAKM,

2)ancmeTtpuen (HapyweHue KoopauHaumm
ABWXEHUN BCneacTBue yTpaTbl YyBCTBa
paccTosiHUA, COpa3MepPHOCTU U TOYHOCTHU
ABUraTenbHbIX aKTOB),

3)anccuHepruen (HapyLweHue coapyXecTBeHHbIX
ABWXEHUN) n

4)aucaonanoxoknHe3om (HermioBKoe BbINOJIHEHUe
ObICTPbIX YepeayrLWUXCA ABMKEHUN),

5)MHTEHUMOHHbIM U NOCTyparibHbIM TPEMOpPOM
KOHe4yHocTeMn,

a Takke TuTybaumen — noctypanbHbIM TPEMOPOM B
BEPTUKANIbHOM MOJIOXXEHUN roNoBbI U TYNOBULLA.
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4)BHe3anHoe N3MeHeHne noyepkKa: oH -
CTaHOBUTCH HEPOBHbIM, KOpABbIM. OCOOGEHHO M dw.?;
3TO 3aMeTHO Yy Nnaeu ¢ Kannurpapuyeckum Mﬂd -

noyepkom. OKpyxawume MOryT 3aMmeTuTb, YTO

«Tbl CTan nucaTthb, Kak Kypuua nanou». O0bI4HO ug’
B 3TOM He BUASAT MeAULMHCKOU NOAHOINOTHOM;

/
5)nosiBreHMe ApoXaHUA NpeaMeToB, :

oLlylleHMe ABOEHUA nepen rmasamMm Takxke

MOXeT ObITb NMPU3HAKOM NOopaxXeHnsa MO3XXe4Ka
N ero cBsi3eM, a He TONbKO YepenHOo-MO3roBbIX <
HepBOB; DowxMed:ka cona —

opauHawxopcxag Bpaua
e

6)HMcTarmM: HeKOHTponupyemoe m I
KonebaTtenbHOe ABUXeHUEe rna3HbIX s10J10K. {m e

HucTtarm oObIYHO He3amMeTeH OKpYyXXaroLmuMm n
camomy 6onbHoMy. OH BbISIBRSieTCA Npu
KpanHeu cTerneHn oTBeAeHUs rnas B CTOPOHY,
BBepX.




HAPYIIEHW A
HYBCTBUTEJIbHOCTHU

OuyeHb YacToe Ha4yarnbHOe NPOosiBIIEHNE PACCEAHHOro
cknepo3a. OcobeHHO XxapaKTepHbl NapecTe3nn — Kakune-
MO0 HENpPUATHbIE OLLYLLIEHUS, BO3HMKaloLWwue 6e3
BHELUHEero BO3AencTBus.

K HMM OTHOCAT: 4yBCTBO MNOSI3aHNA MypaLlek, XKeHue,
3y, CTArMBaHME KOXMW, OHEMEHME, NoKasbiBaHMe,
«BaTHble HOrm» U T. 4. [Npnyem o0b1acTb OLYyLLEHNA MOX(
ObITb 0O4EHb HEBOMBLLIOWN, HANPUMEP, KUCTb OAHOW PYKK
nnu 6onbLLON Naney, CTonbl, LWekKa, Kpblfba Hoca.
Yenosek BNOSTHE MOXET CBA3aTb X BO3HMKHOBEHME C
KOHKPETHOW cuUTyaumnen, Hanpumep, «OTCULEN» HOry,
«oTnexan» pyky. belBaeT Tak, 4To Yenosek obpallaeTcs
Xanobown Ha TOo, YTO «nepecTasn YyBCTBOBaTb 3EMJIHO NO[,
HOoraMmmny, B MPSIMOM CMbICI1e 3TOro BblpaXeHusi. YTobbl He
OCTYMUTBLCSH UITN HE CNOTKHYTBLCS, OH BbIHY>KAEH BCe
BpeMS CMOTpETb cebe nog Horn. 3To OLLYLLIEHNE MOXET
BO3HWKHYTb B pesyrbraTte nopaXeHnsa BOSIOKOH CyCTaBHO-
MbILLEYHON YYBCTBUTENBHOCTU, YTO YacTo GbiBaeT npu
paccesiHHOM CKrepose.




«CuHOpom b6ecriosie3HOU pyKu» 0ObIMHO OAHOCTOPOHHUI, HO
MOXXET BoBriekatb U 06e pyku. MbillevHas cuna rnpu aTom
ocTaeTcs HopManbHOW. [1OCTOAHHO MNK ANUTENLHO
CYLLECTBYIOLLNE HAPYLLEHUA YYBCTBUTENBHOCTU 4YacTo
onucbliBatoTcAa OOSTbHBIMU PacCeSHHBLIM CKINEPO30M KakK
«cBefeHne», «cygoporu» Mblllil, OLyLeHNe TOro, YTO «KOoXa Kak
BbyaTo ctana mana» unm «HagetT TYyron nosic unu Kopcety». Ecnu
YyBCTBUTESIbHbLIE PACCTPOUCTBA ABNAKTCA €4UHCTBEHHbIM
CUMNTOMOM OBOCTPEHNS pacCESHHOIO CKIiepo3a, OHU, Kak
NpaBuIio, CaMOCTOATENLHO NPOXoOAT Yepe3 1-2 mec.




Cumnmom Jlepmumma — oLLyLLIEHNE NPOXOXKOEHUS ANEKTPUYECKOro ToKa no
MNO3BOHOYHUKY C uppaguaumen B HOrM Unn pykn Npm HakrmoHe ronosbl — Tak
XapaKTepeH A5 pacCesIHHOro CKneposa, YTo paHbLUe cyuTancs
NaTOrHOMOHWYHBIM AN Hero. CumnTom Bnepsble 6bin onucaH B 1891 r. J.
Babinski n R. Dubois y 6onbHOro ¢ TpaBMaTtM4yeckum noBpeXaeHneM LLEeNHOro
otaena cnuHHoro mo3sra. F. Lhermitte xxe B 1924 r. oTMeTus, 4TO 3HA4YUTESIBHO
Yyalle OH BCcTpevaeTtcs y 60mbHbIX C paccessHHbIM CKnepo3oM. [ogobHble
OLLYLLEHNS NPU pacCeAHHOM CKI1lep0O3e MOryT BO3HUKATb Takke Npu KaLusie unu
CMeEXe, HaKIMoHE rosfioBbl B CTOPOHbLI, CrnbaHnmn no3BOHOYHMKA B rPyAHOM OTAene
N gaxe NpocTo npu xoabbe no HepoBHOW NOBEPXHOCTU. OBLIYHO 3TOT CUMMNTOM
CaMOCTOSITESIbHO MCYE3aEeT Yepes HECKOSTbKO MECHLIEB, HE COMPOBOXAAETCA
bonbto N He TpebyeT neveHnda. BosHMKHOBEHME cuMmnTOMa JlepMmnTTa Npu
paccessHHOM CKNnepo3e CBA3aHO C AeMUennHu3aumen NpoBOAHUKOB rryobokomn
YYBCTBUTENLHOCTU B 3a0HNX KaHaTUKax CNUHHOIo mMo3ra




