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AHHOTaums

B craTtbe Brnepsble B Poccuu onucaH cAyydan ycrnewHoro npumMeHeHust aHTu-B-kAeTouHoM Tepanum puTykcMMaboMm y naumeHTku ¢ 60-
Ae3Hblo Werpena (BLW) n onTnukommeanT-accounmpoBaHHbiM paccTtpoitctBom (OAP). MprnBeaeHbl AaHHbIE AUTEPATYPbl MO KAMHUYE-
CKUM NPOSIBAEHUsIM U MeTOAaM AnarHocTuku OAP. [lpeAcTaBAEHbl COBPEMEHHbIE B3rAsIAbI Ha MaToOreHe3 coueTaHust AAHHOrO 3aboAe-

BaHuit ¢ bLL.
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The efficacy of rituximab in the therapy of neuromyelitis optica in a patient with Sjogren's

syndrome: case-report and literature review

A.V. TORGASHINA, V.I. VASILYEV

V.A. Nasonova Research Institute of Rheumatology, Moscow, Russia

This case is the first description of the successful anti-B-cell therapy with rituximab in a patient with Sjogren’s syndrome and neuromyelitis
optica spectrum disorder in Russia. This article contains the literature data on clinical manifestations and methods of the diagnosis of neu-
romyelitis optica spectrum disorder. Furthermore, contemporary view on the pathogenesis of the combination of this disease with Sjo-

gren’s syndrome are presented here.
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BIII - 6onesus Llerpena

I'K - rimokoxkopTuKOufpb!

MPT - mMarHuTHO-pe30HaHCHasl TOMOrpacust

HC — nepBHas cuctema

OAP — oNTHKOMUETNT-aCCOUUNPOBAHHBIE PACCTPOICTBA
OM - onTuKoMues T

ITHC - nepucpepryeckast HepBHasi CCTEMa
PTM - purykcumad

P® — peBmaTonzHbIil hakTop

CKB — cucteMHasi KpacHast BOJTYaHKa
IHC — ueHTpanbHasi HepBHasi CCTeMa
P — unknodochamuy

Bounesns Ulerpena (BII) — ayroummyHnHOe 3a6oneBanue,
XapakTepusyoleecss B-KkjeTouHO!l TuneppeakTUBHOCTHIO,
XPOHUYECKOI TUMGOLUTAPHON UH(DUILTPALMEN 9K30KPUHHBIX
KeJIe3 U BHEXKEIe3UCThIMU MPOSIBIICHUSIMU, CPE/I KOTOPbIX OfI-
HUMU U3 HauboJiee TAXKENbIX SIBJSETCS MOopakKeHne HepBHOMI
cucteMbl (HC) [1]. HeBposornueckasi cumntomMaTika HabIIo-
naetcst y 20% 6oabubix BIII u B 50% ciyuaeB npeaiiecTByeT
Pa3BUTHUIO CYXOro cuHapoma [2].

Y 6onbubix BII pazBuBaroTcst paznuyHbie BApUAHTHI TOPa-
keHust kak nepucpepuueckoin (ITHC), tak u peHTpanbHO
nepsHoii cucremb! (ITHC). Crnekrp BoBneuenust [THC Bkitoua-
€T CEHCOPHYIO M CEHCOMOTOPHYIO MOJMHENPONATHIO, MOJIUpPa-
JMKYJIONATUIO, MHOXKECTBEHHbINI MOHOHEBPUT, MIOPaXKEHUE Ye-
penHo-Mo3roBbix HepBoB [3]. ITpu BIII B 40% ciyuaeB BcTpe-
vaetcst uddysHoe nopakenue ITHC — sHuedanonarust, acen-
TUYECKMI MEHUHTUT, KOTHUTUBHAS IuchyHKIms, B 36% — co-
KaJlbHOE/MYIbTU(OKATHLHOE TOPAsKeHe — MOTOPHbIN U CEeH-
COPHBII Ae(PULIUT, CTBOJIOBOM, MO3KEUKOBBII CUHAPOM; MOpa-
>keHue ITHC no tuny paccesiHHoro ckiepo3sa (20%) u u3onu-
POBaHHBIN HEBPUT 3puUTeILHOTO HepBa (4%) [4]. [lepBbie onu-
cannble nopaxkenust HHC npu BIII knuHuyeckn HanomMuHamm
paccesiHHbIi1 ckiepo3. YacToe BoBJI€UEHUE B IPOLECC CIIMHHO-
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ro MO3ra y 3ThX O00JIbHBIX CIOCOOCTBOBAJIO B JIalIbHENILIEM T10-
SIBIIEHUIO TepMUHA «MuesionaTtust npu BIII», koTopslil akTHBHO
WCTIONIB3YETCS M B HAacTosillee Bpems [5].

