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Boavuvie cucmemnoii kpacnoii éonuanxoii (CKB) ¢ weenuavnoim navasom (0CKB) cocmaensiom do 25% ecex 6oavnvix CKB. Inasnoe
omauyue wCKB om CKB y e3pocavix cocmoum 6 60avutell poau 6 ee 603HUKHOBCHUU 2eHEMUYECKUX (aKkmopos, boaee 8bICOKOU aKMUeHOCMIL,
PAHHEM PA36UMUU OCAOICHEHULL U NOMPeOHOCMU 6 60Aee a2pecCU8HOl UMMYHOCYNPECCUBHOL MEPanuu, 4Ymo no36051em PAcUueHUu8ams 0e0om
3abonesanus 6 demckom eospacme kak ocoowlit gpenomun CKB. Axmyanrvnocms usyyenus wCKB onpedeasemcs eapuabeavHocmovio ee
KAUHUMECKUX NPOSIGACHULL U HENPeOCKa3yeMOCmbl0 MeveHuUst, mpYOHOCHbIO PaHHell OUAZHOCMUK, ObiICIMPbIM PA3GUMUEM OPeAHHbIX NOBDENCOeHULL
U HeOAA2ONPUSIMHBIM HCUZHEHHBIM NPOCHO30M.

B cmamve npedcmasnenvt Haubonee 3Hauumvle ¢ NPAKMuU4ecKol Mo4KU 3peHusi CO8peMeHHble 0aHHble 0 OUAeHOCMUKe, KAacCUGUKayuu, 0co-
OEeHHOCMAX KAUHUYECKOU KapmuHbl u nooxodax k mepanuu i0CKB.
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Patients with juvenile-onset systemic lupus erythematosus (jSLE) account for up to 25% of all SLE patients. The main difference between jSLE
and SLE in adults is the greater role of genetic factors in the pathogenesis, higher activity, earlier development of complications and the need for
more aggressive immunosuppressive therapy, which allows us to consider the onset of the disease in childhood as a special phenotype of SLE. The
relevance of the study of jSLE arises from the variability of clinical manifestations and the unpredictability of the course, the difficulty of early
diagnosis, the rapid development of organ damage and the unfavorable life prognosis.

The article presents the most important modern data on the diagnosis, classification, features of the clinical picture and treatment approaches of
JSLE from a practical point of view.
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CucreMHas kpacHas BoavyaHka (CKB) TpaguinoHHO cun-
TaeTCs MOJIEITbIO KJIACCUIECKOTO ayTOMMMYHHOTO 3a00JIeBaHMS,
XapaKTePHU3YIOIIETOCST OOJIBIINM pa3HOOOpa3ueM KIMHUYIECKUX
MPOSIBIEHUI 1 BAPUAHTOB TeueHMs1, KoTopoe y 10—25% mnaireHToB
HayuHaeTcs B JIeTcKoM Bo3pacte [1—3]. PacnpocTpaHeHHOCTh
oBeHWIbHOM CKB (10CKB) coctasnsier 1,89—34,1, 3a6oseBae-
mocTh — 0,36—2,5 ciyyast Ha 100 TBIC. IeTCKOTO HaceneHus [4].
VY nereit 6enoit packl yactora 0CKB B 10—15 pa3 MeHblIe, yeM
FOBECHIJIBHOTO UIMOTIAaTUIECKOTO apTPHTa, TOT/IA KaK y TIpeicTa-
BUTEJIC a3uMaTCKUX HapodoB oHa cxomHas [1, 5]. B EBpome
10CKB oTHOcAT K ophaHHBIM 3a00J1€BaHUsAM [6].

Cospemennas peemamonoeus. 2024, 18(2):95—102

Ycnexu, nocturHytbie B usyyeHuu 10CKB, mo3BosisioT pac-
LIEHUBATh €€ KaK 0co0bIii (heHoTuIr 3a6oeBanus |3, 7|. Pusmo-
JIoTUYecKasi 9BOJIIONNSI OpraHWU3Ma B JETCKOM BO3pacTe 00y-
CJIOBNIMBAET 3HAUUTEIbHBIC OTINYUS B KIMHUYECKOI KapTUHE,
TeueHUU U oTBeTe Ha Tepanuio rpu ICKB. OcobeHHO 3TO Ka-
caeTcsl MybepTaTHOro Mepuoaa, KOraa MPOMCXOAUT aKTMBHOE
bopMupoBaHUe SHIOKPUHHOM CHUCTEMBI, 3aBeplieHre GopMu-
pPOBaHUSI CePAEYHO-COCYIUCTOMN CUCTEMBI, THTEHCUBHOE CO3pe-
BaHMe HeHTpanbHOI HepBHOI cuctembl (LIHC). CymiectBeHHOE
BJIMSIHUE Ha 0COOCHHOCTU KIIMHMYecKoi kKapTuHbl 0CKB oka-
3bIBAET TO, UTO MUK PA3BUTHSI Ay TOUMMYHHBIX HAPYLIEHUI TTPU-
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XOIMTCS Ha TIEPHOJI, KOTa IpeodIagaHnue CUCTEMbI BPOXKIEHHOTO
MMMYHUTETA CMEHSIETCS OTYETIMBBIM TOMUHUPOBAHUEM KOM-
TMOHEHTOB MPUOOPETEHHOr0O MMMYHHOIro orBeTa [4]. BaxkHyio
pousib B pazeutuu CKB urpator ropmoHaibHble (hakTophl. Tak,
ecJiM B Bo3pacte 10 S5 jeT puck Bo3HUKHOBeHUs1 0CKB s
MaJIbYMKOB U IEBOYEK ITOYTH OJMHAKOB, TO B BO3PACTHOM IpyIIIe
10 16 jeT pacrmpocTpaHeHHOCTD 3a00/IeBaHuUs B 4—5 pa3 BbILLE
cpeau IeBoYeK, a COOTHOIIEHUE B3POCIBIX KEHIIUH U MY>KUYUH
¢ CKB cocrasnsier 10:1 [8].

