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NUTEpPaTYpHI

T.A. NaHachuauna', T.B. Monkosa', A.M. Jluna'?, E.JI. HacoHoB'?

TepmuH «HernosHas» cucteMHas KpacHast BosiyaHka (CKBH) oTpaxaeTr cocTosiHue, KOTOpOe He COOTBETCTBYET
CYLLIECTBYIOIIMM KPUTEPHUSIM OIpPeIeIeHHOM (10CTOBEpHOIT) CUCTeMHOI KpacHoit BoiuaHku (CKB), mockosibKy

y GOJIBHOTO BBISIBJISIETCS] HEMOJTHOE KOJMUECTBO MPU3HAKOB, CIeLUGbUYHBIX [UIsl TaHHO# 6oJie3HU. «BoauaHouHbIe»
ayTOaHTHTEJIa TIOSIBJISIIOTCS Y MALMEHTOB 3a TOJIbI 10 MOCTAHOBKY AMAarHo3a, a HauboJiee 4acTble KIMHUYECKUe
CUMIITOMBI MIMEIOT HecnieLin(pUIecKnii Xxapaktep U HEKOTOPOE BPeMsi MOTYT ObITh €TUHCTBEHHBIM MIPOSIBJICHUEM
6osie3nu. [locrerneHHoOe ee MporpeccupoBaHre MPUBOIUT K pa3BUTHIO «1ocToBepHOi» CKB y 5—57 % nauueHToB
¢ CKBH B Teuenue 1—10 siet. B HacTosiee BpeMsi OTCYTCTBYIOT PEKOMEHIALIMU 10 MOHUTOPUHTY U Teparnuu rnawu-
eHToB ¢ CKBH. B crarbe npejcraBieHbl COOCTBEHHbIE PE3YJIbTaThl M aHAJIU3 AaHHBIX JIUTEPATYPbl, KaCAIOILIUXCS

KJIMHUYECKUX U naToreHeTnyeckux rnpodiem CKBH.

Kunrouebie ciioBa: HernoiHass CKB, kiimHuYeckue nposiBjeHKs, UMMYHOJIOTMUECKUE HapyLeHWsl, Teparusi, TMIpoK-

CUXJIOPOXUH
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INCOMPLETE SYSTEMIC LUPUS ERYTHEMATOSUS.
OWN OBSERVATION AND LITERATURE REVIEW

Tatiana A. Panafidina', Tatiana V. Popkova', Alexander M. Lila'?, Evgeny L. Nasonov'?

The term of “incomplete” systemic lupus erythematosus (iSLE) is used when patients have typical clinical and immu-
nological signs of lupus without fulfilling the classification criteria for SLE. Autoantibodies appear in patients years
before diagnosis, and the most common clinical manifestations are nonspecific and may be the only symptom

of the disease for some time. Progression to definite SLE occurs in 5—57% of patients with iSLE within 1—10 years.
There are currently no recommendations for monitoring and treatment of iSLE patients. This article presents

the results of our own research and literature analysis on clinical and pathogenetic problems of iSLE.
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CuctemHas kpacHass Bomuyanka (CKB) —
XPOHUYECKOE MYJIBTUCUCTEMHOE ayTOMMMYHHOE
3aboJieBaHe HEW3BECTHOW JTUOJOTHU C M-
POKHMM CIEKTPOM KIMHUYECKUX TPOSIBICHUI
U HempelnckasyeMbiM TeueHueM. Ceposioruye-
cku CKB xapakrepu3syeTcst TpUCyTCTBUEM BbICO-
KHX TUTPOB OpraHOHecHnenu@uyecKux ayTroaH-
TUTE] K Pa3IUYHBIM KOMIIOHEHTaM KJIETOYHOTO
aapa [1].

PasBuTne onpenesieHHOTO CIIEKTpa Xapak-
tepHbIX st CKB KIMHMYeCcKUX CUMIITOMOB, Ha-
pamy ¢ OGHAPYXKEHUEM «BOJUAHOYHBIX» ayTOAH-
TATEJI, aCCOLIMUPYETCS C TIPOrpecCHpOBaHUEM
UMMyHoIaTojiornyeckoro mpoiecca npu CKB.
OnHako OOIIeTPU3HAHHBIN TEPMWUH, OTIPEIeIs-
IOLINIA TTATOJIOTHIO Y IMTAIIMEHTOB, UMEIOIITUX TOJIb-
KO OTHE/JbHbIE CEPOJOTUYECKUE W/UIU KU~
HUYeckue TpusHaku, XxapaktepHble misi CKB,
oTcyTcTBYET [2]. B momoOHbBIX cltyyasix 3a00J1eBa-
HHMe HauboJiee YacTo XapaKTepu3yeTcsl KaK «He-
noiHass» CKB (CKBH) [3—5]. CoBpeMeHHBII
uHTepec K mpodieme CKBH 00ycIoBIeH MHOTH-
MM (paKTOpaMM, UMEIOIINMU KaK MPaKTUIeCKOe
(ynydineHWe paHHEW IMarHOCTUKU), TaK U Te-
opeTHYecKoe 3HaueHHWe (M3ydeHHE STUOJIOTHH

¥ paHHUX MEXaHU3MOB MOTEPU MMMYHOJIOTHYC-
CKOM TOJEPAaHTHOCTU K COOCTBEHHBIM aHTUTIE-
HaM).

PeTtpocrniekTUBHBIN aHAIU3 OOIBILION TPYII-
bl nanueHToB ¢ CKB 1mokasan, 4yto «BoyaHou-
HbIe» ayTOAHTUTENA Y HUX TMOSIBISIIOTCS 3a TONbI
10 TIOCTAHOBKM AMArHO3a 3TOro 3abojieBaHusI [6,
7]. Haubosee yacTble UBMEHEHMUSI, BCTPEUAIOLIM -
eca ipu CKBH, nMeroT Hecrenmduieckuii xa-
pakTep U HEKOTOpOE BPEMSI MOTYT OBITh €IUH-
CTBEHHBIM TIPOSIBJICHUEM OOJIE3HM: JIMXOpAaIKa,
apTpajiTMy, aJjioNelnsl, KOXHBIC BBICHITTAHUS,
¢oroceHcubunuzanus, uutoneHuu. Co BpeMe-
HEM KOJMYECTBO M TSKECTh KIMHUYECKHUX TTPO-
SIBJICHUI HapacTaeT, MOCTENEeHHOEe MPOorpeccu-
poBaHue 3a00JeBaHUSI MPUBOAMUT K Pa3BUTHUIO
«rocroBepHoit» CKB 'y 5-57% nauueHTOB
¢ CKBH B Teuenue 1—10 et [8].