PACCTPOVICTBO TA3OBBIX
OYHKIINU

Takke MoryT ObITb Ha4danbHbIM MPU3HAKOM pacCcessHHOro CKnepoaa.
HacTtopaxmnBaTb AOMMKHbI y4alEeHHOEe MoYeuncnyckaHne (ero 4acTto
CBA3bIBAOT C HANMMYNEM YPONOrnyeckom MHEKUUN), 3a0ep>KKn
Mo4yeunnyckaHms (Tpebyetca AONONHUTENbHOE yCunue, 4toobsl
OCYLLECTBUTb aKT), HEBO3MOXXHOCTb MOMOYUTLCA MOMHOCTLIO
(owyLieHne ocTaTo4MHOM MOYU, KOTOPYIO Y>KE HEBO3MOXHO BbITYXUTb),
nMnepaTuUBHbIE NO3bIBbl K MOYEUCYCKaHNIO (BHE3aArHbIE,
TpeboBaTesnbHble No3bIBbI, TPEBYOWNE HEMEOASNTIEHHOIO
yaoBsrneTBopeHnsa). Kak n gpyrme HavanbHble NPU3HAKN pacCesiHHOro
CKIiepo3a, OHWU MOryT BHE3anHO NOSABNATLCS N TakkKe BHE3aMNHO
ncyesatb. [logobHble cuTyauum TpebyloT 0bs3aTernibHOro
obcrnenoBaHusl, CKOMb AenMKaTHOM HM Kazanacbk 6bl npobnema.

K pacctponctesam Ta3oBbIX PYHKLUNUN OTHOCUTCA U CHUXKEHME NOTEHLUN.




JIBUT'ATEJIBHDBIE
HAPYIIEHWA

OBuratenbHbie HapyLIEeHUs1 NPU paccesiHHOM CKriepose

Han6onee 4yacTbiMu gBUraTenbHbLIMU HapyLWEeHUAMMU Npu
paccesiHHOM CKriepo3e ABNAITCA:

CNacTUYHOCTD,

MblILleYyHas cnabocTb,

&
Y
/ / \
. A




OOPMbI PACCEAHHOI'O
CKJIEPO3A

dopMbl paccessHHOro ckneposa

Mo NnpenmyLLIeCTBEHHOW NoKann3auun MMELLUXCSH 04aroB NopaxxeHus,
BbIAENAIOT crieaytoLume dopMbl paccesiHHOro cknepoasa:

1. UepebpanbHasa hopma paccCesHHOro ckneposa
XapakTepusyeTcs CMMNTOMaMn NopakeHns nnpaMmmuaHoOn CUCTEMbI.
2. Mo3xeuykoBas (hopma paccesAsHHOro ckrieposa

XapaKkTepunayeTcsa MO3XKEYKOBbIM CUHOPOMOM; Yalle Habniogaetcs eé
codeTaHne CO CTBONOBOW POPMON.

3. CtBonoBas bopma paccesiHHOro ckriepo3sa

[Tpn aTON bOopME pacCedaHHOro ckneposa BeayLuen ABseTca cTBorioBagd
cumnTomaTuka. MoryT npocnexmuBarbcs — 6ynbbapHbI CUHOPOM,
BeretatuBHasa nabunbHOCTb. YacTo CTBOSOBbLIE MPOSIBIIEHUS COYETAKOTCSA C
MO3)K€YKOBbIMU paccTponcTBaMmn (CTBOSIOBO-LepebennsipHas gpopma). Pegko
BCTPEYaloLLNNCS, HO U CaMbi HEGNaronpuaTHbIN BapuaHT. TeyeHne GbICTpo
nporpeccupytouiee, 00NbHON CTAHOBUTCA TSXKESbIM MHBaANUAoM Ha
NPOTSHKEHNN KOPOTKOrO BPEMEHMU, XapaKkTEPHbI 3NOPUA, HEKPUTUYHOCTb K
CBOEMY COCTOSAHMUIO.




4. OnTnyeckan chopma paccessHHOro ckneposa

Beaoywmm KIMHUYECKUM CUMITOMOM SIBIISIETCS CHUXKEHNE OCTPOTbI
3peHund (peTpolyrbbapHbIN HEBPUT).

5. CnnHanbHaaA chopma paccesiHHOro ckneposa

XapakTepuayeTtcss CMMNTOMaMKn Nopa)keHUst CMMHHOIO MO3ra Ha pPasHbIX
YPOBHSIX:

CnacTUYECKUN HUXHUW Napanapes

Ta3oBble pacCcTpouCcTBa

HapyLeHUs YyBCTBUTESTbHOCTH

6. LlepebpocnuHanbHas chopma paccesHHOro ckneposa

Haunbonee yacto BcTpevatowascsa popma paccesiHHOro ckrneposa. Jta
dopma yxe B Ha4danbHOM cTagun 3aboneBaHNsA xapakTepusyeTcd
MHOroo4aroBOCTb NOpaXkeHUA HeEPBHOW CUCTEMbI C CUMINTOMaMN
nopaxeHnst MO3XXeYKOBbIX, MMpPaMNaHbIX 00pa3oBaHU B rONTOBHOM Y
CMMHHOro MO3re, 3puUTeNbHON, rnasoaBuraTensHON, BECTUBYNSpHON r
apyrux cucteMm. Hepenko — ata goopma paccedaHHOro ckneposa
Ha4YMHaEeTCcsa ¢ peTpobynbbapHOro HeBpuTa.




JIMATHOCTHUKA PACCEAHHOI'O
CKJIEPO3A

JTabopaTtopHble U MHCTPYMEHTanbHbIEe UCCNeaAoBaHNS NPU
ANarHoOCTUKe paccesiHHOro cKrneposa

UccnepnoBaHue BbI3BaHHbIX NOTEHUMANoB B AMarHOCTUKe
pacCesasHHOro CkKrnepo3a

HEﬁpOBM3yaHM3aLIMOHHbIe MeToabl 00cneaoBaHUsA B AUarHOCTukKe
pacCeaAHHOro CKriepo3a

MPT B AnarHoCcTuke paccesiHHOro cKrieposa
OwnarHoctuyeckne MPT Kputepumn paccessHHOro ckriepo3sa

UccnepoBaHMe CMIMHHOMO3roBOM XUAKOCTU NMPU pacCcessHHOM
CKrnepo3se

OudhepeHunanbHaag agnarHoCTUKa paccesiHHOro cKkneposa

KnunHuko-nabopatopHble AnarHocTuyeckme Kputepum
paccesiHHOro cKknepos




Lumbar puncture CSF

NCCIIEJOBAHUE MedeggRignet.su |
CITMHHOMO3I'OBOU KUJIKOC |

[TPU PACCESIHHOM CKJIEPO3E; ¢
“fi

Spinal cord

B CMXX o6HapyxuBaroTcs:
Meninges
numdoumnTtos |

OJIUTOKINMIOHAJ1IbHbI€ aHTUTEe 1A
noBbllLleHHAaA KOHUEeHTpPpauus MMMyHOI'ﬂOGy.ﬂVIHOB

OO6bI4HO Yucno knetok B CMX He npeBbiwaeTt 20 mkn-1, HO B
Ha4arie paccesiHHOro ckrieposa MmoxeTt gocturatb 50 mkn-1 n
Bbiwe. Jlnmcdouutos Bbiwe 75 mkn-1 unmn noasneHue B CMX
HeNMTPOo(nIOB He XapaKTepPHbI ANA pacCesiHHOro CKreposa.

