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3a60ieBaHMsl, OMHUM U3 OCHOBHBIX ITPOSIBIEHUN KOTOPBIX
SIBJISIETCS pa3pyllieHre MUeIFHA, - OFHA U3 Haubojiee
aKTYyaJIbHBIX PO0O/IeEM KITHHUYEeCKOU MeTUIIHHBI,
IIPEeMMYILLEeCTBEHHO HEBPOJIOTUU.

MmuenuH - 0coObIii BU]T KJIeTOYHOH MeMOpPaHbI, OKPY>Kalolek
OTPOCTKU HEPBHBIX KJIETOK, B OCHOBHOM aKCOHBI, B
tenTpanpHol (LJHC) 1 nepudepryeckoiir HepBHOM CHUCTEME

(ITHC).

OcHOBHBIE PyHKITUY MUETUHA:

*[TUTaHHE aKCOHA

*U30JISIIUS U YCKOPeHHe MPOBeIeHUsI HEPBHOTO UMITY/TbCa
*OTOpHas

*6apbepHast QyHKIIHH,

[To xuMH4YeCKOMY COCTaBy MHEJIHH - 3TO JIMTTOMPOTEUTHAS
MeMOpaHa, COCTOSIIAs U3 OMOMOIEKY/ISIPHOTO JTUTTUAHOTO CJIOS,
PaCITOJIOYKEHHOTO MEX/y MOHOMOJIEKY/ISIPHBIMH CJIOSIMH O€JTKOB,
CITUPaJIbHO 3aKpy4YeHHasi BOKPYT MHTEPHOJATbHOTO CErMEeHTa
HEepBHOTO BOJIOKHA.



PaccessHHBIM CKJI€pPO3 UM ITPaBUJIbHEeE
paccesTHHBIN IHIePATOMHUETHT - ITO XPOHUUYECKOE
Iporpeccupyloliee TeMHeTUHU3UPYIollee 3a001eBaHHe
LIeHTPA/IbHOM HEPBHOU CUCTEMBI, TPOSBSIOLLeeCs
pacCcesTHHOU HEeBPOJIOTMYeCKON CUMIITOMAaTUKOU U
MMerolee B TUIIMYHBIX C/Ty4YasX Ha PaHHUX CTaAUsX
peEMUTTHPYIOIee TedeHHe. BriepBbie 3a00/1eBaHue
onucaHo B 1868 rogy ppaHIy3CKUM HEBPOJIOTOM
JKanom Maprenowm lllapko . B mupe HacuuTbiBaeTcst
OKOJIO 2 MJTH OOJTbHBIX pacCesTHHBIM CKIepO30M, B
Poccunt — 6osee 200 ThIC. B psime perrnonoB Poccun
3a00/71eBaeMOCTbh PACCESTHHBIM CKJIEPO30M JTIOBOTBHO
BBICOKAsl U HAXOAUTCSA B TIpefie/iax 20 — 40 Cy4yaeB Ha
100 TBIC. HACeIeHWs. B KpymHBIX IPOMBILIIEHHBIX
palioHax U ropojax OHa BbILIE.






[ Ipy4rHbBI pacCesHHOrO CKJIepo3a

BUPYCHI (peTpoBupychl, rpytibl herpes VI, JC u ap., BeposiTHO, B
COYETAHHUU C DHAOTEHHBIMU PETPOBUPYCAMU), OaKTepHaibHas
nHpeKIUS (CTPENTOKOKK, CTapUIOKOKK U [Ip.);

* XpOHMYeCKHe MHTOKCHUKALMU (OpraHuYeCcKrie pacTBOpUTENU, OEH3UH,
MeTaJIIbl, IPYTHe XUMHUKAThI); 60JblI0e 3HAYEeHHEe UMeeT IpeObIBaHHe
B DKOJIOTUYECKH HeOIaroNMPUSITHBIX YCIOBUSIX TIPOXXUBAHUS, 0COOEHHO
B [IeTCKOM BO3pacTe;

* 0COOEHHOCTHU MUTAHHUS (B YaCTHOCTH, Ipeob/1alaHre YXUBOTHBIX KUPOB
1 Oe/IKOB), 0COOEHHO B BO3pacTe [0 15 JIET;

* XPOHUYECKHUH MCUXO3MOLMOHATbHBINA CTPECC; aKTUBHO U3Y4YaKOTCS
HEeUPOUMMYHOJIOTUYECKHEe U ICUXOUMMYHOJIOTUYEeCKHe MEXaHU3MBbI B
$GOpMUPOBAHUHU MTPEIPACIIONIOKEHHOCTH U 0COOeHHOCTel
KJIMHUY€eCKOT'0 TeYeHUsI PaCCeTHHOTO CKJIepOo3a.

Y6enutenbHO ZOKA3aHO CYLIeCTBOBAHNE TeHETHYeCKUX PAaKTOPOB
MpePaCIioNOXeHHOCTU K PACCESTHHOMY CKJIepO3y, YTO HauboJiee
OTYET/TUBO MPOSIB/ISIETCSI TIPU CEMEWHBIX CTydasix 3a00/1eBaHUS.
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CoOcTBeHHAss UMMYHHast CCTeMA TP PACCesTHHOM

CKJIEpO3e MOCTEeNeHHO YHUYTOXKAeT HePBHYIO CHCTeMY — Oejioe
BeIeCTBO, BOCIIPUHUMAS €T0 3a «9Iy)KJ0€». AKTUBUPYIOTCS
Makpodaru u T-xesnepsl, yBeITMIUBAETCSI TPOHUIIAEMOCTh TeMaTo-
sHIeaTmyecKoro 6aprepa, yBeuunBaeTcs Murpanust T —
AUM@OITUTOB, KOTOPbIe U CHHTE3UPYIOT TPOTUBOMUETUHOBbBIE
aHTHUTesa - POPMHUPYETCST O9ar XpOHUIECKOU BOCIA/TUTETbHOU
neMueTMHU3AIUHY (pa3pylieHHs UK CKiepo3a). Takue oyaru
CKJIEpO3a paccesTHbI MPOCTPAHCTBEHHO B TOJIOBHOM Y CITUHHOM
MO3Te, OTCIO/Ia Ha3BaHUe 3a00/1eBaHUs - PACCeSTHHBIN CKIepos. Y
OZTHOTO OOJTLHOTO HA PA3HBIX dTATNax 00/1e3HU MOXKHO OOHAPYXUTh
pa3Hble 10 CpOKaM 0OPa30BaHUSA OYard — OCTPbie (AKTUBHBIH
poliecc), cTapbie (HEAKTUBHBIN MPOLIECC), XPOHUYECKHE C
MpHU3HAKaMH AKTHUBAIIMH, TeHH OJisiiieK (BO3MO)XHAs
peMHueTMHU3AIINA).

[TomuMo 6eoro BelllecTBa MOPAXKAKOTCS U IPyTUe TKAHU: cepoe

BeIeCTBO (Te/la HePBHBIX KJI€TOK) U HEPBHbIE BOJIOKHA (BHYTPH
MUeIMHa). VX mopa)keHHe MTPOUCXOIUT MO0 APYTOMY MeXaHU3MY':
TKaHM MMOCTENEeHHO YBSAAIOT, ObICTPO cTaperoT. M 3TOT mporiecc

MOCTOSTHEH, TIPOMCXOJUT He TOBKO BO BpeMsi 000CTpEHUS.



Coobuenue nepepaerca ouens HucTpo
(co ckopocTe0 oxkono 400 km/vac)

HopManskbiit Heps = MUeNUHOBAR 060N0YKA HE NOBPeXACHA

!' &) '
@2%‘100&&% NEePEAILTCA MEANEHKO (CKOPOCT OKONO 4 m/qg)

MNospemzaeHHit Heps ~ MHRNUHOBAA 060N0YK NOBDEXACHE MAM palpvwena



PacripocTpaHeHHOCTH

PacnipocTpaneHye paccessHHOrO CKI€P03a 3aBHUCHUT OT
reorpaduueckoi mupoTsl. /1o HeaBHETO BpeMeHH
OBLIIO IIPUHSATO BBIZE/IATH TPU 30HbBI, Pa3/IUYAIOLIECS IT0
cTereHy 3a00/1eBaéMOCTH pacCestHHbIM cKieposoM (G.
Kurtzke, 1964, 1980, 1993):

30Ha BBICOKOTO pHCKa — 30 U OoJiee c/Ty4aeB HA 100 ThIC.
HaCeJIeHUSI, CI01a OTHOCSTCS PETUOHBI, PACIIOIOXKEHHBIEe
ceBepHee 30-1 Napa/uiesiu Ha BceX KOHTUHEHTAX;

30Ha CpeJiHero pyucKa — OT 5 ZI0 29 C/Ty4aeB Ha 100 ThIC.
HaCeJIeHUs;

30Ha HU3KOTO PUCKAa — MeHee 5 CJTy4aeB Ha 100 ThIC.
HaCeJIeHUS.



