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MPEAUCNOBUE

B nacrosiiee Bpemsi coxpaHsieTcsl MPEACTaBICHHE O PACCESTHHOM
ckiiepose (PC) kak o reTeporeHHOM XPOHUYECKOM BOCHAIUTEINb-
HOM JIEMHUEIMHU3HPYIOMIEM 3a00J€BaHUH, XapaKTEPU3YIOMIEMCs
KOMITJIEKCOM ayTOMMMYHHBIX U HEMPOJIEr€HePaTUBHBIX MTPOLIECCOB,
MPUBOASIIUX K MPOTPECCUPOBAHUIO OYAaroBOT0 MK Au¢dy3HOTO
nopakeHus nenTpanbHoi HepBHOM cuctemsbl (LHHC) u nnBanmau-
3aIi¥ TAIMEHTOB TPYA0CITOCOOHOTO BO3pacTa.

Ho cnauvana B konue XIX B. )Kan-Mapten [llapko BeIAEIHIT 3TO
3a00NeBaHue B OTACIBbHYIO HO30JIOTUYECKYIO0 (OpMY H3 TPYIIIIbI
JPO’KATEIIEHOTO Mapainya U Ha3Bajl ero «CKICPO30M B OJISIIKAXY,
T.. QokanpbHBIM TIporieccoM. OTHAKO TMPUMEPHO B TO KE BPEMs
(1894 r.) EBrenuii JleBuk onmcan ciydaii 3a007€BaHUs KEHITUHBI
C MOpakeHUEeM 000uX I1a3 (CIETMOTON) U MOpaKEHUEM CITUHHOTO
Mo3ra (maparuierueit) co CMepTeabHBIM UCX010M. ONTUKOMUETUT
JleBuka monroe Bpems cumrtancs BapuantoM PC, moka B 2004 .
He OOHapyxuiu aHTuTena k akBanopuny (AQP) actporurton
(NMO-IgG, ant-AQP4), 4TO MO3BOIUIO CYUTATH ONTHKOMHUEIUT
JleBuKa OTIeIbHON HO30JI0THYeCKOM (hopMoii. boree Toro, B qaiib-
HelmeM ObUIH HaleHbl ONTHKOCIHHANLHBIN PC, onTHyeckui
HEBPUT WJIU IPOAOIBHO-PACIIPOCTPAHEHHBIM MUEIINUT, ACCOLUUPO-
BAaHHBIN C CHUCTEMHBIMU 3200JIEBaHUSMU COCIUHUTEIBHON TKAaHU
(cuctemuast kpacHast Boiuanka, cuajpoM lllerpena); ontuueckuii
HEBPUT WJIA MHEJIHUT, aCCOIIMUPOBAHHBIN CO «CTEIU(UIECKUMID)
MOBPEXACHUSAMHU TOJIOBHOTO MO3Ta (TUIIOTallaMyC, IEPUBEHTPHUKY-
JSIPHOE MPOCTPAHCTBO, CTBOJI TOJIOBHOTO MO3Ta), CEpOHETaTHBHBIC
(no antutenam k AQP4) ciiyyan oNTUKOMHUENNTA, YTO O3BOJIUIIO
COCTaBUTH TPYIITY 3a00JI€BAaHUH, aCCOITMUPOBAHHBIX C ONITUKOHEH-
pomuenutoM (neuromyelitis optica spectrum disorders — NMOSD).

BricokoTeXHOIOTHYHBIE Ta0OpaTOPHBIE TECTHI B HACTOSAIIEE
BpeMsl MO3BOJISIIOT AU GEPSHIMPOBATh BKIIA PA3THYHBIX aHTH-
T€HOB MHUEJIMHA B Pa3BUTHE PA3HBIX BAPUAHTOB JIEMUCTUHU3AIIIH.
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H3BecTHO, uTO OCHOBHOU Oenok muenuna (OBM), oTBeTcTBeH-
HBIN 32 pa3BUTHUE SKCIIEpUMEHTAIbHOTO BapuanTa PC, cocrasnser
Tonbko 30% OenkoB muenuHa. Kpome OBM Ba)KHBIMH aHTUTEH-
HBIMM CBOMCTBaMH 00J1a/1al0T MUEIMH-aCCOLIMUPOBAHHBIN TIIUKO-
nporenH (MAI'), MUETUH-OTUTOACHAPOIUTAPHBIA TTIUKOTIPOTEHH
(MOT'), nporeonunua Ponaua—/Inza, OTBETCTBEHHBIHN 3a Mopaxke-
HUE MO3XKEUKa U JIp.

MomnoxkonansHble aHTH-M AT -MMMYHOTIIOOYTHHBI Kacca M,
KAaK CUATAETCSI, OKa3bIBAOT MATOJIOTMYECKOE JEHUCTBUE, U3BECTHOE
kak IgM-neBponartusi. KnmnHnueckass kapTuHa XapaKTepU3yeTcCs
JUACTAIBHON U CAMMETPUYHOM, B OCHOBHOM CEHCOPHOM, HEBPOIIA-
tue. [IpuanHON qeMueTnHU3aI MOXKET ObITh M HAJIMYUE aHTH-
TeJ K MUEIIMHOBOMY TJIMKOTIPOTEUHY oymrofaeHaporuToB (MOT),
YTO MOXET (PEHOTUITUUECKH TPOSIBISTHCS PSIIOM COCTOSHHIA, BKITIO-
yasi OCTPBIA paccessHHbIN dHIepatomuenut (OPOM), ontuue-
ckuit HeBput (OH), MUENTUT, B TOM YHCIIE U TSHKEIBINA TTOTIEPEUHBINA
MHEJIUT C BBIPAXKEHHBIM MPOJOJIBHBIM MOPAKEHUEM CIIMHHOIO
MO3ra, 3aXBaThIBAIOIIUM HECKOJIBKO CHMHHOMO3TOBBIX CETMEHTOB
(longitudinally extensive transverse myelitis — LETM), u snneda-
JHT. DTH SHIEPATUTH MOTYT 00yCIIOBIMBaTh TUPPY3HYIO JeMue-
JMHU3ALMIO C SMUIPHUIIAIKAMU, ICUX03aMH U JIETAJIbHBIM HCXOI0OM
(Bapuant PC Map0Oypra, neiikosnuedanur bano, ayrouMMyHHBIH
sHIeanuT ¢ anturenamu K perentopy NMDA [anTtu-NMDA-
penienTopHbIi dHIEeGanmuT| u sHIePanmuT bukepcradda [cuaapOoM
CLIPPERS — chronic lymphocytic inflammation with pontine
perivascular enhancement responsive to steroids — xpoHudeckoe
TMM(OLUUTAPHOE BOCHAJICHHE C TIOPAKEHUEM MOCTA, KOHTPACTHBIM
YCUJIEHUEM NEPUBACKYIISIPHBIX MPOCTPAHCTB BapOJIMEBOTO MOCTA
MpU MarHUTHO-pe3oHaHcHON Tomorpadun (MPT), pearupyromiee
Ha TEeParuio TIFOKOKOPTHUKOCTEPOUTAMH]).

Bce 310 1o3BOJIsIET TOBOPUTH O TpyIIE 3a00I€BaHU, aCCOIMH-
POBAaHHBIX C Ha3BaHUEM «PACCESIHHBIN CKIIEPO3», HO 3HAYUTEIBHO
pacMpPSIOMUX TOHATHE IEMUEINHNA3aIUU. MOXKHO CUUTaTh, YTO
MBI TIpozioikaeM ydyeHne o PC, Hauatoe HallMMU TaJlaHTJIMBBIMU
MIpeLIeCTBEHHUKAMHU.

IIpog. C.B.JIo63un u npog. B.H.Tonosxun
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Hame u3zydenue poiam MMMYHHBIX pPEaKIMi IMOKa3ajio, 4TO
TonbKo 1/3 ciiydaeB PC cBsizana ¢ kietounoit (39,6% monoxurensb-
HBIX PE3yJbTaTOB B peakuuu OiaccTpaHchopMmayy JEHKOIMTOB
¢ OBM) u rymopanshoii (31,25% cnydaeB BBISIBICHUS aHTUTEN
k OBM: 16,95% IgM u 20,33% IgQG) cencubunuszanueir kK MO3ro-
cneruduaeckum oenkam (Pomunnesa M.D., 2016).

