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Y nayuenmos ¢ cucmemnoii ckaepodepmueit (CCI), nosumusnoix no aumumenam k Ul-pubonykaeonpomeuny (anmu-UIPHII), 6 kaunuue-
CKOIl kapmuHe u meueHuu 60Ae3HU UMErOMCs 0COOeHHOCMU: npeobaadaem AUMUMUPOBAHHAS POpMA 3a001e6aHUS, HA NePEblil NAAH GbICIY-
naem 60CNaAUmMenbHoe NOPAdCeHUe CyCmasos u Moliil, a KOJcHble nposeaehus caabo evipaicenvl. C évicokoti uacmomoii (68%) eviseasiem-
€5 UHMePCMUUUANbHoe nopacerue neekux. TIpu s5mom aymoummyHrHblil RpoQUAb 6 OGHHOIL epynne Mano U3y4eH.

IJeab — uzyuums yposersv ochosHbix aymoarnmumen (aymoAT) y nauuenmos ¢ CCI, nozumuenvix no awmu-UIlPHII, u cpagrnums ux uacmo-
my 6 daHHoll epynne u 6 epynnax navuenmog ¢ penomunamu CCJI, accouuuposannvimu ¢ aumuyenmpomepuvimu anmumenamu (ALIA) u an-
mumenamu k monouzomepase I (anmu-Scl70).

Ilayuenmovt u memoowt. Bceeo 6 uccaedosanue exaroueno 144 6oavhvix, coomeemcmeyowux kpumepusm CCH (ACR/EULAR 2013).
Y 44 60a6nbix, nozumuenvix no anmu-UIPHII, onpedensiauce aymoAT: peemamoudnuiii paxmop (PD), anmumena k yukauueckomy yum-
pyaaunuposanrnomy nenmudy (AL[LI1), Ro (anmu-Ro), La (anmu-La), osycnupanvhoii IHK (anmu-0c/[HK), Sm (anmu-Sm), kapouonu-
nuny (aKJl), eucmuounr-mPHK-cunmemase (anmu-Jo1), anmu-Scl70, PHK-noaumepase I11 (aumu-PHKII-111), AL[A — 6 dgyx moukax.
[Iposeden cpasHumenvubLil ananus ochogHoll epynnol (6oavuvie CCH, nozumuenvie no anmu-UIPHII) u epynn cpasnenus (6oavnbie CCJI, no-
sumueHble no anmu-Scl70 u ALIA).

Pesyavmamot u oocyscoenue. Cpedu nayuenmoes ¢ CC/, nosumuenvix no anmu-UIPHII, uacmo ommeuaromes nepexpecmot (34%) ¢ pesmamo-
udnvim apmpumom (PA) u cucmemnoii kpacroii eonuanxoit (CKB), a makyce couemanue ¢ cundpomom Illéepena (CII; 32,5%). B uccaedyemoii
epynne yacmo evisgasaucy PO (27%), anmu-Ro (41%), anmu-ocJTHK (50%), pedko — anmu-Sm (9%), AL (9%), anmu-La (7%), ALIA
(11%), anmu-Scl70 (9%), aKJI (2%). Aumu-Jo 1 u anmu-PHKII-III He Gbiau evisenerbl Hu y 00H020 boabHo20. Y nayuenmos ¢ CCII, ebicoko-
nosumuenvix no anmu-UIPHII (6oaee 2 eepxuux epanuy Hopmul), docmosepro uauie écmpeyanuce PO, anmu-Ro, anmu-oc/[HK (p<0,01).

B ounamure anmu-UIPHII, evisicaseuiuecs 6 debiome 3abonesanus, coxpansaiuce y 75% ooavnvix. Hcuesnosenue aymoAT nabawodanroce
y nauuermog ¢ ucxodno Huskum mumpom aumu-UIPHII. B epynne 60abubix, gbicokonozumugroix no aumu-UIPHII, npu nosmoprom 06-
Cc1e008aHUU COXPAHANACH 8bICOKAsA yacmoma eviaerenus opyeux aymoAT. [lpu cpasnenuu mpex epynn 0co0eHHOCMbIO OCHOBHOLL 2pYyNnbl
610 6onee uacmoe npucymemeue opyeux aymoAT, naubonsee 3Hauumvimu u3 Komopwix oOviau anmu-Ro. Ux npucymemeue accoyuuposa-
aucwy ¢ CIII.

3akarouenue. boavnvie CCJI ¢ eunepnpodyxyueit anmu-UIPHII, nomumo Kaunuueckux ocobeHHOCmeil, Omau4aomcs om nauUeHmos ¢ oc-
HoeHbimu ghenomunamu CCI boaee uacmoim npucymemeuem opyeux aymoAT. Jlns evicoxonosumuensvix no anmu-UIPHII 6oavhbix xapak-
mepHo cmoiikoe nosviuternue yposteil PO, anmu-Ro, anmu-0cIHK u pedxoe svisienenue CCA-cneyuguueckux aymoAT (ALIA, anmu-Scl70
u aumu-PHKII-111).
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In anti-Ul-ribonucleoprotein (anti-UI-RNP) antibody positive patients with systemic scleroderma (SSD), the clinical picture and course of
the disease have specific features: there is a preponderance of its limited form; inflammatory damage to the joints and muscles comes to the fore;
and cutaneous manifestations are mild. Moreover, a high frequency (68%) of interstitial lung disease is found. At the same time, the autoim-
mune profile in this group has been little studied.
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Objective: to investigate the level of major autoantibodies (autoAbs) in anti-UIRNP antibody positive patients with SSD and to compare the fre-
quency of the autoAbs in this group and in the groups of patients with SSD phenotypes associated with anti-centromere antibodies (ACA) and
anti-topoisomerase I (anti-Scl70) antibodies.