ITuk 3a6oneBaemMoctu 0CKB npuxonutcs Ha 12—14 ner [4,
7, 8]. Cnyuau neb6rora 3aboseBaHus B BO3pacTe A0 5 JIeT BCTpe-
yaoTcs 04eHb peako [1, 7, 8].

CeMeitHbIe K1acTephl, OTHOCUTENIbHO Bhicokas yactota CKB
Y MOHO3UTOTHBIX OJIM3HELIOB M MeHee 0J1aronpusITHBIN MTPOTHO3
3a00J1eBaHMs Y JIUI] aPUKAHCKOTO WJIM a3UaTCKOTO MPOUCXOXK-
NICHWST, HE3aBUCUMO OT MX TEKYILIETO MECTOITOJIOKEHUS, YKa3bIBatOT
Ha KJTIOUEBYIO POJIb TEHETMUECKOM TIPEIPACTIONOXEHHOCTH B pa3-
sutun CKB [8, 9]. Bkinan HacnencTBeHHBIX (haKTOPOB B 0COOEH-
Hoctu penoruna CKB cocrasisier 6oee 40% [10]. Puck Bo3-
HUKHOBeHUs He ToJibko CKB, HO 1 Ipyrux ayTOMMMYHHBIX 3a-
00JIeBaHUIi CYILIECTBEHHO IMOBBILIEH y POICTBEHHUKOB 1-1i cTe-
neHu poxacrsa nauueHToB ¢ CKB [10]. IToka3zaHo, uto pacrpe-
neneHue 6opHbIX I0CKB 1o mojsioBoMy nmpusHaky oTauvaercs
OT TaKOBOTO Y B3p0oCJIbIX MareHToB ¢ CKB 1 9To 1pr 10BeHMIIEHOM
HayaJjie, 0COOCHHO B cllydae O4eHb paHHETO BOSHUKHOBEHUS 3a-
OoJieBaHMSsI, HAOTIOJAIOTCS OoJIee TsKenble (DEHOTUITbI. DTU TaH-
HbIe TMO3BOJISIIOT MPEATNONIOXKNUTh, YTO TeHeTUYeckue (hakTophl
npu 10CKB uMeoT 6osee cyliecTBeHHOE 3HayeHue, 4eM Ipu
CKB y B3pocibix [4, §].

W3yueHne TeHeTUUECKOI apXUTEKTYphI 3a00JIeBaHUS B IO~
ClIeIHUE TOIbI BBISBUJIO SIBHBIE pa3inyvsl B MaTO(OU3MOJOTUN
10CKB u CKB y B3pocbix [4, 7, 8, 11]. Jloka3aHa LieHTpajbHas
poab B natoreHeze CKB ayropeakTUBHBIX B-KJeTOK U MHTEp-
depona (MDH) tuna I mpy HermosIHOM OTBETe Ha Iperaparhl,
BOBIECTBYIOIINE HA OTU ITyTH, YTO TIOATBEPXKIAET FeTePOTEHHOCTh
MEXaHU3MOB Pa3BUTHSI 3a00JIeBaHMS, B TOM YHUCJIC TPHU FOBE-
HUWJIbHOM Hauaje |7, 12]. B ¢BsI3u ¢ 3TUM NMPUOPUTETHBIMU Ha-
MnpaBJIeHUSIMU SIBJSIOTCST uccienoBaHue naroreHe3da CKB, B
YACTHOCTH MPU IOBEHUJIbHOM JI€010Te, a TakKe MOUCK MPOTHO-
ctuyeckux oromapkepos [11—15].

®enotun nauueHToB ¢ WCKB, Kak mpaBuiio, oTanvaercs
0oJiee arpeCCUBHBIM T€UCHUEM, OOJIbIIICI YaCTOTOM TEMOTUTH -
yeckoil aHeMuu, ropaxeHus nouek u [IHC, o6ieit BrICOKOI
aKTHUBHOCTBIO 3a00seBanus |7, 16]. JIugupyrolye mo3uLu Mpu
unzyyeHuu 0 CKB no-npexxHemy 3aHMMAaET JIIOITyC-HePPUT ¢ yue-
TOM €T0 BBICOKOI 3HAYMMOCTH JiJIst TTporHo3a [13]. Yacrora jio-
nyc-HedpuTa y neTeil Bblllie, YeM y B3pOCibIX [7], U JOCTUTAET
48—82% [1, 17]. ITo manueiM T.C. Hsu u coasr. [18], y 41,7% na-
1meHToB ¢ 10CKB, He MMeBIIMX MPU3HAKOB MTOYEYHOTO MTOPAXKEHMUST
B 1e010Te, B MOCJIEAYIOIIEeM pa3BUBAJICS JIOMyC-He(DPUT, MenraHa
MPOJOJIKUTEILHOCTU 3a00JIeBaHUsl 10 TOSIBJCHUST MOYEYHOM
cuMmnTomMaTuku cocrasisiia 4,28 [0,8; 12,1] roma. B kauyectBe
dakToOpoB prcKa B ITOM HCCIEIOBAHUU BbBIJEIEHBI CTOWKOE
3HAYNTEIHbHOE TIOBBIIIICHUE YPOBHS aHTUTE] K HaTuBHOM JITHK
u COD. VY 25 no 60% nauuenrtos ¢ wCKB Hedhput umeet peru-
NMBUpYIOLEe TeUeHUe, YacToTa (hOPMUPOBAHUSI XPOHUUYECKOM
6osie3HM mouek mocturaer 29,5% [19]. JleTalbHOCTH TIPH JIIO-
nyc-HedpuTe y neteit coctapisiet 10 9% [17]. B mocneaHue roast
TIOBBINIIEHHBI MHTEPEC NCCIIeNOoBATENel BEI3BIBAIOT M TAKUE KITH-
Huveckue npossieHus CKB, kak Heliporicuxuyeckue Hapy-
IIeHUsT 1 POPMUPYIOIINIACSI KOTHUTUBHBIN nedunur [13, 20—
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22]. CornacHo maHHBIM JuTepatyphl, npu 0CKB Heiipomtomyc
rMeeT 0oJiee BBICOKYIO pacpocTpaHeHHOCTh (15—95%) u mipo-
Tekaer arpeccuBHee, yeM rpu CKB y B3pocinbix [1, 21].

