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TIpobnema KAUHUKO-UMMYHON02UHECKOU 2emepoeeHHocmU cucmemHuoll kpacHoi éonqanku (CKB) npedcmaegasemces ecoMa aKkmyanbHoll, 6
uacmuocmu couemanue CKB u cundpoma Illeepena (CIII) npedonpedensiem 6onee baaconpusmuulii npoeHO3 U 0COOEHHOCMU Mepanuu.

Ileaw uccaedosanus — oxapakmepuzo8ame KAUHUKO-UMMYHoA02udeckue ocobennocmu covemanus CKB u CIII.

Mamepuan u memooot. B pempocnexmuenoe uccaedosanue exarouero 44 6oavnvix CKB ¢ CII u 356 nayuenmog ¢ CKB 6e3 CIII, eocnumanu-
suposannvix 6 PIBHY «Hayuno-uccaedosamenvckuii uncmumym peemamonoeuu um. B.A. Haconosoir» ¢ 2013 no 2021 e. Jlee epynnovi
NAUUeHmos cpagHUu8at no NPOOOAINCUMENbHOCIU JHCUSHU, KAUHUYECKUM NPOABACHUSIM, 1A00PAMOPHbIM HOKA3AMENSIM U Mepanuu.
Pesyavmamot u o6cyscdenue. Onpedeneruvt caedyroujue peHomunuueckue 0co0eHHOCMuU KAUHUKO-ummyHosoeuteckoeo eapuanma CKB ¢ CIII:
3Hayumo boavutas npodoaxcumenvhocms CKB (p<0,01); 6oaee vicokas uacmoma noauapmpuma (p=0,01) u cundpoma Peiino (p<0,003) 6
dedrome 3abonesanus. Ilpu CKB c CIII 3a epems 6oae3nu uawe, wem npu CKB 6e3 CIII, évia61s1uce nodocmpas KojicHas KpackHas 60A4aHKdA,
cunopom Peiino, nopaxcenue nepugepuueckoii Heproii cucmemol (CeHCOPHAS NOAUHEBPONAMUS U OUCMANbHAS CEHCOPHO-MOMOPHAS NOAUHES -
ponamus), p<0,0001. Cpedu nabopamopuvix Hapyuwienuii y 6oavhoix CKB ¢ CII 6 6oavuem uucne cayuaeé Habaooaiucy Aeiikonenus
(p<0,0001), anmumena k SSA/Ro, SSB/La u pesmamouonuwiii paxmop (p<0,0001). B epynne CKB ¢ CIII npeobradan xporuueckuii apuanm
meuenuss CKB no kaaccugurkayuu B.A. Haconosoil u ommeuanrace 6onee HU3KAs AKMUGHOCMb, He mpedyloujue npogedeHus mepanuu
BbICOKUMU D03aAMU 2ANHKOKOPMUKOUOA08; 8 SMOLL 2pYNNe 3HAYUMO Hauje npumensiucy pumykcumad (p<0,01), uukaogocgan u memompexcam.
3akarouenue. Taxum o6pazom, ycmanoeaeHvl 3HaUUMble KAuHUKO0-1a060pamophble pazauyus mexncoy CKB ¢ CIII u 6e3 CII, nasuuue komopuvix
onpedensiem NPoeHo3, NOOX0O0bL K NAMO2EHeMU1eCKOoil mepanui U MOHUMOPUHSY.
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The problem of clinical and immunological heterogeneity of systemic lupus erythematosus (SLE) is of great interest, especially the combination
of SLE and Sjogren's syndrome (SjS) determines a more favorable prognosis and specifics of therapy.

Objective: to characterize the clinical and immunological features of SLE combined with SjS.

Material and methods. The retrospective study included 44 patients with SLE combined with SjS and 356 patients with SLE without SjS, hos-
pitalized at the V.A. Nasonova Research Institute of Rheumatology between 2013 and 2021. The two groups of patients were compared in terms
of life expectancy, clinical manifestations, laboratory parameters and therapy.
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Results and discussion. The following phenotypic features of the clinical and immunological variant of SLE combined with SjS were found.: sig-
nificantly longer duration of SLE (p<0.01); higher incidence of polyarthritis (p=0.01) and Raynaud'’s syndrome (p<0.003) at disease onset.
Subacute cutaneous lupus erythematosus, Raynaud's syndrome, peripheral nervous system involvement (sensory polyneuropathy and distal sen-
sory-motor polyneuropathy) were found more frequently in SLE combined with S§jS than in SLE without SjS, p<0.0001. Among laboratory ab-
normalities in SLE patients with SjS, leukopenia (p<0.0001), antibodies to SSA/Ro, SSB/La, and rheumatoid factor (p<0.0001) were observed
in a greater number of cases. In the group of SLE combined with SjS, the chronic variant of SLE course according to the classification of
V.A. Nasonova, and lower activity were observed, which didn’t not require therapy with high doses of glucocorticoids; in this group, rituximab
(p<0.01), cyclophosphamide and methotrexate were used significantly more often.

Conclusion. Thus, significant clinical and laboratory differences were found between SLE with SjS and without §jS. They determine prognosis,

