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Boauanounwiii Heppum (BH) siéasemces ocHoéHOl npuvunoil cmepmuocmu npu cucmemuoll kpacuoi éoauanxe (CKB), nosmomy eeo pannee
6bls6AEHIe U NedeHUe uMerom nepsocmenenHoe sHaverue. OcobeHnocmu debroma, KAUHUYECKUX NPUSHAKO8, OnpedeneHHble MOpgosocuteckue
Kaaccol, a makdice bonee azpeccusHas mepanus no3eonsom evideaums CKB ¢ BH ¢ omoenvhbtii henomun 3a601e6anus.

Ileav uccaedosanus — oxapakmepuzoeams KAuHuvecKue, UMMyHoA02UYecKue u mopgoaocuyeckue ocobennocmu gpenomuna CKB ¢ npeumy-
UeCmeeHHbIM NOPAdICeHUEeM NOUEK HA OCHO8e CPABHUMENbHO20 aHau3a nayuenmos ¢ BH u 6e3 BH.

Ilayuenmot u memoowt. B uccredosanue éxarouero 400 nayuenmos ¢ CKB, coomseemcemeosasuux kpumepusm SLICC 2012 e., cocnumanu3zu-
posannbix 6 DIBHY «Hayuno-uccaedosamenvckuii uncmumym pesemamonoeuu um. B.A. Haconosoi» ¢ 2013 no 2021 e. Jluaenoz BH 6bin
yemanoénen y 192 (48%) 6oavhbix, uz nuxy 82 (43%) on noomeepoicoen pezyavmamamu NAmMoMophos02U4ecK020 Uccaedo8anus OUONmMamos
nouek (epynna CBK ¢ BH). Y 208 (52%) nayuenmog nopaxcenus novex He adniodanocs, u onu cocmasuau epynny CKB 6e3 BH.

Bcem nayuenmam evinoanersl cmanoapmuoe odcaedosanue ¢ oyerkoll akmugHocmu 3aboneeanus no unoexcy SLEDAI-2K, neobpamumbix
usmMenenull opeanos no uxoexcy nogpexcoenus SLICC, ummyHorocuueckux HapyuleHuil, nokazameneil KAUHUYECK020 U OUOXUMUUECKO20
AHANU308 KPOBU, AHAAU3A MOUU NO YHUDUUUDPOBAHHBIM MEMOOUKAM, CKOPOCMU KAYOOUK080I (hunbmpayuu, a makice namomopghoaocuveckoe
uccaedoganue ouonmamos nouex o1 noomeepyucoenuss BH npu naruuuu coomeememayroueli KAUHUMECKoU Kapmurbl. Y nayuenmos ooeux
2PYNN NPOBEOEHO CPABHUMENbHOEe U3VYeHUe OCHOBHbIX KAUHUYEeCKUX, 1a00pamopHuix, ummyHonoeuveckux nposenenuti CKB, xapakmepa
debroma 3a601e8aHUs, €20 NepPEbiX KAUHUHECKUX NPUSHAKO08, B03MOJICHbIX MPULEPHBIX (PDAKMOPOE, UCHOAb3YEeMbIX NPENapamos.
Pesyaomamot u o6cyncdenue. B epynne BH unconsyus uawe 6vira mpueeepom pazeumust CKB, uem 6 epynne 6e3 BH (coomeemcmeenno 6 26
u 13% cayuaes; p=0,007). B ceoro ouepeds, CKB 6e3 nopascenus nouex uawe no cpasvenuro ¢ CKB ¢ BH deGromuposara na ghone
bepemeHHOCMU UAU hocae POOOS.

Tlepsvimu npusnakamu Gonesnu npakmuuecku 'y 40% nayuenmoe ¢ BH Oviau npomeunypus u/uiu usmeHeHus Mo4egoeo 0caokd, omeku,
noevluleHue apmepuanbHoeo dagaenus, pazeumuto BH 6 psde ciayuaes npeduiecmeogan noauapmpum uiu cO4emanHoe nopajiceHue KoJcu u
cycmaeos, Ho He no3onee uem uepe3 6 Mec npucoeOUHsAUC, npUsHaKu nopaicenus novex. B epynne CKB 6e3 BH 6 debiome uawe nabarodaruco
noauapmpum (y 33%), covemantoe nopaxcenue koxcu u cycmaesog (y 26%) u cundpom Peiino (y 16%; p<0,0001). Y nayuenmos ¢ BH uawe
OMMEUANUCH IPUMEMAMO3HOE NopadcerHue Koxcu auua («babouka», y 42%), ceposum (sxccydamuesnbiii naeepum — y 44%, nepukapoum —
v 46%, acuyum u eudpomoparc —y 5%; p<0,0001), a makce eemamonoeuueckue Hapyuienus 6 eude anemuu (y 63%), neiikonenuu (y 49%) u
mpomboyumonenuu (y 42%). Ipu pazeumuu BH 3nauumo wawe umeau mecmo ocmpoe me4eHue u ebiCoKas axmueHocms 3abonesanus. Ilpu
UCCAe008aHUU UMMYHON02UMECKUX NoKazameneil 6 epynne 6e3 BH 3nauumo uawe 6vi36451UCh 80A4aHOUHbII anmukoaeyssnm (y 6%),
aumumena k SS-A/Ro u SS-B/La (y 18 u 9% nayuenmoe coomeéemcmeerno), 6 mo épems Kax 6 epynne BH — eunoxomnaemenmemus
(v 81%; p<0,0001). Cywecmegenno paziuuarace makaice npogooumas mepanus: navyuenmo. ¢ BH noayuaiu 6onee gvicoxue 003vl
entokoxopmukoudos (p<0,0001), mukogenonama mopemuaa u yukaogocgana.

Sararouenue. CKB ¢ BH modicro cuumams omoensHbim (eHomunom 3a601e6anus, 001a0arouum cO80KYRHOCIbIO XapaKmepucmuk (KAuHuveckue
u 1a6opamopHvle napamempsl, Omeem Ha Mepanuio, NPOSHO3), KOMOopbsle NO360AAM omautams e2o om dpyeux eapuarnmose CKB.
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Lupus nephritis (LN) is the leading cause of death in systemic lupus erythematosus (SLE), so its early detection and treatment is of utmost im-

portance. Features of the onset, clinical signs, certain morphological classes, as well as more aggressive therapy make it possible to assign SLE
with LN to a distinct disease phenotype.

