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O6ocHoBaHHe. JleyeHne faeTei ¢ CUCTEMHOM KpacHoi BosnyYaHko# (CKB), KaKk npaBuio, COMPSIXKEHO C MOXKM3HEHHbIM
IPUEMOM CUCTEMHbIX [TIIOKOKOPTUKOMAOB U, KaK CNEACTBUE, BbICOKUM PUCKOM CEPbE3HbIX MO60YHbIX 3PPEKTOB, B TOM
4yucse pa3BnUTUS cTeponaHoro guaoeera. lNpumeHeHne 6eanmymaba, UHIMOGUTOPa aKTMBHOCTU CTUMY/ISiTopa B-1MmMeoLnToB,
103BOJISIET CYLLECTBEHHO CHU3MUTb [03Y [NTIOKOKOPTUKOMAOB, PUCK M TSXKECTb OCTI0KHEHUI CTEepOoMAHOM Tepanun. OnucaHne
K/IMHMYecKoro cayyas. [JnarHo3 CKB y naLneHTKu ycTaHoB/EH B Bo3pacTe 16 neT. Havata Tepanusi ruapoKCUXT0POXUHOM
M nepopasibHbIM TIOKOKOPTUKOUAOM B BbICOKOM A03€e (56 MIr MeTuanpeaHU30/10Ha B CyTKM). Yepes 1 mec oT Havyana Tepa-
MMu AMarHoCTUPOBaH CTePOUAHbLIN AnabeT, Yepe3 2 Mec 06Hapy»KeHbl y4acTKM aBacKy/IspHOro HeKkposa. Ha ¢oHe Tepanum
MUKOpeHonaTa MODETUIOM yaanoch JOOUTLCA KYNMPOBaHUS aKkTMBHOCTH 3aboneBaHms. O4HaKo B CBA3M C COXPaHEHMEM
MoTpebHOCTH B UHCY/IMHE U MPOrpPeccupoBaHMeEM aBacKy/IsipPHOro HeKpo3a Yyepesd 5 mec rnocnie BepuduKaumm guarHosa
Ha3HayvyeH 6enumymab. 3akadeHue. benmumymab — eAUMHCTBEHHbIN E€HHO-UHXEHEPHbIN BGMOIOMYECKUI rpenapar,
3apernucTpupoBaHHbIN Ans nevyeHuns aeten ¢ CKB. B pe3ynbTate ero HazHa4yeHus yaaaoch 6bICTPO (B Te4eHue 3 mec) cTa-
6MAN3MPOBaTL COCTOSIHUE NMaLUMNEeHTKH, CYLECTBEHHO CHU3UTb 03y NepopassbHOro MOKOKOPTUKOUAa METUANPERHM30I0HA
(c 24 pgo 8 mr/cyT), AOBUTLCS PEMMUCCUM CTEPOUAHOIO AMabeTa ¢ OTMEHOM UHCY/IMHA, @ TaKXKe KynupoBaTb KIMHUYECKUE
CUMMTOMbI @BacCKy/I9PHOIro HEKPOo3a.

Knro4deBble cnoBa: cMCTeMHasi KpacHasi BO/4YaHKa C l0BEHUIbHbIM Ha4yaioM, NepopasibHble rJTIOKOKOPTUKOMAbI, CTEPOUAHBIN
anabeTt, aBacCKy/IpHbIN HEKPO3, 6esinMymMat
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Belimumab in a Patient with Systemic Lupus Erythematosus
with Juvenile Onset and Steroid-induced Diabetes: Clinical Case

Background. The management of children with systemic lupus erythematosus (SLE) is usually associated with lifelong systemic
8lucocorticoids administration and, thereby, high risk of serious side effects, including steroid-induced diabetes. The belimumab
(B-lymphocyte stimulator inhibitor) administration significantly reduces the glucocorticoids dose, the risk and severity of steroid therapy
complications. Clinical case description. The patient was diagnosed with SLE at the age of 16 years. Therapy with hydroxychloroquine
and oral glucocorticoid at a high dose (methylprednisolone 56 mg per day) was initiated. Steroid-induced diabetes was diagnosed
1 month after the therapy start; avascular necrosis sites were revealed in 2 months. Mycophenolate mofetil made it possible to achieve
the disease activity control. However, the belimumab was prescribed 5 months after diagnosis verification due to continuous insulin
requirement and avascular necrosis progression. Conclusion. Belimumab is the only genetically engineered biologic drug approved for
the treatment of children with SLE. As a result of its use, it was possible to stabilize the patient's condition quickly (within 3 months),
to reduce significantly the dose of oral glucocorticoid, methylprednisolone (from 24 to 8 mg/day), to achieve remission of steroidinduced
diabetes with further insulin withdrawal, and also to relieve avascular necrosis clinical symptoms.
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OBOCHOBAHME

