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BBEJIEHUE

OnrtuxkoneBpomuenut (bone3ns JleBuka) — 3T0 peAKoe HMAUONATUYECKOE
ayroummyHHoe 3aboneBanue I[[HC ¢ mnpeuMymiecTBEeHHBIM MOpakKeHUEM
3putenbHbBIX HEpBOB M CM C OTHOCHUTENBHON COXpaHHOCTBIO I'M, koTopoe
COMPOBOXKJIAETCSA TSKEJIBIMU, HEMPEICKa3yeMbIMU OOOCTPEHUSMM W BeAyllee K
MHBaJUAN3ALNUN

®panny3ckuil HeBpoJior EBrennii JleBuk onucai 45-I€THIO KEHIIUHY, Y
KOTOpOil Ha (hoHE KHUIIEUHOM HMH(EKUMU pa3BUIacCh COHJIMBOCTH, CIa0OCTh B
KOHEUHOCTSIX M rojioBHass Oosib. YUepe3 3 Henenu ciabocTh JOCTHUIVIA CTEIEHU
IUIETUA W Pa3BUIOCh [JBYCTOPOHHEE IIOPAKEHUE 3PUTEIBHBIX HEPBOB C
BBIPAXCHHBIM OTEKOM IJIa3HOI'O JHA M KPOBOU3JIMUSHUAMM B ceTuarky. llanmenTtka
ymepiia.

[Tpu aytorncuu ObLT OOHAPYKEH OCTPBIM MHUEIIUT U ABYCTOPOHHUM HEBPUT
3pUTEIIbHBIX HEPBOB. Takas KOMOWHAIMS MOP(OTOTMUECKUX HAXOJOK IMOJTydHIIa
Ha3BaHue «ontukoMuenut» (OM). B 1894 r. yuenuk JleBuka F.Gault npencraBun
B JInoHe MOKTOpCKyr0 aucceptanuio «OCTpblii ONTUKOMUEINUT» C onucaHuem 17
CJIy4yaeB Pa3BUTHUS JIBYCTOPOHHETO HEBPUTA 3PUTEIILHBIX HEPBOB M MHUEIUTA Kak
eanHCTBeHHBIX mposBienuit nopaxenus LIHC. C tex nop 6unarepanbHbIA HEBPUT
3pUTENIbHBIX HEPBOB B COYETAHUU C MOINEPEYHBIM MHUEIUTOM paccMaTpHUBAJCs Kak
MoHO(pa3zHoe (QynpMuHAHTHOE 3abojeBaHUE, SBISIONIEECS  KIACCUYECKUM
BapuaHToM cunapoma (Oone3nu) JleBuka. [Jonroe Bpemsi oH cuuTajics OIHUM M3
3JI0Ka4€CTBEHHBIX BapuaHTOB PC, ero takxe Ha3bIBaJIM «a3MaTCKUM BAPHUAHTOM)
PC, Tak xak Hamboyiee 4acTo OH BCTpeUaliCd B IOr0-BOCTOYHOW A3suu. Jlump k
KOHIy XX B. CTJIO ICHO, YTO OTUKOMHUEIIUT J[€BHUKa ABISAETCS CAMOCTOATEIBHBIM
3a00JIeBaHUEM.

B HacTosee Bpemsi 10MycKaeTcsi BO3MOKHOCTh OJJHOCTOPOHHETO HEBPUTA
3pUTENBHOIO HEpPBAa, HE CHHXPOHHOE BO BPEMEHM Pa3BUTHE 3PUTEIBHOU U
CIUHAIBHOW CUMIITOMATHKH, & TAaK)Ke MOBTOPHI o0ocTpenuit OM.

V¥ NanueHToB ¢ KIIACCUYECKUM OJTHOMOMEHTHBIM PAa3BUTHEM 3PUTEIILHOU U
CIUHAIBHONW CUMITOMATHUKH Yalle oTMedaercs MoHodazHoe TedeHue (B 15-25%
cimydaeB). Artaku peruauBupytomero OM, koTopsiii BcTpedaercs B 75-85%
CJIy4aeB, MOTYT BO3HUKATh C MHTEpPBAJaMU B MECSIIbl WM TOABL TEHACHIHS K
00OCTpEeHHSIM TIPOSIBIISICTCS paHO: B TedeHWe | roma oHu HaOmomaroTcs y 55%
O00nbHBIX, B TeueHHE 3 1eT —y 78%, B Teuenue 5 jet —y 90%.

CpenHsisi NpoAOJIKUTEILHOCTD KU3HU OOJIbHBIX C MOHO(A3HBIM TEUEHHUEM
OM cocrasinser 16,9 ner, a ¢ peuuauBupyrommm - 7,7 ner.



ITUOIATOI'EHE3

B ocnoBe 3COHM nexuT ayrOMMMYHHBIA ITPOLIECC, HAYMHAIOLIUKCS C
AKTUBHOW MPOAYKUUHU CHEIU(PUUECKUX AaHTUTEN Ha nepudepuu, ¢ Mocieayoumm
MIPOHUKHOBEHUEM UX Yepe3 reMarosHuedanudeckuit 6aprep (I'96) u cBs3piBaHuEM
c OeJIKOM aKBarmoOpUHOM-4, KOTOPBII PacnojioKeH Ha MeMOpaHe acTpOILUTAPHBIX
HOXKEK, Y4YacTBYIOIIMX BMecTe C Kanwuiipamu B (opmupoBanun ['9b. D10
NPUBOJUT K Pa3BUTUIO BOCHAIUTEIBHON pEaklUWd, AaKTUBALUU CHUCTEMBI
KOMILJIEMEHTA, OBBILIEHHOW MPOAYKIMU BOCHANUTENbHBIX IUTOKMHOB (IL-6, IL-
17, IL-8, rpanynouuMTapHbIi KOJOHHECTUMYyNUpyomui ¢akrop). Hapymenue
KJIETOYHBIX MEXaHM3MOB TpaHCIoOpTa BoAbl, mnoBpexiaeHue ['DOb u axkTuBHas
UHOUIBTpALMS TEPUBACKYJISIPHOTO MPOCTPAHCTBA KJIETOUHBIMU 3JIEMEHTaMU
KpoBU (HEUTPODMIIBI, 303MHO(PUIBI) CIIOCOOCTBYIOT Pa3BUTHIO JAEMHUEITUHU3AINH,
TUNEPIIa3ui COCYAUCTON CTEHKH C THAJIMHU3ALMEN CTEHOK KaWUIIpOB, HEKPO3Y
OJIUTOJICHJPOLIMTOB U HEUPOHOB M OOPa30BaHUIO IMOJOCTEH Kak B O€JIOM, Tak U
CEpOM BEIIECTBE CIMUHHOTO Mo3ra. bombiioe 3HaueHue wumMerT B-kiaeTouno-
UHAYLIHpOBaHHBIE peakiuu. B otiinune ot PC, B ocHOBE pa3BUTHS KOTOPOTO JIekKaT
NPEUMYIIECTBEHHO KJIeTouHble MexaHu3mbl, OHM sBnserca ayToMMMyHHOU
acTpolUTONaTHe/KaHaJonaTue, KoTopasi MUMeeT T'yMOpPajJbHOOIOCPEI0BAHHbBIN
MEXaHH3M.



KIIMHNYECKASA KAPTUHA

[Manmentsl ¢ 3COHM uacto cTpanaroT OT 000CTpPEHH, KOTOPbIE BENYT K
HAKOIUIEHUIO HEBPOJIOTMYECKOro euimra

OO0byHO 7e010T 3a00J€BaHUSI COMPOBOXKIAETCS OCTPHIM MPHUCTYIIOM
ONITHYECKOT0 HEBpPHUTAa W/HWIW TPOJOJIBHO PACIPOCTPAHEHHOTO IONEPEYHOTO
MUEIHTA.

Takue cUMNTOMBI, Kak TMOTEpPsS 3pPCHHS, HAPYIICHUs] JBUTATECIBHOU
aKTUBHOCTH, 00JIb, YTOMJISIEMOCTh M HapylleHUE (PYHKIIMH Ta30BBIX OPraHOB,
NPUBOJAAT K CHI)KEHHUIO KaueCTBa JKM3HU, CBSI3AHHOTO C COCTOSIHUEM 3710pOBbs. B
tedyeHue S5 et y 50% mnamuentoB ¢ 3COHM Bo3HMKaeT HEOOXOAMMOCTH B
WHBAJIUTHOM Kpeciie U 'y 62% ManueHToB pa3BuBaeTcs (QyHKIIMOHATbHAS CJIETIOTA,
korga npu PC menmana BpeMEHHM OT MOCTAaHOBKHM JUArHo3a JI0 MOTPEOHOCTH B
MOJJIEpKKE TIPH X0a60€ cocTaBiser 15 u Oosee JeT.

C nepBBIMU CUMITTOMAMH TMAIIUEHTHI 00pammaroTcs B Bo3pacte 30-40 neT, Ho
00T MOXKET MPUXOAUTCS HAa JETCKUH, CPEIHMN WM TOXWIOW Bo3pacT. Yaiie
BCcTpedaeTcs y xeHuH (9:1).

B 30-50% cayuaeB pazsutuio OM mnpejmiecTByeT BUpycHash WHMEKIIHS.
Becbma Hepenko OM coueraeTrcsi ¢ IpyruMU ayTOMMMYHHBIMU 3a00JIEBAaHUSIMU -
cungpomomM llerpena, Tupeonaurom, CKB u apyrumu.

B nmopaBnstomeM cinydae — 3TO  peUUAMBUpYIOIIEEe 3a0o0JieBaHHUE.
[lopakeHue HEpPBHOW CHCTEMbl HAKAIIUBAIOTCS C KaXAbIM IOCIEAYIOIIUM
oboctpenueM. IIpu 3ToM naxke ogHO OOOCTPEHHE MOXKET MPUBECTH K TIIYOOKOMH
WHBATUAU3AIUN WIK CMEPTHU. BeienstoT MOHOGMa3HBINA U pelUIUBUPYIONTUN THUITBI
TeueHus: 3aboneBanus. [lpu peruauBupyromem Tture, pasBuBatoniemcs y 80%
MAIlMEHTOB, TEPBbIE aTaKW OINTHYECKOTO HEBPUTa M MHUEIUTa MOTYT OBITH
pazzeneHbl MeXxay coOO0H 1Mo BpeMEeHH HeNIEeIsIMHU WK JaKe ToJ1aM; Ha MPOTSHKCHUH
1-ro roma 3aboneBanust 000CTpeHUSI BO3HUKAIOT y 55% manuentoB ¢ AQP4-1gG, na
MpoTsDKEeHUU mepBbiX 3 U 5 et —y 78 u 'y 99% coorBerctBeHHO. MOHO(ba3HOE
TEUEHHE 3apeTUCTpUpoBaHO MeHee ueM Y 20% nanuentoB ¢ OHM; olHOBpeMEHHO
BO3HUKAIOT OJIHO- JINOO IBYCTOPOHHUN HEBPUT 3PUTEIIHHOTO HEPBA U TIOTIEPEUHBIN
MUEJUT, 3aTeM TOBTOPHBIC AMU30Jbl MHUEINTA W/WIM ONMTHYECKOTO HEBPUTA HE
peructpupytotcs. [lammentsl ¢ OHM waie ceponeratuBubl no AQP4-IgG. OHM
nporekaeT oObIYHO TsDKenmee, yeM PC, BOCCTaHOBJIEHHME TIOCJE€  aTaK
ONTUKOMHUEIINTA, KaK MpaBuiio, HenoyiHoe (B 64% ciyuaeB). Takxke, B OTIUYUE OT
PC, nns OHM nHexapakTepHO BTOpHUYHOE MporpeccupoBaHue. Takum oOpaszowm,
OCHOBHOU BKJIaJl B (JOPMHUPOBAHHE CTOMKOTIO HEBPOJIOTUYECKOTO AedUIIUTA MPHU
OMH BHOCST OCTaTOYHBIE SABICHUS O0OCTPECHUM.