Objective: to characterize the clinical, immunological and morphological features of the SLE phenotype with a predominant kidney involvement
based on a comparative analysis of patients with LN and without LN.

Patients and methods. The study included 400 patients with SLE who met the 2012 SLICC criteria and were hospitalized to V.A. Nasonova Re-

search Institute of Rheumatology from 2013 to 2021. The diagnosis of LN was established in 192 (48%) patients, of which in 82 (43%) it was
confirmed by pathological study of kidney biopsy specimens (the SLE group with LN). In 208 (52%) patients, no kidney damage was observed,

and they constituted the SLE group without LN.

All patients underwent a standard examination with an assessment of disease activity according to the SLEDAI-2K index, irreversible changes
in organs according to the SLICC damage index, immunological disorders, clinical and biochemical blood tests, urinalysis according to unified
methods, glomerular filtration rate, as well as pathological examination of kidney biopsy specimens for confirmation of LN in the presence of an

appropriate clinical picture. In patients of both groups, a comparative study of the main clinical, laboratory, immunological manifestations of
SLE, the features of the disease onset, its first clinical signs, possible trigger factors, and the drugs used was carried out.

Results and discussion. In the LN group, insolation was more likely to trigger the development of SLE than in the group without LN (respectively,

in 26% and 13% of cases; p=0.007). In turn, SLE without kidney damage more often than SLE with LN debuted during pregnancy or after
childbirth.

The first signs of the disease in almost 40% of patients with LN were proteinuria and/or changes in urinary sediment, edema, increased blood
pressure, the development of LN in some cases was preceded by polyarthritis or combined lesions of the skin and joints, but no later than 6
months, signs of kidney damage appeared. In the SLE group without LN, polyarthritis (in 33%), combined lesions of the skin and joints (in

26%), and Raynaud's syndrome (in 16%; p<0.0001) were more often observed at the onset. In patients with LN, erythematous lesions of the
Sacial skin ("butterfly”, in 42%), serositis (exudative pleuritis — in 44%, pericarditis — in 46%, ascites and hydrothorax — in 5%; p<0.0001),

as well as hematological disorders such as anemia (in 63%), leukopenia (in 49%) and thrombocytopenia (in 42%) were present more fre-
quently. With the development of LN, an acute course and high activity of the disease occurred significantly more often. In the study of im-
munological parameters in the group without LN, lupus anticoagulant (in 6%) and antibodies to SS-A/Ro and SS-B/La (in 18 and 9% of
patients, respectively) were detected significantly more often, while in the LN group — hypocomplementemia (in §1%; p<0.0001). Therapy
also differed significantly: patients with LN received higher doses of glucocorticoids (p<0.0001), mycophenolate mofetil, and cyclophos-
phamide.

Conclusion. SLE with LN can be considered a distinct disease phenotype with a set of characteristics (clinical and laboratory parameters, response
to therapy, prognosis) that distinguish it from other SLE variants.
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Paznuunble KIMHUYECKUE TPOSIBICHUS TTOPAKEHUST TTOYEK
00HApYXUBAIOTCS NpUMepHO y 50% MalueHTOB ¢ CUCTEMHOMI
KkpacHoli BoiyaHkoit (CKB), npuyem HauboJiee BbiIcOKa YacToTa
pa3BuTusl BosiyaHoyHoro Hedputa (BH) y mpeacraBureneit
onpeeeHHbIX STHUYECKUX Py — acdhpoamepukaniies (70%)
u azuatoB (82%) [1, 2]. BH — ocHOBHasi MpUYMHa CMEPTHOCTU
npu CKB, moaToMy ero paHHee BbISIBJICHUE U JIEYEHUE UMEIOT
nepBocTeneHHoe 3HaueHue. HecBoeBpemMeHHas AMarHOCTUKA
U HeaznekBaTHas Tepanusi BH sBnsiorcst gakTopamm pricka
pa3BUTHS TEPMUHAJIBHOM CTaIMK MTOYSYHON HEIOCTATOYHOCTHU
u cmeptu [3, 4]. Bmecte ¢ tem paszsutue BH conpskeHo co
3HAYNTETHHO 00JIee BHICOKUMU TIPSIMBIMYU U KOCBEHHBIMU (-
HaHCOBBIMHM 3aTpaTamu, yeM CKB 6e3 mopaxkeHus moyexk [5].
BH na6monaercs rnpu ocrpom tedeHnn CKB, yalliie y maiueHToB
¢ 1e610TOM 3a00J1eBaHUsI B AETCKOM /U1 MOJPOCTKOBOM BO3-
pacte. [Iluarnoctuka BH, ocobeHHO Ha paHHe# cTaauu, B psiie
cllydyaeB MOXET OBITh CYIIECTBEHHO 3aTpyaHeHa. Tak, XoTs
TIPOTEUHYPUST U U3MEHEHNE MOUYEBOTO OCalKa, KaK MpaBuio,
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SIBJISTIOTCSI OCHOBHBIMU M HEPEIKO €IMHCTBEHHBIMU TTPU3HAKAMU
paszsutuss BH npu CKB, npu Guoricuu nmoykyd Hajauuue ak-
tuBHoro BH I1I-V kiacca BeIgBIsIETCS TpUMEPHO Yy 25% ma-
uueHtoB ¢ CKB, y KOTOpbIX MOJOOHbBIE U3MEHEHUSI OTCYT-
ctBOBaiu [6, 7]. BaxkHoe 3HaueHue B iuarHoctrke BH, ocobeHHO
TIpH OTIPEICICHUY €T0 aKTUBHOCTH U pUCKa TTPOrPEeCCUPOBAHMS,
MMEIOT crienu(pUIecKre UMMYHOJIOTMYECKe TecThl. CHIKEHUE
ypoBHs C3/C4-bpakiimii KOMIIJIEMEeHTa, TOBBIILIEHUE COMep-
XKaHUSI aHTUTEJ K HaTuBHOU nBycnupaibHoit JTHK (anTu-
nc/IHK) u x C1q MOryT 10MOJTHUTEILHO CBUIETEIbCTBOBATH O
TeKyIlell aKTUBHOCTH U OoJiee HeOIaronpusiTHOM TUCTOJIOTH -
yeckoM Kiacce BH [7—10]. MccrmenoBanue moyeyHoro 6uorraTta
npu nogpo3peHun Ha BH siBisieTcsa BaxkHBIM, HO CTIOPHBIM Me-
ToaoM auarHocTuku [11]. Tem He MeHee OMONCUS MOYKU He-
00xonMMa il BBISICHEHUSI XapakTepa MopaxeHus MoYek, ero
KJacca, aKTUBHOCTH, HAJTMUKST MOP(OTOTUUECKUX TPU3HAKOB
HedpOoCKIIepo3a U MPEANKTOPOB IMPOTPECCUPOBAHUS, a TAKXKE
DT BBISBJICHUS TPOMOOTHMYECKON MUKPOAHTUOTIATUM U BOJI-
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Taommua 1. Mopdoaornueckue THIbI TOPAKEHHs IOYEK Y MANMEHTOB C
CKB (n=82) comnacno knaccudukammu ISN/RPS, n (%)