approaches to pathogenetic therapy and monitoring.
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Cunnpowm lllerpena (CI) — xpoHU4YecKoe ayTOMMMYHHOE
3a00J1eBaHMe, XapaKTepu3yloleecs TMM@OoIMTapHOi UHOUIBT-
paneit u nucHyHKIMel 9K30KPUHHBIX XKeJle3, YTO MPUBOINT K
Pa3BUTHIO CyXOCTH TOJIOCTHU PTa, [J1a3, B Psijie CIy4yaeB MOJOBBIX
OPTraHOB M KOXHBIX MOKPOBOB. Brimenstor nmepsuunbiii (ITCII)
u BropuuHblii (BCIL) CII, pa3BuBaromuiics B paMKax Ipyrux
ayTOMMMYHHBIX peBMaTHUECKUX 32a00J1eBaHUI — PEeBMAaTOMIHOTO
aptpuTa (PA), cuctemHoi kpacHoit Bomyanku (CKB), cuctemHoit
ckiepoaepmun [1-3]. TlepBast myonukanus o pazputuu CII
npu CKB npunannexur J.M. Heaton [4], aBTOp TTpeanonoxu,
yt0 comyrcTBytomuit CLL criocobeTByeT 60J1ee 61aronpusiTHOMY,
xponnueckomy teueHuto CKB. B psiie mocnenyiomnux nccnemno-
BaHUI ObUIO MOATBEPXKIEHO HAIMYKME OCOOOro KJIMHUYECKOTO
¢denotuna CKB ¢ BCII ¢ npeobiaganreM B KIMHUYECKOM Kap-
THHE MMOPaXeHUsI KOXU U CYCTaBOB Y HEBBICOKOI YacTOTOM IO~
paxkeHWsl BHYTPEHHUX OpraHoB [5, 6]. DnmaeMuoIorndyecKue
acniektbl CKB u [1CII nMeroT Kak HEKOTOPOe CXOACTBO, TaK 1
paznmuuus. Tak, cOOTHOIIeHUE XEeHIIUH 1 MykurH 1ipu [TCII
cocrapisier 20:1, B To BpeMs Kak npu CKB — B cpennem 10:1,
nuk 3aboneBaemoct npu INCIHI npuxomutcs Ha 40—60 ner,
npu CKB — Ha 17—35 nert, pactipoctpaneHHocTb [TICI BbllIe y
npencraButesei 6enoii pacel, a BCII — y adpoamepukaHiieB
[7]. B ximuanueckoit kaptuHe CKB ¢ CIL u I[TCI o6Hapyxku-
BAETCsI MHOTO CXOJHBIX CUMITTOMOB, OJTHAKO €CTh 1 CYIIIeCTBEHHBIE
HECOOTBETCTBUSI: TaK, MOJMCEPO3UT, IIIOMEPYIOHEDPUT U Mopa-
JKeHue 1eHTpasbHoil HepBHO# cuctembl (LIHC) ¢ pazButuem
cynopor u ricuxo3sa rnmpu CKB B coueranuu ¢ CI1I Haboma0Tcst
3HauuTeapHO 4anie, yem npu [ICLI [8§—9]. XoTsa cunapom
«CYXOTO TJIa3a» SIBJSIETCS MPAKTUYCCKU HEOThEMJIEMOI YaCThIO
kimHndeckux nposienenuii CLL, mopaxkeHue pa3TmIHbIX CTPYKTYP
r1a3a HaOmomaetcst mpuoansuTebHo y 30% GonbHbix CKB 6e3
BCIII [10—12]. B T0 ke BpeMst YacTOTa BbISIBIICHUSI KCEPOCTOMU U
y nauueHToB ¢ BCII npu CKB 3HauuTeNbHO BbILIE, YEM MPU
CKB 6e3 CIII [13—16]. CywmecrBeHHbie pasanuus mexay TTCII
1 BCI npu CKB GbUIM ycTaHOBJIEHBI B IBYX OOJIBIINX KJIWHU-
KO-MMMYHOJIOTUYEeCKUX nccnenoBanusix [17, 18]. Tak, mo maHHBIM
Q. Yao u coasr. [17], npu CKB ¢ CILL no cpaBHEHUIO C U30IMPO-
BaHHo# CKB oTMmeuanack 6osiee BbICOKast YacTOTa pa3BUTHS 13-
BEHHOTO CTOMAaTHUTa, HaTnuust antuTes1 K SSA/Ro- u k SSB/La-
aHTUTeHaM; YaCTOTa BBISIBJIEHUST aHTUTEN K ABycriupaibHoi JJHK
(ncIHK) 6buta conoctaBuMoit B 00eux rpyrimnax, a aHTUuTesa K
Sm-aHTUTeHY U aHTUKAPIUOIUIIMHOBBIE aHTUTENA Yallle OOHa-
pyxuBanuch y nauueHToB ¢ CKB 6e3 CII. BaxxHoe 3HaueHue
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IJI KJIMHUYECKOM MPaKTUKU MMeeT To, 4To y 60abHbIX CKB ¢
CII 6bu10 OOJICe IUTEAbHOE TeueHue 0oJie3HU, a AeOI0T Ha-
osmonascs B 6ojee crapiieM Bospacte [18, 19]. 1o HeKoTOpbIM
naHHbIM, pa3sutue CII B Gosblieli cTereHn acCoLUMMpPyeTcst C
TIOAOCTPOY KOKHOW KPAaCHOUW BOJTYAHKOM, YEM C HAUTUYUEM TUC-
KOUJIHOTO TIOpaXXeHUsl Koxu, Oojee xapakrepHoro misi CKB
[20], a yacToTa KOMOPOMAHBIX 3a00J€BaHUIA, B TOM YMUCJIE UH-
dexumii, npu [TCHI 3HauuTenbHo Huke, yeM npu CKB. B o
ke BpeMs nipucoenuHeHue CII k CKB cyniecTBeHHO MOBbIIIAET
puck pa3Butus Jumdpomsl [18, 21]. OnpeneseHHOE CXOACTBO U
pa3nuumsl HaOMIOJAIOTCS M B KITIOUEBBIX 3BEHBSIX IMATOreHe3a
[MCIHI u BCILI mpu CKB. Tak, nponudepalis akTMBUPOBAHHBIX
B-nuMdoLmToB urpaer Kiro4eByio posb B pa3Butuu kKak CKB,
tak u [1CI. M3BecTHO TakKe, YTO B CBIBOPOTKE KPOBU M TKAHSIX
60bHBIX CKB 1 ITCI 06HapyX1BaroTCsI BLICOKME KOHLIEHTpaIUU
nntepbepona (MD®H) I Tuma, 9yTo ykas3piBaeT Ha aKTUBAIIIO pe-
rynaropHbix (akropos (Hampumep, IRF8 u IRF9) u xnetok
BPOXIEHHOTO MIMMYHHOTO OTBeTa |3, 22—25].