CriekTp KJIMHUYECKUX TMPOSIBICHUI, UMMYHOJIOTHYECKast
xXapakTepuctrka, aktuBHocTh I0CKB pasnuyaiorcst B pa3HBIX
BO3PACTHBIX TPYMIIaX B 3aBUCUMOCTH OT T10J1a, BO3pacTa Havaja
Y THUYECKOM MPUHAMLIEXKHOCTH [23—26].

B Hacrosiiee BpeMsi ¢ yueToM JOKa3aHHON CYILIECTBEHHO
0oJIbllIelt 3HAYMMOCTU FreHeTUYeCKUX (DaKTOPOB U 1e(PEKTOB CHU-
CTeMBbl BPOXKIEHHOTO MMMYHUTETa aKTMBHO OOCYXXIaeTcsl pe-
knaccudukanusa ©CKB no BocnaJuTebHOMY CHEKTPY — OT
ayTOBOCTIAJIEHUS 10 ayTOMMMYHUTeTa [§8], KOTopasi BKIIIOYaeT B
TOM YHUCJIe pa3TUYHbIe BADUAHTHl MOHOTEHHOI BOTYAHKU, pac-
cMaTprBaeMble B OCHOBHOM Kak crieliuduueckas mpodiaema net-
CKOTO BO3pacTa, B OTVIMYME OT Kiaccuueckoro Bapuanta CKB,
MMEIOIIEeTO MOJTUTeHHBII TUTI HAC/IeToBaHUsI. MHOTOYMCIIEHHbBIS
TeHeTUYeCKNe BapUAHTHI, CBSI3aHHBIE C TTOBBIIIEHHOW BOCTIPH-
MMYMBOCTBIO K BOJTYAHKE, ObLTH MICHTU(DUIIMPOBAHBI C TTIOMOIIBIO
0011IereHOMHBIX aCCOLMAaTUBHBIX uccaenoBanmii (Genome-Wide
Association Studies, GWAS) [9, 27]. UMeroTcsl TaHHbBIE O TOM,
yt0 6osiee 100 TOKYCOB CBsI3aHbI ¢ BOCIIPUUMYUBOCTBIO K MOJIH-
TeHHOI (HEMEHJIEJIeBCKOI) BOIYAHKE, W 3HAYUTEIbHOE YUCIIO
MOHOTeHHBIX BapraHTOoB CKB 1 BOSTYaHOYHOTIOMOOHBIX CHUH-
npoMoB (0KoJio 36) ornucaHbl 61arogapst COBEPILIEHCTBOBAHUIO
HOBBIX METO/IOB CEKBEHMPOBAHMSI, C TTIOMOIIHIO KOTOPBIX MOXKHO
UACHTUGULIMPOBATh PeIKUE TeHeTUYecK1e Bapualuuy 1o Bcemy
reHomy |9, 27—29]. Ilo cpaBHeHuto ¢ CKB y B3pocibix 0CKB
XapaKkTepusyeTcsi OoJIblleil BEPOSITHOCTHIO HOCUTEJIHCTBA
HOBBIX/PEIKIX BEICOKOTICHETPAHTHBIX BAPUAHTOB, CBSI3AHHBIX C
MEHJIEIeBCKO BOTYAHKOM, WX aJiiesieil IpeIpacioioKeHHOCTH
kK CKB ¢ HU3KOIf MeHETPaHTHOCTBIO, 3(PDEKT KOTOPBIX MOXKET
cymmupoBatbes [30]. Baxxnoe 3HaueHue B martoreHese CKB
MMEIOT MOBBILICHHAsI dKCIpeccust TeHOB, peryaupyembix MOH
tura I, neekTsl B crucTeMe KOMIUIeMeHTa, 1e(EeKThI arrornTo3a u
aKTUBUPOBaHHBIE ayTopeakTUBHbIe B-kinetku [4, 12, 27, 30].