1. TlopaxeHue 3pUTEJHHOI0 HepBa dYalle OJHOTO Tja3a, HO MOXKET
ObiTh OunatepanbHbM (B 20% ciydaeB). ConpoBoxaaeTcss peTpoOynbOapHOn
007pI0 W/MAKM OOJIbIO MPHU JBMXKEHHM TJ1a3a, HAPYIIEHWEM IBETOBOTO 3pPEHUS
(BKiTIOYas ociiabJIeHHOE BOCHPUATHE I[BETA), BBINAJACHUEM MoJiel 3penus. Moxer
MPOAOJIKATHCS JUIUTEIBHOE BPEMSI UITH OBITh MOCTOSTHHBIM.

N3menenne Ha MPT tunumuneie nus octporo OH BKIIOYAKOT yTOJILIEHHE
3pUTENBHOTO HEPBA, TUIIEPUHTEHCUBHOCTD B pexkuMe T2 1 HAKOTUIEHHUE TaJI0IMHHUSL.
Ouaru nopaxenusi oObIYHO OoJiee MIMPOKO pacrpocTpaHeHbl, yeM npu PC u ¢
OOJIbIIe BEPOSATHOCTHIO BKIIOYAIOT XHAa3My WU PSJIOM  PACHOJIOKEHHBIN
TUIoTaIamMyc

2.  OnHOBpeMEHHOe pa3BuTHE TSKEJIOr0 IIPOJOJIBHOTO
pacnpoCcTpaHEHHOI'O MONMEPEeYHOro MueJuTa (60s1ee 3X CErMEHTOB C BOBICUEHUEM
IPEUMYIIECTBEHHOIO CEPOTr0 BEILIECTBA)

[IporpeccupoBanre TMOMEPEYHOTO MHUETUTA B TEUCHHE HECKOIBKUX ITHEH
NPUBOJUT K TIOJHOW TMOMEPEYHOH CEHCOMOTOPHOW MuesnonaTuu (Maparsierys,
HapylIeHWe YyBCTBUTEIHLHOCTH HIDKE oOYara TOpaXeHHUs, 3aJepkKKa MOYH,
HeJep)KaHue Kaja)

I[lpu OM kiuHWYecKas KapTUHA OCTPOro TIONEPEYHOro MHENINUTa
pa3BuBaeTcsi B TeueHue 1-14 npneil. [lapa- wim TeTpamape3 COMPOBOXKIAETCS
POBOAHUKOBBIMU HapylIeHUsIMH 4yBcTBUTENbHOCTH (70%), MOryT OBITH U
chuHKTepHbIe paccTpoiicTBa (60%), Mpy 3TOM MPU3HAKK KOMIIPECCUU CIIMHHOTO
MO3ra OTCYTCTBYIOT.

3. Cunapom area postrema accoluupoBaHO C MOPAKEHUEM 3aTHETrO
MOJI MPOJOJITOBATOr0 MO3Tra M CONPOBOXKIACTCA TOIIHOTOM, PBOTOM, HMKOTOH
HESICHOT'O reHe3a

CtpykTypa area postrema oOpasyerT nponunaembli ['DOb u sBusercs
IIEHTPOM pBOTHOTO pedrekca. [IpuunHON TOpaXKeHUs SIBISETCS BBICOKAs
sKcrpeccusi B JaHHOU 30He AQP4, 4ro mpUBOAUT K ayTOMMMYHHOMY OTBETY H
aKTUBHOMY PacIpoCTpaHEHUIO TIOBPEKCHHUS Ha B 30HE area postrema. OcoOeHHO
BBICOKOCTIETIM(UIHO JUTs ceporno3uTuBHOro Bapuanta 3COHM.

HaubGonbiryro omacHOCTb MPEACTABISIOT HAPYIICHUS AbIXaHUS TIPA O4arax
B ILIEHOM OT/I€JIE CHMHHOT'O MO3ra C pacupOCTPAHEHNEM Ha ITPOJOJTOBATHIN MO3T,
YTO NPOSBISIETCA HEKYNUPYEMOW WMKOTOW, TOLMIHOTOW, PBOTOM, CHCTEMHBIM
TOJIOBOKPYKEHHEM, HUCTarMoM. [lopaxkeHne mnpoIoaroBaToro Mo3ra MOXKET
MPUBOJIUTH K JIETAIILHOMY UCXOAY.

4.  OcTpblil CTBOJIOBOIl CHHAPOM
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CuMITOMBI BKJIFOYAIOT IJ1a30/IBUTaTEIbHbIE HAPYLIEHUS, CEHCO-MOTOPHYIO
Y MO3KE€UKOBYIO TUCPYHKIMU (FOJIOBOKPYKEHUE, arakcus). [Ipm ocMoTpe MOXKHO
YBHJIETH APKUI ciacTuueckuii mapes ¢ kionycamu i HOTO. Ilopaxenue cTBona
MO>KET IPUBECTH K CMEPTH U3-3a PECIUPATOPHON TUCPYHKIIUU WIIA OTUOPTaHHOM
HenoctaroyHocTy. [1o nanusiM MPT XapakTepHo nepusneHIuMaibHOe IOPAKEHNUE
OTJEJIOB CTBOJIA MO3ra (IIPEeuMYIECTBEHHO MOCTA)

5. Octpoiii AMIHLEPATBHBIA CHHAPOM acCOLIMUPOBAH C MOPAKEHUEM
TajlaMyca, THUIOTaJlaMyca MiauM  obmactelo  3oro  xkemymouka.  Moxker
COIIPOBOXKIATHCS Ka4eCTBEHHBIMU HapyLICHUSIMHU CO3HaHUs
(TUIIEpCOMHOJIEHTHOCTb, ~ HApKOJENCHs), TOBEACHYECKUMU  HapYILIECHUSMH,
TUIIOTEPMHUEN, @ TAKKE TUIIOHATPUEMHUEH.

6. ILlepeOpanbHble CHHAPOMBI 4acTo aCCOLMHUPYIOTCS C
JBYCTOPOHHUMH KPYITHBIMHU CIMBHBIMH MOJKOPKOBBIMH OYaramMu JM00 TIIyOOKUM
HOBpEeXKACHWEM Oenoro BemlecTBa W BKIIOYAIOT B cebsd  remwumapes,
TeMUTHIIECTE3HUI0, JHIE(ATONaTHIO, MOCTXMA3MaJIbHYI0 MOTEPIO 3peHHs (B T.Y.
KOPTUKAIBHYIO)

Korna cnenyet 3anono3puts 3COHM:

- B cnydasx noBTopHbIx o6octpenuit OH, eciim cUMITOMBI TSKENbIE WU
yIyYIIEHUs HE TPOUCXOIUT

- MPT wne orpaxaer tunuunyr wMopdoioruro PC (T.e. ouarm
PaCIONIOKEHHBIE TEPUBEHTPUKYISIPHO, HHPPATCHTOPUAIBHO WIW B
obJsiacTi Ma30IMCTOro Tena (mayibilsl JJoycena))

- Bo Bcex cimyyasix OunaTepaqbHOrO ONTHYECKOTO HEBPUTA

- Bo Bcex  ciywadgx — TSDKEIOrO  MHMENUTAa WA MUEJIUTa,
COIPOBOKIAOIIETOCS CUMMETPUYHOU c1abO0CThIO HIKHUX
KOHEYHOCTEH, TPYTHBIM WU KOPEITKOBBIM 0O0JIEBBIM CUHAPOM, IIEHHBIM
MUEIUTOM, PACIPOCTPAHSIONIUMCS B CTBOJIOBYIO 00JIaCTh MO3Ta

- B cayuas, korma OH wnm muenut conpoBoxnaercs CKB unu 6071e3Hb10
[llerpena

CrpaTudukaius CTCICHH TSKECTH OCYIICCTBISICTCS COIVIACHO IIKalle
unBanuausanuu EDSS (anamornuno PC).



JTUATHOCTHUKA

B mHacrosimee BpeMsi MpEANIOKEHBI HOBBIE JUArHOCTUYECKHE KPUTEPHUH
ONTUKOMMENNTa,  obmanaromme  99%  uyBcTBUTENBHOCTBIO U 90%
cnenupUIHOCTHIO:

|.Hanuuue BhIpaK€HHOTO HEBPHUTA 3PUTEIBHOIO HEPBA CO 3HAYUTEIbHBIM
CHU)KEHHEM 3PEHHUS U OCTPOTO MUEJIUTA C PA3BUTHEM YMEPEHHOM WUJTU BHIPAXKEHHOU
c1abOCTH B HOTaX, a Takke 2 U3 3 cIeayIoMMNX TPU3HAKOB:

1) ouaz oemuenunuzayuu 6 CHUHHOM MO032€, 3AHUMAIOWUIL DoJlee 3X e20
CezMeHmoe;

2) eviaenenue AT, cneyugpuunvix onss OM (k akeanopumny-4);

B 2004 r. V.Lennon o6Hapyxun crnenuduunbie AT. MumeHbro it HUX
saBisieTcss O€JIOK aKBamopwH-4, BXOJAIIMA B COCTaB MEMOpaHHBIX KaHAJOB,
PETYIUPYIONTUX BOJHBIM OaaHC HEPBHOUM KJICTKU. AKBAropuH-4 JIOKAJIU30BaH Ha
OTPOCTKaX aCTPOILIMTOB, CBSI3aHHBIX C IHAOTEIUEM IepeOPATIBHBIX MUKPOCOCYIOB,
u ompenensetr romeoctas xkujakoctd B [THC. DT1o mo3Bossier paccmarpuBats OM
Kak 00yCIIOBIICHHYIO B-kierkamu ayTOMMMYHHYIO KaHaJIOTaTHIo,
natoduzuonorndecku ommmunyto or PC. BrisiBnenue AT, cnenmduuHbix Ams
ONTUKOMHEINIUTA, BXOAUT B COBPEMEHHBIE TUATHOCTUYECKUE KPUTEPUU JTaHHOTO
3a0oneBanus. IlogoOHble aHTUTena onpenensiores y  52%  OONBHBIX €
UANONATUYECKUM BO3BPATHBIM BBIPAXKEHHBIM MHUETUTOM M Y 25% OONBHBIX C
BO3BpaTHbIM wuauonarndeckuM PBH. 3OTo mnpenmonaraer, 4to ompeaeaeHHOE
KOJIMYECTBO ATUX CIy4daeB OTHOCATCSA K OM U SBIAIOTCS BAPUAHTOM HEIOJHOT'O €ro
pa3BUTHSIL.

Omnpenenenue ayroantuteal kK AQP4 sBiusercs BbICOKOCTICITU(UIHBIM
nokaszatesneM u otauyaeT 3COHM ot PC. Ipu stom 10 30% nu1; cepoHeraTUBHBI,
HO 3TO HE MCKJII0YAeT Y HUX HaJU4HsI TAaHHOTO 3a00JI€BaHUs TIPU COMTOCTABICHHUH C
IPYTUMU KPUTEPUSIMHU.