Table 1. Morphological types of kidney damage in patients with SLE
(n=82) according to the ISN/RPS (International Society of Nephrology /
Renal Pathology Society) classification, n (%)

Knacc BH  Mopdoaornyeckas KoauuecTBo
¢opma BH NALKEHTOB
1 MuHUMaTbHBII ME3aHTUATbHBI 5(6)

11 Me3saHruajibHbIi nposndepaTrBHbI 8 (10)
111 Ouarosblii (pokanbHbIi) npoudepatuBHbid 15 (19)
v HuddysHblit mponudepaTuBHbII 35 (43)
A% MeMOpaHO3HbII 6(7)
VI CKJIepO3UPYIOIIHIA 6(7)
Couetanue IV u V kinaccos 4(5)
Couetanue 111 u V kiaccon 3(3)

Ta6auua 2. Oomas xapakrepuctuka nanuenTos ¢ BH u 6e3 BH
Table 2. General characteristics of patients with LN and without LN

YaHOYHO MOJOLIMTONIATUM, KOTOPbIE BcTpevatoresi y 24 u 1,3%
nanueHToB ¢ CKB coorBercTBeHHO [12, 13].

B Hacrosiiee Bpemsi B pealibHOM KIMHUYECKOM MPaKTUKE U
Hay4yHbIX HCCIEIOBaHUSAX MCIoyb3yeTcs Kiaccubukauus BH,
pa3pabotaHHas B 2004 r. MexayHapoaHbIM 0011IeCTBOM Hehpo-
JoroB 1 O01IeCcTBOM TTOUeYHBIX TTaToj10roB (International Society
of Nephrology / Renal Pathology Society, ISN/RPS) [14]. lanHas
KJaccu(ukalys rmoMoraet BeIOpaTh cTpaTeruio tepanuu. [lpu
BH I-II knacca, kak mpaBuio, criendduyeckoe JeueHUue He
npoBoauTtcs, a npu BH 11—V kiacca TpeOGyercs MouiHast ABYX-
(hazHasg koMOMHUpPOBaHHAs Tepanus roKokopTukouaamu (I'K)
¥ IMMYHOZICTIPECCAHTAMU, B HEKOTOPBIX CITyJasix TOKa3aHbI TeH-
HO-MHXXEHepHbIe Ouojorndyeckue npemnaparel [15, 16]. Takum
00pa3oM, 0COOEHHOCTU KIIMHUYECKOI KapTUHbI, TEYEHUSI, TIPO-
THO3a, UMMYHOJIOTUYECKUX 1 MOPGhOIOTMYeCKUX HApyIUEHU, a
TaKXKe AMarHOCTUKHU U Teparuu no3BoJisitoT paccMarpuBath CKB,
comnpoBoxaatouytocs pazgurrueM BH, kak ocobwiii penomun 3a-
boneanusl.

Lens uccnenoBanust — xapakTepruCTUKA KIMHUYECKUX, UM-
MYHOJIOTUYECKUX U MOPGOIOTMUYECKUX MPU3HAKOB (heHOTUNA
CKB ¢ nmpenMyllecTBEHHBIM MOPaKeHWEM IMOYEeK Ha OCHOBE
cpaBHUTeNbHOTO aHaiu3a 6osbHBIX CKB ¢ BH u 6e3 BH, nipo-

xonusimx oocienosanve B ®TBHY «Ha-
YYHO-MCCIIEI0BATETLCKU MHCTUTYT PEB-
Matosioruu uM. B.A. Haconooii» (HUP

II
ORAsaTEID ?g];i] ?ﬂi]igz) gzrll;ll?l((ig%) s uM. B.A. HacoHnogoii).

IMaumenTs! 1 MeToAbl. B uccnenosa-
Kenwunsi, n (%) 173 (90) 190 O1) >0,05 Hue Bouutn namueHTs ¢ CKB, coorset-
My»ctss, 1 (%) 1910 180 crBoBaBue kputepussm SLICC (Sys-
Bospacr, ronsl, Mtc 32,3549,05 37,61£13,26 >0,05 temic Lupus International Collaborating
Clinics) 2012 . [17], rocnuTanu3upo-
JluTeibHOCTh 60JIe3HU, TO/Ibl, MG 7,38+6,23 7,88+7,06 >0,05 BanHble B knHiuky HUMP um. B.A. Ha-
Mnnexe SLEDAI-2K, M+o 11,54+9,25 7,9546,21 0,01 conoBoit ¢ 2013 no 2021 1. Obssatep-
HBIMU YCJIOBUSIMU BKJTIOUYEHUST OBLTU TTOJI-
WII SLICC =1, n (%) 114 (59) 109 (52) >0,05 MMcaHHOe MH(POPMUPOBAHHOE CoTJIacue

M BO3pacT crapiiie 18 jiet.
BceM naimeHTam nMpoBOIMIIOCH CTaH-
JnapTHoe obclefoBaHKe, BKIOYaBIlIee