CuctemHasa KpacHasg BosiyaHka (CKB) — cuctem-
HOe XPOHMYECKOe ayTOMMMYyHHOe 3abofieBaHuWe, KOTopoe
y 14,5-25% nauueHToB HayuHaeTcs B [AETCKOM BO3pac-
Te [1, 2]. NauneHTbl ¢ toBeHUNbHbIM AeboTom CKB (oCKB)
B CpaBHEHUM CO B3POC/bIMKU, KaK MpaBuino, nmeloT 6onee
TSXeNbl GEHOTUMN, OTHOCUTENbHO BbICOKMW PUCK Mopa-
EHUA MoYeK, LLEeHTpalbHOW HEePBHOM CUCTEMbI U CMEPTH,
a TaKXXe oTn4YaloTca 60sblIen YaCcTOTON Ha3HaYeHU UMMY-
HOZENPECCAHTOB M BbICOKUX O3 NepopanbHbIX MIOKOKOPTH-
Konaos [1, 3, 4]. bonee Toro, B OTAENbHbIX Cy4asx HEOOXO-
AMMO Ha3HayaTb HECKOJIbKO MMMYHOAEeNpPeccaHToB [4], yTo,
HECOMHEHHO, NMPUBOAMUT K YBEIMYEHUIO PUCKA BO3HWKHOBE-
HUS cepbe3HbIx NO60YHbIX 3bdeKTOB [5].

MatoreHe3s CKB BoO MHOrOM CBSi3aH C HapylleHNeEM UMMY-
HOJIOrM4ECKOM TONIePaHTHOCTM B-KNETOK K CO6CTBEHHbIM aHTU-
reHam [5, 6], N0O3TOMY MMEHHO B-KNeTku aBnsoTCA BaXHOM
«MULLEHbBIO» AN TEHHO-UHKEHEPHON GUONOrMYECKOW Tepanum
3Toro 3aboneBaHus [5, 6]. MNpenapat puTyKCMMab, MOHOKI10-
Ha/lbHOE XWMMEpPHOe aHTUTeNno K B-numdouutapHOMy aHTu-
reHy CD20, He 3apeructpvpoBaH Ans NpUMEHEHWs y aeTen.
Bwmecte ¢ TeM B TeyeHue AnUTENbLHOrO BPEMEHMW Mpenapat
ycnewHo npumeHsietcs no nokasaHusam off-label y pgetewn
C ayTOMMMYHHbIMKW 3a60n1eBaHMAMM, B TOM Yucie 1 npu 10oCKB
[7-9]. Bnokaga aKTMBHOCTU B-KNETOK MOXET ObITb JOCTUIHYTa
WHrMBMPOBaHMEM aKTUBHOCTU CTUMynsTopa B-numdountos
(B-lymphocyte stimulator; BLyS) peKOMOGWHaHTHbIM YenoBe-
YECKMM MOHOKJ/IOHaNbHbIM aHTUTENoM 6ennmymabom [4, 5].
Mpenapat cBA3bIBAET U TaKMM 06pa30M HEUTpPanuayeT pac-
TBOpMMbIV BLYS, 4TO NpUBOAUT K CHATUIO G/I0Ka Ha pa3BuUTUe
anonTo3a 1 nogasieHuto nponndepaumm n aguddepeHLnpoB-
KW ayTOpeaKTUBHbIX B-K/IETOK B NiasmaTtuyeckue KIETKH, Npo-
ayumpyouime aytoaHtutena [4, 6, 10]. benumymab aBnsieTcs
€MHCTBEHHbLIM NpenapaToM M3 Kilacca reHHO-UHXEHEPHbIX
6uonorunyeckux npenapatos (FMBIT), 0406PEHHBIM Ha OCHO-
BaHWUM pe3ynsTaToB paHAOMU3MPOBAHHOIO MnaLebo-KOHTPO-
nmpyemoro uccnegosanuns [11] ana npumeHeHusa npu 10CKB,
B TOM 4yucne u B Poccuiickon ®epepaumm (B 2012 ) [6].