Marepuan u mMetoabl. B ucciaenosanue BkiwoueHo 400 ma-
1reHToB ¢ CKB, cootsercTBoBaBLIMX KpuTepusiM SLICC (Systemic
Lupus International Collaborating Clinics) 2012 1. [26], rocriuTa-
ssupoBaHHbIX B PI'BHY «HayuHo-unccenoBaTeIbckii MHCTUTYT
peBmarosnoruu uM. B.A. Haconosoit» (HUUP um. B.A. Haco-
HoBoii) ¢ 2013 mo 2021 r. Bcem maneHTaM MPOBOAMIOCH CTaH-
JapTHOE 00CjIedO0BaHME C OLIEHKOW aKTUBHOCTU 3a00JieBaHMUS
o uHaekcy SLEDAI-2K (Systemic Lupus Erythematosus Disease
Activity Index-2K) [27], uMMyHOJIOTUYECKUX TTOKa3aTeIe, K-
HUYECKOTO ¥ GUOXMMUYECKOTO aHAJTM30B KPOBU, aHATIM30B MOUM
10 YHU(PUIIMPOBAaHHBIM MeTOIUKaM. [ M3ydeHns] HeOOpaTUMBIX
MOBPEXKICHUN OPraHOB MCITOJIb30BAJICS MHIEKC MOBPEKICHUS
(MIT) SLICC/ACR (American College of Rheumatology), KoTopblit
YUUTBHIBAET U3MEHEHUSI B 12 opraHax v cucTeMax, BO3HMKILIME
rocJie HavaJia 3a001eBaHUs U coxpaHsionecs ooee 6 mec [28].
OcobeHHocTH J1e610Ta 60JIE3HU OMUCHIBAJIA B COOTBETCTBUU C
kinaccudukanueit B.A. Haconosoii 1972 1., B KOTOpOii HaYajio
CKB xapakrtepu3syeTcst Kak OCTpO€, ITOI0CTPOE MU XPOHUUECKOE
[29]. ns onpenenenust nanbHeliero reueHust CKB nmpumeHsiiach
kinaccudukauus S.G. Barr — M. Petri 1999 1., cornacHo KoTopoii
BBIIEJISIIOT PELUANBUPYIOLIE-PEMUTTUPYIOIIEe, XDOHMUECKH aK-
TUBHOE TeUeHUE U MeAMKaMeHTO3HY10 pemuccuio [27]. Ctoma-
TOJIOTUIECKUIT OCMOTp C TPOBEICHUEM CHAJIOMETPUU U CHAJIO-
rpacuy OKOJIOYIITHBIX CIIIOHHBIX JKEJIe3 OCYIIEeCTBIISIICS B KOH-
cyJibTaTUBHO-IuarHoctuyeckom nueHrtpe HUMP um. B.A. Haco-
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HOBO#. [To MaHHBIM CHATIOMETPUU KCe-
POCTOMUSI PETMCTPUPOBAIACH IIPU YMEHb-
LLIEHUU caiuBaliu 10 <2,5 MJI B TeUeHHUe
S MMH TIOCJIe CTUMYJISILIMY PACTBOPOM ac-
KOPOMHOBOI KUCIIOTHI. [1JIsT TOATBEpKIIe-
HUS IIAPEHXMMAaTO3HOIO IMapOTUTA Y I1a-
LIMEHTOB C KCEPOCTOMUEN BBIMOJIHSIIACH
Ouorncust Majoi CIoHHOM Xene3bl. Og-
TaJbMOJIOTHYECKOE 00CIIeTOBaHNE BKITIO-
Yyajio MpOBeIeHNE CTUMYJIMPOBAHHOTO Te-
cra lllupmepa st ornpeneicHUs BbIpa-
JKEHHOCTH TUITOJIAKpUMKHM, TIpo6sl HopHa
UTSI OLIEHKH YCTOMYMBOCTH IIPEKOPHEATIb-
HOTO CJI0sI TI0 CKOPOCTH 00pa30BaHMsI Cy-

IToka3arenb

KeHmumHbl/MyX4nHbI, n (%)
Bospacr, roasl, Mto
JlnureabHOCTb 060J1e3HU roibl, Mto
SLEDAI-2K, 6autel, M*c

WII SLICC, 6amuibl, Mto

Taommua 1. XapakrepucTiKa 00JbHBIX ABYX IPYIT
Table 1. Characteristics of the patients in two groups

2-4 rpynna ]
(n=356)

321 (90)/35 (10) -

1-5 rpynna
(n=44)

42 (95)/2(5)
39,75£13,04 34,73£11,66 —
8, 00+6,90 4,75%+1,89 0,01
9,16%6,88 9,83%8,24 —

1,6+1,2 1,9%1,5 =

XUX MSITEH CIe3HOM TUIEHKU Ha POTOBHULIE,
OKpalllMBaHUE OJIUTEJUs KOHBIOHK- %
TUBBI/POTOBUIIBI OEHTATHCKUM PO30BBIM 50
7 QITIOOPECIIENHOM TSI BBISIBIICHUSI CyXOTO 45
KepaTOKOHBIOHKTUBUTA. YMEHbIICHNE pe-
3yabraTta cTUuMyaupoBaHHoro tecta Llup-
mepa 10 <10 MM moATBepKaaa0 HaJaudue
TUTIOJIAaKPUMUH.