OLIEHKY aKTUBHOCTH 3a00JIeBaHUs TIO UH-
nexkcy SLEDAI 2K (Systemic Lupus Ery-
thematosus Disease Activity Index-2K)
[18], UMMYHOJIOTUYECKUX ITOKa3aTeseii:
aHTUHYKJIeapHOTo (hakTopa, anTu-ncAHK,
anturen K SS-A/Ro, SS-B/La, Sm-aH-
tureHam, IgM peBmatouaHoro akropa
(P®), C3- u C4-KOMITOHEHTOB KOMILJIe-
MEHTa, OIpe/e/ieHe BOTYAHOYHOIO aH-
TuKoaryssura (BA), aHTUTEN K Kapauo-
sunuHam (aKJI) u Be-rmkonporenny 1
(aB.I'Tl1), IMarHOCTUKY FeMOJTUTUYECKOM
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840 p<o,0001
m
g 35 p<0,0001
o
§ 30
g 25
g 20 p<0,0001
2 15
Z
= 10 ;
o = 3
2 5 8
0 = /@ = 0 = o = g ) = =
= Q % IS T S = Q = =
$§ 5§ EE £ 23 ¢ B &
25 x = & 25 2 & £
5 B g £z s 25 i £ g
= = R=] 8 5 g %
5 X 5% = g =
< oo k=3
% 2 =) s 2 =
=9 S = Q § =
2 = = 5 =
=
= CKBc BH = CKB 6e3 BH

aHEMUM C HCIOJIb30BAaHUEM TMPSIMON U
HerpsimMoii po6 KymoOca, KIMHUYeCKUi
1 OMOXUMUYECKUI aHAIM3bI KPOBU, aHa-
JIN3BI MOYU TI0 YHU(UIIUPOBAHHBIM Me-
tomaMm. OlleHKa CKOPOCTHU KITyOOUKOBOI
(unasTpaM MPOBOAMIACH C MOMOIIBIO
npoonl Pedbepra—TapeeBa, ocHOBaHHOI
Ha cbope Mouu B TeueHue 24 4. Coxep-

Puc. 1. Knunuueckue nposeaenus ¢ dedbrome CKB

Fig. 1. Clinical manifestations at the SLE onset
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XaHMe Oenka B CYTOYHOM aHaJIn3€ MO4YMn
OLICHUBAJIN 10 CJICAYIOIIUM TpagalusgaM:
HOpMa WJIM Ha4daJIbHOEC ITOBBILICHUEC
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<0,15 1/cyT, yMepeHHOE MOBBIIICHUE —
0,15—0,5 r/cyT, BbIpak€HHOE IOBBIIIIE-
Hue — 0, 5-3,5 r/cyt, HedpoTUueckoe
noBbilieHue — >3,5 r/cyt [19].

Mopdosornueckoe ucciaenoBaHue
OuonTaToB mmoyek 1o ssHpaps 2016 . mpo-
BOAWIOCH B Jabopatopuu mMopdoreHesa
peBMaTuuyeckux 3aboneBanuiit HUUP
M. B.A.HacoHoBoi1 (pykoBoauTe b — .M. H.
C.I. PageHcka-Jlonosok), ¢ 2019 r. —
B ceKTOpe MOP(hOJIOTHUECKOI TNAaTrHOCTH -
KU TTIOYEYHO TTATOJIOTUY TOPONICKON KITH -
HU4YecKoil 6ompHUIIBI N252 (pykoBOau-
teab — A.M.H. E.C. CrossipeBuY) 1 BK/It0Ya-
JIO CBETOBYI0O MUKPOCKOIHUIO U UMMYHO-
dmoopeciieHTHOE UccaenoBanue. 11 Be-
puduKau xapakTepa rmopaskeHUs TP~
MeHsuT1ach Mopdooruieckast Kiraccudu-
kammst BH ISN/RPS [14]. HeobpaTumbie
noBpexnenust opraHos (HITO) onieHuBa-
JIVCh C TIOMOIIIbIO MHAEKCA MOBPEXIAECHUS
(MIT) SLICC [20]. st xapaKTepUCTUKHA
Havayia 3a00JieBaHUST MCITOJIb30Baach
ximaccudukanus B.A. Haconosoit 19721,
B COOTBETCTBUU C KOTOPOIi BBIIEISIIOT OCT-
poe, MOoAO0CTPOe U XPOHUUYECKOE Havyaao
CKB [21]. B cooTBeTcTBUM ¢ KJlaccudu-
kauueit S. Barr u M. Petri [22] nanbHeii-
mee teueHue CKB ompenensiin kak pe-
UAVBUPYIOIIE-PUMUTTUPYIOIIEE, XPO-
HUYECKU-aKTUBHOE WM MEANKAMEHTO3-
HYIO PEMUCCHIO.

Juarno3 BH ycraHoBiaMBaiu Ha oc-
HoBanuu KputepueB ACR (American Col-
lege of Rheumatology) 2004 . [23] nipu
HaJTMIUM y TIAllMeHTa CYTOYHOM TpoTe-
uHypuu >0,5 r/71 U/UIu SpUTPOLIUTYPUH,
JIEUKOLMTYPUU U LIMJIMHIPYPUM >5 B 1oJie
3peHusI B 0011IeM aHau3e Mouu. Y 82 na-

Ta6auna 3. Yacrora kimuunyeckux nposisiaenuniit CKB, n (%)
Table 3. Frequency of clinical manifestations of SLE, n (%)

Kimnnyeckue Ipynna CKB Ipymna CKB ]
npu3naku CKB cBH (n=192) 06e3 BH (n=208)
DoToCeHCUOMITU3ALIHS 25 (13) 46 (22) 0,01
Dpurema juua («o6adboyka») 80 (42) 56 (27) 0,02
MHOXeCTBEeHHbIE 3pUTEMaTO3HbIe BbiCchIMaHus 33 (17) 52 (25) >0,05
TTonocrpast KoxXHasi BoJYaHKa 0(0) 12 (6) 0,0001
Tokcuueckuit anuaepMaibHblii HEKPOJIU3 1(0,5) 1(0,5) >0,05
Kamwuisipur 49 (26) 58 (28) >0,05
JIMCKOMIIHbIE BbICHITTAHUS 4(2) 15(7) 0,02
ITopaxkeHue CIU3UCTHIX 000J0UYEK 65 (34) 67 (32) >0,05
Anoneuus 17 (9) 33 (16) 0,03
Cunnpom Peiino 20 (11) 46 (29) 0,003
Backynaur 33 (17) 40 (19) >0,05
[Tonuaptpur 163 (85) 189 (91) >0,05
Muosur 8(4) 15(7) >0,05
[TneBpur 84 (44) 42 (20) 0,0001
IMepukapaur 87 (46) 46 (22) 0,0001
TTHeBMOHUT 13(7) 10 (5) >0,05
Oupokapaut Jin6mana—Cakca 17 (9) 8(4) 0,04
MuokapauT 15 (8) 8 (4) >0,05
Tenatur 4(2) 2 (1) >0,05
Inporopake 10 (5) 0(0) 0,0001
Acuur 10 (5) 0(0) 0,0001
TTopaxeHue HEPBHOI CUCTEMBbI 53 (28) 56 (27) >0,05

LIMEHTOB KJIMHUYECKUI 11arHo3 ObUI Moj-
TBEPKJIEH pe3yJbrataMyu natoMopdoso-
TUYECKOTO UCCICIOBAHMSI OMOTITATOB TTOYEK.