Patients and methods. The investigation enrolled a total of 144 patients meeting the 2013 ACR/EULAR SSD classification criteria. Forty-four
anti-UIRNP antibody positive patients were found to have autoAbs, rheumatoid factor (RF), anti-cyclic citrullinated peptide (ACCP), anti-Ro,
anti-La, anti-double-stranded DNA (anti-dsDNA), anti-Smith (anti-Sm), anti-cardiolipin (aCL), anti-histidyl tRNA synthetase (anti-Jol),
anti-Scl70, and anti-RNA polymerase 111 (anti-RNAP-111) antibodies, and ACA in two points. The study group (anti-UIRNP antibody posi-
tive patients with SSD) and the comparison groups (anti-Scl70 and ACA positive patients) were comparatively analyzed.

Results and discussion. Anti-UIRNP antibody positive patients with SSD were commonly observed to have overlaps (34%) with rheumatoid arthritis
and systemic lupus erythematosus, as well as concurrence with Sjogren’s syndrome (SS) (32.5%). The study group was found to have frequently RF
(27%), anti-Ro (41%), anti-dsDNA (50%) antibodies, rarely anti-Sm (9%), ACCP (9%), anti-La (7%), ACA (11%), anti-Scl70 (9%), and aCL
(2%) antibodies. Anti-Jo1 and anti-RNAP-III antibodies were not detected in any patient. SSD patients who were highly positive for anti-UIRNP
antibodies (more than 2 upper limits of the reference range) significantly more frequently exhibited RF, anti- Ro and anti-dsDNA antibodies (p<0.01).
Over time, anti-UIRNP antibodies detected at the onset of the disease persisted in 75% of patients. autoAbs were observed to disappear in patients
with a low baseline titer of anti- UIRNP antibodies. Re-examination demonstrated that the detection rate of other autoAbs remained high in the group
of patients who were highly positive for anti-UIRNP antibodies. Comparison of the three groups showed that the specific feature of the study group
was the more frequent presence of other autoAbs, among which anti-Ro antibodies were most important. Their presence was associated with SS.
Conclusion. In addition to clinical features, patients with SSD and anti-UIRNP antibody overproduction differ from those with major SSD phe-
notypes by the more frequent presence of other autoAbs. Persons who are highly positive for anti-UIRNP show the steady-state elevated levels

of RF, anti-Ro and anti-dsDNA antibodies and the rare detection of SSD-specific autoAbs (ACA, anti-Scl70 and anti-RNAP-111).
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CucremHas ckiepoaepmusi (CCJL), win cUCTEMHBbIN cKie-
poO3, — Mporpeccupylolee NoJUuCUHAPOMHOE 3a00JIeBaHUE C Xa-
paKTEepHBIMM U3MEHEHUSIMU KOXHU, OTTIOPHO-IBUTATEIEHOTO aIl-
rmapaTa, BHyTPEHHUX OPTaHOB (Cepalia, JeTKUX, MUIEBAPUTETb-
HOTO TpakTa, MOYeK) W PACIpPOCTPAaHEHHBIMU Ba30CTACTUYE-
CKUMU HapylLIEHUSIMU TI0 TUITy cuHApoMa PeiiHo, B ocHOBe KO-
TOPOTO JIeXaT HapylIeHUs] MUKPOLIMPKYJISILUU, BOCIAJICHUE U
reHepayinzoBaHHbIi Grodpo3 [1]. OTHUM U3 BAXKHBIX UMMYHHBIX
HapyIIeHU TP UMMYHOBOCTIAJIUTEIBHBIX PEBMATUUECKUX 3a-
ooneBanusax (MBP3) sBisiercs motepst ToIepaHTHOCTH K COOCT-
BEHHBIM aHTUTEHAM U XpoHU4ecKas B-numdormrapHas aktu-
Ballvsl, BCIEACTBME KOTOPOUl MPOMCXOAUT TOBBILIEHHAsT BbIpa-
0oTKa pa3anuHbIx ayroaHTuTel (ayroAT). O0HapyxeHue ayToAT
BaxXHO 17151 nuarHoctuku MBP3, n HekoTopsie u3 ayToAT BxO-
AT B YUCJIO KJIacCU(DUKAITMOHHBIX KPUTEpUEB 3a00JIeBaHMS,
WCTIONB3YIOTCS IS OLIEHKU aKTUBHOCTH; WX HAINYUE UMEeT
TIPOTHOCTUYECKOE 3HAYeHUE MPU OTAETbHBIX (heHoTumnax UBP3
|2, 3]. YcraHOBIEHO, YTO «cKJIepoaepMudeckre» ayToAT uMeroT
3HAUYE€HME KaK CEPOJIOTMYECKUE MapKepbl ONMPEeNeTeHHBIX K-
HUYECKUX (PeHOTUIIOB, a pa3IMYHble KIMHUKO-UMMYHOJIOTHYE-
ckue penorunsl CCJ paznuyaroTcs Mo 4acToTe U BBIPAXKEHHO-
CTU TIPOSIBJIEHWII 3a00JIeBaHUsI, TIPOTPECCUPOBAHUIO TTOpaXKe-
HMsI BHYTPEHHUX OPTraHOB M CUCTEM, MPorHosy [3—6]. Crenu-
duunbie 1 CCJ ayToAT nosiBasilOTCS HA CAMOM PaHHEM 3Ta-
ne, 10 GopMUpOBaHMS Pa3BEPHYTON KIMHUYECKON KapTHUHBI
60J1e3H1, MTO3TOMY MH(GOPMATUBHBI TTPY TOKITMHUIECKOM nuar-
Hoctuke CCH. dns CCJI xapakTepHO HaJluuKue y 00JIbHOTO OJ1-
Horo criendudHoTo ayToAT, KOTOpoe COXpaHsIeTCsT Ha TPOTSI-
JKeHun Bcero 3aboneBaHus [7—10]. PaHHsAs nuarHocTHKa 1Mo3-
BOJISIET CBOEBPEMEHHO YCTAHOBUTDH JUATHO3 M HAYaTh TEPAIUIO
[3, 11]. Kpome Toro, npu CCJI BcTpeuarorcst ayToAT, odHapy-
xxuBaemble nipu apyrux MBP3: pesmatounnsiii daktop (PD),
aHTUTeNa K IMKINYECKOMY IUTPYUIMHUPOBAHHOMY TMETTULY
(ALLLIIT), anTutena k Ro/SS-A (antu-Ro), anturena x La/SS-
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B (anTtu-La), antukapauonaunuHoBbie aHTuTea (aKJT). Y 60sb-
HBIX C MEPEKPECTHBIM CUHIPOMOM (T. €. IPU COYETaHUU IBYX
MBP3) oHu BcTpevaroTcs yaine, yeM B OOIIEH MOMYJSLUU
6osbHBIX CCJI, ¥ MX HAIMYKE CBSI3aHO C XapaKTEePHBIMU KITMHM -
YyeCKMMU TposiBaeHussMU. Tak, K npumepy, npucyrcrsue ALLLITT
y 6onbHbIX CCJI accounupyeTcst ¢ 3po3MBHBIM apTpuToMm [12],
P® u antu-Ro — ¢ cunapomowm Ilérpena (CII) [13].

