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Beenenne. HecmoTps Ha mmuTenbHBI (6osee 20 1eT) OnbIT
MpUMeHeHuUs ipu paccestHHOM ckiiepose (PC) BbICOKOI03HO#
ummyHocynpeccuBHoii tepanuu (BUCT) ¢ mocienyrolieit ayto-
JIOTMYHO# TPAHCIUIAHTALIMEW CTBOJIOBBIX KPOBETBOPHBIX KJie-
ToK (ATT'CK), ocTaercst 601bI110€ KOTUIESCTBO HEPEIIEHHBIX
BOIIPOCOB, B TOM YKCJIe B OTHOLICHUU OTHaJIeHHOM 3 dek-
TUBHOCTH Teparuu.

Ieab ucciaenoBaHusi — PeTPOCTIEKTUBHBIN aHATU3 HOJITO-
cpouHoii adekTuBHOcTH BUCT ¢ ATT'CK npu mmreasHOM
HaboneHny 3a 15 marmeHTaMu ¢ arpeccuBHbBIM TeueHueM PC.

Marepuan u meronst. O6¢aenoBanb! 15 nauentos (6 (40%)
MYX4uH, 9 (60%) XeHIIMH) ¢ PeLUANBUPYIOIIE-PEMUTTUDY-
oM PC (PPPC; n=6; 60%), BTOpUYHO MPOrpecCupyoLInM
PC (BITPC; n=5; 33,3%), nepuuHo nporpeccupymouium PC
(ITITPC; n=4; 26,7%). CpenHuii BoO3pacT Ha MOMEHT HavaJsa Te-
parmuu coctaBui 33 roga (21—40 neT), cpenHsist JTUTETbHOCTh
PC — 4 rona (1—25 net), cpeaHuii THAEKC MPOrPeCcCUPOBaHUS
PC (otHomenue 6amta EDSS na momenT ATIT'CK K miutenb-
Hoctu 3a6oseBanust) — 1,5 (0,15—6,5). BUCT ¢ ATT'CK mpo-
BezeHa B 1999—2012 rr. CpenHsist mpoaoKUTETbHOCTD HAOIIO-
NIEHMSI TIocJIe Tepanuu coctabuiaa 11 et (8—21 rom).

Pesyabratel. [1epen nmposenenuem ATI'CK y Bcex ma-
LIMEHTOB ObLJIO OTMEYEHO 3HAYMMOE MTPOTPECCUPOBAHUE 3a-
GoJieBaHUs: y 12 MallMEHTOB CpeHee 3HAUCHUE IO LIKaJe
EDSS 3a 2 roma no ATT'CK coctasuio 5,0 (2,0—7,5) 6anna,
3a lrog— 6,0 (2,0—8,0) 6ana, 3a 1 Hen no teueHust — 6,5 (2,0—
8,5) 6ara. IToce ATTCK crycrst 1—6 mec 'y 80% (n=12) na-
LIMEHTOB YCTAHOBJICHO CHYDKEHUE MHBATMAM3auu Ha 0,5 6as-
na (0,5—2,0) oo 6,0 6auros (1,5—7,0), y 20% (n=3) ormeue-
Ha crabunusauus EDSS na yposue 6,0 6auios (5,0—6,5),
Hapactanusi EDSS He oTMeueHo HU y Koro. B mocnenyio-
mue 6 mec (7—12 mec nmociie ATTCK) y 40% (n=6) manu-
eHToB O6amn EDSS causuics eme Ha 1,5 (0,5—2,0) no ypoB-
Hs 4,0 6ama (1,5—35,5), y 40% (n=6) cTabuin3upoBajcs Ha
ypoBHe 6,25 6amna (1,5—7,0), ay 20% (n=3) yBeauuunics
Ha 0,5 6ama o 6,5 (6,0—7,0) 6auta. B nanbHeiiinemM, B Tede-
Hue 4 ner (coycrs 2—5 net nmociie ATT'CK), y 20% (n=3) ma-
eHToB 6a EDSS causuincs emre Ha 2,0 (1,5—2,0) mo ypoB-
Hs 3,0 (2,0—3,5), y 46,7% (n=7) — cTaOWIM3MPOBAJICS Ha
ypoBHe 4,0 6aa (1,5—8,0),ay 33,3% (n=5), HanpoTuB, ycTa-
HOBJICHO TTOBBILIeHWe MHBamuau3anuu Ha 0,5 6amra (0,5—1,5).
B otmanennom nepuone (coycts 6—10 et mociie ATTCK)
y 40% (n=6) naumenToB 6ann EDSS ocraBaicst cTabuiIbHBIM
Ha ypoBHe 2,0 (1,5—3,5), ay 60% (n=9) nauueHToB Mpou30-
1IJIO He3HAUYUTEJIbHOE YBEJIMUEHUE MHBaIUAM3auu Ha 0,5—
7,5 6anna (4,5—9,0).