Nmmynonoruueckue wuccinenoBanus (HLA-tunupoBanue
y 40 yenoBek u ompeAeNeHUe CBOOOMHBIX JIETKUX IETe MMMY-
HoroOyrHOB [CJIL]] kanma u nsamM0a B TUKBOpE y 56 UEIOBEK)
MOKa3ajdul HEOJAHO3HAUHbIE pe3ybTaThl. Tak, HaJIU4YHE aJuIeis
DRB1*15 obnapyxeHno Tonbko y 30% obcnenoBannbix, DRB1#01 —
y 10%, DRB1*17 He oOHapy»)eHO BOOOIIIE, T.€. TAaIUIOTHII IIPOTpe-
nueHTHoro TedeHust PC Dr2—Dr3 y qaHHBIX TAllUEHTOB OTCYTCTBO-
Ba1. BrisBnenue B 30% ciydaeB rUCTOTUIHPOBAHUS XapaKTEPHOTO
quig PC annens XoTh 1 ykjaabiBaeTcst B «<Hopmaruy» 20—60%, npu-
BOJAMMBIN B JINTEPATYPE, HO OTHOCUTCA JIUIIb K ogHOMY U3 3 HLA-
DRBI1-noxkazareneii cBsa3u PC ¢ deHOTUNINYECKON PECTPUKITHEH.
Ja u Bkyag 3TuX reHoB B pazButue PC MeHblle, 4em B Cirydasix
JPYTUX ayTOMMMYHHBIX 3a00JI€BaHUH, a aJIJIesIb TIIaBHOTO ITPOBOC-
namurenbHoro nurtokrnHa PC ®HOo He BXOAUT B €IUHBIN ramjo-
turn ¢ amenem DRB*1501. Bee aTo roBoput o cnaboii renernye-
CKOM accouuanuu ¢ KamHuuecku onpenensiembiM PC. Pois onuro-
kioHasbHOTO IgG B marorenese PC no xoHna HesicHa. M3BecTHO
TOJIBKO, YTO HMMYHOTJIOOYJIMHBI CHHTE3UPYIOTCS B-Tumdonuramu
B 00J1aCTAX, IPUJIETAIONINX K 30HaM JeMHUETNHHU3AINH, HO 3TO MPO-
WCXOAMT U TPH JTOOBIX BacKynuTax. Ecnu nmpu pacueTe pe3yasraToB
1a00paTOPHBIX AaHATHM30B UCIIOIB30BATh HE MPOCTO KOHIIEHTPAITUIO
CJILL B Mkr/™MI1, @ KOO(pPUITUEHT MX aCHHXPOHHOTO CUHTEe3a (K/A)
(Fischer C. et al., 2004), To yacToTa BBISIBIICHUS HHTPATEKATHHOTO
npucytctBusi CJIL] kanma cocraBut Toibko 43%, a He 93%, Kak
3TO 00BIYHO MpuBOAUTCS B muTeparype (Camoitnosuy M.IL. u np.,
2016).

VY 1ex ke OonbHBIX B 75% ciydaeB MO3UTPOHHO-IMHUCCHOH-
Hoit Tomorpaduu (IT9T) romoBHOTO MO3ra OOHAPYKEHBI 30HBI
MIOHKEHHOTO TKAaHEBOTO 3axBaTa paauodapmmpenapara 2-Gptop-2-
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N€30KCH-D-ITI0K03bI — TaK HAa3bIBAE€MBbIH TUIIOMETa00IM3M [TTFOKO3bI
B KOPKOBBIX M MO3KEUKOBBIX HEHPOHAX, T.6. B OCHOBHBIX CTPYK-
TYypHO-(YHKIIHOHAIBHBIX 3JIEMEHTAaX, CBSI3aHHBIX C Pa3BUTHEM
BE/lyILEro MUPaMHUIHO-MO3KEUYKOBOTO CUHAPOMA B KIMHUYECKOM
kaptune PC. Cneunansubie [19T-uccnenoBanus nokasanau 6onee
yeMm 8—10-kpaTHOE NPEBBILIEHUE 30H THIIOMETA00IM3Ma TITFOKO3bI
10 CPAaBHEHHUIO C 04aroBbIM NTOPAXKEHUEM MO3Ta, BBISBISIEMBIM IIPU
MPT-mopdomerpuu (I'onoskun B.U. u ap., 1997). 310 3HauuTt, yto
CHauaJla pa3BUBACTCS SHEPTroAC(HUINT, a TOTOM JEMUCITUHU3ALIHSL.
Bce BbIlIen3noxkeHHOE AenaeT HEOOXOAUMBIM H3yUYeHHE JPYIHX
(HEeMMMYHHBIX) (PAKTOPOB MaTOreHe3a M BO3MOXKHOCTEH IpyTrux
(HEMMMYHOTPOITHBIX ) ITyTeH JieueHust 1 npodunakTiuku PC.

1.1. DHAOKPMHHO-MeTabonnuyecKkne gesnaumnn

DHeproneUINT, WIK THUIO3PTo3, Y MOJOABIX JIIOAEH 3BOJIOLU-
onHoro nepuonaa xu3Hu (PC — Gone3ns 20-1eTHEr0 Bo3pacra,
«MOJIOJIBIX, KPACUBBIX U TAJIAHTIIMBBIX) ) — 3TO MPEXKJIE BCETO IH/I0-
KpUHHO-MeTal0onnuecKkas Au3ajanTains B3pOCIeHUs B (PU3HO-
JIOTUYECKOM CMBICJIE WJIM HEMPEOIO0JIECHUE SHTPOIUU CIIONKHBIX
cucTeM B OMO(PHU3HMUECKOM CMBICTIE.

3aboneBaHne pa3BUBACTCS, KaK MpaBuio, Ha GOHE HECOBEP-
LIEHHOTO CTEPOMJIOTeHEe3a, T.€. B MEPHUOJ IMOJIOBOIO CO3PEBAHMSL.
Jlo monoBoro co3peBanus (PyHKITHIO aAanTaIllii OPTaHu3Ma BhITIOJN-
HSET IIUTOBUJIHAS JKeje3a, a Mmocje — HaanoyeyHuku. [Ipakruue-
CKH y BCEX, KTO OOpaliaeTcsi K HeBpOJIOTy B 1e0r0Te 3a00JIeBaHus,
OCOOCHHO YacTO y JEBYIICK-CTAPIICKIACCHUII, B aHAMHE3€ BBISB-
JSIIOTCS. SHAOKPUHHO-META00IMYECKHEe U HEUPOTPAaHCMHUTTEPHbBIE
(HEemOCTaTOYHOCTH HOPAJPEHATHHA — [TTABHOTO aHTUHOLIUIENITOPA)
HApPYIICHUS: apTepHalbHAsI TUTIOTEH3HS, BIUIOTh JO OOMOPOYHBIX
COCTOSIHUM, TOJIOBHBIE 00JIH, TOJIOBOKPYKEHHUE, JUCMEHOpEs; OTME-
YaEeTCs JICUEHUE Y SHJOKPUHOJIOra TUPOKCUHOM I10 IMOBOAY THUIIO-
(YHKIMH IATOBHUTHOM jkeJie3bl. YacToTa YHIOKPHHHBIX JIeBUAITUI
npu PC 3HaYuTEIRHO MpPEBBINIACT MOMYISIIMOHHYI0. Hambomee
M3y4eHbl KoieOaHus Ha OCU TUIOTanamyc—TUNopu3—Haamouey-
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HUKHU KaK B CTOPOHY «THIEpaaanTto3a Mouoasix» — 37,5% ciy-
4yaeB, TaK U B CTOPOHY au3ananto3a — 62,5% ciayyaeB (TUIIOKOP-
TULIA3M TPU MTOBBIIIICHHOM COJIEPKAaHUU KOPTUKOTPOIIMHA KPOBH).
EcTtecTBeHHO, YTO MpU TMIOKOPTHU30JIEMUU UMMYHHas CHUCTEMa
pearupyeT T-muMpOIMTO30M XENTEPHOTO THIIA, ATIIEPTUIECKUMU
MPOSIBIICHUSIMU C TOBBIIIIEHHBIM ypoBHeM IgE, a npu runepkoptu-
3o1emMun — T-muMdornenueit cynpeccopHoro Tuma (J0CTOBEPHBII
ko3 durmeHt panropoit koppensituu Crimpmena [p]). YeraHoBIeHa
TaK)Ke CBSA3b KOPTU30J1eMHUHU U niposiakTrHeMuu (p=0,35). Beicokuii
aOCOJTIOTHBIN YPOBEHB IMPOJIAKTHHA Y FOHOIIIEH COMPOBOXKIACTCS
CHIDKEHHEM aHJPOTeHHBIX TOPMOHOB (TecTocTepoHa). ['uneprpo-
JAKTUHEMHUS y KEHIIMH UMEET KIMHHUYECKOE OTPaKCHHUE B BUJIC
MePCUCTUPYIOIIEH ramakTopen-amenopen (cuaapom Kuapu—dpom-
MeJis) WM IUCMEHOPEU ¢ MaMMOIMHHEH, a TAKXKe B BUJIE CHHIPOMA
NOJIMKUCTO3HBIX sSsMYHUKOB (IllTelina—JleBenTans), mactonaruu,
(dbubpoanenomarosa u nip. [lenTuaHbIN ¥ CTEPOUTHBINA TUITBI SHIO-
KPUHHOM PEryJsiuy OCYIIECTBISIOTCS MO MPUHLMIY Kaudelew,
MOSTOMY TIPH TUNIEPAAAIITO3€ HAOIIONACTCSI THIOTUPEO3 U HA000-
pot. B niepBbie Tonbl 3a00eBaHuMs Tpeo0IaaeT CUMIIATUKO-aApe-
HAJIOBOE HAmpsDKEHHeE, a rmocie 7—12-neTHero nepuoaa 0one3Hu —
BarouHCyJsipHOE. Takoil ske mepexo;] BEreTaTuBHOIO 00eCTieueHUs
MPOUCXOJUT U MPHU €CTECTBEHHOM CTAPEHUH OpraHu3Ma.