LinTo3 yawe BcTpeyaeTcs y MonoabIiX 60sbHbIX C
PEMUTTUPYIOLLMM TeYeHNEeM, YeM Yy OONbHbIX CTapLuero Bo3pacra c
NpPOrpeccupyrowuM Te4HeHUeM.

KoHueHTpauua 6enka oobIYHO B HOpMe, U NULLb UHOrAA
He3Ha4YNTeNbHO yBenn4yeHa.




JIMATHOCTUYECKHWE MPT
KPUTEPHUU PACCEAHHOI'O
CKJIEPO3A

HuazHocmu4dyeckue MPT kpumepuu paccesiHHo20 cknepo3a no F.H. Fazekas

[lns nogTeepXaeHns gnarHosa paccedaHHoro ckneposa no MPT ncnonbaytotca
anarHoctundeckmne kputepum MPT F.H. Fazekas:Hannune He meHee 3 oyaros, 2 n3
KOTOPbIX AOSKHbI ObITb PAcnonoXeHbl NEPUBEHTPUKYNAPHO U X pasMep OOSMKEH
ObITb 6onee 6 MM N 1 ovar MOXeT ObITb JTOKanNnM3oBaH Cyb6TeHTopmanbHO.

HuazHocmudyeckue MPT kpumepuu paccesiHHO20 ckriepo3a rno Barkhof

C uenbto elle 6ornee TOYHOM HENPOBU3YaNN3aLMOHHON ANArHOCTMKN PaCcCesIHHOIO

cknepoasa F. Barkhof ¢ coaBT. npeanoXxunu Kputepumn, cornacHo KOTopbIM o4varu
OOITKHbI COOTBETCTBOBATL 3 13 4 YCIIOBUM:

OAVH ovar, HakannuMeBarLwWwmMn KOHTpACT, Un 9 rmnepuHTEHCUBHLIX o4aroB B T2-pexunme
O0IMKEH ObITb NO KpanHen mepe 1 cybTeHTopuanbHbIN ovar
No KpanHen mepe 1 ovar gormKeH pacnonaratbcsa BONM3m KOpbl FOfTIOBHOrO Mo3ra

OOMKHbI ObITb MO KpanHen mepe 3 NEPUBEHTPUKYISIPHbLIX o4ara



VCCIIEJJOBAHUE BbI3BAHH
[TOTEHILIMAJIOB (BII)

UccnepoBaHue Bbi3BaHHbIX noTeHuuanos (BI1) npu
paccessHHOM CKJlepo3e NO3BOJIAAET onpeaenuTb 3amearneHue
W1 HapyLeHue npoBeAeHns B 3pUTeSibHbIX, CITyXOBbIX,
COMAaTOCEHCOPHbLIX U ABUraTefibHbIX NYTAX.

NMpu aToM nccnengoBaHUM HAHOCSAT NOBTOPHbLIE OAHOTUNMHLbIE
pasgpaxutenu n MeTogoM KOMNbIOTEPHOIO yCpeaHeHus
PerMcTpupyroT 3fIeKTPUYEeCcKne CUrHanbl, BO3HMKawLwmue B
OTBET Ha 3Tn pa3gpaxunTenun B pa3HbIX oTAenax HepBHOMN
CUCTEMDI.

N3MeHeHne oaHOro Unm HeCKorNbKUX TUNOB BbI3BaHHbIX
noteHumnanoB Habnoaaetcsa y 80 — 90% 60nbHbIX pacCeAHHbIM
CKIlepo30Mm.
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O6ocTpeHune (aTaka, 3K3auepbaumusa) — annson NOSABNEHUA HEBPONOrM4ecKom
CUMNTOMATUKU, KOTOpast NPU KITMHNYECKOM U naToMopornornyeckom
nccnepoBaHUM onpeaensieTca Kak crneacTeve MMeLWmMXCcA odaroB BocnaneHus
U AeMuennHusaummn. AnutenbHOCTbL 000CTpeHUsa — He MeHee 24 4. bonee
KOPOTKUM 3NuU304 YXyALUeHUs pacLueHUBaeTCs Kak nceBgoaTtaka U 3a4acTyro
o0ycnoBreH rmnepTepmMmuen UM UHTePKYPPEHTHOU UH(peKLnen.
MHoOXeCTBeHHble NapoOKCU3MaribHble 3Nn3oabl (Hanpumep, TOHNMYECKUM cnasm
UNun TpureMuHanbHasa HeBpanrus), Ansiwmeca He MeHee 24 4, TakKe MOryT
ABNATLCA ob6ocTpeHunem [29].

pedr

o RO

Hanun4yne oboctpeHnn — xapakrepHasa yepta PPPC n NOPC, ogHako
3K3auepbauum MoryT ObITb 3aperucTpmMpoBaHbl U NPU MPOrpeccupyroLmnx
BapuaHTax TedyeHus 3aboneBaHus [11].

CpencTtBoM BbIOOpa ANA KynupoBaHus 3k3auepobaunn PC Ha cerogHALWHNUNA
AeHb ABnATCcA rnrokokopTukoctepounasl (FKC) [20]. Mpu aTom npeanoyteHune
crneayet otAaBaTb MeTunnpeaHnsonoHy (MI1), nockonbKy UMEHHO C 3TUM
npenapaTtom nNpoBeAeHO HanbornbLuee KoNmM4ecTBO UccriefoBaHMKU, B KOTOPbIX
AoOKa3aHbl ero 3achheKTUMBHOCTb U 6e30NacHOCTbL.