BeiBoabl. Pe3ysibTaThl peTpOCIIEKTUBHOTO UCCIIEI0BaAHUS
CBUJIETEJICTBYIOT O NOJTOBpeMeHHOM (DoJiee 6 JieT) 3ameie-
Huu niporpeccupoBanusi PC y GoJIbIIMHCTBA MALIMEHTOB C He-
KypabeJbHbIM arpeccuBHbIM TedyeHueM PC. Cpenu nauueH-
TOB, Y KOTOPBIX 3a(PMKCUPOBAH CaMblii JTy4IlIMil OTBET HA Tepa-
MU0 U COCTOSTHUE OCTAETCSI CTAOMIBHBIM 10 HACTOSIIIIEE BPEMSI
(40%; n=06), 4 umenu PPPC (cpennwuii 6ayn 2,0 (1,5—3,0)), u2 —
BITPC (cpennmnii 6amn 2,5 (1,5—3,5)). [TonoxutenbHbINM 3P heKT
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B OTHOIIIEHUY TOPMOXeHUs rporpeccupoBanus o EDSS ycra-
HOBJIEH 1pu Beex Turax PC, HO B HanOoJbIel CTeTieHn — TIpu
PPPC, uro kKoppenupyer ¢ 60Jiee HU3KUMU UCXOTHBIMU Oallia-
mu EDSS u 6osbi11eit BbipaXkeHHOCTBIO TTPOIIecca BOCTIATIeHUSI.
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B 2017—2018 rr. B 11 cTtpanax EBporeiickoro coro3sa
(EC) mporen onpoc crenuairucToB MO pacCesTHHOMY CKIIe-
po3y (PC) mo ontuMuzanuu 1MarHocTUKU U jJedeHuwo PC
(EPEMS). B omnpoce nipunsinu yyactrie 350 HeBpOJIOTOB, 3a-
TTOJTHUBIINX €IMHBIN OTIPOCHUK, PE3YIbTAThI OBLIH OITyOINKO-
Banbl (Fernandes O., 2017, 2018). DToT ke ONTPOCHUK OBLI Me-
peBeNeH Ha PyCCKUIL sI3bIK ¥ Bamnau3upoBaH. B ompoce B Poc-
cuiickoii @enepaunu (PP®) mpuHsm yuactre 35 HEBPOJIOTOB
u3 22 pernoHoB cTpaHbl. M3 HUx 37% paboTaioT B MHOTOIPO-
bunbHBIX GonbHULIAX, 20% — B KIMHUKaX U Kadenpax By-
30B, 23% — B cieunanu3upoBaHHbiX PC 1ieHTpax (0Tae/eH -
sIX, KabuHeTax); 52% ONpOIIEHHBIX CMOTPSIT KaXAbIA MeCsII]
6omee 50 6onbHBIX PC.