[To mepe yBenuueHHs] OMOIOTHYECKOTO BO3pacTa OTYETIMBO
MPOCIICKUBACTCS TEHJICHIIMSA K CHUXKEHHI0O OCHOBHOTO OOMEHa
U TAJCHUI0 CKOPOCTH MEeTabOIMYeCKuX MpeBpamenuii. Mcexomns
13 IPEJCTaBICHUN O HEUPOBETETATUBHBIX B3aUMO/ICHCTBUSAX, FH/I0-
KPUHHBIM OPTaHOM, MPOTHUBOJCUCTBYIOMIMM (PYHKIIMOHATHHBIM
W3MEHEHUsIM M AucOanaHcy (yHKIMHU HaAMOYEYHUKOB, CUUTAIOT
HIMTOBUAHYIO Kene3y. JloBonbHO yacto npu PC BcTpeuaroTcs
TaKUe€ CUMITOMBI THIOTUPEOUTHOTO COCTOSIHUS, KaK MOBBIIIICHHAS
YTOMJISIEMOCTh, CHIKEHUE MaMITH U COOOpPa3UTENbHOCTH, COH-
JUBOCTb, CYXOCTb BO PTY, 3allOpbl, AUCMEHOPEs, TUPCYTU3M, Ipe-
THOWANIbHAS MHUKCE/IeMa, TprOaBKa B Bece, TUIIOXPOMHAsT aHEMUS
(y 14,3% myxuun u 'y 16,7% sxeHuun), runepaunuaeMus. [ maBHas
«TEPPUTOPUS» BIUSHUS LIUTOBUIHOM 5KEJI€3bI — TKAHEBOE JIbIXaHHE
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Y OKUCJIHTENbHBIE mporiecchl B TKaHsaX. Oxono 10% 6ompHbIX PC
JKCHILIMH JIeYaTcsl IO TIOBOY 3a00JIeBaHUN IIUTOBUIHOMN JKEJIE3bl,
caxapHoro auabera, cunapoma Illrelina—JleBenTans, rajsakropen-
aMEHOpEH, YTO 3HAYUTEIHHO MPEBBIIIAET YACTOTY SHIOKPUHHOMN
MATOJIOTHH Y KEHIIWH B momymsinuu. [lpu coope yrimyOiaeHHOTO
aHaMHe3a T€ WJIU WHBIE YHAOKPUHHBIE IEBUAIIMN, 0COOCHHO OBapH-
aJIbHO-MEHCTpYaJlbHbIE JUC(PYHKINH, BBISIBICHBI Y KQXKI0M BTOPOI
xeHmmHabl ¢ PC. U3BecTHO cTUMynuUpyoiiee BIUSHHUE MPOJaK-
THHA Ha MakpodarajbHOE BOCHAJICHHE, a, KaK MOKa3aJld HAIlU
HCCIeI0BaHMsl, UMEHHO MakpodaranpHas aenpeccus (He T- u He
B-nmumdonurapHas) yckopsieT pa3BUTHE IKCIIEPUMEHTAIBLHOTO
ajuieprudeckoro sHiedanomuennra. HeszaBepmieHHOCTH daro-
[[MTO3a CIOCOOCTBYET HEJOCTATOYHOW AIMMHMHAIIMHU MPOTYKTOB
pacmajia MUeIHHA U TMEPCUCTCHIIMA €T0 aHTUTEHOB B OpraHu3Me
6onpHBIX PC.

['unodyHKIKS IIMTOBUIHON *Kele3bl COMPOBOXKIAETCS THIIEp-
(yHKIMEH MapalyMTOBUIHBIX JKEe3, YTO MOXKET WHUIMUPOBATH
JICKATBIIUHIPOBAHNE KOCTHOM TKAHH M HAKOTUICHUE KAJIBIINS B MSIT-
KHX TKaHSIX, 0COOEHHO B CTEHKax apTepHil, TaKk Ha3bIBAEMbIX KJIET-
Kax-muieHsx. K coxaneHnuto, 4acto BCTpeyaeTcsl paHHEee Ha3Ha-
YeHre TUpPOKcHHA. B TO ke Bpems muMdoapeHax, Gykyc u mpe-
napatbl nuKIHIeckoi AM® MoBBIIIAIOT QYHKITAIO IUTOBUTHOMN
JKeIle3bl ¥ BIUSIOT Ha OTBET KJIETOK HA MOJUNEHTHIHBIE TOPMOHBI.
N3BecTHO, uT0 TAM® — 3TO TepMOCTAOMIIbHBII MEMOpPaHHBII
(bakTOp KJIIETOYHOW aKTHUBAILIMM, BBIIOIHSIOMIMN POJIb «BTOPHY-
HOTO MECCEH/IKEPa» Il NENTUIHBIX TOPMOHOB (THpoKkcuH, AKTT
U JIp.), KOTOPBIC HE B COCTOSIHUU CaMU MPOHUKHYTH CKBO3b KIIETOY-
HYI0 MeMOpaHy.

V¥ 10 6onbHbIX PC B Bo3pacte ot 19 10 35 et ¢ NINTENbHOCThIO
6omne3nu ot 2 10 12 ner namu (I'onoskun B.U., [Tonomapesa T.A.,
2006) mpoBeneHO TECTHUPOBAHHE HA KOMITBIOTEPH3UPOBAHHOU
neueOHO-AnarnocTuaeckoi cucreme «CtpanHuk» 60 comaruue-
ckux rnokazaresneid. Hanbosee 4acto U3 TecTUupyeMbIX TToKa3aTesen
U ¢ OONbLIIMMH 3HaYeHUsAMHU KomneHcaropHoro (60—70%) u maro-
norudeckoro (70%) cuUrHalIOB BBISBISUTMCH HApPYyIICHUS KaJbIIH-
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eBoro oomena (tabum. 1.1). Y ogHO# U3 3TUX OOJTBHBIX B BO3pacTe
25 neT npou3o1Ies NepeoM BHYTPEHHEH JIOIbIKKU IPaBoro roJie-
HOCTOITHOTO CyCTaBa IpH 0OBIYHOM X0/1b0€ Ha KaOmyKkax. Y Hee ke
Ha MPT meliHOTO OT/AENa MO3BOHOYHUKA OOHAPYKEHO BBHITIPSIM-
JeHue (PU3NOJIOrHYECKOro JOpA03a, JEBOCTOPOHHUN CKOJIMO3
C poTaryeii Mo3BOHKOB, JopcaiibHast TudQy3Has MPOTPY3Hs TUCKOB
C5/6 no 0,3 cm. B rpyaHoMm otnene — ycuiieHnue kudo3a, CHUXKe-
HHUE BBICOTHI MEXITO3BOHKOBBIX TUCKOB, MHOKECTBEHHBIE I'PBIKU
HImopnst u knmHOBHAHAS nedopmanust Ten Th7-L2.