MoHoreHHas BoTyaHKa — BapuaHT 3a00sieBaHMsI, OOBITHO
NeOITUPYIOIIMI B paHHEM BO3pacTe, yallle y AeTeil muiaaliie
5 JIeT, ¢ TSKeNbIMU KIMHUYECKUMU MPOSIBICHUSIMU, HEPEIKO C
nopaxkeHnrem LIHC, GbICTpbIM HAKOIJIEHUEM OpraHHbIX ITOBPEK -
NEHUIi, KOTOPbIE CBSI3aHBI C 1e(EKTOM B OIPEICICHHOM TeHe,
3amycKaloeM MeXxaHn3M 00pa30BaHUsT ayTOAHTUTEIN ¢ (hOPMHU-
poBaHueM deHoTumna, XapakrepHoro mist CKB [27, 30, 31]. Kak
YaCTHBIN ClTydaii KpOBHOE POJCTBO MPEACTABISIET COOOI 3HAYM -
TeNbHBIN (aKTOp prcka Pa3BUTUS MOHOTEHHOUN BOJYaHKU U
JOJDKHO YYUTBIBATHCSI Y MALMEHTOB C CEMEMHBIMM CIydassMu
CKB [31]. XoTs 60JibHbIE MOHOTE€HHOI BOJTYAHKOM COCTaBJISIIOT
JIMIIB HEOOJIbIIYIO YacTh rmatueHToB ¢ CKB (7—13%), ee usyuenue
3HAYUTETHHO PACIIMPSIET MPENCTaBIeHne O IPUYNHAX U MeXa-
HM3MaX pa3BUTHS 3a00JIeBaHUS B 1IEJIOM, a TaKXKe O MOTeHLU-
aJbHBIX cTpaTerusx jedeHus [29, 32]. [1pu aToii peaxoit popme
3a00J1eBaHMs B MIEPBYIO OUYEpElb OMMCAHbI MyTallUU B TeHaX, KO-
nupyoiux nytb komriemeHta [30]. [Tomumo aedunmra Kom-
TJIeMeHTa, TOAABIIsTIoNIee OONBITMHCTBO Ne(EKTOB OTAETbHBIX
T€HOB, KOTOPBIE MPUBOMAT K MOHOTEHHO! BOJTUYAHKE, OTHOCSTCS
K KaTeropuu uHTepdepoHonaTtuit tuna 1 [27, 30]. ducbanaHc
onocpenoBaHHbIXx MPH MMMyHHBIX peakivii oOyclOBIMBaET
KJIMHUYECKKME 0COOEHHOCTH 00JIe3Hel, KiTacCupUIIMpyeMbIX Kak
MHTephEepOHOTIATHN B paMKaX ayTOBOCTIAIUTETHHBIX 3a00JIeBaHNH,
KoTophie repekpoiBaroTcs ¢ CKB (overlap Mexxmy ayToMMMyHM-
TeTOM U ayToBocmaneHuem) [33, 34]. Kpome 3Tux BapuaHTOB
MOHOTEHHO! BOJYAHKU, OMUCAHBI BAPUAHTHI, BbI3BAHHbIE Jie-
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(peKTaMu TeHOB, KOTOPHIC BJUSIOT Ha IMyTH aAallTUBHOTO UMMY-
HUTETa, BKJIIOYas aronTo3 JUMGOLUTOB U KOHTPOJIbHbBIE TOUKKU
pasButus B- 1 T-kieTok, a Takke ae(eKThl FeHOB, OTBETCTBEHHBIX
3a Metabosusm [34, 35].

Jpyrum BaxkHBIM MOMEHTOM, Yallle CBSI3aHHBIM C IOBEHUJTb-
HbIM ne61oToM CKB, sIBJISIeTCS BO3MOXHOCTD IMEPEKPECcTa MEXKIY
ayTOMMMYHHMTETOM M TIepBUYHBIMU UMMYyHoaeduuutamu (ITU]T).
DakTophl pUCKA IMOJMICHHBIX pPeBMATUYECKMX 3a00JeBaHUIA
YacTO aCCOLMUPOBAHbI C TEMU K€ TeHAMU, YTO U MyTalluu, TIpu-
pomstmme K TTWJI [34, 36, 37]. B HacTosIiee BpeMsT JoKa3zaHa
BO3MOXHOCTb offHOBpeMeHHoro Hannuus [T/ u ayTouMMyHHBIX
HapymeHwnit, B Tom yucie CKB [38]. [To coBpeMeHHBIM JaHHBIM,
0K0J10 18% mauuMeHTOB ¢ MOHOTCHHBIMU UMMYHOAE(GULIUTAMUI
MMEIOT ayTOMMMYHHbIE HapyILIEHHUSI, TPOSIBJISIIOIINECS B BO3pACTe
0 6 JIeT ¥ B IOIABJISIONIEM OOJIBIIMHCTBE CIIydaeB Ipele-
CTBYylOIIIME BepuUKaLUY AMarHo3a uMMyHoaeduiura [39].

CoBpeMeHHbBIe JOCTVKEHUS B U3yIeHUU KIIMHUYECKUX ITPO-
SIBJICHWI, BapMAHTOB TCUCHMSI, CIIEKTpa ayTOAHTUTE], TeHETH-
YeCKOM apXUTEKTYPhI U MTAaTOTeHe3a ayTOMMMYHHBIX 3200J1eBaHUIA
MO3BOJIWIM C(HOPMYJIMPOBATH KOHIETINIO MOJUAyTOMMMYHHUTETA
C BO3MOXHOCTbIO HaJIM4YUsl HECKOJBbKHUX ayTOMMMYHHBIX 3200-
JIeBaHUI y OIHOTO TAllMeHTa, B TOM Yuciie y mamreHTa ¢ oCKB
[40, 41]. B uccnenoBanuu C. Malagyn u coasr. [42] cpenu 313
JIeTeil, MMEBIINX COYETaAHNE HECKOIBKMX ayTOMMMYHHBIX 3a00-
JIEBaHUIA, CaMyl0 MHOTOYHUCIIEHHYIO Trpymiy (42,8%) cocraBuin
oosbHbIe OCKB. Haubonee yacto ¢ 0CKB coueranuch aHTH-
dochomumunnbiii cuHapoM (ADC), ayTOMMMYHHBII TUPEOUIUT
u cunapom Lllerpena. B pa6ore D.N. Setoue u coaBrt. [43] Tupeo-
naut Xamumoro u ADC umenu o 29% nereii ¢ vCKB, ayro-
MMMYHHBII rermatutr — 18%, caxapHblii guaber 1-ro Tuma —
15,9%. Hanuuue nByXx ayTOMMMYHHbBIX 3a00JI€BaHUIi B 9TOM UC-
ciaenoBaHuu 3aduKcupoBaHo y 9,8% mnaimeHTOB, 6oJiee IByX —
y 0,7%, monrayTOMMMYHHOE COCTOSTHUE XapaKTeph30BaIOCh
MeHbIuM yncioM KkputepueB SLICC (Systemic Lupus Interna-
tional Collaborating Clinics), 6osblieit yactoToit APC 1 MeHbIIIei
YacTOTOU MTOpaKeHUs ITOYCK.