CmamucmuuecKuii aHaau3 ocyiecTB-
JISITICST C TIOMOTIIBIO KOMITBIOTEPHOH TTPO-
rpaMMsl Statistica 10.0 mst Windows (Stat-
Soft Inc., CILIA). [TpoBepKka cOOTBETCTBUS 5
pacrnpefiefieHusl Mokasarteneid HopMalib- 0
HOMY 3aKOHY MTPOBOJMJIACH IO BEJIMUUHE
K02(hHUTIMEHTOB aCUMMETPUHN U IKCIIecca
u xputepus KommoropoBa—CmupHOBa.
[1pu HOpMaNTbHOM pacTipeneIeHUH OTpe-
nensiau cpenHee (M) u ctaHmapTHOE OT-
KJIOHeHMe (G), pU pacnpeneieHun, oT-
JIMYHOM OT HOPMAaJbHOTO, — MeIuaHy u
MHTEPKBapTUIbHBIN uHTepBai (Me [25-i1;

p=0,01
25 22

KonunyecTBo nauueHToB

Hedput - "

TMopaxeHue Koxu

p=0,01
44

p=0,003

10

=)
-

opaXeHne HEPBHOM
CHCTEMBI
Tpom603

HapylLeHUs . -
w
B

U CYCTaBOB
[Monauaprput

Cunypom PeitHo
JlumdaneHomnatus I
w

TTopaxeHue KOXu
Temaronornueckue

I

CKB M CKB+Cll

75-i1 nepueHtunun|). Hemapamerpuueckue
CTaTUCTUYECKME METObI (KpuTepuii Bu-
KOKCOHA) MPUMEHSUIUCh B TeX CIyyasix,
KOTza pacrpeesieHle BeIUYMH OTINYa-
JIOCh OT HOpMaJibHOTO. [1py cpaBHEHNM KOJIMYECTBEHHBIX MTOKa-
3atesiell NCIoib3oBajicst KpuTepuit [TupcoHa 2 v ABYCTOPOHHMIA
Z-XpuTepuii, IJ1sl CpaBHEHUsI TIPOLIEHTOB — t-kputepuit CTbio-
nenta, U-kputepuit ManHa—YurtHu, a tTakxe Kputepuii Kpac-
Kena—Yojuiica. 3HaYMMOCTh OTHoIeHus 11aHcoB (O1L) omnpe-
Jensijgach B 3aBUCHMOCTU OT 3HadyeHUi 95% noBepUTETHHOIO
uHTepBasia (JIN); cratuctruyeckass 3HaY4MMOCThb — MPU HATUYUK
obeux rpanuu AW >1 unu <1. Ecau AW Bxutouan 1, nenanu
BBIBOJT 00 OTCYTCTBUY CTAaTUCTUUECKOU 3HaYMMOCTH. 151 omipe-
JeJIEHNsT CTeTIeHU BBIPAaXKeHHOCTH B3aMMOCBSI3M TOKaszaTeseit
MCITOJIb30BAJICS KOPPEISILIMOHHBINM U (paKTOPHBINM aHAIU3.
Pesyasrarbi. CLL 6611 BeisiBieH y 44 (11%) matmentoB ¢ CKB
Ha OCHOBaHMM OTe4ecTBeHHbIX KpuTepues [31]. [1pu nomospeHun
Ha CILI ocHoBaHMEM 151 00C/IeI0BAHUS CTY>KWIIU CIIEIYIOIINE M0~
Ka3aHWsI: XaJI00bl Ha CYXOCTb BO PTY U/WJIN B I71a3aX, TUTIOJIAKPUMUTIO
Y/VMY peliMAVBUPYIOIIUI MTAapOTUT B aHAMHE3e; U/ HaIuIne
aHTHHYKJIeapHoro (akropa (AH®D), pesmatonatoro dakropa (PD),
u/umi antuten K Ro/SSA u/vnu La/SSB. Bee 44 nativeHTa nporwim
00s13aTeNTIbHOE O(DTATBMOJIOTUYECKOE Y CTOMATOJIOTHYECKOEe J0-
obcnenoBaHue uist noaTBepxkaeHust amartosa CIL. Ha ocHoBaHun
pe3yaBTaTOB TPOBEICHHBIX MCCIENOBAHNI XPOHUUECKUI TTapeH-
XMMATO3HBIIA MApOTUT ObLT auarHoctupoBaH y 40 (90%), cyxoii Ke-
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Cumnmomamura debroma npu CKB ¢ CII u CKB 6e3 CIII
Symptoms in debut of SLE combined with SjS and SLE without §jS

PaTOKOHBIOHKTUBHT — y 24 (55%) GonbHbix CKB ¢ nomo3peHneM
Ha corrytetBytouii CLL. CouetaHne mopaxkeHus CITIOHHBIX XKeJe3
1 w1a3 Hadmonanock y 20 (45%) GObHBIX, M30IMPOBAHHOE TIOPAKEHNUE
CIMOHHBIX kesie3 — Y 20 (45%), u301MpoBaHHOE OPaXKeHNE IJ1a3 —
y 4 (10%). TlaumeHThl ObLIM pa3nelieHbl Ha Be Tpymmbl. B 1-10
rpyry Botui 44 6ompHBIX CKB ¢ CII, Bo 2-10 — 356 mareHToB
¢ CKB 6e3 CI11. B ta6. 1 mpuBOomuTCSI CpaBHUTEIbHAS XapaKTepy -
CTUKa JIBYX IpyI 0ojbHbIX. [TalieHTsl 006eux rpyrn ObUih Como-
CTaBUMBI 110 moiy, Bo3pacty, akTuBHOcTH CKB mo SLEDAI-2K,
WI1 SLICC. Ha MomeHT rocniutanuzauuy B KIMHUKY SLEDAI-2K
B 1-i1 u 2-11 rpyImax cocTaBisul B cpenHeM 9,161+6,88 u 9,8318,24
6ayuta, UIT SLICC — 1,6%1,2 n 1,94+1,5 Ga/uta COOTBETCTBEHHO.
JdmatensHocTh CKB OblTa cTaTUCTMUECKW 3HAYMMO OOJIBIIE B
rpymre ¢ CLI (p=0,01).

