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CoBpeMeHHbIN NOAX0A B AUArHOCTUKE U NleYeHUU
CMCTEMHOWU KPAaCHOWU BONYAHKHU
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PE3IOME

Llenb: Ha OCHOBaHWM COBPEMEHHBIX [iaHHbIX MO 3MUAEMUONOrMM NPOAHaNU3MPOBaTh CTEMeHb BIUAHUA reHeTUYeCcKUX GaKTOpPOB U OKpyXa-
folieil cpefbl Ha BO3HUKHOBEHUE CUCTEMHOI KpacHol BonuaHku (CKB); paccmoTpeTb GeCCMMNTOMHBINA M KIUHUYECKWIA Nepuoabl GonesHu;
OLLeHWUTb aKTUBHOCTb 3a60NeBaHUs, OpraHHble NOBPEXAEHUS, KOMOPOUAHbIE COCTOAHUA; PACCMOTPETL NYTH COBEPLIEHCTBOBAHNA AUATHOCTUKY
un neyenus CKB.

OcHoBHble nonoxeHus. B nocnegxue rogpl ysenuuunacs 3a6onesaemoctu CKB. MHoroobpasue knnHu4eckux nposBaeHuil, BONHOOOpasHoe
TeyeHue C YepefoBaHUEM PEMUCCHII U 06OCTPEHNI ienatoT 310 3aboneBaHne OfHUM U3 Hanbonee TPYAHbIX AN [UATHOCTUKM, IeYEHNs 1 OLEHKN
adekTMBHOCTM Tepanuu. Beugy otcyTcTBIA B HacTOALee BPEMsA ANArHOCTUYECKUX KPUTEPUEB NOCTOSHHO COBEPLIEHCTBYIOTCA KNacCUdUKaLm-
OHHble KpuTepuUu. HecMoTpsA Ha TO YTO NONOBMHA GONbHLIX AEBIOTUPYET C HU3KOII akTUBHOCTbIO CKB, B AanbHeiiwem 6onesHb nporpeccupyert,
nopaxas MHoOrue opraHbl 1 cuctemsl. 0kono 70% naLunUeHTOB He LOCTUTAT ANUTENbHON peMuccum 3a6oneBanus, 4To TpebyeT yayyLeHUs cxem
NeYeHns, B KoTopble OyayT BKNOYEHbI UMMYHOCYNPECCUBHAA U GUONOrMYecKas Tepanuu.

3akntoueHue. OTCyTCTBME METOL0B ANA PaHHel AMArHOCTUKM W NPOrHO3MPOBaHWA 60Ne3HU MPOAJOMIKAET 0CTABATLCA OAHON U3 LIeHTPaNbHbIX
npob6sem B cOBpeMeHHO peBmatonoruun. PaspaboTka pekoMeHAaLuit o NeYeHnio U UX BHeAPEHUE B KIMHUYECKYIO MPAKTUKY MOTYT yNyulWnTb
pe3ynbTaTl Tepanuu 3Toro 3aboneBaHns 1 ero UCXOA.

Knioyessie cnosa: cucTemHas KpacHas BondaHka, anupemuonorus, kputepun European League Against Rheumatism/American College of
Radiology 2019, aKTUBHOCTb, BONYAHOYHbIA HEPPUT.
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ABSTRACT

Objective: Using available information on epidemiology, to analyse the impact from genetic factors and environment on development of
systemic lupus erythematosus (SLE); to discuss asymptomatic and clinical periods of the disease; to assess the intensity of the disease, organ
damages, comorbidities; to discuss the ways to improve SLE diagnosis and management.

Key Points. The number of SLE cases has grown recently. The magnitude of clinical manifestations, cycles with remissions and aggravation
make this disease one of the most difficult to diagnose, manage and assess therapy efficiency. As there are no diagnostic criteria for
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the disease, classification criteria are improved constantly. Despite the fact that the onset of the disease in half of patients is with low SLE
intensity, later the disease progresses and affects several organs and systems. About 70% of patients failed to have a long-lasting remission;
therefore, therapy protocols should be improved and should include immunosuppression and biological therapy.

Conclusion. One of the burning issues in the modern rheumatology is lack of methods for early diagnosis and prognosis of the disease.
Development and practical implementation of therapy recommendations can improve the therapy results and disease outcome.
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2019, intensity, lupus nephritis.
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uctemHas kpacHas sonyaHka (CKB) — xpoHuyeckoe mynb-
TUCUCTEMHOE AyTOMMMYHHOe 3abosieBaHWEe HEU3BECTHOW
3TUONOTUM C WMPOKUM CMEKTPOM KIMHUYECKUX NposBie-
HWIA 1 HenpepckasyembiM TedeHnem. Ceponoruyecku CKB xapak-
TEpPU3YeTCA NPUCYTCTBUEM BbICOKUX TUTPOB OpraHoHecrneuudm-
YECKWUX ayTOAHTWUTEN K Pa3NNYHbIM KOMMOHEHTaM KNeTOYHOro
agpa [1, 2]. B natoreHe3se CKB y4acTBylOT Kak BpPOXAEHHbIE,
TaK W NpUOOPeTeHHblE UMMYHHbIE peakuuu. B3aumopeiicteue
reHoB C (haKTOpamu OKpyalolen cpefbl NPUBOANUT K MHOrO-
UUCNEHHBIM WUMMYHONOTMYECKUM U3MEHEHWUAM, pe3ynbTaToM
KOTOPbIX ABAAKTCA MMMYHHblE PeakLuUu NPOTUB ayTONOTUYHbIX
HYKNEMHOBbLIX KUCNOT. AyTOaHTUTENa W OTNOXEHWE WMMYH-
HbIX KOMMIEKCOB MOTYT MOBpPeXAaTb TKaHW B MOYKaX, CEpALE,
cocyaax, LeHTpanbHOW HEPBHOM CUCTEME, KOXE, JIErKUX, Mblll-
L|ax 1 cycTaBax.
3aboneBaHne HauyMHAETCS C [OKIMHWYeCKOW GeccumnTom-
HOM (ha3bl, XapaKTepusywLleica NOABNEHUEM aHTUHyKIeap-
HbIX aHTUTen/aHTuHykneapHoro daktopa (AHA/AH®), obuwux
AN ayTOMMMyHHbIX 3a60neBaHuil, B NOCNefyloLeM — BbICO-
kocneunduynbix gna CKB: awTtuten k psycnupaneHoi [HK
(antn-pc-AHK), k Cmut/Smith anturery (aHTn-Sm), aHTudoc-
tdonunupHeix antuten (a®J1) [3] (puc. 1). PeTpocneKTuBHBIA
aHanu3 nokasahn, Yto no3uTueHble ypoBHU AHA onpepgenstotcs
3a 10 net o Bepudukaumm anarvosa y 47% nauyueHntos ¢ CKB,
a®Jl — 3a 7,6 rona (B cpepHem 3a 3 roja) y 18%, aHTu-Ac-
OHK — 33 2,5 roga y 55%, aHTU-Sm — 3a HECKONIbKO MecsiLieB
[0 AMarHoCcTUpOBaHHOM 6onesuu [4-7].
Mepuop pa3BepHYTON KAMHWYECKOW KapTUHbI OTIMYaeT-
€A BOMHOOOpA3HbIM TeYEHWEM: uyepefoBaHUEM O0OO0CTpPeHwii
(«BCMbIWEK») U HU3KOM aKTUBHOCTU/pemuccuii. YacTble 060CT-

peHUs, KOTOpble OLEHMBAIOT C MOMOLbI MHAEKCOB aKTUBHOC-
T CKB [8], BbI3BaHHbIE ayTOMMMYHHbLIM BOCMANeHUEM, Tepanus
CKB u conytctByiolme 3a6oneBaHus (MHdEKLUK, paHHUIl aTe-
POCKNIepO3, 3/70Ka4YeCTBEHHble HOBOOOPA30BaHWA) MPUBOAAT
K HAaKOMJIEHMIO HEOOPATUMbIX MOBPEXAEHN I Pa3fINYHbIX OPraHoB
(M3mMepAIT MHAEKCOM NOBPEXAeHMA Mo Wwkane Systemic Lupus
International Collaborating Clinics Damage Index, SLICC) [9]
(cm. puc. 1). IbdeKkTMBHAA U paHHAA Tepanus, YMeHbllatw-
Was aKTUBHOCTb 3ab0NeBaHUs WAW NPUBOAALAS K PEMUCCUM,
He TONbKO CHUXAET YacToTy M TAXKECTb 060CTPEHMIA, HO U MUHU-
MU3UPYET CBA3aHHbIE C HUMK MOBpeXaeHus [3].