CTaTUCTUYECKUIT aHAJIU3 OCYIIECTBIISIICS C ITOMOIIBIO TTPO-
rpammbl Statistica 10.0 w1 Windows (StatSoft Inc., CIIIA). [1po-
BepKa HOPMaJIbHOCTH pachpeieeHUsI MPOBOIMIACH 10 BETUYMHE
K03(hDULIMEHTOB aCUMMETPUU U Kclecca U o Kpurepuio KoJi-
moropoBa—CmupHoBa. [Ipu HopManTbHOM pacnpeneeHU! onpe-
nensi cpeqHee (M) 1 cTaHmapTHOe OTKIIOHeHUe (), TIPU pac-
MpeaesieHu, OTIIMYHOM OT HOPMaJIbHOTO, — MeIMaHy U MHTEpP-
KBapTUJIbHBIM uHTepBan (Me, [25-it; 75-i1 mepueHTUIn]).
B Takux ciyyasix mpuMeHsUIM HerapaMeTpuyecKue CTaTUCTUIECKHE
metoabl (Kputepuit BusikokcoHna). [lpu cpaBHeHUM KoJuue-
CTBEHHBIX TIOKa3aTesell UCIob30BaM Kputepuil [TupcoHa x>
u U-kputepuit MaHHa—YuUTHHU, a Takke Kputepuit Kpackena—
Yosmica. Onpeesisuii OTHOILICHHE IIAHCOB U 95% H0BepUTE/IbHbII
uHTepBai (). Paznuuust cuntanu 3HaUMMbIMU MIPU BeJTUYMHE
obeux rpanun AW >1 wnu <1. Ecau AW Bxutouan 1, nenanu
BBIBOJT 00 OTCYTCTBUH CTATUCTUIESCKOIN 3HAYMMOCTH.

Ju3aiiH uccieqoBaHUs U UCTIOJIb3yeMble METOMIbI 00Cen0-
BaHUSI OHOOpEHBI JIOKAJbHBIM 3THYecKuM Komuterom HUUP
uM. B.A. HaconoBoii B 2012 1. (mpotokos Ne 17 ot 06.06.2012),

Coepemennas peemamonoeus. 2022;16(6):12—19

B 2017 . (mpotokon Ne3 ot 02.02.2017) 1 B 2020 t. (ipoTokom Ne 20
ot 17.12.2020)

Pesymsrarel. B nccinenoBanue BkitoueHo 400 manyeHTOB ¢
CKB, koTopble ObUTH pa3/iesieHbl Ha IBE TPYTIIIbI B 3aBUCUMOCTHU
oT Hainuus nopaxeHus nouek. B rpynny CKB ¢ BH Bouwiu 192
(48%) nauuenra, B rpyrny CKB 6e3 BH — 208 (52%). B ta6. 1
MpeacTaBieHbl Mopdomornueckre Tkl BH y 82 mammeHToB ¢
CKB, y KOTOpbIX /151 MTOATBEPKAECHMS TUarHo3a IMpoBeaecHa 01o-
TCUSI TTIOYEK.

ITpeumyecrBenHo BoisiBastiuch IV u 111 knacest BH (B 43
1 19% cirydaeB cooTBeTCTBeHHO). KoMOMHAaIMsI TiposidepaTuBHBIX
1 MeMOpPaHO3HBIX U3BMEHEHU ! B TIOYEUHOI TKaHW Ha0IonaIach
y 5% narueHToB ¢ peobnaganreM auddy3Ho-mpodepaTuBHBIX
SIBJICHUI Ha MeMOpaHo3HbIMU (coueTaHue IV u V kiaccoB) ny
3% c ipeobianaHreM 04aroBbIX PO epaTUBHBIX U3MEHEHUIA
Haja MemMOpaHo3HbIMU (couetaHue I11 u V knaccoB).

TTarmeHThl 00eUX rpyIin ObLIM COMOCTABUMBI 110 MOJTY, BO3-
pacty u JUIUTeJIbHOCTH 00Jie3HU. B 00eunx rpynmax rnpeoodianaiu
JKEHIIIMHBI MOJIOZOTO BO3PacTa CO CpeaHEeN JIMTEIbHOCThBIO 60-
ne3nu 7,3846,23 u 7,88+7,06 roma coorBeTCTBEHHO (TabII. 2).
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Ta6auna 4. Yactora nadoparopusix Hapyuenuii B rpynnax CKB ¢ BH u 6e3 BH, n (%)
Table 4. Frequency of laboratory disorders in SLE groups with LN and without LN, n (%)

CTOTOI Y MAallMEHTOB O0EUX IPYIIIT BO3-
HukHoBeHuio CKB npeniecrBoBaiu: u-

JlaGoparopHbie Ipynna CKB Ipynna CKB P 314ecKasi rmeperpyska, ctpecc, MH(GEKLMsI,
npusHaku CKB c¢BH (n=192)  Ges BH (n=208) MPUEM TEPOPATBHBIX TOPMOHAIBHBIX
AHeMus 120 (63) 75 (36) 0’009 KOHTpPAUCITUBOB, BaKIIMHALIUA U TI€PE-
oxyaxaeHue. B To ke BpeMs B rpyrime
JleiikoneHust 94 (49) 81 (39) 0,04 BH CKB ne61oTupoBana nocjie MHCOIs -
TpombouuToneHust 81 (42) 33 (16) 0,0001 glil_;l ;ngq ?g:%l;a;l ;’6 q(ellgl%?) ?;::;:HSSZ
BA 2(1) 12 (6) 0,02 cootBercTBeHHO (p=0,001). B cBOIO OUE-
penb, B rpynme 6e3 BH CKB Bo3Hukia
JloxxHononoxuTenbHas peakiusi Baccepmana 8(5) 12 (7) >0,05 rocsie GEpeMEHHOCTH B GOJIBLIEM UHCIIE
Antntena k SS-A/Ro 17 (9) 37 (18) 0,02 crysaes, 1em B Ipymme ¢ BH (17 u 11%
COOTBETCTBEHHO).