3HauuTeIbHAsA HEOMHOPOIHOCTD MmarueHToB ¢ CKB u mto-
Myc-TOA0OHBIMU (DEHOTUTIAMU IO KITMHUYECKOM KapTUHE, CIIEKTPY
ayTOAHTUTEJ, BapuaHTaM TEUYEHUs CYLIECTBEHHO YCIOXHSET
nuarHoctuky. IlpennoxeHHsie B 2019 . HOBbIe KaccuduKa-
mvronHsle kputepun CKB EULAR/ACR (American College of
Rheumatology / European Alliance of Associations for Rheuma-
tology) AEMOHCTPUPYIOT BBICOKYIO YyBCTBUTEIBHOCTh U CITCIIU -
¢duuHoctb npu CKB y B3pociibix, 0HAKO HE BITOJIHE PUMEHUMbBI
B IeauaTpuueckoil npaktuke [4, 44]. Ha cerogHsiHuii neHb,
T10 TaHHBIM OOJTBIIMHCTBA UCCIIeoBaTeIeii, Hauboee mpruemMe-
MBIMU TI0O COOTHOILIEHUIO YyBCTBUTEIBHOCTY U CIIEIU(PUIHOCTU
UTSI TIEIUATPUIECKOM peBMaTOIOTUHU Mpu3HaHbI Kputepuu SLICC
2012 . [45—47]. OnHako HeNlb3s 000MTH BHUMaHUEM UCCIICIOBaHKE
S.M. Al-Mayouf u coasr. [48], B koropoMm 89,8% maimeHTOB C
MOHOI'€HHOM BOJIYAaHKOW COOTBETCTBOBAIU KPUTEPUSIM
EULAR/ACR 2019 1. Kak cooOmaioT 3TH aBTOPbI, YYBCTBH-
TEJTBHOCTh YKa3aHHBIX KPUTEPUEB JIST MOHOTEHHOW BOJTYaHKU
okaszanack 89,9%, cneumbuanocts — 87,6%. B 1o Xe Bpems
OOJIBIIIMHCTBO MCClIeI0BaTeeii MOTUBUPYIOT MEHBIIYIO TPH-
eMJIEMOCTb JJaHHBIX KPUTEPUEB ISl IeTeld UMEHHO BO3MOXHOM
HEraTUBHOCTHIO 110 aHTUHYKJIeapHOMY (haKTOpy Yy psijia MaleHTOB
¢ 10CKB, kotopyto yaiile 00BbSCHSIIOT BEPOSTHBIM HAIUYUEM Y
HUX MOHOTEHHOI BOJTYaHKU.

IIporuos npu 10 CKB, BKiIIOUast TOJITOCPOYHYIO BBIKMBae-
MOCTb ¥ UCXOJIbI JIIOITyC-He(pUTa, CyIIECTBEHHO XYK€, YeM IPU
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CKB y B3pocnbix [1, 17, 49, 50]. OueHka kauecTBa KU3HU, CBSI-
3aHHOTO CO 3I0POBbEM, AEMOHCTPUPYET 3HAYUTEIBbHO Oosice
HU3KHE MoKazareau y naiuueHToB ¢ 0CKB, ocobeHHO B OTHO-
IeHUU (PU3NYECKOI aKTUBHOCTH [1, 2, 44]. JlaHHBIE O BO3MOX-
HOCTH JIOCTVKEHUS U Troiepxkanust pemuccuu ipu 10CKB cy-
IIECTBEHHO Pa3INYaroTCs, OOHAKO B IIEJIOM MPOIOJLKUTEIBLHYIO
PEMUCCHIO YIAETCSI COXPAHUTD Yy HEOOJIBIION AOIM TTAllMeHTOB.
B pabore E.M.D. Smith u coaBr. [51], KoTopble aHAIM3UPOBATIU
pe3yabrathl oociienoBaHus 430 nmauneHToB B BeaukooputaHuu
¢ MeauaHoi npoaokutenbHoct ©WCKB 2,0 [0,7; 4,0] roaa,
HU3Kasi aKTMBHOCTH 3a00jieBaHuUs OblIa HOCTUTHYTa B 67%
CllydaeB, MEAMKAMEHTO3HAas peMUCCUM — B 61%, IotHast peMUCCHsE
C OTMEHOIi Beelt Tepanuut — B 21%. OHAKO B TeueHre HabIIOCHUST
TOJIBKO Y 18% GOJBHBIX COXpAaHUJICS CTATyC MEIMKAMEHTO3HOMI
pemuccuu 'y 7% — mnonHoit pemuccuu. COINacHO TaHHBIM
Y.C. Chen u coasr. [52], u3 226 naunenros ¢ 10CKB ToibKO Y
3,5% mocturHyra mojHas pemuccus, y 15,5% — xiamHudeckast
pemuccust 6e3 ucnoJib3oBaHus riokKokoptukounos (I'K), a'y
41,2% — pemuccust Ha hoHe euerust ['K [52]. TTponoymkutenbHast
peMuccus 6osee S T COXpaHsaach JUIIb y TPETU MaIlMEHTOB,
MOJy4YaBIIUX Tepanuto HUu3Kumu no3zamu ['K. Y GonbiimHcTBa
naiueHToB ¢ CKB HabmonatoTes 6osiee BbICOKAs 4acToTa Op-
TaHHBIX TTOBPEXIEHMI, 60Jiee HU3K0e KaueCTBO XXU3HU U COLIM-
aJbHOU amalTalluy IOCJe JHOCTIDKEeHUS 18-JIeTHero Bo3pacta
[53]. JTeranbHocth mpu 0CKB B 3—6 pa3 Boiie, yem ipu CKB y
B3poCIbIX [4, 16]. OnHrMM 13 HarboJsIee YaCTBIX MTPUUYMH JIETATBHBIX
HUCXOJI0B CUMTAIOTCS MH(MEKIIMOHHBIE OCIOXHEHUS, pa3BUTHE
cuHapoMma akTtuBaluu Makpogaron [1]. CyilecTBeHHOI Tpo-
GyieMoii ssBiIsieTcsT (POpMHUpPOBaHUE HEOOPATUMBIX OPTaHHBIX TT0-
BPEXXICHUI, TAKUX KaK OCTEOIOPO3 C MOBBIIMIEHHBIM PUCKOM
MepeIOMOB, aBaCKYJIIpHbIE HEKPO3bI, XpOHWYECKast 00JIE3Hb 0~
YyeK, KapAMOBaCKYISIPHBIC U LIEpeOPOBACKYISIPHBIC OCTOKHEHMUS,
karapakrta [1, 7]. Puck pa3BuTusi HEOOpaTUMBIX OpraHHBIX T0-
Bpexxaenuit ipu 10CKB cylliecTBEeHHO CHMKAETCsl TIPU TOCTH -
JKEHUM HU3KOW aKTUBHOCTHU 3a00JieBaHUS WK pemuccuu [51].