Co6CTBEHHbIE pe3ynbTaThbl

B HaGmomarenbHOe pPETPOCTIEKTUBHO-
MPOCTIEKTUBHOE MCCIIeIOBaHNE, MOCBSIIEHHOE
aHaJIM3y KIMHUYECKUX U CEPOJIOTMYECKHUX TIPO-
apnenunii CKBH, BapyaHTOB Tepamnuu, 4acTOTbI
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nporpeccupoBaHusi B «locToBepHyio» CKB,
BkioyeHo 60 manueHToB (58 (97%) XeHIIMH
u 2 (3%) MyXXunHS), 0OPAaTUBIIKUXCS B KIMHUKY
®OI'BHY HUUP um. B.A. HacoHoBoii B mepu-
on ¢ asrycrta 2020 r. mo aBryct 2023 r. Menua-
Ha BO3pacTa Ha MOMEHT BKJIIOYEHMSI COCTaBMJIA
38 [26; 47] ner. CKBH quarHocTupoBajiach peB-
MAaToJIOTOM IIPpM HAJIWMYMU HEIOJHOIO KOJIHU-
yectBa (<4) xpurepueB CKB, mpemiokeHHBIX
AMEpUKAHCKOW  KOJUJIeTMeld  peBMAaTOJIOrOB
(ACR, American College of Rheumatology)
B 1997 r. [9, 10] u MexnyHapoaHbIM 00beIU-
HeHuem xymHuk o CKB (SLICC, Systemic
Lupus International Collaborating Clinics)
B 2012 1. [11] nmocae UCKITIOUEHUST APYTUX UM-
MYHOBOCHAJIMTEIbHBIX PEBMAaTUYECKUX 3a00-
neBanuii (MBP3). Bce GonbHbIe Haba0naIMCh
B kinHuke ®TBHY HUUP um. B.A. Hacono-
BOIl M Ioamucansu MHOOPMUPOBAHHOE COIJIA-
cHe Ha yJacThe B uccienoBaHuu. IlpoBeneHune
HWCCIeNOBaHUS OBLIO OHOOPEHO JIOKAJIbHBIM
STUYECKUM KOMUTETOM. Kpurtepum UCKIIO-
YeHWS: BO3pacT MoJyioxe 18 jier miau crapiie
70 yret; HaMuMe GepeMeHHOCTH /JIaKTalliK; Ha-
JIMYUEe TSDKEJIOW COIYTCTBYIOIIEH TMaTOJIOTUN
(ocTpble MHGMpEKIUU U 00OCTPEeHUE XPOHUUYE-
CKUX WHMEKIMOHHBIX 3a00JIeBaHUM, TSIKeIoe
MmopaxeHue LEeHTPaJbHOM HEPBHON CHCTEMBI
(HHC) — cynoporu, ncuxos, AeAUpPUii, Tajlio-
LIMHALIMKY, KOMa), MapaHeoIUIaCTUYECKUA CUH-
IpOM, JI00bIe 3JI0Ka4eCTBEHHBIE HOBOOODPA30-
BaHUsI WU IIPEAPAKOBBIE COCTOSIHMSI HA MOMEHT
o0clieloBaHUsI M B aHaMHe3e 3a IOCJIeIHUE
5 J1eT); anKoroJjibHasl Wi HapKOTUYecKasl 3aBU-
CHMOCTD; Tapajule;IlbHOe ydacTue B KIIMHUYE-
CKUX WCCIIEIOBAHUSX PA3JIMIHBIX MPENapaTos.
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IIpoBommyioch OOGIIENPUHSITOE KIMHUIECKOE,
J1:abopaTOpHOE M MHCTPYMEHTAJIIbHOE 00CIeno-
BaHUE C MCIOJIb30BAaHUEM CTaHIAPTHBIX METO-
noB. AktuBHocth CKB onpenensiiach ¢ nmomo-
mpio uHAekca SLEDAI-2K (Systemic Lupus
Erythematosus Disease Activity Index B Mo-
mudukanuu 2K) [12]. Jdna oueHKu HeobOpa-
TUMBIX OPTaHHBIX IOBPEXIEHUN IIPUMEHSIIN
nHaekc moBpexaeHuss SDI (Systemic Lupus
International Collaborating Clinics Damage
Index) [13]. MenunaHa Bo3pacta yCTaHOBJICHUS
nuarHo3a CKBH cocraBuna 33 [25; 42] rona,
nepBbIX nposiBieHuit — 27 [22; 39] ner. Otsa-
roiieHHasi HacjielnctBeHHocTh no WMBP3 Bbi-
apiaeHa y 10% mamuentoB ¢ CKBH. B mo-
JIABIAIONIEM OONBIIMHCTBE caydaeB (55%)
MPOBOLMPYIONIMI (GaKTOp HEe YyCTaHOBIEH,
y 13% mnauueHTOB TOSIBJIEHUE TMEPBBIX IMPO-
SIBJICHUI acCOLIMMPOBAHO C OEepeMEHHOCTbIO,
y 8% — ¢ ipreMoOM KOMOUHUPOBAHHBIX OPaJib-
HBIX KOHTPALIEITUBOB, 10 7% — ¢ nHdeKumei
M CTPECCOM COOTBETCTBEHHO (puc. 1).

[pu BKITIOYUEHNY B MCCIeIOBaHUE MeIaHa
nnutenbHocT CKBH cocraBuina 12 [2; 29] mec.,
y 12 (20%) GONBHBIX IIUTELHOCTh 3a00JI€BaHUS
cocrapisiia >S5 jger. Ha MoMmeHT Bepudukauuu
nuarHo3a CKBH GonbummHeTBO (77%) maum-
€HTOB MMEJIM COYeTaHue KIMHUYECKUX M HM-
MYHOJIOTMYECKUX TMPOSIBICHUI, CHeu@UUHbIX
st CKB; y 15% BbISIBICHBI TOJIBKO KIMHHUYE-
CKUE CUMITTOMBI; y 8% OTMeYalliCh N30 IMPOBaH-
Hble MMMYHOJIOTMYECKME HapylieHus. Yacrora
OTIE/bHBIX KIMHUYECKUX U MIMMYHOJOTUYECKIX
nposisnenuit CKBH rpencraBneHa Ha pucyHke 2.
Menuana SLEDAI-2K coctaBuia 2 [1; 5] 6ajia,
uHaekca roppexnaeHus SDI — 0 [0; 0] 6amios.

Pue. 1. HYacTota «TpurrepHbix» akTopoB «HEMOIHOW» CUCTEMHOU KpacHou Bondanku (n=60): KOK — kombnHnpo-
BaHHbIEe 0pasibHble KOHTpaLenTusbl; JIT — 1eKapcTBEHHbIE npenapars!
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Puc. 2. HacTota KInHN4ECKNX M UMMYHOSIOTUHECKUX MPOSBIEHNI «HEMOTHON» CUCTEMHOM KpacHow BonyaHku (n=60): a®J1 — aHtnghoconunug-
Hble aHTnTena; aHtn-Ac-HK — antutena k aycrivpansHoit JHK; AH® — aHTHYKeapHbIi hakTop

OcHOBHBIMU KJIMHUYeckuMU nposiBieHussMu CKBH, BbI-
SIBICHHBIMU B TEeYEHME BCEro Iepuona 0ojie3HM (B aHaAMHeE3e
1/WIM HA MOMEHT BKJIIOYEHMsI B MCCIIENOBAHNUE), SIBJISUINCE: 110~
pakeHue cycTaBoB (apTput/apTpairuu; 55%), muxopanka (30%),
reMaToJIOrMYeCKre HapyIIeHUs (TeMOIMTIIECKAsT aHEMMUSL, JICi-
KOITEHHS, TPOMOOLIMTOIIEHUST; 28 %) 1 IOpakeHUE KOXKM (OCTpast,
010CTpast, XpOHMUECKast KOXKHasi KpacHast BosiuaHka; 23%). IMo-
JABJIsioNiee OOJBIIMHCTBO MAalUMEeHTOB (82%) ObUIM MO3UTUBHBI
10 aHTUHYKJIeapHOMY (hakTopy (AH®D); anTntena Kk Smith-aHTH-
reHy (aHTU-Sm) He BbISIBJIEHBI HU B OTHOM CJTydae.

Cepbe3Hble U3MEHEHUsI BHYTPEHHUX OPraHOB BCTpeva-
JIMCh PEKO, Cpear HUX ObLIM BhIssBIeHbI: Hedput (10%), ce-
posurt (8%), HeBpoJIornyeckue HapyieHus (5%), si3BEHHO-He-
KPOTUYECKUi1 BaCKYJIUT (3%), MHTEPCTULIMATBHOE ITOPAXEHUE
nerkux (2%) n muokapmut (2%). ConytcTBytouuii aHTudoc-
domunuaniii cuaapom (ADC) [14] ooHapyxeH y 8 (13%) na-
meHToB ¢ CKBH.

B xome mNpOCMEKTMBHOrO JAMHAMUYECKOro Habmo/Ie-
HUs (MeouaHa ero JUTMTeNIbHOCTH cocTaBmia 14 [5; 35] mec.)
y 33 u3 60 (55%) mauueHTOB IpEenBapUTEILHO YCTAHOB-
neHHbln auarHo3 CKBH Obul mepecMOTpeH B IOJb3y ApPY-
rMX 3a00JIeBaHUI: B TMOMABJSIIONIEM OOJIBIIMHCTBE CyJaeB
(15 (25%)) — B monw3y nocroBepHoit CKB (coriacHo KpuTte-
pussm ACR 1997 u SLICC 2012), B 2 (3%) — B 110J1b3y OCT€O-
aptpuTa, B 2 (3%) — B nojb3y nepsuuHoro ADC, B 3 (6%) —
B o3y npyrux UBP3 (6one3ns LLErpeHa, aHKUI03UpyIOIINiA
CIIOHIUIUT, HenubGepeHIMPOBAHHBINA apTPUT — IO OTHOMY

680

nauueHTy). Y 11 (18%) GonbHbIX peBMaTHyeckoe 3aboJieBa-
HMe ObUIO UCKITIOUEHO. 27 (45%) MalueHTOB MPOIOJIXKAIOT Ha-
Omonatbes y peBmMaTojora ¢ amarnozom CKBH.

Cpenu 11 (18%) 6GoJbHBIX, Y KOTOPBIX PEBMaTHUECKOE 3a-
6oJsieBaHUE ObLIO UCKJIIOYEHO, Yallle BCTPEYaTuCh ayTOMMMYH-
HbIA TUpeonauT (n=2 — 3%) 1 UMMYHOJIOTUUECKME HAPYIIICHNUST
(n=5—7%; xon nuarno3a no MKB10 — R76.0); ocrajibHbIE 3a-
OoneBaHus (MH(MEKIIUU, UAUOIIaTUYeCKas TPOMOOLUTONEHU -
yeckasi myprypa, 3abojeBaHle TeYeHH, IIIIOCKOCTOMHE U Jp.)
BBISIBJISLITUCH B IMHUYHBIX CITydasix.