Hamu Obina n3ydyeHa rpynmna 6oabHbIX CCJl, MO3UTUBHBIX
no antutesam K Ul-pudonykieonporeuny (antu-UI1PHIT).
Y manuenTtoB ¢ CCJ] ¢ runiepriponykumeit antu-U1PHIT nme-
I0TCSI OCOOEHHOCTH B KJIMHUYECKOI KapTUHE Y TeUEHUH 3a00J1e-
BaHwsl [14]. Criektp ayToAT y HUX Majio u3ydeH. B 1iesiom pador,
MOCBSIIEHHBIX U3y4eHHI0 00JbHbIX CCJI, MO3UTUBHBIX MO aH-
t-U1PHII, B 3apy0exHoi1 1uTepatype Majo, a B OTEYECTBEH-
HOI IuTepaType oHU OTCYTCTBYIOT. B uccinenosanuu S. Capelli u
coaBT. [15] ObUIM OTMEYEeHbI KIMHUYECKU 3HAYMMbIe accoliva-
uuu antTu-U1PHII ¢ apyrumu aHTUsIIEpHBIMUA aHTUTEIaMU U
KJaMHu4YeckumMu nposiBieHussMu. Coueranue antu-UIPHIT ¢
aHTUTeIaMM K Sm (aHTH-Sm) acCOLMMpPOBaIOCh C BOBJICYCHUEM
ToYeK, ¢ aHTu-Ro — ¢ mopaxeHreM HEpBHOI CHCTEMBI U JIieT-
KHX, C aHTUTeJIaMu K Torouzomepase I (antu-Scl70) — ¢ nopa-
XKEHMEM TIMIIEBOAa, C AHTUIICHTPOMEPHBIMU aHTUTEJIAMU
(ALIA) — co ckepogakTWineil, ¢ aHTUTEIaMU K JBYCIIUPaIb-
Hoit IHK (antu-nc/IHK) u antu-Ro — ¢ ceposutamu. bonee
neranbHoe uzyyeHue peHotunoB CCJI, B ToM yucie y 00JbHbIX
CCJI ¢ runepnponykuueit antu-U1PHII, npencraBnsieTcs ak-
TYaJIbHBIM, YUUTBIBasl aKTUBHO pa3pabaThbiBaeMbIii B PeBMAaTO-
JIOTWH TIEPCOHMU(MULIMPOBAHHBIN ITOAXOM K BEACHUIO OOJTbHBIX.

Iens naHHOI pabOTHI — U3YYNUTh YPOBEHb OCHOBHBIX ayTO-
AT y naumenrtoB ¢ CCJI, mo3utusHbIx 110 aHTu-U1PHII, 1 cpaB-
HUTb MX YACTOTY B JAHHOW TPYIIIIE U B IPYIINax MalMeHTOB ¢ (e-
Hotunamu CCJI, accoumnpoBanHbiMu ¢ ALIA u anTu-Scl70.

IMamumenTs! 1 MeToABI. Beero B niccnemoBanme BKimoueHo 144
60JsbHBIX, cooTBeTcTBYIOMMX Kputepusm CCJl (ACR/EULAR
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30BaAaHUEM KOMMEPYECKOIo Ha6opa pe€ak-

tuBOoB Immco (CIA), KOMIIOHEHTOB
koMmruiemeHTa (C3c, C4) 1 pacilinpeHHO-

ro crnekrpa aytoAT — IgM P®, AlIA,

ALLLIT, antu-U1PHII, antu-Scl70, an-

t™-Ro, antu-La, antu-acJAHK, IgM
aKJI, IgG aKJI, anturen k PHK-monau-

mepase III (antu-PHKIIIII), ant-Sm,

k rtuctuauwi-tPHK-cunTeTase (aHTu-

Jol) ¢ momoIIbi0 KOMMEPYECKUX UMMY-

HodepMeHTHBIX HabopoB Orgentec
(Orgentec Diagnostika GmbH, ®PT).