Aururena Kk SS-B/La 7(4) 19 9) 0,04 TlepBbIM KIMHUYECKUM MPU3HAKOM
CKB ¢ BH y 39% 6bu10 opaxkeH1e ImoyeK
PO 6(4) 13(8) >0,05 B BUJIe TIPOTEWHYPUU W/WJIK MOYEBOTO
aKJI 38 (20) 35(17) 0,05 CUHIpPOMA, OTEYHOTO CHMHIPOMA, TTOBBI-
LIeHWsI apTepuaJbHOTO NaBJIEHUS,
aPolTh 31 (16) 31 (15) >0,05 y 16% — B Buae nonuaptputa, y 17% — B
. BUJIE TTIOPaKEHUSI KOXKU U CycTaBoB (puc.1).
IMonoxurenbHblii TecT Kymbea 25(13) 21 (10) >0,05 B ne6iote CKB ¢ BH 130/11poBaHHoe ro-
Antu-ncJIHK 148 (77) 158 (76) >0,05 PaxeHNe KOXMU U IreMaToJIOrMIeCKUe Ha-
pYLIEHUsST HAOIIOIATNCH Y 8% MAIMEHTOB,
IunoxkomruieMeHTEMUS 155 (81) 97 (47) 0,0001 MOpakeHNe HEPBHOM CUCTEMBI M CUHIPOM
Peiito — y 3%, Tpom603 — y 4%, numd-
aneHonarusi —y 2%. B rpynne naiueHToB
20 0e3 BH B ne6roTe yailie otMevyainch mo-
Jmaptpur (y 26%), coueTaHHOE TIOPAKEHKE
70 — KOXHU M cycTaBoB (y 26%) ¥ CUHIPOM

f, 0 Peiito (y 16 %; p<0,0001).
% £<0.0001 71 TTpu3HaKoOB nopaxkeHust oYeK B rpyIi-
g 50 ’ — ne 6oapHbIX CKB 6e3 BH He Obl10 Ha
El TIPOTSDKEHUM BCETO TTepro/ia HaOTIOICHMS.
§ 40 £0.0001 e B tabn. 3 mpeacraBiieHbl JaHHbBIE O
§ 30 P<Y, | 4acToTe KIMHIYeCKNX TposiBiieHnii CKB,
Z p>0,05 KOTOpPBIE HAOIONAINCH Y TAIIMEHTOB 00e-
g 20 — UX TPYII B TeyeHue 6ose3Hu. PotoceH-
*~ 10 21 [ cubunuszaius B rpynre 6e3 BH BbisiBis-
9 Jlach 3Hauyumo vamie, yem npu BH
O —F (p=0,01). ITpu BH Tak:xe 3Haunmo yaiue,
Ocrpoe Homocrpoe XpoHuyeckoe yeMm 6e3 BH, umenoch 3puUTeMaTo3HOE
nopaxeHue KOXW nuna («6abouykar;
 CKBcBH CKB 6es BH p=0,02). V 12 (6%) 60bHbIX 6e3 BH oT-

Puc. 2. Xapaxmep meuenus CKB 6 debrome 3aboaeeanus (no B.A. Haconosoii [21])

y nauuenmog ¢ BH u 6e3 BH

Fig. 2. Clinical course of SLE at the onset of the disease (according to V.A. Nasonova [21])

in patients with LN and without LN

Y nauuenTtoB ¢ BH Habnionanack 3HaunMo GoJjiee BbICOKasl ak-
TuBHOCTh CKB, ueM y 60sbHBIX ¢ oTcyTcTBUeM BH, 3HaueHust
unnekca SLEDAI-2K cocraBnsiin B cpegHem 11,54+9.25 u
7,9546,21 cootBerctBeHHO (p=0,01). HITO B 0Geux rpymmax
BBISIBJISUTUCH Yy COMOCTABUMOTO KOJIMYECTBA MalUeHTOB — 114
(59%) n 109 (52%) coOTBETCTBEHHO.

V 158 u3 192 GonbHbix rpynmbsl CKB ¢ BH uy 160 u3 208
naueHToB rpynisl CKB 6e3 BH Ob111 npoaHann3upoBaHbl CO-
OBITHS, KOTOPBIE, TT0 MHEHUIO MAIIMEeHTa, TPEAIIeCTBOBAIM 0~
sgBieHMIo TiepBhIX Mpu3HakoB CKB. B 82 ciyyasx He ymanoch
TPOCIIENUTD YeTKOUM BPEMEHHO CBS3U MEXIy KAaKUMU-THO0 CO-
OBITUSIMU U BOZHUKHOBEHMEM 3aboseBaHus. C OMMHAKOBOI ya-

16

MeYaICh BBICHINAHMS [0 TUITY TIOOCTPONA
KOXHOI BoydaHku, a 'y 15 (7%) — muc-
KOWIIHBIE BBICBHITTAHUS, B TO BpeMsI KaK y
nanueHToB ¢ BH momoctpoit KoxHoi
BOJTYAHKU HE 3apPETUCTPUPOBAHO, a TUC-
KOMJIHBIE BBICHITIAHUSI BCTPEYAINCh TUIIb B 2% ciyyaeB. MHO-
JKECTBEHHbIE 9PUTEMATO3HbIE BBICHINIAHUS ObLIM Oosiee Xapak-
TepHbI 11 nauureHToB 6e3 BH, Torna kak npu BH aTot npuzHak
TIPUCYTCTBOBAJI TIOYTH B 2 pasa pexe. TokcHUIecKWil smumep-
MaJIbHBII HEKPOJIU3 BCTpevasicst KpaitHe peako — B 0,5% ciyuaes
B 00eux rpynnax. Kaniisipur u mopaxeHue CIM3UCThIX 000JI04eK
(XEMINT, I3BEHHBIM CTOMATUT, SHAHTeMa HEOA) BBISBISUIMCH C
OIIMHAKOBOIi YacTOTOI B 00eux rpymnmnax. Hepyouosas anonenus
(p=0,03) u cunapom Peiino (p=0,003) craTucTUYECKU 3HAUUMO
qare onpeaessuIuch y mainreHToB 6e3 BH.