CHMIITOMBI ITOPaYKeHUsI TMPAaMMIHOIO ITyTH, HarboJjiee
yacrtoe nnopaxkenue npu PC (85-97%)

- B 3aBUCHMOCTHY OT JTOKa/IM3aIIMU OYara BOSHUKAIOT TeMU-
WJTM TIapariapesbl, peyke MOHOIIape3bl, HauboJjiee 4acTo
CTPAIAIOT HIDKHYE KOHEYHOCTH, pe)Xe BepXHHe; OHU
BOBJ/IEKAIOTCA MO31Hee. KIMHUYeCKU MpOsIBIISIIOTCS
MaToJIOTHYeCcKHe MUpaMUIHble pedieKChl, ITOBbILIeHUe
CYXO)XKHMJIBHBIX pedIeKCOB, CHHDKeHUe WTH TTOJTHOe
OTCYTCTBUE OPIONIHBIX pediiekcoB. [locmeHuii cumMnrTom —
3TO TOHKO€, paHHee IMPOosIBJIeHUe 3aMHTEePECOBAHHOCTHU
MOPAKEeHUS TMPAMHMIHOIO IMyTH. LleHTpabHbIe Tape3bl U
Mapaugy COMMPOBOXKAAIOTCS U3MEHEHUSIMU MBIIIIEYHOTO
TOHYCA — KaK CIIaCTUKOU, TaK U TUIIOTOHHEMN, JUCTOHUEN.
OpHoit 13 mpobiem ajst 6onbHBIX PC ipeacTaBisieTcst
MOBBIIIEHHE TOHYCA IO crmacTudyeckoMy tumy. Kak mpasuio,
OHO HAO/I0ZaeTCs y O0BHBIX C HDKHUMU Mapaliape3aMH.



- [TopaxeHne BOKOBbLIX 1 3aHNX CTONIOOB BHaYane
3aboneBaHns NPOSABNSETCA KOMMIIEKCOM (PSTIEKCOPHLIX U
9KCTEH30PHbIX CTOMHbLIX N KUCTEBbLIX MNAaTONOrM4YeCKnx
pedoriekcoB, PEHOMEHOM CKITagHOro HoXa u
HEeyCTOMYMBOCTLIO B No3e Pombepra. B ganbHenwem npum
noereHepauuu netnu raMmma-HeMpoHOB pa3BMBaeTCA
MHTEHCMBHAA cnacTuKa MblLUL, CAMNTOMbI CMTMHANbHOIO
aBTOMaTM3mMa, NoABNAKTCA NOCTOAHHbLIE KITOHYCbI CTOM U
KONEHHbIX Yalleyek, crmbaTernbHble KOHTPaKTYPbI B
KONEHHbIX CcycTaBax C NpuBegeHNEM HOr K XXUBOTY. [1o
Mepe 3axBaTa nonepeyvyHmka Mosra yCunmBaroTCs
amuoTpoduun, a Nnpu BOBMEYEHNN B NPOLIECC
BeretatuBHbIX BONMOKOH U LLIEHTPOB NOABNAKOTCS
TpodU4ecKkme paccTpoucTea B BUAE NPONeEXHeEN U
aoekyountanbHbIX S13B.



CHMIITOMBI ITOpaXXeHUs MO3edka (62-87%)

BonbHBIE Xa/Tyl0TCsT Ha HapyllIeHHe TTOXOAKU U
paBHOBecusi. KIMHUYeCKH MpOSIBISIOTCSA HapyIIeHUSAMU
KOOPJMHAIIMY ¥ CHIDKEHUEM MBIIIIEYHOM CHJIBI.
XapakTepHO MapOKCH3MaIbHOe HapacTaHWe aTaKCHH IO
HEeBO3MOXXHOCTH XOAUTh. OT 3TTM30AU9IECKOTO
TO/IOBOKPY)KE€HU ST, HEPOBHOCTU MOYEPKAQ,
OJTHOCTOPOHHEr0 MHTEHIIMOHHOTO TPeMOpa B KOHIIEe
BBITIOTHEHH S TIA/TbIIe-HOCOBOM IMMPOOBI ¥ Ma/I0O3aMETHOM
IJ1sT OKPY)KAIOIIMX MIATKOCTU MPU X0Ib0e 10 TpyOoi
CTaTUYECKOU U JUHAMUNYECKOU aTaKCHUU C BBIPAXXEHHOU
rurnepMeTpuen, e/alolnuX 3aTPYAHUTETbHBIM HTH
HEeBO3MO)XHBIM Ile/leHarpaB/ieHHbIe IBYDKEeHHUSI.
CkaHApOBaHWE peYH U IPyOBIH aKCHATBHBIU TPeMOP
Pe3KO OIpaHHUYHBAIOT peveBoe 00IIeHre C
OKPY)XKAOITUMH Y CAMOCTOSITE/TbHbBIN ITPUEM TTUIIIH.



CHUMITTOMBI MOPAXKeHW s CTBOJIA MO3Ta U
yepeIrHbIX HepBOB (36-81%)

- Oyaru 1eMyeTMHU3AH 3a49aCTyI0 00pa3yl0TCst BO BHYTPHUMO3TOBBIX
YaCTSAX HEPBOB, MO3TOMY MOTYT OTMEYaThCs CAMIITOMBI KaK
IeHTPAa/IbHOTO, TaK U TTeprupeprUIeCcKoro MOPAKEHU ST IBUTATETHHBIX
yepenmHbIX HepBoB, Yaie 11, V, VI, VII mapsr HepBoB. Hanbonee yacTeim
KJIMHU4YeCKUM CUMIITOMOM MOPAYXEeHUSI CTBOJIA MO3Ta SIB/ISIOTCS
I/la307BUTaTe/IbHbIe HapylIeHUsI, KOTOPbIe BbI3bIBAIOT ABOeHUe. OT
JIETKUX MPU3HAKOB JBOCHWS U JPOXXAHUS IPeIMETOB nepes, I/la3aMHu,
MEeJIKOPAa3MallMCTOTO MOHOKY/IIPHOTO TOPU30HTAIbHOTO HUCTAarMa Mpyu
OTBeZleHMH I71a3 B CTOPOHY 32 MOJIOTOYKOM Bpaya 0 CIIOHTAHHOTO
POTATOPHOI'O HUCTArMa IpHU B3IJIsIZie TIPSAMO, BBIPOXXeHHOMN JU3apTPUU U
MOTIEPXWBAHUH TIPU eJle, a B Ja/IeKO 3alleJIINX CTyYassX — [0
HEBO3MOXHOCTH IJIOTATh U TOBOPUTH. XapakTepeH a1 PC cuagpom
MEeXBbAAEePHON 0P TaTbMOIUIET U, CBI3aHHBIN C OYaramMu
IeMHe/IMHU3al U B CUCTeMe 33JJHeTO MPOAOIbHOTO MyYKa.



TunnyHel gnsa PC guckoopanHUpoBaHHbIE OBUXEHUSA
rnasHbiX 610K, UX pa3HOCTOAHNE MO BEPTUKANN UNK
ropn3oHTanu (Kkocornasue), HegoBeaeHMe rnasHbliX 010K
KHYTPU U KHapY>XW. TUNUYHbLIM rnopaeHnem BEPXHUX
OTAENOB CTBOJIAa MO3ra ABMAETCA BEPTUKASIbHbIM HUCTArM.
YacTto npu PC HabnogaeTcst ropu3oHTanbHbIA HUCTarM,
ACUMMETPUYHBLIN HUCTArM C POTaTOPHbLIM KOMIMOHEHTOM,
«CaKkkagupytome» ABMXEHUNA rnasHbix 010K,
OQHOCTOPOHHUU HUCTArM. XapakTtepeH CUMNTOM
OVCKOOPAUHUPOBAHHOIO ABUMXXEHUS ra3HbIX A0MOK,
HegoBeaeHWE rMas3sHbIX SI0T0K B CTOPOHbI, MEXbAOAEPHbIN
opTanbmonapes, nHorga HabngaeTcs nerkum nTos.
Penko BCTpe4varTCca U3MEHEHNSA 3paYKOBLIX peaKkL .
OaHUM 13 OCHOBHbIX nNposierieHnn PC aBnaeTcs HUcTarm
KaK criecTBue nopaxeHnsa BepxHMUx oTaenos cTeona.



CUMIITOMBI HApPYLLIEeHUSI YYBCTBUTEIbHOCTH

(56-92%)
Ogniia u3'HanbOosnee YacTbix cumnromoB PC — n3meHeHne
ITyOOKOH U ITOBEPXHOCTHOM YyBCTBUTE/NHHOCTH. Yalle Ha paHHUX
CTaAMSIX OTMeYaeTCss HeOOoIbIIoe PacCTPOMCTBO O0IEeBO
YyBCTBUTEbHOCTHU, JU3ECTe3UsI B AUCTAIBHBIX OTAEIaX
KOHeuyHocTel. OurylieHre BaTHbIX HOT. [IIUpoKuii frana3oH
MIPOSIBJIEHUH OT YKa/100 Ha OHEeMeHUe IIeKH, TOJIEHH, TTaTbIieB HOT
VJTH 0O'beKTUBHOTO CHYDKEHUST BUOPAIITMOHHOTO YyBCTBA OT
JIOABDKEK 10 peOepHBIX YT, 0 MaPOKCU3MATbHOM
TPUTEeMHWHAIbHOM HeBPAJITMH, NIPONMPUOLLENTUBHOM aTAaKCUH,
XPOHUYECKOM I1U3eCTe3UHU KOHEYHOCTEU, HOYHBIX KPAaMITU
cuHIpoMa JKOOWMa U MBIIIIEYHO-CKEJIETHBIX Ooeli. XapaKTepeH
YYBCTBUTE/TbHBIN peHOMeH J/lepMHUTTa, 3aK/TFOYAFOIITUIACS B
OLIYIIeHUH YAapa 3JIEKTPUUYECKOrO TOKA B PyKaxX UJIU CIIMHE NPU
PEe3KHX IMMOBOPOTaX WU POPCUPOBAHHOM CTMOAHWH TOJIOBBI.
Oco6eHHOCTHIO HAPYIIEHU U YyBCTBUTETHBHOCTH SIB/ISIETCS TO, YTO
00JIbHBIE HE MOTYT Y€TKO MX OTTMCATh M YaCTO NP bSIB/ISIOT
XamoObl HA OHEMEHHE U XOKEeHHE B KOHEYHOCTSIX.