[Ipy MOJIOKUTEIBHOM CEPOTOTUIECKOM CTATYCE:
1.XapakTepHbIil KTUHUYECKUH CUHAPOM (OJIMH WU OoJee):

— ONTUYECKUN HEBPUT;

— OCTpBIA MUEIIUT;

— CHHApPOM area postrema: 3Mu307 C TPYAOM KYyNUPYEeMOH HMKOTHI WIH
TOIIHOTHI CO PBOTOM (HEOOBICHUMBIN APYrol MpUUUHOMN);

— OCTpPBIM CTBOJIOBOW CHHPOM;



— CUMIITOMAaTHYECKAasi HAPKOJIETICHSI MIIH OCTPbIN JuAHIEDaTbHbIN CUHAPOM
C TUIUYHBIMU Au3HLIEePanbHbiMU MPT-ouyaramu;
— LepeOpaNbHbIi CHHIPOM C TUIMMYHBIMU MoaymapHeiMu MPT-ouaramu

2.Ilonoxurenpupiii Tect Ha AQP4-IgG npu ucnonb3oBaHuu Hauboliee
MH)OPMATUBHOTO M3  CYHIECTBYIOIIMX METOJOB OOHApYXEHUs  aHTHUTEI
(peKoMeH1yeTCsl UCIIOJIb30BAHME METO/1a KJIETOUHOM MPE3EHTAI[MM aHTUT€HA)

3.MckiroueHbl anbTepHATUBHBIC 3200JICBaHUS
[Ipu oTpUIIATENBHOM CEPOJIOTUYECKOM CTaTyCe:

1./Ipa unu Oosiee XapakTEpHBIX KIMHUYECKUX CHUHIPOMa B pe3yJbTaTe
OJIHOr0 Ui Oosiee 000CTPEHUH, YA0BIETBOPSIOLINE CAEAYIOIIUM KPUTEPHUIM:

— XOTa OBl OJWH W3 3TUX CHHJAPOMOB JOJKEH OBITh MpEeICTaBICH
ONTUYECKHM  HEBPUTOM, MHUEIUTOM C  XapakTEePUCTUKAMH  IPOJOJBHO
pacripoctpaneHHoro mnomnepedHoro wmuenura (LETM) wnm cunapomom area
postrema;

— IMCCEMUHAITUS B IPOCTPAHCTBE: JIBa UK 00JIee pa3IMUHbBIX XapaKTEPHBIX
KIIMHAYECKUX CUHAPOMA, OTHOCAIIUXCSA K KATETOPUU OCHOBHBIX;

— COOTBETCTBHUE JOMOJHUTENbHBIM MPT-TpeboBanusam

2.0tpuniatenpHbii TecT Ha AQP4-IgG mpu ucnosib3oBaHMM Haubolee
UH(GOPMATUBHOTO W3 CYIIECTBYIOIIMX METOJIOB OOHApYXKEHUS AaHTUTEN WIH
OTIpeJIeICHIEe HEBO3MOXKHO

3.HckiroueHsl abTepHATUBHBIE 3a00JI€BaHUS

VY 30% nanuentoB pazsutue 3COHM He cBsizano ¢ o6pa3zoBanueMm AQP4-
IgG k AQP4 — camomy pacrnipoctpaneHHOMY 0eiKy BoHbIX kaHainoB B [IHC, y 15%
3a0oneBaHne BO3HUKAET B pe3ynabTaTe mnoBpexacHus MOG-cnenuduueckoro
6enka muenuna [{HC, npunagiexaiiero Kk cyrepceMeincTBy MMMYHOTJIOOYJTUHOB.

3) MPT-kapmuna 201081020 Mo32a, He munuunasn 013 PC.

MPT oGHapyXuBaeT o4arv MoOpakeHHsI B 3pUTEIbHBIX HEPBaX, XUa3Me U
CIIMHHOM MO3r€, MPEUMYIIECTBEHHO B IIEHHOM U BEPXHETPYJHOM €T0 OTAEaXx.
DT CHUHAJIbHBIE OYard, BUJUMbIE KaK TUIEPUHTEHCUBHbIE B T2-pexume,
3aHUMAaOT OoJiee MOJIOBUHBI MOMEPEUYHHKA CIIMHHOTO MO3ra C BOBJIEUYEHUEM 3 U
0oJiee CerMEHTOB, 3aXBaThIBAIOT Kak 0ejloe, Tak U cepoe BEIIECTBO, HAKAILIMBAIOT
KOHTpAacCT B ILEHTpe. Y HEKOTOPbIX TNAlHUEHTOB OOHApYKHUBAIOTCA U
TUIIOMHTEHCHUBHBIE B T1 oyaru B CHUHHOM MO3T€.



Panee cunrtanock, YTo oyaru J1€eMUEITUHU3ALMH B TOJJOBHOM MO3Tre, IOMHUMO
3pUTENbHBIX HEPBOB U 3pUTENbHON Xua3Mmbl, mpu OM oOHapyX UBalOTCs KpaiiHe
peAKO, OJHAKO ONMCAHUS CJIy4YyaeB »d3TOro 3a00JeBaHUs TMOCIAEAHUX JIET
nokaseiBaloT, uro MPT oOHapyxuBaeT uepeOpanbHbie oyaru Oojee YeM Yy
MOJIOBMHBI 00 IbHBIX (60%).

Hecmotps Ha To yto 3COHM u MOG-1gG-cuHapoMbl UMEIOT MHOKECTBO
CXOJIHBIX KIIMHUYECKUX MPOSBICHUHN, OHU SIBJIIOTCA CAMOCTOSTEILHBIMU (hopMaMu
C  YETKO  BBIPAKEHHBIMM  TNATOQU3MOJOTHYECKUMH  MEXaHM3MaMH U
TUCTOMATOJIOTHYECKUMHU OCOOCHHOCTSAMM.

Copnepxxanne MOG B mMemOpaHe OJUTOJACHAPOITIMOIMUTA HE MPEBBIIIAET
0,1%  Bcex  OenkoB. Breicokas  sHIedanUTOreHHass  aKTUBHOCTh B
AKCIIEPUMEHTAIBHBIX HCCIAEAOBAaHUSAX MpEArnojaraeT BeAYUIYI0 pojib Oelka B
KayecTBE ayTOAHTUIEHA MpHU psijie JAEMHUEIMHU3UPYIOIUX 3a0oneBaHuil. Panee
cuurtanock, uro anrurena MOG-IgG npenMyiiecTBEHHO BOBJIEUEHBI B MATOr€HE3
PC. Opnako Ha OCHOBaHUM MOCIJIEIHUX HCCIEIOBAHUMN, MOJYYEHHBIX METOJaMU
umMmMmyHodepmenTHoro ananuza (MDA) u nerekuuu aHTUTEN C HUCMOIb30BAaHUEM
KJIETOYHOM TPE3CHTAIIMU aHTUTeHa, ObUIO mpojeMoHcTpupoBaHo, yto MOG-IgG
BeIsABISIOTCA B OCHOBHOM mnpu 3CHOM, K KOTOpBIM OTHOCSATCS ONTHYECKUH
HEBPUT, MHEIIUT, CTBOJIOBOW »HIlepayuT u aAp., ¢ AQP4-1gG-ceponeraTuBHBIM
cratrycoM (otcytctBue AQP4-IgG). Kpome Ttoro, MOG-IgG Morytr OBITH
UACHTU(PUIIUPOBAHBI TIPH OCTPOM paccessHHOM sHuedanomuenute (OPOM) u
ATUMUYHBIX BApUAHTAX JEMUCITMHU3AIUY.

N3BectHO, uto ¥4 mauuentoB ¢ 3COHM cepono3utuBHbl o AQP4-1gG, B
TO BpeMsi Kak CbIBOpOTOUHbIE aHTUTeNa K MOG BBISBISIOTCS TOJIBKO Y HEOOIBIIOTO
npoieHTa ceponeratuBHbiX o AQP4-IgG nanuenros ¢ 3COHM.

OtcyrctBue cocymectBoBanus AQP4-1gG u MOG-IgG B chIBOpOTKE KpOBH
OJIHOTO U TOTO K€ MallMeHTa TaAKXKE CBUIETEIbCTBYET O TOM, YTO CUHIpOMbI AQP4-
IgG, 3COHM u antu-MOG sBisitoTcst pa3nuuHbIME 3a0osieBaHusiMu. C npyrou
ctopossbl, otcyTcTBUE AQP4-1gG it MOG-IgG y yacTu manueHToB ¢ GeHOTHIIOM

3COHM HaBOIUT HA MBICIIb, UTO JPYTUE€ ayTOAHTUTENA TAK)KE MOTYT UTPaTh POJIb
B nartorenese 3COHM.
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JANOOEPEHIIUAJIBHAA TUATHOCTUKA
PaccessHHBIH CKIIEPO3

Kimanueckrne npu3Hakuy, pe3yiabTaTbl HEMPOBU3YaIU3aMOHHBIX METO/I0B
oOcne0BaHMM, JlTaHHbIE ONTUYECKOM KOTepEeHTHOM ToMorpaguu OOBIYHO
11o3BoJiA0T 0TAMuuTh 3COHM ot PC, onHako cynmecTByerT psii ApYrux COCTOSHAM,
BOBJICKAIOIIMX B MATOJOTMYECKUH MPOLECC CIUHHOM MO3T W/WIU 3pUTEIbHBIC
HEpBbI, KoTOpple MoOryr umMutHpoBartb 3COHM. OCHOBHBIE CIIOKHOCTH B
nuarHoctuke 3COHM BO3HHMKalOT B CIIy4asiX CEpPOHEraTUBHOIO OTBETA IIpU
TECTUPOBAHUU MAITUEHTOB ¢ KinHUYeckumu nmpuznakamu 3COHM na AQP4-1gG.

[Tpu OM 3puTenbHbIN HEPB CTPaJacT 3HAYMTEIBHO Yalle U rpyoee, ueM npu
PC. PBH moxeT HaunHathcsi ¢ omgHocTopoHHel (B 20%) wnu OunatepaibHOM (B
40%) Oonu B ryazax, 3a KOTOpPOM CIEAYeT CHIKEHHE OCTPOTHI 3pEHHUS pa3HOU
CTENEHU BBIPAXKEHHOCTH, YTO COMPOBOXKAAETCS OTEKOM 3PUTEIbHBIX HEPBOB,
KOTOPOT0, KaK nmpaBuiio, He ObiBaeT npu apyrux popmax PbH u y 6onbubix PC.

Nmvmynnselii otBer IIHC nmpu OM otnuuaercs ot TtakoBoro mnpu PC.
Yposenp MMII-9 B LICK nossiiieH npu octpoit arake PC, Ho cHuxeH npu OM.
Yposenb TkaneBoro naruoutropa MMII B LICXK nonmwxken nipu PPC, Ho He mpu OM.
Takum oOpazom, MeXaHM3MBbl MOBPEXKAECHUSA TKaHEH MpH 2X 3TUX 3a00JE€BaHUAX
pa3InuYHBbIL.

Nmerotest u mopdomnoruyeckue paznuuus: npu PC onpenensitorcs odaru
JEMUEIIMHU3AIUA C MUHUMAJIBHBIM OTEKOM, MAaKpOCKOIHMYECKU MOpa)kaeTcs
TOJNILKO O€Ji0e BEIIeCTBO, HET W3MEHEHUuM cocyloB; B ciaydae xe OM
JEMUETUHU3AIMS  COMPOBOXKAACTCS BBIPAKEHHBIM OTEKOM C 0OOpa3oBaHUEM
MOJIOCTEH M HEKpo3a Kak B OElioM, TaKk M B CEPOM BEIIECTBE, CTEHKH COCYOB
YTOJIIEHBl W THATH3UPOBAHBI, MOXKET OBITh HapylleHa HX IEIOCTHOCTh, YTO
COIIPOBOXKIAETCS KPOBOUBIIUSHUASMU.