JNMUAEMUONOTUA

B nocnepHue 40 net yyactunuck cnyyam CKB, yto mMoxeT ObiTh
CBA3aHO C COBEPLUEHCTBOBAHNEM ANArHOCTUKK, Pe3ynbTaTbl KOTO-
poii Konebniotcs B npeaenax ot 0,3 go 31,5 cnyyas Ha 100 Tbicay
yenoBek B rod. PacnpoctpaHeHHOCTb 3a601€BaHNA BO BCEM MUPe
npuéausunack k 50-100 cnyyasm Ha 100 ThicsY Yenosek cpepu
B3pocnoro Hacenenus [3]. B Poccuiickoin Pepepaumn pacnpo-
ctpaHeHHoct CKB coctaBnser 9,0-20,6 cnyyas Ha 100 Thicay
YesoBEK B 3aBUCMMOCTM OT peruoHa, a 3aboneBaeMoCTb —
0,3-1,6 cnyy4as Ha 100 TbicAY YenoBeK Cpefu BCEro HaceneHus
ctpaHbl [10]. Cpean 3a6oneBwux CKB npeo6nafaloT eHWwmHbI
MONIO0r0 U CPefHero BO3pacTa, YTO N0 OTHOWEHWIO K MauueH-
TaMm MyXckoro nona cocrasnset 10:1, — 3T0 npenmyLLecTBEHHO
6o/bHble C NIErKoi CTEeNeHblo aKTUBHOCTU 3aboneBaHus B aebto-
Te (puc. 2) [11]. OgHako co BpemeHeM 6oNe3Hb NPOrpeccupyer,
TaK YTO YMCNO NALMEHTOB C NErkomn, CpefHei u TAXEeNon crene-
HAMM aKTUBHOCTM 3ab0NeBaHWA CTAHOBUTCA NPUBANU3UTENBHO
OfIMHaKOBbIM (OKONO TPETW B Kaxpaoit kateropun) (puc. 3) [12].

Puc. 1. TCLICHIIC CHUCTEMHOM KpilCH();I BOAYAaHKH Ha (i)()HC CT}UT,\:IPTH()ﬁ‘I TCP;\]‘[VIH n T[pH\ICHCHHH CTp”ATCTVTVI

CACUCEHUA AO AOCTHIKEHMSA ITEAID) [3]
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Puc. 2. /\KTHBH()CTB CHICTEMHOM Kp?lCH()f;I BOAYAaHKHA

B AcOroTe 3a60AeBanms [11]
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Puc. 3. AKTUBHOCTD CHCTEMHOI KPACHOH BOAYAHKI
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Taxectb CKB BapbupyeT B 3aBUCMMOCTM OT 3THUYECKON Npu-
HafIeXHOCTM W, KaK NpaBuio, TAXeNee NpoTeKaeT y nauneHToB
ahpuKaHCKOro 1 NaTMHOAMePUKAHCKOro Npoucxoxaenuii [3].

BIUAHUE QJAKvTOPOB

OKPYXKAIOLLEN CPEABI U TEHETUKK

K daktopam okpyxalowei cpefpl, 3amycKalowWum natoreHes
CKB, otHocAT ynbTpacduonetoBoe o6nyyeHue, KypeHue, Hap-
KOTUKU M HeKOTOpble JIeKapCTBEeHHble mpenapatbl (M3BECTHO
okono 118 HavMeHOBaHWIN: 3CTPOreHbl, MPOKaMHaMuL, rugpa-
nasuH, cynbdacanasud u ap.) [13]. Tak, KypeHue accoummpo-
BaHO C runepnpopykumeit antu-ac-AHK n adJl, a Tepanus uHru-
6utopamn ®HO-a — c aHTH-ac-AHK [14-16]. MatoreHeTnyec-
Kas pofb 3CTPOreHOB CBf3aHa C MX CMOCOOGHOCTbIO BAUATH
Ha rymopanbHble peakLuu: OHWM CTUMYNUPYIOT nponndepalmio
B-KneTok u NpoAyKuMI0 aHTUTEN U OAHOBPEMEHHO OKa3blBaloT
MHrMGMpyWMiA 3deKT Ha nponandepaTUBHY aKTUBHOCTb
T-knetok [17, 18].

B HacToslee Bpems npu3HaHa NOMUreHHAs apAuTUBHAsA
MOLeNb CeMeiHOW arperauuu ayToMMMYHHBIX 3aboneBaHuii
u, B yactHocTu, CKB. CornacHo oOLieHaLMoHaNbHOMY uccChe-
[OBaHUIO, MpoBefeHHOMY Ha TaliBaHe, OTHOCMTENIbHbIA PUCK
passutua CKB cpepn 6nu3HeuoB paBeH 316, cpenu GpatbeB
u cectep — 24, cpegn poautenen — 11, cpegu petein — 14,
M [axe CpeAu HEepoACTBEHHbIX CYynpyroB OH COCTaBiseT 4.
KOHKOpAAHTHOCTb B OTHOLWEHUM 3a60NeBaHUSA Y MOHO3UTOTHbIX
6113HeL0B paBHa 25%, BKIAL reHeTUYecKn AeTepMUHMPOBAH-

Holi Hacnepyemoctn B pa3sutue CKB onpepeneH Ha ypoBHe
44%, «ceMeliHbIx» 00WMX (DaKTOPOB OKpyXawLeid cpefbl —
Ha ypoBHe 26%, HeoOwWmMx (aKTOpPOB OKpyXKalowWeil cpefbl —
Ha 30% [19-21]. OtHocuTenbHbit puck CKB npu Hannuum
V POACTBEHHUKOB MEPBOM NIMHWUMU LPYruUX ayTOMMMYHHBIX 3300-
neBaHui konebnetcs ot 587 pana 6GonesHu LlerpeHa, 5,40
BN CUCTEMHOW CKnepoaepMui, 2,66 ans peBMaToOMAHOro apTpu-
Ta, 2,58 ana paccesHHoro cknepo3sa, 1,68 gnsa CL 1 Tuna po 1,39
LNA BOCMANUTENbHbIX 3a00n€BaHUN KWWeYHWUKA. ITU [aHHble
MOryT ObiTb OCHOBOW N5 ONpEefeNeHns reHeTUYecKoil 3aKoHo-
MepHOCTU (MNU ee OTCYTCTBMSA) Pa3BUTUSA ayTOMMMYHHBIX 3a60-
neBaHuin. Bo3MOXHO, Hannyne pefKux reHeTMYeCKnx Bapuauui
B CUFHaNbHOM MyTW T-KNETOYHbIX PELLENTOPOB ABAAETCA 06WUM
3HamMeHaTenem ANf CylecTBylolel ceMeiHo arperauuu [21].

KNIWHUYECKWUE NPOABNEHUA

CUCTEMHOMN KPACHOM BOJIYAHKM:

«bOJIbLLUE U MAJIBIE»

B omnume OT Apyrux ayTOMMMYHHbLIX 3aD0NEBAHMIA, TaKUX KaK
CL 1 TMna, paccesHHbl CKNEpO3, TUPEOUANT XalMMOTO, Xapak-
Tepusyowmnxca opraHocneuuduyroctsto, npu CKB oTmevator
CUCTEMHOE MOpa)KeHWe OPraHoB U TKaHel, MHOroobpasue Kiu-
HUYECKUX NposBieHuil. bonesHb MoxeT ne6TUPOBATL OfHUM
UnW ABYyMA cMMnToMamu, ofgHako ans CKB xapaktepHo nonuop-
raHHoe MopaxeHue, BBUAY KOTOPOro CTPajaloT Koxa, CAU3NC-
Tble, ONOPHO-ABUraTeNbHbLIA annapat, Nerkue, Noyku, ceppeuy-
HO-COCYRUCTasA W HepBHas cuctembl. KnuHuyeckue npossneHus
CYLLECTBEHHO BApPbUPYIOT Y pasHbIX OONbHBIX U B pa3Hble nepuo-
Abl 3a6onesanus. Teyenue CKB BonHooGpasHoe, ¢ YepesoBaHu-
€M pemuccuii u 06oCTPeHMil, NPU KOTOPbIX BO3MOXHO BOB/EYE-
HUe B NaTONOrMYeCKMit NPOLLECC HOBLIX OPraHOB U CUCTEM.

B mabauye 1 npepcraBneHbl XxapakTep W 4acToTa KIMHKUYec-
kux nposenenunit npu CKB B eBponeickoin KoropTe, cornacHo
paHHbiM D. Nicolopoulos 1 coaBT. [22], n co6CTBEHHbIE faHHblE
OTBHY «HUWP nm. B.A. HacoHoBOW».

Y KaBKa3oMAOB CaMbIMM YACTbIMU KIAMHUYECKUMWU NpOsB-
nennsamn CKB ABnAlOTCA OCTpOe MNOpaKeHMe KOXW, apTpwT,
neiikonenus, Hedput M auxopagka. [lopaxeHws opraHos,
He Bxoaslme B kputepun CKB (Hanpumep, anbBeonuT, Backy-
JINT, NKONyC-renaTuT), BcTpeyarTca y 19% 60onbHbix. MaumeHTs
LETCKOr0 U MOXMWIOro BO3pacTa WMMeT CBOU OCOOEHHOCTM.
tOBeHunbHas CKB xapakTepusyetcs ocTpbiM U Gonee TsXKENbIM
TeYeHUeM C nuxopapkoit (46%), nopaxeHuem noyek (42%)
u HepBHOM cuctembl (17%) [22]. fle6iot CKB B noxunom Bo3-
pacTe accouMupyetcs C MOpPaXeHWeM CepheyHO-COCYAUCTOM
cuctemsl, ceposutom, cuHppomom LlerpeHa. Taxensie dopmbl
HedpuTa U BOBNEYEHWNE HEPBHOW CUCTEMbI PefiKn. XapaKTepHbl
BbICOKME 3Ha4YeHMA HAeKca noBpexaeHns SDI, yactoTsl koMoOp-
OUAHBIX COCTOSAHUI U UH(DEKLMOHHBIX OCNOXHEHMI [23].