Ilepsas kaunuueckas cumyayus Kacanach BeneHust PUC
y XeHIuHbI 31 roma. B kauecTBe IMarHOCTUUECKOTO MUCCIIENO-
BaHMUsI TOJIbKO 46% HeBposioroB PMD pekomeHIoBaIM aHATU3
L CXK na onuroxinonanbHbie 1gG (B crpanax EC 78%), Toinb-
K0 54% nposest MPT crimtzoro mo3sra (B8 EC 80%). Enunoe mue-
Hue nipu PUC He Haznauats [TUTPC (89% B PO 1 96% B EC),
Ho B 100% — npoBoauth nuHamuveckuit MPT-koHTpoJIb (B
EC 94%), npuuem 37% cnenanu 6b1 nosrop MPT rosioBHOTO
Moasra uepe3 3 Mec, 60% — uepes 6 mec, 54% OMHOBpEMEHHO
661 ipoBein 1 MPT-uccinenoBanue cimHHOro Mo3ra. 94% He-
BpoJioroB u3 P®D mipu BeIsiBIeHNH Ha TToBTOpe MPT akTHBHBIX
Gd+ouaros nocrasuiu 661 tuarHo3 PC u Hauanmu crienguyeckoe
JieyeHure, 69% B Takux ciydasix pekomeHaoBaiu aHanu3 LICXK.
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Bmopas xaunuueckas cumyayus — KWC B Buge orm-
THYECKOIO HEeBpUTA Yy XeHIIUHEI 24 set, 100% ompoiieH-
HbIX 1 B P®, u B EC nipoBesin 661 MPT, nomoaHuTebHbBIC
CepoJIOTNYecKre U OMOXUMUYECKe UCCIeAOBAHUS KPOBU
(99% B P® u 88% B EC), MPT criunnoro mosra (91% s PO
u 74% B EC), 3puTenbHble BEI3BaHHbBIE MOTEHLIUAE (86%
B P®, 70% B EC). CienoBarenbHo, HeBposioru B PD Goiee
aKTUBHO HAa3HAYAIOT IOMOJHUTEIbHbBIE UCCIENOBAHUS TIPU
KHUC. Eciu B EC 100% nasuauyanu [IUTPC, To B PO KM C
He SIBJISIeTCS TOKAa3aHUEM TSl HAa3HAYSHUST Teparuy U HU OIVH
M3 orpolneHHbIX He HazHauua 661 [IMTPC no okoHuaHus
ob6cienoBaHus u ycraHosinenus nuaruo3a PC. Enunoe Mue-
HUe — HeoOxoauM KoHTpoiab MPT (94% 8 PD 1 89% B EC),
nipuueM 91% HeBposioros u3 PM pekoMeH10BaIM MOBTOPHOE
ucciieioBaHue B mipenesiax 6 Mec. PecroHaeHThl 0OpaTuin
OBl BHUMaHUe Ha HecTieHu(pUIeCKre CUMIITOMBI, TAaKNe KaK
XpOHUYECKasl yCTaJloCTh, nernpeccust u np. — 1o 46% B PO
u EC. 97% neBposioros PO nipoBesiu Obl B TAKOM CITydae UCCIie-
noBanue LICXK Ha omurokimonanbHbie IgG. Ecnu ipu moBTO-
pe MPT 6bu1 xots1 Ob1 onuH akTuBHBII Gd+ouar, 10 94% He-
BposioroB B P® mocraBuiu 661 nuarno3 PC u Havanu Kypc
TTUTPC. B muiaHe mpenapaToB IepBOTO BEIOOpA B IIPEIIO-
KEHHOU KIMHUYECKOI CUTyalluy OOJBITMHCTBO PEKOMEH-
noBanyu Kypc nHbeKUnoHHbIX IIMTPC: mo 60% — riatupa-
Mepa aleTaT WM BRICOKOOO3HbIe UHTEpGhEPOHbI-f3, 57% —
MernJUIMPOBaHHBIN MHTepdepoH-[3. Bpauu B crpanax EC
czeany Takoi xe BeIOOp: 61% HazHavanu Gbl MHBEKIIMOH-
nble [TUTPC, 19% — numertundymapat (B PD 9%) u 13% Te-
pudaynomun (8 PO 10%).