BrisiBieHrne SHIOKPUHHO-META0ONIMYECKUX HapyUICHUH,
YCIIOBHO 0003HaYaeMbIX KaK «IapaTHpeo3» U «IOJUAPTPUTY,
COOTBETCTBYET CHI)KCHHIO MUHEPAJIBHON IMJIOTHOCTH KOCTHOM
TKaHU (OCTEOIMOpO3y, OCTEONECHUH), YTO 3aCTaBIISIET Ha3HA4YaTh
JIOTIOJTHUTENIbHBIE MEPOIIPUATHS MO BTOPUYHON NMPOPUIAKTHKE
3a001eBaHusl, @ UMEHHO Mpenaparsl, BIUSIONINE HA MUHEPAJIbHYIO
IJIOTHOCTH KOCTH, TUPEOTPOIHBIE CPE/ICTBA U OMOPETYIIATOPHI B3a-
UMOZICHCTBYIOLIECH Maphbl «HANOYEUHUKU—IIIUTOBUIHAS KETIe3a.

[Io HamMM NaHHBIM TMIIOTUPEOUIHBIA TUII HEMPOIHIOKPHUH-
Ho perysinuu ipu PC BeTpeuaeTcs y 1/3 60nbpHBIX: comepkaHue

Ta6nuua 1.1. KomnblotepHasa 6riope3oHaHCHas ANMarHOCTNKa COCTOAHNSA
KanbLueBoro obmeHa y 60sbHbix PC

KomneHcaTopHbIii/ KomneHcaTopHbIn/
MNaymeHTbI naTosorn4ecKuii curHan naTosiormyeckuii curHan
«napaTmpeos» «MONANapTPUT»

M-Ba 8/59 87/184

3a-a 25/3

Mo-u 64/31 84/175

Mp-a 10/6

b-Ba 4/1 87/185

K-Ba 66/26

MN-Ba 3/23 23/49

P-Ba 4/28 39/85

K-Ba 37/17 49/105

MN-gn 11/77 112/233

Hpumeanue: MWHVMasbHOE ANarHoCcTnyeckoe 3HavyeHne — 7 ya. eq.
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B KpPOBU TPUMOATUPOHMUHA CHUXEHO y 37,5% manueHToB, TUPOK-
cuna —y 31,25% u tupeorponuna — B 18,75% ciydaes. B To xe
BpeMs B TpyIIe cpaBHEHUs (OOKOBOI aMHOTPODUIECKHIA CKIEPO3
[BAC] — 20 gen.) mpeobiagan TUEPTUPEOUTHBIN THIT PETYIISIUN:
MOBBIIIEHUE COJePKAHUS TOPMOHOB Habmoaanocs B 60, 30 u 20%
CJIy4aeB COOTBETCTBEHHO. ECTECTBEHHO, COCTOSIHUE TUPEOUTHBIX
Y CTEPOUIHBIX TOPMOHOB JIOJI’KHO KOPPECTIOHAUPOBATh APYT APYTY,
YTO U ObUIO OOHAPYKEHO B pe3yiIbTare paglou30TOIHOIO aHAIN3a
(PUA) stux ropmonoB nipu PC u BAC (ta6m. 1.2).

[Ipu comocTaBieHUN KOJWYECTBEHHBIX U (PYHKIIHOHAIBHBIX
XapaKTepUCTUK LIMTOBUIHON KeJe3bl U HaanouedHukoB mpu PC
MIOJIYYEHO COBIIQ/ICHUE TPEHJIOB: TMIOTHUPEOUIHOE COCTOSHHE
(o manabpIM PUA TOpMOHOB) ¥ THIIEPKOPTHUIIN3M (TIO TAHHBIM JIeK-
CaMETa30HOBOI'0 T€CTA) BCTPEYAOTCS OMHAKOBO 4acTo — B 37,5%
ciydaeB. EcTecTBEHHO, SHAOKPUHHBIN TUI PETYIISLIMU OTPAKAETCS
Y Ha COCTOSTHUA UMMYHHOU CUCTEMBI. Tak, XeanepHO-Cynpeccop-
Hblii unAekc (T4/Tg) npu runOTUPEOUTHO-TUIIEPKOPTUKOUTHOM
TUNE peryasuuu coctasisl 6,42+1,49, a npu runeprupeonHO-
runokopTuKouIHOM — 2,67+0,4 (I'omoskun B.U. u np., 1990). [Tpu
9TOM Y€M MEHbIIIE CYIIPEeCCOpHasi akTUBHOCTb T-1MM(OLUTOB, TeM
0oJbllIe CEHCUOUIM3alisl UMMYHOKOMITETEHTHBIX Ki1eToK K ObBM,
T.€. TEM aKTUBHEE MPOIeCC JIeMUETUHMU3ANH. Tak, Mpu UHJEKCe
T4/Tg, paBHOM 7,9, peakiysi TOpPMOKEHUSI MUTPALIUH JTUM(OIMTOB
¢ OBM cocraBuna 133, a mpu unuaexce 2,17 — 60.

Takum obpazom, mpu PMA TOPMOHOB KpOBHU, TPOBEICHUHU
9H/IOKPUHOJIOTHYECKUX U UMMYHOJIIOTHYECKUX (PYHKIIMOHAIBHBIX

Ta6nuua 1.2. [MNOTYPEONIHO-TUNEPKOPTMKOUAHBIV TUN perynsauun npu PC
no aaHHbiM PUA

Fpynna T3, Hmonb/n | T4 HMONB/N TTI, ME/mn Kopruson,
aHanmsa HMonb/n
PC 1,34+0,18 85,75+12,3 1,05+0,44 890,0+70,0
BAC 2,29+0,5 115,47+12,33 2,42+0,85 241,95+80,0
Mpegensl 1,17-2,18 62-141 0,3-3,8 230-750

HOPMbl

lMpumeyaHue: kputepun CroviogeHTa t >3,63, p <0,001 BO BCex rpynmnax.
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TECTOB MOJIy4YEHBI I0CTOBEPHBIEC JaHHbIE, YKAa3bIBAIOIIME HA HAPY-
LICHHE KaK LEHTPAIbHBIX, TaK U MepUPEpUUECKUX MEXAHU3MOB
MMMYHHO-3HAOKPUHHON perymsiiuu. [IoHsITHO, 4TO KOppeKuus
JIeBUAIIMOHHBIX MPOSBICHUN BO3MOXKHA B MEPBbIE MECSIIbI H/IIN
roJiel 3a00JeBaHus, 10 GOPMUPOBAHUS YCTOHUYHUBOTO MATOIOTHYe-
ckoro coctosiHus. Korna oHO yxe cpopMUpOBaHO, MOKHO TOJIBKO
COXpPaHATh (PYyHKIIMOHUPOBAHHE OpraHM3Ma Ha HOBOM, CHIDKEH-
HOM sHepreTrueckoM ypoBHe (Kpbpkanosckuii I'H., 1980; bexre-
pesa H.II. u ap., 1978).