CUMIITOMBI 3pUTEIbHBIX HapylleHui (36-52%)

CHKeHUe OCTPOTHI 3peHUsi, U3MEeHEHMe MMoJiei
3peHUsI, 9aCTO peTpoOy/IbOAPHBIN HEBPUT SIB/ISETCS
MepBbIM CUMIITOMOM 3a00eBaHus. [1pu
0PTaTBMOIOTUYECKOM UCC/IeIOBAHUH BBISIBIISIOTCS
IleHTPaJIbHbIe CKOTOMBI, CY>KeHHUe T10jIei 3peHUs,
pexoisiiiee CHIKeHYEe OCTPOTHI 3pEHUS.
bo/bLIMHCTBO Hcc/ieoBaTe el CHUTAIOT, UYTO Y 80%
OOJIBHBIX PETPOOY/THOAPHBIN HEBPUT WJIN ONITHYECKUH
HEBPUT MOKET OBITH ITEPBBIM, A HHOTIA U
eaVHCTBeHHBIM nposiBieHueM PC, ipu aTom B 13%
CTydaeB BO3HHKaeT y)xe Ha poHe oOmmet kmuHuku PC.



CUMIITOMBI HapyleHHs PYHKIIUM Ta30BbIX OPraHoB (26-53%)

JTO OVH 13 TIePBbIX U HanboJjiee 4aCTO BCTPEYaAIOITUXCS
cumirromoB 1ipu PC. Hanbomnee paHo mposiBasitoTCS
HapYIIEeHHST MOYeHCITYCKAHUS T10 IIeHTPAaIbHOMY THITY,
MOTYT OBITHh KaK YYallleHH!s, TaK U 33iep>KKa MOYH, a
TaKoKe UMITIepaTUBHbBIE MO3bIBbI. Ha Ooee mo3gHmx
CTAZMSIX 3TO, KaK IPAaBUJIO, HeJlep)KaHre MOYU. Y
MY)XYHH MOXXET ObITh CHVDKEHME MOTEHIIUU, CBI3aHHOE C
MOBPEXIeHHeM CITMHHOT'O MO3ra 09arom
nemMueTMHU3AINA. [[0CTOSHHBIM COTIPOBOXKAEHUEM
CITMHA/TbHOTO CUHIPOMA SIB/ISTIOTCS Ta30BbIe
PAaCCTPOMCTBA OT JIETKUX UMITEPATHBHBIX ITO3BIBOB K
MOYEHCITYCKaHUI0, 3aTIOPOB U 3a/IePXXeK MOYH 0
HeOoOXOAUMOCTH KaTeTepU3alii MOYEBOTO ITy3bIpsS U
CIlellUaIbHBIX TIPHEMOB 3BaKyalluu Kasa. B puHanbHbIX
CTAIUSIX Pa3BUBAETCS HeJlep)KaHHe MOYH U KaJla.



Heitponcuxonorudeckre cCUMIITOMBI (65-95%)

HeBpo3onogob6Hbie acTeHUYeCKHEe U
o0ceccuBHO-(POOHUYECKIe CHHIPOMBI,
HapylIeHue ITaMsATH, OCTPOTEI
MBIIIJIEHHUS] 1 BCeBO3MO)KHBIE
HapyIIeHUs SMOIIMOHAIFHOTO
XapaKTepa, AeTpPeccHsi C COCTOSTHUSIMHU
araTuy U TPeBOT'H, dHidpoprdecKas
oeMeHIIHsI, Y JKEHIITUH UCTepUYeCcKHe
peaKIiiu



Kimandeckue popmbl

B 3aBHCHMOCTH OT TpenMyIIeCTBeHHOM JTOKAa/TU3aluH
OJISITIIEK pacCesTHHOTO CKJIep03a Pa3TuYaloT
cenylonre KInHu4Yeckre GpopMbl 3a001eBaHUS:
1epebpabHYIO, lIepeOpPOCTTMHAIBHYI0, MO3YKEYKOBYIO,
CTBOJIOBYIO, CHMHA/IbHYIO, a TAK)KE ONMTUYECKYIO




Mo3zxkeukoBasi popma

Mo3sskeukoBasi popMa yaiiie MPOSTBASIETCS CUMIITOMaMHU
MOPAYKEHUS CTBOJIA MO3Ta U MO3XKEYKa, PEXe - TOIBKO
MO3YX€YKOBBIMU CUMIITOMaMU: CKaHAUPOBaHHAas peyb,
TOPU30HTA/IbHbIN, BEDTUKAJILHBIW, POTaTOPHBIN
KPYIHOPAa3MallIUCThIX HUCTArM, alUaJOXOKUHE3, TUCMEeTPUs,
aTaKCUsl, UHTEHJMOHHOE JPOXXaHVe B BePXHUX U HIDKHUX
KOHEYHOCTSX, PaCCTPOMCTBA MoYepKa. B maneko 3amreammx
CTaAUSIX UHTEHIIMOHHOE IPOYXKaHUE CTAHOBUTCS PE3KO
BBIDOXEHHBIM U PUOOpeTaeT XxapaKTep ruiepKuHe3a, KOTOPbIN
OoJiee 3aMeTeH B pyKaxX U HOTaxX, MeHee - B TYJIOBHIIIE U TOJIOBeE.
BeipakeHHOe IpOXXKaHWe MO3BOJIWJIO BBIAC/IUTh 3TH CTy4au B
TUTIEPKUHETUYECKYI0 pOPMY paccessHOTO CKIepo3a.



CrtBosioBasi popma

Penko BcTpeyaeTcst ocTpasi CTBOJIOBAS
dopMa paccesTHHOTO CKJiepo3a ¢ OBICTPO
IIPOTPEeCCUPYIOIINM TedeHUEeM U JaKe
JIETAJIBHBIM UCX0A0M. 3ab01eBaHue
pPa3sBUBaETC OCTPO IPU HOPMAa/IbHOUN HUJIU
TIOBBIIIIEHHOM TeMITepaType Tejla B TeYeHHe
1-2 cyT. Ha ¢poHe rosoBHOM 60U € pBOTOM
BBISIB/ISTIOTCSI CUMITTOMBI HapYIIeHH ST
PYHKIIUU CTBOJIa MO3Ta M MO3)KeUKa.



OnTudeckas popma

[Tpmu onTrdeckoi popme BeaAyIIIUM KIMHUYECKUM
CHMITTOMOM SIB/ISIETCSI CHIDKEHME OCTPOTHI 3PEeHUH,
KOTOpPO€e BOCCTaHAB/IMBAETCS Yepe3 HeKOTOPOe BpeMsi
CaMOCTOSITE/TbHO WIH Ha PpoHe evyeHus. B ganpHeliem
aHaJIOTMYHbIe SIBJIEHUSI MOT'YT Pa3BUBAThCSA B PYTrOM
riasy. Pexxe omHOBpeMeHHO CHYDKaeTCsl 3peHre Ha 00a
ria3a. [Ipu opTabMOCKOMNY BBISIB/ISIOTCS MPU3HAKU
peTpoOy1bOApHOro HeBpHUTA: MOOIefHEeHH e ACKA
3PUTEIBHOTO HEPBA, 0COOEHHO €TI0 BUCOYHOU CTOPOHHBI,
Cy)KeHUe 1ojieii 3peHus (BHa4Yasie Ha KpaCHbBIM U
3eJIeHBIH 1IBeTa), CKOTOMBI.



CrimHanbHast popma

CriHabHAST pOpMa XapaKTepHU3YyeTCs CUMITTOMAMU
MTOpaKeHMsI CITMHHOTO MO3TA Ha PA3/TUYHBIX YPOBHSIX.
Benyiiymu B KIMHUYECKOM KapTHUHE SIB/ISTIOTCSI
HIDKHHUM CITAaCTUYeCKUH Maparapes, TPOBOJHUKOBBIE
HapYILIeHHS YYBCTBUTE/TbHOCTH, PA3TUIHOMN CTEIIeH!




/Ipyrve BapruaHTbI

KOpKOBBI BapUaHT NPOTEKAEeT C SMUNPUITIALKAMU
JI>XeKCOHOBCKOTI'O THIIA C KIOHUYE€CKUMHU CyA0pOraMu
[lceBopOTYMOPO3HBIM BapHUAHT COTIPOBOXAAETCS I'OJIOBHOU
60110, YaCTO HATIOMHHAS TUTIEPTEH3UOHHYIO,
COMPOBOXXJASICh TOLTHOTON U PBOTOM, 3aCTOMHBIMU JUCKAMU
3PUTE/NIBbHBIX HEPBOB. CTeneHb ero BbIPAXXeHHOCTH MEHSIeTCS
C TIOSIBJIEHHEeM TT00/IeTHeHUST BUCOYHBIX TTOJIOBUH
3pUTEe/IbHOI0 HepBa. Hapsay ¢ 3acToeM, MOXKeT BbISABIATHCS
KOHLIEHTPUYECKOE CY)XeHUe [10JIer 3peHUs, LieHTPajibHble U
MapaleHTpa/IbHble CKOTOMBI, CBUETE/ILCTBYIOLIVE O
HAJTMYIUH peTpoOyIr0apHOTO HEBpUTA. [0710BHBIE 60N
OOBIYHO COBIMAZAIOT C OCTPhIMU TiposiBieHus MU PC m
MIPOXOAST IO Mepe Pa3BUTHS 3a00eBaHMs.