NKC aBnarTCca cpeacTtsomMm BbiOopa BBUAY UX BbipaXXeHHOW
NPOTMBOBOCNANIUTENIbHON aKTUBHOCTU, pearimzyeMou nocpeacTBoM Onoka
MUrpauum NemKouuToB K o4aram BocrnaneHus, nogaBneHMeM CMHTe3a U
AEeNCTBUA pasfiMYHbIX rymoparnbHbIX (pakTopoB MMMyHHOro oreeta. FKC
CHMXarT 3kcnpeccuto aHTureHoB HLA Il knacca, 6nokupyrot
BbICBOOOXAEHME TaKNX NpPoBoOCNarUTesibHbIX LUTOKMHOB, KakK
nHtepnenkuu-1 (U-1), UN-6, UN-2, uutepcpepoH-y (MPH-y) n cpaktop
Hekpo3a onyxonu a (PHO-a), TopMO3AT aKTUBHOCTb MaKpodaroB. 3a cyeT
CHMXXEHUS IKCNpPecCun MoreKkyrs aare3mm 3atpyaHseTca NpoHUMKHoOBeHue T-
numdounToB Yepes rematoaHuedanmyeckum bapbep (MIb6) [10].

MeTunnpeaHM3ONOH NOMYyYUS LULMPOKOE pacnpocTpaHeHue B CBA3U C
NPaKTU4YECKUM OTCYTCTBMEM Y HEro MnHepanokoptTukongHoro achcekra
(BbipaxkeHHaA 3apepKKa HaTpUS B OpraHnU3mMe) No CpaBHEHUIO C
npeaHu3onoHoMm [1], a Takke ¢ TeM, YTO OH Nnyullue NpPoHUKaeT Yepes Ib,
MOCKOSNbKY LUMPKYNUpPYeT B Nila3Mme KpOBU B HECBA3aHHOM COCTOSIHUM.

NMpoBeaeHHble paHAOMU3UPOBaHHbIE KOHTPONMpPyeMble UccrieqoBaHUA
(PKW) nokazanu, uto npuem MI1 (kak B TabneTnpoBaHHOWU, Tak U B
WHBEKLUUOHHOMN (popme) cnocobcTByeT Goree OLICTPOMY MU NOSTHOMY
KynupoBaHUIO 3K3auepobaunm no cpaBHeHUo ¢ nnaueodo [13, 30, 38].
NaHHbIN (haKT BeCbMa BaXeH, MOTOMY 4YTO 60nbLIMHCTBO 60nbHbIX ¢ PPPC
HaxoaATcs B TPYyAOCNOCOOHOM BO3pacTe U MHOrMe NnpoaosnkarT paboTaTb.
Ucnonb3oBaHMe MeTunnpeaHU30IoOHa COKpallaeT CPOKU BPEMEeHHOMN
HeTPYyAOCNOCOOHOCTM!.




OcHoBHble PKU nokasanu cnegyrouiee:

* MIN B/B B po3e 500 mr B cyTkn Ne 5 u nepopanbHbI¥ NpuemM B aHanNorm4Howu
AO03UpPOBKe oaMHaAKOBO 3(hheKkTUBHbI [6];

* Ml B/B B no3e 1000 mr B cyTkn Ne 3 n nepopanbHbIN npuem no cxeme: 48 mr
oAHoOKpaTHO yTpoM Ne 7— 24 mr ogHoKpaTHO yTpoMm Ne 7 —12 mr ogHOKpaTHO
yTpom Ne 7 oguHakoBo 3chpcpeKkTuBHbI [7];

* Ml B/B B no3e 500 mr B cyTkn Ne 5 npaktn4yecku He yctynaet MI1 B/B B oo3se
2000 mr B cyTKku Ne 5. OgHako npu MCNonb30BaHMN BbICOKON J03UPOBKMU,
BEepPOATHO, AOoCTUraeTcsl boree cywecTtBeHHOe noaaBrieHue
UMMYHOBoOcnanutenbHoro npouecca B LUHC [31];

* MIN B/B B fo3e 1000 mr B cyTkn Ne 5 He3HauuTenbHoO yctynaet Ml B/B B
Ao3e 2000 mr B cyTkm Ne 5 [18].

Ha cerogHsAlLLHMN aeHb He nony4YeHo aokasatenbcTB BnNuaHua NKC Ha
AOJNIrTOCPOYHLIN NPOrHo3 3aboneBaHuA: Yepe3 onpeaerieHHbIN MPOMEXYTOK
BpeMeHM naumeHTbl, nony4daswume n He nonydyaswue NKC Bo Bpems

060CTpeHun, MMelT OAMHAKOBYO CTeNneHb HeBponoru4yeckoro gaeduumnra
[20].




Mpu ncnonb3oBaHMN MeTUNNPEOHU30SIOHA B PeXUMe nynbc-tepanum
KONMM4YeCTBO NOOGOYHbIX peakunm MUMHUManNbLHO.

Bo Bpemsi H(py3MM YaLle Bcero peructpupoBanmcb NoKpacHeHue nuua,
OTEYHOCTb KOJSIEHHOro cyctaBa U MeTasisIn4eCKum NpuBKYC BO PTY, KOTOpbIe
ObICTPO McYyesanu No oKOH4YaHUN BBeAeHUA npenapaTta. OTMeYeHbl Takxe
racTpoMHTEeCTUHarNbHble PpacCTPOMUCTBA, He TpeboBaBLKMe oTMmeHbl MI1, nerkue
HapyLeHUs1 HAaCTPOEeHUA, Manble UH(eKuUn, NoagbLEeM apTepuarnbHOro
AasneHus n ap. Ha doHe Bbicokoao3Hon Tepanuu MM HabnropgaeTca
OCTaHOBKa OCTEOCUHTE3a U KPaTKOCPOUYHOE yCureHue KOCTHOU pe3opouuu,
OAHAaKOo 3TN npouecchbl KPaTKOCPOUHbI U AaHHbIX O HEGNaronpuUATHbLIX ucxoaax
B oTAareHHoOM nepuopge Het [12]. YBennyeHne macchbl Tena, Kotopoe 6ecnokourt
GOoNbLWMNHCTBO 6ONbHbIX, CBSAI3aHO C YCUSIEHUEM YyBCTBa ronioga u
HecobnaeHMeM nNaumeHTamMm HU3KOYrneBoAHOMN ANETbl, pEeKOMeHAYeMOU BO
Bpemsa Tepanuu NKC.

3aperncTpupoBaHbl eANHUYHbIE Cepbe3Hble NoboYHbIe 3h¢heKTbl, Takne Kak
pa3BuUTHE OCTPOro NCUxo3a, OCTPbIN NaHKpeaTUT U aHadunakTnyeckme
peakuun [2].

BepeMeHHOCTb He SIBNAETCA NPOTUBONOKa3saHUEM AN1s1 KPaTKOCPOYHOro
ne4vyeHusa o6ocrtpeHun PC c ncnonbsosaHuem MI1, ogHako B nepBOM TpumMecTpe
crnepyet nsberatb 3TOU Tepannm, o0COGEeHHO NMpPU JSIerkMX N yMepeHHbIX atakax, v
PYKOBOACTBOBaATLCA OLIEHKOM MOSib3bl ANst MaTepu U pucka ansa nnopaa [17].