C TepMoaMHaMUYeCKON TOYKHU 3peHuUsl OMOJOTrHUecKre 00bEKThI
JAJIEKW OT PABHOBECHUSI U XapaKTEPU3YIOTCSI HEYCTOWUNMBOCTHIO
u konebanussMu. C OTHON CTOPOHBI, ITO MOXKET OBITh YCIOBHEM
MoJIOMKH (00JIe3HM), HO C JIPYTrOd CTOPOHBI, HEPABHOBECHOCTH
OIpENEIAET BO3MOKHOCTh BOBHUKHOBEHHUSI KOI€PEHTHBIX OYaroB
BO30YX/IEHUSI B Pa3HBIX CTPYKTYpax, 4TO MOXKET OBITh HAyaJIOM
caMmoopranuzanuu cuctremsl. Pemurtupyromee reuenue PC (PPC)
IpECTaBIsAET COOOM CIIOHTAHHYIO (PHAOT€HHYIO) U WHAYLHUPO-
BaHHYIO (9K30TCHHYIO) CMEHY TOHHUYECKOTO U (Da3MueCcKOTO TUITOB
(dbyHkuronupoBaHusi HepBHOU cuctembl (Ckymuenko B.B., 1994).
ITpodeccop u3 Ll tytrapra I. Xaken Bcnen 3a GenbruiieM pycckoro
npoucxoxaeHust M.ITpuroxxuHpiM U aHMIMACKUM (PU3HOJIOTOM
Yapaszom [leppuHrronom 0O0paTiii BHUMaHUE Ha OOIIHOCTH TIPO-
IIECCOB CAMOOPTaHU3AIMH B CAMBIX pa3IMYHbIX SBICHUSIX U BblJIe-
au1 HauOosiee o0Ilee KauecTBO CaMOOPraHU3YIOIIMXCS U camo-
CTPYKTYPUPYIOIIUXCS CUCTEM: B3aMOCOITIACOBAHHOCTD MIOBE/ICHUS
COCTaBIAOIIUX UX dMeMeHToB (XakeH I, 1980).

Hano Bemurpars Bpems B ae6tote PC u Tem Oosnee Ha craauu
kimHndecku (KUC) u peatrenonornuecku (PUC) nzonupoBaHHBIX
CHUH/IPOMOB JUIsl ’TOM CaMOOPIaHN3alMY U HE Ha3HA4YaTh arpeCcCuB-
HBIE MIPeTapaThl: MUTOKCAHTPOH, HuKIodochaH, B-uHTEpPEPOHBI
(IFN-B) u T.11., IpUBOJAIINE K UCTOIICHUIO YHIOTEHHOTO PEaHM-

Maropa OMo3HepreTUkH KiaeTok JeBokapHutuHa (Lebrum C. et al.,
2004).



3. HOBbIE ACMEKTbl AUOOEPEHLUAJIbBHON
AWATHOCTUKN AEMUENTMHN3NPYIOLLNX
3ABOJIEBAHUI LEHTPAJIbHON HEPBHOW
CUCTEMbI. MOI'-ACCOLLMMPOBAHHbIE CUHAPOMbI

CnupuH H.H., lLlunosa E.I., Kucenesa E.B.

Bocnanmurensnpie nemuenuausnpyromnme 3adoneBanus [[HC —
reTeporeHHas rpyimna (OKaIbHBIX, MYTbTH(OKATBHBIX U AU(-
¢y3sbIx 3a0oneBanwmii. [Tocne Hayama MCHONB30BaHUS KPUTEPHUEB
McDonald 2017 r. TounocTh moctanoBku nuarHo3a PC Bo3pocia,
onHako 10% ciy4yaeB npeAcTaBIAIOT TPYIHOCTH JIsl JUATHOCTUKH.
B nponece nuddepennmanbHOi qHarHOCTUKN OOBIYHO BKITIOYAIOT
OHM, OPOM, aTtunuuHble CHHAPOMBI C IEMUEITUHU3ALMEN U Ap.

B nocneanue roxel B rpynne NMOSD BbIIenAIOT ci1y4an ¢ aHTH-
tenamu K AQP-4 u 6e3 anturen k AQP-4, HO ¢ HaNMUKWeM aHTUTEN
K MHUEJUH-OJUTOACHApOIUTapHOMYy riukonporenny (MOT), uto
no3BOJISIET Ha3biBaTh MX MOI-acCOlIMMPOBAaHHBIMU CUHIPOMAMHU
(MOTI'-AC), xpome Toro, OHM MoxeT ObITh U CEPOHETaTUBHBIM.
Takas knmaccudukanus Obpu1a mpeaiokeHa R.Narayan u coabrt.
(2018). 3aboneBaHus pa3nIUyalOTCs MO KIMHUYECKOW KapTUHE,
AHTUT€HHOMY CIIEKTPY U TPeOYyIOT CHIeIMaIbHBIX [TOJIX0/I0B K Jieue-
Huro. MOI'-AC unorga o6o3Havaror abopeBuarypoit MONEM
(MOT, ontuueckuit HeBpuT, IHIEDanuT, mueaut) (Di Pauli F.,
Berger T., 2018).

MOI" — 3TO KOMIOHEHT MUEIINHA, OH COJAECPKUT 245 aMUHOKHUC-
JIOT, UMEeEeT MOJIEKYJsIpHYyI0 Maccy 2628 k/[. Komupyrommii rexn
pacnosioxeH Ha 6-i1 xpomocoMe BHyTpH Komiuiekca HLA. MOI'
pacmoiaraeTcsi Ha Hapy»KHOW MOBEPXHOCTH MEMOpaHbl MUEIIUHO-
BOIl 00OJIOUKHU OJIUTOACHIPOLMTOB, HAYMHACT MPOIYIIUPOBATHCS
B KOHIIE IIPOLECCAa MUEIMHMU3AIMN U MOXET CIIY>)KUTh MapKepOM
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3penoctu onurogeHapouutoB. MOI' umeercss toapko B [IHC
(B omninume ot Mosekyinbl AQP-4, koTopast MPUCYTCTBYET B CIIU3H-
CTOI 000JI0UKeE kKey/lKa U B IOYEUHbIX KaHanblax ). Oynkius MOT'
HccIeA0BaHa He MOTHOCThI0. Bo3aMoxkno, MOI™ urpaet poiib peren-
TOpa Ha TIOBEPXHOCTHU KJIETKHU, pabOTaeT KaKk MOJICKyNa aAre3uu,
CIOCOOCTBYET YIJIOTHEHUIO U MOAJIEPKAHUIO (OPMBI MUETTUHOBOM
000JI0YKH, CIIY>)KUT MULIEHbIO ayTOAHTUTEN IPU BOCHATUTEIbHBIX
nemMuenuHusnpyromux 3abonesanusx (Narayan R. et al., 2018).

OueBUAHBI CIOKHOCTH JU(depeHInaTbHON JTHATHOCTUKHU
PC u MOTI'-AC. Ux o0penuHsAeT HE TONBKO CXOIHASA KIIMHUYE-
CKasi CUMIITOMAaTUKa U PEMUTTHUPYIOIIEEe TeUECHUE, HO M CXOJHAs
MPT-kapTrHa 1 HAJIMYKUE OJIUTOKJIOHAIBHBIX AHTUTEII B JIUKBOPE.
33% 6onbabIX MOI-3H11I€(DAaTOMUENTUTOM COOTBETCTBYIOT KPHUTE-
pusim McDonald, a 15% — xpurepusm Barkhof.

Opnnaxo mexny PC u MOI'-AC umerorcest U pa3nuyusi, BIUsIO-
niue Ha nedenue (Jarius S. et al., 2018):

1) nexoropeie [IUTPC, s¢pdexruBusie npu PC, oka3biBatoTcs
6ecnone3nsiMu 1ipu MOI'-AC u3-3a pa3zHoro naroreHesa 3abose-
BaHMHI;

2) oTMeHa JeueHus KopTukocteponaamu npu MOI-sH1Iedhano-
MUEJINTE MOXKET BbI3BaTh 00OCTpPEHME, TOATOMY TpedyeTcsl Mej-
JISHHOE CHIDKCHHE JIO3UPOBKH (Step down) mociie mysnbc-Tepanuu;

3) y manuenToB ¢ BEICOKUM TUTpoM aHTuTen K MOI ecThb Bepo-
SITHOCTB MOJTyYUTh XOPOLIMH 3P PEKT 0T miazMadepesa Ui uMMy-
HOCOpOIMY, a TaKKe BHYTPUBEHHOM Teparnuu UMMYHOITIOOYIIH-
namu (BBUI') Bo Bpemst o6ocTpeHust.