BonbumHeTBo (57%) GonbHbix CKBH npuHuUManu ru-
npokcuxyuopoxuH (I'X) B no3e 200 Mr/cyT. U opajbHble LJIIO-
kokoptukounbl (I'K; 42%); meaumaHa MakKCUMAaJIbHOM J103blI
B IlepecyeTe Ha MpeaHM30JI0H coctaBwia 15 [6; 40] mr/cyr.
HMMMyHOCYNpecCcaHThl M TEHHO-UHKEHEPHbIE GMOJIOTMYeCKIe
npemnapatsl (TMBIT) ncronp3oBanuch B eMMHUYHBIX CIIy4Yasx:
10 OJIHOMY TAIIMEHTY TOJIy4Yald MeTOTPEeKCaT, a3aTUOIPUH,
mrkiodochamMum, pUTyKCMMabd WU WHTUOUTOpP WHTepJIeiiKiHa
(MJT) 6 (naiyeHTKa B MPOLLIOM MPUHUMAJA y4acThe B KIIU-
HUYECKOM WucciienoBaHum). Kpome Toro, HazHavyaiuch He-
CTepoUJHbIe TIpOoTUMBOBOCTIANUTENbHBIE TpenapaTel (HITBII;
n=17 — 25%), Butamun D (n=16 — 27%), BHYTpUBEHHBII1 UM~
MyHornooynuH venoBeka (BBUTI; n=4 — 7%), Hu3kue 10361
aleTUICATUIIOBON KUCaoThl (n=10 — 17%), aHTMKOAryIsTH-
Tl (n=6 — 10%), UHIMOUTOPBI aHTMOTEH3UHIIPEBPAILAOLIe-
ro ¢epmenTa (AIID; n=3 — 5%), cynbdacanasun (n=2 — 3%)
u snTpombornar (n=1 — 2%).
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0630pbl M NneKuum

Tabnuya 1. BapnaHTbl TEPMUHONOMMY U 4acTOTa TpaHCGopmaLny 3a601eBanns B JOCTOBEPHYIO CUCTEMHYI KPACHYI0 BOJTYaHKY

npu NpocnekTUBHOM HabwgeHun [15]

Konuyectso OnutenbHocTb
Tepne oonosawi  mowcgd TWeMOR vabmonews (op), R
A v . min-max min-max oh

CKBH [16-20] 5 1989-2012 22-100 1,6-13,0 3,0-57,0
H3CT [21-31] 11 1996-2020 81-665 3,0-14,0 2,9-13,2
JlatentHas CKB [32] 1 1989 22 8,0 31,8
lMoTeHumansHas CKB [33] 1 2014 264 6,3 21,2

35,3 (ACR 1997
MofoCTpas KoXHas KpacHas 1 2016 85 28 ( )
BONYaHKa [34] 40,0 (SLICC 2012)
AyTOMMMYHHOE 3a60N€BaHNe
COELIMHNTESTIbHON TKaHW BbICOKOTO 1 2018 118 1,0 11,9
pucka [35]
BoamoxHas CKB [36] 1 2019 43 1,5 14,0

Tpumeyanne: CKB — cucteMHas KpacHas BOST4aHKa; min — MUHUMAsbHOE 3HAYEHNe; Mmax — MakcumasbHoe 3Haqenne; CKBH — HEMOMHas CUCTEMHAA KPAacHas BOJTYaHKa,
H3CT - HeanehheperympoBaHHoe 3a6016BaHNe COEANHNTENbHON TKaHu; ACR 1997 — KnaccughukaumoHHbIe KpUTepun CUCTEMHOM KDACHOU BOJTYaHKY, Pa3paboTaHHble
AmepukaHckont konnerneii pesmaronoros (American College of Rheumatology) B 1997 r.; SLICC 2012 — knaccughmkaymoHHbIe KpUTepun CUCTEMHOM KPacHoW BOI4aHKY, pas-
pabotanHbie MexayHapoaHbim 06beguHeHnem kinunnk no CKB (Systemic Lupus International Collaborating Clinics) 8 2012 rogy

O6cyxpeHue

PeBmatosioru B cBoeil KIIMHUYECKOI MPAKTUKE HEPEIAKO
BCTpeyaloTcsl ¢ TaldeHTaMU, WMEIONIMMU ayTOMMMYHHbBIE
MpOosBIICHUS (CEPOJOTUYCCKIE U/UITY KIIMHUYECKNE), HE COOT-
BETCTBYIOIIIME B MOJHOM Mepe CYIICCTBYIOLIMM AUArHOCTUYE-
CKUM WU KJacCU(DUKALIMOHHBIM KPUTEPUSM OIpeneIeHHbIX
CHUCTEMHBIX ayTOMMMYHHBIX PEeBMATMUECKMX 3a00JIeBaHUM.
Ho maHHBIX O pacmpoCTpaHEHHOCTH, BapuabeIbHOCTH, Jie-
YEeHUU W UCXoJax «HemoyiHbix» BapuaHToB CKB, cucteMHoit
CKJIEpOZIEPMUM, PEBMATOMIHOTO apTputa, Oone3Hu ILlErpe-
Ha W Ap., COOCTBEHHO HeandhepeHIIMPOBAaHHOIO 3a00JIeBa-
Hus coenrHutenbHoi TkaHu (H3CT), kpaitHe mano. OnHoii
W3 MEePBbIX TPYIHOCTEH B TPOBEACHUY CUCTEMATHUECKOTO aHa-
Ji3a UccliefoBaHuii, mocBsmeHHbIx CKBH, sBIgeTcss oTcyT-
CTBHUE OOIIETTPU3HAHHOTIO TEPMUHA U1 0003HAYEHUSI JAHHOTO
cocrosiHus |2, 4]. PazHooOpa3ue «HOMEHKJIATypbl» U 4acTO-
Ta TpaHchopmanur CKBH B nocrosepHyto CKB npu npocnex-
TUBHOM HaOJI0IeHUM 000011eHbI B Tabuie 1 [15].

Kak BugHO M3 Tabauipl 1, yacTora IporpeccupoBaHMs
B noctoBepHylo CKB B TeueHue 1-—3 jier BappupyeT B OYeHb
mupokux npenenax (ot 2,9 no 57,0%) [15]. Tlpu stom, corna-
cHO naHHbIM A. Bortoluzzi u coaBr. [30], nmpu yBeM4eHUM CpO-
Ka HaOJIIoeHU 3a MaleHTaMu ¢ UCXOAHbIM nuarHozoM H3CT
¢ 3 no 14 ner yacrora Tpancchopmarnuu B CKB yBenmunnach He-
3HAYUTEIBHO — ¢ 2,9 10 3,9%. C apyroii CTOpOHbI, IpY HAOJIIO-
neHuu B TeueHue 8 u 13 ner «wiareHTHas» CKB (n=22) u CKBH
(n=16) mnporpeccupoBaiu B onpeneneHHylo CKB wvame —
B 31,8% u 57,0% cny4aeB cootBeTcTBeHHO [18, 32]. B Hamem
uccnenoBaHuu y yerBepty 60bHbIXx CKBH criyctst yyTh 60J1b-
111e To/1a HaOtoeHUsI ObLIT ycTaHoBJeH auarHo3 CKB.