OM ommuuaercs or PC um mo cocrapy LCX: OAT B nukBope
obHapyxuBaroTcs Jaumib B 20-30%, HO TuMQONHUTApHBINA ITUTO3 MOXET JOCTUTaTh
600 xietok B 1 MMm3.

Ouaru, xak u ipu PC, MOTyT OBITh pacroiaoXeHbl IEPUBEHTPUKYISIPHO, HO
OBaJIbHbIE, OBOWIHBIE WM MEPHEHAUKYISIPHO OPUEHTHUPOBAHHBIE K KOpE OdYarw,
xapaktepubie st PC, He onuceBatorcs. Takum oOpazoMm, HamOosee
undopmatuBHbiME Tipu  auddepenmupoBke OM ¢ PC sBnsroTcs Hamm4aue
OOJIBIIOrO oOYara B CIUHHOM MO3r€ W H3MEHEHHS B TOJIOBHOM MO3re, HE
otBeyvaroniue kpurepusm PC (4yBcTBUTENBLHOCTD — 94% 1 cnienuduanocts — 96%).
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ITpu PC 80% ouaroB sokanu3yercs B O€JIOM BELIECTBE CIIMHHOIO MO3ra
(3agHue 1 60KOBBIE KaHATHKM). Takum 00pazom, npu OM B 3HAUUTENBHO OOJNIbLIEH
CTEIEHHU CTPAJAET CEPOE BEIECTBO. Takoe 00MIMpPHOE MOPAKEHUE CIUHHOIO MO3Ta
npu 00bvHOM TeueHun PC 4upe3BpIuaiiHO peniKo.

[Iporno3 mpu OM xyxe, yem npu PC: wnHBanuauzauus Hapacraer
JIOCTAaTOYHO OBICTPO, W 4Yepe3 S5 JIET MOJOBHHA OOJIbHBIX HE MOTYT XOJHUTh 0e3
MOAJCPKKH WM MMEIOT OJHOCTOPOHHIOIO cienoTy. B nebrore 3abosieBaHus
CUMIITOMAaTHKa O0BIYHO OoJiee TspKenas, yeM 310 ObiBaet npu PC. O6octpenus xe
NPOTEKAIOT, KaK MPaBUJIO, C MEHEE BbhIpaKeHHOU cumnTomaTukoil. OM Hauboiee
pacnpocTpaHeH B a3MAaTCKOW MOMYJSIUU, CPeAH JIMLl Oel0i packl OH COCTaBISIET
meHee 1% Bcex IEeMUEIMHU3UPYIONIMX 3a00JjeBaHMN. 3HAYUTENBHO 4Yalle OH
BcTpeuaeTcs y skeHuuH (kM = 2-8:1), u 80% peMUTTUPYIOUIUX CIIy4aeB TaKKe
onucanbl y xeHuH. CpeHui Bo3pact, B KOTOPOM pa3BuBaeTcsi MOHO(a3HbI OM,
cocTaBisieT 29 JeT, a pEMUTTUPYIONIUM OOBIYHO JCOIOTUPYET B KOHIIE 4-1 JICKa b
KU3HU, T.€. Ha 10 5eT mo3z:xe, ueM 00b14HO pa3BuBaercsa PC. merorcsa enuunyHbie
ONMMCaHMs ceMeiHbIX ciydaeB OM.

CwmeptHocth pu OM, B TPOTHUBOMOJOXKHOCTh TUNUYHOMY PC, oueHb
BBICOKA M JJOCTUTAET B ocTpoM nepuojae 20%, a B reuenue 5 jet - 35-50%. Te xe
MAllMeHThI, KOTOPbhIE BBDKHUBAIOT, HWMEIOT BBIPAKEHHBIM HEBPOJOTHUYECKU M
nedurut. Bce BhimeonucaHHble OCOOCHHOCTH cHHApoMa JleBuka u Jaror
OCHOBaHHE K BBIJICIICHHUIO ATOM (hOPMBI KaK OTJAEIbHON HO30JI0THYECKON €TMHUITBI.

MOG-acconunpoBaHHbIe 32001€eBaHUS

(MuenuH-0IUroAeHAPOIUTAPHBIM TJIMKOTIPOTEHH) MOG-
accollMMpOBaHHOE  3abojeBaHMe —  Tpymnma  PeAKuX  BOCHAIMTEIbHBIX
JTEMUCTUHU3UPYIOMNX HEBPOJOTHYECKUX CHHIPOMOB, BKJIIOYAIONIMX HEBPUT
3pUTEIHHOTO HEPBA, MONEPEUHBIN MUEIHT, SHIIE(DATUT U CTBOJIOBOM HIIE(PAIIUT.

BocnanurenbHbie 3a0051€BaHUs, aCCOLIMUPOBaHHbIE ¢ aHTUTEIaMu kK MOG,
MoryT ManudectupoBaTh kKak oauH u3 ¢eHorunoB 3COHM c¢ pa3Butuem
PELUIMBUPYIOIETO WM JBYCTOPOHHErO HEBPUTA 3PUTEIBHOIO HEpBa W/WIH
MPOA0JILHOTO MOMEPEYHOTO MUEITUTA.

HecMmoTps Ha CXOIHYIO KIMHUYECKYIO KapTHUHY, MEXAY HHUMHU HMEIOTCS
cymectBeHHble pazmuunsa: MOG-1gG-acconnupoBanHbie  3a00J€BaHUs  Yalle
MPOSIBIISIFOTCS. U30JMPOBAHHBIM HEBPUTOM 3puTenbHOro HepBa (83% mnpotus 8%
COOTBETCTBEHHO), N€0I0T C MOpa)KeHUs 3pUTENbHBIX HEPBOB (82% npotuB 37%),
MEHbIIIEe KOJMUYECTBO peuuauBupyronux muenutoB (0% npotus 84%), Goinee
penkue peuuaussl (29% npotus 90%).
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Jns manuentoB ¢ MOG-IgG xapakTtepHsl 1e00T 3a0oieBaHus B OoJiee
MOJIOZIOM BO3pacTe, HAYMHAIOIIUNCSA TMPEUMYIIECTBEHHO C JBYCTOPOHHETO
ONTUYECKOIO0 HEBpHUTa, Oojee MACKoe Te4YeHHe 3a00JIeBaHMs: XOpollee
BOCCTaHOBJICHHE MOcJe O0OCTpeHMi, Oojee MEIIEHHOE HapacTaHUE CTOMKOM
WHBAIMIN3ALMNA, MEHBINAsg 4acTOTa OOOCTPEHHH MO CPaBHEHHUIO C MAIllUEHTAMH,
no3utuBHbIMU 110 AQP4-19G.

CoryiacHO COBpPEMEHHBIM B3TJIsiaM, 3a00JieBaHUs, ACCOLIMUPOBAHHBIE C
MOG-IgG, pekoMeHyeTcsl BbIACIATh B OTAEIbHYIO HO30JOTHYECKYIO (opMy —
MOG-IgG-sHuieanomuenutsl. IT0 OOYCIOBICHO TEM, 4YTO IS 3a00JE€BaHUA,
accouuupoBaHHbix ¢ MOG-IgG, xapakrepeH COOCTBEHHBIN CIEKTpP KIMHHUYECKO-
PaANOIOTUYECKUX MPOBIeHUH. Takke BaKHO, YTO MOAXO K Teparuu 310l Gopmbl
neMuenuHu3auun  otiumyaercss ot JedeHuss PC. Ilpekpainenue Tepanuu
koptukoctepousamu npu MOG-1gG-sHuedanomuenurax MoXXeT HPUBOIUTH K
pa3BUTHIO 00OCTpEHMI U TpeOyeT THIATEIHHOIO JTUHAMHYECKOTO HAOIIOJEHUS 3a
nanueHTaMu ¥ MHAUBUAYaJbHOTO Ton0opa Kypca JeudeHus. [Ipumenenue
azmadepesa, uMMyHoa0copOLnu, aHTH-B-KkieTounbix npenapatoB 3 heKTUBHO
npu MOG-IgG-snuedanomuenurax, B To BpeMs Kak UCIOJIb30BAHUE MPENapaTosB,
mamensttonnx reuenue PC (ITMTPC), neapdekTuBHO Wit MPUBOJIUT K YXYAIICHUIO
COCTOSIHUS OOJIBHBIX

Huarno3 MOG-IgG-accoruupoBanHoro 3a0oyeBaHUs OCHOBBIBAETCS Ha
COBOKYITHOCTH OIEHKH KJIMHUYECKUX, HEHPOBU3YaIM3aIIMOHHBIX U J1a00paTOPHBIX
JAHHBIX TP UCKIIOYCHUH alIbTePHATUBHBIX COCTOSHUIA.

B mexaynapogueix pekomenmanusax 2018 r. chopMynnpoBaHbl KpUTEPHH
JTUArHOCTUKHA JIJI1  HO30JIOTMYECKOW Trpynmbl, o0o3HaueHHOW kKak MOG-
sHIedanomuenur. HeoOXoauMbIMH  yCIOBUSMH Il TOCTAaHOBKM JUArHo3a
SIBJISTFOTCSI:

1.Monoda3Hplii WM PEeUUIUBUPYIONMNA HEBPUT 3pPUTEIHLHOTO HEPBa,
MUETUT, SHIe(alnuT, BKIIOYas H30JUPOBAHHBIA CTBOJOBOW SHIEDATUT, WIH
COYETAHUE ITUX CUHIPOMOB.

2.MPT-nipu3HaKu WK U3MEHEHUS 3PUTEIbHBIX BBI3BAHHBIX MOTEHIIMAJIOB
(Y HaiMeHToB C U30JIMPOBAHHBIM HEBPUTOM 3PUTEIBLHOIO HEPBA), XapaKTEPHbIE JIJIs
neMueuHu3rpytoiiero npouecca B [ITHC.

XapakTepHas MPT-oco6eHHOCTh MOG-1gG-acconmnpoBaHHBIX
3a00eBaHNil — TEPUHEBPAIIBHOE HAKOIUIGHWE KOHTPACTHOTO BEIIECTBA TpHU
npoBegeHnd MPT rnasueix opout, kotropoe He HaOmogaercs Hu npu PC, Hu npu
MOG ¢ AQP4-1gG.
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3.CeponosutuBHocth B oTHomeHMu MOG-IgG npu wuccinenoBanuu
CBIBOPOTKM KpPOBM METOAOM, Oa3MpylOUIMMCS Ha KYJIbType KIETOK, C
UCIIOJIb30BAaHUEM B KaUE€CTBE aHTUI€HA IIOJIHOpa3MepHoro yenoseyeckoro MOG.

[lonuepkuBaeTcsi, 4YTO yCTAaHOBJIEHHWE JMAarHo3a BO3MOXHO MpHU
UCKJIIOYEHUU aJbTEPHATUBHBIX COCTOSHUU / 3a00JIeBaHUM, Jaxe NpU HAIUYUU
MOG-IgG. B Takux ciydasgX pEKOMEHAYETCS BBINOJIHUTh MOBTOPHOE
ucciaenopanue ©Ha MOG-1IgG  wucnonb30BaHMEM  ONTHUMAJIbHOM  METOIUKH
(Oazupyromeiics Ha KyJIbType KIETOK), IPOBECTU JETAIbHBI MEPECMOTP
KJIMHUYECKUX U Ja0OPaTOPHO-UHCTPYMEHTAIBHBIX JAHHBIXB OTHOLIEHUHU AUAarHo3a
U TIOJTyYUTh BTOPOE IKCIIEPTHOE MHEHHUE B CHIELUATU3UPOBAHHOM LIEHTpE.