InarHo3 CKB sBnsetcs KNMHUYECKUM, HO Tpebyiowwmm 0bs-
3aTeNbHOr0 1abopaTopHOro NOATBEPXKAEHWUS C ONpeaeneHu-
em AH® u Bbicokocneyncduyecknx GMOMapKepoB: ayToaHTU-
Ten (aHtu-gc-OHK, aHtu-Sm, a®Jl) u runokomnnemeHTEMUM.
Bepudukauuio anarHo3a, neyeHme 1 MOHUTOPUHT JOMKEH OCy-
LWeCTBAATL PEBMATONOT.

MOCTOAHHO COBEpLIEHCTBYIOTCA KPUTEPUM  [UArHOCTUKM
CKB, no3Bonsiowme CBOEBPEMEHHO YCTAHOBUTb BEPHbLIA AMar-
HO3 W Ha3HAYUTb afleKBATHOE JIeYEHUE, YTO ABIAETCA OCHOBOIA
MOBbLILWEHUA NPOLOMKUTENBHOCTU U KA4YeCcTBa XU3HU GOJbHBIX.
B 2019 rogy European League Against Rheumatism (EULAR)
u American College of Radiology (ACR) ony6aukoBanu HoBble
knaccudukaumonHsle kputepun CKB (mabn. 2) [24,25], npesoc-
XOAALME N0 YYBCTBUTENBHOCTU U CMELUDUYHOCTU Te KpUTEPUH,
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Taoanma 1 / Table 1 !
YacToTa Iopa>keHHU:A OPraHOB IIPU CUCTEMHOM KPACHON BOAYAHKE
The rate of organ damage in systemic lupus erythematosus
Knununueckue nposasnenus / Clinical symptoms Yacrorta / Prevalence, %
EBponeiickasa koropra / ®rbHY «HUUP
European cohort [22] um. B.A. HacoHoBo#» /
(n =555) V.A. Nasonova Scientific and Research
Institute of Rheumatology (n = 115)

KoHcTutyumoHansHsle / Constitutional :

® nuxopagka / fever 31 27

® numcageHonatus / lymphadenopathy 9 25
KoxHo-causuctele / Skin and mucosa

® OCTpOe MopaxKeHue Koxu / acute skin damage 71 50

® «6abouka» / “butterfly” 45 14

® XpOHUYeCcKoe nopaxeHue Koxu / chronic skin damage 11 6

® Hepy6L0Bas anoneuus / nonscarring alopecia 31 17

® f3BeHHbIN CTOMATUT / ulcerative stomatitis 26 17
ApTpuT / Arthritis 85 36
Cepo3uT / Serositis 19 26
[ematonornyeckne Hapylwenus / Haematological disorders :

® feiikoneHus / leukocytopenia 35 35

e TpomboumnToneHus / low platelet count 16 7

® ayTOMMMYHHAA reMonTnyecKkas aHemusa / autoimmune 3 21

haemolytic anaemia

Hedput / Nephritis 21 37
MNopaxeHue HepBHOM cuctembl / Nervous disorders 18 12
CocynucTble HapyweHus / Vascular disorders :

® aHTUdochonMnuaHblil cMHApoM / antiphospholipid syndrome | 10 14

® cetyartoe Jlnsepo / Livedo reticularis 10 10

® cheHoMmeH PeitHo / Raynaud’s phenomenon 37 21

TabAuma 2 / Table 2 |

Kaaccudukanmonnsie kpurepun cucremuoit kpacuoit soauanku (CKB) EULAR/ACR 2019 roaa [24]
Systemic lupus erythematosus (SLE) classification (EULAR/ACR 2019) [24]

OCHOBHOM KNaccUUKALMOHHDBIW KPpUTEpUI / Main classification criterion
AHTUHYKNeapHble aHTuTena B TTpe > 1 : 80 Npu MCNoNb30BaHWU METOAA HENPAMON UMMYHOMIOOPECLEHLMN C MPUMEHEHNEM
aNuUTeNnanbHbIX Knetok yenoseka HEP-2 nnu no3utusHble pe3ynbratbl 3KBMBANEHTHbIX METOLO0B. / Antinuclear antibodies per
titre > 1 : 80 with indirect immunofluorescence using human epithelial cells HEP-2 or positive results with similar methods.
Mpu OTCYTCTBUM JAHHBIX KPUTEPUEB 3a00/1EBaHME HE MOXKET BbITh KnaccubuumMposaHo Kak CKB. / If these criteria are not met,
the disease cannot be classified as SLE.
lpn nonoxutenbHOM pesynbraTe TeCTa MCNONb3YITe JONONHUTENbHbIE KpUTEpUM / In positive test, use secondary criteria

HllononHuTenbHble KpUTepum / Secondary criteria
He npuHumaiite Bo BHMMaHWe AaHHble KpUTepuu, eciu Gonee BeposiTHa oTinyHas oT CKB TpakToBKa cuMnTOMOB. / These criteria
should be disregarded if symptoms are more unlike to be SLE symptoms.
[locTato4Ho X0Ts Obl OAHOKPATHOrO 0OHAPYKEHUs KpUTEPUEB. / Any criterion is enough.
TpebyeTcs no KpaiiHei Mepe OfMH KNMHUYECKUI KpUTepHit. / At least one clinical criterion is enough.
Heobs3atenbHo, 4TOObI BCe KPUTEPUM NPUCYTCTBOBANM OAHOMOMEHTHO. / Not all criteria are required at once.
B npepenax Kaxaoro foMeHa B 00LMIA CYET BKNIOYAETCA TONBKO KPUTEPUIA C MAKCUMaNbHBIM 3HauyeHueM / Only highest score criteria
in one domain are included into the total score

KnuHunuyeckne pomennl n kputepum / Clinical domains 3Hayumoctb, | WUmMyHOnoruyeckme gomeHbl | 3HAYUMOCTb,
and criteria 6annbi / 1 Kputepum / Immunological 6annbl /
Weight, score domains and criteria Weight, score
KowcmumyuyuoHansHeie / Constitutional AumucpocgponunudHsie anmumena /
Antiphospholipid antibodies
Jluxopapgka > 38,3°C / Fever > 38.3°C 2 AHTUTENa K KapAMONUMUHY Unu 2

aHTuTena K B2-rukonpotenHy I,
WA BOMYAHOYHbIA aHTUKOAry-
NAHT / Anti-cardiolipin antibodies
or anti-B2-glycoprotein I antibodies,
or lupus anticoagulant
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KnuHuueckue gomeHbl u Kputepum / Clinical domains
and criteria

3HAYUMOCTD,

Weight, score

UMMyHONormyeckme oMeHbl | 3HaYMMOCTb,
1 Kputepum / Immunological 6annbl /

domains and criteria Weight, score

6annbl /

KoxHo-cnuzucmele / Skin and mucosa

benku komnnemenma / Complement proteins

Hepy6uoBgas anoneums / Nonscarring alopecia

CHmxkeHue C3 unn C4 / Reduced C3 |3

discoid cutaneous lupus erythematosus

or C4
A3Bbl B nonoctu pta / Oral cavity ulceration CHuxenune C3 n C4 / Reduced (3 4
and C4
MopocTpas unu SUCKOMAHAA KOXHasA BONYaHKa / Subacute or BoicokocneyugpuyHsie anmumena / Highly-specific

antibodies

OcTpas KoxHas BonvaHKa / Acute cutaneous lupus
erythematosus

AHTuTena k asycnupansHon OJHK / | 6
Anti-duplex DNA antibodies

Apmpum / Arthritis

AHTtuTena k Smith-antureny / Anti- | 6
Smith-antigen antibody

CMHOBMT, XapaKTepu3yOLWNIACA NPUMYXIOCTbIO > 2 CYCTaBOB
unu 60NE3HEHHOCTbIO > 2 CYCTaBOB B COYETAHWUU C YTPEHHEI
CKOBAHHOCTbIO > 30 MUHYT / Synovitis with > 2 joints swollen
or > 2 painful joints with morning stiffness > 30 minutes

Hesponozuyeckue / Neurological

Oenupuit / Delirium

Mcuxo3 / Psychosis

Cynoporu / Seizures

Cepo3um / Serositis

lneBpanbHbLIN MNK NepUKapANaNnbHbIN BbINOT / Pleural or
pericardiac effusion

OcTpblit nepukapauT / Acute pericarditis

lemamonozuyeckue / Haematological

Jleiikonenus < 4 x 10°/n / Leukocytopenia < 4 x 10°/L

TpombGouuToneHus < 100 x 10°/n /
Thrombocytopenia < 100 x 10/L

AyTOMMMYHHBbI remonu3 (PeTUKYNOLNTO3, CHUXEHMNE
YPOBHSA ranTorno6uHa, NoBbieHe HENpMOro 6unupyouHa,
NaKTaTAeruporeHassl v no3uTueHas npoba Kymbea) /
Autohemolysis (reticulocytosis, reduced haptoglobin level,
increased indirect bilirubin, lactic dehydrogenase and positive
antiglobulin test)

[ToyeyHsle / Renal

MpotenHypus > 0,5 1 3a 24 yaca / Proteinuria > 0.5 g/ 24 hours

Brvoncusa nouku: knacc Hedputa IT unu V / Kidney biopsy:
stage II or V nephritis

Bruoncus nouku: knacc Hedputa III unu IV / Kidney biopsy:
stage III or V nephritis

(positive antinuclear antibody test)

Knaccuduuuposars 3a6onesanue kak CKB npu cymme 6annoB gononHutenbHbix Kputepues 10 unu 6onee
1 nNpu 0653aTesIbHOM HaIMYMU OCHOBHOIO KNACcCU(MKALMOHHOIrO KPUTEPUA — MOJIOKUTENIBHOIO TeCTa Ha AaHTUHYKNeapHble
aHTuTena / Disease is classified as nephritis if the sum of scores of secondary criteria is 10+ and the main classification criterion

KoTopble 6biin paspaboTtaHsbl paHee (ACR — B 1997 ropy [26]
n SLICC — B 2012 rogy [27]). KnaccutbukaumoHHble Kputepum
YCMEWHO UCMONb3YIOTCA B peanbHON MpaKTUKe ANA MOCTaHOB-
Ku puarHosa. bnarogapsa ux npuMeHeHUI0 BpeMs C MOMEHTa
NosBNEHUS MepBOr0 CUMNTOMA O NOATBEPXKAEHWUA [AMarHo-
3a CKB nporpeccuBHO cokpatunock: ¢ 59 mecsLeB B nepuoj
4o 1980 roga fo 9 mecaues nocne 2000 roga [28].