M.Spadaro u coaBr. (2016) BBIACHSIOT CIAEAYIONIUE KIMHUYE-
ckre ocooeHHocTu PC y 60ipHBIX, MerOIKX aHTuTeaa kK MOI':

* NeOIOT C MUCIIUTA;

* IByCTOPOHHUI ONTUYECKUNA HEBPHUT;

* MPU3HAKH MMOPAKEHUS MO3KEUKA;

* TSDKEJBIN WIIM BO3BPATHBIN MHUEIUT;

* yacThele 000CTpEeHMUS;

* MHOXXECTBEHHbIE W/WJIN JJINHHBIE O4aru B CIIMHHOM MO3re

o JaHHeIM MPT;
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* O4ard B MOCTY, MO3KEUKE;

* COYETaHUE C APYIMMH ayTOMMMYHHBIMH 3a00J€BaHUSIMHU
(yBeuT, ayTOMMMYHHBII THPEOUANT, Ooe3Hb I peiiBca);

* 0OJBIIAask CKOPOCTH MIPOTPECCUPOBAHUS 3a00JICBAHMS.

Knunnueckas xaptuHa MOI'-AC Mensiercss ¢ BO3pacToM:
y Aereil 10 9 net yaile BO3HUKaeT kapTuHa o tuiry OPOM, y nereit
crapiie 9 JeT u B3pOCHbIX — 1Mo TUIy ontukomuenuTa (Reindl M.,
Waters P., 2018).

B muddepennmanbHOl TMATHOCTUKE JIEMUCITUHUZUPYIOIINX
3a00J1eBaHUI CYIIIECTBEHHO ITOMOTAIOT PE3yIbTaThl IA0OPATOPHBIX
uccinenoanuii (Weber M.S. et al., 2018):

* mpu PC B nuxBope BoisBisitorcst (B 80% cityyaeB) oiuro-
kioHanbHble 1gG unn IgM u Bo3MokHa (B 78%) MONIOXKHU-
TenpHas peakius MRZ (anturen k BO30yIUTENIsIM KODH,
KpPacHYXH U IepleTHUeCKUX MH(EKIHIT); IPpU ITOM aHTHUTENA
K AQP-4 wuiint MOI' B KpoBH OTCYTCTBYIOT;

* IIpU ONTUKOMHENUTE J[eBHKa B KPOBU BBISBIISIIOTCS aHTH-
tena k AQP-4, ne BoisBistoTCs anturena k MOI, B ukBope
peaKo OOHAPYKUBAIOTCS OJUTOKJIOHAIbHBIE UMMYHOTTIO0Y-
nuHbI (B 28% cinyuaeB), a peakuust MRZ npakTtudecku Bceraa
OBIBaeT OTPUIIATENLHOM, 32 UCKIIIoUeHnEeM 1-2% OOJIbHBIX;

* ipu MOI'-acconmupoBannom OHM B KpoBHM Bceraa BBISB-
nsrotes antutena Kk MO, ve BoeisiBisitoTest antutena Kk AQP,
B LICK onurokioHanbHble HNMMYHOITIOOYJIMHBI BBISBISIOTCS
KpaitHe penko (6—12%), u peakuns MRZ npaktudecku Bcerna
ObIBaeT OTpPHULIATEIBLHOM, 3a UCKIIOUeHHEM 1—2% OONbHBIX.

OH c anturenamu k MOI' xapakrepusyercs 0ojee 4acTbIM
JIBYCTOPOHHHMM BOBJICUEHHEM 3pUTEIbHBIX HEPBOB. [Ipu Hammuun
OZTHOCTOPOHHEH KinnHu4eckoi kaptuHsl OH oTMeuaeTcs cyOxiu-
HUYECKasi aTpoQusi 3pUTEIHHOTO HEpBa APYroro, «MHTAKTHOTOY,
masa. Yame mopakaercs peTpoOyab0apHas 4acTh 3PUTEIHHOTO
HEepBa, B OTJIMYME OT 3abojeBaHuil ¢ antutenamu k AQP-4, npu
KOTOPBIX OYaru pacroyiararoTcsl B MHTpaKpaHUaJIbHOM U XUa3Mallb-
HOM CETrMEHTax 3pUTEJILHOTO HEpBa. B KUpOBOIl TKaHU, OKpYKa-
IolIe MOpakKeHHbIN 3pUTENbHBINA HEPB, BBISABISACTCS HAKOIUICHUE
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Puc. 3.1. MPT ronosHoro mosra (a — T2-BW, 6 - T1-BW) 18-neTHero naumneHta, MOl
IgG+. [iBycTtopoHHui OH, pacnpocTpaHeHHOe NopaXxeHne nepefHnX CerMeHTOB
3puUTeNbHbIX HEPBOB. [lepuHeBPanbHbI OTeK, M3BUTOCTb U CKpyUunBaHUe obomx
3puTenbHbIX HepBOB (UKT. No: Zabad RK. et al., 2017).

KOHTPACTHOTO CPEJICTBA, HEPEIKO PETUCTPUPYETCS TIEPUHEBPATTH-
HBIN OTEK, B psiJie CIy4yaeB — U3BUTOCTb M CKPYYUBAHUE 3PUTEIIb-
HBIX HEpBOB (puc. 3.1).

[Ipu kaTaMHeCcTHYECKOM HAOIIOICHHUH 32 MAIIMEHTAMHU C JHArHO-
30M «KNC: OH» BbISIBIISI€TCS] HECKOJIBKO CLIEHAPUEB PA3BUTHS KIIH-
HUYEeCKOU cumnToMatuku (puc. 3.2). Pemurtupytromuit OH moxer
pasBuBathcs B cTpyktype PC, OHM c antutenamu k AQP-4 nunmn
MOT 6o ocTaThCsi CAaMOCTOSTENIBHBIM COCTOSTHHEM (Tabm. 3.1).

KnC: OH
|
I ]
M3onmposaHHbIi OH Pemuttupytowmin OH
I
I I I |
PemutTrpytowmii XpoHuyecknn PC OHM
BocnanuTenbHbii OH pemnTTMpYIoLWni
(CRION) BoCnanuTenbHbln OH
(CRION) I—I—I

MOT+ OH AQP-4+ OH

Puc. 3.2. BapuaHTbl TpaHchopmanun KUC B popme OH.
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Ta6nuua 3.1. InddepeHunanbHasa gnarHoctnka OH

MpusHakn

no gaHHbIMm MPT PC OHM AQP-4+ OHM MoOr+

OH OOHOCTOPOHHMUI | [IBYCTOPOHHUN [IByCTOPOHHUI

OnvHa nopaxeH- |CpepgHsa LEON - cpegHasn LEON

Horo oTpe3ka 3H |anuHa - 13 mm OnHa — 26 MM

(8-36 Mmm) (14-46 mm)

Yncno BoBneyeH- |1 3 3

HbIX cermeHToB 3H

MNpeumyLliectseH- 3apHune cermeHTbl MNepepHue cer-

HO Nnopaaembie 3H, a Takxe xna3ma | MeHTbI 3H

CermeHTbl N 3pUTENbHDBIN TPAKT

BbiparkeHHOCTb Jlerkuin otek 3HaunTeNbHbIN

oTeka nepviHeBpasb-
HbI OTEK

M3BuUTOCTH Penko 3BuTOCTD
N nepeKkpyumnBa-
Hue 3H

lMpumeuarue: LEON (longitudinally extensive optic neuritis) - npofonbHo-pacnpocTpa-
HeHHbIN OH; 3H - 3puTenbHbI HepB.

Ilonepeunniii Mueaut BcTpevaerca y 50% nanueHToB ¢ aHTH-
tenamu K MOIT, npoTrekaer ¢ THIMYHBIME CUMOTOMaMH (HYKHUAN
napanapes, IpOBOAHUKOBBIE UyBCTBUTENIbHBIE HAPYILLIEHUS, TA30-
Bble paccTpoiictBa). OcobennoctsiMu MOI-acconnnpoBaHHOTO
MUEJINTA SIBIIIOTCA JIOKAIU3alMsI 04aroB B HUKHUX OT/EIaxX CIHMH-
HOT'O MO3ra, B TOM YHUCJI€ B KOHYC€, OTCYTCTBUE HEKPO3a CIIMHHOTO
MO3ra, OTCYTCTBHUE MOJIOCTEMN, BCIEICTBUE YETO Y NMALUEHTOB OTME-
9aeTcsl Xopollee BOCCTaHOBIIEHHE 1ocie obocTpenus. nddepen-
nuanbHas auarHoctuka KMC B popme muenura npeacrabiieHa
B Tabmuie 3.2 (Zabad R.K. et al., 2017).