Anmu-Scl70
Anmu-La

Aumu-PHKITIIT

Aumu-oc/ITHK

Cratuctuyeckyto o0pabOTKy AaH-
HBIX MPOBOIVIIA TTPU TTOMOIIM ITpOrpam-
MBI Statistica 6.0 (StatSoft Inc., CILIA).
[IpuMeHSINCh METOABI OIMCATEIHbHOMI
CTAaTUCTUKU, HeIapaMeTPUYECKIE METO-
npl: kputepuit [Tupcona (?), kpurepuit
ManHa—YutHu. Paznuuus u cBs3b Npu-
3HAaKOB ONpPEIC/ISINCh KaK CTaTUCTUYE-

Anmu-Sm
Aumu-Jo-1 | <

Puc. 1. Yacmoma eévisenenus opyeux aymoAT y 6oavrvix CCI, nozumuerwvix

no anmu-UIPHII, %

Fig. 1. Detection rate of other autoAbs in anti-UIRNP antibody positive patients with SSD, %

2013): 44 n3 Hux (I rpynma, ocHOBHasI) OBbLIM MO3UTHUBHBI 1O aH-
™-UIPHII, 50 — mo antu-Scl70 (II rpynmna) u 50 — mo ALIA
(I rpynmna). ¥ HUX mpoBoAUIOCH onpeaeseHue psiga ayToAT,
y 44 0OJbHBIX OCHOBHOI rpymIibl ayToAT omnpenessuiuch Mnpu
BKJIIOUEHUM B uccieqoBaHue W yepe3 24 mec. Kpome Ttoro,
y 24 13 3Tux 44 GOJILHBIX UMEJINCH Pe3yJIbTaThl OTIPEAeICHUS aH-
Tu-U1PHII B ne6iote 3a6oneBaHus.

HMMMyHoornueckoe o0cieqoBaHUE BKJIIOYAIO OMpeaesie-
HHUe aHTHHYyKJIeapHoro dakrtopa (AH®) Ha KynbType KIeTOK
Hep-2 meronom HenpsiMoit UMMYHOMDTIOOPECLIEHIIUU C UCTTIONb-

cku 3Hauumble pu p<0,05.

Pesynwratel. UmmyHnonroeuueckue oco-
oennocmu y 6oavubix CCJ ¢ eunepnpodyk-
yueii aumu-UIPHII. O6HapykeH CBOe00-
pa3Hblii criekTp ayToAT. Bce mamueHTbI
MMeJTH CyIleCTBeHHOe ToBbIIeHue ypoBHsT AH®. Mennana ero
tutpa coctaBwia 1:1280 [1:640; 1:1280]. TTomMmumMo aHTH-
U1PHII, B nanHoi# rpymrie 00JbHBIX BbISBISLUIUCH APYTUE ayTO-
AT (puc. 1). Cneuuduunsie nag CCJl anturtena (ALLA u aHTH-
Scl70) o6HapyzKeHbI TOJIBKO Y 8 OOJBHBIX, B TOM YUCIIe Y 4 manu-
eHToB — ALIA, y 3 — antu-Scl70 my 1 — coueranue ALIA u aH-
tu-Scl70.

Yacto BcTpeuanuch P®, antu-Ro, antu-gcIHK, peako —
ALLLIT, antu-Sm u aKJI. Autu-Jol u antu-PHKII-III He ObI-
JIY BBISIBJIEHBI HU y OHOTO 6onmbHOTO. Hanbomnee yacto BcTpeua-

Tabauna 1. Pacnipenenenue no3sutuBHOCTH 1o ApyruM ayTOAT y GOJIbHBIX MCCIEayeMOii TPpyIIIbl B 3aBUCUMOCTH OT ypoBHs aHTu-U 1 PHII, n (%)
Table 1. Distribution of positivity by other autoAbs in the study group patients according to the level of anti-U1RNP antibodies, n (%)

ITapameTpst

<2N (25-50 En/min)
Yucio 60JbHBIX 8 (18)
P® 1(2)
ALLLITT 0
AnTH-Scl70 4(9)
ALIA 1(2)
Antu-PHKIIIIIT 0
AnHTH-RO 4(9)
AnTH-La 1(2)
AHTH-Sm 0
Antn-nc/IHK 5(11)
AHTH-JO1 0
aKJI 0

ITpumevanne. H/3 — paznuuus He3HaUMMbl; N — HOpMa.
Note. NSD — no significant differences; N — normal.

Anmu-UIPHIT p
>2N (>50 En/m)
36 (82) =
11 (25) <0,01
49 <0,01
0 <0,01
409 H/3
0 H/3
14 (32) <0,01
2(4) H/3
4(9) <0,01
17 (39) <0,01
0 H/3
1(2) H/3
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fomuecst ayToAT (P®, antu-Ro, aHTuU-
ncJIHK) BbISIBISUIMCH MTPEUMYILECTBEH-
HO Yy BBICOKOTIO3UTUBHBIX TIO aHTU-
U1PHII 60abHBIX (Ta01. 1).

Hanuune antu-Ro u/mnm anru-La IMapaverpbt
accouuupoBasioch ¢ CHI (r=0,4; AH®
p<0,05). Autu-ncIHK Gbutn cBSI3aHBI C Antu-UIPHIT

HaJIMIMEeM IIepeKPECTHOTO CUHIpOMa ALA

—N A AnTH-Scl70
(r=0,3; p<0,05), MmenquaHa ux ypoBHS CO- Anmi-PHKIIIII
crasuia 16,7 [5,2; 29,5] ME/ma, nuara-
30H 3HayeHui Kosebaics ot 0,1 mo PD
300 ME/mn, mpu 3TOM BBICOKHE 3Haye-
HUS BBISIBJISTUCH Y OOJbHBIX, UMEIOIIUX AL
MEePeKPECT ¢ CUCTEMHON KpacHOW BOJI- AKJT
yankoii (CKB). P® u antu-Sm accornu-