C KaKMMMW TPYOHOCTAMM MOXHO CTONKHYTbCA NPU AUArHOCTU-
ke CKB? Bo-nepBbix, KpaliHe pefiko, HO BCE e MOryT BCTpeyaTb-
¢ AHA-neratusHble opmbl CKB. Bo-BTOpbIX, Ha paHHen cTaguu
601€3HM MOXET OTCYTCTBOBATb HEOOXOAMMOE ANA AMATHOCTUKM
KOJIMYECTBO KIMHWUYECKUX U NabopaTopHbIX NPU3HAKOB, XapaK-
TepHbix ana CKB.

B kputepusx EULAR/ACR 2019 roaa ykasaHo, 4To noso-
)uTenbHelit Tect Ha AHA/AH® — 3To maBHbI nokasaTens

Ans noctaHoBKM anarHo3a CKB, uTo saBnseTcs BaXKHeWWUM oTIu-
4MeM 3TUX KpUTepueBs OT npepblaywmnx. HeratuBHbI pe3ynbrar
3TOro TecTa UCKoYaeT AnarHo3 [24, 25]. OAHAKO BaXHO yuu-
TbIBaTb COMYTCTBYlOWME 3aboneBaHus. Hanpumep, nosbilWeHne
TnTpoB AH® B coyeTaHun xoTs Obl C OLHUM M3 Cnepyloumnx
NPWU3HAKOB: ApTPUTOM/apTpanrusmMmn, KOXKHOW Cbinblo, ano-
neuueit, eHomeHoM PeiiHO, CEPO3UTOM, CyXMM CUHAPOMOM, —
no3BONAET 3anN0f03pUTb AE6IOT MK BLICOKUIA PUCK Pa3BUTUSA
B Oymylem ayToMMMyHHOTO peBMatuyeckoro 3abonesaHus.
N, HanpoTuB, nonoXuTeNbHI TecT Ha AH® B oTCyTCTBME Nepe-
YUCNEHHBIX CUMNTOMOB, BEPOAITHEE BCEro, CBA3AH C HalU4yneM
Apyrux 3abonesaHuil (ayTOMMMyHHOTO TUPEOMAWTA, renaTuta
M Ap.), C UCMONb30BAHMEM HEKOTOPBIX IeKapPCTBEHHbIX Npena-
paToB Uau € 6GECCUMNTOMHBIM HOCUTENbCTBOM (MO HEKOTOPbIM
LaHHbIM, yacToTa BoisBneHus AH® y 310poBbix Nofeit MOXeT
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pocturatb 20% [29]). HopmanbHoe copepxaHue AH® cpeam
naumnenTos ¢ CKB kpaitHe pefko onpegensetcs B gebiote bones-
Hu (0,5% [30]) u oTHocuTenbHo pepko (5-20%) — B nocre-
Lylolmne roabl BCNeACTBME BAWAHUA WHTEHCUMBHOW Tepanuu
1/Unmn ocobeHHocTel MeToamnK nccnenosanms [29]. Hekotopble
MCCnepoBaTeny peKOMeHAYIOT YBENUYUTb TUTP, NO3BOAAILLNIA
3adukcupoBath no3nTuBHocTb Mo AH®, ¢ > 1/80 pgo > 1/160
C Lesblo NOBbIWEHWUA ero AMAarHOCTUYECKON 3HAYMMOCTU Kak
OCHOBHOTO BXogswero Kputepus [31]. Mbl nopgpep:usaem
AaHHYI0 peKoMeHAauuto, yunTteiBas, 4to AH® B Tutpe > 1/160
B 340POBO/ MONyAAUMM BCTPeyaeTcs ropasfo pexe, yem B
TUTpe > 1/80 (cooTBeTcTBEHHO B 5% 1 20% cnyyaes) [32, 33].

Cnepyet umeThb B BUAY, 4TO ynomaHyTble kputepun CKB knac-
cMdUKALMOHHbIE, @ HE AMArHOCTUYECKME, U BbINOJHEHNE BCeX
VCNIOBUI He ABNAETCSA CTPOroi HeoHXOAMMOCTbIO ANA NOCTaHOB-
KM [uMarHo3a. B Tex ouyeHb pefkux ciydyasx, Korga y nauueHTa
npucytcTytoT cneundudeckne ans CKB knuHuyeckue n nmmy-
HOMOrMYECKWe HApYLIEHUA NpuU OTpULATENbHOM 3HaueHun AH®,
LenecoobpasHo B KayectBe ocHoBHoro kputepus EULAR/ACR
2019 ropa onsa NOCTaHOBKW [MarHo3a NpUMEHUTb TMNOKOMMe-
MEeHTEMMIO MAKM no3uTuBHOCTL no a®Jl [3] mau ucnonb3osatb
kputepun SLICC 2012 roga, B KOTOPbIX NONOXKNUTENbHbIWA TECT Ha
AHO® He siBnsieTcs obs3aTenbHbIM ycnosuem auardoctuku CKB.

BTopas otanuyutensHas ocobeHHocTb kputepues EULAR/ACR
2019 roga — 37O rpajauus Kaxaoro KAMHUYECKoro u nabo-
paTopHOro nokasaTtens Mo ero AMAarHoCTUYECKOW 3HAYMMOCTM.
MakcumansHele 6annsl (0T 10 B0 6) UMEIOT FMCTONOTMYECKN NOA-
TBEPXAEHHbIA BONYAHOUYHbIA HedpuT (BH), ocTpblil nepukap-
LMT, CUHOBWT ABYX U BOsiee CyCTaBOB, OCTPas KOXHAs BOJYAH-
Ka, MO3UTUBHOCTb no aHTu-Ac-AHK, aHTu-Sm [24]. Mopgo6Has
OLleHKa cnocobCTBYeT paHHel [uarHoctuke GonesHu, Tak Kak
npu no3utueHoctu no AH® Hanuume paxe ogHoro (BH III unu
IV knaccoB) unu fByx 3HAYMMbIX MPU3HAKOB NO3BOJNIAET YCTaHO-
BUTb anarHo3 CKB.

Mpu nopo3peHun Ha paHHioo CKB (megmaHa pautensHoc-
M — 48 mecsaues) kputepuun EULAR/ACR 2019 ropa femMoHcTpu-
pytoT 60/bLYI0 CNELUPUYHOCTb U LAIOT MEHbLLIE JIOXHOMOOXU-
TeNbHbIX pe3ynbratos (mabs. 3) [34].

Ha Haw B3rnsa, oAHOBpPEMEHHOe MCMoNb30BaHWe KOMOWHA-
LMW KpUTEpUeB C HauMbONblIEN YyBCTBUTENbHOCTBIO M Cneuu-
¢unyHoctbio — EULAR/ACR 2019 roga u SLICC 2012 ropa —
CBOAMT K MUHUMYMY BO3MOXHOCTb AWUArHOCTUYECKOW OWMOKM
LaXe Ha paHHei cTaguu GonesHu.

B peanbHOM KNMHWYECKON NpaKTUKe NpW [UArHOCTUKE
1 MOHUTOPUHTe 6onbHbIX CKB Heo6xoanMo 06paTUTL BHUMAHKE
Ha cnepylollee:

® noBTOpHbIN TecT Ha AHA/AH® npu ero monoXuTenbHOM

pe3ynbTare HelenecoobpaseH;

® HeT HeoGXo[MMOCTU B YACTOM KOHTPOSe CepOosOrMyeckux

6uomapkepos, cneunduyHbix gns CKB, npu HU3KOM aKTUB-
HOCTW W/nUnu pemuccum;

® 006s3aTeNbHO MCCNEL0BaHNE aHANU30B MOYU B PYTUHHOM
nabopaTopHOM KOHTpoSe;

® He ciefyeT OTHOCUTL BCe cumnToMbl K nposiBneHuam CKB,
Heob6XOAMMO UCKIOYATb ApYyrue NpUYMHLI, He CBA3aHHble
¢ CKB (MHdekyum, HoBooOpa3oBaHua 1 Ap.).