CtBonoBoii cuaapom mpu MOI'-AC nmeercs y 1/3 manueHToB
U XapaKTepu3yeTcs pa3BUTHEM MOPAXKEHHs area postrema (HEyKpo-
TUMasi UKOTa, TOIIHOTA), MOSIBIIEHUEM MEXbsIEPHONH O(pTaIbMO-
IUIETHH, AU3APTPUH, TUCharuu, IbIXaTelbHbIX HapyIICHHUHA, OHe-
MEHUS JIUIA. Y MaMeHTOB CO CTBOJIOBBIM CHHApOMOM Oaut EDSS
BbIIIE, TpeOyeTcs paHHEe U aKTHUBHOE JiedeHHe. J[BycTopoHHee
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Ta6nuua 3.2. lnddepeHumanbHas AMarHoCTUKA MUENNTa

cpese

MpusHakn
no panubiM MPT PC OHM AQP-4+ OHM MOr+
Ouar B cnvHHOM | [opaxeHne LETM, pexe no- LETM, pexe no-
mosre 1-2 cermeHTOB, |paxeHue 1-2 cer- paxeHune 1-2 cer-
pexxe LETM MEHTOB MEHTOB
Pacnonoxenue |[opconate- LleHTpanbHble LleHTpanbHble
Ha MonepeyYyHoOM | pasibHble o4ary |oyaru ovaru

MonHbIN perpecc
0yYaros

MonHbIN perpecc
0yYyaros

«flpKkne» NATHUCTbIE
ouaru

«flpKne» NATHUCTbIe
ovaru?

JInHenHble oyaru

JInHenHble ovarn

Mpumeyarue: LETM (longitudinally extensive transverse myelitis) - npogonbHo-pac-
MPOCTPaHEHHbI NONEePEYHbI MAENUT.

NOpaXEHUE CTBOJIA HA YPOBHE CPEAHETO MO3Ta MOJHOCTBIO perpec-
cupyer uepes 2 HeJl.

[epeOpanbHblii CHHAPOM KIMHUYECKH MPOTEKAET MO THUITY
OPDOM wunu sHIEeanuTa, 9acTo COMPOBOXKIACTCS SITUIICTITHYC-
ckumu npucrynamu. Ha MPT Busyanmusupyercs KpyIlHbBIA o4ar
B MPaBO TEMEHHOW J10JIe C MATHUCTHIM HAKOTUICHHUEM KOHTPACT-
HOTO cpefacTia (puc. 3.3).

Puc. 3.3. MPT ronosHoro mo3ra nayuenta ¢ MOI-AC (a - T2-BW, 6 — T1-BW). Kpyn-
HbIl oYar B MpaBov TeMeHHOW pone. [MATHUCTOe HaKomnneHne KOHTPACTHOro
cpencTsa (8 - T1-BWN).
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[Tpu MOI'-AC BrIsIBIISIFOTCS cienytomue ocooennoctu MPT:

* HAKOIUIEHUE KOHTPACTHOTO CPEACTBA B 3PUTEIbHBIX HEPBAX,
BOBJICUCHUC 60.]166 IIOJIOBUHBI JJIMHBI HpGXI/Ia3MaJ'H)HOI71 qacTu
3pUTEITLHOTO HEPBA,;

* y 30% mauueHToB HHPpPATEeHTOPHATIbHBIE O4ar (CTBOJ, MO3-

KEYOK);

* y 50% G0aBHBIX CynpaTeHTOPHAIBLHBIE OUart;
* 27% manueHToB C 1epeOpalbHBIMU O4araMu COOTBETCTBYIOT

MPT-kputepusim Barkhof;

* HEXapaKTEepHbl OBaJIbHbIE MEPUBEHTPUKYJISIPHBIE OYarH,

«manplpl [JoycoHa», FOKCTAKOPTUKAIbHBIE OYarv, «4YE€pHbIC
JIBIPBDY;

* yalre BCTPEUAIOTCsl OYaru ¢ HeYeTKUMU KOHTypaMu (TI0 TUITY

OPDM);

* MaJ0€ YUCJO LepeOpabHBIX 04aroB (3 U MEHbIIIE);

* 4acTO OYaru B TaJlaMyce U MOCTY;

* oyaru B Kope y 16% nanueHros;

* BO3MOYXHO HAaKOTUIEHHE KOHTPACTHOTO CPEACTBA B 000I0UKAX

(BbIsIBNIEHO Y 6% OOIBHBIX);

°y 2/3 MaguCeHTOB UMCIOTCA MPOAOJIBHO-PACIIPOCTPAHCHHBIC

CIIMHAJIBbHBLIC O4aru.

JIBe rpyIIibl UCCIenoBaTeNIeH MPEUIOKIIIA THATHOCTHYECKUE

KPHUTEPUH JICMHUCIUHUZUPYIOIIUX 3a00JICBaHUMN, aCCOIMMPOBaH-
Heix ¢ MOI" (Lopez-Chiriboga A.S. et al., 2018; Jarius S. et al.,
2018).

1. JJabopaTopHoe MoATBEPKACHUE:

—MOTI'-IgG B cbIBOpOTKE KpOBU (TPaH3UTOPHOE MOBBIIIEHNE
aHTUTEJ YKa3bIBAa€T Ha HU3KYIO BEPOSITHOCTh 00OCTPEHUS;
IIPU OTCYTCTBUU AHTHUTEN B KPOBU HEOOXOIUMO BBISIBUTH
antutena B LICXK).

2. XoTst ObI OIMH U3 CIEIYIONTUX KIMHUYECKUX CUHIPOMOB:

—OPOM;
— OH, B TOM uncIe XpoHUYECKas peLUIUBUPYIOILAsl BOCHAIN-
tenbHas ontuieckas Heppomnatus (CRION);
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* B paHHEM Bo3pacTe Habmromaercst Ae0T B BHIE dHIIE(aTo-
natuu ¢ HanuureMm Ha MPT oOmupHBIX 09aroB ¢ HEYETKUMU
KOHTYpaMH, B cTapiieM Bo3pacte jae0roT damie B Buae OH,
BO3MOKHA HOpMaJibHasi kaptuHa MPT;

* y JeTeil BO3MOXKHO arpecCuBHOE T€UEHHUE, B OTIIMYKE OT OoJiee
OJaronpusTHOTO TEUEHUS y B3POCIBIX;

* B [{CXK BBIsSIBISIETCS TIIICOLIUTO3;

* HEXapaKTEepPHBI O4Yard B MO30JMCTOM TEJIE€ U IPYAHOM OTJENE
CIIMHHOT'O MO3Ta.

3naunmele i auddepeHnuaibHON JMarHOCTUKHY MTPU3HAKU
MOTI'-AC cymmupoBansl B Tabiauuax 3.3 u 3.4.

Jladoparopublie ucciaenoBanusi. Auturena k MOI' BbisBIIS-
I0TCS TIPEUMYIIECTBEHHO B CHIBOPOTKE KPOBH, MHTpATEKaIbHBIN
CHHTE3 He 0OHapykeH. Bo3MOXHO MX BTOPUUHOE TPOHUKHOBEHHE
yepe3 rematodHIedannyeckuii 6apbep MpU BHICOKHX YPOBHSX
MOITI' B kpoBH. B KpoBH perucTpupyeTcsi NOBBIIICHHAS] AKTUBHOCTD
uuToknHoB T-xenmepoB 17 (nmpu PC Gonee akTUBHBI IIUTOKUHBI
T-xenmepos 1). Auturena k MOI” 6b11i 0OHApYKEHBI B CHIBOPOTKE
KpOBH MalMEeHTOB ¢ n3oiupoBaHHbM OH wuim ¢ couerannem OH
U MUENNTA. Y NAUEHTOB C U30JIMPOBAHHBIM MHUEJIUTOM aHTUTEINA
k MOI BoisiBisitorcs ropasno pexe. B LICK y 55-70% nanuentos
npu MOI'-AC umeeTcs MJICONUTO3, B MOJOBUHE CIy4YaeB HEW-
TpO(UIIbHBIN, IPUYEM YPOBEHb IICOIMTO3a BhIle, yeM npu PC.
OnurokiioHasIbHbBIE aHTUTENA BBIABISAIOTCS peako (10% ciyuaes).