Yacrora cOOBITHIA, IPEAIIECCTBOBABIINX I€0I0TY 3a00JIeBaHUSI,
y MalLKeHTOB 00erX IPyIII CYIIeCTBEHHO He pasnnvanack. Cpenu
COOBITHIA, CIIOCOOHBIX CITPOBOLIMPOBATH Pa3BUTHE OOJIE3HM, Y
mauuenToB ¢ CKB u CIII 6butn 6epeMeHHOCTh (n=8, 18%), a
TaKke MHQEeKIMOHHbIe 3a001eBaHusT (0CTpasl pecrupaTropHast
BupycHast nHbekuus) u uHcosuus (n=6, 14%). I[Ipuem rop-
MOHAJIbHBIX MEePOPATbHBIX KOHTPALENTUBOB, MepeoxaaxaeHne
M BaKIMHALMs Habmoaanuch coorseTcTBeHHO B 3 (7%), 3 (7%)
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u 2 (4%) ciydasix. Bmecre ¢ TeM nepBbIMU
npu3Hakamu 3a0ojieBaHus B 1-ii rpymiie
(CKB ¢ CII) vamie, yeM Bo 2-ii rpyrre,
obuTu moaptput (n=19, 44%; p=0,01)
u curgpom Peitno (n=10, 22%; p=0,003).
Hu y omHorO matvenTa 1-if rpynisI B ae-
O1oTe 3a00s1eBaHus HEe HAOII01a10Ch N30~
JIMPOBAHHBIX KOXHBIX MPOSIBICHUN W
TpoMOO30B (CM. PUCYHOK).

ITpusHak

AJtorienust

CuHapom PeiiHo

CoyeraHue MopaxeHusl KOXM U I10- Backyur
JIMapTpuUTa B 1€0I0TE BhIsIBIEHO Y 6 (14%)
oonpHbIX CKB ¢ CII. Homuaprput
Cpeny KIMHUYECKUX MPOSIBICHUI y Topaxene Jerkux
nauveHtoB ¢ CKB ¢ CII 3a BpeMs 60-
JIE3HU Yallle BBISBJISUIMCH ITOIOCTpast KOX- TMopaxenue [ITHC

Has KpacHas BoydaHka (18%), cuHapom
Peiino (40%), nopaxenue nepudepuye-
CKOI1 HEpPBHOI CUCTEMBI (CEHCOPHAsI 10~
JIMHEBPOIMATHS U IUCTaIbHAsI CEHCOPHO-
MOTOpHas nojauHeBpomnatus — 20%, B oT-
Jruue ot nauueHToB 6e3 CII, y KoTopbix
9TU TIpU3HaAKu BcTpeyasiach B 1, 14 u
3% ciydaeB coorBercTBeHHO (p<0,0001;
Ta6x. 2). [Mopaxenue LIHC mpu CKB ¢
CLL mposiBsiIIoch MUTPEHETIOA00HOI To-
JIOBHOI1 GOJIbIO ¥ BCTPEYAIOCh PEXe, YeM
y maiueHToB 2-i rpynisbl (p=0,05).

Hopa}l{el—mc ToYEeK

IMopaxeHue JIerkux ¢ pa3BUTUEM UH- ITpusnax
TepcTullaibHOro mHeBMoHuTa npu CKB
¢ CIII otMeuanoch CTATUCTUYECKY 3HAUH - Anemust
Mo vaie, yem B rpynmne CKB 6e3 CILL ;
(cooTBeTCTBEHHO B 13 1 5% ciydaes; Jeitkonenus
p=0,03). TpombGo1uTONEeHS

Cpenu y1abopaTOpHBIX HapylLIeHUM
npu CKB ¢ CIII B 6osbleM yucie ciy- Amntnrena K SSA/Ro
yaeB, ueM npu orcyrcTBun CII, Ha60-

Antutena k SSB/La

nanuck aeiikonenus (p<0,0001), mo3u-
TUBHOCTb 10 aHturenaM K SSA/Ro, PD
SSB/La u P® (p<0,0001; tad:. 3).

B obeux rpynmnax npeo6iaaano pe-
LUIVBUPYIOIIE-PEMUTTHAPYIOIIEE TeUeHUE
3a00JieBaHUSI, KOTOPOE BCTPEUAIOCH Y
76 u 86% mauKMEeHTOB COOTBETCTBEHHO,
MpY 3TOM YacTOTa MEAUKAMEHTO3HBIX
pPEMUCCUIl U XPOHMYECKM AKTUBHOTO TEUYEHUS] 3HAYMMO HeE
pasnuyanack. B pediorte B rpynne ¢ CII npeBanupoBan Xpo-
Huyeckuit BapuaHT TeueHuss CKB no knaccuduxkauuu
B.A. Haconogoii (72%), BeisiBasiBILMiiCS yatie, yem ripu CKB
6e3 CII (49%), p=0,01. Octpoe u nonoctpoe TeueHue CKB B
1-1i rpyrime oTMevaioch pexe.

[Ipu aHanu3e Tepanuu, MPUMEHSIEMOI B pealbHON KJIMHU-
YecKoil mpaktuke (Tads. 4), y maiueHToB 00euX TPYIT TakKxke
ObLIU BBIsIBIEHBI paznuyus. Tak, B nedtore CKB ¢ CLL HazHava-
mmch 6osee HU3KMe n103bl 'K (B cpemnem 24,52+21,35 mr/cyr;
p=0,01) u pexe npoBoauiach myiabc-Tepanus 'K (y 29% nanu-
eHToB; p<0,0001). Cpenn IMTOCTATMUECKUX MpernapaTtoB MpU
CKB ¢ CII 3naunmo yvaiie, yuem npu CKB 6e3 CII, ucrnonab3o-
Bamuch 1IP® 1 MT — B 63 u 36% cayuyaes nporus 43 u 11%
ciydaeB (p=0,01 u p<0,0001) coorBercTBeHHO. PTM HazHauamcs
noyioBuHe 00abHBIX CKB ¢ CIII, yTo 0bJ10 3HAYMMO Yallle, YeM
Bo 2-i1 rpymnrie (p=0,01).