JHAOTUNDbI U OPTAHO-AOMUHAHTHAA

CUCTEMHAA KPACHAA BOJIYAHKA

CKB oTnuyaetcs MHoOroobpasuem cUMNTOMOB. TeyeHue 6ones-
HU, TaKTUKA NIEYeHUs M MPOrHO3 Pa3NUYaAlOTCA B 3aBUCUMOCTH
oT hopMmbl 6one3HN. B cBA3M C 3TUM HEKOTOpble UCCNeaoBaTeNM
npeanaralT BBeCTU NoHATUe «3HpoTunoB» CKB, Bkntouatowmx
toBeHunbHyto CKB ¢ pe6totom B getckom Bo3pacte, CKB ¢ npe-
006najjanLmMmM NopaXeHeM OMpefeNeHHbIX OpPraHoOB U CUCTEM
(HanpuMep, cycTaBHYIO, MOYEYHYIO, HEBPONOTUYECKYIO, remMaTo-
noruyeckyto dopmbl), CKB B covetanumn ¢ aHtucdocdonmnuaHsim
cuHgpomom unn CKB ¢ cuHppomom LWerpeHa [3]. HOBeHunbHas
CKB pa3BuBaetcs, kKak NpaBuo, OCTPO, XapaKTEPU3YeTCs BbICOKO
aKTUBHOCTbIO B A€0I0Te, NPUBOASLLEN K HAKOMNEHUIO NOBPeXe-
HWi1 1 Tpebytowei arpeccuBHoil Tepanuu. Hanuune aHtudocdo-
JIMNULHOTO CUHAPOMA COMPSKEHO C PUCKOM HEPBHO-NICUXUYECKUX
HapyLeHUi, TPOMBOTUYECKMX U aKyLIepCKUX OCNOXHeHUI [13].

KNUHUYECKOE TEMEHUE BOJNE3HU
U ®AKTOPbI HEBJIATOMPUATHOIO NPOrHO3A
CornacHo pe3ynbrataMm MHOTOIETHErO NPOCNEKTUBHOMO KOFOPTHO-
ro uccnegosatus (n = 267), gnuslerocs > 10 neT, aKTUBHOCTb
CKB pacnpegensnach cnegyiowum 06pa3om: 6oMbIMHCTBO NaLU-
eHToB (68%) UMenu MHTepMUTTUPYIOLLEE TeueHWe (YepefoBaHue
060CTpeHuit ¢ > 2 nepuopamu pemuccum), 10% 60bHBIX JOCTUT-
NN AnuTenbHo pemuccun, 9% MMenu nepcucTupylolle akTmB-
Hoe nposBneHue GonesHu, 13% — «rubpuaHoe» (obocTpeHus
B COYeTaHUM C OAHWUM nepuogom pemuccuu) [35]. B utanbaHc-
KO KoropTe 6onbHbIX (N = 224) pAnTeNbHas pemuccus BCTpe-
yanacb B 37% C/yyaes, HaAu4ne BACKyNUTa, MOMEpPYNoHedhpUTa,
remMaToIorMyecknx HapyleHUn OCNOXKHSAET AOCTUKEHWE 3TOro
coctosiHua [36]. K cdakTopam, onpegensiowmum Taxenoe teye-
Hue CKB, OTHOCAT tOBEHWUNbHOE Hayano, MyXCKOW non, No3uTuB-
HocTb no a®Jl, runokomMnneMeHTEMMUIO, BbICOKUIA «uMHTEpdEpPO-
HOBbI MPOdUIbY, YMEPEHHYIO U BbICOKYIO aKTUBHOCTb 6ones-
Hu [13] (paccuuTaHHylo C WUCMONb30BAHWEM BaNUAMPOBAHHBIX
MHAeKcoB akTuBHocTM — The Systemic Lupus Erythematosus
Disease Activity Index (SLEDAI) [37] u ero mopudukauymnin —
SELENA [38] u 2K [8]; The British Isles Lupus assessment Group
Index (BILAG) [39]). Yka3aHHble wWKanbl NPUMEHAOTCA ANA M0-
GanbHoi o0Leil oueHkM cocTosiHus 6onbHoro CKB, Ho moryt
MCMoJb30BaTbCA M OpraHocneunduyeckne UHAEKCHI, OLeHUBat-
Wye cTeneHb NOPAXEHWUS U/WUAK ynyylweHUs BYHKLUK onpefe-
JIEHHOTO OPraHa, HanpumMep Npu HedpuTe UK NOPAKEHUN KOXKM.
Mocne HenpepbiBHOW ABYXNeTHeil peMUCCUU NpeKpallaeT-
€A HakomnneHue HeobpaTUMbIX OpraHHbIX noBpexpeHuin [36],

Tabawnma 3 / Table 3 l

CpaBHeHUE UyBCTBUTEABHOCTH U CHENMU(PUIHOCTH KAACCU(PUKAIIMOHHBIX KPUTEPUEB
y HAIUEHTOB C PaHHEH CHCTEMHOM KPACHOI BOAYaHKOI [34]

XapakTtepuctuka kputepumes / Criterion ACR 1997 ropa / SLICC 2012 ropa / EULAR/ACR 2019 ropa /
characteristic ACR 1997 SLICC 2012 EULAR/ACR 2019
YyBCTBUTENLHOCTD / Sensitivity 86% 91% 89%
CneumnduynocTb / Specificity 93% 94% 97%
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oueHuBaemblx ¢ nomouwpto Silt Density Index (SDI) [9]. Ero
MOBLIWEHHOE 3HAYeHWe acCOLMMUPOBAHO C HEBNAronpuUATHbIM
ncxonom u cmeptblo. SDI — 3TO e€AMHCTBEHHbIN Ha CErofHsA
Ba/IMANPOBAHHLIA M MPOCTOA B MCMOAb30BAHUM WHCTPYMEHT
WIPOKOro Anana3oHa Ans MOHUTOPUHTA OCNOXHEHWUN B opra-
Hax u cuctemax unu ux guccyHkumnit npu CKB. Ha ero yposeHb
BAMseT akTuBHocTb CKB, conytcTeytowme 3aboneBaHus 1 Tepa-
nus B NepBylo oYepeab FoKoKopTukouaamu. Mpu makcumans-
HOM cyeTe B 46 Gannos faxe Hebonbwoe nosbiweHue SDI umeet
KNMHWYECKOe U MPOrHOCTMYECKOE 3HAuyeHue, oOTpaxaloliee
TAXeCTb 3abonesaHus [40].

MpumeHeHne Nt06Oro 13 MHAEKCOB aKTUBHOCTU NPU KAXKAOM
BU3UTe nauueHTa u onpegenerune SDI exerogHo peKkomeHp0Ba-
Ho EULAR [40, 41] u Accoumaumeit pesmatonoros Poccun [1],
KanbKyNATOPbI LOCTYMHbI B OHNANH pexume’ 2.

MocnegHue 30 neT B KNMHUYECKUX UCCNEA0BAHUAX NEKAPCT-
BeHHbIX npenapaToB (nopspka 40 HaMMeHOBaHWIA) ANA NeyeHus
CKB oueHKy 3(deKTUBHOCTH NPOBOAMIMN C NOMOLbIO INOGANbHbIX
MHAEKCOB, B TO BPeMs KaK B bosiee yCnewHblX UCMbITaHUAX paH-

HEero nepuoaa OTBET HA JieYeHUe U3MepsIu opraHocneuuduyec-
Kumu kputepusamu [3]. Bo3moxHO, B Oyayliem CTOUT 3aMEHUTD
mobanbHble MHAEKCH Ha opraHocneynduyeckme unmM BHeAPUTDL
HOBble Y/yYlleHHbIe BapuaHTbl (CTPOTO ONpejenuTb KpuUtepuu
peMUCCUM M HU3KOM aKTUBHOCTYU 3ab0NeBaHus).

JIEHEHUE
B 2019 roay 6binu 06HOBNEHBI pekomeHaauuu EULAR no neve-
HUIO U MoHUTOPMHTY nauueHToB ¢ CKB [40, 41] u chopmynu-
pOBaHbl OCHOBHblE LN Tepanuum — AOCTUXEHUE LNUTENbHO
BbI)XMBAEMOCTH, NpefynpexaeHne HeoOpaTUMbIX OpraHHbIX
NOBPEXAEHUN U yNyylleHUe KauyecTBa XKNU3HN GONbHBbIX.
OcHoBHble pekoMeHfauum (puc. 4):
e neyeHue npu CKB ponkHo GbITb HANPaBNEHO Ha AOCTUIKE-
HUe PEMUCCUM MW MUHUMANbHOM aKTUBHOCTU 3aboneBa-
HUs 1 NpefoTBpaLieHe 060CTPeHNiA;
® Npy OTCYTCTBUM NPOTUBOMOKA3aHMIA TUAPOKCUXNOPO-
XUH peKoMeHAYeTCs Ha3HayaTb BCEM MaliMeHTaM B [03e,
He NpeBblWaloWein 5 Mr/Kr B CYTKY;

SEDAIL BILAG; global SI.E indices
(o)

Puc. 4. Teparus cucTeMHOIN KPaCHOH BOAYAHKH COrAACHO pexomeHAaruam Buropean League Against Rheumatism
(EULAR) 2019 roaa: AOIIOAHHTEABHBIEC METOABL KOPPEKIINI, OCHOBHBIC IIPEIIAPATEL, HEAD Teparuu [40)].
Tpusevarnue. AN — apmepuanvioe dasaenue, A3A — asamuonpur, aDA — anmumena x gocgonunudanm,

BA — Genumymab, 8/ 6 — siympusennoe ssedenue, 6/ m — erympumsizienroe ssedenue, I K — eaoxoxopmuxouds,

I'X — eudporcusxcaopoxcur, MK — ureubumopeor xansyunespura, MMDP — murogperonama mogenun, MT — semonmpercans,
I13 — npeonusonorn, PA — pesmamononsiii apmpun, PTM — pumyrcumatb, CKB — cucmemnan xpacran sonvarnxa,

LID — yurnogpocparmud; SLEDAIL BILAG — enobansrvie urdexcs: axnrustocnu CKB

Fig. 4. Therapy of systemic lupus erythematosus per the recommendations of the 2019 European League Against
Rheumatism (EULAR): secondary methods for correction, main drugs, therapy goals [40].