OnTukomuenut (OM) — BocmanuTeSbHOE [AeMUEITMHN3ZU-
pytolee 3a00yieBaHUe C MPEUMMYILECTBEHHbIM TMOPaXKeHUEM
3pUTEBLHOTO HEPBA U CIIMHHOTO MO3ra, /I KOTOPOro Xapak-
TEepPHBI OOIIMPHbBIE MPOIOILHBIE MOPAKEHUS IIEHHOTO W TPY/I-
HOTO OT/IEJIOB CIIMHHOT'O MO3ra, 3aTparusaioiye 6omuee 3 mo-
3BOHOYHbIX CE''MEHTOB, a4 TAK>XKE€ HAJTMYUEC aHTUTEJ K aKBaHOpl/l-
Hy [6].

BoiensifoT Takke TepMIUH «ONTHKOMUEITNT-ACCOIUMPOBAH-
Hble pacctpoiictBa» (OAP). Bonbubie ¢ OAP no3uTusHbI Mo
AQHTUTENIaM K aKBarnopyHY, HO UMEIOT OrpaHUYEHHbIC KIIMHUYE-
CKU€ TIPOSIBIICHNUS: UM TIPOJIOJILHBIIA TONIEPEYHBIN MUCITUT , WU
PeUMIMBUPYOIINI HEBPUT 3pUTETHHOTO HepBa. Kpome Toro, y
HUX BO3MOXKHO coueTanne OM c HanuumeM Apyroro ayTo-
UMMYHHOTO 3200JI€BaHusl.

OCHOBHBIM KJIMHUYECKUM TIPOSIBIIEHUEM ONTUKOHEBPUTA SIB-
JISIeTCS CHIKEHUE OCTPOThI 3pEHMS BIUIOTH IO TIOJHOM CIIETIOTHI,
COMPOBOK/IAIOIIEECs] JUCKOMMOPTOM IpHU JIBIKEHUH TJ1a3 1 60-
nbto. [1pr MaruuTHO-pe3onaHcHoi Tomorpagun (MPT) ormeua-
€TCsl Yallle IByCTOPOHHEE YTOUIEHNE 3PUTEIILHOIO HepBa B psjie
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Tepanusi puTyKkcumabom y naumeHTkm ¢ boresHsbio Lllerpera

CllyyaeB C BOBJICUEHMEM XMa3Mbl, YCUIIEHHs] CUTHAJIA MTOCJIe BBe-
A€HMSI TAJIONIVHUS, YBeIMUeHNe NHTEHCUBHOCTH cUrHana Ha T2-
B3BEIICHHOM n300paxkeHny. [lonepeynblii MUETTUT XapakTepu3y-
€TCsl PaCMPOCTPAaHEHHbIM YACTUYHBIM MJIU TIOJTHBIM MOPasKeHNEM
CMMHHOIO MO3ra ¢ Pa3BUTHEM Mapanapesa Wi TeTpanapes3a Hu-
K€ YPOBHSI OpaXKeHUsl, MoTepell YyBCTBUTEILHOCTH, a TaKXkKe
HapylleHueM paboTb! cpUHKTEPOB [7].

OM Bnepsble onucald B XIX B. U Joaroe Bpemst CUnTascs
OJTHUM W13 TIOITUTIOB paccesiHHOTo ckiepo3a. B 2004 r. Bbiene-
Hbl cnequcpuyeckue Ayt OM aHTHTENna, CENeKTUBHO CBS3bI-
Barolyecs ¢ 6eJIKOM BOJHBIX KaHAJIOB aKBAllOPMHOM 4, KOTO-
PbIil KOHUEHTPUPYETCS B CTPYKTYpPax reMaTodHueaInyecko-
ro 6apnepa [8]. BaxkHOCTh 3TOro Mapkepa MOBBLIIIAETCS HA
PaHHUX CTajiusIX 3a00JIeBaHNUsl, KOT/ja XapakTepHble NposiBie-
Hust Ha MPT ewte He oueBujinbl [9]. Kpome Toro, antuTena k
AKBaNoOprHYy OOHApPY>KEeHbI NPY Pa3IMYHbIX Ay TOUMMYHHBIX 3a-
GoseBaHMsIX U Hanbosee yacto y 6ombHbIX BII [10]. Boisire-
HME JJAHHBIX aHTHUTEJN B CHIBOPOTKE KPOBU OOJIbHBIX KaK CH-
cremHol kpacHoii Boimuankoi (CKB), tak un BIII, kak npaBuio,
ACCOUMUPYETCS C HAJNM4YMeM Pa3IMYHbIX HEBPOJIOTMYECKUX
CHUMIITOMOB, B YaCTHOCTH NonepevyHoro muenuta [11].