I[INIASME®EPE3 C ITO3ULINUNA
JTIOKA3ATEJIbHOU MEJULINHBI

Opyrnm cpeacTtBoM KynupoBaHUA ak3auepobauun PC aBnsaetcs
npumMmeHeHue nnasmadepesa. Jle4ebHbIN adhekT AaHHOro metoaa

00 BbACHAETCA ANMMUHALUEN U3 OPraHU3Ma LIUPKYNUpyroLWwmx
MMMYHONOIMMYeCKN aKTUBHbIX COeAUHEHUN, TAKNX KaK KOMMOHEHTbI
KOMMJIeMeHTa, npoBocnanuTenbHble UMTOKMHbI (UN1-2, 6, 10, UPH-y, DHO-
a), UMPKYNUpyoLWMe UMMYHHbIe KoMnsieKkebl. Nna3smadepes
npoaemMoHcTpupoBan cBolo 3chdheKTUBHOCTL NPU Nle4eHN 0O0OCTPEHUN,
pecdpakTepHbIX K Bbicokoao3Hou Tepanuun MI1 [42]. UmetoTca coobLeHus,
yTo MeToza Gornee achheKTUBEH NPU KYNUPOBaAHNN TAXKENbIX 000CTPEHUN,
HeXenun nerkux unu cpegHetsaxenbix. Kpome Toro, nnasmadepes moxer
ucnonb3oBaTtbcsA coBMmecTHO ¢ NKC unu untocratukamm, ocobeHHo Ans
KynupoBaHUs TPYAHOKYypaberibHbIX 3K3auepbauun. OgHako
yb6eauTenbHble aaHHble PKU oTcyTCcTBYIOT, YTO TPEOyeT npoBeaeHUs
AanbHenWwux nccnepgosaHum [4].



B 2006 r. eBponenckon padoyen rpynnon no PC 6binn cchopmynmnpoBaHsb!
pekoMmeHaauum rno kynuposaHuto oboctpeHnn PC: cpeacteom Beibopa Ans
neveHusa oboctpeHun PC aBndaeTcs METUNNPEOHMN3O0N0H B J03e HE MeHee
500 Mr exxeqHeEBHO per 0s unu B/B (YpoBeHb pekoMmeHgauum A).
Ncnonb3oBaHue MI1 B go3e 1000 mr exkegHeBHO B/B Ne 3 moxeT
paccMaTpuBaTbCs KaK ansTepHaTUBHbLIN BapuaHT. B criyyae oTcyTcTBUA
adppekTa OT Tepanmm BO3IMOXHO NpuMeHeHne boree Bbicokux ao3 MI1 (oo
2000 wr).

[Ona nedeHnsa petpobyrnbbapHOro HeBpuTa (paccmaTpuBaeTcd Kak BapuaHT
oboctpeHuna PC) pekomeHayetcs MIT 1000 mr exxegHeBHo B/B Ne 3 ¢
nocreayrowmmMm npMeMom npenapara rnepoparbHO C NOCTENEHHbIM
CHWXeHMeM [03bl (YpoBeHb pekomMmeHaaumn B).

Nnyam c obocTpeHusamun PC, pedpaktepHbimu K MI, HasdHavaeTcs
nnasmadpepes, ogHako HasHa4YeHne orpaHNYMBaEeTCs TSXenbIMu
obocTpeHnammn PC (ypoBeHb pekoMmeHaaumn B). cnonb3oBaHue
MMMYHOrIo0ynunHa B/B Ansa KynuposaHuda atak PC He peKoMeHOYeTCA HU KaK
MOHOTepanus (BBUAY ero HeadPEKTUBHOCTH), HU KaK OOMOSNTHUTENbHOE
neveHuve (BBmay otcytcTema cooTBeTcTBYOWNX PKN) (ypoBeHb
pekomeHaauunm A). Hatanmaymab Kak MoHoTepanua Takke HeadhPEeKTUBEH.




TEPATIUS B MEXTIPUCTYITHBIN
[TEPHO]]

HanbGonblee pacnpocTpaHeHne Nosny4ynunu npenapatbl 6eta-uHtepcgpepoHoB (MPH-B). Ana
neyeHus PC ncnonbsytorca NPH-B13 (6eTtadhepoH) — pekoMOUHAHTHLIN UHTePhEePOH,
HECKOJSIbKO OT/INYaloWUNCA N0 XMMUYECKOM CTPYKTYpe OoT Yenoseveckoro, u UOH-B1a
(aBoHekc, pebudc) — nHTepdepoH, aHaNOrMyYHbIN YernoBe4eckomy.

OenctBne NPH nposiBnseTca B CHMXeHUU akcnpeccumn monekyn HLA Il knacca Ha
MeMOpaHe aHTUreHNPe3eHTUPYHLLMNX KNeToK, B noaaBneHun cuHtesa UOH-y T-
numcpoumntTamun, B HopMmanusauum npoayKkumm makpocgaramm meguaTtopoB BocnasneHus.
Kpome Toro, UGH-B nurmoupytot nponucepavmto T-numchpountoB n BOCCTaHaABNMBAKOT UX
CYNpPecCOpPHYI aKTUBHOCTb [8]. 3TK npenapaTbl NOKa3aHbl HA CaMbIX PaHHUX CPOKaXx
3aboneBaHuA B CBSA3M C TeM, YTO Y 60nbHbIX ¢ PPPC OHUM CHMXaKOT KONMYeCcTBO
0060CTPEHUN N KONMYEeCTBO o4aroB aeMmumenmHusaumm no gaHHbiMm MPT. OTcpo4yeHHoe
Ha3HadyeHue npenapatoB MOH-B npuBoauT K 60onee 6LICTPOMY HAKONSIEHUIO
HeBponornyeckon cumntomatuku [32, 40]. OgHako BnusHue APH-B Ha AONrocpPoYHbIN
NPOrHO3 U Ka4eCTBO XXU3HU He YCTaHOBJIEHO.

Apyrum cnocobomM naTtoreHeTU4ecKoro fnevyeHus ABNAeTcs aHTureHcneudunyeckas
Tepanua. EAUHCTBEHHbIM MeXAYyHapOoAHO NMpPU3HaHHbIM NMpenapaToM 3TOro nnaHa siBnseTcs
rnatupamepa auetat (KonakcoH®), npeacraBnarowmmn cobon nonmnenTna, BXoasaLwmn B
cocTaB OCHOBHOro 6enka mmenumHa. MexaHuam gencTBmA npenapara peanusyeTcs 3a cyeT
aKTUBHOIO KOHKYPEHTHOro cBsi3biBaHuA ¢ aHTureHamu HLA v nHaykummn
aHTUreHcneuudunyecknx cynpeccopHbix T-numcpouuntoB. HasHavyaeTca B aose 20 mr
eXXefHeBHO NOAKOXHO ANuUTerbHO (roabl) [24].