WPOBAUCH C TIOPAKEHUEM CYCTABOB: BBI- Anru-Ro
SBJIEHA B3aUMOCBsA3b PD ¢ aprpanrusamu Anru-La
(r=0,3; p<0,05), aHTM-SM — ¢ CMHOBU- y——
tamu (r=0,4; p<0,05); ALLLIIT BoIsiBJIEHBI

y 4 OOJbHBIX, MMEIOLIUX TEPEeKpPecT ¢ AHTH-Sm
peBMarouaHbiM aptputoM (PA), aKJI

TPUCYTCTBOBATN y OJHOTO OOJBHOTO C AETTUDL
MOATBEPXKACHHBIM aHTU(MOCHOTUTIUI- C3

HBIM CUHIPOMOM. C4

B Tabin. 2 orpaxkeHbl UMMYHOJIOTH-
YeCcKMe WM3MEHEHUs, BBIIBISIEMbIe Ha
MOMEHT BKJTIOUEHUS U B KOHIIE UCCIIE/IO-
BaHUS y OOJBHBIX, TTO3UTUBHBIX T10 aH-
t-U1PHIIL. ITpn n3yyeHMM MMMYHOJIOTMYECKUX ITOKa3aTesIeit
3a nmeprof 12—36 Mec 0oTMEYaIoCch 3HaYMMO€E YMEHBIIIEHNE YHC-
Jla 00JIbHBIX, MO3UTUBHBIX 1O aHTU-U1PHII. B nunamuke y 9
n3 44 6onbHBIX (20%) OoTMeYasoCh MCYe3HOBEHUE (CEpOKOH-
Bepcust) antu-U1PHII, onHako MeauaHa ux ypoBHSI ocTajlach
npexHei (puc. 2).

Cnenyetr otMeTuTb, uto nokazatenu AH®, antu-U1PHII,
P®, ALILII, antu-Ro, antu-La, aKJI, antu-Jol Gbutn cra-
OWJIbHBI U COXPAHSUIMCh Y OJHUX U TeX e OOJbHBIX. Y JOBYX
OOJTbHBIX, HETATMBHBIX 1O aHTHU-SM, MPU ITOBTOPHOM HCCIIEN0-
BaHUU HAOJI0IJI0Ch TTOBBINIEHUE WX YPOBHSI BBIIIIE HOPMBI, a Y
TpeX M3HAYAJIbHO IMO3UTUBHBIX OOJIBHBIX, HAIIPOTUB, YPOBCHb
aHTH-SmM HOpMaJIM30Bajcs. Y MOJOBUHBI 00JbHBIX (N=13), 1o-
3UuTUBHBIX N0 aHTU-AC/IHK B KOHILIe HaOMoneHUsI, HA MOMEHT
BKJIIOUEHMS B MCCIeIOBaHUE ObLT HOPMaJIbHBIN YPOBEHb aHTH -

200 ] 0 Median O
25%—75%
180 T Min-Max
160 Raw Data
E 140
a 120
S 100
=
é 80
60
40
20
0 Pegpepencnuie 3nauenus 0—25 Ed/mn
1-i1 6uzum 2-ii euzum

Puc. 2. Ypogenv aumu-UIPHII y 60oavnbix CC/l, nozumughvix no
aumu-UIPHII, ucxoono (1-ii 6uzum) u é koHye ucciedoganus
(2-i1 6uzum)

Fig. 2. The level of anti-UIRNP antibodies in anti-UIRNP positive
patients at baseline (I' visit) and at the end of the study (2 visit)
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Tadmuua 2. UMmmyHosornyeckure nokasareun y 6oabHbIX CC, no3utuBHbIx 1o aHTu-U1PHIIT
(n=44), Ha MOMEHT BKJIIOUEHUS U B KOHLIE UCCIIEIOBAHUS
Table 2. Immunological parameters in anti-U1RNP antibody positive patients with SSD
at inclusion in the study and at its end (n=44)

Hcxomno B koHIe nccienoBanus p
44 (100) 44 (100) H/3
44 (100) 35 (80) <0,01
5(11) 4 (9) H/3
409) 4(9) H/3
0 1(2) H/3
12 (27) 11 (25) H/3
409 409 H/3
1(2) 1(2) H/3
18 (41) 15 (34) H/3
3(6) 6 (14) H/3
22 (50) 26 (59) H/3
409) 3(7) H/3
0 0 H/3
6 (14) 5(11) H/3
6 (14) 3(7) H/3

IIpumeuanne. AH® (Hep-2) — antunykieapHsiii hakrop Ha Hep-2 kietkax; C3, C4 — koMmIo-
HEHTbI KOMIUIEMEHTA.
Note. ANF (HEp-2) — antinuclear factor on HEp-2 cells; complement components C3, C4.

ncJIHK, a y 9 u3HayanbHO MO3UTUBHBIX OOJBHBIX, HATIPOTUB,
ypoBeHb aHTU-Ac/JIHK Hopmanu3oBacs.

IIpu ouenke nuHamuku coaepxanusi aHTu-UI1PHII 3Ha-
YUMBIX pa3JIMuUii BbISIBIIEHO He ObLIO (puc. 3).

VY 24 6onbpHBIX onpenenacHue ypoHs aHTr-U1PHIT BeITION-
HEHO TPYIK/BI (10 BKJIIOYEHUS B HACTOSIIIIEE UCCIEeI0BaHNE B Ie-
Or0Te 3a00JiIeBaHUsI, a TAKXKe MPU BKIIOYEHUU U B TMHAMUKE Ye-
pe3 24 mec). Bee ot naumeHTs B ne6tote CCJI ObLIM MO3UTUB-
Hbl 110 aHTH-U 1 PHII. VY 6 13 HUX OTMEYaioch NCYE3HOBEHME aH-
tu-U1PHII B KOHILIe HaGIIOACHMS, IPUUYEM 4 13 3TUX 6 UMeH
Hu3zKoe ucxonHoe conepxkanue aHtu-UI1PHII. Bricokuii ypo-
BeHb aHTU-U1PHII Ha mpoTsskeHUM McclieIoBaHUST COXPaHSLI-