W3BecTHO, YTO HAJIMUKME COMYTCTBYIOILETO ay TOUMMYHHOTO
3a6oseBanus y 6onbHbIX ¢ OAP, BbicOoKast yacToTa 060cTpe-
HUI B TeUeHME NEePBbIX 2 JeT 3a00JIeBaHNUS ACCOUMUPYIOTCS C
XY/ILIAM TporHo3oM [12].

Ha HacTosimit MOMEHT OGLIENPUHSITOrO CTAaHapTa Tepa-
i OM ner. ViMeroipecst B iMteparype peKOMeH/Iali OCHO-
BaHbI HA Pe3yJIbTaTaXx HEMHOTOYMCIIEHHBIX OTKPBITHIX HCCIIe-
noBanuii. [1ns1 nevennst OM TpaMIIMOHHO MCTIOJIB3YIOT BHICO-
Kue 1036l rimokokopTukonaos (I'K) u nuroctaTnyeckue npe-
napatsl. B nocienHee BpeMsi HaKajIMBarOTCs JAHHbIE, CBUIE-
TeabCTBYIOUME 00 3(p(PeKTUBHOCTH aHTU-B-KeTo4HoiT Tepa-
mun putykcumabom npu OHM.

Purykcuma6 (PTM) — npenapat, npejicTapsIoLuil co60i
XUMEpHbIe MOHOKJIOHAJIbHbIE aHTUTelNa K Mapkepy B-mimdo-
muroB CD20+, pa3paboTaH [1s1 Tepanuy HEXOIXKKUHCKUX JIUM-
¢om, a B HacTosAIIEee BpeMsi aKTUBHO MCIOJIb3YETCsl B Tepanuu
MHOTMX ayTOMMMYHHBbIX 3a00seBanuii [13]. CD20+ skcnpeccu-
pyeTcst Ha MeMOpaHe B-numdouuTos HaunHast ¢ npeB-mumdgo-
LUTOB 1 J10 3penbiX B-kieTok. [laHHbI MapKep OTCYTCTBYET
Ha MIIa3MOLMTAX U CTBOJIOBBIX KJIETKAX, YTO OINpE/eseT OT-
CYTCTBUE BbIPAYKECHHOTO CHVKEHUSI YPOBHS UMMYHOT'OOYJIMHOB
¥ HU3KYIO YacTOTY annmopTyHUCTUYECKUX MH(MEKUUIT PU ero
npuMeHeHnn. PTM He npoHnKaeT yepes coOXpaHHbI FeMaTO3H-
nedanmueckuii 6aprep. [locne BuyTpuBenHon undysun PTM
cojiep>KaHue Tmpenapara B CMIMHHO-MO3TOBOI YKUKOCTHU OObIU-
Ho He npeBbIaet 1% [14]. [Ipu noBpexxaeHnn reMaTosHueda-
nmyeckoro 6apbepa ieruienyst B-numdouutos onpepensiercs
TaKXe B NePUBACKYJISIPHBIX 00JIaCTSAX MapeHXUMbl MO3Ta, YTO
o6ycnosnuBaeT apdexTusHocts PTM npu OHM [15].

Hanee npescrasisiem nepsoe B Poccun onucanue ycnem-
Horo npumenennst PTM y naipentku ¢ OM u BIII.

OnucaHmMe KAMHU4YECKOro CAy4asn

IManmentka T.K., 29 ner, B 2013 r. o6cnenoBanach B
HUWMUWP no noony croiikoro yckopenust COD npu OTCyTCTBUN
KaKux-11m0o u3MeHeHui camouyBscTsus. [Ipu o6cnenoBannu
OIPE/IEJISIOCh HEPABHOMEPHOE YMJIOTHEHUE OKOJIOYLIHBIX
CJIFOHHBIX KeJie3, pullleevHblil Kapuec. [To pe3ynbraTam na-
6opatopHoro ob6cnenoBanus: PO 457 Me/ma (mopma <30

Me/mn), antutena K Ro/SSA antureny >200 EJI/ma (Hopma
<25 E[l/mn). 3anono3pena BIII, HazHaueHo gfoo6cnenoBanue.
CTOMATOJIOrOM BBISIBIICHO CYILIECTBEHHOE CHUKEHUE CallnBa-
yuu: cuanometpust 2,0 mut. [Ipy ynbTpa3ByKOBOM MCCIIEN0BA-
HUH CJTIOHHBIX XKelle3 ONpefelsiiock U dy3Hoe, HEOTHOPO/I-
HOE U3MEHEHUE UX CTPYKTYphbl, xapakTepHoe aist BII. [Tanb-
Heiilero o6ceoBalus He MPOBOAWIIOCH. BosbHas ncyesna u3
noJist 3penusi corpynankoB HUWP na 2 ropa.