B cooTBeTcTBUU ¢ MMEIOIMMUCS PEKOMEHIALMSMU IS
omnpeneneHus aktuBHOCTH I0CKB cerogHs ncmnob3yroTcs Te Ke
LIKaJbl, YTO W y B3poCibix nmauueHToB [54]. Ilpu oleHkKe mo-
BPEXICHUS Y IETEi, B OTJIMUME OT B3POCIbIX, YYUTHIBAECTCS TAKXKE
3ajiepXKKa pocTa 1 1oJIoBOro pa3putus [55].

B coBpeMenHbIX nccaenoBanusx 0CKB 6osplioe BHUMaHTE
YAEISETCST pealn3alny KOHLEMIUN «JledeHure M0 MOCTIKEHUS
uenn» (Treat-to-Target, T2T). C uenbio yaydllleHUsS] JEUEHUS
10CKB nocpenctBoM mcronb3oBanust crpaterviv T2T ¢ BHeapeHremM
CTPYKTYPUPOBAHHOIO IMO/X0/a K Teparnuu OblLla co3naHa uccie-
nosateibckas nporpamma «TARGET LUPUS» [51]. Haunbosnee
peanncTUIHOM 1esbio JeueHus 0CKB cuntaeTcs HU3Kast akTUB-
HOCTB 3a00steBanust [51, 56, 57]. Ha BO3MOXHOCTD €€ JOCTYKEHUS
CYIIECTBEHHO BJIMSIOT MTOpaXkeHUeE MTOYeK, CHIDKeHKE ypoBHs C3-
KOMITOHEHTa KoMILieMeHTa, auMornenus [51, 57]. [To naHHbIM
S. Bao u coaBr. [58], mpOrHOCTUYECKU OJIarONPUSTHOM ISl yMEHb-
meHus pucka odoctpeHus npu 1CKB spasercs orpunatenbHas
CEPOKOHBEPCHS TaKMX ITOKa3aTesieil, KaK aHTUTeIa K aHTUTCHY
CwMmuTa ¥ aHTHUTeNNa K pUOOHYKJICOTPOTEUHY, BRICOKHE TUTPHI KO-
TOPBIX ACCOILIMUPYIOTCA ¢ JTomnyc-HedpuToM U mopakeHuem LIHC.

B 2017 r. MexxayHapOaHOI KOMUCCUEH 9KCITEPTOB — y4yacT-
HukoB npoektra SHARE (Single Hub and Access point for
paediatric Rheumatology in Europe) 6b111 0ny0JIMKOBaHbI KOH-
CEHCYCHBIC PEKOMEHIALINY 110 TUarHOCTUKe U jiedyeHnio oCKB,
BKJTIOYAs O0IIIMe PEKOMEHIAINN, OTAEIbHO PEKOMEHIALINY JIJIST
mornyc-Hedputa, a Takke ADC [54, 59, 60]. D10 GbLIO TIpes-
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TIPUHSTO JUTS PEeLIeHUsT TPOOIeMbl HEOTHOPOTHOCTU MPAKTUIECKUX
peKOMEeHIALNi, UCMOAb3YeMbIX MPU BEAEHUU MALUEHTOB C
10CKB, BbI3BaHHOI1 IJTaBHBIM 00pa30M OTCYTCTBHMEM HaJEKHbIX
WCCIIeIOBAHUI IUTST CO3MaHuUs JoKa3aTeJbHOI 6a3bl. Beero mist
neueHus wCKB pa3paboraHo MsiTb peKOMEHIALUA 10 JIUSHUIO
B 11ejioM, 20 — s monyc-Hedpura u 8 — st ADC y neteii.

'K mo-npexxHemy SIBASIOTCS YaCThIO CTAHAAPTHON Teparuu
CKB, B TOM uncJe ¢ I0OBeHUJIbHBIM HavyaIOM, ITOCKOJIbKY ITOMO-
raloT OBICTPO TOCTUYb KOHTPOJISI HAJl aKTUBHOCTBIO 32001€BaHUS
[1, 4, 54, 61, 62]. Onqnako mmrtenbHOe JedeHne I'K Moxet co-
TPOBOXKIATHCS 3HAYUTETBHBIMU HEOJIarONIPUSITHEIMUA PEAKITUSIMH,
0COOEHHO IIPH BBICOKMX KyMYJISTUBHBIX 103aX [4, 63, 64]. Takum
ob6pa3om, cHmxkeHue n0o3el K — omHa M3 mepBOCTENEeHHBIX
3amay seyeHus CKB [64]. [To MHeHMIO psiia aBTOPOB, XOPOIITUM
crepouacoeperaoiuM a(pdekToM odagaeT TMIPOKCUXITIOPOXUH
(I'KX), KOTOpBIii TpU3HAH BaXHOM COCTABJISIIOLIEH CXEMBbI Jieue-
aust 0CKB [8, 63, 65] u Bollea B MEXIyHAPOIHBIE U OTEYE-
CTBEHHBIE PEKOMEHIAIIUY TI0 JIEUSHUTO 3TOTO 3aboseBaHus |54,
61]. ITo manubim J.S. Massias u coasnt. [26], 91—93% manueHTOB
¢ 10CKB nonyyatror I'KX, 4To MOXeT ObITh O0YCJIOBIEHO, TOMUMO
crepouzcoeperatoniero adexra, TaAKUMH €ro CBOMCTBaMU, Kak
CHUKEHME KOHIEHTPAIMY JIUITUIOB B KPOBU, YMEHBIICHUE
pUCKa pa3BUTHSI TPOMOOBACKYJISIPHBIX OCJIOXKHEHUI, CTEPOUTHOTO
nuabera, a Takke HaJTWdMeM TermaTOIMPOTEKTUBHOTO JEUCTBUS
[4, 8, 63]. ¥ mauuenTtoB ¢ 10CKB, mIMUTeNbHO IMOIydYaIOLINX
T'KX, orMeueHbl 1 Oojiee HU3KME 3HAYEHUs MHIEKCa MOBPEXK-
nenust SLICC no cpaBHEHUIO ¢ TEMU, KTO HE UCITOJIb30BaJl AaH-
HBIN npenapar [2, 4, 66].