B 2018 r. Takxke omyOnukoBaHa paboTa, B KOTOpPOH aJjisi 00O03HAUCHHS
coBokynHocTu pacctporcTB [IHC, accounnpoBanubix ¢ MOG-IgG, ucnonb3zoBan
tepmud  «MOG-1gG-accounrpoBaHHOE  PAcCTPOMCTBO» U MPEAJIOKEHBI
COOTBETCTBYIOIIUE JHUAarHoCcTUYeckue Kputepuu. CorjacHo NyOJUKAIAU ISt
MOCTAaHOBKH JIMarHO3a HEOOXOIMMO HAJTUIUE TPEX KPUTEPHUECB:

1. JJaBopaTtopHOe Mccaen0BaHue: HATMYKME B CBIBOPOTKE KPOBH aHTHUTEN K
MOG-IgG, BBIABICHHBIX METOJOM, 0a3UPYIOIIMMCS Ha KYJIbTYpE KIETOK.

2. Kinunnueckue mpossienus: OJIOM, HEBpUT 3pUTENBHOTO HEpBa,
BKJIIOYAs PEIUAMBUPYIOIIYI0O BOCHAIUTENIBHYIO ONTHYECKYIO HeHpomnaTuto,
NOMEepeYHbId  MUEIUT  (IPOJOJIBHO  PACHpPOCTPAaHEHHBIM WM  MPOJIOJIBHO
OTpaHUYEHHBIN), 1IepeOpaNbHbIN WU CTBOJIOBOM CHHIPOM JIEMUEITUHUZUPYIOUIETO
XapakTepa WM COYETaHUs BhIIICYKa3aHHBIX CHHIPOMOB.

3. UckmmroueHre anbTepHATUBHBIX 3a00JIEBaHU.

B kauectBe npumevanuii, kpome HEOOXOIUMOCTH COOTBETCTBUS BCEM TPEM
KpUTEpUSAM, YKAa3aHO Ha TO, YTO TPAH3UTOPHAs CEPOMO3UTUBHOCTH CHHXKAET
BEPOSITHOCTh PEIMJANBOB 3a00JIEBaHMs, a TMPU OTCYTCTBUU HCCIIEIOBAHUS KPOBU
BbsiBiiecHME MOG-IgG B MUKBOpE MO3BOJISIET MOATBEPAUTD BHINOJIHEHUE KPUTEPUS

CpaBHEHUE TEPMHUHOJIOTUH U IPEIJIOKEHHBIX JUATHOCTUYECKUX KPUTEPUEB
B JABYX NyOJHMKaUUSIX JAEMOHCTPUPYET HAJIUYUE aKTyaJlIbHBIX HEPEIICHHBIX
BOIIPOCOB  KaK JUAarHOCTHKWA, TaK W  ONPEICIICHUS  HO30JOTMYECKOU
CaMOCTOSITEIbHOCTH paccmatpruBaeMon KaTeropuu HEBPOJIOTHYECKUAX
PacCTpONCTB.

B Hacrosiee Bpemsi OTCYTCTBYIOT OOILIENPUHSITBHIE CTAHIAPTHI JICUCHUS
narueHToB ¢ MOG-1gG-acconmrpoBaHHBIM 32007I€BaHUEM, YTO CBSI3aHO B IIEPBYIO
odyepelb € HMX HHU3KOW 3a00JIEBAEMOCTBI0O W PaACHPOCTPAHEHHOCTHIO,
HEOMpPEACICHHOCTSIMUA  J1aDOpaTOPHOM  JUArHOCTUKM U, KaK  CJIEJICTBHE,
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OTCYTCTBUEM KPYIHBIX MHOTOLIEHTPOBBIX KOHTPOIUPYEMBIX PaHIOMH3UPOBAHHBIX
uccie10BaHui. PekoMeHyemMble pa3iMYHbIMU pa0OYUMHU IPyIIIaMU U SKCIepTaMu
MOAXOBI K Tepanuu 0a3upyroTCcsl Ha MPOTOKoJax BejeHus nanueHToB ¢ AQP4-1gG
no3utuBHbIMU (hopmamu 3COHM.

CornacHO  COBpPEMEHHBIM  MPEACTaBICHUSIM  JieYeHHUE  00O0CTpEeHUs
HEOOXOMMO HAa4YMHATh C BHYTPUBEHHOW WH(QY3UH METWINPEIHU3Z0JIOHA B
exenHeBHor n03e 500-1000mr B TeueHue 3—7 mHEN € MOCIEAYIOIIHUM MPUEMOM
MPEIHU30JI0HA BHYTPb.

[TanmeHnTaM ¢ TsHKENIBIM 000CTPEHUEM U MPOJOJIKAIOUIUMCS KIMHUYECKUM
yxynumenueM Ha Tepanuu KC HeEo0XoauMo MpoBEIEHUE CEaHCOB IUIa3MOOOMEHa
KypcoM OT 3 710 5 mpoueayp Wi Tepanuu nmpenapataMyu BHyTpuBeHHbIX [gG.

Bormnpoc o HazHaueHuu Tepanuu, NpeAyNpeKIar0Ie pa3BUTHE TOBTOPHBIX
00OCTpEHM, U €€ AJIUTEIBHOCTH OCTAeTCsl TUCKYCCHOHHBIM. Coo01aercs, 4To
JUTUTENTLHOE JICUeHUE MPETHU30JI0HOM (B 03¢ > 10 MI/CyTKH), BHYTPUBEHHBIMU
UMMYHOTJIOOyJIMHAaMHU  (MHAYKUMOHHBIM Kypc 2 TI/KI €  MOCIEeAYIOUUM
€KEMECSIYHBIM BBE/ICHUEM B 03¢ 1 I/KT), pUTYKCUMaOoM,
MHUKO(pEeHOIaTaMO(ETUIOM, METOTPEKCATOM M a3aTUONPUHOM CHUXKAJIO YaCTOTY
oboctpenuit npu MOG-1gG-accounnpoBaHHbIX 3a001€BaHUSX.

Hasznauaemas nepopanbHO A03a NpeaHu3oioHa coctasisiet ot 0,5 no 0,75
MT/Kr/ieHb (00619HO 40—60 MT B JIeHB 711 B3POCIBIX) C MIOCTETIEHHBIM CHUYKEHHEM
no noanepxuBaronieid 10-15 mr B cytkm k 6 mecsuy npuema. [anbHeiee
CHIDKCHUE JI03bl M OTMEHA MPEIHU30JI0OHA COMPSIKEHBl C BBICOKUM PHUCKOM
o0ocTpeHnH B MEpBBIC 2 MecsIla MOCie IPEKpaIeHus npruemMa.

CornacHO JaHHBIM JIMTEPATYpHI, JICUEHUE TpernapaTamu, U3MEHSIONMMU
TedyeHne paccesHHoro ckiepo3a (IIMTPC), Bxmouas wuHTEphepoHbI-OETa,
riiaTupamepa arerar, Hataauzyma0, HeaddeKTUBHO, a Tepanusi UHTephepOHaAMHU-
0eTa MOXET MOBBICUTh AKTHBHOCTH OOJIE3HHU.

Odarymymald, BO3MOXKHO, MOXET CHHUXATh CPEIHETOJIOBYI0 YacTOTy
oboctpennii 'y mamueHToB ¢ MOG-IgG-acconunpoBaHHbIM  3200JIEBAaHHEM.
M3BecTHO 0 pucKax penuauBa 3a00JIeBaHUS TOCTE OBICTPOM  OTMEHBI
KOPTHKOCTEPOHUJIOB.

Pemenne 0 Ha3HaYEHNM UIUTENBHON TPOTUBOPELUINBHON TEPAITUU MOXKET
OCHOBBIBAThCS Ha!

a) Hanmuuuu (PaKTOPOB pUCKa peluvBa, BKItouas nepcucteHimo MOG-
IgG B chIBOpOTKE, Hauajio 3a00JIEBaHUS C TIONIEPEUYHOT0 MUEIIUTA
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0) BBIPAXEHHOCTH HEBPOJOTUYECKOTO JeduIMTa Mocie MEepBOro
o0ocTpeHusl.

B 3THX city4asix uiM npu noBTOPHBIX arakax Ha oHe cHumxeHus 10361 ' KC
pekomeHyeTcs couetanue nepopanbHoi KC-tepanuu ¢ mMMyHOJIeNpeCcCaHTaMuU
(azaTuonpuH, MeTOTpeKcar, MUKO(deHoIaTaMopeT1), Ha3HAaUeHUe PUTyKCuMada
WIH npenaparoB UMMYHOTJI00YJIMHOB. JUTUTEeTbHOCTD Kypca
MMMYHOCYIIDECCUBHOM  TEpamud  HEONpelesieHa,  pEIIeHHEe  MPUHUMATCS
uHauBUAYyanbHO. C TOukM 3peHus 3PPeKTUBHOCTH HamboJiee NMpeAnoYTUTENbHA,
10 MHEHMIO SKCIIEPTOB, T€pAnusi PUTYKCUMAOOM.

PeBmMaTnueckue 3a00/1eBaHUA

OCHOBHBIMH JTMAarHOCTUYECKUMU 71a00paTOPHBIMU MapKepamu
peBmatnueckux 3abosneBanuii (P3), ¢ koropeiMu crenyer nuddepeHIrpoBaTh
3COHM, sBnstoTcs anTuHykieapubsie antutena (AHA), pesmarouansiii paxrop,
aHTUTENa K UTPYJUTMHUPOBAHHBIM oenkam, AHTUHEUTPOPUITLHBIE
nmuroruiazmMatuaeckue anturena (AHIIA). AHA sBasioTcs AHarHOCTUYECKUM
Kputepuem cucteMHod kKpacHoil Bomuanku (CKB), BcTpewarorcs mpu 060se3HU
bexuera, cunapome lllerpena u ap. [laruentaM ¢ Moa0KUTEIBHBIMU PE3yJIbTaTaMU
onpenenenrss AHA HeoOXonuMo TMpoBeAeHHE TMOITBEPKAAIOIMINX TECTOB Ha
cnenuduyeckue AHA k otnensHbiM simepHbiM anturenam (HJIHK, Sm, SSA/Ro,
SSB/La, Scl-70, PHII) ¢ mnomompo MeronoB W®DA, Wb, asoitHOM
ummyHoudgyzuu (A1) u np. Tak, monoKUTENbHBIE PE3YIbTATHl OOHAPYKEHUS
antuten K SS-A/Ro sBASIOTCS AMArHOCTUYECKUMU KPUTEPUSIMHU TMEPBUYHOTO U
BropuyHOoro cunapoma Illerpena. Ilpu sTOoM B ciiydae mnopakeHHsI HEPBHOMU
CUCTEMBI IO TUITy ONTUYECKOrO HEBPUTA WIIU MPOJOJIBHOTO PACIPOCTPAHEHHOTO
MUENIUTa y nauueHToB MoryT BbIIBIATECS AQP4-IgG. OTKphITBIM OCTaeTcs
BOIIPOC: MAalMEHTHI, T03UTUBHBIE 110 AQP4-1gG, nMeroT 1Ba mapasuiesibHO TEKYIIUX
ayTOUMMYHHBIX 3a00JI€BaHUS, a HEBPOJIOTHYECKHE CHUMIITOMBI SBISIOTCS HE
OCJIO)KHEHHEM OCHOBHOTO 3abojneBanus, a mnpossicaueM OHM, wumm 310
MPOSIBJICHUS ~ €MHOr0  MaToJIoTHYeckoro mporecca [63]. AmnTuUTena K
neycrmpansHor JIHK Takxke SBIAIOTCS Ba)XHBIM CEPOJIOTUYECKUM MapKepoOM U
o0s3aTeNbHBIM qUarHocTuyeckumM kpurepuem CKB.