B asrycte 2015 r. mocie pogoB MOsIBUIOCH YyBCTBO MOKa-
JIbIBaHMSI B KOHUMKAX MaJiblEB MPaBoil pyKH, OHEMEHHE Tepeji-
Hell TOBEPXHOCTH NpaBoro 6efpa. B Teuenne nocienyronero
Mecsilia CUMIITOMBI He TIporpeccupoBaiiu. B centsidpe nosisu-
Jlach MKOTa, KOTOpasi nMpuodpesia HEYKpPOTUMbIN XapakTep,
TOILLIHOTA, pBOTA 1ocjie npuemoB nuu. [To pesyabraram MPT
rOJIOBHOTO MO3ra OOHapy>KeHa eJMHUYHAas BHYTPUMO3roBast
KHCTa JIEBOTO MOJyIIApUsl, YMEPEHHO BbIPasKeHHas TUIpolie-
danusi. Yepes 2 mMec mociie MosiBJICHUS MEPBBIX HEBPOJIOTHYe-
CKHX CUMIITOMOB Ha0ITFOJIAJIOCh PE3KOe yXY/IIICHUE COCTOSIHUSI:
BO3HUKJIM TPYHOCTH TIPU X0fIbOE, MOJIBOJIAKMBAHKE MPABOI HO-
', C11a00CTh, OHEMEHHUE B NTPABOI HOTe M MPABOI KUCTH, YCHU-
muest 3yA. bonbHast rocnmtamzuposana B PI'BHY HIIH. Ha
MPT 1efiHO-Tpy/IHOr0O OT/ies1a MO3BOHOYHUKA BbISBJIECHBI MTPU-
3HAKM TPOJIOJILHO-PACTIPOCTPAHEHHOT'O MUEJINTA: TUTIEPUHTEH-
cuBHbIi B T2-pexknme ouar Ha ypoBHe C2-Thl ¢ HepaBHOMep-
HBbIM HaKOTIJIEHWEeM KOHTpAacTa, ouar B o6iactu gHa [V xemy-
J0YKa. B HEBposlornyeckoM craryce — NpaBOCTOPOHHUI Ca-
CTUYECKUI FeMUIIApe3 C YMEHbIICHUEM MbIIICUHON CUJIbI B
npaBoii pyke 70 3 6ansos, B Hore 710 3,5 Gansa, MoBbILICHUEM
CYXOXKWJIbHBIX pehIIeKCOB U paciiupeHreM pedieKCOreHHbIX
30H, 'py00€e HapylleHUe IIIyOOKOI YyBCTBUTEIBHOCTH B KMCTH
NpaBoOil PyKH, JIEBOCTOPOHHSISI TEMUTHMIIECTE3Us C YpoBHeM D4.
[Tpu naGopaTopHOM 0GCIIEIOBAHNN: KIMHUYECKUI aHAIN3 KPO-
BU U MOouH 6e3 n3MeHeHui. B 6GnoxummueckoM aHanm3e KpoBr
ob6wmit 6enok 88,7 r/n. IIpu uccnenoBaHuy JTMKBOpPA LUTO3
3.9 knetku B 3 MKJ, tumpouuTsl 31, HeiTpoduisl 7, 6e0K
0,43 r/n, rmoko3a 2,3 MMOJIB/JI. BBISIBJIEHBI aHTUTENA K aKBa-
nopuny 4 26 Ep/mn (nopma 0-3 En/mum). [ImarHocTupoBaHo
OAP, npojioJibHO pacnpoOCTPaHEHHbI MHUEIUT Ha HIEHHOM
YPOBHE, CUHJIPOM NOpaKeHusl B 0bsacTu area postrema. Ipo-
BEJIEHO JieueHne coirymesiposioM 1o 1 T Ne3 ¢ mocnepyrommm
Ha3zHauYeHNeM npefHn300Ha 60 Mr/cyT uepes JieHb, TPOBEJIEHO
2 ceanca nna3macgepesa 71 mu/kr. Ha ¢done nposegeHHoro
JIeYeHUs] OTMeUasach MOJIOKUTEIbHAS IMHAMUKA B BUJIC YBe-
JINYEHMSI CUJIbI B IPABOH pyKe W HOTe, yMEHbILICHUS YyBCTBU-
TEJIbHBIX HapyILIEHWA.