Anturena k ac/JTHK
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XpOHUYECKHIA MAPEHXUMATO3HBbIIA TAPOTUT
|

AHTHUTENIA K SM-aHTUTEHY

Tabauna 2. YacToTa KIMHAYECKUX NPOSIBIEHHIA Y ALMEHTOB ABYX rpyn, n (%)
Table 2. Frequency of clinical manifestations in patients in the two groups, n (%)

1-4 rpynna 2-4 rpynna p
(n=44) (1=356)

8 (18) 4 (1) 0,0001
3(6) 47 (13) -

18 (40) 48 (14) 0,0001
6 (14) 67 (19) -

42 (95) 310 (87) -

6 (13) 17 (5) 0,03
3(6) 62 (17) -

9 (20) 10 (3) 0,0001
5(11) 187 (52) 0,0001
24 (55) 0 (0) 0,0001
40 (90) 0 (0) 0,0001

Tabauna 3. YacTora 1a00PATOPHBIX HAPYIIEHHI Y TANMEHTOB ABYX rpym, n (%)
Table 3. Frequency of laboratory abnormalities in patients of two groups, n (%)

1-s rpynma 2-s1 rpynma p
(n=44) (n=356)

18 (43) 177 (49) —

31 (70) 144 (40) 0,0001
8 (18) 106 (29) —

41 (93) 13 (4) 0,0001
15 (35) 11(3) 0,0001
12 (27) 7(2) 0,0001
15 (34) 291 (82) 0,0001
20 (45) 17 (5) 0,0001

Takum oOpa3om, B pesyabraTe MCCIEAOBaHUS ObUIM BbI-
SIBJICHBI crenyiolne HeHOTUMUYecKre 0COOEHHOCTU KIMHU-
Ko-uMmmyHosornyeckoro Bapuanta CKB ¢ CIIL: 3Haunmo 601b-
wast npogoxkurenbHocth CKB (p<0,01); 6osiee yactoe BO3-
HUKHOBeHue nonuaptputa (p=0,01) u cunnpoma PeiiHo
(p<0,003) B mebroTe; OobllIasi YacTOTa MOMOCTPON KOXKHOI
KpacHOI BoJlYaHKM, CMHApoMa PeitHo, mopaxeHus mepude-
pUUYECKOI HEpBHOI CUCTEMbI (CEHCOpHAsl MOJMHEBPOMNATUSl U
JMCTalIbHAsi CEHCOPHO-MOTOPHAs! IMMOJIMHEBPOIATHS) Ha MPOTSI-
XKeHUu OosiesHu, B otiimuue oT nauueHtoB ¢ CKB 6e3 CII
(p<0,0001). XpoHUUYeCcKHUii MapeHXMMATO3HbBII MAPOTUT UMEJICS
y 90%, a cyxoii KepaTOKOHBIOHKTUBUT — y 55% GoabHbx CKB ¢
CII. B rpynmme CKB ¢ CI1I npeo6aamxan XpOHUYECKUI BapuaHT
neorora CKB no knaccugukarmum B.A. HacoHoBoit 1 Habmonanach
0oJsiee HM3Kasi aKTUBHOCTb, He TPeOYIOLI1e MPOBEIEHMUSI TEPATTUU
BbicokuMHU no3amMu ['K; B aT0it rpyrime 3Ha4MMO yvaiile mprumMe-
asmieh PTM, LD u MT (p<0,01).

Cospemennas pesmamonoeus. 2023,17(4):50—56
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Taommua 4. @apmakorepanus (3a Bech mepuo 00/1€3HH) y NANMEHTOB ABYX Py
Table 4. Pharmacotherapy (throughout entire disease duration) in patients from two groups

Boile, yeM nmpu CKB 1 PA, T. e. pazButne
JIMM(pOMBI acCCOLIMUPYETCs C HeOIaronpu-

ITpusHak 1-s rpynna 2-4 rpynna P SITHBIM >KM3HEHHBIM TporHo3oM. [lpe-
(n=44) (n=356) JUKTOPAMU Pa3BUTUSA JTUMGBOMBI IIpU
TK nipu Beprdukawm muarnosa, wr, Mo 24,52421,35  33,34422,02 0,01 TICLI spnsiotes anTutena Kk Ro/SSA,
La/SSB, rumepramMMarioO0yJIMHEMUSI,
ITynse-teparmst 'K 12 (29) 213 (60) <0,0001 KPUMOTJIOOYIMHEMUS, HU3KUIA yposeHb C4

1 28 (63) 156 (43) 0.01 u C3, a takke neiikorieHus [31—33].
OcTaHOBMMCSI Ha HEKOTOPBIX OCO-
A3A 7(16) 74 (21) _ oeHHocTsix nmaroreHesa CKB u TTCLI.
B panHux pabGoTax, MOCBSIIIEHHBIX W3-
MM® 511 79 (22) - yueHMIo cBoeobpasus naToreHe3a CKB ¢
MT 16 (36) 10 (1) <0,0001 CILI wim 6e3 CI, Hapsimy ¢ KIMHUYE-
CKUMU PA3NTUYUSIMU MEXIY STUMU TPYTI-
KX 29 (67) 237 (66) - MaMu ObLIW BbISIBJICHBI U pa3inyus B ya-
CTOTE UMMYHOJIOTMUECKMX MapKepoB. Tak,

PTM 22 (50) 114 (32) 0,01

IIpumeyanne. [laHHbIe peacTaBIeHbI Kak n (%), eciu He ykazaHo uHave. ['K — riokokopTu-
xounsl; LI® — nukinodocdan; A3A — azatuornpud; MM® — mukodeHonarta Mobetun; MT —

mertorpekcat; KX — ruapokcuxiopoxut; PTM — putykcumao.