60

40 1-i1 usum

B 2-ii eusum

20

Anmu-UIPHII >2 BTH ~ Anmu-UIPHII >3 Bl'H

Puc. 3. Yacmoma eviseaenus pazaruunvix yposneii anmu-UIPHIT
(6onee 2 u 3 eepxnux epanuy, Hopmel — BI'H) npu nepeuunom u
noemoprom uccaedosaruu, %

Fig. 3. Detection rate of different levels of anti-UIRNP antibodies
(more than 2 and 3 upper limits of the reference range) during pri-
mary and repeated examinations, %
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ruyeckux nokasateseit y 6onbHbix CCJI,

no3utuBHbIX 1no aHTu-UIlPHII, anTu-

200 Scl70 u ALIA, Obul OTMEUYEH psil pas3iu-

180 1 yuit (tabn. 3). Bce o0ciemoBaHHBIE

160} 0OJIbHbIE MMEJM ITOBBIIICHUE TUTPOB

S AH®, npuyeM oHO OBUIO MaKCUMajb-

§ 140 ¢ HeiM B | rpynmne. MenuaHa cocraBujia

E 120 b 1:1280 mrst I rpymmsr u 1:640 mia 11 u

S 111 TpyII (pl-n<0,01; pl-m<0,01). Kak yxe

X 700} ObUIO CKa3aHo BbIlie, B I rpymre oaHo-

§ w0l BpeMeHHO ¢ aHTu-U1PHII cneunduye-

= ckue it CCH aytoAT (ALUA u anTu-

§ 60+ Scl70) o6HapyxkuBanmuch y 8 (18%) 601b-

< HbIX. HyXXHO OTMeTUTh, YTO COYeTaHMe

401 CO «CKJepoJaepMUuecKuMu» ayToAT

20t BCTPEYAJIOCHh TIPEUMYIIIECTBEHHO Y 0OJTb-

HBIX ¢ Oojiee HUBKUMU TUTPAMU aHTH-

0 9 . —1 i i . i I UIPHIL. B rpynmax Il u III anty-

-20 0 20 40 60 80 100 120 140 180 200 220 UI1PHII otcyTcTBOBaIN, TaK KaK 3TO SIB-

6 Anmu-UIPHII, debiom JISI0Ch KputepreM otoopa. Bo 11 rpymme

200 : : : "o o ; : ° o )!/ MMeEJICSI OfMH OOJBbHON C couYeTaHWeM

ALIA 1 antu-Scl70, oH ObUT OTHECEH KO

180 I1 rpynine, yuynTbiBasi HU3KONMO3UTUBHBIIA
noka3arejib ALIA.

160 OcobeHHOoCThIO | rpynmbl 66110 60-

S Jiee yacToe MpucyTcTBue Apyrux ayToAT,

§ 140 B YaCTHOCTH aHTHU-RoO, 4TO acconumupo-

g Bastoch ¢ CII.

j. 120 Oocyxnenne. KimHuyeckoe 3Haye-

5 100 Hue antu-UIPHIT npu CCJI usyyeHo

< Majo. MmMeroTcs gaHHbBIE O TOM, YTO aH-

S o TUTEJa, AeMCTBUE KOTOPBIX HAIPaBIECHO

g MPOTUB PUOOHYKIIEOTIPOTEMHOB (KaK aH-

2 60 ™-U3PHII, tak wu antu-U1PHII),

BCTpeUaroTCs vallle y maiueHToB ahpo-

40 aMEepUKaHCKOIro, 4yeM eBPONEOUJTHOTO

MPOMCXOXKICHUS (COOTBETCTBEHHO 16 1

20 7%) [16]. B Hammeii Tpymie GOJBHBIX

CC/I, xoTopble UMEJIN TTPEeUMYIIEeCTBEH-

0 . 2 . 2 g HO €BpOITCOUTHOE MTPOUCXOXACHUE, aH-

-20 0 20 40 60 §0 100 120 140
Aumu-UIPHII, 1-1 mouka

180 200 220 tu-U1PHII Berpevanucs B 19,7% ciyaa-

es [14].

Puc. 4. HUsmenenue yposns anmu-UIPHII na npomsaicenuu
bone3nu: a — conocmasaerue yposteii aumu-UIPHII do nauasa uccaedosanus (6 debrome
3a601e6aHUs1) U 8 KOHUe HaOA00eHUs (2-1 mouKa); 6 — conocmasieHue yposHell aHmii-
UIPHII na momenm ekatouenus 6 uccaedosanue (1-1 mouxka) u é Konye Hadar00eHus

(2-5 mouka)

Fig. 4. Change in the level of anti-UIRNP antibodies over the course of the disease:

a — comparison of the levels of anti-UIRN P antibodies prior to the start of the study (at the
onset of the disease) and at the end of the observation (2" point); b — comparison of the
levels of anti-UIRNP antibodies at inclusion in the study
(I' point) and at the end of the observation (2 point)

cs1, ¥ OOJIbIIIeMY 3HAYEeHMIO JAHHOTO IToKa3aTesisl B 1e0I0Te COOT-
BETCTBOBaJIa €T0 OOJIbINAST BEIMUYMHA B TIOCIIEAYIOIINE TOIBI, YTO
TOATBEPAVIT KoppesiiimoHHbii aHanus (r=0,4; p<0,05; puc. 4).

Kpowme toro, antu-gcIHK, P®, antu-Ro, antu-La varmie
BBISIBIISUIUCH Yy OOJBHBIX C BBICOKUM COJAEpPXKaHUEM aHTH-
U1PHII.