Cepo3uT 3HAUMMO yalile BcTpevasncs y nanueHTos ¢ BH
(p<0,0001), y 10 (5%) GonbHBIX ¢ HEHPOTUUECKUM CUHIPO-

Cospemennas peemamonoeus. 2022;16(6):12—19
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MOM HaOJII0AAINCh TUAPOTOPAKC U ac-
uut. [uapoTopakc MMArHOCTUPOBAICS
Ha (poHe 001Iero OTEeUHOI'0 CUMHApOMA,
BCerga B COYETAaHUM C MacCCUBHBIMH
nepudepuIecKUMMA OTeKaMHW W acIiv-
TOM, IIpU IPOBEAEHUU IMyHKIIMOHHOMI
OMOIICUH IJIEBPAIbHOM MTOJIOCTH U IO~
TBEPXKIEHUU HEBOCIAJIUTEIbHOIO Xa-
pakTepa XMAKOCTU (TpaHccymaTa). Y
nanueHToB ¢ CKB 6e3 mopaxeHus no-

IToka3arenn

MarHosa, Mr, M*+c

YeK TJIeBPUT U MIEPUKAPINT BBISIBIISUICH L®, n (%)
pexe. Takue mpossiaeHuss CKB, kak AT
n
MOJIMAPTPUT, MUO3UT, BACKYJIUT, IHIO- »10.(%)
KapauT, MUOKapAUT, MHEBMOHUT, TMO- MM®, n (%)
paxxeHue HEpPBHOW CHUCTEMBI, B 00EUX
rpynmax BCTPeYalnch ¢ OQWHAKOBOWM MT, n (%)
yactotoil. ¥ namuentoB ¢ BH u 6e3 KX, n (%)
©°
BH naOmionanuce pazauuusi 1o psay ’
71abopaTOPHBIX U1 UMMYHOJIOTUYECKUX PTM, n (%)

nokasatejeit (tadn. 4).

B rpynne BH cratuctuyecku 3Haum-
MO Yallle BBISBIISUTUCh aHEMUSI JIETKOU 1
CpelHel CTerneHu TsoKecTH U jeiikonenust <3-10°/n (p=0,09 u
p=0,04 cootrBeTcTBeHHO). [11s1 marmeHToB ¢ BH Gbla XapakTepHa
tpombouuTornenust <100-109/m (42%), u DaHHbBIA TPU3HAK Y
HUX MMeJICS TIPaKTUYEeCKU B 2,5 pa3a yallle, yeM B rpyIe 0e3
BH (p<0,0001). Cpenu uMMYHOJOTUYECKUX ITOKa3aTeseil y na-
uueHToB 0e3 BH vaine, uem npu BH, BoisgBisuiucs BA, aHturtena
k SS-A/Ro n SS-B/La (p=0,007, p=0,02 u p=0,04 cooTBeT-
CTBeHHO). Pasnuuuii mo vyacrore BeIsIBICHMST aHTH-ACIHK,
aKJI, monoxurenbHoro tecta Kymoca He O6bu10. [Mnokommie-
meHTemust ipu BH Habmonanack B 2 pa3a yaiiie, yeM y IalleHTOB
0e3 MopakeHusl oYeK.

B ne6rore 3aboeBaHus y namueHToB ¢ BH craructuyecku
3HAYMMO yalle orMevaioch octpoe teueHue CKB no knaccu-
¢ukamu B.A. Haconosoii [21] (p<0,0001). s CKB 6e3 BH
OBUIO XapaKTEPHO MPEUMYIIECTBEHHO XPOHUYECKOE TEUCHUE
(p<0,0001; puc. 2). CornacHo knaccudukauuu S. Barr u
M. Petri [22], B 00eux rpyriax npeooJiagaio peluauBUpyIole-
peMUTTHpYIOIIee TedeHUe 3a00JIeBaHMsI, KOTOPOE HabII01aI0Ch
y 148 (77%) nauuenroB ¢ BH u y 162 (78%) 6e3 nopaxkeHust
noyek. YacTora XpOHNIECKU-aKTUBHOTO TCUYCHUS U PEMUCCUN
ObLIa TaK>Ke TIPUMEPHO OMMHAKOBOI B 00euX rpyrmnax. Meauka-
MEHTO3Hasl peMUCCUsT HaOIoAaaach JOCTATOYHO PeaKo — y 36
(19%) nmatmenToB ¢ BH n'y 38 (18%) 6e3 BH. XpoHuuecku-ak-
TUBHOE TeUeHHEe UMeJIOCh Y 8 (4%) 60IbHBIX 00CUX TPYIIIL.

Ananm3 dapmakoTepanu, KOTopast IpuMeHsIach y maru-
€HTOB B peaJbHOM KIMHWYECKON MPAKTHKE Ha TMPOTKEHUN
BCeTo Ieproa 60JIe3HU, TTOKa3all e¢ 3HAUMMBbIe Pa3IMIMS B IBYX
rpynmnax (Tabj. 5). Yxxe B ne6rote 3abojeBaHus nmaimeHTs ¢ BH
MoJjiydajid 3Ha4UMo 0oJiee BBICOKHE M03bl INTIOKOKOPTUKOUIOB
(I'K), yem 6osbHbIe 6e3 BH. KymyngatuBHbIE 103bl BBOIUBILIMXCS
BHyTpuBeHHO (B/B) 'K 1 muknodocdana (LID) nmpu BH taxke
ObLTM 3HAUMMO BbILIE, YeM B rpymnrie 6e3 BH. Y mauuenros ¢ BH
CTaTUCTUYECKU 3HAYMMO Yallle ucrnojib3oBaics LD u mukode-
Hosata Mmoderrn (MM®), npu CKB 6e3 nopaxeHus moyek —
aszatuonpuH (A3A) u metorpekcar (MT), rUAPOKCUXIOPOXUH
('KX) yamie HasHavasicsa nauueHTaM 6e3 BH. Putykcumat
(PTM) npuMeHsIICsl NIPUMEPHO Y TPETH MALIMEHTOB 00eUX IPyIIIL.