B neyeHun PPPC npumeHseTca Takke BHYTPUBEHHbIN
nMmMmyHornooynuH (BUIN). MexaHusm gencreua BUI
3aKn4vyaeTcs B MHFTMOMPOBaHNN CUCTEMbI KOMIMJSIEMEHTAa U
CUHTe3a ayToaHTuten B-numcpountammu, bnokmposaHunm
BblaeneHust Makpodparamm npoBocnannTenbHbIX LUTOKUHOB.
B coctaB BUI' BxoaAaT aHTUTENna, bnokupyrowme peuenTtopbl
T-numdounTtoB, monekynbl HLA n npoBocnanuteribHbIe
untTokuHbl — WUJ1-6, UJ1-1. NMpoBepneHHble PKU n HeKkoTOpbIe
MeTaaHanu3bl yKa3biBarloT Ha To, 4To BUI cnepyet
MCNOoNb30BaThb KaK CpeacTBO BTOPOU NIMHUU B Criy4yae
HeathheKTMBHOCTU cpeaAcTB BbIOOPA, TAKUX KaK
UHTepdrepoOHOBbLIE NpenapaTbl U KONakcoH. PekoMeHayemas
cyMmmapHas exemecsiyHasa go3a — 0,2 r/kr. Kypcbl nevyeHus
NPOBOASATCA eXeMeCAYHO, AnuTtenbHOo [39].




YcTtaHOBMEHHbIM (pakTOM SAIBMSieTCA NOoBbILLeHNe pUcKa
pa3Butua odboctpeHna PC B nepBble 3 mecsila nocrie poaos.
B Hebonbwnx PKU 6bina gokasaHa cnocobHocTtb BUI
npenoTBpallaTb pa3BUTUE 3K3auepbaunm B paHHEM
nocriepoaoBomM nepuoge. B ogHoMm uccnepgosaHnuu BUI
HasHa4arncsa B gose 0,4 r/kr 3a 5 gHeu u cnycTta 1 HeA. nocne
poaoB C NOBTOpeHUeM KypcoB 4yepe3 6 n 12 Hea. [5]. B
Apyrom nccneposaHmm BUI ucnonb3oanu B no3se 60 r3a 3
AHA, cnycTa 3 AHA Nocne poaoB M € Nocneayowum
BBegeHuem 10 r exxemecsiuHo (go nonyroaa). KopmneHue
rpyabto ABNsieTcA npoTnBonokasaHmem Aonsi BBeaeHusa BUT. B
CBSA3M € oTcyTCcTBMEM KpynHbIX PKA gaHHble pekoMmeHaauum
otHocAaTcA K lll knaccy, n TpedyroTcAa AanbHenwue
uccriegoBaHuA No aton npobneme [21].




MMYHOMOYJINPYIOIIN
E TTPEITAPATBI

HaTtanusymab (Tnsabpu ®) — HOBbIM UMMYHOMOAYIMPYOLLIUU Npenapart, Obin BnepBble
pekomeHaoBaH B CLLUA B HosiGpe 2004 r., B 2006 r. 6b111 3aperncTpmpoBaH B cTpaHax

EBponenckoro cot3a, a B 2010 r. oqo6peH MuH3gpaBom P® B kayecTBe MOHOTEepanuu
npu

nedvyeHumn naumeHTtoB ¢ PPC [5]. MexaHu3m gencreus
Mpenapat «Tuzabpm®» coaepXXmMT ryMaHM3NpPoBaHHOE MOHOKJTOHarIbHOEe aHTUTeNo

H?;Tanusymaﬁ — CeJIeKTUBHbIA UHFIMOUTOP MONeKyr bl agre3uu a4-nHrerpuHa [74]. Mpun
P

HaTanusymab 6nokupyeTt MoneKkynsapHoe B3ammoaenucteme a4-cyoeanHuubl
YyerioBe4Yeckoro

MHTErpmHa, B 605bLLIOM KONIMYeCcTBe IKCMPEeCcCCUpPYyoLWEenca Ha NOBEepPXHOCTUN BCexX
numdoumnTos,

3a UCKITIOYeHneM HenTpodunos, U Monekynbl KnetoyHon agreamm VCAM-1 Ha
cocyaAuCTOM

aHaoTennn rematoaHuedanuyeckoro 6apbepa, TeM caMmbiM NPENATCTBYS MUrpaLmn
numdountoB

yepe3 aHgotenun B LIHC.




Bbicokasn acpchekTMBHOCTL nevyeHnsa PPC HaTtanusymabom
NPoAEeMOHCTPUpPOBaHa B ABYX

KPYNHbIX paHAOMU3NPOBaHHbIX NSaLEebOKOHTPONMUMPYEMbIX KITMHUYECKUX
nccneaosaHusx lll

c¢da3bl — AFFIRM n SENTINEL [41;68;75].
B uccnepgosaHnm AFFIRM, B koTopomM HaTanusymab ncnonb3oBanu B KayecTBe

MoHoTepanuu (300 Mr BHYyTPUBEHHO KanenbHO Kaxable 4 HeA.), OTMe4YeHo
3HaunTenbHoe

CHMXeHue YacToTbl o6ocTpeHnn (Ha 68%) n 3ameagneHue nporpeccupoBaHuUsA
WHBanuausaumm

(Ha 42-54%) Ha cpoHe Tepannn HaTanM3ymaboM Mo cpaBHEHUIO C FPYMMNowu
nnaue6o [41]. Takxke

YCTaHOBJIEHO, YTO Tepanusi HaTariMymabom NpMBOAUT K 3HAYUTESTbHOMY
nopnasneHuro MP-

aktuBHoctu npu PC: Ha 83% ymMmeHbLIaeTcs cpegHee KONIMYeCTBO HOBLIX UIU

yBenuumBarLmxcsl B pasmepe T2-runepmHTEHCUBHbIX o4YaroB, Ha 92% —
o4yaroB, B KOTOPbIX

HaKannuBaeTCHA KOHTPacTHOe CPpeACTBO, MO CPaBHEHUIO C rpynnon nnaue6o.