Tpemuii kKaunuveckuii npumep — TUTTUYHOE PEMUTTU-
pywouiee TeueHue PC (PPC) y manimenTa 25 net. B nanHOM
ciyuyae 100% HeBposioroB PO nposonuiu 661 Kype [TUTPC
(B EC 82%), unbekuuounusie [TUTPC ucnonbzoBa-
mm 51% B P® u 46% B EC, MPT-koHTpOb Yepe3 6—12 mec
niposesiu 661 100% B PD 1 89% B EC. CiienoBaTeibHO, HEBPOJIO-
v PO 6onee aktuBHO HabmoaloT 3a manueHTamu ¢ PPC. Ecu
HeT U3MEHEeHUI B COCTOSTHMY MalMeHTa Ha TTPOTSIKeHWH S JIeT,
TO mpoaoskuIn Obl Teparnuio 94% B PD 1 86% B EC. Ipu He-
OTNTUMAILHOM OTBETE Ha TePATUIO Y COXPAHEHUN 000CTPEHMI
TpernapaTroM IMepBoro Beioopa HeBposioru P® HazBanu HaTa-
nusyMab — 25%, okpenusymab — 16%, anemrysymab — 11%.
Eciu Ha MPT uMerotcs mpu3HaKu JIOKaIbHON U b dy3HOI
aTpodun, To 24% yxe npeanouwsiv Obl OKpeIn3yMad, HaTaau3y-
Mab — 16% u anemty3ymad — 13%. [liist cCMEeHbI Tepanu Hajiu-
yue Tpex HoBbIX o4yaroB Ha MPT u Gosee SBMI0CH 1OCTATOYHBIM
kputepueMm st 57% Hesposioros u3 PO (63% B EC), 1—2 Ho-
BbIX ouara — juis1 26% B P® 11 23% B EC. CyliecTBeHHOE OT/IH-
Yyue B TAKTUKE BeJeHUSI: IPY COXPAHEHUY OTHOTO 0OOCTPEHUSI
Broa 70% cmenunu Obl ipernapar B P®, a B EC — tosbko 36%.
Ipu HamuUM ABYX 0OOCTPEHUIA B TOIl CUTYyallHs BBIPABHUBA-
etcst: 44% B PO u 55% B EC.

Yemeepmoiii kaunuueckuii npumep. Ilpn HacTymJIeHUU
BITPC (keHimHa 48 j1eT) 60JIbITMHCTBO HEBPOJIOTOB CMEHU-
sim 6b1 iperiapat (B PO B 89%, B EC B 78%). C MHBEKIIMOHHBIX
TMMUTPC nepesenu naiueHTKy 50% HeBposioroB B PO Ha okpe-
Jnu3yMa0, Ha HaTanuzymadb — 14%, Ha dunronumon — 13%,
B EC Ha nepBoMm MecTe 6bu1 huHronumon — 34%, Ha BTOpoM —
Hatannzymad — 32% (okpenu3ymab B TOT epUO] eliie He ObLT
paspeireH B EC). BaxxHo otMetuts, 4yTo HeBpojoru PO u EC
€IMHOIYIITHBI B HEOOXOAMMOCTH UCTIONb30BAHUS IPYTUX HE-
criennpuIecKNX MapKepoB TSI OLIEHKU AMHAMUKH COCTOSTHYST
6osbHbIX ¢ BITPC (52% B P® u 55% B EC). B ciyyae ITITPC
npoBeaeHUe TroMOanbpHOM MyHKIUKU 1 aHanu3 L CXK aBus-
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eTcst o0si3aTenbHbIM Beszie (94% B PO u 97% B EC), 3BII Ha
BropoMm mecte (86% B PD u 76% B EC). 91% HeBposnoros PO
HaszHauwm 06l JeueHue [TTTPC okpenuzymabom (Tipy HaM-
yun Ga+ ouyaroB Ha MPT — 94%, nipu BbISIBJIEHUU OJIMTO-
kinoHanbHbIX IgG B LICXK — 100%). Obs3atenbHa fMHAMUKA
MPT, noBrop B mpenenax 6 mec nposeiu 061 97% HeBpOIIO-
roB B P® (88% B EC).