Teuenne 3a00eBanus. [lanmmentsr ¢ MOI'-AC nMmeror Ooliee
OnaronpusTHOE TeUeHUE OOJIE3HU, PEXKe BOZHUKAIOT JIBUTATEIIbHbIE
HapyueHusi, MeHble 6amt EDSS no oxoHuanun obocTpeHus.
[Taruentsl ¢ MOI'+ nonepedyHbIM MUEITUTOM JTy4Ille BOCCTaHAB-
nauBaroTcs nocie odocrpenus. MOI'+ OH compoBoykaaeTcs BbIpa-
KEHHBIM CHM)KEHHEM 3pEHUSI BO BpPEeMsI 00OCTPEHUS U XOPOIIUM
BOCCTaHOBJIEHUEM (PYHKLUH, XOTS OMHCAHBI ClIydau arpoduu
3putenbHoro Hepsa. Ilpu nebrore 3abonesanus mo tuny OPOM
gacTtora 00OCTPEHH 3aBUCUT OT Hanmuuusi antutesn k MOI, npu
MOCTOSIHHOM TOBBIIIEHUH YPOBHS aHTHUTEN YacToTa 00OCTpEeHUM
cocrasisgeT 88%, MpU TPaH3UTOPHOM MOBbIIeHHH — 12%. Map-
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NMPUNOXEHUA

Buorpa¢us }KaHa-Maprena LLapko

XKan-Mapten Illapko (Jean-Martin Charcot) pomuics B Ilapmke
29 nosi6pst 1825 1. B cembe kapernuka. Crapmuii Opar Kana
yHacyenoBan Aeno otna. /[Ba mmaamux ynuoi 1o0poBOJIbIAMU
B apmuto. JKau B 19 net cran usyyarb MEIULIMHY.

OH OBICTPO CTaJI TOCTUTAIBHBIM SKCTEPHOM, a B 1848 1. cnan
sk3aMeH B uHTepHaTypy Canbnerpuepa. BbpIOTHUB paboTy
no auddepeHnanbHON TUarHOCTUKE TOAArPhl U XPOHUYIECKOTO
peBmarusmMa, oH B 1853 I. ctasi JOKTOpOM MEAUIMHBI, YTO MO3BO-
JSI0 UMETh CaMOCTOSITENIbHYIO BpaueOHyIO MpakTuky. JlBa roma
OH paboTaJj CTapIIuM BpadyoM Ha METUIIUHCKOM (haKyIbTeTe, 3aTEM
rog — B ropojickoii 6onpHUIE, a B 1857 1. Illapko Oblm Ha3HAYEH
Ha JJOJDKHOCTH npodeccopa B Canpnerpuepe. ITa orpoMHas 00I1b-
Huna Ha 5000 koek nMena JJIMHHYIO0 UCTOpUIO U cHavana (1565 1)
OblJ1a BOGHHBIM apceHasioM. [locie rpakaHckoil BOWHBI MEXKITY
cropoHHukamu Jlromosuka XIII u xapaunana Maszapunu (1648—
1653 1) ee npeBpaTUIIN B )KEHCKUI MIPUIOT AJIs1 HULIUX, IPECTape-
JBIX, YOOTHX M YMaJMILIEHHBIX. B TeueHue cieayomux cToneTui
CanpnieTpuep MOCTENEHHO CTAHOBUTCS YUEOHBIM M MEUITHHCKUM
HAYYHBIM YUPEIKICHUEM.

[[Tapko mucan, 9To K Ha4yasy ero padotsl B CanbrieTpuepe mos
MPU3PEHUEM HAXOJWIIUCH JIFOAM BCEX BO3PACTOB: OT JE€TEH 10 IIy-
OOKHX cTapyX. BONBIIMHCTBO U3 HUX OBUIM HEU3IIEYUMO OOJBHBI,
1 0COOCHHO MHOTO OBUTIO 3a00JICBaHUN HEPBHOM CHUCTEMBI. IJTO
OBLIT TENbII My3€ell KUBOI MAaTOIOTHH, KAYIIEH CBOCTO OMUCAHUS
U KJIacCH(UKAIIH.

Toawt ¢ 1862-ro mo 1879 ObuM caMbIMU TIJIOJJOTBOPHBIMH JIJISI
[Hapko. B 310 Bpemst uM ObulM BIEpBBIE OMUCAHBI TaKue 3a00-
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neBanus, kak PC, taGernueckas aprponartus, bBAC, odaroBsie
NOPAKEHUsI CIMHHOIO Mo3ra. Ha ocHOBe M3yueHHs ayTONCUM-
HOIo MaTepuaia U KimHudeckoro HaOmonenus B 1868 r. lllapko
JlaJl UCUYEPIIBIBAIOIIYI0 KapTUHY HOBOTO 3a00JIeBaHusl, KOTOPOE OH
Ha3BaJl «CKJIEepo3 B GopMe paccessHHbIX Omsiexy. M3yyenue 3Toro
3a0oneBanus Obu10 Hauato [1lapko BMecTe ¢ ero Apyrom U coTpya-
HUKOM BynblnaHoM ¢ METOJMYECKOTO OCMOTpPa BCEX MAI[MEHTOB
OOJBHHUIIBI, UIMEIOIIUX OTYETIMBBIE CUMITOMBI JpokaHus. YacTh
9TUX MAIlMEHTOB COOTBETCTBOBAIA onucanHomy B 1817 1. [Ixxemcom
[TapkuHCOHOM JIpOKATEILHOMY Mapagnuyy, Apyrue ObUTH OTHECEHBI
k PC. B 1866 1. Ha 3acenanuu MeauuuHckoro oduiectsa Bynbnu-
aHoMm ObL1 TipenicTasiieH oauH U [llapko n1Ba cimydast ocoOeHHOCTEM
npoxkanus npu PC. [lapko nmpoaeMOHCTpUPOBAT U IPYTHE CHUM-
ntoMmel PC: cnacTudeckyro naparieruro, aTakCuo, MHTEHIIMOHHBIN
TPEMOP, HUCTArM, 3pUTENIbHbBIE U peUeBble HapyLIeHUs. B ekumsix
U neyaTHbIX Tpyaax [llapko MOCTOSHHO MOJUYEpKUBAT HaUYUE
nerkux ciaydaeB PC u ero ¢pycrpupoBaHHbIX (HOpM cO cpenHeit
CTEIEHBIO BBIPAXXEHHOCTH CUMIITOMATHKH, a TaKXKe MpeuMyllie-
CTBEHHO CHHMHAJIbHBIX (hopM 3a00sIeBaHUs, ONMMCAHHBIX Bynbnua-
HoM. B 1872 r. 3a 3tu uccnenoBanus Bynbnuan nony4us 3BaHue
npodeccopa SKCepuMeHTaITbHOI naronoru, a lllapko — nmpogec-
copa MaroJOTHYeCcKoi aHATOMHH.

B I'epmanuu 310 3a605€BaHME MO3KE CTaIM Ha3bIBaTb MHO-
JKECTBCHHBIM CKJIEp0o30M, B BenukoOpurannu Yonrep MokcoH
B 1873 1. onucan cinydyam PC mom Ha3BaHHEM «OCTPOBKOBBIN
CKJIEPO3». DTOT TEPMUH B JAJIbHEHIIIEM UCIOIb30BaJ U Buibsamc
T'oBepc. BriepBble k€ 3TH OCTPOBKHU JIET€HEpalUy U U3MEHEHUI
BEIIECTBA MO3ra ceporo mBera omnucaiu B 1835 1. pabortaBmme
B [lapmwxke nmpodeccop maraHaTOMUH MEIUIMHCKOTO (hakysabTreTa
Kan Kprosense u momnanzaen; Podepr Kapesen (rocnurans JIs
[Itn).

[ITapko mpenongasai Kypc NaTOJIOTMYECKON aHAaTOMMH, KOTO-
pBIif OBUT OYEHBb MOMYISIpEH cpean cTyneHToB. Iloke oH cran
YUTaATh JIEKIUHU MO KIMHUYECKOH HEBPOJOTHMU U MOTYyYMII MpPHU-
3HaHUE MEepBOro npodeccopa-KINHUIKMCTA 0 HEPBHBIM 0o0J1e3-
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