AHIIA — ceponormyeckue MapKepbl CHCTEMHBIX HEKPOTHU3UPYHOLINX
BACKYJMTOB COCYAOB cpeaHero m Menkoro kanmmubpa (AHIIA-acconumnpoBaHHBIX
cucteMHbIX BackynuToB — AHIIA-CB), Kk KOTOpbIM OTHOCSITCS TpaHyJIeMaTo3 C
nonuanruutom (Berenepa) — (I'B), mukpockonuueckuii nonuanruut (MIIA) u
cunapoMm Yepmxa-Ctpocc.

AyToaHTuTENa, cCrielUu(PUUYHBIE TOJIBKO N7 ogHOTO P3, BcTpeyaroTcst oueHb
penko. AyrouMMmyHHBIE P3 XapakTepus3yroTcsi OJHOMOMEHTHBIM IMPUCYTCTBHEM
HECKOJIbKMX TUIIOB ayTOAHTUTEN B OJHOM CHIBOPOTKE, TaK HA3bIBAEMBIM MpoduiieM
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ayTOAHTUTEN, OLEHKAa KOTOPOr0 CYIIECTBEHHO YBEIMYMBAET AUArHOCTHYECKYIO
LIEHHOCTb OMpPEJIEICHUS STUX OMOMapPKEPOB.

Kpome Ttoro, mnpu P3  merogom  M3031€KTpO(OKYCHpOBaHUS
UMMYHOTJIO0YIMHOB  CbIBOpoTKH  KpoBu u  LICXK  BeusBisores  3u
(omuroknonanbubie ppakuuu [gG B LICK, oTyacT nprCyTCTBYIOLIUE B CHIBOPOTKE
KpoBU) M 4e TUIbl CUHTE3a (MAECHTUYHBIE OJMrOKJIOHaNbHbIE (pakuuu I1gG B
CBIBOPOTKE M KpoBH), He crienuduunbie aius 3COHM.
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JIEYHEHUE

Tepanus OM, B OCHOBHOM, OrpaHH4Y€Ha KynupoBaHueM obocTpenuil. Kak
u npu PC, nHanboznee pacnpocTpaHeHa BHYTPUBEHHAs: KOPTUKOCTEPOUAHAS MYJIbC-
tepanust ¢ BBeaeHueM 1000 mr MmeTwianpeaHU30iI0HA B TeueHue S5-7 nHel. B
HEOOJNBIINX HCCIEIOBAaHUIX IMOKa3zaHa Takxke A(PEeKTUBHOCThL IutazMadepesa u
BBUI'.

[Ipy KIMHUYECKOW KApPTHUHE BOCXOIAIIETO HMIEMHOrO MHUEIIUTA C BBICOKUM
PUCKOM DPa3BUTHUA AbIXATEIBHBIX HAPYIIEHUM K KOPTUKOCTEPOMIHOM TEparnuu
n00aBsA0T MmiazMadepes, KOTOPhIM MPOBOJAT depe3 JAeHb, B 00beMe 5,5 MII/KT
Beca.

PerpocnekTuBHbIl aHanu3 3¢@(EKTUBHOCTH NpUMEHEHUs Iuiazmadepesa
npu OM mokazan, yto y 6 w3 10 mamueHTOB HaOII0aeTCsl YMEPEHHOE WU
BBIPOKEHHOE YIyUIIICHHE.

Bo3moxHO mnpuMeHeHHMe coueTaHus asatHonpuHa (2,5-3 Mr/kr) c
npeaau3oiaonoM (1 mr/kr). Ilpumenenne mogoOHONW KOMOWHAIUMU Y 7 OOJIBHBIX
IPUBEJIO K OTCYTCTBHIO Y HUX 000CTpeHH B TeueHue 18 mec. HaOmoqeHus.

[IpennpuHUMAOTCS U TIOTBITKU TIOMCKA CITOCOO0B MPEBEHTUBHOMN Teparum,
KOTOpBIE MMOKa OTpaHWYEHBI BeChMa MajbiM 4YHCIOM HabOmoneHwid. OTneirpHbIe
MCCIICZIOBAHUS TOBOPWIH O HEI(PPEKTUBHOCTH MMMYHOMOIYIUPYIOIICH Teparuu
I TpO(UIAKTUKY MOBTOPHBIX arak OM. OOBSICHEHHEM 3TOMY MOYKET CITY)KUTh
TOT (PaKkT, YTO OCHOBHBIM MaTOreHETHUYECKUM (pakTopom pazButus OM sBiseTcs
HapylIeHUE TYMOPAJIbHBIX, @ HE KJIETOYHBIX, Kak mpu PC, mMMyHOIOrMYecKux
MexaHu3MoB. OJHAKo B TOCIeAHEe BpeMsi MOSBUIUCH JaHHBIE (0e3yClOBHO,
HY’KJIAFOIITUECS B IIOJTBEPKIECHNUN ) O TOM, 9TO 3(PPEeKTUBHOCTh HHTEP(DHEPOHOB OeTa
IpY ONITUKOMUEIIMTE CXOHA C TAKOBOM MpH «kKJaccuaeckom» PC.

VY 5 namuenToB Ha (OHE MPUMEHEHHUS MUTOKCAHTPOHA B Jo03¢ 12 mr/m2
Tak)Ke OBIJI0O OTMEUEHO CHIDKEHHE YacTOThI 0OOCTPEHUN M aKTHBHOCTH TpoIlecca,
onpexnensiemont npu MPT.

OnnuM w3 Haunbosee OOHAAESKMBAIOIIMX CpencTB Tepanuu npu OM
SABJISIETCS. PUTYKCUMA0 - MOHOKIIOHAJbHbIE AHTHUTENIa, CHUXAIOLIUE YHCIIO
MUPKYIUpYIOMX B-muM@onuTtos.

Nmeercst onrcanue § MaieHTOB, MOIYYaBIIUX €XEHEACIBHO 110 375 Mr/m?
puTykcuMmaba BHYTPUBEHHO. 6 OOJIbHBIX B TeueHHE 12 Mec. ocTaBajauch 0e3
obocTpeHuit, y 7 yaydmuiock cocrosaue, 0amn EDSS causmncsa ¢ 7,5 mo 5.5.
OtmMmeuanace xopolass NEPEeHOCUMOCTh mpenapara. Cienyer, OqHaKO, OTMETHUTb,
YTO MIPU HA3HAUYCHUU PUTYKCUMa0a Mo MOBOJIY UHBIX AyTOUMMYHHBIX 3a00J1€BaHUIN
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(CKB, peBMaTougHOrO apTpuTa) ObUIM 3aperucCTpUpOBaHbI 23 ciydas pa3BUTHS
nporpeccupytomeid MyabTu(okaaIrHON JeiKosHIIepaIonaTuu.

[lockonbKy OCHOBHOH BKJaJ B (POPMHUPOBAHME WHBATUAM3ALUU BHOCST
oboctpenuss OHM, Tepanusi ero arak siBiseTcsl nepBoouepenHor 3amaueid. Ha
CErOJHSIIHUN J€Hb HE NPOBEACHBl KIMHUYECKHE HCCIECIOBAHMS, aJpPECHO
OLICHMBAIOLIME TMpenapaTel Mg JjedeHus aubo mnpodunaktukun arak OHM.
OrpaHuyeHUsIMU CIy’KaT HHU3Kasg paclpOCTPAHEHHOCThb, TSHKECTb OOOCTpPEHUH,
BBICOKAsl WMHBAJUAW3AIMSA W OTHOCUTENBHO BBICOKas CMEpPTHOCTh B Cllydae
HenedueHoro OHM. OpHako NpUHATBIE PEKOMEHJAlMM, B TOM YHCIIE CTaHIApT
Mumnsznpasa Poccun (Ilpuka3 Munucrepctsa 3npaBooxpanenusi PO or 24.12.12
Ne 15331 «OO6 yTBepkJIeHUU CTaHJAPTA MEPBUYHON MEIUKO-CAHUTAPHOU MTOMOIIH
pU OCTPOM ONTHUKOHEBPOMHENIUTE») U peKoMeHauuu EBpomneiickoil gpeaepannu
HEBPOJIOTUYECKUX  coobmiecTB 1o  JjedyeHuto oboctpenuit OHM. Ilpu
HEBO3MOKHOCTH NPOBEACHUS MMMYHOJHArHOCTHKU CJIEYET PACLEHHUTh OCTPBIN
POJOJILHBIN pacpOCTPAHEHHBIN MUEIUT WM IBYCTOPOHHUMN ONTUYECKUI HEBPUT
(B OTCyTCTBHE JHpYyrux MNpuyuH) Kak nepByro araky OHM c¢ npoenenuem
COOTBETCTBYIOILIEH TEpaIlH.

Jl71s1 neyeHus aTaku MUEITMTa U ONITUYECKOT 0 HEBPUTA MPUMEHSIOT BBICOKHE
no3bl  riaokokopTukoctepouaoB  (I'KC):  merwmmpenuuzonon 1000 wmr/cyr
BHYTPUBEHHO Ha TNPOTSKEHUU S5—7 CYT C TMOCIEIYIOINIUM TEepeBOJOM Ha
TabJIETUPOBAHHBIN NIPEIHU30JI0H B A03e | MI/Kr/cyt. B ciiydae HegOCTaTOYHOTO
addekra Tepanuu 'KC (mocne Breaenus 3000 Mr MeTHUINIPETHU30I0HA) WU TIPU
YXYALIEHUH COCTOSHHSI OONBHOTO Ha ee (oHe, B ciayyae OBICTPOro HapacTaHUs
HEBPOJIOTHYECKOTO ePUIINTa, a TAakKKe MPU PEeIUInuBe 3a00JIeBaHUS HEOOXOIUMO
NpoBeJIeHNE CceaHCoB IutazMadepe3a 10 7 ceaHCOB uepe3 CyTKH € 00BEeMOM

yaansieMoi mia3mMbl KpoBu 30—35 MII/KT Macchl Tejla TalieHTa BO BPEMs KaX0To
ceanca [65—67].

[Tpu nedyennn 0OOCTpEeHMI y TMEPBUYHBIX MAIMEHTOB C IMPEANOIaraéMbiM
OHM BaxHo omnpenenenue B kpou antutell kK AQP4-IgG no Hauana npoBeaeHuUs
miazMadepe3a WM BBEACHUS METHINPEAHU30JIOHA. B mpoTHBHOM ciydae
BO3MOKEH OTPULATEIbHBIN Pe3ylbTaT BBUY OTCYTCTBUS 3HAUMMOro tutpa AQP4-
Ig@G, 4TO 3aTpyAHUT AMArHOCTHYECKUI MOUCK, a CJIEI0BATEIIbHO, CBOEBPEMEHHOE
Ha3HAYCHHWE MPenapaToB sl MPO(UIAKTUKH 00OCTPECHHUIA.