Cpasnenue cnekmpa aymoAT 'y 6oavHvix CCJl, nozumusHuvix no
anmu-UIPHII, anmu-Scl70 u AIIA. Tlpy cpaBHEHU UMMYHOJIO-
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Heoror y antu-UIlPHII-nmo3utus-
HBIX JII[ OTMEYAaeTCss B OTHOCHTEIHHO
MOJIOIOM Bo3pacTe (B cpeaHeM B 33 ro-
I1a), a 0COOCHHOCTBIO KIIMHUYIECKOM Kap-
TUHBI SIBJISIETCS Pa3BUTHE BBIPAXKEHHBIX
Muo3uta u aprputa [17]. DT paHHBbIE
MOATBEPKAAIMCh pe3yJbTaTaMU Halllero
HCCIIeIOBaHUS: TaK, B OCHOBHOI MCClie-
JlyeMOU TPYIITie TMalMeHThl ObUTH JOCTO-
BEpPHO MOJIOXE (CpeIHMI BO3pacT —
43 roma), yeM B IpyIIax CpaBHEHUs, a B
KJIMHUYECKOI KapTUHE Mpeobaaaio MopakeHue OomopHO-IBH -
raTeJIbHOTO arrapara B BUJe apTpuTa U MuosuTa [ 14].

CyIlecTBEHHO, YTO 332 OMHWM KOHKPETHBIM TUIOM ayToAT
3aKperUIeHO KaK MUHUMYM 1Ba XapakTepHbix it CC/I nmpusHaka.
Harnpumep, y 0071bHbIX, TO3UTUBHBIX TT0 ALIA, TOBBIIIEH pUCK
Pa3BUTHS JIETOYHOU apTEPUATIBHON TUTIEPTEH3UU U B TO K€ BpEMSI
OTCYTCTBYET TSIKEI0€ TTOPaKEHUE JIETKUX. DTO Xe ObLIO CripaBel-
JmBo u ajist Hocuteneit antu-U 1 PHIT: Tak, Hamu Oblia BbIsIBJIeHA

Coepemennas peemamonoeus. 2020;14(1):49—56
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Tadmuua 3. UMMyHosornyeckre rnokasarem y 60JbHbIX CPABHUBAEMbIX IPYIIIT

Table 3. Immunological parameters in patients of the compared groups

ITapameTpsl Ipynna Piu Pim Pi-m
1 11 I
AH® (Hep-2), Me [25-it; 75-i1 mepueHTIN | 1280 [640; 1280] 640 [320; 640] 640 [320; 640] <0,01 <0,01 H/3
Antu-UIPHIT 44 (100) 0 0 <0,01 <0,01 H/3
CC-cnetmpuueckue aytoAT: 8 (18) 50 (100) 50 (100) — — —
ALIA 5(11) 1(2) 50 (100) <0,01 <0,01 <0,01
aHTn-Scl70 4(9) 50 (100) 0 <0,01 H/3 <0,01
P® 12 (27) 5 (10) 10/41 (24) 0,03 H/3 H/3
Antu-Ro 18 (41) 0/8 (0) 1/20 (5) 0,02 <0,01 H/3
AnTi-La 3(7) 0/8 (0) 0/19 (0) H/3 H/3 H/3
Antu-ac/IHK 22 (50) 3/9 (33) 4/16 (25) H/3 H/3 H/3
AnTH-Jo1 0 - - - - -

IIpumeuanue. [laHHble MTpencTaBieHbl B Bune n (%), eciiv He yKa3aHo MHOE.

Note. The data are presented as n (%), unless otherwise indicated.

B3auMOocBs3b Hamuus antu-U 1 PHIT ¢ npokcuManbHO# Mbliiiey-
HOI1 cJTabOCThIO Y OTCYTCTBUEM TMOpaXKeHus rmovek [14].

B HacTos1IeM HccienoBaHUM MPU aHaK3e J1abopaTOPHBIX
rnokasartejiell yCTaHOBJICHO, YTO JIJIT OCHOBHO TPYMITBI XapaK-
TepHAa BBICOKAsI YacTOTa UMMYHOJIOTUYECKUX M3MeHeHuit. Ha-
pSILY C CYIIEeCTBEHHBIM IOBbIIcHUEM YpoBHsI AH® u mosu-
tuBHOocTH 1o aHTH-UIPHII BoisgBiasiucs PO u Gosbiioit
cnekTp aHTtusinepHbix ayToAT: ALIA, antu-Scl70, aHTuU-
nc/IHK, antu-Sm, antu-Ro, antu-La, aKJI, — a ux npucyrcr-
BHE aCCOLMMPOBAIIOCH C 0OCOOCHHOCTSIMM KIMHUYECKOM KapTH-
Hbl. «Crietmpuanbie» miss CCJ aytoAT: ALLA u anTu-Scl70 —
obHapyxuBanuch y 18% 6oabHbIX. [Tpu aToM anTu-Scl70 npu-
CYTCTBOBAJIM TOJILKO Yy HM3KOMO3UTUBHBIX Mo aHTU-UIPHII
6onbHBIX, ALIA TpeuMylIeCTBEHHO COYETAIMCh C BHICOKUMU
tutpamu aHTU-U1PHII, a antu-PHKIIIII He BhIsSIBASIMCH HU
y ogHoro 6oabHOoro. AHTU-Ic/IHK, P®, anT-Ro nocroBepHo
yallle BbISIBISUIMCH Y BBICOKOTO3UTUBHBIX Mo aHTU-UIPHII
6osbHBIX. [1pK aTOM 00HapykeHa accormanus antTu-acAHK u
AILLLLIT ¢ nepekpecTHbIMU cocTOsTHUSIMU — couyeTaHuem CC/I ¢
CKB u PA; PO 1 antT-Sm — ¢ mopakeHMeM CYCTaBOB; aHTH -
Ro, antu-La — ¢ Hanuuunem CIII.