HATOCTATHUKHA

B TpyaHoKypabernbHbIX cniy4yaax PC BO3MOXHO NpUMeHeHune
uutoctaTtukoB. lNpenapaTtom, Hanbonee NofHO AOKa3aBLUMM CBOHO
3t heKTUBHOCTbL, ABNAETCA MUTOKCAHTPOH. HasHavyaeTcsa nuuam ¢
ObicTponporpeccupyrowmm PC (aBa n 6onee o6octpeHuns ¢
NSOXMM BOCCTAaHOBIEHNEM yTpPayYyeHHbIX DYHKLUU, UK
yxyauweHue Ha 2 n 6onee 6anna no wkane EDSS B TeueHne roaa, u
Hannume Ha MPT HOBbIX KOHTPacTUpPyeMbIX ragofiMHUEM Oo4YaroB) U
OOSIbHbLIM C HeAOCTAaTOYHbIM 3P HEKTOM OT fieYeHUus
nmmyHomoaynatopamu (MOH-B n rmnatnpamepa auetar) [14].
MuUTOKCaHTPOH BeCbMa TOKCUY€eH, ero nobo4Hble 3pchekTbl
ABNSAKOTCA 40303aBUCUMbIMU U KYMYNATUBHbIMU. CyMMmapHas
A03a He AomkHa npesbiwaTtb 140 mr/m2. O6bIYHO Ha3Ha4aroT 20 Mr
B MecsL, B Te4eHne 6 mec B coyeTaHnn ¢ meTunnpeaHuU3onoHom (1
r B mecsil). Hanbonee yactble nob6o4yHble adhdekTbl —
KapAWOTOKCUYHOCTb, JIEUKONEHUA, aMeHopes, Aucnencuyeckue
aBneHus [15].




A3aTnonpuH OTHOCUTCSA K rpynne aHanoroB nypuHa. Nopasnset
nponudgepaumnio KNeTok 3a cHeT HapyLeHUsa CUHTe3a HyKneotuaos. B
nutepartype umeeTcsa oAMH MeTaaHanu3s, BKnYarwwmmn 793 naymeHTa,
Ha OCHOBaHUU KOTOPOro a3aTUONPMH MOXET UCNOSIb30BaThbCA ANA
ne4vyeHusn PPPC. lNpenapaT He3Ha4YNTENbHO CHMXaeT 4acToTy
3K3auepObauunin, HO He BNMUAIET Ha CTeneHb HeBporiormyeckoro aeduunTa.
CpeaHsaa nosa — 1-2 mr/kr B cyTku (2—3 npuema). AsatmonpuH
NPUHUMaETCA ANUTESNIbHO, No4 KOHTPONeM obLero aHanusa KpoBu u
nevYyeHo4YHbIX hepmeHTOB [43].

B nHamBuayanbHbIX cny4vyasiX BO3MOXHO MPUMEeHeHue ayToNorm4YHou
TpaHCNNaHTauMm reMonoaTn4yecknx cteonoBbiX KneTtok (FCK). aHHbIn
BUA NNeYeHUs BeCbMa arpecCcuMBeH, CONpsXKeH ¢ BbICOKUM PUCKOM
TAXenNbIX OCMOXHEeHUN U BePOATHOCTbLIO NetaribHoro ucxoaa. bonee
TOro, OTMEeYeHO AanbHeunwee nporpeccupoBaHme aTpoduyecKkoro
npouecca B ronoBHOM MO3re, HECMOTpPSA Ha nogaBreHue
UMMYHOBOCHaNuUTeNnbLHOro npouecca B pe3ynbraTe TpaHCcnlaHTauumn
CK [23]. MNoka3zaHuaMu Ana npoBeAeHNA AaHHOU ornepauuun ABNSAKTCSA
aoctoBepHbIV PC ¢ yxyalweHnem HEBPOJIOrM4eCcKoro cratyca 3a
nocnenHun rog > 1 6anna no wkane EDSS; oTrcytcTtBue achchekra ot
npeawecTByOWEen KOMOMHNPOBAHHOU Tepanuu; Bo3pacT ot 18 oo 45
NneT; HopManbHble NoKa3aTesim KIIMHUKO-NabopaTopHo-
MHCTPYMEHTasrlbHOro o6cneaoBaHuUsA; CNOCOOHOCTDL K
camMoo0OCnyXMBaHUIO U NepeaBUXKEeHUIO 6€3 NOCTOPOHHEN NOMOLUN




Cxema neyeHus BKIOYaeT cneayrowme atanbl: Moounusauusa NCK
B nepudepunyeckmnm KpoBoTok, 3abop N'CK ansa nocneayrowien
ayToTpaHcnnaHtauum (nenkadepes), nosiHasA Unv YyacTu4yHas
Muenoabnauusa nnm HemmenoaonaTtuBHoe MHrIMOUpoBaHUue
pyHKLUMMN KNEeTOK MMMYHHON CUCTEMbI, ayToTpaHcnnaHTauusa FCK

13].

B cooTBeTCTBMM C NPOTOKONOM, pa3paboTaHHbIM MeXAYyHapoOAHOW
akcnepTHou rpynnon, tepanuio PPPC cneayet HaunHathb C
npenapatoB NPH-3 (B BbICOKMX UM HU3KNX [03aX) Unun
rmatupamepa auertara. B cnyyae Hea(hpeKTUBHOCTU HU3KUX [,03
UDPH-B nepexopaT Ha Bbicokue. NMpu HeadphekTUBHOCTHU
BbIOpaHHOro npenapara Npou3BoaAT ero 3ameHy (1.e. AOH-B Ha
rmatupamepa auetart n Haoboport). Npu oTcyTCcTBUM
NOJIOXKUTENbHOro pesynbraTta Ha3Ha4arT MUTOKCAHTPOH. B
crlyyvae ganbHeuwero nporpeccupoBaHnsa AoNycKaeTcA
UCNoNb30BaHMe 3KCNepUMeHTanbHbIX METOAOB file4eHnsa Ha base
cneumanm3npoBaHHbIX LEeHTPOB [25].




JIEHEHUE ITPOI'PECCHUPYIOILIMX
OOPM PACCEAHHOI'O
CKJIEPO3A

INeyeHune nporpeccupyrowmnx popm paccesiHHOro ckneposa

Tepanus nporpeaneHTHO npoTtekatwwero PC saBnseTca HamumeHee peLleHHOU
npo6rnemon. 3a4acTyro B CBA3N € He3a(h(heKTUBHOCTLIO PYTUHHBLIX MeToaoB (FKC,
nnasmacepes) Takme naumeHTbl OCTalTCs 6e3 fie4eHUs U Yepe3 HeNnpPoaAOoIKUTENbHbIN
NPOMEXYTOK BpeMeHU OKa3bIBalTCA ryooKO MHBaNMaM3npoBaHHbLIMMU.

OnpeneneHHbIn ycnex B Tepanun BIMPC gocturHyT ¢ ucnonb3osaHnem UPH-B. Mo
AaHHbIM KpynHoro PKU, BkniounBliero 718 605nbHbIX CO CPOKOM NeyeHus 2 roaa,
nokasaHo, 4yto npuem U®H-B1b B fo3e 8 mnH ME noakoxHo yepes3 AeHb 3amepnseT
pa3BuTue rnybokoro HeBponorn4yeckoro gedpmumta Ha 9-12 mecsiueB, yMeHbLUaeT
KONMMYeCTBO NN, UCMOJb3YOLWUX UHBANUAHYIO KOJACKY, a no AaHHbIM MPT — cHuxaeT
KONMMYecTBO U 06beM T2-runepMHTEHCUBHbIX o4aroB Ha 5% OT nCxoAHOro ypoBHSA (B
KOHTPONbLHOM rpynne poct Ha 8%) [16].