Tepmun CKBH B Hacrosmee BpeMs Haumbojiee 4Ya-
CTO MCIIOJIB3YETCsl TIPU OMMCAHUM TaKWUX OOJbHBIX U Xapak-
Tepu3yeT MallMeHTOB, KOTOpPbIe HE COOTBETCTBYIOT CYIIECT-
BYIOIIIMM KPUTEPUsIM orfpenesieHHON (moctoBepHoit) CKB,
HO HMMEIOT HEIMOJHOE KOJWYECTBO IPU3HAKOB, CIEU(pUY-
HBIX [IJI1 JaHHOI Oosie3Hu. HekoTopwle nccienoBaTem cuu-
Tator H3CT Taxxke cuHonumom CKBH [37]. Ho, mo Hame-
MYy MHEHUIO, 3TH JIBa TEPMUHA CJICAyeT pa3aeisiTh U OTHOCUTh
B rpynny H3CT nauueHTOB, MMEIOLIMX MMMYHOJOrMYe-
CKVe HapylIeHWs] W KIMHUYeCKUe CUMIITOMBI, BKIIIOUEHHbBIE
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B KPUTEPUM NOPYTUX CUCTEMHBIX ayTOMMMYHHBIX DPEBMAaTHU-
YecKux 3abojieBaHMil, Hampumep, GeHomeH PeitHo, cyxoit
CUHIIPOM, MMO3UT, MO3UTUBHOCTh MO PEeBMAaTOMAHOMY (hak-
topy (P®), antunenTpomepHbsiM aHtutendam (ALIA), muo-
3uTCeMdUIecKuM aHTUTeNdaM, aHTuTedaM K Ro/SSA
(antu-Ro/SSA) u La/SSB (antu-La/SSB) anTurenam, pu-
oonykieonporeuny (antu-PHII), u ap. B uenom mauueHTbI
¢ H3CT wumeror Gosee «ierkue» KJIMHUYECKUE TMPOSIBICHUS,
yem nauueHtsl ¢ CKBH [15]. Hanpumep, y 56% 60abHBIX
CKBH omnpenensiiach cpenHsisi WIM BbICOKasi aKTUBHOCTb 3a-
o6onesanust (SLEDAI>5 6annoB), y moJ0BUHBI — HEOOpaTu-
Mble opraHHble moBpexaeHus: (SDI1>0) [38]. Hanpotus, B Ha-
meit rpyrme 3HadyeHns: SLEDAI-2K u SDI 6butn HU3KUMMU,
WX MeIuaHbl cocTaBWIM cooTBeTcTBeHHO 2 [1; 5] m 0 [0; 0].
IMonasistionee GOJBLUIMHCTBO MauueHToB (75%) umenu pe-
MUCCHUIO WX HU3KYI0 akTUBHOCTb (SLEDAI-2K=0—4 6anna),
cpenHsisi akTuBHOCTh 3abosieBaHusl (SLEDAI-2K=5—10 6an-
soB) BeisiBiieHa Y 20%, Boicokast (SLEDAI-2K>10 6amioB) —
y 5% nanmentoB ¢ CKBH, SDI>0 o6HapykeH y 18% GOJBHBIX.

IIponykuus ayroaHTuTeNl U APYIrU€ UMMYHOJIOTUYECKUE
HapylLEeHHUsT MOTYT MPEALLECTBOBATh PA3BUTUIO KIIMHUYECKH aK-
TUBHOTO 3200J1€BaHUST OT HECKOJIBKUX MECSIIEB 1O HECKOIbKUX
J1eT. PeTpocnieKTUBHBIE MCCIIeI0BaHU ITOKa3a/u, 4To y 63—88%
0OJBHBIX 32 TOIBI 10 ycTaHOBIeHMs1 nuarno3a CK B omnpenensioT-
CsI CBIBOPOTOUHBIE ayTOAHTUTENA, CAMBIMU «PaHHUMI» M3 HUX
aBistoTcs: aHTU-Ro/SSA, 3arem mosiBisitorest aHTU-nIc-JIHK,
aHTuTena K Kapauonunuuy (AKJT) u antu-Sm [6, 7]. HauGo-
Jiee YacThIMK KIIMHWYecKuMU TiposiBiieHusiMu CKBH siBiistroTcst
MopaXkeHWe CYCTaBOB, TeMaTOJIOTUUECKIE HAPYIIEHUS M KOX-
HO-CJIM3UCTbIe CUMIITOMBI, KOTOPbIE BCTPEUAIOTCS C YacCTOTOM
10 53%, 52% w 46% COOTBETCTBEHHO. Y 3HAYMTEIBHOIO YKCIa
MalMeHTOB BBISIBJSIOTCSI CEPbe3Hble OpraHHble W3MEHEHUs,
BKJIIOYAsI CEPO3UT, HE(PUT U HEBPOJIOTUYECKUE HAPYLLIEHUST, UX
4acTOTa MOXET JOCTUraTh COOTBETCTBEHHO 36%, 27% u 6% [8].
Cxoxue [aHHbIe TOMyYeHbl U B HallleM uccienoBaHuu. B ta-
Onmuiie 2 TIPeNCTaBIeHbl Pe3yIbTaThl OCHOBHBIX KIMHUYECKUX
uccrenoBanuii, mocesmeHHbx CKBH, BKTIoUas yactoty kim-
HUYECKUX Y UMMYHOJIOTUUECKUX TTPOSIBIICHU T, BBISIBIIEHUE TIPe-
IUKTOpOB MporpeccupoBaHusi B CKB.

B GonbimHcTBe uccnenoBaHuii, mocBsimeHHbIX CKBH,
B JAMarHoctuke npumeHstiuch kpurepuun ACR 1997 [10].
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Tabnuya 2. Pe3ynbraTbl OCHOBHbIX KIIMHUYECKNX UCCAEA0BAHNIA, MOCBALYEHHbIX «HEMOTHON» CUCTEMHON KPACHOU BoTYaHKe [8]

Konuiectso Cpeniwi Eg:f:;:- AmmyHo- [nutenbHocts [Mporpec- MlpepukTopb!
L o W i OO e ionasen, oaorame "0
R A o/ u ’  NeBaHus, P ° Hapywenus (%) rofbl B CKB, % P
N (KEHWMHbL, %)  TOfbI romb! B CKB
[KKB (34)
®OTO4YBCTBUTENBHOCTD (24)
Aptput (47)
Greer JM.  2-3 TemaTonornyeckme AHA (82)
38 (87 37 3,2 1,6 5 -
etal. [16]  (ACR 1982) ®7) HapyLeHus (18) AnTu-ac-IHK (0)
CepoauT (16)
HeBponoruyeckue
HapyLeHus (3)
KoxHo-cnuancTble
nposBnequs (45)
AC\TWOJ_ < 22 (87) 47 23 Aorpir (27) AHA (95) WA Wa
en J. , _
atal [39] (ACR 1982) Tumdonenus (23) AnTu-ge-0HK (22)
CeposuT (36)
Hedbpur (27)
«baboyka» (11)
«baboyka»
KKB (6
, AKS 6) AHA (82) A38bl pTa
Vili LM. 1-3 87 (04) % 4 DOTO4YBCTBUTENBHOCTB (25) AHTHnc-IHK (0) 2.2 9 A
ool 101 (AER TS0 ’ Aprpu (1) AnTM-R0/SSA (8) 7 ngTEHK
Jiumchonenus (23) 1C4
Hedppur (1)
«baboyka» (4)
1 KNnHM- JIKKB (4)
Swaak A.J.  4eckuit Aptpu (15)
etal. [17]  cummom + 100 (99) 40 45 Mefixoneus (36) AHA (100) 3 3 -
AHA Mepukapaut (4)
Hedbpur (11)
«baboyka» (25)
IOKKB (7)
Stahl-
Hallen- 4 28 (93 45 / o AHA (100 13 57 «baosa»
gren C.S. (ACR 1982) ( ) H/D reMaTOﬂOer"I:(j‘KVle ( ) AKN
etal. [18] Hapywenns (14)
Cepoaur (14)
Hedbpur (18)
«ba6oyka» (19)
DOTO4YBCTBUTENBHOCT (46)
ApTpur (31)
Laustrup H. <4 lemaronoruyeckue
etal. [19] (ACR 1982) 26 (H/p) H/n H/n EZE;;L;JeHl::g()SU AHA (100) 8 27 -
nt
Hedppur (15)
Hesponoruyeckue
HapyLeHus (4)
PaHHuit
BO3pacT
®OTO4YBCTBUTENBLHOCT (27) AHA (95) nebroTa
Aptput (23) Bbicokas IgG
Olsen N.J.  2-3 Antn-ne-AHK (14)
22 (86) 49 WA TemaTonorudeckme 38 14 aKTUBHOCTb
etal. [20 ACR 1997 N
(20) ( ) HapyLeHus (18) AHTU-RO/SSA (9) Antn-Ro/
CeposwT (9) Autu-Sm (5) SSA (IgM)
AHTu-La/SSB
(IgM)
«baboyka» (14) A13Bbl pTa
Al Daabil M. 1-3 AKKB (1) AHA (88) Hedbput
264 (94 39 H , 21
etal. [33]  (ACR 1997) ©49 A ApTpuT (53) AnTu-ge-0HK (17) AHTU-
Hedbpur (2) Ac-IHK
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lpogonxenne tabanipl 2