/Ipyrve BapruaHTbI

[eMuriernyecKi BApUAHT, IPU KOTOPOM Ha IePBbIH IJIaH
BBICTYMNAeT reMUIJIETHSI, YTO HACTOPAXXUBAET B OTHOLLIEHUU
omyxosieBoro npouecca i OHMK. CreneHp BbIpakeHHOCTH
reMunapesa U3MeHseTCs, UMesl TEHAEHIUI0 K PEMUTTUPYIOLIEeMY
Te4YeHH10. Y 3TUX OOTbHbBIX BBISIB/ISTFOTCS IPyTHe YPOBHU MOPaXKeHHU ST
HC (mpexopasiiast c1abocTh B KOHEYHOCTSIX, ITPOTHUBOIIOIOXHBIX
reMHUTUIET WU, JUTUIONHSI, Ta30Bble PACCTPOMCTBA).

[TonrmoMue T THYECKMIT BApDUAHT — aMUOTPOPUH COUETAIOTCS C
MOHIDKeHWEeM MTPOTIPUOIIENITUBHBIX pedIeKcoB.

BAC-nomo6HbIi BApHaHT — aMHUOTPOPHUU COYETAIOTCS C
MTOBBIIIIEHHEM TTPOTIPHUOLIETITUBHBIX peIeKCOB.

[lcuxoTrdecKkuii BAPUAHT — BAPHUAHT, ITPU KOTOPOM MPe00/IaIatoT
MICHUXOIATOIOTUYEeCKHe CUMITTOMBI.



[Io TeyeHUro

MepBuU4HO-NPOrpeccUpyoui PeMutTUpyHOWMUN
paccesiHHbINM CKNepo3 paccegHb“‘a CKIipo3
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MLOOHITMUEBEHK auHELIRdRH

BTOPUYHO-NPOrpPeccupy oLni lMporpeccrMBHO-peLnanBUPYIOLNKA
paccesiHHbii CKNepo3 pPaccesiHHbliX CKNepo3
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WMLOOHITMUBEHHN auHELIEdEH
MLOOHDMUEEHK auHELOEdEH




'Z[I/IaFHOCTI/IKa pacCesasHHOI'O CKJIEPO3d OCHOBbBIBAECTCS HA

TAHHBIX aHAMHe3a, HEBPOJIOTUYECKOTO OCMOTPA U pe3y/IbTaTax
TOTIOJTHUTETBHBIX METOJ0B 00C/IeJOBaHMS. YIAUHBIM SIBJISIETCS
omnpezie/ieHHUe TJIABHOTO KPUTEPUS TMATHOCTUKHM PACCETHHOTO
CKJIep03a: «INCCeMUHAIINS CUMIITOMOB B MeCTe U BpeMeHM». JTOT
TePMHH MOZpa3yMeBaeT XpOHHUYECKOe BOTHOOOpa3Hoe TeueHne
3a00/1eBaHUS C BOBJIEYEHHEM B IMAaTOIOTMYECKUI ITPOIIeCC
HeCKOJIBKUX MMPOBOASIINX cucTeM. KilaccuiyecKUMH KITHHUYECKUMU
KPUTEPUSIMH JUATHOCTUKH PACCESTHHOTO CKJIepO3a SIB/ISTFOTCS
KITUHUYeCKHe JUArHOCTUYeCKHe KPUTEePHUH JOCTOBEPHOTO
paccestHHOTO cKepo3a (G. Schumacher u coaBr., 1965). K Hum
OTHOCSTCSI:

Hannume 00 beKTUBHBIX CBUIETETHCTB IMTOPAKEHUSI HEPBHOM
CUCTEMBI.

Ha ocHOBaHWM JaHHBIX HEBPOJOTUYECKOTO OCMOTPA UJ/IM AHAMHe3a
TOJDKHBI OBITH BBISIBJIEHBI IPU3HAKH O KpaiiHEW Mepe ABYX
pa3ae/IbHO PacCllOIOKEHHBIX O4Yaros.

HeBposiornyeckrie cCMMITOMBI JJO/DKHBI CBUIETE/TBCTBOBATH O
IIPEeUMYIeCTBeHHOM ITOPAKEeHUH 0eIoro BellecTBa, F0JIOBHOIO U



KnuHnyeckue cCMMIITOMBI JO/KHBI UMETh
MPEeXOAAIINN XapaKTeP, BbIMOIHAS OLHO U3
C/IeIyIOIIUX TpeOOBaHHIA:

IODKHO OBITH [IBa MK O0JIee SMU30/I0B YXYy/IIIeHUSI,

pa3de€/ICHHbIX IIEPMOJOM HE ME€HEE 1 MEC 1
IMpoA4O/DKHUTE/IBHOCTBbIO HE ME€HEE 24 Y.

IIOJDKHO OBITh MEeIJIEHHOE, [IOCTEIIeHHOe

MIPOrpecCUpPOBaAHUE MPOLLECCA HA TTPOTSHKEHUH T10
KpanHeu Mepe 6 Mec.




Kpurepuu Ilozepa nuHGOpMaTUBHBI TOJIBKO JIJIST
AUArHOCTUKU PEMUTTUPYIOLIETO U BTOPUYHO-
MPOrPeCcCUPYIOLIETO PacCesTHHOrO ckiepo3a. OHu
He PAaCCYUTAHBI ISl OTIpeeIeHUSI TIePBUYHO-
IIPOTPECCUPYIOIIETO TeYeHUs 3a001eBaHUs.
HoBrble griarHOCTHYECKHIE KPUTEPUU OBITH
npeaoxeHbl Mak /loHanbg0M U COABTOPaMH B
2001 T., KOTOPbIE YBEJIMUNBAIOT CITEIIUPUIHOCTD U
KOPPEKTHOCTb IUAaTrHOCTUKHU PACCETHHOTO
CKJIepo3a.




[ st AMAarHOCTUKM MHOTOOYaroBOro MOPAXXeHUsI MO3ra, T. €.
oTpezie/IeHHs «IMCCEMHUHAIIMM Ha MeCTe», Hanbosiee MTHGOPMaTUBHA
MPT, xoTs Takvie ©U3MeHeHUsT He SIB/ISIOTCS CIIelupUIeCKUMU JJIs1
paccesTHHOTO CKJIEP03a Y MOTYT OOHAPY)>XUBAThCST TIPU PA3HBIX
3a00/1eBaHUSX BOCMA/IMTETBHOTO M HEBOCTIATUTE/TBHOTO
npoucxoxaeHusi. O4aru BOCIa/IMTeNbHON JeMHUeTMHU3aL U UMEIOT
CHW)>KeHHYI0 MHTEHCUBHOCTBIO CUTHAJIa Ha 11 -B3BeIlIeHHbIX

U300 pAKEHUSIX WU OTIPeIe/ITIOTCS KaK TUITepPUHTEHCHUBHBIE YYAaCTKU
Ha T2-B3BelleHHbIX M300paXkeHUsX. Kak y)xe oTMe4anoch, OHHU MOTYT
OBITH Pa3HBIX pa3MePOB, yallle 0Ba/bHOM ¢popMmbl (cM. puc. 121). MPT
MO3BOJISIET BU3YAJIM3UPOBATh OYATW BOCIIAJIEHUS U JeMHe/TMHU3ALUU
TIPU YCJIOBUM JOCTOBEPHOI'O AUATHO3a PACCESTHHOTO CKIep03a B
roJIOBHOM Mo3re B 95% ciry4aeB, B CMUHHOM Mo3Te - B 75%. lleHHOCTD
JAQHHOT'O METOZA OIpeensieTCs BOSMOXXHOCTBIO BbISIBJICHUS aXKe
«HEMBIX» O4aroB, KOTOPbIe He TIPOSBASIOTCS KITUHUYeCcKu. CaMbIM
YYBCTBUTETbHBIM sIBJIsieTCs T2-B3BelleHHOe n3o0pakenue. [l
AWArHOCTUYEeCKOU OLeHKHU AJaHHbIX MPT npu Hammyumn
MHO)XeCTBEeHHbBIX 0YaroB MOPAYXeHMsI B TKAHU MO3Ta 4YaCTO UCMOAb3YIOT
kputepuu Pasekaca u [lare.