Jleyenue no npenynpexaecHu0 000CTPEHHIT PEKOMEHI0BAHO MTPOBOAUTH B
teyeHue 3-5 net npu BeisiBeHUH AQP4-IgG B CHIBOPOTKE KPOBHU Yy MAalMEHTOB,
KOTOpbI€ HMMEIOT TOBBIIICHHBIA PUCK pa3BUTHUS penuauBa mnocie atraku OHM.
OCHOBHBIM NPUHIUIIOM SIBIISIETCSI OBICTpasi CTAOUIM3AIUSL COCTOSIHUS C TTIOMOILbIO
I'KC ¢ npoBenennem nainee mummyHocynpeccuBHor Tepanuu u otMeHbl ['KC ¢
LEJIbI0 MUHUMHU3AIUMU HX M0004YHBIX 3(pdekToB. CoriacHo peKOMEHIALUIM
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MeXAyHapoJIHOM rpynnsl o uzydeHutro OHM, mpemapatamu mepBoro BbIOOpa
ABJIAIOTCS @3aTUONIPUH U PUTYKCUMAO.

AzatHONIpUH —  aHTUOPOJU(EpPaTUBHBIA M  HMMMYHOCYHPECCUBHBIN
[pernapar, SBIIOLIUANCA aHaJIOrOM IypHHA, KOTOpPBIM JEHUCTBYET  Kak
aHTUMETA0O0JIUT, TEM CaMbIM Hapyias npoiudepanuto aumponuToB. [lockonbky
TepaneBTH4YeCKUi 3(Q(eKT azaThonpuHa pa3BUBAETCsA CIycTs 6 Mec, mpenapar
Ha3HAyaeTcs B KOMOMHAUMU C TMPeAHU30J0HOM. [IpeaHu30I0H HAYMHAIOT
NPUMEHSTH ¢ 1 MI/KI/CYyT €XeAHEBHO B T€UEHHUE 8 HEJl C MOCIEAYIOIUM CHUKEHUEM
Ha 10 mr kaxapie 3 Hex 10 20 Mr/cyT. 3ateM clieyeT 6oJiee MeIJIEHHOE CHUKEHUE
JO3UPOBKU — Ha 5 Mr kaxable 2 Hen Ao 10 mr/cyTt. Azatnonpus HazHavaetcs ¢ 50
MI' €KEHEBHO, C YBEIMUEHUEM KaxAylo Henento Ha 50 Mr/cyt A0 JOCTHKEHUs
TEpaneBTUYECKON 103bl mpenaparta 2,5-3 Mr/kr/cyr. Bo Bpems Tepamuu Ba)xHO
OLICHMBATh MOKAa3aTeNM KJIETOYHOrO0 COCTaBa KPOBUM M AKTHMBHOCTbh MEYEHOYHBIX
dbepMeHTOB. v 10% MaIMEeHTOB BBISBJISICTCS HEJIOCTaTOYHOCTh
TUONypUHMETHWITpaH(depassl — (epMeHTa, OTBETCTBEHHOTO 3a MeETaboIu3M
a3aTHONPHUHA, YTO MOKET MPUBECTU K HEAIP(PEKTUBHOCTH JieueHus. B aTom ciydae
NPENNoYTeHUEe JIOJDKHO OBITh OTJAaHO APYruM npenaparaM. [IpenmyniectBamu
KOMOMHUPOBAHHOW TEpamuu SBISIOTCA €€ JOCTYIHOCTh M BO3MOKHOCTh
CaMOCTOSTEJILHOTO TIpueMa mpernapaToB. Ha ¢oHe npuMeHeHHs a3aTHONpHHA
BO3MOYKHO pa3BUTHE aHEMHUM, JICHKONEHUMM U TPOMOOLMTOINIEHUH, TaKXe
MOBBIIIAETCS. PUCK Pa3BUTHS OaKTEPHAIBbHBIX BUPYCHBIX U TPUOKOBBIX MH(EKLINH,
JUCTIETICUYECKUX SBJIEHUN U MOBBIIIEHUS MEYEHOYHBIX GepMeHToB. Kpome Toro,
mtenbHbli npueM ['KC conpsikeH ¢ puckaMu HapylleHuUs yIrieBOJIHOTO 0OMEHa,
TpOMOO030B, SMOLIMOHAJIBHBIX PACCTPOICTB, B PEAKHUX CIydasiX — C BOSHUKHOBEHHEM
3JI0KQYE€CTBEHHBIX HOBOOOpa30BaHUIl, B YAaCTHOCTU paka KOXH, a TaKxKe
porpeccupyroieid MyabTH(OKaTBLHOHN JIeHKOIHIIe(aIomaTHu.

HauGomnbImee uncino ucciie10BaHui MOCBAIICHO U3yUeHHO 3G (PEKTUBHOCTH
1 0e30MacHOCTH PUTYyKcHMaba (MOHOKJIOHAJIBLHOE XMMEPHOE AHTHTENIO K OeKy
CD20 B-nmumdoruton) mpu OHM. IIpenapat nokasan cBoro 3¢ (HEKTUBHOCTh, B TOM
yucie Uy aereid. MHAYKIMOHHAs Tepanusi MOXKET ObITh MPOBEIECHA MO JIBYM
cxemam: 375 Mr/mM2 exeHeneNnbHO B TeueHue 4 Henl (cxema JISYeHUS TIPU Oy XOJIsIX
cucteMbl kpoBH), 60 1000 Mr exxeHenelbHO B TeueHHE 2 HeJ (CXema JeUeHUs
npu peBmMatounHoMm aptpute). [Ipu HeoOxomumoctu (mosBienun CD27+ B-
TUM(GOITUTOB, TaK Ha3bIBAEMBIX «KJIETOK MAMATHY), KyPChI MOTYT OBITh ITOBTOPEHBI
gepe3 6-12 mec mpu OTCYTCTBHHM TMPOTHUBOINOKA3aHWUW. B mensx mpouiakTuku
nepe MepBbIM BBEJEHWEM PUTYKCHUMada ClIeyeT MPOBOIUTH aHATU3bl (OPMYIIbI
KpOBHU, cyomonymsuuii  B-nmumd@onuTon (CD19+, CDA4+, CD8&+),
ummyHornoOymuaoB  (IgA, IgG, IgM), mapkepoB XpOHWUYECKHUX HHQPEKIINMH,
BKItoyas renatuthl B u C, Bapuilesia-3ocTep (B caydae OTPULIATEIBHOTO aHaIu3a
Ha TOCJIEAHUI BO3MOXHA BaKIMHAIM), PEHTIEHOTpaui0 OPraHoB TPYyIHOU
KJIETKH U TeCT Ha OepeMeHHOCTb. [IpenapaT npumenstot nociie npemeaukaimu: 100
MI' METHWJIIPENHNA30JI0OHA BHYTpUBEHHO, S00 Mr nmapaneramoiia, 50 Mr qfuMmenpona ¢
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LEeNpl0 MPOUIAKTUKH HUH(PY3UOHHBIX peakiui (TojgoBHas O00yib, JTUXOpajKa,
chinb). Purykcumad BBOAAT yepe3 uH(py30MaT, cO CTapTOBOM ckopoctu 50 mr/d,
3aTe€M CKOPOCTb MOXXHO yBenuuuBath Kaxkjasle 30 muH Ha 50 wMr/u no
MakcuManibHoro 3HadueHus 400 mr/d. B nunamuke ompenensior ypoBau CD19+,
CD27+ xaxnapie 3 u 6 mec, ypoBau CD4+, CD8+ kaxnsle 6 mec, IgA, 1gG, IgM
Kaxaple 6 Mec. Takke BO3MOXKHO Ha3HAUEHUE BaJalMKIOBUpPA mocie UHy3un
puTyKcumMaba C I1enbl0 NPO(PHUIAKTUKA TIeprecBUPYCHONM UH(PEKIUH, KO-
TpuMokcasosna nipu cHrkenun CD4+ menee 200/mm3 [76—78].

Ha ¢one Tepanuu purykcumMaboM  TakXe TMOBBIIIAETCS  PHUCK
MH(EKIIMOHHBIX OCIIOKHEHUH, B TOM YHUCJIE MPOrpeccupyroeil MyabTudoKkanibHON
neiikosHIedaIonaTiy, pa3BUTUS HOBOOOPA30BaHUM, KOKHBIX PEAKIHH (CHHAPOMBI
Jlaitenna, CtuBeHca—/[)KOHCOHA), HapylIeHU pUTMa Ceplla, CepACYHOU
HEJ0CTaTOYHOCTH, TUIIOraMMarjio0yIMHEMHUU.

A3zaTuonpyH U pUTYKCHUMaO — HauboJiee YacTO UCIIOIb3yeMbIe Mpernaparhl,
npUMeHseMbIe 1T poduinakTuku odoctpenniit OHM. Ha ocHOBaHMM JaHHBIX 10
CHW)KCHHMIO YaCTOTBl OOOCTPCHUI W HapacTaHUs CTCIICHHW BHIPAKCHHOCTH MOXKHO
npeanosiarate 0osiee BBICOKYHO A(DPEKTUBHOCTh pUTYKCMMaba MO CPaBHEHUIO C
azatnonpuHOM. OJHUM W3 TPEIJIOKCHHBIX ITOJXOJ0B K BEJICHHUIO ITAallHCHTOB
ABJIIETCS Ha3HAUCHHE a3aTHOIPHHA TOCIE MEPBOT0 OOOCTPEHHUS Yy MAIlMEHTOB C
AQP4-1gG, B cimydae pa3BUTHS MIOBTOPHBIX 000CTPEHUN — ITEPEBOJ] HA PUTYKCUMAO,
KOTOPBIM SIBJISIETCSl TpenapaToM BbIOOpa y TMALMEHTOB C JABYMs U Oojee
000CTpEeHUSIMH B aHaMHe3€. Y MalUeHTOB C OTCYTCTBHUEM aHTHUTEN K aKBarlopuHy-4
BO3MOXHO Ha3HAaYeHHWE WMMYHOCYIIPECCUBHBIX CPEICTB IOCJIE€ BTOPOTO
oboctpenus. OmHAKO Bce Halle OTHAETCA NPENNOYTeHHE PUTYKCUMaly Jaxe B
ciydae fe6roTa 3a00JIeBaHus.

[TonoxuTenbHbIe PE3yNbTAThl JICUCHUS HAOIIONANNCHh MPU MPUMEHEHUU
mukodenomara moderuna (ot 750 mo 3000 mr/cyT, cpeauss go3a npemnapara 2000
MI/CyT) — HWHruOuTOpa WMHO3MH-MOHO(DOChaTHeruapOoreHasbl, MPUBOISIIETO K
HapyIIEHUIO CHHTE3a TyaHO3WHa, HeoOxoammoro st mponudepamuun T- u B-
mumdorutoB.  [IpemmyimecTBoM Tpemapara  SBISETCS €T0  MEPOPabHOE
MpPUMEHEHUE, a TaKXKEe OTHOCHTENbHAas O0e30MacHOCTb, OJHAKO Y4 MalMeHTOB
BBIHYKJIEHBI OBLIM TPEKPATHTh JICUEHUE BCIE/ICTBUE PA3BUTHUS HEKEIATECIBHBIX
SIBJICHUI: TOIITHOTHI, TUApeH, JeiikoneHnu. Taxxke Ha (oHe mpreMa MuKo(deHomaTa
ModeTnuna BO3MOXHO pa3BUTHE CelcHuca. PUCK pPa3BUTHSA 3J0KAY€CTBEHHBIX
HOBOOOpPA30BaHWW  3HAYUTENIBHO  TOBBINIAETCS  NpPU  KOMOWMHHPOBAHWU
Muko(deronaTa MmodeTuia ¢ APYyruMu IMMYHOCYITPECCUBHBIMH TIperapaTaMu.