CpepHss

Konuyectso CpepHuit Lnutens-
ABTOpbI, Kputepun nauueHTos BO3pacT AHTEN- YacToTa KNMHMYECKUX Wnmywono- HOCTb Mporpec- MlpeaukTop!
roa CKB B UCCNEA0BaHNM, NMaLUEHTOB, HOCTb 3a6o- npossnexuii (%) rU4eckue HabnopeHus, CUROBaHWE  NPOTPECCH-
o/ " neBauus, Hapywenus (%) " B CKB, % poBanus B CKB
N (MEHLMHbI, %) rofbl robl robl
«baboyka» (9)
Aptput (21)
ez 1 o A
etal. (38 (acr1oer) O ¥ 30 CepoauT (21) A:TEHK (22) " " _
‘1 -
Hedpur (17)
Hesponoruyeckue
HapyLueHus (6)
«baboyka» (11)
®oT04yBCTBUTENLHOCTH (20)
A 44
prou (44) AHA (95)
Rua- 3 lemaronornyeckue
Figueroa I. 345 (85) 43 8,0 HapyleHms (43) Vwinayro- 56 Ha -
etal. [41] (ACR 1997) c 9 noruyeckue
eposuT (9) HapyweHns (55)
Hedbput (4)
Hesponoruyeckune
HapyLueHus (1)
«baboyka» (20)
1-3
DOTO4YBCTBUTENBLHOCTD (23
Olsen N, (ACRIT) 0 o) 4 H 9 1 () AHA (97
etal. [42] 0(94) 5 it asbi pTa (13) (97) Wa WA -
(SLICC 2012) Aptpur (16)
CeposuT (9)
«baboyka» (29)
HaCT Anoneuus (11) AHA (100) 5 i
Bortoluzzi A. (>AHA+ fA3Bbl cnuancTbix (10) QSTEHK 2 (ACR 1997)
et al. [30] 21ayro- 329 (97) 45 HO Aptput (11) 5-10 g Cepoaut
VMMYHHBbI i .
CI/IMI')IITOM) TNeitkonenus (13) +C3, G4 (14) (SLICC 2012) @
Hesponoruyeckue a®f1 (14)
HapyweHus (4)
0/MKKB (43)
XKKB (9)
$13BbI cAM3MUCTBIX (11)
3 AHA (97
ApTpuT (44 )
Aberle T (ACR 1997) I':M:Ton(orv?qecme AHTH-
. " 440 (88 46 H H/, H/, -
etal. [43] «“ (88) A HapyLueHus (25) Ac-[HK (11) A A
(SLICC 2012) CepoauT (6) AKI1 (42)
Hedpur (5)
Hesponoruyeckue
HapyweHus (1)
1 KNUHNYECKMit
O/MIKKB (26) AHA (100) KpuTEpUiA
>1 AHTUH- SLICC 2012
138bl cnuamncTbix (11
Md Yusof MY. * 116 2012) 118 (88) 18 Wa M penkee 1 12 B JeGioTe
etal. [35] AHA ApTpuT (26)
* o AHTU- HacnepacTeeHHoCTb
eitko/numcponenns (16) RO/SSA (42) 110 ayTOUMMYHHBIM
P3
KKB (23)
Aptput (55) AHA (82)
<4 lemaronorunyeckue A
Co6eTBeHHble  (ACR 1997) HapyLueHus (28) KT
60 (97) 38 1,0 Ac-[HK (45) 1.2 25 -
NaHHble n<4 Ceposur (8)
1C3, C4 (30)
(SLICC 2012) Hecbpu (10)
adf1 (37)
Hesponoruyeckue

HapyLueHus (5)

lpumeyanne: CKB — cuctemHas kpacHas Bondarka; ACR 1982/1997 — knaccugpnkaLmoHHble Kputepu, paspaboTaHHble AMepUKaHCcKoi Koanernei peemaronoros (American
College of Rheumatology) B 1982 r./nepecmotp B 1997 r.; AKKB — gnckongHas KoxHas kpacHas BonyaHka; AHA — aHTUHyKneapHble aHtutena; aHtu-ac-JHK — antnrena

K aBycrupanbHoit JHK; H/A — HET AaHHbIx; aHTU-Ro/SSA — aHTutena k spepHomy aHtureHy Ro/SSA; +C3, C4 — runokomnnementemus no C3- n C4-kommnoxeHtam, AKJT —
aHTUTeNa K KapanonunmHy, aHTn-Sm — aHTuTena k s4epHomy aHtureHy Smith; 19G — ummyHorno6ymun G; IgM — ummyHorno6ymun M; antn-La/SSB — aHTUTeNa k aHTUreHy
La/SSB; SLICC 2012 — knaccugpnkaumorHble kputepun, paspaboTanHble MexayHapoaHbIM 00beAUHEHNEM KITMHUK N0 CUCTEMHOU KpacHoi Bonyarke (Systemic Lupus
International Collaborating Clinics) B 2012 r.; H3CT — HeanghghepeHumpoBaHHoe 3a601eBaHNE COEANHNTENbHON TKaHu, a®Jl — aHTughocchonunugHble aHtutena;, O/NIKKB —
0CTpas/nofocTpas KoxHas kpacHas Bonyarka; XKKB — XpoHu4eckasi KoxHas kpacHas Bon4axka, P3 — peamarunyeckue 3abonesanns, KKB — KoxHasi kpacHas BosnYaHka
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Z. Chen u coasrt. [38], npuMeHuUB K 77 mauMeHTaM C JUarHo-
30M CKBH (<4 kpurepue ACR 1997) kputepuu SLICC 2012,
nuarHocTupoBanu y 43 (56%) u3 Hux noctoBepHyto CKB. V ma-
mureHToB ¢ H3CT (#n=329), He COOTBETCTBOBABILIMX B MOJ-
Hoii Mepe KnaccudukanmoHusiM Kputepusim CKB ACR 1997,
perpocriektuBHOe npuMeHeHune kputepueB SLICC 2012 mo-
3BOJIWJIO TIEPECMOTPETh AMATHO3 B TOJB3Y OIpeneaeHHON
CKB B 44 (13%) cayuasix [30]. B To ke BpeMsi B UCCJIeNO-
Banuu N.J. Olsen u coaBT. [42] HM oguH n3 70 TALIMEHTOB
¢ CKBH (1-3 xputepust ACR 1997) He cOOTBETCTBOBaJI KpU-
tepusim onpezaeseHHoit CKB SLICC 2012. Asropsl mnojara-
10T, yto nipuMeHenue kputepreB SLICC 2012 no cpaBHeHUIO
¢ ACR 1997 He npuBoauT K Gosiee TOYHOM U paHHEN NUArHO-
cruke CKB B rpynrme 6osbHbix CKBH. TIpuMeHeHUe HOBBIX
KkiaccudUKalMOHHBIX KpuTepreB EBponeiickoro anbsiHca peB-
Marosornyeckux accoumaiuii (EULAR, European Alliance
of Associations for Rheumatology)/ACR 2019 r. [44], o6nana-
IOLIMX HAaNOOJIbILIEH YyBCTBUTEIbHOCTHIO B OTHOLIIEHU Y paHHE !
nuarnoctuku CKB [45, 46], k 133 nauuentam ¢ H3CT, B oT/iu-
yue ot kputepreB ACR 1997 u SLICC 2012, mo3Bomwio nepe-
cMoTpeTh auarHo3 B rmonb3y CKB y 17% nauuenTos [47]. B Ha-
cTosIIIEeM uccienoBanny Mbl auarHoctupoBain CKBH Toibko
y TIAIMEHTOB, KOTOpbIe HE COOTBETCTBOBAJIU HU KPUTEPU-
am ACR 1997, nu kputepusm SLICC 2012. Ha Ham B3z,
OIHOBPEMEHHOE MCIIOJIb30BaHWEe KOMOWHAIIMM KPUTEePUEB
C HauOOJIbIIIell YYBCTBUTEIBHOCTHIO M CHEIUOUUHOCTBIO —
SLICC 2012 u EULAR/ACR 2019 — npuBOIUT K CHUXEHUIO
JIMarHOCTUYECKOM OLIMOKM Ha paHHEl cTaauu 00Je3HU.
I'pynnbl 6onbHbIX CKBH reteporeHHbl, 1 B HUX CJIEAy-
€T BKJIIOYaTh MPEUMYILECTBEHHO TeX MalMEeHTOB, Y KOTOPBIX
BbIcOK puck pa3Butusi CKB B Oynymiem. CornacHo TaHHBIM,
CYMMUPOBAHHBIM B TaOnWIle 2, HATW4ME KOXHO-CIU3UCTBIX
TPOSIBIEHNH, cepo3uTa, HedpuTa, TUMTOKOMITTIEMEHTEMUH,
no3utuBHOCTU 110 aHTU-Ac-AHK, antTudochomumuaHbmM aH-
tutenam (adJI), accounmpoBano ¢ TpaHchopmanmeit B CKB.
s coznanus 6osiee OMHOPOAHOM TPYIIIbl MAUEHTOB, B TOM