., M
MpT

PazMep TUIMMYHBIX /IS PAaCCESTHHOTO CK/IePO3a 09aroB OOBIYHO COCTABIISIET
3 MM U Gojiee. DTHU O9ard MOXKHO OOHAPYXKUTh IEPUBEHTPUKY/ISIPHO, B
MOBOJIUCTOM TeJie (C XapaKTepHBIM 1Mo popMe pacipoCTpaHEHUEM OYaroB
13 Hero B OeJioe BelleCcTBO - «Iasblibl /IoycoHa»), B CTBOJIE MO3Ta,
MO3)KeUYKe, CTUHHOM MO3T€ U B 3pUTETbHBIX HePBax

[Tpu MPT ¢ koHTpacTUpOBaHWEM TaZIOIMHHEM B O€/IOM BeleCTBE MOTYT
OOHAPY)XUBATHCS YUYACTKHU MOBBIIIEHHOW NHTEHCUBHOCTH B Pe3y/IbTaTe
MIPOXOXXAEHUSI KOHTPACTHOTO BelleCTBA Yepe3 HapYILIeHHbIN
remMarosHuedaTUIecKrii 6apbep. BpemeHHOe TTOBbBIIIEHHE
WHTEHCUBHOCTH Ha T1-B3BelIeHHBIX N300PAXEHUSIX C TaZJOTMHUEM OOBIYHO
COMYTCTBYET INOO MpelIeCTBYeT MOSIBIEHUIO0 HOBBIX 0YaroB Ha T2-
B3BeIIEHHBIX N300pa)KeHUsIX. JJaHHBIE Ay TOTICUY CBUIETETBCTBYIOT O TOM,
YTO YYaCTKH 3aTE€KAHUS TAIOTMHUS COOTBETCTBYIOT IEPUBEHY/ISIPHBIM
odaram BocmasieHusi. O4aru, KOTopble BOSHUKAIOT Ha T2-B3BelIeHHBIX U
CpeHeB3BelIeHHbIX N300PayKeHUSIX ITOC/Ie BBeIeHUS TaJJOTMHUS, He
crieupUIHBI I5T KAKOTO-THO0 BUIa MOPPOTOTHYECKUX HAPYLIEHUH —
OHU MOTYT OTPAXKaTh OTEK, BOCTIAJIEHHE, TeMHUETUHU3AIUIO, TTH03 WU
rubeb AaKCOHOB.



IlnarHocru4yeckre KpUTepuu

Ta6nuya 1. QuarHocTuyeckne KpuTepun paccesHHoro cknepo3aa (McDonald et al., 2005)

KnuHuyeckas KapTuHa

HeoOxoaumbie AONONHUTENIbLHLIE JaHHble

2 n Oonee artaky, OOLEKTUBHLIE KIIMHMYECKWe JaHHLIe O
Hanuyum 2 n bonee oyaroe

He TpebyioTca

2 u Gonee ataky, OOLEKTUBHLIE KIIMHWYECKWe JaHHLIe O
Hanuyuu 1 oyara

C nomouweio MPT gokasate JUCCeMUHaUuIo o4yaroe B
MecTe,

unn 2 u bonee oyara Ha MPT + xapakTepHble U3MeHeHUs
B LICX,

uan OXupaHue cnefyLllen KIMHUYeCcKon artakuy, ykassl-
BakLLei Ha HOBOE MEeCTO NMopaxeHus

1 ataka, 2 v 6onee oyara Ha MPT

C nomouisio MPT gokazaTe AMCCEeMMHALMIO 04aroe BO
BPEMEHU, UNK 2-1 KNMHUYecKas aTaka

1 ataka, 00LEeKTUBHbIE KTMHUYECKMUE AaHHbIe O HANN4YUK 1
oyara (MOHOCMMNTOMHOE Hayano; KNMHUYECKN N30IMpo-
BaHHLI CUHOPOM)

C nomotLk MPT fokasaTtk AUCCEMUHALMIO 04aroe B npo-
CTpaHcTBe,

uam 2 n Gonee oyara Ha MPT + XxapakTepHule U3MEHeHus
B LICX # gokasaTe AUCCeMUHALMIO 04aroB BO BPEMEHU
Ha MPT,

WK 2-9 KNMHWYECKan aTaka

[TocTeneHHoe NporpeccupoBaHue HEeBPONOrMYeCcKon
CUMNTOMATKUKK, CXOXeWl Cc PC

XapakTepHsle nameHeHus LICX 1 aucceMuHaLmns 04aroe B
MecTe, NOATBepPXAeHHAA HannyneM: 9 u 6onee T2-04aroe
B rONIOBHOM MO32re,

unu 2 1 6onee oyaroe B CIMHHOM MO3re, Unu 4-8 oya-
rOB B rOIOBHOM MO3re + 1 oyar B CIMHHOM MO3re, Uau
XapakTepHuie uameHeHns 3BIM BMecTe ¢ 4-8 oyaramu B
rONIOBHOM MO3re,

MM MeHee YeM C 4 oyaraMu B ronoBHOM Moare + 1 oyarom
B CMIMHHOM MO3re, BLIABNEHHLIMK Ha MPT, 1 JokazaTens-
CTBO AUCCEeMMHALIMM 04aroB BO BDEMEHW, UN NPOrpeccu-
poBaHue 23aboneBaHUsa He MeHee yem 1 rog




CornacHo kpurepusim Paszekaca, s
PACCeTHHOTO CKJIepO3a TUITMYHBIM SIB/ISIE€TCS
Ha/Iu4vie He MeHbllle 3 TUIMepPUHTEHCHUBHBIX
Y4aCTKOB Ha 1'2-B3BelIeHHOM
M300paKeHHH, 2 U3 KOTOPBIX AO/DKHBI
JTIOKQ/IM30BAThCSI MIEPUBEHTPUKY/ISIPHO U 1 -
cyOTeHTOpHAa/IbHO; TUaMeTp o4yara JIo/DKeH
MPEeBBINIATh 5 MM.



Cornmacuo kpurepusm [laTtu, THTMYHBIM 151 3TOTO 3a00/I€BAHUS
saBisieTcss Hannuve Ha MPT He meHblIe 4 rUTIepUHTEHCUBHBIX OYaroB
Ha T2-B3BelIeHHOM M300pakKeHWH WU 3 049aroB, 1 U3 KOTOPBIX
PacIio/IOKeH B TIePUBEHTPUKY/ISIPHOUM 00/1aCTH TOJIOBHOTO MO3Ta.

Takum o6pazom, MPT - 5T0 BayKHbIH TOTOTHUTETbHBIN METO
TWATHOCTUKHU PACCESTHHOTO CKJIEPO3a, HO Pe3Yy/IbTAThI €T0 JODKHbI
OIIEHMBATbhCS C Y4€TOM JaHHBIX HEBPOJIOTUYEeCKOU KIIMHUKU. BMecTe ¢
TeM He0OXOIMMO OTMEeTHUTh, uTo faHHbie MPT He Bcernma Koppenupyior
C K/IMHUKOM, a TTOsIB/IeHH e HOBBIX 0YaroB IeMUeTMHU3AIINH He
COBIIAZIAET C YaCTOTOU 060ocTpeHuii. HoBble ouaru mopakeHust
BO3HHMKAIOT 3HAYMTETbHO PaHblIle, YeM KJIMHUYeCKUe MTPU3HAKU
o6ocTpeHUsT 00JIe3HH.

Bbi3BaHHbIe MOTEHIMAIbI Pa3HON MOAATBHOCTH (3pHUTE/IbHbIE,
COMAaTOCEHCOPHBIE, CTYXOBbIe) HE MOTYT CJIY)KUTh METOZ0M
IVAarHOCTHUKH PAaCcCesTHHOTO CKJIepP03a, ITOCKOJbKY OHU OTOOPaXKaloT
3aMeJiJieHre MPOBeJleHWsI UMIY/IbCA ONpele/;IeHHbIX MPOBOASIIUX
nyTteit. [loaTOMy 3TOT MeTOA, UCMOMB3YIOT JIMIB /151 BBISIBIEHUS
CYOKTMHUYECKHX 0YaroB y O0JIbHBIX C BO3MOYXHBIM PacCesTHHBIM
CKJIEPO30M.



Jlns moATBEPXXIeHUSI TUATHO3a PACCESTHHOTO CK/IEPO3a BAKHBIM
SIBJISIETCSI CC/IeJOBaH e CTMHHOMO3IOBOM JKHUIKOCTH.
XapaKTepHbIM [1Jis1 JAHHOTO 3a00/IeBaHUSI CYUTAIOT MTOBBIILIEHE
cofiepyKaHusI B KpOBU UMMYHOITOOyiMHOB Kiacca G (IgG) u
BBISIBJIEHHE OJIMTOK/JIOHA/IBHBIX aHTUTes rpyni IgG. Yacto
HAOJTI0ZIaeTCsl He3HAYMTEIbHBIN TUM@OIIMTaPHBIN II€OIIUTO3.
OmnpeneneHHOe 3HaY€HHE UMEIOT ITOBBIIIIEHHbIE TUTPhI
ayYTOQHTHUTE/T U YPOBEHD KJIETOYHOU CEHCUOMTN3AINH K
HelipocnenupuyecKkuM OeTKaM, 0COOEHHO K OCHOBHOMY OeJIKy
MHUEJTNHY; BbISIB/IeHEe aKTUBUPOBAHHBIX T-K/I€TOK; TTIOBBIIIIEHHE
CoZlepyKaHUST PACTBOPUMBIX MOJIEKY/T aZIT€3UU, TPOAYKTOB
pacrajia MUe/IMHa U IPYTUX MapKePOB BOCMAIUTETHLHOTO U
ayTOMMMYHHOTO TIpo1iecca. XOTs 3TU MeTO/bI He SIBJISTIOTCS
crieriripruIeCKUMHU JIJIs1 PACCESTHHOT'O CKI€p03a, KOMIUJIEKCHOE HX
MCIO/Tb30BaHUE TI03BOJIsSIeT OIIeHUBATh THUI TeYeHUS, CTATHIO
3a00s1eBaHMs, A Takoke 3P PEeKTUBHOCTD TepATTeBTUYECKUX
MepOIIPUATHM.