BaxHnoii cocrapnstonieii ieueHus oCKB siBisgioTcst cunte-
TUYecKre 6a3MCHBIE TIPOTUBOBOCTIAINTEIbHBIE TTPETapaThl, BHIOOD
Tpernapara dTOil TPYMITbl 3aBUCUT OT BELyLIUX MPOSIBICHUN 3a-
6oneBanus [4, 54, 61]. B mocieaHue roasl MOSIBWIKCH JaHHBIE O
paBHO3HAYHOU 3()HEKTUBHOCTU MPU BBICOKOW aKTMBHOCTHU
10CKB, B ToM uuciie npu Jonyc-Heppute, MUKodeHosata Mo-
derrna (MM®) u mukinodbocdamuna [4, 7, 67]. H.I. Brunner u
coaBr. [68] ormeuaroT, uTo rpu I0CKB MM® HaszHavaeTcs Jalie,
4yeM y B3pocibix. CorjacHo pe3yabraTaM 3TOr0 UCCIeI0BAHUS, Y
JeTeld, B OTJMYME OT B3POCIBIX, 3HAYMMO Yalle MPUMEHSIETCS
KOMOMHALMS Pa3IMYHBIX MTPenaparoB (MyJIBTUTAPIeTHAS TEPATTHs)
[4], yTo MmoaTBepKAaeTCd JAHHBIMU U ApPYrUX aBTOpoB. Tak, Y.
Mao u coaBT. [69] TPOIEMOHCTPUPOBAIN BbICOKYIO 3(h(heKTUB-
HOCTb JedyeHuss MM® B couetaHUM ¢ UHTUOUTOPAMU KaJlbLIA-
HeBpUHA: Ha (OHE TAKOI Tepanuu peMHuccusi [ocTUrHyra y 11
JeTeli C peluINBUPYIOLIUM HEDPUTOM.

HccnenoBanus mociefHUX AECATUIETUN CITOCOOCTBOBAIN
0osiee rTyOOKOMY MOHUMAHUIO MEXaHM3MOB UMMYHOTIATOTeHe3a
CKB, uto cTasio TeopeTnyecKuM (pyHIaMEHTOM Uil pa3pad0TKU
HOBBIX CXEM Tepaluy C MPUMEHEHWEeM Te€HHO-MHXEHEePHBIX
ounonornvyeckux npemnaparos (M BIT). C yueTom naHHBIX 0 (hyH-
JaMEHTAJbHOI POJIM MATOJIOrMYECKOl akTUBaLuu B-KieTok B
natoreHe3ze CKB ocoOblii mHTEepec MpeacTapisieT pa3padoTka
npenaparoB, creiuu@uueckd MOLYJIUPYIOIIMNX DYHKIMUIO WA
BbI3bIBaOIIMX UcTOLIEeHME (depletion) B-kiieTok v ria3mMaTiyeckux
kietok [70, 71].

[NonaBnsioniee 6GOIBITUHCTBO UCCIIEIOBAHMUIA, TOCBSIIIIEH-
HBIX MPAKTUYECKUM acreKkTaM aHTu-B-kjeTouHoii Tepamnuu,
CBSI3aHO € U3yyeHHeM 3(PpHEKTUBHOCTU U OE30MACHOCTU PU-
TyKcumaba (PTM), MOHOKJIOHaJIbHOTO XUMEPHOTO aHTUTEa
K CD20-anTureny [72]. HecMoTps Ha OTCYTCTBME 3apETUCTPU-
POBaHHBIX MMOKA3aHUIl B MEAMAaTPUIECKON TMpPaKTUKE, 32 UC-
KJTI0UeHMEM IPaHyJIeMaTo3a ¢ MOJIMAaHTUUTOM U MUKPOCKOIH-