YUCIIe U C LEJbI0 CUCTEMAaTUIECKOTO aHaI3a IIPOBOIUMBIX UC-
cinenoBaHuii, W.M. Lambers u coaBr. [8] npeniaraior yHudu-
LMPOBATh HE TOJIbKO HOMEHKJIATypy, HO U nrarHoctuky CKBH,
OCHOBBIBAsSICb Ha KPUTEPUSIX, TPEACTaBICHHBIX B TadiuuLe 3.
Junarno3 CKBH ycTaHaBiauMBaeTcsl MPU BbISIBICHUM MO3UTUB-
HocTu 110 AHA, KoTopas sIBisieTcs1 00513aTeIbHBIM KPUTEPUEM,
U KaK MUHUMYM OIHOTO U3 KIMHUYECKUX TMPOSBICHUIA, CTie-
mbuynbix mist CKB. Llutonmenun BcTpedaioTcss HE TOJTHKO
npu CKB, moaToMy UX HaJIM4Ke TOJLKHO OBITh «YCUJICHO» Xa-
paKkTepHBIMU UMMYHOJIOTUYECKUMU HAPYIIEHUSIMU U/WJIA OT-
SITOLLIEHHON CeMEMHOM MCTOPUEN MO ayTOMMMYHHBIM pEBMa-
TUYECKUM 3a00JIeBAaHUSIM Y POJICTBEHHUKOB TIEPBOI JIMHUY.
Hcrnonb3oBaHue «IMOJMOMMKCHBIX» TEXHOJOTMI (re-
HOMMWKHU, TPAHCKPUIITOMUKU, TIPOTEOMUKM U MeTabojo-
MHKHU) TIPEroyiaraeT BbIAEICHUE CIEKTPa MOJIEKYJSPHBIX
«IIaTTEPHOB», MOTEHUMAIBHO OTPAXKAIOLIMX BEAylIMe MaTore-
HETUYEeCKHEe MEeXaHU3Mbl, KOTOPbIE YCIOBHO MOMIPA3IEISIOTCS
Ha «IIPOBOCITAJINTENIbHBIN», «TUMMOUIHBIN» U «UHTEepGhepO-
HOBbI», He Tonbko Tipu CKB, Ho u mpu CKBH [48, 49]. On-
HUM M3 OMOMapKepoB «JIMM(MOUTHOTO» MEeXaHU3Ma UMMYHO-
naroreHesa sBisietcst BAFF (B cell activating factor belonging
to the TNF family), n3BectHbIit Takke Kak BLyS (B lymphocyte
stimulator), — paCTBOPUMBIil MEIUATOP, MPUHAIIEKAITNN K Ce-
MEWCTBY IIMTOKWMHOB (haKTopa HEKpo3a OIMyXOJId, KOTOPBIA WT-
paeT pemarollyio pojiib B BBDKMBAHIUM aHEPTUIECKIX ayTOpeaK-
TUBHBIX B-KJeTok, ux nuddepeHuMpoBKe B I1a3MaTUYECKUe
kaeTku. Y nanueHtoB ¢ CKB HabmomaeTcst yBeJlMuyeHUEe KOH-
nentpauun BAFF B chIBOpoTKe M 3KCrpeccuu MHMOpMAaLu-
onHoit PHK BAFF B neiikonurax, Koppeaupyioliee ¢ KOH-
HeHtpauueii AHA, nuMHaAMMKON aKTMBHOCTU 3a00JIeBaHMS,
pa3BUTHEM OOOCTPEHMII U MOBPEXICHHEM BHYTPEHHUX Opra-
HoB, nopaxkeHueMm LIHC, koxwu, ckeneTHO-MBIIIIEYHBIMU TIPO-
SIBJICHUSIMY, JTMMQOTIEHUE ¥ TUIIePraMMario0yTMHEMUE.
lNunepakcnpeccus BAFF ocobeHHO xapakTepHa [Uisi BoJYa-
HouHoro Hedpura II1 u IV knaccoB [50—52]. I1pu CKBH ypo-
BeHb BAFF BbIlle, ueM B OOILLEH TMOMYJSIUUU, HO HUXKE, YeM

Tabnuya 3. Kputepumn «HenosaHou» CUCTEMHON KPacHoi Bo4aHku [8]

06s3aTeNbHbIA KPUTEPHI:

BbisineHne AHA B Tutpe >1:80 npu nomoLm MeToAa HENPAMOIA UMMYHOOOPECLEHLAN C UCTMONb30BAHUEM ANUTENNANBHBIX KNETOK YenoBeka

HEP-2 unn no3uTuBHble pe3ynbTaTbl 9KBUBANEHTHbLIX METO0B

B coyeTtanum ¢ >1 U3 cnepyrowwmx KNMHUYECKUX KPUTEPUEB:
* 0CTpas UM NOLJOCTPAs KOXKHAS KPacHas BOMYaHKa;

» XPOHMYECKAs KOXKHas KpacHast BONYAHKa;

* A3Bbl CMI3UCTOI pTa UK HOCA;

« anoneuus;

* CUHOBUT;

* CeposuT;

* MOPaXeH1e HEPBHOM CUCTEMbI;

* HedhpuT.

Wnu npu Hanu4un >2 U3 cneayowmx KpUTepues:

* reMaTonornyeckne HapyLieHus (reMonuTyeckas aHemus, NeikoneHns/ NMoneHus, TpOM6OLNTONEHNS);

* UMMYHOMNOrNYECKNE HApYLLIEHNS (MO3UTUBHbIE YPOBHI aHTU-AC-[AHK, aHtn-Sm, a®J1, runokomnnemMeHTeMUs, NONOXNTENbHAsA peakums Kymoca);

* OTArOLLEHHAs N0 ayTOMMMYHHbLIM PEBMATUYECKUM 3200NEBAHUAM HACNEACTBEHHOCTb.

Mpu ogHOBpPEMEHHOM OTCYTCTBUM HEo6XxoauMoro konuyectsa kputepues ACR 1997, SLICC 2012 u/unu EULAR/ACR 2019 pns Bepuchukauum onpeaeneHHoro
nmarvosa CKB

TMpumeyanne: AHA — aHTnHyKneapHele aHtntena; aHn-ac-HK — antntena k gycnnpansHoi [JHK; aHtu-Sm — aHtutena k sgepHomy aHtureHy Smith; a®@Jl1 — aHtughocghonnnugHble
anTutena; ACR 1982/1997 — knaccughmkaumorHble kputepun, paspaboTaxHbie AMepuKaHcKoi konnervei peamaronoros (American College of Rheumatology) B 1982 r./nepecmotp