YXy/ileHue cocTosiHUSA yepes3 2 Hejl 1ocJie BbIMUCKU Ha (ho-
He TipreMa npejiHn30510Ha 60 Mr/cyT yepes ieHb U a3aTHONPUHA
100 mr/cyT: yBenuuenue cinabocTi B 06euX KUCTSAX, CTOMAX,
OHEMEHNE 00enX HIKHUX KOHEYHOCTEN, U3-3a CJIa00CTHU B HO-
rax OOJIbHasl He MOTJIa CAMOCTOSITEJIbHO nepeiBUraThesi. Ipo-
BefieHo MPT wieiitHoro m rpyiHoro otjesna No3BOHOYHUKA C
KOHTPACTUPOBAHUEM: OIPEJENIeTCs] BbIPAXKEHHOE MIJIaBHOE
JIMH30BUJIHOE yToueHne Ha npoTskeHnn C3—C7, monepeyHnk
11,5 MM NpakTHUYECKU 3aMOJHSET MPOCBET MO3BOHOYHOIO KaHa-
na, oT ypoBHs BepxHero kpasi C3 o HikHero kpasi C6 BbI-
SIBJISIETCSI HETOMOT'@HHbBIN Y4aCTOK C YeTKUMHU HEPOBHBIMU KOH-
Typamu pazmepamu 61x7 MM, ¢ POPMUPOBAHMEM SKHUIKOCTHCO-
Jep>KalIMX MOJIOCTEN B €ro NMepefiHIX OTJIeIaX, C BEIPAKEHHBIM
nepuoKanbHbIM  OTEKOM N0 nepudepurt 0Opa30BaHUs.
Ha yposne rpysHoro otaena no3soHouyHrka Th7-Th8 yuacTok
n3MeHeHHOoro MP-curnana HenpaBUILHON OKPYTIION (DOPMBI C
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A.B. ToprawmHa, B.M. BacuabeB

HEYETKUMHU KOHTYpaMH U NeprchoKaIbHbIM BOCTIAJIEHUEM pa3Me-
paMu 6x24x7 MM, aHAIOTMYHBIA y4yacTok Ha yposHe Th10 —
Thil.