YeCKOTO MOJMaHTUuUTa y IeTeil B Bo3pacte 2 jieT u crtapiie, PTM
ucrnoab3yercs npu 100CKB, pu 3ToM 0TMeUeHBbI ero BbICOKast
3(p(HEKTUBHOCTb U XOpOILIUii TTpoduiib 6e3onacHocTu [73—75].
HNmMeroTcs coobuieHus 06 yerneHoM npuMeHeHuu npu 0CKB,
B TOM UHCJIe TIPU MOHOTEHHOI BoJlYaHKe, odatymymada, moi-
HOCTBIO TYMaHU3WUPOBAHHOTO MOHOKJIOHATBHOTO aHTHUTeNa K
CD20-antureny [76, 77]. Hapsany ¢ meruteumein B-kiaetok
0JI0Ka/1a UX aKTUBHOCTU MOXKET OBITh TOCTUTHYTA C TTOMOILbIO
WHTMOMPOBAHUSI aKTUBHOCTU CTUMYJsiTopa B-numdounTos
(B-lymphocyte stimulator, BLyS) pekoMOMHaHTHBIM 4YeOBe-
YECKMM MOHOKJIOHQJIbHBIM aHTUTEJIOM — OetumymadoMm (BJIM)
[78, 79]. Ilpenapat cBSA3BIBAET U TAKUM 0OPA30M HENTpaIu3yer
pactBopuMbIii BLyS, 4T0 MpuBOANT K yCTpaHEHUIO OJOKHPO-
BaHUs arlornTo3a, nojaBieHuIo nponudepaunu u guddepeH-
LIMPOBKY ayTOPEAKTUBHBIX B-KJI€TOK B MazMaTUyeCcKue KIETKH,
MpoAyLupylolre ayroaHTuteaa [65, 79]. BJIM 6blUT nmepBbIM
Tpernaparom, 1eJieHarpaBiIeHHo co3nanHbM [1st TedeHns CKB
u nosyauBiuM B 2011 1. omo6penue cHavyana FDA (Food and
Drug Administration) B CILIA, a 3aTeM 1 BO MHOTUX CTpaHax,
BKJIovasi Poccuiickyio @Penepanuio [76, 77]. B 2019 r. BJIM
3apeructpupoBat 1is aedyeHuss CKB B nenuarpuyeckoii mpak-
THKe, B TOM YKCJIe B Halllell cTpaHe, Ha OCHOBAaHWUM PE3YJITaTOB
MEXIYHapOIHOTO PAaHIOMU3UPOBAHHOTO KIMHWYECKOTO WC-
cnenoBanus PLUTO [80]. [IpenmapaT mpoaeMOHCTPUPOBAI XO-
potiryio 3¢ GEKTUBHOCTb B OTHOIIEHUY CIU3UCTO-KOXHBIX TPO-
saBiaeHuin CKB, mopaxkeHusi cyctaBoB, TPOMOOLMTOIIEHUHU, a
TakXe MpU HEOOXOIMMOCTU O0Jiee OBICTPOTO CHUXKEHUST 1O3bI
nepopanbHbix 'K [65, 79, 81]. B uccnenoBannu J.S. Hui-Yuen
u coanT. [81] y 35% nauuenroB ¢ ©0CKB nepopanbHbie 'K
ObLIM OTMEHEHBI 4epe3 6 Mec rmocje Hadajaa tepanuu BJIM.
HwMerotcst oTnenpHbIE COOOIIEHUSI O TOM, YTO y TMallMeHTOB,
noayvatomux BJIM, coxpaHsieTcsi HU3Kasi akTUBHOCTh 3a00-
JIeBaHUs TMPpU Mcnob3oBaHUMU MeHbIUX 103 ['XK 1 nurocra-
TUKOB, 3TO, 6€3yCJIIOBHO, TaKXKe BaXHO U IUIST TPOPUIAKTUKI
OCJIOKHEHMI KOMOWHMpOBaHHOW Tepanuu [65]. Tlpemapar
nMeeT Xopolnunii mpoduiab 6e3omacHoctu |78, 80, 81].

Jpyrum BaxkHbIM HarpaBieHreM JedyeHust CKB, B Tom uncie
C IOBEHWJIbHBIM HAYaJIOM, CTaJI0 M3y4YeHWe HapYIIEHWUS PETyIsILIIU
nepenaun curHanoB MM®H tuma I, koTopoe HabmomaeTcs y
mHorux rnauueHToB ¢ CKB u Koppenupyer ¢ TsikecTbio 3a00J1e-
BaHwus, 4TO feraeT MDOH tuna [ TepaneBTrUecK 3HAUNMOI MU-
meHsio [82]. [Ipenapat aHnbporymad, ryMaHU3UPOBAHHOE MO-
HOKJIOHAJIbHOE aHTuTesO K perienitopy MDH tuna I, B HacTosiiee
BpeMsl He 3aperMCTPUPOBAH IO MeIuaTpUYeCKUM MOKa3aHUsIM,
OJTHAKO MMEIOTCSI OTAEIbHbIE HaOMoaeHUs ero 3G dOEKTUBHOTO
MPUMEHEHUS B KJIMHUYECKOM MpakTuKe y aeteit [83].

Xopommii moreHman B repanuu 10CKB, B ToMm yuncie npu
ee TeHEeTYEeCKH IeTepMUHIPOBAHHOM BapuaHTe, AEMOHCTPUPYIOT
UHruouTOpHI SAHyc-KuHa3 [84—86].

Hauasmuce B nerckom Bo3pacte, CKB conpoBoxaer na-
LIMEHTOB Ha MPOTSKEHWU Beell xku3Hu. [1pn 3ToM Heobxoanumo
yuuThIBaTh, 4T0 10CKB 1M10-1pexxHeMy TpyIHO IMarHOCTHPOBATh
13-3a 3HAYUTETbHOU TeTepOreHHOCTH KITMHMYECKUX TIPOSIBIICHUH.
ITo cpaBHenuto ¢ CKB y B3pocisix 0CKB nMeer 6oiee arpec-
CHBHOE Te€UeHUE, OOJIBIIYI0 aKTUBHOCTD KaK MPU MaHUbecTaluu,
Tak U C TeUEHUEM BPEMEHH, YTO MPUBOAUT K OoJbllIEl Bepo-
STHOCTH BO3HUKHOBEHUST HEOOPATUMBIX OPIraHHBIX TTOBPEXK/IEe-
HUI, OOJIbIICH MHBATUAN3AIMY U CMEePTHOCTH. [larimeHTam ¢
10CKB mpuxoauTcst cTaTKuBaThCS ¢ HETIPEeICKa3yeMbIM Pell-
IUBUPYIONINM PEMUTTUPYIOIIUM 3a00JIeBAHNEM BO BpeMsI T0-
JIOBOTO CO3peBaHUsl, U 63 TOro HeMpPOCTOTO Mepruoaa XKU3HU,
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Korna 00JblIoe 3HaYCHUE TIPUIAETCS] BHELTHEMY BUILY, a aeK-
BaTHasi CAMOOLIEHKA U UJIEHTUYHOCTD €1lle He Pa3BUThI, HABBIKU
MPUHATUSL CAMOCTOSTEbHBIX pelIeHUl He cHOPMUPOBAHBI.
ITpusHaHue aTUX crieuduUYecKrx MpoodaeM CrocoOCTBYET OM-

TUMajbHOMY JieueHuto 0CKB.
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