B 1997 r.; SLICC 2012 — knaccuchukaymorHbie Kputepun, paspabotarHble MexzayHapoaHbiM 06beanHEHNeM KIHUK 10 CUCTEMHOV KpacHow Bondanke (Systemic Lupus International
Collaborating Clinics) B 2012 r.; EULAR/ACR 2019 — knaccnghnkaymoHHbIe Kputepum, pa3paboTaHHble EBPOMeickuM anbsHCOM PeBMAaToornyeckux accoLmaLmi/AMepUKaHCKoi Kos-
nervei pesmaronoros (European Alliance of Associations for Rheumatology/ American College of Rheumatology) 8 2019 r.; CKB — cucteMHas kpacHas Bos4aHka
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y namueHtoB ¢ CKB [43]. Bo3aMoxHO, B rpymnre MnauydeHTOB
¢ CKBH, 3kcrnpeccupylomux 6ojiee Bbicokue ypoBHu BAFF,
11eJ1ecoo0pa3HoO MPUMEHEHNE MMPEBEHTUBHOM Teparuy «TapreT-
HBIMM» MOHOKJIOHAJIbBHBIMM aHTUTEJIAMM (Hampumep, Oeumy-
MaboM) U TIPeNOTBPALEHUST Pa3BUTHs TIOJTHOMACIITaOHOM
CKB. HakarummBatorcst aHHbIE O TPOTHOCTUYECKOM 3Haye-
HUU Pa3IMIHBIX MEIUATOPOB (MYJIBTUILICKCHBINM aHAIN3), OTpa-
JKAIOIIMX aKTUBALIMIO BPOXKIEHHOTO U MPUOOPETEHHOTO UMMY-
HUTETa. Y3Ke 3a HeCKOJIbKO JieT 10 pa3Butusi CKB B chiBopoTKax
MalMeHTOB OTMeYaeTcsl yBeJIuyeHue KoHueHTpauuu WII-4,
WJI-6 u caikenue yposHst MJI-10, TpaHcdopmupyioliero dak-
Topa pocta (T®P) B, momapnsomero akTuBaluio B-KieTok.
Tak, AHA-1o3utuBHbIE 3010POBBIE XKEHILUHbI ahpoaMepruKaH-
CKOIf pachkl MMEIOT 6oJiee BBICOKMIA ypoBeHb MJI-6 1 MapkepoB
akTuBalMM T-K1eToK 1o cpaBHeHMIO ¢ AHA-MO3UTUBHBIMU 310-
POBBIMU XKEHIIIMHAMM €BPOIICCKOI packl. B mocienHeit rpym-
e BhIsBIIEHO cHIDKeHue yncia CD11c* B-kierok, accouunpy-
IOIIMXCS ¢ Pa3BUTUEM ayTOMMMYHUTETA. BeposiTHO, moao0HbIe
M3MEHEHMS JieXXaT B OCHOBe Oosiee Tspkenoro teueHusi CKB
y adpoamepukanieB [53]. Cpean 3mMOpOBBIX OJIM3KUX POI-
crBeHHUKOB 00sibHbIX CKB (#=409), HabmonaBIIMxcs B Teue-
Hue 6,4 ner, B 45 (11%) cinyyasix 6pu1a tuarHoctuposaHa CKB.
PasButune CKB accoummpoBanaoch, ¢ OQHOM CTOPOHBI, C YPOB-
HEM ayTOAaHTUTENl B Hadalle HaOJIONEHMUsI, TIOBBIIIICHHON KOH-
uentpanueit BAFF, dakropa ctBomoBsix kierok (SCF, stem
cell factor) u unTepdepon (MPH)-accolmnpoBaHHBIX XeMO-
KWHOB, C JIPYroil — CO CHMXXEHHBIM YPOBHEM DPETYJISTOPHBIX
mutokuHoB (MJI-10, T®P-B). SCF u T®P-3 onieHeHBI Uccie-
JOBATEISIMUA KaK 3HAUMMbIC ¥ HE3aBUCUMBIC TIPESAMKTOPHI TIPO-
rpeccupoBaHusi B CKB [54]. Ocoboe BHUMaHuE MpUBJIEKaeT
U3yyeHue OMOMapKepOB, XapaKTepU3YIOLIUMX TUIIEPIPOAYKIIUIO
W®H tuna I, KoTophie mosydmin Ha3BaHUE «TeHHBII aBTOrpad
WU®H tuna I» (IFNGS, type I IFN gene signature). MiMetorcst
JlaHHble 00 oOHapyxeHuu ruriepakcrnpeccun IFNGS y nono-
BuHbI nanueHToB ¢ CKBH 1 y 2/3 manueHToB ¢ TOCTOBEPHOI
CKB, xoppensuunu ¢ tTutpamu AHA, rurokomrieMeHTeMuei
no C3, 4UCIIOM «KPUTEPUATbHBIX» KIMHUYECKUX TPOSIBICHUIA
CKB [4, 55]. ¥ 55 BoeHHOCTYKaIIMX ObUIM TTpOaHaIM3UpOBa-
HbI 00paslibl CBIBOPOTOK 10, HA MOMEHT U TOC/e MOCTAaHOBKU
muarHo3a CKB. ITosbiiienHast aktuBHocts MDPH-a (otHOCHT-
cs1 K UDH tuna I) 6bu1a BeisiBieHa B 20% ciydaeB 3a >4 rona,
B 44% — 3a <2 roma o ycraHosineHHoro auarHo3a CKB (nepuon
CKBH) n'y 75% naumeHToB ¢ yxe muarHoctupoanHoii CKB.
Kpome toro, aktuBHocTs MDPH-0 MOBBIIIANIACE OMHOBPEMEH-
HO C ITO3UTUBHOCTHIO TI0 ayTOAHTUTENIaM, JTOCTHUTAsI TIaTO K MO-
MEHTY Kjaccudukauuu 3adoneBaHUsI. ABTOPHI TaKxKe OOHapy-
Ku, 9To aktTuBHOCTh MDH tuma Il npeniecTByeT cekpelnn
ayroantuten u UOH-a [56]. ¥ 19 u3 118 (16%) AHA-no3u-
TUBHBIX TIAIIMEHTOB, UMEIOINX <1 KIMHUYECKOTO CHUMIITOMA
CKB mutenbHOCTbIO MeHee 12 Mec. 1 He TMoJyvaroumx Tepa-
nuto (n=118), 3a nepuoa NPoOCreKTUBHOIO HAOMIOAEHHUS B Te-
yeHue rofa 6nuta nuarHoctupoBaHa CKB (n=15) unau 60se3Hb
IlIérpena (n=4). [1o pesyabTaTaM TaHHOTO MCCICIOBAHUS, TH-
nepakcrnpeccust IFNGS B KpoBM M KOXe, a TAKKE OTSTOLICH-
Hasl HACJIE[ICTBEHHOCTh IO ayTOMMMYHHBIM DPEBMaTHYSCKUM
3200/IeBaHUSIMU OBLIM BbIIEJEHBI KaK HE3aBUCHMMBIE MPOTHO-
ctnyeckue daxkropsl pasputuss CKB/6onesnn Illerpena [35].
AKTHMBaIUSI CUCTEMBl KOMIUIEMEHTa ¢ oOpa3oBaHUEM IIUpP-
KYJIUPYIOIIX MMMYHHBIX KOMITIEKCOB WTpaeT BaXXHYIO pOJIb
B uMmmyHornaroreHese CKB. B perpocnektuBHOM MccienoBa-
aun nauueHToB ¢ CKBH (umeromux 1-3 kputepust ACR 1997)
cHIKeHne ypoBHS C3-KOMITOHEHTAa KOMIUIEMEHTA Yallle BbI-
SBISUIOCH 'y O0NbHBIX ¢ «rporpeccupyomieit CKBH» (25%),
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yem nipu «He Tiporpeccupyomeit CKBu» (3%) [40]. R. Ramsey-
Goldman u coaBT. [36] 0GHAPYKUJIU, YTO TTPOAYKTHI aKTUBALIUN
KOMIIOHEHTOB KOMIUIEMEHTa, CBSI3aHHbIE C KJIETKAMU KpPOBH,
B COYETAHUU C MOBBILLIEHHBIM YpoBHeM aHTU-AC-JAHK u npyru-
MM ayTOaHTUTEIaMU 00J1aaatoT OOJbIIEH «IIpeacKa3aTeabHOM»
LIEHHOCTBIO ITpy onpeaeneHnu pucka pa3sutis CKB, yem tpagu-
LIMOHHas rurmokoMIuieMeHTemust o C3 u C4. [pencraBieHHbIe
HCCIIeIOBAHNS, CITOCOOCTBYIOIIME JIydIlleMy MOHUMAHMIO Me-
xaHU3MoB nMmyHonaTtoiornu CKB, MOryT mociy>kuTh Teope-
TUYECKUM OOOCHOBAaHMEM IS pa3pabOTKM HOBBIX TOIXOIOB
K (papmakorepanuu He Tosibko CKB, Ho u CKBH, HanpasieH-
HBIX Ha «TapreTHOe» OJIOKMPOBAHNE OMOTOTMIECKIX MUIIICHEIH,
YYaCTBYIOIIMX B PA3BUTHH BOCITAJICHUS] K ayTOMMMYHHBIX Hapy-
meHui, Bkmovast utokuHbl 1 MPH tumos 1 u 11, matosnoru-
YECKYI0 aKTUBALIMIO B-TUMMOLIMTOB U M1a3MaTHYeCKUX KIETOK,
KOMIIOHEHThl KOMILIEMEHTA, BHYTPUKJIETOUHbIE CUTHAJIbHBIC
MyTH, HaKTOPbl TPAHCKPUTILIUK U JIP.

IIpunumas Bo BHUMaHue coxpaHeHue auarHo3a CKBH
Ha MPOTSKEHUM JJIUTEILHOTO BPEMEHHU Y MOAABIISIONIET0 Y-
cjla TAllMeHTOB, B KJIMHMYECKOM IPaKTMKE BO3HUKAIOT BO-
MPOCHI, Kacalolldecsl Tepalvu, HaOMoAeHUs, BaKIIMHALINU,
IJIAHUPOBAHUS U BeZIeHUST OepeMEeHHOCTH, KOHTPOJISI COITYTCT-
ByloIIMX 3a0ojieBaHuil. B HacTosiiee BpeMsl OTCYTCTBYIOT pe-
KOMEHIAIINY TI0 MOHUTOPUHTY 1 Teparuu narmeHToB ¢ CKBH.
B Ta6mie 4 mpencraBieHbl TaHHBIE TI0 TPUMEHEHUIO JIeKapCT-
BeHHbIX npenaparoB npu CKBH [57].