Note. BP: blood pressure; AZA: azathioprine; anti-PL.: antiphospholipid antibodies; BLM.: belimumab; I1: intravenons adninistration; IM:
intramuscular administration; GCs: glucocorticoids; HHC: hydroxychloroguine; CNI: caleinenrin inhibitory MME: mycophenolate mofetily MT:
methotrexate; PSL: prednisolone; RA: rheumatoid arthritisy KIM: rituscimaby; SLE: systemic lupus erythematosus; CPM: cyclophosphanmide;

JleueHue BHenoyeyHbix nposaBaeHuint CKB / Therapy of extrarenal manifestations of SLE

llononHutenbHo / Additionally @ Jlerkas cTeneHb / Mild*

1 nvHus / pedpaktepHoe /
1st line refractory

3awuTa ot conHua / Sun
protection

BakuuHauus / Vaccination

Ousnyeckue ynpaxHenus /
Physical activities

0TKas oT KypeHus / Smoking
cessation

MT/A3A / MT/AZA

KoHTtpons ALl, nunupos,
roKo3bl / BP, lipids, glucose
monitoring

AHTMArperaHTbl / Antiaggregants

AHTUKOAryNAHTbI
(npu no3utusHbIx adJl) /
Anticoagulants .
(with positive anti-PL) Cuna pekomenpaumit /
Recommendation weight

Llensb / Objective :

Pemuccus / Remission :
- SLEDAI = 0,
npuem X / SLEDAI = 0, GCs
Hun3kas akTMBHOCTb / Low
intensity
SLEDAI < 4;
npuem X;
N3 <75 wmr/cyt;
LMTOCTATUKN —
B CTabuUNbHOII fo3e /
SLEDAI < 4; GCs; PSL < 7.5 mg/day;
cytostatic agents — stable dose

B

* KOHCTUTYLUMOHANbHbIE CUMNTOMBI/Nerknii apTpuT/Bbicbinaus < 9%/TpoméoumnTsl — 50—100 Thicsy; SLEDAI: < 6; BILAG C uan < 1 BILAG B. / Constitutional
symptoms/ mild arthritis/ rash < 9%/ platelet— 50-100*10°; SLEDAIL: < 6; BILAG C or < 1 BILAG B.

** ApTpuT, nopo6HbIit PA/Bbicbinanusa 9—18%;/KoxHbiit BackynuT < 18%/cepo3nt/TpomboumnTel — 2050 Thicsy; SLEDAIL: 7-12; > 2 BILAG B. / RA-like
arthritis/ rash 9-18%;/ cutaneous vasculitis < 18%/ serositis/ platelets — 20-50*10% SLEDAI: — 7-12; > 2 BILAG B.
*** [opaxeHne XN3HEHHO BaXKHbIX OPraHOB BCNeACTBUE HedpuTa, 3HLehanuTa, MUeNnTa, NHEBMOHNTA, Me3eHTepUaNbHOr0 BaCKyNNTa,

TpomGouuTOneHuu < 20 ThicAY, TPOMOOLUTONEHUYECKOM NYPNypbl AU CUHAPOMA akTUBauuu Makpodaros; SLEDAI > 12; > 1 BILAG A / Vital damages resulting
from nephritis, encephalitis, myelitis, pneumonitis, mesenterial vasculitis, thrombocytopenia and < 20,000, autoimmune thrombocytopenia or haemophagocytic syndrome;

SLEDAI > 12; > 1 BILAG A

1 https://qxmd.com/calculate/calculator_335/sledai-2k
2 https://qxmd.com/calculate/calculator_336/slicc-acr-damage-index
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® 1A NojLepXUBaloWeid Tepanuu cnegyet  UCMosb3o-
BaTb MUHMMAIbHO BO3MOXHYIO [03Y MMIOKOKOPTUKOMAOB
(£7,5 Mr/cyT B nepecyeTe Ha NpefHU30MI0H);

® CBOEBpPEMEHHOE Ha3HayeHue MMMYHOCYyNpeccaHToB (MeTo-
Tpekcara), asaTMonpuHa, MuKodeHonatra moderuna npu-
BOAUT K CTepouachbeperatollemy s deKTy, no3sonsioLemy
CHU3UTb 103y MMIOKOKOPTUKOUAOB 10 MUHUMANBHO (D dek-
TUBHOM MW OTMEHUTb UX COBCEM;

® Npy NepCUCTUPYIOLLEe aKTUBHOM TeYeHU U 3ab01eBaHus Uu
Npu 4YacTbix 06OCTPEHUsX CNeAyeT pacCMOTpeTb Gennmy-
Mab Kak AONONHUTENbHOE CPEfCTBO;

® puTyKCMMab M LuknodochaMua MOryT ObITe UCNONb30BA-
Hbl IpY ped)paKTEpPHOM TeyeHU 3a60NeBaHus;

® CJleflyeT ONMpaTbCs Ha CXeMbl IEYEHUS KOXHBIX, HEPBHO-MCK-
XMYECKUX, TeMATOJIONMYECKUX U MOYEYHbIX NPOSBIEHW;

e y Bcex naumeHtos ¢ CKB cnepyet onpepensts yposeHb adJl,
oueHMBaTh NPodKIIb PUCKA MHPEKLMOHHBIX 1 CEpAEYHO-CO-
CyauCTbIX 3ab0neBaHuit; Bce NpodunaKTuieckme Meponpu-
ATUA HEOOXOAMMO NPOBOAUTL COOTBETCTBYIOLMM 0OPA3oM.

BOJIYAHOYHbIA HEDPUT

Tsaxensblit BH passuBaetcs B 20% cnyyaeBy 6onbHbix CKB. K dak-
Topam pucka BH oTHOCAT toHbIN Bo3pacT AebtoTa, My CKoi non,
BbIPAXKEHHbIE CEPONOTrMYECKNe HAPYLIEHUS, YMEPEHHYIO U BbICO-
KYI0 aKTUBHOCTb BHeNoYeuHbIX nposnenuit CKB. ®aktopsl pucka
TEpPMUHaNbHOM MoyeyHoit HegocTatoyHocTn (TMH) npu BH —
My CKoW nos, Al, NOBbIWEHHbIA UCXOAHBIA YPOBEHb KpeaTuHU-
Ha, MHAEKCOB aKTMBHOCTM M XPOHU3ALMUM NPU TUCTOJOrMYECKOM
UCCNefoBaHNUM NoYeyHoro bruonTara, OTCYTCTBME NOAJEPKUBAIO-
e MMMYyHOCYNPECCUBHOM Tepanuu. B nocnegHue rofbl BbiXu-
BaeMocCTb GosbHbIx 6e3 TIMH B TeueHune 20 net Bo3pocna ¢ 80%
10 90% rnaBHbIM 06pa3om bnarofaps WUMPOKOMY pacnpocTpaHe-
HUIO paHHel AMarHocTuyeckoil HedpobUONCUM U CBOEBPEMEH-
HOMY Ha3HAaYeHWI0 UMMYHOCYNpPeCccaHToB [42].

B o6HoBneHHbix pekomeHgaumsx EULAR/European Renal
Association — European Dialysis and Transplant Association
(ERA-EDTA) 2019 roaa 6blnv BbIBUHYTHI Lenu Tepanun BH:
K 3-My MecsiLly Ne4yeHus CHUXaTb NPOTenHYpUIo [0 > 25% npu cTa-
GunbHOI cKkopocTu knyboukoBoi dunstpaumm (CK®) (x 10% ot
MCXOLLHOTO YPOBHS), K 6-My MecALy — [0 > 50% u k 12—-24 mecs-
LaM Tepanuu JOCTUraTb MpoTeMHypuu ypoBHs < 0,5-0,7 r/cyt
(npu ctabunsHoit CK®) [40].

Mpu aKTUBHOM NPONNGEPATUBHOM FUCTONOMMYECKN NOATBEPXK-
LeHHoM BH neyeHue coctounT U3 AByX thas: MHAYKLMOHHOIA (Hayanb-
HO1) 1 noapepxuBaiowei (npogomkutensHoi). MukodeHonata
Mmodetun (2-3 r/cyT) u umknodocdamug (no 500 Mr B/B Kaxable
2 Heflenu B TeYeHue 3-x MecsLeB) B COYETAHWUU C MIOKOKOPTUKO-
upamu (nynbc-Tepanus MeTUANPeLHU30J0HOM, NPeLHU30J0HOM
nepopanbHo B fo3e 0,3-0,5 mr/kr/cyT) — npenapaTsl BbiGopa
ANS MHAYKUMOHHOM thasbl. KoMbuHauus mukodeHonata modetu-
Na C MHIMOUTOPaMU KaNbLIMHEBPUHA WU BbICOKOLO3HBIA PEXUM
BBEAeHUs unknodocdamupa (B/8 B gose 0,5-1 r/m? pas B mecal
B TeueHWe 6 MecsALEeB B COYETaHUM C NMPEJHU30NOHOM Nepoparb-
Ho no 0,7-1,0 mr/kr/cyT) — ansTepHaTMBHasA cxema feyeHns BH
C npoTenHypueil HepoTUYECKOTO YPOBHS W HEGNArONPUATHBIMU
nporHoctuyeckumu caktopammn TIMH. B TeyeHne noppepupato-
wen pantensHoit asbl Tepanuu npumeHsetca MM® (1-2 r/cyt)
unu asatmonpuH (1,5-2 mr/kr/cyt) [40].