Ob6cyxnenne. Kimmauko-ummyHonorndeckuit henorurr CKB
¢ CIL 66wt BoIsiBIIeH y 44 (11%) u3 400 maumentos ¢ CKB, uro
COOTBETCTBYET JAHHBIM paHee MPOBEIEHHBIX MCCIEAOBaHUI, B
kotopbix yacrota CII npu CKB Bapeuposanacs ot 8 10 19%
[1=3]. Tpynmsl 60nbHBIX CKB ¢ CII 1 CKB 6e3 CIL 6111 noJ1-
HOCTbIO COIMOCTaBMMBI MO MoJy, Bo3pacty, aktuBHocTu CKB,
Hanmmuuio nospexaeHuit. JnurensHocte CKB 6buta 3HAUMMO
ooubiire B rpymre ¢ CII (p=0,01). 3HaunMble pa3auauss MEXKIy
rpynmnaMu ObUIM YCTaHOBIICHBI Mpu aHanu3e aeotota CKB. Tak,
B nedrote npu CKB ¢ CII mno cpaBHenuio ¢ CKB 6e3 CI
3HAYMMO Yallle BCTPeYaanuch IMTOJIMapTPUT U CUHAPOM PeitHo, HO
CYIIIECTBEHHO peXke — MopakeHne MoYeK, W TTOJTHOCThIO OTCYT-
CTBOBAJIM TaKMe KITMHUIECKUE TIPOSIBIIEHNSI, KaK N30JIMPOBAHHOE
TOpaKeHUE KOXU U TPOMO03bl. Cpen KITMHUYECKMX TIPOSIBICHU T
npu CKB ¢ CII 3naunmo yvamie, yeM rpu CKB 6e3 CIII, BbI-
SIBJISTUCH TIONOCTPasl KOXHasl KpacHasl BOJIYaHKa, CUHAPOM
PeitHo, mopaxeHue neprudeprnyeckoil HEPBHOM CUCTEMBI (CeH-
CcOopHasl TIOJIMHEBPOIATUSI U JAUCTATbHAsT CEHCOPHO-MOTOpPHAs
noauHeBponarust; p<0,0001). OrmeTnm Takxke, uto mpu CKB ¢
CILI namnoro vaie, yueM rpu CKB 6e3 CI1, Habmoganuck mo-
pakeHue JIeTKUX M0 TUIY UHTEPCTUIIMATIbHOTO ITHEBMOHUTA (CO-
OTBEeTCTBeHHO B 13 1 5% ciydaes; p=0,03), a Takke MmopaxkeHue
I71a3 ¥ CJTIOHHBIX XKeJTe3. AHATOTMYHBIE KIIMHUYECKUe OCOOCHHOCTU
CKB ¢ CIII ontucansl B psifie 3apyOeXKHBIX M OT€UEeCTBEHHBIX UC-
cienoBaHuii [5, 6]. Cpeny reMaToOIOTMYECKUX HAPYLICHUI TTpU
CKB ¢ CII gamie, yem ipu CKB 6e3 CIII, otmMevanach Jieiiko-
nieHust (B 70 u 40% cnydaeB coorBeTcTBeHHO; p<0,0001). ITaTor-
HomoHnyHoii st CKB ¢ CI1I 66112 BbIcOKast YacToTa BbISIBJICHUS
antuten K Ro/SSA u La/SSB u P® (p<0,0001). Mo cpaBHeHUIO
¢ CKB 6e3 CII npu CKB ¢ CI1I 3Haunmo pexe 00HapyKMBIUCh
antutena K JJHK u Sm-anrtureny. Y maumnentos ¢ CLL octperit
BapuaHT neb6iota CKB BeTpeuasnicst mpakTuiecku B 2 pasa pexe,
yeM nipu CKB 6e3 CI1I, u, HarpoTuB, IIpeod1a1aaio XpOHUIECKOe
TeueHne CKB no kiaccugukanuu B.A. HacoHoBoii. bonee n100-
pokauecTBeHHbIN xapakTep TeueHuss CKB ¢ CII u criekTp BbI-
SIBJIEHHBIX JTAOOPAaTOPHBIX ITOKAa3aTeseil B HallleM NCCIeI0BaHNT
TPAKTUYECKU TTOJTHOCTHIO COOTBETCTBYIOT JTAHHBIM 3apy0esKHBIX
aBTOPOB |3, 4]. Y 44 o6¢cnenoBanHbIx HamMu 60bHBIX CKB ¢ CII
He BbISIBIEHO HU OHOTO CJy4yasi pa3BuUTHsi 1nMdombl. [1o taHHbBIM
psina pabot, yactota pa3Butus auMmdom ripu [TCILL 3HaunuTebHO

Coepemennas peemamonoeus. 2023;17(4):50—-56

A.N. Baer u coasr. [34] Ha ¢doHe Goiee
YaCTOTO BBISIBIICHSI TIOBBIIIIEHHOTO YPOBHS
anturen Kk JIHK npu CKB 6e3 CLI no
cpaBHeHu10 ¢ CKB ¢ CIII (cooTBeTCTBEHHO
59,11 45,4%; p<0,001) B mocnemHeit rpyrm-
e 3HaYMMO yvalnle oOHapyxXuBaju aHTuTesaa K Ro u La, uzonu-
POBAHO WJIM B COYETAHUM JIPYT C IPYTOM.