B uenom Hago otmeTuTsh, uto B EC paHbIlie HAaUMHAIOT Jie-
yeHue, yxe Ha ctanuu KU C, Ho B P®D uyTh 6osiee akTUBHAs
TaKTHKa BeJeHUS MAlEHTOB, Yallle CTABUTCSI BOMTPOC O 3aMEHe
Teparnuu Tpu HeorrtuMmaibHoM otBete Ha [TMUTPC. Ilo 6ob-
LIMHCTBY BOITPOCOB MHEHME HEBPOJIOTOB, CrielnanncToB 1o PC,
B P® u EC coBmanu.
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[Mopaxenue 3putensHoro Hepsa (3H) ¢ passutuem onrtu-
yeckoro HeBpuTa (OH) MoxeT Habm0naThCs KaK caMOCTOSI-
TeIbHOE 3a00JIeBaHNe, TaK U TIPU paccessHHOM ckiepose (PC),
3ab0JIeBaHUSIX crieKTpa ontukoHelpomuenuta (3COHM),
CHCTEMHBIX 3a00JIEBAHUSIX COENMHUTETbHOU TKAHU C BaCKy-
nutamu 1 ap. Bo Bcex ciryyasx HaOIIOAAIOTCST OCTPBIE MU~
3016l CHUKEHUSI OCTPOTHI 3pEHUST, CKOTOMBI, HApYIIEHUS
LIBETOBOTO 1 KOHTpacTHOTO 3penus. [Ipu nposenennn nud-
depeHunanbHOM AMATHOCTUKY 00paIaloT BHUMaHMe Ha Ha-
yajio 3aboeBaHus (0CTpoe, TOAOCTPOE, TPOTPECCUpYIOIIee),
JUTUTEIbHOCTD HAapYIIEHWS 3peHUST (CEKYHIbI, MUHYTHI, CYyT-
KU1 1 6oJiee), Hau4Iue 60JIeBOTO CUHIPOMA, OMHOCTOPOHHEE
WY IBYCTOPOHHEE MOpPaKeHNe, NU30JMPOBAHHOE UJIN €CTh
CHCTEeMHbIe TPU3HAKU, YIUTHIBAIOT CEMEIHBII aHaMHe3, CO-
MyTCTBYIOIINE 3a00IeBaHUSI, YYBCTBUTEIBHOCTD K CTEPOU-
JlaM, CTeTIeHb BOCCTAHOBJICHUS 3peHUsl. Boiaensior Tunmmna-
HBIN uguonatudeckuit omHodazHbit OH (M3onupoBanHas
neMuenvHu3anus) u atunnyusiii OH, KoTopsiit nnarnoctu-
pytot nipu PC, 3COHM, nndexkuusx (cudwiuc, 6oppenu-
03, Tyoepkyne3, HZV, CMV u np.), rpaHyieMaTo3HBIX 3a00-
JIeBaHUSX (CApKOUI03) U CUCTEMHBIX 3a00JIEBAHUSIX COENIU-
HUTEJIbHOU TKaHU (CUCTeMHas KpacHasl BOJTYaHKa, CHHIPOM
lerpena u np.). B mocienHue roabl cTaau OTAECIHHO BbI-
JEeSITh XpPOHUYECKU PelIMINBUPYIOIINI BOCTIATUTETbHBI
OH (a#ea.: chronic relapsing inflammatory optic neuritis —
CRION). CRION xapakrepusyercss OH ¢ momocTpoii moBTop-
HOI1 moTepeli 3peHus u 60JbI0, oTek nucka 3H moxer npu-
cyTcTBOBaTh (He 00s13aTenbHO). O6ocTpeHust CRION moryt
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BO3HUMKATh B ONHOM IJIa3y (Yalie) uin B 000MX Taa3ax 1mo-
CJIeOBaTeTbHO VI OJHOBPEMEHHO, TIPY 3TOM HET aHTUTE]T
k akBarmopuHy-4. OH cTtepoun-4yBCTBUTETbHBIN (YACTO CTE-
pOMI-3aBUCUMBIIT), IPU 3TOM HE BBISIBISIIOTCS KaKue-J11n0o
CBSI3aHHbBIE HEBPOJIOTUYECKUE, TTIa3HbIE MU CUCTEMHBIE 3a-
6oneBanus. PerpocriektuBHbii nuarHo3 CRION MoxkeT ObITh
rmocTaBJieH, eciau HeT apyroit mpuunHbl OH. ITocne 2013 1.
B JIMTepatype yxe npeactasicHo 6onee 100 ciryuaeB CRION.