HEPBHO-NCUXUYECKUE NPOABNEHUA

Heitponcuxuyeckue Hapywenus npu CKB (HMCKB) pa3Hoo6-
pasHbl, CPeau HuX Haubosee yacTbiMU ABAAIOTCS CYAOPOrH,
LepebpoBacKyNAPHbIE HAPYLIEHUs U KOTHUTUBHAsA AUChYHKLUA.

PUCK uMWweMUyecKkoro MHCynbTa NoBblleH Gofee YeMm B 2 pasa
no CpaBHEHWIO C obLeil nonmynsALue, U Yale BCEro UHCYIbT
NpoOMUCXOAUT B MEpBbIA rof nocne noctaHoBku auarHosa CKB.
BaxkHO 0TMeTUTb, 4TO 60% MHCYNLTOB BO3HUKAET HA OHE BbICO-
Koit obuwei aktusHoctu CKB [3]. OuarHoctuka HICKB Tpeby-
eT MeXAWUCLMNAMHAPHOIO MOAXO0AA ANf WUCKIIYEHUS CXOAHbIX
COCTOAHUI, BbI3BaHHbIX APYrMMU 3aboneBaHuAMKM (MHeEK-
LMAMK, ONYXONAMU, MeTabONUYECKUMU HapYLIEHUAMU U Ap.).
HeobxoanMmo yunTbiBaTh aKTopbl, XapaktepHsle kak ans HMCKB
(Tn v cpokun maHudecTaumm, IKCTPaHeBPONOTrUYECKNe NposiBIe-
Hua aktuBHocTn CKB, aHoManbHble M3MeHeHMA Npu HEMPOBU3Y-
anu3auum u uccnefoBaHUN CMMHHOMO3TOBO XUAKOCTY, @ TaKXKe
no3utuBHOCTb No a®Jl), Tak M [ONs anbTepHATUBHbIX AMArHoO-
308 [41]. JleueHne HIICKB 3aBucuT 0T TOrO, Kakoi natodusno-
JIOTUYECKMIA MEXaHU3M NIEXUT B OCHOBE 3TWUX HapyLIeHUi: Bocna-
JINTENbHBIA UK TPOMOOTUYECKUTT/ UeMmnyeckuii [43]. B nepeom
c/yyae Has3HayalT MOKOKOPTUKOMABI M MMMYHOCYNPECCaHThI,
BO BTOPOM — aHTUTPOMOOTUYECKWe npenapathl (aHTUKoary-
NAHTBl, aHTMarperanTsl). Pasnuuus mexpgy nByms natodusuo-
JIOTMYECKUMK npoLeccaMn TPYAHO YeTKo AuddepeHLpoBaTb,
Y HEKOTOPbIX NALMEHTOB OHW MOTYT BCTPEYaTbCA OAHOBPEMEHHO,
B TaKOW CUTyalLMM HEOOXOLMMO Ha3HAYMUTb COYETaHWe UMMYHO-
CYNpeccuBHOM W aHTUTpOMOOTUYECKOM Tepanuit [43].

Mauuentam ¢ CKB u uLepeOpoBacKynspHbIM MOpPAXeHUEM
NPOBOAAT 0OCNefO0BaHME U NleYeHUe B COOTBETCTBUU C PeKo-
MeHJauuaMK, pa3paboTaHHbIMKU Ans ocTpoii dassl LepebpoBac-
KYNApHbIX 3a6oneBaHunit B o6weit nonynauuu. JONOSHUTENbHO
OCYLLECTBASIOT KOHTPOJb 3KCTPAHEBPOIOTMYECKUX NPOABAEHMNI
CKB. Llenecoo6pa3HoCTb UMMYHOCYNPECCUBHOW TEPANUK B 3TUX
CNY4anxX MOXHO paccMatpuBaTb NP HOPMAJbHbLIX 3HAYEHM-
Ax a®Jl, oTcyTcTBMM (hAaKTOPOB pUCKA aTepockneposa (To ecTb
B OTCYTCTBUE (HAaKTOPOB pUCKA TPOMOO30B) MW MPU peuniuBu-
pyloLmMxX LepebpoBacKynApHbIX CoObITUAX. CuMATOMaTUYecKas
Tepanus nokasaHa Npu onpefeneHHbIX TUNax NCUXMYecKnx pac-
CTPOWCTB: @aHTUMCUXOTUKN — MNPU NCUX03€, aHKCUONUTUKU —
Npu TPEBOXKHbIX paccTpoiicTeax u T. n. [40].

FEMATOJIOTMYECKUE HAPYLUEHUA

Mpn CKB vacTo BCTpevatoTcs ayTOMMMyHHblE LUTONEHUU. 3TO
remaTonoruyeckue nposBAeHus, Tpebylolme WUMMyHoCynpec-
CMBHOIA Tepanuu, — ayTOMMMyHHas TPOMOOLUTONEHUSA U TemMo-
nuTuYeckas aHemus [40]. Mpu coyeTaHun TpombGOLUTONEHUM
C aHeMueil Heo6XO[MMO NPOBOAUTL 0653aTeNbHOE LMTONoryec-
Koe uccnefoBaHne Maska nepudepnyeckoil Kposu Ha npeamer
BbISBNEHNUS WKU30UMTOB (parMeHTUPOBAHHbLIX IPUTPOLMUTOB)
NS UCKNIOYEHUA MUKPOAHTMOMaTUYeCcKO! reMOAUTUYECKON
aHemun (MATA) u TpomboTuyeckoit mukpoaHruonatuu (TMA).
MATA xapaktepu3syetcsi HeMMMyHHbIM (peakuus Kymbca oTpu-
LatenbHas) BHYTPUCOCYAUCTBIM TE€MOM30M, BbI3BAHHbIM Mexa-
HUYECKUM pa3pylleHNemM 3pUTPOLMTOB MPU B3aUMOLENCTBUM
C NoBpeXpAeHHbIM 3HAoTenneM. TMA — cuHppoM, BKIYalo-
Wwuit TpomMboTUYECKYID TpoMboLMTONeHuYeckyo nypnypy (TTM)
(neduumnt ADAMTS13, unu ADAM-npoteas, A disintegrin and
metalloproteinase with a thrombospondin type 1 motif, member
13) 1 MATA B coueTaHuu ¢ TPOMOOLMTONEHWEN U NOBPEXLEHUEM
BHYTPEHHUX OpPraHOB BC/eACTBUE TPOMOO3a apTeEPUON U Kanui-
napos. He Bcerga MATA conpoBoxpaaetca TMA, Ho Bcerga TMA
xapaktepusyetcas MATA u TpombGouuToneHueir. CoyeTaHue
CKB c TTN BcTpeyaeTcs pepko B otanyme oT covetanua CKB
¢ TMA/MATA. Mpu MATA ncnonb3oBaHue UMMYHOCYNPeCCcaHToB
LEMOHCTPUPYET NONOKUTENbHBIN 3 dEKT, He Tpebyowwmii nnas-
Mmadepe3sa, passutue TMA npu CKB conpsikeHo ¢ ero o6s3arens-
HbIM NpUMeHeHuem [3].
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CuHApoM aKkTuBaLWMKM MakpotharoB — pefKoe, HO MOTeHLM-
anbHo datanbHoe ocnoxHenune CKB, npossnsioweecs hedbpunb-
HOM NMXOPaAKON, NaHLUTONEeHNEN, Koarynonatuei, HapyLeHnem
(yHKLWM NeYeHN 1 LLeHTPanbHO HEPBHO CUCTEMBI, UMUTUPYIO-
wee o6ocTtpeHne CKB, moxeT peunaneuposarb y 10% 6G0bHBIX.
Mpenapatamu nepBoi NNHWUK TEpPaNnUK ABAAIOTCA BbICOKME AO3bI
TNIOKOKOPTUKOWA0B, BHYTPUBEHHbI yenoBeveckuin Ig, uukno-
tocdammua, putykcumab, atonosug [44].