[IpuyeM Bce BbIlIENIEPEUUCIICHHBIEC MTPENApPaThl HE 001a1at0T aOCOMIOTHOM

s dexTuBHOCTHIO TIO mpeaynpexaeHuio atak 3COHM, B 4acTHOCTH Ha TepaIuio
a3aTHONPUHOM HE OoTBeuaroT 53-55% mnanueHToB, MUKOQEHOIaTa MOPETUIOM —
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36%, purykucmabom — 33%. llpumeHeHue STUX MpenapatoB B KOMOWHAIUU
MO3BOJISIET CHU3UTH JIOJIO MAlMEHTOB, HE OTBEYAIOIINX Ha TEparuto, 10 22%.

[Tockoneky OHM  gBnsieTcss aHTUTENOONOCPEAOBAHHBIM IPOLIECCOM,
oOcyxnaercs  BO3MOXHas  3((PEKTUBHOCTh  BHYTPUBEHHOI'O  BBEICHUS
MMMYHOTJIO0YJIMHOB ISl NIPEIOTBPAIEHUs] MOBTOPHBIX aTak. MIMeroTcs JaHHbIE
HaOmoneHust otnenbHbIX nauueHtoB ¢ OHM co crabunuzanueit 3aboseBaHus
MocJie BHYTPUBEHHOTO BBEICHHUSI UMMYHOTJI00yJIMHOB B 103€¢ 400 MI/KT B TeUeHUE
5 cyrT exemecsyHO, OJHAKO [JIsl OINpEAENICHHS ONTHUMAIbHBIX JIO3UPOBOK U
JUIUTETTLHOCTH T€panuu He ObUIM MPOBEJICHBI PaHJOMU3UPOBAHHBIC UCCIIEIOBAHNUA.
[Ipu stom mna tepanuu octpoit araku OHM BBeneHne MMMYHOTJIOOYJIMHOB HE
IPOJAEMOHCTPUPOBAIO 3 (HEKTUBHOCTS.

B nByxsmetHeM — uccieqoBaHMM — TOATBEpkAeHa  3(P(HEKTUBHOCTH
MUTOKCAHTPOHA C €XKEMECAYHBIM BBeJIeHHEM | 10361 12 Mr/mM2 B TedeHue 6 Mec ¢
nanpHemuM nepexoaoM Ha 3 kypca o 10 mr 1 pa3 B 3 mMec 10 DOCTHKEHUS
cymMmapHoit 10361 B 100-120 Mr. OrpaHuyueHHEM SIBISIOTCS] TAKUE HEXKEIATEIbHBIC
SIBJICHUSI, KAK TOKCUYECKasi KapAUOMUOIIATHUA U MUEJIOUIHAS JICHKEMUS, B CBSI3U C
4yeM Tepe]] KaXIhIM  BBEICHHMEM Ipemnapara HEOOXOAUM  MOHUTOPHHT
COOTBETCTBYIOIIIMX BHUTAJbHBIX TOKa3areyneil. JpyrumMu UUTOCTATUYECKUMHU
npenapataMu, KoTopble mokazanu sddextuBHocTs npu OHM B oTaenbHBIX
UCCJICIOBAHUAX, SBISIOTCA METOTpeKcaT, IukiIopochamMui,, HUKIOCIOPUH H
TaKpOJIUMYC.

B Hacrosmiee Bpemsa 3aBEpUICHbI WM 3aBEPIIAIOTCA KJIMHUYECKUE
VCCJIEOBAHUS CIEIYIOIIMX MIPENapaToB:

1.9xynuzymaba — PEKOMOMHAHTHOTO T'YMaHU3UPOBAHHOTO
MOHOKJIOHAJIBHOTO aHTuTesa MpoTuB C5-KoMMOHEeHTa KoMiieMeHTa. CBs3bIBasCh
¢ BbICOKOH appuuHOCTBIO ¢ C5, 3Kynu3yMad npenstcTByeT paciieruieHuo CS5 Ha
C5a m C5b. 3a cuer 5TOro yraeTtaroTcs O0Opa30BaHHE MPOBOCTIATUTEIBHBIX
UTOKMHOB (depe3 CS5a) u meMOpaHo-aTakyoomuii koMmruieke (uepe3 C5b).

2.Carpanu3ymad — MOHOKJIOHAJIBHOE aHTHUTENI0 K perentopam [L-6,
MPUBOJIAIIEE K HApYyIIeHUI0 akTuBamu B- u T-nmumdonuTos u nuddepeHnmnpoBku
T-xenmepoB 17-ro tuma. Knuanuecknii 3¢ pexT mocTuraercs 3a CYET CHIKEHUS
KOJIMYECTBA IUPKYIUPYIOMMX JTUM(POOIACTOB, B TOM YHCIE MPOAYLIUPYIOIINX
anturena k AQP4.

3.Nnebunn3zymab — MOHOKJIOHANBHOE aHTHUTENO K penentopy CD19+ B-

nuM@ouuToB. B otnuuue ot putykcumada, penapaTt CiocoO€H BIUSTh TAKKE U HA
ma3Mo0IacTel, mpoayrupyomue kak AQP4-I1gG, rak u MO-1gG.
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B nepcrnekTuBe TepameBTUYECKUM CpPEACTBOM MOXET CTaTh TaKkKe
akBanopymal — nmpenapat MOHOKJIOHANbHBIX aHTUTEN, Onokupyomux AQP4-1gG.
IIpu stom AQP4-IgG mo-mpexnemy cBsaspiBaloTcss ¢ AQP4, teM He MeHee
aKTUBALlMM CHUCTEMbl KOMIUIEMEHTa HE NpPOUCXOAuT. B skcnepumeHTax Ha
KUBOTHBIX OIPEIEISIOCh 3HAUYUTEIBHOE CHIKEHHE JIEMHUEIMHU3ALMK U TuOenu

acTpouuTOB Ha (hOHE MPUMEHEHUSI aKBanopymada; HUTOTOKCUYHOCTh CHHMKAJIach
Ha 80-94%.

JpyruM nepCcHeKTUBHBIM MpEenapaToM MOXET CcTaThb OeBanuzymad —
antutenno Kk VEGF-A u ero peuentropam. IIpoBogutcs 1 dasza kimHuyeckoro
uccienoBanus OeBann3ymaba B KadecTBe JIOMOJHUTENbHOM Tepanuu. EcTb
CBEJICHUSI O TOBBIIIEHHOM pHUCKE KPOBOTEUEHUN MU Tepdopanuu KerygoyHO-
KUIIIEYHOTO TpakTa Ha (oHe npuema npenapara [70, 90].

Jleuenue [IUTPC mnpu OHM HesddekTHBHO (32 HUCKIIOYECHUEM
riatupamMepa aierara, JO0Ka3aBIIero CBOIWO A(M@PEKTUBHOCTh B EIUHUYHBIX
UCCIEOBAaHUAX HAa MajbplX Trpynmnax nauuMeHtoB). boiee Toro, Tepamnus
uHTepdeponamu-f nporuBonokazana 60apHEIM OHM — BhISIBIEHO HapacTaHue
4acTOThI 0OOCTPEHUM 1 KOJIMUECTBA K 00bEMa 04aroB MPU X MPUMEHEHUH, a TAK)KE
nossieHue Tutpa AQP4-IgG. Kpome Toro, nmerorcst cooO1eHus1, 4YTo MpenapaThl
2-1i muanu [TUTPC: dpuaTrommMo u HaTaau3yMal BhI3BIBAIOT TSHKENIbIE 000CTPEHUS
y 6oipHBIX ¢ OHM.
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SAKVIIOYEHUE

B Teuenne 5 ner or Hauana 3a0osneBanus Oosiee 50% DaIUEHTOB C
permnuBupyomuM OHM sBhsitoTcs cienbiMu Ha OAuH win oba rias3a, 50% He
CIIOCOOHBI CaMOCTOSITENIbHO TMepeaBurarbes. Pemuttupyromee teuenne OHM,
BBICOKAsi 4acTOTa OOOCTPEHMI B MEpBble 2 TojJa IOCJIE MEePBOr0 MPOSBICHUS
00JIe3HHU, TSKECTh MEPBOM aTaKU M COMMYTCTBYIOUIUE ayTOMMMYHHBIE 3a00JIeBaHUS
ABISIOTCS ~ TPEIUKTOpaMy  HEOIarompusaTHOTO  mporHo3a.  [laTuneTHss
BbDKMBaeMoCTh Ipu OHM cocrasnser 68% npu peunnuBupyromem tumne u 90% —
npu MoHodaszHoM. Yamie BCEro MNPUYMHOW CMEPTH SBISCTCS JIbIXaTeIbHAs
HEJ0CTaTOYHOCTh HEHPOTEHHOTO XapakTepa MpH paclpoCTpaHEHUH TOPAXKEHUS Ha
po0ATroBaThiii MO3T. COBPEMEHHBIE TIOIXO0/IbI K TEPANUN MOTYT IPUBECTH K TOMY,
4TO y)K€ B ONmkaiiinee BpeMs CHH3STCS YPOBHH TSDKEIOW WHBaTUAM3AINHA U
cmeptHocti ipu OHM. Tak, Ha QoHe Tepamuu ynanoch MOCTUYL CHIDKCHUS
NATUIIETHEH cMepTHOCTH 110 5-9%.

B macrosiiiee Bpemsi CyIIECTBYET psJi OCTPHIX NPOOJIEM, CBSI3aHHBIX C
nedeOHo-TuarnocTuueckon Taktukot mpu 3CHOM:

1.Pa3znuunsbie 3a00sieBanus (AyTOMMMYHHBIE, COCYIUCThIEC, THPEKIIMOHHBIE,
OITYXOJIEBBIE) MOT'YT UIMUTHPOBATh CUMIITOMBI

2.Ha PE3YIbTAThl CCPOJIOTHUUCCKOTO HCCIICOAOBAHUSA MOTYT BJIIMATL MCTOJ
aHaJIi3a, CCpOHOFI/I‘ICCKHﬁ CTaTyC, craaud 3a00JIcBaHUS (3360HCB3HI/IC NMCCT
OCOOCHHOCTh HM3MCHEHUS CCPOJIOrHYCCKOT0 CTaryca BO BpCMeHI/I) NI THIIBI
JICUCHUA

3.ITanieHTh MOTYT UMETH OTPAHUYEHHBIE CUMIITOMBI, 0COOCHHO Ha paHHUX
CTaJUsIX, YTO 3aJCPKUBAECT ONPEAECIECHUE CEPOJIOTMYECKOTO CTaTyCca

4.B pamMkax HEOTJIOXKHOI MOMOIIM BOBCE PE3YJIbTAThl CEPOJIOTHYECKOrO
UCCIIEIOBAHUS HEJOCTYITHBI

KmroueBbiM  MomeHTOM — siBmsgercss  Bpemsa.  3CHOM  tpeOyror

HE3aMEVIMTEIBLHOIO0 YTOYHEHHMS IMarHo3a JUIsl HA3HAUYCHUSI PAHHETO JICUYEHHS], YTO
OyZeT cnocoOCTBOBATH JIyUIIEMY KIMHUYECKOMY HCXOY.
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