UeyNoN 2. MasNUMKNO-POIONINCHAR MOMOZPIPUR 20106NOZ0 U CRUNNOZO MO32 ¢ MaZMesuUCm
y OonbHou 3., 12 nem. OYa2u OeMUSNURUIAUUL 8 20N08HOM U CNUNKOM MO326



MPT-caumkmu




- Oco00ro BHUMaHUA 3aCIY)KHUBAeT PSAJ MUETHHOK/IACTUYECKUX
3a00/IeBaHU1, KOTOPbIE€ MOTYT OBITHh KJIACCUPUITUPOBAHBI KAK 0COOBIE
BapHAaHTHI PACCEeTHHOTO CKJIePo3a.

Oco06bIii BApUaHT pacCesTHHOTO CKiepo3a ObUT omnrcaH JleBrucoM B 1894 T. U
MOTy9YW/T Ha3BaHMe onTUKomuenur leBuka. /st aToro 3ab6oeBaHus
XapaKTepPHbI CHMIITOMBI TOPAYKEHUSI CITUHHOTO MO3ra (MoTepeYHbIi
MUEJIUT) U 3DUTEHHBIX HEPBOB C OAHOM WJ/H IBYX CTOPOH, A TAKKE
3/I0KaYeCTBEHHOE HEYKJIOHHO MPOTPeCCUPYIoliee TeYeHHe U TIJTOXOH
nporHo3. Hanbonee yacto cinydau 6one3nu [leBrKa BCTpedaroTcs y
YKEHIIUH KOPEeHHbIX HallMOHAIbHOCTeU cTpaH [O0ro-BocTouHoii A3um.
[Tatomopdomoruuecku oyaru JeMue TMHU3ALNA PY 9TOM 3a00/IeBaHUH
OJTU3KH K paCcCeTHHOMY CKJIepO3Y, HO HMHOT/IA HAaO/TI0IAI0TCS HETUTTMYHbIE
nst ocsenHero ¢ dy3Hbie BocHainuTebHbIe U3MEeHEeHUS C BBIPaYKeHHbIM
OTEKOM TKaHHM MO3Ta U B PeIKMX CJIy4yasx ¢ reMopparusimMu. /lanusie MPT u
ayTOTICUH CBUZETETHCTBYIOT O BO3MOXXHOCTU 00pa30oBaHUS OJISIIIIEK He
TOJIBKO B CTUHHOM MO3T€ Y 3pUTEe/IbHbIX HepBaX, HO U B
NepUBEHTPUKY/ISIPHOM O€eJIOM BelllecTBe, PEJIKO B CTBOJIE MO3TA U
Mo3KedKe. B maroreHese onTukomuenuta /leBuka 60/b110€ 3HaYEHHE
MMEIOT T'YMOPa/TbHbIE ayTOMMMYHHBIE PEAKIIUH C 00pa30BaHUEM AaHTHUTE K
Pa3TUYHBIM AHTUTEHAM HEPBHOU TKaHHMU.



KoHIleHTpHUYecKuii cK1epos, uiu 6ose3Hb banro, sBiasercs
HEYKJIOHHO MPOTrPeCCUPYIOLIUM AeMHUEeTUHU3UPYIOILUM
3a001eBaHHEeM JTHII, MOJIOAOTO Bo3pacTa. [Ipu aTom 3a6oieBaHUU
00pasyIoTCs OObIINE OYary JeMHUeTMHU3AIUY TPEeUMYIIeCTBEHHO
B O€eJIOM BellleCTBe JIOOHBIX /0JIeli, MHOT/A C BOBJIeYeHHEM CEPOro
BemecTBa. O4aruv cOCTOSIT U3 YepeayIoIIMXCsT 00/1acTel IMTOJTHOU 1
YaCTUYHOU JeMHUeTUHU3ALUU C BBIPAXKeHHBIM PAHHUM
MOPAXXeHHEeM OTUTOAeHAPOLIUTOB. 30HbBI IeMUeTMHU3ALIUU U
peMUeTMHU3aL M1 TP 3TOM PACHOJIOKEeHbI KOHLIEHTPUYeCKU UJTN
XaOTHUYHO; 3TO MPUAAET O4aramM Ha TOMOTpPaMMaXx XapaKTepPHBIN
Buz. Jlo BHegpennss MPT nuarHos 6osesnu banio mogTBepykaacs
TOJIbKO MPHU ayTorcuu. [IporHos kpaiiHe HeGaronpusitTeH. B
MoC/IeJHYE TOAbI ITOJTydeHbl TaHHbIe 00 YIyUYIIeHUH B COCTOSTHUH
00/IbHBIX Ha pOHE AKTUBHOM UMMYHOCYITPECCHUH, YTO Jle/TaeT
IIPOTHO3 He CTO/Ib (paTaIbHBIM, KaK paHee.



Jletikoanuedanur lllnrpaepa yaie 60OMEIOT AeTH, XOTS HEPEIKO 3TO
3a001eBaHMe HAUMHAETCsT BO B3pOC/IOM Bo3pacTe. Jl/ist Hero
XapaKTepHA PAacIpOCTPaHeHHAsI HEYKJIOHHO TTPOTPeCCUPYIOIAST
neMueTUHU3aLMs C 00pa30oBaHUEM C/IUBHBIX 30H BOCMAJIEHUS U
pa3pylieHus] MUeTUHA. TUITMYHO pacpoCTpaHeHNe TaKOW 30HbI
IeMyeTUHU3ALMH C OHOTO MOJTyIIapUs Ha IPyTOe Yepe3 MO30JIUCTOe
teno. Knmmandeckas kaptuHa 6one3nu Lllunbaepa 3aBucur ot oo0bema
Y JIOKAJIN3AIM TTOPAKEHUS.

XapakTepHO pa3BUTHE

*3MUIENITUYECKOTO CUHIPOMA,

*IICUX030B,

*LIEHTPATbHBIX MTAPE30B,

*TUTIEPKUHE30B, ATaKCHH,

*CHIDKEHUS 3peHus,

*TeMeHIINH,

*TIceBI00yTbOAPHOTO CHHAPOMA.

HexoTopbie aBTOPBI CYUTAIOT, 4YTO 3TO 3a00/IeBaHUE SIB/ISIETCS OTHUM
13 3/I0Ka4eCTBEHHBIX BADHUAHTOB PAaCCeSTHHOTO CKJIeP03a Y JIHI] C
0CcoOBIM HaOOpOM (HAKTOPOB TeHETHUYECKOU TTpepaCITOIOKeHHOCTH.



JlpyruM 3/10KaueCTBEHHBIM BAPHUAHTOM PACCESTHHOTO CKJIEP03a SIB/ISIeTCsI 0OIe3Hb
Map0Oypra, onucaHHas KakK Iporpeccupyioliee 3a001eBaHue C OCTPbIM HAYaJIOM,
MIPEUMYIIeCTBEHHBIM MTOPaYKeHUEM CTBOJIA MO3Ta, KpaiiHe 3/10Ka4eCTBEHHBIM, C
OBICTPO MPOTPECCUPYIOLINM T€YE€HUEM U OBICTPBIM CMEPTETbHBIM UCXOIOM.
[ToMrMO CTBOJIAa MO3Ta, MHO)XECTBEHHbIE O4Yary IeMUeTMHU3AIUU IPU 3TOM
3a00/1€BAaHMUH YaCTO JIOKATU3YIOTCS B 3DUTE/IbHBIX HEPBAX U LIIEHHOM OT/e/ie
CIIUHHOTO Mo3ra. [laToMmopdoioruyeckrie o4aru JeMueTMHHU3ALUU TPU 00/Ie3HU
Map6ypra xapakTepu3yoTcsi ObICTPBIM Pa3BUTHEM JieTeHepaliui aKCOHOB, MHOT/AA
HEKPO30M. AKTUBHAsi UMMYHOCYIIPECCHUSI B psifie CIy4aeB CrocoOCTBOBaA
HACTYTUIEHUIO PEMHUCCUH, YTO MOATBEPKIAeT OOIHOCTh Ooe3Hr MapOypra u
paccestHHOTO CKJiepo3a.

(!!!) CnemyeTr oTMeTHTB, 4TO O4Yaru Aemuenuuusainuu B LIHC goBosbHO YacTo
BBISIBJISIIOTCST Y OOJTBHBIX C

-CUCTEeMHOU KPAaCHOMN BOTYaHKOM

-TIepBUYHBIM CUHAPOMOM lllerpena

-BaCKY/IUTAMHU PAa3/IUYHOTO reHe3a U IPYTMMH CUCTEMHBIMU Ay TOUMMYHHbBIMHA
3a00/1eBaHUSIMU.

Paspyurenuve MyesiiHa ¥ pa3BUTUE ayTOMMMYHHBIX PeaKIjiid Ha €ro KOMIIOHEHTBhI
HAO/TI0jaeTCst TPU MHOTHX COCYZIMCTBIX M TTapaHeorUlacTudeckux npoieccax B LIHC,
YTO CJIeJTyeT YYUThIBATh TPH MpoBeeHNH nruddepeHIInaabHOTO JUarHo3a.



HexkoToprblie 3a001eBaHuA, ¢ KOTOpbIMU fudPpepennupyot PC
Bonesus Jlaiima (6oppennos).

MupekionHoe 3a00/1eBaHe, BbI3BaHHbIE OAKTEPUSIMH, KOTOPbIE
repeIaloTCs YeT0BeKy Yepe3 YKYC Kilella.