Bonbnas rocmramsuposana B PI'6HY HWUM peBmarono-
rum uM. B.A. HaconoBoti. HeBponornyeckuii ctatyc: TeTpana-
PE3 NPEMMYILICCTBEHHO B MPAaBbIX KOHEYHOCTAX, B TUCTAJIBHBIX
oTaenax jo 2,5 u 3 6anmnoB. ToHyC HE3HAYUTETHLHO NOBBIILIEH
MO CMELIAaHHOMY THUIy. UyBCTBUTENBHOCTD HApYILIEHa 110 Mpo-
BopiHMKOBoMY Ty C3—C4 yposns. [Toxonika cmactuko-nape-
TUYECKasdA, aTaKTUIECKasl, TMnepecTe3nu, Ta3oBast }],l/lCdf')yHKU,l/lﬂ.
JlaHHbIE TaOOPATOPHOrO 0OCIEOBAHNS: KIMHUYECKNI, OUOXU-
MHUYECKMI1 aHAJTN3 KPOBU U MOUM Ge3 CYIECTBEHHBIX NU3MEHe-
Huii. Mmmynonormveckuii aHanmu3: C-peakTHMBHBIN OeoK
0,7 mr/a, pesmarouanslii dakrop (PP) 194 ME/ma (Hopma
0-15 ME/mn), antu-Ro-anturena >200 ep/ma  (Hopma
25 ep/mn), IgA 8,4 r/n (Hopma 0,8—4,5 r/n); IgG, IgM, anTure-
na k ic[JHK, Sm-anTtureny, La-antureny, KpuorsinoOynmHbl — B
npejenax pedepeHcHbIX 3HaueHuil. [Iuarnos: OAP, npopoib-
HO-PACNPOCTPAHEHHBINI MUEJIUT C MOPa’KeHNEeM LICHHOTO U
CPYAHOTO OT/IEJIOB CIMHHOTO MO3ra, CUHAPOM MOpPaXkeHUs
area postrema, Terpanapes, TazoBas guchynkuus. BII ¢ mo-
pPa’KeHUEeM CJIIOHHBIX »KeJie3 (MapeHXMMAaTO3HbI MapoTuUT),
NMoJIoKUTeNbHbI PO, anTn-Ro-anTrTena. Y unTbiBast peuuam-
BUpYIOLIIEe TeUeHne 3a00JIeBaHusl, BLICOKUI PUCK MOPaKeHUs!
3PUTEJILHOTO HEPBa, HEJJOCTATOUHBINA a(hheKT OT mpruema Bbl-
cokux o3 'K, 6onbHoit nmposefiena tepanus PTM — 2 undy-
3un no 1000 Mr ¢ uHTepBanom B 2 Hepl, conymespod no 1000
mr Ne3, metunpep 40 mr/cyTt. Ha ¢done nposopumoii Tepanuu
OoTMeuasach MoJoXKUTe bHAs AMHAMUKA B BUJIE KYTMPOBAHUS
TOWHOTHI U PBOTHI, YMECHBIICHUS 3Yy/a. HeBponoerquKaﬂ
CHUMIITOMATHKA COXPAHSJIACh, B CBS3M C 9TUM HayaTa Teparnusi
nukinogocdamunom (LP) B noze 1000 mr kaxjpie 2 Hep.
[Tocne Bbimucku 6ombHAs monyunsia cymmaptao 6 r L, mpo-
noskanack nopaepykusatoast repanust PTM no 500 mr kask-
nbie 6 Mec. Ha ¢poHe Tepanuu oTMevanoch MoCTeNneHHOe BOC-
CTaHOBJIeHNE (PYHKIMM Ta30BBIX OPraHoB K 9-my Mmecsuy,
JBUraTeJIbHON aKTMBHOCTHU M CIIOCOOHOCTH K CaMOOOCITY>KHU-
BaHUIO K 6-My Mecsiny. K MOMEHTY HanucaHus CTaTbU COXpa-
HSIETCSl HapylLIeHWe YYBCTBUTEIBHOCTHU B KHUCTSIX MO THIY
«TIEpPYaTOK», TUMepecTe3ust B 06JacTu npasoro mieya. [Ipu-
3HAKOB 00OCTpPEHNS He 3a(pMKCUPOBAHO B TEUEHUE TOCIEYIO-
umx 22 mMec HabmrofieHus 3a 60bHON. [lepeHocumocTh Tepa-
MUK B LEJIOM YJIOBJIeTBOpUTE IbHAsA. Uepes3 5 Mec mociie BBejie-
Husl nepBoi nojaepxkuBatouieil nagysun 500 mr PTM y
6GOJILHON pa3BUiIACh JeKkoneHus 0 2,9 Teic. B 1 MKJ ¢ Hell-
Tponenueii 1o 0,84 B 1 MKJ1, Ha hOHE Yero NpPou30ILIo0 060CT-
peHMe XpOHUYECKOro nuesonedpura. BaxkHO OTMETUTB, UTO
YPOBEHb MIMMYHOTJIOOYJIMHOB B KPOBH OCTABaJICs B Mpefiesax
pedepeHCHbIX 3HaUYeHUI Ha MPOTSXKEHUN BCEro Nnepuojia Ha-
6mofieHusi. B cBs3M ¢ TeHJeHIMEN K MPOrpecCUpOBaHHUIO JIei-
KOTICHMH, BBIMIOJIHEH aHaln3 Ha T-KIETOUHYIO KIIOHAJILHOCTS,
KOTOPBII MOKa3all OTPULIATEbHbIN pe3yibTaT. BonbHast npo-
noJkaeT nmoaydath MoHoTepamuio PTM no 500 mr kaxkybie
6 mec. HaGuropieHne 3a GOJIBbHOI NPOJI0IIKAeTCs .

OO6cyxaeHne

OCc06EHHOCTBIO MPEJCTABIEHHOTO CTyyas SIBJISIETCSl cove-
tanue OAP u BIII. M3BecTHO, 4TO Takue 3a00JeBaHMs, Kak
CKB u BIII, conposokpatorcst nopaxennem HHC, ognako nx
B3anMocBs3b ¢ OAP nmonHocThIO He onpeneneHa. Bricokast pac-
MPOCTPAHEHHOCTh B CBIBOPOTKE 00NbHBIX OM paznuyHbIX
ayTOAHTUTEJ JaT OCHOBaHME MPEANOJIaraTh HAIMYNE FeHeTH-
YECKOU MPEIPACTIONIOXKEHHOCTH K Ay TOMMMYHHOMY TIPOLIECCY C
MHOYECTBEHHBIMU CEPOJIOTUIECKUMH U KIMHIUYECKUMU MPO-
siBeHusimMu [ 16].
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Tak, B uccnenoanuu A. Javed y 20 6onbHbIX ¢ OAP 6e3
nocToBepHbIX nMpu3HakoB BIII oGHapy>KeHbl BOCTIAIUTENbHbIE
M3MEHEHUs B GMONTATax MajbIX CIIOHHBIX >KeJle3, XapakTep-
uble st BII [17]. Kpome Toro, npu 3a6oneBannn OM Bocna-
JUTENbHAs UHUIbTPaLMs OMONTATOB OTINYAIACH MOBBILLIEH-
HOI1 3KCIpeccueil akBarnopuHa 5 U HU3KOM 3KcIpeccueii akBa-
nopuHa 4 [18]. AMMHOKMCIIOTHBIE MOCIIEIOBATEILHOCTH ITUX
ABYX 0G€NKOB UAeHTUUHbI Ha 50%. AyTOpEeaKTUBHbIE UMMYH-
HbI€ KJIETKM PACMO3HAIOT FOMOJIOTMYHbIE YaCTH aKBanopuHa 4
M akBarnopuHa 5, uTo BbI3bIBaeT Bocnanenue kak B HHC, Tak u
B CJIFOHHBIX >KeJjie3ax. JlaHHbI (DakT yKa3bIBaeT HA OOLIMIA Ma-
Todusmnonornueckuil Mexanusm mexay bBII u OM.