[MpuBonum knmHudeckuii ciydait. [lanuent /7., 1992 r.
poxaenusi, B Mae 2019 . ocTpo CHU3WIIOCH 3peHNE Ha TIPaBhIi
7123, HeTIOJTHOE BOCCTaHOBJIeHUE, B iekadpe 2019 r. — cHuke-
HIe 3peHUSsT Ha JIEBBII 1713, HETIOJIHOE BOCCTAHOBJIEHNE, B (heB-
pazne 2020 r. — TOBTOpPHOE CHUKEHUE 3pEHMST Ha MPaBbIii I1a3
nmo 0,1 1, cneBa — 0,3 1. JIpyrux xkano6 Het. Habmonaercst
y HefipoodTaIbMOIOTOB, 3pUTENIbHBIE BEI3BAHHBIE TIOTEHIIN-
anel (3BI1) — nBycTopoHHee yBeamueHue gareHTHOCTH P100,
Ha onTu4ecKoii korepeHTHOI ToMorpadun (OKT) — nBycTo-
poHHsIs1 aTpodust 3puTebHBIX HepBOB. Kypc MeTabonmueckoit
Tepanuu — 0e3 pe3yabTaTa, YIydllleHne Toclie Myabc-Kypca
Metuanpenau3onona. [Iposeneno 3a 10 mec 3 Kypca mynibe-
Tepanuu 1o 5—7 T B/B. B HeBposornueckom cratyce Ipyroi
marosiorun HeT. [1pu MPT BbISBIIeHBI 3 MEIKKMX o4yara rnepu-
BEHTPUKYJISIPHO, BCE pa3MepaMu 10 3 MM, B CTUHHOM MO3Te
ouaroB HeT. [ eHeTnueckoe ncciaenoBaHme: TaHHBIX 32 00JIE3Hb
Jle6epa HeT, AT k akBaniopuny-4 — HeT, AT Kk MOT' (MDA) —
IMOrpaHUYHbIA ypoBeHb — 16,3 (Hopma mo 15 ur/mi), B LICK
BBISIBJIEHBI OTUTOKIIOHANbHEIE IgG, 2-i1 Tt cuHTe3a. [Tomyuan
neyeHue o nosoxay PC, mocrasnen nnarno3 CRION, mokasa-
vt s [TUTPC wer.

BOAE3Hb LUETPEHA C LEPEBPAABHOM
CUMINTOMATUKOM

C.H. boposkos', E.A. PynHa', B.H. I'puropbesa’,
A.A. CmupHos', E.B. MapwmHa?

'®OIBOY BO «[MpUBOAKCKMIA MCCAEAOBATEABCKMIA MEAMLIMHCKMUIA
yHuBepcuteT» Munsapasa Poccun, Huxnuin Hosropoa, Poccus;
IBbY3 «Hosropoackas obAacTHasi KAMHUYecKast GOAbHULA UM.
H.A. Cemawko», HuxHuin Hosropoa, Poccus

SJOGREN’S DISEASE WITH CEREBRAL SYMPTOMS

S.N. Borovkov', E.A. Ruina', V.N. Grigoryeva',
A.A. Smirnov’, E.V. Parshina?

'Privolzhskiy Research Medical University, Nizhny Novgorod,
Russia;

2Nizhny Novgorod Regional Clinical Hospital, Nizhny Novgorod,
Russia

Bsenenne. AKTYyaTbHOCTb KIIMHUYECKOTO HAOIIOACHUS 3a-
KJIFOUAEeTCS B OTCYTCTBUHU JOCTATOUHOTO KOJIMUECTBA ITyOIMKa-
LI O TIOpaXXeHUM LIEHTPaIbHON HEPBHOM CUCTEMBI TIpU 60-
ne3nu llerpena (B ). PacipoctpaneHHOCTh 3a601eBaHUS
cocrasuia 0,1—3,0% B o6iueit nonymsunu. BII — cucrem-
HOE ayTOMMMYHHOE 3a00JIeBaHUE C TTIOPaKEHUEM KeJie3 BHEIlI-
Heil ceKpeluy U IPYTUX OPraHoOB M CUCTeM. 3a00JieBaHIE Ma-
HUDECTUPYET C CYyXOCTH CIMBUCTHIX 000JIOUEK IJ1a3, Hoca, pTa.
[MopaxeHue HEpBHOI CUCTEMBI O0YCIOBIMBACT MYIBTUIUCIIA-
TUTMHAPHBIN TTOIX0I, COBMECTHOE BeIeHHE TTAIIMEHTOB C PEB-
MaTOJIOTOM.

2KypHan Hesposnorum v ncuxuatpum nm. C.C. KopcakoBa, 2020, 1. 120, Ne 7, Bbirn. 2