HeBponorunyeckass camnromaruka 6oie3nu Jlaiima MoxeT
MIPOSIBJISITHCS B BU/IE YCTAJIOCTH, KOTHUTUBHBIX PACCTPOKCTB,
MBILIIEYHOU C/TA00CTH, CEHCOPHBIX CUMITTOMOB, TAKMX KaK OILTYIeHUS
TTOKAJIBIBAHUS U «IIOJI3AHUS Mypaiiek». /s Toro, YToObI UCKTIOUHUTh
3TOT AWATHO3, Bpa4, BEPOSTHO, MOIPOCUT BaC BCIIOMHHUTB O
BO3MOXXHOM (paKTe JIeCHOH MPOTY/IKU ¥ TPUCACHIBAHUS KJlela.

JNedunut BuTaMmuHa B12 B opraHru3me dyesioBeKa MOXKET CTaTh
MPUYMHOMN JeMHUeTNHU3AWHU HeEPBHBIX BOTOKOH. CMMIITOMBI
neduUIITa 3TOrO0 BUTAMHWHA BK/TIOYAIOT QHEMEHME M TTOKaJIbIBAaHHE B
PYKax ¥ HOTaX, YCTAJIOCTh ¥ MBITIIEYHYIO C/Ia00CTh, aTakcHio. [IpranHa
nedumyTa BuTaMrHa B12 He Bcerga KpoeTcst B eTo HeIOCTaTKe B
palyoHe, 3a4acTyo AepUIIUT STOTO BUTAMHHA CBSI3aH C HAPYIIeHUSIMU
MeXaHHU3MOB ero ycBoeHUsI. /lmarHoctuka meduiiTa BUTaMuHa Biz,
KaK IMPAaBUJIO, 3aKJIIOYAETCSI B U3BMEPEeHMNH ero COZlePXXKaHUS B
CBIBOPOTKE KPOBH.




Hauaso paccestHHOro ckieposa KJIMHUYeCKU KpaliHe CI0)KHO OT/IMYUTDh OT OCTPOTO PacCesiHHOTO
snnedanomuenura (OPIM) - ayronmmyHHOTO BocraauTensHOro 3aboneBanust LIHC, pasBuBarorerocs,
KaK IMpaBWIO, Nocsie nH$eKni nin BakyuHanui. /luddepeHnyposars oT paccessHHOro CKepo3a BO MHOTHX
CJTy4astX MOXKHO TOJIBKO Ha OCHOBE JJAHHBIX JUHAMHYECKOTO HaOMofeHUS

‘nipu OPOM nporecc Bcerna ogHOpa3HBIMH, T.e. OCTPHIH

‘nipu PC - xpoHnueckuii.

B 6onpinHceTBe cyyaeB OPOM paszBuBaetcs nocie MHGEKIMOHHOTO 3a00/1eBaHMSsT WIM BaKLIMHALVHL.

Cpezny MOCTBAKILMHAIBHBIX dHIepaTUTOB 0COOGEHHO YaCTO OMUCHIBAIOT dHIePATUTHI TOC/Ie BBeI€HUSI BAKI[UH
IIPOTHB KOKJIIOIIA U OCITBI, & TAK)Ke MTOC/Ie aHTUPAaOUYeCcKuX MpUBUBOK [laToreHes 3a6ojieBaHusI OCHOBAaH Ha
Pa3BUTHUU ayTOMMMYHHOM peaKkL1 U OCTPOTO BOCIA/IeHHUsI U3-3a MlepeKPeCTHBIX peaK Uil Mexay
aHTHUTeHaMH BUPYCOB (pexxe GaKTepuil) U aHTUTE€HAMH MO3Ta.

B TUNMYHBIX C/Ty4yasix ©MeeTCs IAaTEHTHBIN ePHo, B 4 - 6 AHell. 3ab601eBaHe HAUWHAETCsI OCTPO WU
IOZ0CTPO, € 00IIeNHPEKIMOHHO, 0011IeMO3roBOM M 04aroBOil CHMIITOMATHUKH, B TSDKEJIBIX CJTy4asiX - C
CYAOPOXXHBIM CHHAPOMOM M HapylleHHueM CO3HaHMUSI.

Yacto OPOM coueTaeTcsi c OCTpbIM MOJIMHEBPUTOM IO TUITy MOTOPHOTO NoiMHeBpuTa ['miteHa - bappe.

Ha MPT npu OPOM nosiBAsiIOTCS MHOXKeCTBeHHbIe O4ary MOBbIIIeHHONH HHTeHCUBHOCTY Ha T2-B3BelIeHHbIX
M300payKeHUsIX, aKTHBHO HaKaIUIMBAIOIie KOHTPACT B T1-peyxriMe. DTH 04aru o4eHb OIU3KHU K
HabJ/TI0jlaeMBbIM TIPU PaccesiHHOM ckiiepo3e, Ho ipu OPOM oHu yacTo 6osbliie o pa3mepy, HHOTAA
CUMMETPHYHBI, C BOB/IeYeHHEM Tajlamyca U 6a3anbHbIX siaep. [Ipy OPOM Ha moBTOpPHBIX TOMOrpamMmax He
OTMedaeTcst MOSIBJIeH!sI HOBBIX OYaroB, KaK IIPH pacCesiHHOM CKJIepo3e, a HA00OpOT, psifi 04aroB MOXKET
yMeHbIIAThCs B pa3Mepax.

Jlevenrie OPOM ocHOBaHO Ha UCIOIb30BaHUM MY/IbC-03 KOPTUKOCTEPOU0B U aZleKBaTHOM
CUMITTOMATHYeCKOU Tepanuu. B psiie ciydaeB 3aperucTpupoBaH XOPOIIUH KIMHUYEeCKUH 3P deKT oT
MCII0/Ib30BaHus TU1a3Mmodepesa, 60bIINX 103 UMMyHOrToOytnHa knacca G (IgG) BHyTpUBEHHO.



Capkounzo3

Capkoungos.

CuctemMHOe 3a00/1eBaHMe, TIPH KOTOPOM 00Pa3yIOTCS
OoYarv BOCIIajieHus (rpaHy/ieMbl) B TKAHSX Pa3TAYHbIX
OPraHOB — JIETKUX, ITeYeHH, TUMPATUIEeCKUX Y3/1aX U T.
7., BKJIOYasi TOJIOBHOM U CLIMHHOM MO3T. B ciiy4dae
BOBJICUEHMS B MTATOJIOTUYECKUU MTPOLIECC EeHTPATbHOMI
HEePBHOMW CUCTEMBbI MOTYT MOSB/ISITbCS TAKWUE CUMITTOMBI
KaK HapyIIeHWs 3DEeHUd,1apeCcTe3uu, rapes.
PenTrenosoruyeckue JaHHble (peHTreHOrpaMMa
JIETKUX), B OOJIBIIIMHCTBE C/TydaeB MOI'YT IIOMOYb
crielMaauCTy nuddepeHIINPOBaTh CAPKOUJ03 U
pPaCCeTHHbBIN CKJIePO3.



CucremHast KpacHast Boayanka (CKB).

AyTonMMyHHOe 3a60JieBaHMe, KOTOPOe MOPAYKaeT
COeUHUTETbHYIO TKaHb U cocyabl. Co ctopoHbl LIHC
CUMITTOMBI 3a00/1eBaHUSI MOTYT BK/TIOYAaTh [IOBBIIIEHHYIO
YTOMJISIEMOCTB, MapeCcTe3Uu, FOJIOBOKPYXKEeHHE, CIIa3MBblI.
B oTinuwme oT paccesstHHOrO ckiieposa, npu CKB
MOPAXKAIOTCS CYCTaBbl, TIOYKH, MOSIBJISIIOTCS
XapaKTepPHbIE KOXXHbIE TPOSIB/ICHUS.

bonesnp bexyeTra MOXXeT COITPOBOXAATHCSA HEBPUTOM
3PUTEIBHOTO HePBAa U MUEJIMTOM WJIH, Yallle, OCTPbIM
WJIU OAOCTPBIM MHOTOO4YaroBbIM nopakeHuem LIHC.
OTnuuuTenbHbIe IPU3HAKY 3TOM 60/Ie3HU —
UPUAOLIUKITNAT, APTO3HBIA CTOMATHUT, SI3BbI TTIOJIOBBIX
opraHos, nmoBsieHue COD.




!!E‘—IGHI/IGZ

[Tpu nedeHnn 060CTpeHU U MPOT'PECCUPYIOIIEM TeYeHUH
npuMeHSOT KC nmpenapars, AKTT v ero ananoru./lanusie
Mpenaparbl COKPALAKT JJIUTEIbHOCTD U BBIPAXKEHHOCTh
BOCITAJIUTE/TFHOTO MPOLIecca,00/1aIatoT UMYHHOCYTIPECCUBHBIM
nericreueM.l lynbc-Tepanus npeHU30/I0HOM WIW NIpenapaTaMu
MeTUINPeJHU30/I0HA IPUMEHSeTCS 110 CIeAYIOLIer cxeMe:

1000 MT Opernapara BHYTPUBEHHO Kale/abHO B 250,0 MII
dU3HMOIOrUYeCcKOro pacTBopa Yepes ZieHb, Ha KypC 3 — 5
BBeZIeHWI B 3aBUCHUMOCTH OT TsDKeCTH 00ocTpenus. [Tocie aToro
1jeslecooO0pa3HO Ha3HavYeHMe TMperapara per 0s B ZI03€ 1 MT Ha 1 KT
MacchI Teta 60TBHOTO B CYTKHU. JTa [103a TPUHHUMAETCS B
yTPEeHHHUeE Yachl Yepes eHb C MTOCTENeHHbIM CH)XEeHHUEeM I10 5 MT
yepes eHb. /In060 mocjie BHYTPUBEHHOTO KalleTbHOTO BBeZeHU S
MeTHU/INPeJHU30J/I0OHA JIeYeHUe MPOJO/DKACTCS Jel0-MeAPOIOM
80 MTI' BHYTPMMBILIEYHO 1 Pa3 B HeZJe/II0 B Te4eHue 8 HeJ,.