BwmecTe ¢ TeM npu MccIIe0BaHUM MMCTONIOTMYECKUX MaTe-
puasnos 6onbHbIX BIII B coueTannn ¢ OM oOHapy>KeHbl jeMue-
JIMHU3aLMs U aCTPOLUTONATHUS, T.€. U3MEHEHUs1, bosiee Xapak-
tepuble 1151 OM, yem nast BII [19]. Yro nopTBepKaaeT Hamm-
YyKe B TAKUX CJIydasiX COUYETaHUs ByX OT/IeJIbHbIX 3a00JeBa-
HUIA.

B psige ciyuaes npu BIII pazBuBaeTcst monepeyHsblil Mue-
JIT, yoBJeTBoOpsitolmii KputepusiMm OM U cepono3uTrUBHbIN
1o aHTHUTEeNaM K akBanopuHy. Takoit BapuanT nopaxenust HC
npu BIII no KAMHMYECKOMY TEUYEHHUIO, PEHTI€HOJIOrMUECKUM
M3MEHEHUSIM U IPOTHO3Y He OTIIMYAETCsl OT UCTUHHOIO 3a6071e-
Banust OM [20]. [IpuHrmasi BO BHUMaHUE, YTO aHTHUTENA K aK-
BaoprHy He BBISBIsIOTCS Y 60mbHbIX BIII 6e3 HeBpomorunye-
CKOW CUMITOMATHKH, OOJIBIIMHCTBO CJIy4YaeB XapaKTePHOro
Bosyieuenust IHC B nmaronoruyeckuii mpouecc siBJIsSIOTCS. Ma-
nudecragueit OAP, a e nopaxenuem IIHC B pamkax BIII.
B nacrosiiee Bpems He sicHO, siBrsieTcst i OM HeBpoJsoruye-
ckuM nposieiienneM BIII, aTo nepekpecTHbI CUHAPOM WU Xe
3TO JIBE OTAEIIbHbIE HO30JI0ruK. Llenecoo6pa3HbIM npejcTas-
nsieTcs oocnenoBanne 6oabHbIX ¢ BIII npu oGHapyskeHnn ova-
T'OB IEMMEJIMHU3ALMHI B FOJIOBHOM MO3T'€, Pa3BUTUM MPOJIOIIbHO-
ro NMONepPeyHOro MUEJINTA, MOPAKEHNH 3PUTEILHOIO HepBa Ha
HaJIM4Ue aHTUTEJ K aKBAOpuHy Ayt uckitouenuss OAP.

C 2010 r. akTUBHO 00CY>K/1a€TCsl BO3MOXHOCTb Ha3Haue-
nust PTM npu OAP B xauecTBe Tepanuu nepBoii auanu [21].
OddextuBHocTs PTM npu 3a6o0nesannu OM npojeMoHCcTpu-
poBaHa B psifie HEMHOTOUUCJICHHBIX OTKPBITBIX KIMHUYECKUX
nccaenosanuii [22, 23]. Haznayenne PTM no3sosnuio cyiue-
CTBEHHO CHM3UTb KOJIMYECTBO PELMMBOB 3a NEPUOJ] HaOofie-
Hus oT 12 no 60 mec. B HekoTophix uccnenoBanusx y 60%
GOJILHBIX TOCyenyoIMx obocTpenuit OM He oTMeuanoch Ha
MIPOTSIKEHUN JVTUTEIbHOTO BPEMEHH.