MpeanpvHUMalroTCA NONLITKU UCNONb30BaTh AN fie4eHua nporpeccupyrowmnx opm PC
uutoctaTuKu. NMpoBeaeHo ABa nccnenoBaHUA MO NPUMEHEHUI0 MeToTpeKcaTa
(aHTMMeTabonNuT U3 rpynnbl aHanoroB ¢ponneBou kucnotbl) B Tepanun MNMMPC n BINPC.
daHHbIN NpenapaTt NnpoaeMOHCTpUupoBan cBol 3h¢eKTUBHOCTb Kak npu
ucnonb3oBaHUM B manoun ao3se (7,5 Mr/icyT per os) [27], TaK U Npn Ha3Ha4Y€eHUN BbICOKOW
A03bl B criy4yae HeadhcekTMBHOCTU aBOHeKca [35]. Tepanua MeToTpeKkcaToM conpsikeHa
C pa3BUTUEM MUESIO- U FrenaTOTOKCUYECKUX OCINIOXHEeHUN, YTO TpebyeT TwaTesibHOro
KITMHMKO-1TabopaTOPHOro KOHTPONA.




BeayTtcs nccnegoBaHus no UCNosib3oBaHUIO Npu
nporpeccupyrowmx ¢popmax PC HOBbIX npenapaTtoB, TakKUX
KaK rymaHU3upoBaHHbIe MOHOKIOHarbHbIe aHTUTenNa,
UMMYHOMOUNbHbIE NUraHAbl; pa3padarbiBaloTCA
cneumanbHble cxeMbl npumeHeHusa BUT, aputponoatuHa u
APYrux riekapcTBeHHbIX cpeacTs [33].

Takum obpa3om, rieyeHne paccessHHOro cKkneposa
npeactaBrifieT cOOOM CIOXHYIO 3a4avy, pelueHne KOToOpou
TpeodyeT OT Bpaya rmyooknx meaMuUMHCKUX 3HaHUM N gocTyna
K rmob6anbHbIM MH(pOpMaLMOHHbLIM pecypcam.




Onsa 3TUX Xe uerien BO3MOXHO NPUMEHeHue asaTtTMonpuHa B
AO03UPOBKax, NpeAHa3HavYeHHbIX Ansa nevyeHus taxenbix coopm PPPC
[43].

NMpoBoaATCA UcnbITaHUA LUTOCTAaTUKaA KnaapubuHa (nemMknaguH) npu
nporpeccupyrowmnx dopmax PC. [laHHbIN npenapaTt BBOAUTCA B fo03e
0,07-0,1 mr/kr macchbl Tena B AeHb B BUAe BHYTPUBEHHOM KanerbHOU
nHdy3um Ha 200,0 mn 0,9% pacTtBopa NaCl B TeueHue 5 gHen. Pacuyert
A03 NeukKnaauHa ana naumMeHToB C OXKUPEeHUueM npon3BoauTca B
COOTBETCTBUU C naeanbHbIM BecoM Tena. OpMeHTUPOBOYHOE
Konn4ectBo KypcoB — 5. [lepepbIiB Mexay Kypcamu coctaBnseTt 4
Hegenu. Nepeg HayanomMm o4yepeaHOro Kypca ao3a neuknaguHa
nepecuntbiBaeTcA. Kak B Havarne, Tak U B KOHLie Kypca Heobxoanma
KJIMHUKO-NabopaTtopHas oLueHKa NepeHOCUMOCTU AaHHOro npenapara.

Xopoluune pe3ynbraTbl NONy4YeHbl NPU UCMONb30BaHUM TPMAMLUMHOSOHA
aueToHuga (KeHanor) B BuUAe MHTpaTteKaribHbIX UHbEKLUWN Y OONbHbIX C
HeYKNOHHO nporpeccupyrowum tedyeHnem PC. Npenapat BBoguncs
aHpontomMmbanbHO B go3e 40 mr. BbinonHANocb 6 MHLEKUUN.

B pe3synkTraTe rie4yeHMst OTMEYEHO yrny4lleHne ABuUraTenbHbIX (pyHKUUN,
OLleHEeHHbIX MO PacCTOAHUIO U BpeMeHn xoabObl. [loka3aHa
Ge3onacHOCTb Jle4eHUA NocpeacTBOM YrinyoreHHOro 6MoOXMMmNYeCcKoro
aHanu3sa nukeopa [22].




BbiBOAbI

Taknm o6pa3om, nevyeHne paccesHHOro CKneposa npeacraBnsaeT cobou
CNOXHYI0 3aa4y, pelleHne KOoTopon TpebyeT oT Bpaya rnyooknx MeauLuHCKuX
3HaHWMM M gocTyna K rmo6anbHbIM MHPOPMaALMOHHLIM pecypcam.

BonbHble PC — ocobas kaTteropusi. B 6onblMHCTBe crnyyaeB 3TO Monoable
noan, MHOroe 3Harwwme o cBoen 6051e3HM U 0 COBPEMEHHbIX MeToAax
neyeHns. HacTo Takme NauMeHTbl NPUXOAAT K Bpayy He C BONPOCOM, a €
TpeboBaHWeM Ha3Ha4YMTb TOT UK UHOM Npenapar. U Bpay AomkeH BnaaeTb He
TONbKO TOM UH(popMaumen, KOTopoi obnaparoT 6onbHbIe, HO U TOW, KoTopas
nony4yeHa B paMKax AoKasaTesibHOM MeaULMHbI.

Bpau 065s13aH He gonyckaTb B fie4yeHMn PC nonunparmasum n He gaBaTtb
6e3oTBeTCTBEHHbIE pekoMeHAaunun. bonbHble PC Hepeako TpeodyroT
GecnnaTtHoM Bblaa4du QOpPOrMx U, Kak nokasbiBatoT pesynsratbl PKU, mano- unu
Hea(ppeKkTUBHBbIX NpenapaTtoB. Mexay TeM B KMMHNYECKYHO NMPAKTUKY AOSKHbI
BHeApATbCA 3P PeKTUBHbIE NpenapaTtbl U METOAbI JIEYEeHUA, HECMOTpPS Ha UX
BbICOKYI0 cTOMMOCTb. Tak, B 9- Kb r. MuHcka ocyuiectBnsieTcs aytonormyHas
TpaHcnnaHtauua NCK [3]. Ho npu Ha3Ha4YeHUU OOPOroCToALLMX U CNOXHbIX
MeTOoA4O0B Tepanuu Bpay AOSHKEH CTPOro criefqoBaTh NOKa3aHUAM, a elle CTpoxe
— NMPOTUBOMNOKa3aHUAM.
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