Tabnuya 4. /lekapcTBeHHble Npenaparbl, MPUMEHSIEMbIE
pu «HernosIHoN» CUCTEMHON KPACHOW BOJIYaHKe, %

Wcnanckuit
locnutanb Co6cTBEHHBIE
JlekapcTBeHHbIe Bupram [33] peruetp o
npenaparbl (n1=161) (RELESSER) [41] (n=60)
- (n=345) "
[MAPOKCMXIOPOXMH 65 H/A 57
Opyrve
AHTUMANAPUiAHbIE 1 69 0
npenaparbl
[MOKOKOPTUKOMADI 35 H/g 42
Asatuonpux 2 13 2
MukodbeHonara 9 4 0
moceTun
Linknodpocchamng 1 6 2
MeToTpekcart 9 14 2
TNechnyHomug H/A 2,5 0
Cynbhacanasut 6 0 3
Putykcumad 1 1,6 2
Dpyrve TUBN 3 H/0 2
BBUT H/g 3 7
lnasmadpepes H/g 0,3 0
HMBM H/n H/n 28
AuetuncanuunnoBas W 33 17
KucnoTa
AHTUKOATYNAHTBI H/g 12 10
CTatuHbl H/g 19 H/g
WNHrnéutopsl AN H/g 15 5
AHTWOCTEONOPOTUYECKas 27
H/g 18
Tepanus (BuTamuH D)

Tpnmeyvanne: HL — HeT faHHbiX; TVIBIT — reHHO-NHXEHEPHbIE OUOI0rNYECKME NPE-
naparbl; BBUI — BHyTpuBeHHbI uMmMyHorno6ynuH, HI1BIT — HecTepongHbie npotn-
BOBOCNANNTENbHbIE npenapatsl; AlI® — aHrnoTeH3NHMPEBPALYAOLYNA (HEPMEHT
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B Hacrosimiee BpeMsi IpPOBOIUTCSI paHIOMU3UPOBAHHOE
rianebo-koHTpoaupyemoe uccienosanue (PITKM) SMILE
(Study of Anti-Malarials in Incomplete Lupus Erythematosus)
o u3ydyeHuio 3 dekTuBHOCTU ['X B 3aMeIJIEeHUM TTPOTPECcCU-
poBanusi CKBH B CKB (ClinTrial.gov NCT03030118) [58].
B oTKpbITOM uCClIenOBaHWU, MPOBEACHHOM paHee, MpUMe-
Henre I'X orcpoumno passurue CKB oTr MomeHTa mosiBie-
HMS TIepBOro kKamHmdyeckoro cummroma ¢ 0,29 mo 1,08 roma
(»p=0,018); cxoxue pe3yabTaThl MOJydYeHBI U Ha (hOHE Tepa-
muu 'K (p=0,011), Ho He mpu ucnons3zoBanun HIIBIT [59].
Kpome Toro, y maniuenros ¢ CKBH, nmonyuatoniux ['X, BeisiBiie-
HO CHUXKEHME KOJMYEeCTBa CrielinpuiecKux ayroaHtures [59],
antutesl K Clq-KOMITOHEHTY KOMIUIEMEHTa, KOHIIEHTPAINU
WJI-9 [42], BAFF, skcnipeccun IFNGS [42, 60]. [Tomumo yka-
3aHHBIX CBOMCTB, Ha3HauYeHue ['X mpuBaeKaTebHO U3-3a HU3-
KOT'0 pyCKa TOKCMYHOCTHU, CBSI3aHHOTO C €r0 JUIMTEbHBIM MPU-
MmeHeHueM. CorjlacHO JaHHBIM, CYMMMPOBAHHbBIM B Ta0u1IE 4,
peBMAaToJIOTH B KJIMHUYECKOM mpakTuke nauueHtam ¢ CKBH
npennoyntatoT HazHauath ['X, 'K B HeBbicokux mo3ax, HITBIIT
u ButamuH D, B psiae ciiyuaeB — BBUT', a Takoke aHTUTpomMO0-
THYECKYIO Tepanuio Tipu BeisiBiieHUN a®dJl. Cepbe3Hbie U3Me-
HeHUs BHyTpeHHUX opraHoB ipu CKBH BcTpeyatoTcs HevacTo,
HO WX HAJIMYWE U/WIV TTOBBIIIEHHBIN PUCK PA3BUTUST OOBSICHSI-
10T HEOOXOTMMOCTh aKTUBHOTO JISUEHHSI UMMYHOCYTIpECCaHTa-
mu u T'MBII.

CoBepIIeHHO ONpeIeIeHHO U 000CHOBAHHO C MPaKTHYe-
cKoIi Touku 3peHust BceM naureHtam ¢ CKBH u 6eccumnTom-
HbIM HocuTeasiM AH®D, He umeronium apyrux npusHakos CKB,
MOKa3aHO UCKIIIOYEHUE TTPOBOLIMPYIOIINX (DAKTOPOB — KYPEHMSI,
BO3ICIICTBUS YIBTPa(HOJIETOBOrO 00JYyYeHUSsI, OTKa3 OT IMpreMa
CKB-npoBonmpyoImx JeKapcTBEHHBIX TperapaTtoB. [ToTeH-
LIMaJibHass UMMYHOMOIYJIMpPYIOIIasi posib BUTamMruHa D B cHIKe-
HUM pucka rporpeccupoBanust B CKB sBisieTcs mpuBiekaTesb-
HOW, HO B HacToOsIIee BpeMsl YOeIUTEIbHBIX €€ T0Ka3aTeIbCTB
He noyrydeHo [61]. TeM He MeHee, Mbl pEKOMEH/IYEM BCEM ITALIM-
eHtam ¢ CKBH, BKJTI04Yast 0eCCUMMNTOMHBIX (T. €. UMEIOIIUX TOJIb-
KO UMMYHoOJIorMueckue HapyiieHus (aHtu-ac-AHK, antu-Sm,
antu-Ro/SSA, antu-La/SSB, antmClq, IMIOKOMITIEMEHTe-
MUIO-<«ITpeKIMHUYecKUil» BapuaHT CKBH), MOCTOSSHHO MpUHU-
Matb BUTaMuH D u I'’X B no3e 200—400 mr/cyt. [1pu Hanuuumu
nosutuBHOCTH 110 a®JI, 0COGEHHO BBICOKOIO TPOMOOTUYECKO-
ro pucka (II03UTUBHOCTD 110 TpeM Kiaccam adJl, Haanume BOJI-
YaHOYHOTO aHTHUKOAryJIsiHTa, BbhicOKMii ypoBeHb AKJI) peko-
MEHIOBAHO MPUCOCTUHEHNE aHTUTPOMOOTUIECKHX TTperapaToB
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¢ 00s13aTe/IbHOM OLIEHKOM prcKa KpoBoTeueHUi. Kpome HUu3Kux
no3 acripurHa 6osbHbIe ¢ adJI MOTYT MOTy4YaTh TEPAITHIO HU3KO-
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TOCJICONEPALIMOHHBII MEePUON WU ITUTEIbHAsT UMMOOMIN3a-
1IM$1), HECMOTPS Ha (hopMaibHOE OTCYTCTBHE YOSTUTEIbHBIX 10-
KazaTesbeTB [62, 63].

B 3axsmouenue mpemiaraeM MpUMEHSITh B KITMHUYECKON
TPAKTUKE CIIEeAYIONINe PeKOMEHIAIINN:

1. YcranaBnusath nuarno3 CKBH B epByio ouepens ma-
LIMEHTaM, UMEIOLIUM BbICOKUU puck TpaHchopmauuu B CKB,
WCTIONB3YST TIPEIUTOXKEHHBIE KIacCU(UKAIIMOHHbBIE KPUTEPUU
CKBH.

2. Ilpu kaxaom Buzure namureHta c CKBH ncnob3oBath
JUTSL OLIEHKM CTaTyca OJHOBPEMEHHO KOMOMHAIWIO KPUTEPU-
€B ¢ HauboJbllIEH YYBCTBUTEIbHOCTHIO U CIELIU(UYHOCTBIO —
SLICC 2012 u EULAR/ACR 2019, uTo cBOAUT K MUHUMYMY
BO3MOXHOCTB IMponycTuThb ne6roT CKB.

3. IlanumeHThl, UMEIOLINe TOJbKO CITeUMUIECKUe UM-
MYHOJIOTMUECKHE HapyIIeHUs! (MPEeKIMHUYECKUI BapUaHT Te-
yenust CKBH), TpeGyIoT eXKeroqHoro HabIoneHusI, TIPU TTOSIB-
JICHUU KIIMHUYECKUX CUMIITOMOB — KaIble 3—6 MecsI1IeB.

4. BceMm manMeHTaM peKOMEHJI0BaHO UCKIItoueHue (hak-
TOpoB, mpoBouupytonux CKB.

5. Lenecoobpa3Ho paHHee Ha3HayeHUe BUTaMMHA D
u I'’X ripu OTCYTCTBUM ITPOTHUBOITOKA3AHUIA.

6. He crout uckioyatb BO3SMOXHOCTb IPUMEHEHMSI Ma-
HueHTaM ¢ nuarHozoM CKBH MMMyHOCYIPECCaHTOB IPU Pe3u -
CTEHTHBIX KIIMHUYECKUX MPOSIBICHUSIX.
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