Cy1iecTByeT MHEHHE, YTO MPOBE/ICHNUE JIUILb MHAYKIMOH-
Horo kypca PTM HepocTaTO4HO /7151 MOfIaBJAEHNs aKTUBHOCTH
3a6oseBanyst. [TonbITKY NPOBEAEHUS] €3KETOJHbIX OBTOPHBIX
BBEJICHUI TaKXKe HeJJOCTATOYHO 3(P(PeKTUBHBI, B Psijie CIydaeB
3acpukcupoBano odoctperne OM B Teyenue 12 mec mocie MH-
AYKLMOHHOTO Kypca, CBsi3aHHOe ¢ BoccTaHoBjeHnemM CD19+
B-numdouuntos. B To ke Bpems: HazHaueHue PTM kaxjible 6
MeC CTaGUIM3MPOBAIIO COCTOSIHME GOJIbHBIX M TMPUBOAMIIO K
Pa3BUTHIO TIOJTHON pemuccuu 3aboneBanus [22]. Onucano He-
CKOJIbKO BapUaHTOB MPOBEICHNUS IPOJIEP>KUBAIOLIEH Tepannu
PTM: peundysust 375 mr/m?, korga KosmmdectBo CD27+
B-kneTok namsiti B nepupepuiyeckoil KpoBH IOCTUTHET YPOB-
Hs1 Kak MUHUMYM 0,5% OT MOHOHYKIIeapoB [24], nnu BBefieHe
2 r PTM kaxjibie 6-9 mec, unu korpa CD19+ B-numgouuTsl
BOCCTaHOBSITCS 10 ypoBHs 6osee 0,1% [25]. BeposiTHo, nene-
co00pa3Ho MIaHupoBaTh onpegeneHre CD19+ B-kneTok B qu-
HaMUKe KaxKfble 3 Mec mocye MHAyKIuonHoro Kypca PTM u
NPOBOJUTL MOBTOPHBIE BBEJICHUS NpenapaTa Npu MUHUMAJb-
HOM BOCCTaHOBJIeHUM B-knetok nomyssiunu. Kpome Toro, pac-
CcMaTpHBaeTCsl BO3MOXKHOCTD BBesieHns PTM kakjibie 6 mec fia-
ke nipu noaHoM otcytctBun CD19+ B-knerok B nepudpepuye-
CcKOM KpoBoToke [22]. Takoii pexkum nojjiep>KuBaroienl aHTh-
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Tepanusi puTyKkcumabom y naumeHTkm ¢ boresHsbio Lllerpera

B-kiieToyHO# Tepanuy MO3BOJIUII B HALLIEM Cllydae OTKa3aThCsl
oT uanbﬂeﬁmero Ha3sHAYCHUs UUTOCTATUKOB U CHU3UTDL 103y
'K 1o nonHoi oTMeHbI.

Oc00eHHOCTBIO TeueHus 3a00JIeBaHNsl B IPECTABICHHOM
cilyyae sBISeTCs JIeMKONEeHUs, KoTopasi Habloianachk 1Ju-
TEJILHOC BPEMs 10 pa3BUTHUs CYXOro CMHJIpoOMa U HEBPOJIOrnve-
ckoil cumnromaTuky. ITociie IMMYHOCYNPECCUBHON Tepanuu
I'K n LI® KonmyecTBO JEHKOUMTOB U HEUTPO(PUIOB HOPMAIIH-
3oBasiock. OHako B fanbHenmem Ha ¢gone Tepanun PTM neii-
KOIIEHMsI BO30OHOBUJIACH U npnoGpena TECHICHUUIO K Pa3BUTHUIO
aHIPaHyJIOLKTO3a 10CjIe BTOPOil NOoAep KUBatoLLell nHpY3un
npenapara. KonmuecTBo HeNTPO(UIOB BOCCTAHOBUIIOCH CAMO-
CTOSITEJIbHO Yepe3 HECKOJIbKO MecsilieB. CHIKEHNs] YPOBHS M-
MyHOFJIOGyJII/IHOB, NMOBBILIECHUS YaCTOTbI MHq)eKuMOHHb]X
OCIIOKHEHMII He 0TMedasiock. JleiikoneHnus: — HanboJiee 4acTo
BCTpeuvatouieecs: remarosiorndyeckoe Hapyuienue npu BIII,
onpenensiercst y 30% 6GonpHbIX [26]. Henrrponenus mpu B
CBsI3aHa C BbIPAOOTKOM aHTUHENTPO(UIBHBIX AHTUTEI U KyIHU-
pyercs HazHauennem ['K [27]. Arpanysnonuros (aGcomoTHOe
kosnmyecTBO HelTpodunoB menee 500 ki B 1 M) npu BII
Pa3BUBAETCS PEIKO U SIBJISIETCS MPOSIBJICHUEM COMYTCTBYHOILMX
Heoruasuil. B Hailem ciyyae reMaTOOHKOJIOTMYecKHue Mpuyu-
Hbl HEUTPONEHNY UCKJIFOUEHbI, J0OPOKAYeCTBEHHAs! JIeKoIe-
nust ipu BIII ocnoskHumnack pa3BuTHeM HEMTPONEHUN TIPU Ha-
3HayeHun PTM.
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