Ob6cyxnenne. OrpoMHBIN BKJIaa B pa3Butue yueHust o BH
BHECJIM OTEUECTBEHHBIE PEBMATOJIOTU M Hedposioru. Tak, BriepBbIe
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Hoza I'K npu Bepudukaumm

Kymynarusnas nosa 'K B/B, M, MG

Kymynarupnast nosa LI®, mr, Mto

Ta0mmua 5. @apmakorepanusi, npumMensBinasics y nanuentos ¢ BH u 6e3 BH
Table 5. Pharmacotherapy used in patients with and without LN

Ipymna CKB Ipynna CKB P
¢ BH (n=192) 0e3 BH (n=208)
38,15£19,17 26,6+8,29 0,0001

1959,82+1313,30  1332,89+1012,97  0,0001
1806,14+756,98  1084,05+174,35 0,0001
119 (62) 35 (17) <0,0001
17.9) 64 (31) <0,0001
57 31) 27 (4) <0,0001
15(7) 41(20) <0,007
102 (53) 164 (79) <0,01
67 (35) 69 (33) >0,05

TOAPOOHOE ONMMCaHNE KITMHUYECKON KapTUHBI, TEUSHUSI U UCXO-
noB nopaxkeHust mouek pu CKB mpencraBinero B MoHorpaduu
B.A. Haconosoit 1972 . [21]. B paborax B.A. HacoHnosoii,
W.E. TapeeBoii, M.M. MUBaHoBoii [21, 24, 25] noka3aHbl cBOE-
obpaszue kKiIMHUYecKoir kaptuHbl BH, ero mpenmyiuectseHHOE
pa3BUTHE Y MAllUEHTOB MOJIOOTO BO3PACTa C BBICOKOW aKTHB-
HOCThIO U ocTpbiM Hadajiom CKB, mpencraBieHbl BapuaHTHI
TeueHus1, MOp(OITOTUIECcKast XapaKTepPUCTUKA MTOPaXKEHUsI TIOUEK,
OTMEYEeHBbI HEeOIArOMPUSITHBINM UCXOM B OOJBIIMHCTBE CIyvaes,
BbICOKasl yacToTa BbisiBiaeHMsT aHTU-Ac/IHK, runokommiemMeH-
TEMUU, TUTIEPraMMario0yJIMHEMUU.

B name uccnenosanue Bouriu 192 maumenra ¢ BH, unn
48% w3 400 mauuentoB ¢ CKB poccuiickoit Koroptel. Yactota
BoIstBIeHUST BH okazanmack mocTaTouyHO BBICOKOI 1 Obuta B 1,5—
2 pa3a BbIllE, YeM B 3apyOeKHBIX UccienoBaHusx [26]. PanHee
pa3BuUTHE HedpUTa BBISIBICHO y MOAABISIONIETO OOJBIIMHCTBA
nmanueHToB — y 149 (78%) u3 192, npuueM y 74 (39%) u3 Hux
nepBbIM MpuszHakoM CKB 66110 nopaxkeHue noyek. XapakTepHbIM
otimureM Tpynmel BH 6puta 6Gosee Boicokast aktuBHOCTH CKB
o uHaekcy SLEDAI-2K. ¥V 3Tux GOJbHBIX 3HAYMMO PEXKe I10
cpaBHeHuto ¢ manmeHTamu ¢ CKB 6e3 BH Bctpevanuch monm-
apTPUT, TOpaxkeHue KOXU U cuHapoM PeitHo. Beicokast uMmy-
HOJIOTMYeCKas aKTUBHOCTD BbIsiBieHa B 81% ciyuaeB. Yacroe
HaJIMure rurmokoMIuieMeHTeMun ipr BH He Tostbko xapakTepusyert
BBICOKYIO aKTUBHOCTb, TipucyIyio 3Tomy dheHotury CKB, Ho u
TIOMYEPKMBAET BAXKHYIO POJIb aKTUBALIMY KOMITJIEMEHTa B ITaTO-
reHese rnopaxeHus noyek [27]. Emie omHUM xapaKTepHBIM OT-
JuyueM nauueHToB ¢ BH ObL1o npeobianaHue ocTporo Havyajia
CKB, kotopoe BcTpevaioch 6osee yeM B 50% cirydaes, ¢ Imociie-
IYIOUTUM TIEPEXOJIOM B PELIMINBUPYIOIIE-PEMMUTUPYIOIITUIT Ba-
puaHT y 77% NalKXeHTOB, YTO COIIACYETCS C JaHHBIMU JIUTEPATYPhI
|28]. Taxske OBbLTH BBISIBIIEHBI CYILIECTBEHHBIC Pa3 IS B TEPAITHH,
MPUMEHSIEMON B PEaJIbHOM KIIMHUYECKOU MPAKTUKE Y MMALIMEHTOB
¢ BH u 6e3 BH. I1pu BH Ha3znavyanuch 6oJiee Beicokue 10361 'K
BHYTPb, a TaK:Ke 0oJiee BhICOKME KyMyasaTuBHbBIE 103kl 'K 1 LD
B/B (p<0,0001). ¥ martmenToB ¢ BH wame npumenstmucy LD u
MM®O, B To Bpems kak y 6ombHBIX 663 BH — A3A, MT u 'KX.

O6cyxnast hopmupoBanue ¢peHoTurnon npu CKB, Henb3s
HE YeJUTb BHUMaHNEe BO3MOXHON PO reHeTudecKux dax-
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TopoB [29]. C moMOIIIbI0 TTOJTHOTEHOMHOTO ITOMCKA acCOIMalIMit
(Genome-Wide Association Studies, GWAS), BbIsIBJIEHbI MHO-
rovyucjeHHbIe TeHbI, onpeaesiomue puck passutusi CKB, B
TOM 4YHCJIe JIOKYCHI, COlepKallue TeHbl, CBI3aHHbIE C BPOX-
NIEHHOW M aJanTUBHOW MMMYHHOW CHUCTEMOI, HEKOTOpbBIE U3
3THX I'€HOB Take ydacTByloT B pa3sutuu BH [30, 31]. Tak, B
HECKOJIBKHUX MCCIeA0BaHUIX KoropT nmanueHToB ¢ CKB o6Ha-
pyXeHbl accouanuu reHa HLA-DR3, reHOB, IOKaJIU30BaHHbBIX
B xpomocomax (/TGAM, FCGR, IRF5, TNIP1, STAT4w TNFSF4),
¢ BH [32, 33]. Becbma noka3aTeIbHBIM SIBJISIETCS TO, UYTO (PYHK-
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