MOPAXXEHUE CEPALIA
CamMbIM YacTblM NpOSBNEHWEM MNOPAXEHUA Ceppua ABnsercs
nepuKapauT, pexe BCTPEYAIOTCA KNanaHHble HapylleHus v ele
pexe — mMuokapant [45]. CormacHO COOCTBEHHBIM [aHHbIM
(n =87), natonorus nepukappa 6oina o6HapyxeHa y 45% nauu-
eHTOB (npeobnanan aare3uBHbIN NepuUKapauT, y 62%); HepocTa-
TOYHOCTb KJ1lanaHoB C Pa3HOM CTEMEHbIO peryprutauuu, He Tpe-
Oylolas xMpypruyeckoi Koppekumnm, — y 92%; 3HLOKapauT —
y 30%; nponanc CTBOPOK MUTPanbHOro Wau TPUKYCNUAANBHOTO
KnanaHoB — y 33% NauMeHTOB; MUOKApPAUT — Y 5% GONbHbIX
CKB. TlpumeHeHMe BbICOKOUYBCTBUTENbHbIX TPOMOHWUHOBbLIX
TectoB M MPT ¢ napamarHWUTHbIM KOHTPACTHbIM YCUNEHWEM
(vHOpMaTUBHBI METOA BM3yanu3aluu 04aroB BoOCManeHus
B MUOKapAe, MOBPEXAEHUS W HeKpo3a MWUOLMTOB) Mo3Bonser
B nocnefHue rofbl 4UAarHoCTUPOBATb MUOKAPAMUT valle [46].
JNlerouHas Al — pepakoe, HO cepbe3Hoe ocnoxHeHne CKB.
Beigensior gBa heHoTMNA: BACKYNONaTuyeCckuin C HU3KOM aKTUB-
HocTblo CKB («uuctas nerouHas Al») v BaCKyNUTUYECKMWIA TUN
C BblcOKOW 06uweit akTuBHocTblo CKB. MocnenHuit 6onee 4yBCT-
BUTENbHBI K MMMyHOCynpeccuBHoi Tepanuu [47]. Mpu CKB
MOXeT BCTpeyaTbCcsi BTOpWUYHas JNeroyHas Al, obycnoBneH-
Has TPOMOO3IMOOANYECKMMU OCNOXHEHUAMU WA BO3HMKLIASA
Ha GoHe MHTEPCTULMANLHOTO NOPAXEHUA nerkux [45].
AHTUManspuiiHas Kapguomuonatus —  Manou3yyeHHoe
M KpailHe pefKO BCTpeyalolleecs OCNOXHEHWe AJAUTENbHO-
ro npueMa aHTUManApWitHBIX NpenapaTos, NpeAcTaBasiolLee
co6oil runepTpodUYeckyio PecTpUKTUBHYIO KapAMOMUONATHIO
C HapyleHMAMU NPOBOJUMOCTH CEpALA Unn 6e3 Hux [48].

KOMOPBUAHOCTb

Puck uHdekumit npu CKB accoymmposaH Kak ¢ camoit bones-
Hbio (BCNeACTBUE BbICOKOW aKTUBHOCTY, TAXKENON NeKoneHuu;
BcnepcTeue BH, conpoBoxpatowerocs runorammarnobynuHe-
Muei npu HepOTUYECKOM CUHAPOME), TaK U C NeKapCTBEH-
HbIMW Npenapatamu (C BbICOKUMW A03aMU FOKOKOPTUKOULOB,
unknodocthammpa, MukoteHonara modeTuna u putykcumaba)
He3aBUCUMO Apyr oT ppyra. Mepbl no 3awute oT MHDeKUM-
OHHbIX OCNOXHEHWI [OMXKHbI OCYILEeCTBAATLCA OYeHb AKTMB-
HO, OHM BK/IOYAIOT B CeOS KaK NepBUYHYIO NMpPOdUNAKTUKY
(ce30HHyI0 MMMyHW3aLMIO NPOTMB BMpYCa rpuUnna M NHeBMO-
KOKKOBOW MH(EKLUM BHE 0OOCTPEHUS U BbICOKOH aKTUBHOCTU
6071€3HM), TaK U CBOEBPEMEHHYIO [IMArHOCTUKY C afleKBaTHOI
Tepanueil. Cnegyer o6paTUTb BHMMaHue Ha ypoBeHb CPb:
€ro mnoBblleHWe ¢ Gonblieid BEpOATHOCTbIO aCcCOLUMPOBAHO
C NpucoefuHeHneM GaKTepuanbHON MHGEKLMH, Hexenn ¢ 060-
ctpeHuem CKB [49].
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(in Russian)]
2. Davidson A., Diamond B. Autoimmune diseases. N. Engl. J. Med.
2001; 345(5): 340-50. DOI: 10.1056/NEIJM200108023450506

MosbiweHune pucka CC3 npu CKB moxeT 6biTb 06yCI0BNEHO
KaK TPafuLMOHHBIMU KapAMOBACKYNAPHbIMU (haKTOpaMu pUCKa,
TaK W haKTopamu, CBA3aHHLIMU C CaMuUM 3aboneBaHUeM (aKTUB-
HoCTblo GonesHu, BH, a®Jl u ncnonb3oBaHUeM MOKOKOPTUKOU-
poB) [50]. OcHoBaHMEM Aiis HAa3HAYEHWUS CTaTUHOB MOXET ObITb
LUCAUNWEEMUA B COYETAHUW C APYTUMW TPAZULMOHHBIMK tak-
TOpamu pucka. Puck pasBuTUA cepAeYHO-COCYAMUCTbIX OCIO0XK-
HeHuit y naumeHtoB ¢ CKB HepooueHuBaetca. PekomeHpyioT
paccuntbiBath 10-nethuit puck CC3 ¢ ucnonbzoBaHmem LWKanbl
Systematic COronary Risk Evaluation (SCORE) [51].

MNoppepxaHue yposHsa ALl < 140/90 MM pT. CT. Npu noyey-
HOI AMCHYHKLUAM MOKET CHWU3UTb PUCK COCYAMUCTOTO COBLITUA.
Y NaLMeHTOB C V)KE UMEWMMUCA KITUHUYECKUMU NPOSBAEHUAMM
CC3 nnm Beicokum 3HaveHnem SCORE (> 10%) uenesbie YpoBHM
AL nomkHbl 6biTb < 130/80 MM pT. cT. u < 120/80 MM pT. CT.;
ONf 3TUX Ueneil 006s3aTeNbHO WCMOAb30BAHUE WMHIUOUTOPOB
PEHUH-aHTNOTEH3NH-aNbAOCTEPOHOBOI cucTeMbl [52].

Y naumnentoB ¢ CKB noBblweH puck 310KayeCTBEHHbIX HOBO-
06pa3oBaHNl Nerkux, WWUTOBUOHOW Kenesbl, NeyeHu, Wenku
MaTKW, CHUXKEH B OTHOLIEHWUMW paka MOJIOYHOI U NpefcTaTeNbHON
xenes. Puck pa3sutus anmcom npesbilweH B 3 pas3a, accouum-
POBaH C aKTUBHOCTbIO MHOFOYUCIEHHbIX LLUTOKMHOB U BUPYCHbI-
MU UHdekumamm [53].

B3rNnAA B bYAVLIEE

Moauduuupylowme GonesHb TpafULMOHHbIE U GUONOrMYecKue
npenaparbl, NpUMEHAEMble B Ka4eCTBe MOHOTepanuu, KOMOUHa-
LMW UK UCToNb3yeMble NOCNef0BaTeNbHo, MO3BOMUIN TOpa3fo
yalle [OCTUraTh Leneil nevyeHus, BKNOYAA MUHUMU3ALMIO [03bI
TIOKOKOPTUKOMZOB M CHUXEHWE YacTOTbl HeoOPaTUMbIX OpraH-
HbIX MOBPeXzeHuit (M3mepsembix no wkane SDI). B uccneposa-
Hunm AURA-LN oGHagexuBatolme pesyibTaTel NoKasana MyabTu-
TapreTHas Tepanus C UCNONb30BaAHWEM KOMOMHALMM UHIMOUTOPA
KanblLMHEBpUHA (BOKNOCMOPMHA) M MUKOdeHonata modetuna
B MHAYKLMOHHYIO a3y neyenus BH [54]. MpumeHeHune benumy-
Maba cHUxaeT 3HadeHue SDI npu BonrocpoyHoMm HabnaeHUU
U AEMOHCTPUPYET MONOXUTENbHbIN 3tdekT B neyeHun BH [55,
56]. BBegeHue aHudponymaba (4enoBeYECKOro MOHOKIOHANbHO-
ro aHTuTeNa K cy6bepmnHuue 1 peuentopa uHTepdepoHa I Tuna)
He NpUBENO K JOCTUMXEHUIO KOHEYHOW TOYKM B MCCNefoBaHUM
TULIP-1, HO no3Boauno yMmeHbWwuUTb 06Wyto akTuBHOoCTb CKB,
no wkane BILAG, B uccnegosanun TULIP-2 [57]. B HacToswee
BpeMs yueHble uccnepyloT 3ddekTMBHOCTE HU3KUX o3 IL-2
ANs YCUIEHUS PEryNsTOPHOi dyHKUMK T-knetok [58]. Ans Oyay-
WNX KIMHWYECKUX uccnefoBaHuit obcyxpaetcs Lenecoobpas-
HOCTb BbieneHus aHgotunos CKB ¢ npeumyuiectBeHHbIM nopa-
XEHUEeM onpefieNeHHbIX OPraHoB 1 CUCTEM U NTPUMEHEHNEM opra-
HoCMeunbUIECKMX WKan OLEHKM aKTUBHOCTMU 1 ucxopa [3].

3AKNIOYEHUE

Takum 06pa3om, Nnpobnema paHHel JUarHoCTUKM U NPOrHO3Mpo-
BaHus TeyeHus CKB npogomkaer octaBaThCs OQHON U3 LLEHTpaNb-
HbIX B COBPEMeHHOI# peBmaTonorun. Pa3paboTka pekomeHaaLmit
Nno JIEYEHWIO U WX BHEAPEHUE B KNMHUYECKYIO MPAKTUKY MOTYT
VAYYIWMTL Pe3ynbTaTbl Tepanuu 3Toro 3aboneBaHns 1 ero UCXOA.

3. Fanouriakis A., Tziolos N., Bertsias G. et al. Update on the diagnosis
and management of systemic lupus erythematosus. Ann. Rheum.
Dis. 2021; 80(1): 14-25. DOI: 10.1136/annrheumdis-2020-218272

4. Scofield R.H. Autoantibodies as predictors of disease. Lancet. 2004;
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