[Tpy mepBUYHO M/ BTOPUYHO MTPOrPECCHUPYIOIIEM PACCETHHOM CKIepo3e
Hapsiay ¢ KC mpyUMeHSIIOT IMTOCTAaTUKK, TAKUE KaK a30THANIPUH, KIaZpHUOUH,
MeTOTpeKcarT, TnKaodpochamuz. OgHAKO, YYUTHIBasI BRIpaYKeHHbIE TOOOYHbIE
IeWCTBUS 3THUX MPeraparoB, CBA3aHHbIE C YTHETEHHEM KOCTHOMO3TOBOTO
KPOBETBOPEHUsI, UX Ha3HavyeHuUe ornpaBaaHo npu KC-pesucteHTHBIX popMax
paccestHHOTO ckyiepo3a. [Ipu TshKkesoM, MporpeccCUpyroeM TeYeHUU
3a60/1eBaHUsT BO3MOKHO codeTaHre KC v IMTOCTaTUKOB.

B mocnennee gecsitmnervie pa3paboTaHbl M MPUMEHSTIOTCSI HECKOTBKO
MPEenapaToB, OCHOBHBIM JIeMCTBUEM KOTOPBIX SIBJISIETCS PETY/SILIMS UMMYHHOTO
OTBeTA: MOJAaB/IeHUE MPOAYKIIUH MPOBOCIIATUTENbHBIX Y CTUMYJISILIVST
BbIPAOOTKH MPOTHUBOBOCIATUTETbHBIX IUTOKUHOB aKTUBUPOBAHHBIMH
MMMYHOKOMITETEHTHBIMU KyieTKaMu. K HuM oTHOCsTCS: MHTEpdepoH-b-1b,
nHTeppepoH-b-1a A1 TOZKOXXHOTO BBeieHUsT U UHTepdepoH-b-1a s
BHYTPHMBILIEYHOTO BBEJJ€HHST; T/IaTMPaMepa alleTar. JTH MpenapaThl
HA3HAYaAIOT OOJIBHBIM C PEMUTTHUPYIOLIUM TeYeHHeM O0Ie3HU B CTaZUH
PEMUCCHH, HE MOTYYUBIIUM KOPTUKOCTEPOUAHBIE TOPMOHBI MJIH ITUTOCTATUKH
B TeYeHHeE 1 MeC C HeI/TyOOKOM CTeleHbI0 MHBATUIW3AUUA U UMEBLINM He
MeHee 2 000CTpeHU 3a mociefHue 2 roja. [Ipenaparsl NpUMeHSTIOTCS
IJTUTETbHO — B T€YEeHHE HECKOIBKUX JieT. [10/I0KuTeTbHOEe KITHHIYECKOe
nelricTBUeE MPOSIB/ISIETCS B YMEHBLIEHWH YK C/Ia 000CTPEHUH B TOfI, 0CIab/IeHuH
BBIPO)XEHHOCTH U COKPALEHUH JITUTETbHOCTH 000CTPEHU.



B HacTosiee Bpems A1 MaToreHeTUYEeCKOTO JIeYeHUST PaCCeTHHOTO
CKJIEPO3a B MUPE 3aPETUCTPUPOBAHBI IECTH MPEMAPaTOB N3MEHSIOIINX
teyeHue 3aboneBanus ([TMTPC). Tpu us HUX OTHOCATCS K

rpyrmine uHTepdepoHoB 6eTa. ITo MHTepdepoHbI-OeTa 1a ABOHEKC,
Beradepon. Kpome Toro, mist nedeHrst paccesTHHOTO CKJIepPO3a
MIPUMEHSIETCSI CHHTETUYeCKUH TTOJTUMEp YeThIPEX aMHUHOKHCIIOT —
raThpamMepa atetaT KomakcoH, IMTOCTaTHK MUTOKCAHTDOH U
npernapaTr MOHOK/JIOHA/IBHBIX aHTUTET K MOJIEKY/IaM UHTETPUHOB —
Hatanu3ymab . B Poccum 3apeructpupoBaHsbl Bee 3TH nipenapaTsl.Bee
npernaparsl B KOHTPOTUPYEMBIX KITHHUYECKUX UCCIeIOBAHUSIX
noKa3aiu 3G PeKTUBHOCTD B TIJIaHE YMEHbIIeHUS YaCTOThl 000CTpeHU
IIPU PEMUTUPYIOILEM PACCESTHHOM CKJIepo3e, KpOMe TOTO,

nnst beradepoHa 1 MUTOKCAHTDOHA IMOKAa3aHA BO3MOXKHOCTD
3aMe/ISITh HapacTaHWe MHBATUIN3ALUH TPU BTOPUYHO-
MIPOTPECCUPYIOIIEM PacCeTHHOM CKJIEPO3e




betadepoH HazHAYAIOT MOJAKOXXHO IO 8 000 000
1r 16 000 000 ME 4depe3 neHb Ha IPOTSHKEHUU
IJINTE/IBHOTO BpeMeHH, peOrd — MOAKOXKHO TPU
pas3a B HeJelo.

Pe6rd HazHAYAIOT ITOIKOMKHO 10 22 WIU 44 MKT 3
pasa B HeZleJio yepes IeHb JJIMTe/IbHO, Ha
MPOTSHKEHUW MHOTUX JIeT.

ABOHEKC Ha3Ha4vyaroT rmo 6 ooo ooo ME
BHYTPUMBILLIEYHO 1 pa3 B HeJIe/I10, IJINTEIbHO.

OnTuMasibHas IPOAO/DKUTETbHOCTh TPUMEHEHUS
6eTa - UHTepPepOHOB ITOKA HEN3BECTHA.

KormakcoH — IMOAKOXXHO e)XeTHEeBHO, THCAOpU —
BHYTPHBEHHO 1 pa3 B MeCsI1l, MUTOKCAHTPOH —
BHYTPUBEHHO M0 CleljUaIbHOU CXeMe.




CuMnTomMaruyeckas TePpAIIns:

JIJIst CHSITYSI TTIOBBILIEHHOI'O MBIIIEYHOTO TOHYCA (CIaCcTUYHOCTH) IPUMEHSIOT
MUOpeaaKcaHThl (6axiocaH). /I[poykaHue, HEJIOBKOCTh B KOHEYHOCTSIX CHUMAKOT
KJIOHa3ernamMoMm, GUHAETICUHOM. [Ipy MOBBIIIEHHON YTOMJISIEMOCTH IIPUMEHSIOT
HeMpoMUAMH. [Tpy HapyIIeHHsIX MOYEHCITYCKAHUS — JeTPY3HUTOJ, aMUTPUIITUIHH,
npo3sepuH. [Ipu XpOHHYECKUX GOIAX — IPOTHUBOSMMIENITUYECKHE ITPErapaThl
(dunnencuH, rabareHTHH, TMPHKA), aHTUAEIIPECCAHTHI (AMUTPUIITHUINH, UKCET).
Jlenpeccuio, TPEBOXKHOCTh, CHHIPOM BEreTaTUBHOM AUCTOHUM CHUMAIOT
YCITOKOUTE/TbHBIMM CPeJCTBAMHM, TPAaHKBHIM3aTOpaMHu (peHaszernam),
aHTHENpeccaHTaMy (AaMUTPHUIITHINH, IIAIPAMIJI, TAKCHT, PIYOKCETHH)

YacTo nmpu paccessHHOM CKJiepo3e ObIBaeT He0OXOUM ITpUEM MPeTapaToB,
3aIIMIIAIOIINX HEPBHYIO TKaHb OT BPeIHbBIX BO3IeMUCTBHI (HEHPOIIPOTEKTOPOB) —
11epeOpPOTU3UH, KOPTEKCUH, MEKCU0JT, aKTOBETHH H [Ip.

HapyieHnus KoopguHavy U MO3)KeYKOBbIN TPeMOP YMEHBIIAIOTCS IPU
ITATETLHOM JIeYeHUH ITULIMHOM B COYETaHUU C HeOOTbIINMHU JT03aMH b-
6JIOKaTOPOB Y TPULIUK/INYECKUX AaHTUAETIPECCAHTOB, BUTAMHUHOM B6.

[Tpu cHIKEHUY UHTEIEKTYaIbHO-MHECTHYeCKUX PyHKIIMI Ha3HAYAIOT KYPChI
JIeYeHUs CeMaKCOM WHTPaHa3aJIbHO.

B mepuronp! peMuccHy BO3MOXXHO CAaHATOPHO-KYPOPTHOE JleueHue, ieueOHast
$UBKYIBTYPA, MACCAXK, HO C UCKJTIOYEHUEM BCEX TETUIOBBIX MPOLEAYP U UHCOJISIIIHU.



- Cnacu0o0 3a BHUMaHUE