Kacasch Bo3amoxxHoro yyactus ayroanturesn Kk PHK-cBs-
3piBatolieMy 6enky Ro60/SSA B matorenesze CKB u CIII,
ceoyeT OTMETUTh, YTO IMOCeaoBaTeIbHOCTh Ro60 273—289
(Ro0274) aBnsierca B-xierounbiM anutonoMm Ro60, a anturena
K HeMy uMennch y yactu naureHTos ¢ [TCII [35, 36]. Cpenu
pa3InyHbIX MexaHU3MOB UMMyHornaroreHeza CKB u CL ueHt-
paJbHOE MECTO 3aHMMAalOT HapYIIEHWS PEeryysiliuy CUHTe3a
WU®H I tuna [37—40]. UzBectHO, uTo ITCII cBa3aH ¢ moau-
Mopdusmamu u nipodunssmu akcnpeccu MPHK, koTopblie yka-
3bIBAIOT HA YCUJIEHHBIN BPOXIEHHBIA UMMYHHBII OTBET U UM-
MyHHBI# otBeT HAa UDH I tuma [37, 38]. DTOT OTBET KOppeau-
poBai ¢ curHatypoit UDH I tuma. B 1ieom pe3yabraTel cucre-
MaTUYeCcKOTO aHajin3a CBUAETEJbCTBYIOT O HaJUUUM CYIIe-
ctBeHHOU akTuBauuu mytn MOH [ Tuna npenmyiiecTBeHHO
(57—100%) npu CKB u B meHbiieit crernenu (51-70%) npu
TICIIH [41]. TTonaratot, yto npu CKB B pa3BepHyTO#l cTaguu
3a0oyieBaHusT Gosblioe 3HadeHue nmeeT He MDH 1 Ttuma, a
NpyTHe TIPOBOCTIAIUTETbHBIE IIMTOKUHEI [42]. OlieHuBast yuactue
BocnajuTeabHoro marrepHa B pas3putun CKB ¢ CII u 6e3
Hero, G. Ruacho u coaBT. [43] ycTaHOBWIM, YTO CpeTHUE 3HAYE-
Hus1 dakrtopa Hekposa omyxonu (PHO) o, mHTepieiikuHa
(NJ1) 6, MCP4, MIP1B, NJT112/WNJ123p40 u IP10 Gblu BbILIE B
rpyniie CKB ¢ CILI. IMTonaratot, yto npu CKB kak B couetaHuu
¢ CII, tak u 6e3 Hero, a Takke nipu [1CLL Hapsay ¢ obmmMu
KITMHUYECKUMU TIPOSIBIEHUSIMA MUMEET MECTO TeHeTUIeCKUi
(oH co cxomubiMu HLA-acconmanmsiMu, IeiCTBYIOT TAaTOTEHHBIE
MexaHn3Mbl akTuBanu MPH 1 tuma u B-kieTok, pa3sBuBaeTcst
nucperyiasauus (Heto3) HeiiTpodunoB [44]. Y. Wang u coaBT.
[45] BbIsIBUIM CXOHBIE TPODUIU TPAHCKPUTTIIUU U OOLIIUE CUT-
HAaTypbI 9KCTIPECCUM TEHOB, CBSI3aHHBIE CO COOPKOIT HYKIIEOCOM
u remoctazom nipu CKB u [TCILI. J. Imgenberg-Kreuz u coaBT.
|44] mpu uccnenoBanuu MetuaupoBanus JJHK mo Bcemy reHomy
y nanueHToB ¢ CKB u IICII yctaHOBMIM HIMPOKO pacrpo-
CTPAaHEHHYIO O0ILYI0 SMUTeHETUYECKYI0 apXUTEKTypy. HecmoTpst
Ha pa3Hble KIIMHUYECKUE TTPOSIBJICHUSI ¥ IIPOTHO3, TTAIIMEHTHI C
[MCII n 6onbable CKB nMenu cxoxXyo WMMYHOJOTUYECKYIO
APXUTEKTYPY, CTpaTUUKALINST KOMOMHUPOBAHHBIX TIEPBUIHBIX
koropt nauueHToB ¢ [ICIL, CKB u CKB ¢ CII ¢ nomoristo
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ki1actepHoro aHanu3a K-cpemHux BbISIBUJIA ABa DHIOTHUIA, a
JVHAMUKa Moka3areseil MoBpexXaeHus 1 aKTUBHOCTHU 3a0o0Jie-
BaHU 3a 5 JIeT pasiauyaiach MEXIy IBYyMsI 9HAOTUIIAMU. DTU
pe3yJbTaThl MOTYT OBITh MOJIE3HBI UISl BBICOKOTOUHOM nudde-
pEeHILIMAUU UMMYHOJIOrMYeckux npoduieit nanuentos ¢ [TCIHI
u 6opHBIX CKB 11pu onipenenieHnM 1e/1eBbIX TepaneBTUIeCKIX
MoaxonoB [46]. ABTOpBI MpeiaratoT HOBYIO KiacCudUKALINIO
(pexnaccudukaiuio) nanueHton ¢ [ICI, CKB u CKB ¢ CIII,
OCHOBaHHYIO Ha YHUKaJIbHBIX UMMYHHBIX CUTHATypax nepude-
pPUYECKOU KPOBU, KOTOPbIE MPEACKA3bIBAIOT OTYETIMBYIO 10 -
TOCPOYHYIO aKTUBHOCTb 3a00JIEBAHUS U TPAEKTOPUU MOBPEXK-
NEeHWs y TTAIlMeHTOB ¢ HU3KOW aKTUBHOCTHIO O0JIe3HM WK 6e3

Hee. JIBe TpynIibl MAllMEHTOB (3HAOTUIIBI), COOTBETCTBYIOIINE
OINMCAHHBIM 3[1€Ch TMarHOCTUYECKUM TPaHULIAM, SIBJISIIOTCS Ha-
NIe>KHBIMU, TIOCKOJIbKY OHU ObLJIM TTOJIYYE€HbI B pe3yJIbTaTe KOM-
IJIEKCHOTO aHajn3a ¢ HeCKOJbKUMU 3TallaMU TepPeKPEeCTHOM
MmpoBepku. [Ipy 3TOM MCIONIb30BaHKME MAIIMHHOTO OTOOpa U
TMPOBEPKU MAIIMEHTOB MOXKET OKA3aThCs ITOAXOISIIEH CTpaTerneit
IIJIST OTIpEACIICHUS TeparieBTUUECKMUX TTOIXOI0B.

3akmouenne. B HallieM rccieroBaHUM ITPOAEMOHCTPUPOBAHBI
CYILIECTBEHHbIE KIIMHUKO-JIa00pATOPHbIE PA3INUUS MEXKITY OOJTb-
HeiMmu CKB ¢ CI u 6e3 CIL. Bty pa3nuuust UMEIOT 00JIbIIoe
3HAUYE€HWE JUIST OLIEHKM MPOTHO3a, TeUCHUs, MOHUTOPUHTA W
BBIOOpA METOIAa TTATOTCHETUIECKOM Teparnu.
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