[lpn aHanM3e MAaHHBIX PETPOCIIEKTUBHOTO M IPOCIIEKTUB-
HOTO 00cenoBaHus 24 OOJIBHBIX TTOKA3aHO, UTO BBISIBICHHBIC B
ne6tore anTu-U1PHII coxpaHsiiuch Ha TIPOTSKEHUM 3a001eBa-
HUs1 y 75% n3 Hux. [Ipu 3ToM, 10 JaHHBIM KOPPEISLMOHHOIO
aHanu3a, BbicokoMy ypoBHIo aHTu-UI1PHII B ne6lore cooTBeT-
CTBOBAJIM BBICOKME 3HAUEHUSI ITOTO IMOKa3aressl B MOCIENyIo-
e roxel (r=0,4; p<0,05).

B omHO#T 13 0oTe4eCTBEHHBIX paboT, MOCBSIIEHHON M3yde-
HUIO nepekpecTHbIX (overlap-) cunapomoB CCJl ¢ PA u CCJI ¢
JIEPMATOMUO3UTOM,/TIOIMMUO3UTOM YaCcTOTa BbISIBJICHUSI aHTH-
U1PHII cocraBuna 15% u 6bU1a 3HAYUTEIHHO BBIIIE Y GOJbHBIX
CCJ u PA [18]. B Haweit rpynmne O0JbHBIX TEPEKPECTHI BCTPE-
yannch B 34% ciiydaeB (Cpeay HUX TAKXKE Yalle BBISIBIISUICS TIe-
pekpect ¢ PA). B mpyroit oreuectBeHHO# paborte [19] anTh-
U1PHII BcTpeuanuch mpeuMyIECTBEHHO Y MAllMEHTOB C TUMM-
TUPOBaHHOI 1 nepekpectHoit hopMmamu CCJI (B 8,6% ciydaeB).
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[Tpu 5TOM OHU OBLIM OOHAPYKEHBI ITOYTH Y KAXKI0T0 YETBEPTO-
ro B rpynme aHTu-Scl70- u ALIA-HeraTuBHbIX MalMEHTOB, YTO
TpeOyeT MaJbHEMIIero NeTaTbHOTO N3YUeHUsI.

3akmouenne. TakuM 06pa3oM, MOMUMO KIMHUYECKUX OCO-
OcHHOCTEl B BUIE TTpeo0IalaHusT BOCTIAIMTEIbHBIX MBIIIEYHO-
CKeJIETHBIX MposiBJIeHU#t, yacTtoro coyetanust ¢ CII u mepekpe-
cramu, g 60abHbIX CCJI, BBICOKOMO3UTUBHBIX IO aHTU-
UI1PHII, xapakTepHO CTOMKOE MOBBILIeHNE YpoBHE PD, aHTH-
Ro, antu-ncAHK.

Hzyuenne antusnepHbix ayToAT nmpu CCJI octaeTcs akTy-
aJTbHBIM B CBSI3M C TEM, YTO HEKOTOPbIE U3 HUX BXOJIST B KJIIACCH-
dukauoHHbIe KpUuTepuu 3a60aeBaHus [20] Win NpUMEHSIIOTCS
1 paHHei gokiuHudeckoi nuarHoctuku CCII [21], mo3Bossi-
10T PAaHO BBIIEINTh KIMHUKO-UMMYHOJIOTUIECKIE CYOTHITHI 3a-
GoJieBaHUS U, CIeNOBaTEIbHO, CBOEBPEMEHHO OIPENEIUTh TaK-
THUKY BeICHUS Y Ha3HAYUTh aicKBAaTHOE JICUCHME, a TAKKE SIBJISI-
J0TCSI BAXKHBIMM TPESAUKTOPAMU MCXOAa 1 BBIPa)KEHHOCTH BHC-
epuToB [22]. OnHaKo CTOUT 0OpalllaTh BHUMaHKE HE TOJILKO Ha
crnetmduueckue st CCI aytoAT. Mcxonst U3 monyyeHHbIX Ha-
MU JaHHBIX, y OonapHOoro CCJ/ ¢ rumneprnpoayKiMeil aHTH-
UI1PHIT uenecoo6paszHo ompenensatb aHTu-Ro, antu-ac/IHK,
P®. Tak, B ciryyae BBISBICHUS ITO3UTUBHOCTU IO aHTH-RO Be-
JKa BeposiTHocTh couetaHust ¢ CII u moka3zaHa crienmduae-
cKasl IMarHocTuka (ohTaabMOJOTMYECKOE/CTOMATOJOTHUYECKOE
00cJieIoBaHMe) /151 €ro MOATBEPKIAESHUST UJIW UCKITIOYESHUS.

Hanumuue antu-UIPHII npeacrapisieT 001101 MHTEPEC,
TaK KaK OHU BcTpevatloTcst npu pasnnuHbix MBP3 u HekoTopbie
aBTOPBI CYMTAIOT MX MapKEpPOM JINOO CaMOCTOSATEILHOTO 3a60-
JIEBaHUSI — CMEIIaHHOTO 3a00JIeBaHMSI COCIMHUTEIBHOM TKaHH,
100 TIEpPEKPECTHOrO cuHapoMa [6, 23—25]. Heobxoaumo ganb-
Heiilee uzyyeHue mo3uTuBHOCTU 1o aHTu-U1PHIT y 6onbHbBIX
CC/ s yTOYHEHUsI TaKTUKU JIeUeHUsI U 0oJiee YeTKOTO ompe-
JleJieHUs MPOrHo3a 3a00s1eBaHKs B 3TOU rpyrine 60JbHbIX. [laib-
Heitee n3ydeHue 3tux ayToAT HaIpaBIeHO Ha pa3paboTKy aj-
roputMa BeaeHust No3uTuBHbIX 110 aHTU-U 1 PHII 60abHBIX, 4TO
MO3BOJIUT B 0oJiee TOJHOIM Mepe OCYIIECTBUTH NEPCOHUMULIM-
POBaHHbBII MOIXOJ NMPU JICUSHUH JaHHOI I'PYIINbI MAllMEHTOB.
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