OnbIT NnpumeHeHns 6enmymaba y aeter ¢ CKB B peanb-
HOW K/IMHMYECKOW MNPaKTUKE ONMCaH B ABYX KIMHWUYECKMUX
HabnoaeHunsx [12, 13] n 04HOM peTpOoCNeEKTUBHOM Habnoaa-
TenbHOM uccnegosaHun [14]. BMmecTe ¢ TeM He coobuianocb
0 NpuUMeHeHun G6ennmymaba y nauueHToB ¢ OCKB u cTe-
pouaHbiM AnabetoM. llocneaHuin, Kak UM3BECTHO, 3aMETHO
CHWXXaeT KayeCTBO XWM3HM NaLMeHTOB 3a CYeT YBeUYeHus
NMPOAO/IKUTENBHOCTM rocnuTanu3aumn, yBenminBaeT PUCK
MHDEKLMOHHbIX U cepie4HO-COCYAUCTbIX OCNIOXKHEHUW, a TaK-
e cmepTH [15]. PaHee 6biN0 YCTaHOBJIEHO, YTO NPUMEHEHUE
6envMmymaba No3BoNseT LOOUTLCH ObICTPOIO CHUKEHWUS AO3bl
nepopanbHbIx roKokopTukonaos [10, 11]. Kak cneacrtseue,
6ennMmymab, rno HalwemMy MHEHUIO, MOXKET MPUBECTU K Kymnu-
POBaHUIO CTEPOMAHOIO AMabeTa 3a CHET MEHbLUErO BPEMEHM
3KCMO3ULMN BbICOKMX A03 MIOKOKOPTUKOMAOB U MEHbLIEN
KyMYNSTMBHOW 003bl NpenapaToB 3T0ro Kiacca. Kpome Toro,
BAMAHME Gennmymaba Ha COCTOSHME WMMMYHHOW CUCTEMBbI
y 60nbHbIX ¢ IOCKB M3y4yeHO TONbKO Ha NpumMepe KOHLEH-
Tpauun aHTuTen K HatueHon JHK M KOMNOHEHTOB CUCTEMBI
KomnnemeHta C3/C4 [11], HO He APYrMX UMMYHOOrMYECKUX
nokagzatenen. MonoxutenbHasa AMHaMUKa 3TUX NOKa3aTenen
y 6051bHbIX ¢ OCKB siBAsieTca BaxHbIM MPU3HaKom 6naronpu-
ATHOrO AONTOCPOYHOrO NPOrHo3a 3aboneBaHuns [16].

Hue npefctaBneHo onucaHuve pesynbTaToB MpUMeHe-
HUA 6ennMmymaba npu 0CKB, npoaeMoHCcTpupoBaHa BO3-

MOXHOCTb ObICTPOro CHUXEHWS Ha 3ToM GOHe A03bl Nepo-
panbHbIX TIOKOKOPTUKOMAOB, KYNMMPOBAHWS MPOSIBNEHUN
CTEpOMAHOro agvabera U HOpManu3auun UCXOAHO BbICOKMX
3Ha4YeHU UMMYHONOTMYECKUX NOKa3aTenem.

KNUHUYECKHUHA NPUMEP

O naumeHTe

MaumeHTka A., Bo3pacT 16 neT, HauMOHaNbHOCTb —
OypsiTKa (HauMOHaNbHOCTb 06OMX poauTenen), rocnuta-
NM3npoBaHa B [ETCKOE PEeBMAaTo/IONMYEeCKOe OTAeNeHue
HWUW pesmatonoruu (r. MocKBa) ¢ anob6amu Ha cnabocTb,
ObICTPYIO YTOMASEMOCTb, 6011 B KOMIEHHbIX CyCTaBax — Yalle
BO BTOPOM NOSIOBMHE AHSA M MPU ABUraTe/IbHOM aKTUBHOCTH,
HeperynsipHole MEHCTPyauun C yBeIMYeHUEM WHTepBana
MEeXAY HUMU.

AHamHe3 3a6oseBaHus. [1e6loT 3a6oneBaHus, npea-
NoNoOXKUTENbHO, B Bo3pacTe 13 neT, koraa Ha GoHe NosIHOro
3[10p0BbS, 6€3 NPOBOLMPYOLWNX GAKTOPOB NaLMEHTKa cTana
XyAeTb, nosiBUAacb AMCMEHopes C OOWIbHbIMWU MEHCTPY-
anbHbIMW KpOBOTEYEHUAMU. OTMEeYeH eAUHUYHBIA 3MNU30p4
noTepu CO3HaHUS C NPU3HaAKaMM TOHUYECKOrO HaMpPsKeHUs
pyK. He o6cnepoBanacb. B pganbHenwem nepuoanyecku
OTMeYaIUCb BbICbINAaHUA Ha nuue no Tuny «6aboykun», 6es-
60/1€3HEHHbIE A3Bbl Ha CIM3MUCTON 060/104KE MOMOCTU pTa,
3NM304bl MOCUHEHUS U NOGENEHUS KOHYMKOB ManbLEeB Ha
KucTax. B Bo3pacTte 16 net oTMeyeHbl NpU3HaKKM CUHKOMNanb-
HOMO COCTOSIHMS (FONIOBOKPYKEHWE, BblpaykeHHas cnabocTb,
noTeMHeHWe B rnasax), B CBA3WM C YeM NauueHTKa Obina
obcnegoBaHa B CTaLMOHape MO MECTY XuTenbcTBa. [lpu
NOCTYNNEHUN B CTaLMOHap: reMornobuH — 76 r/n, nemKko-
umtbl — 4,1 TbiC./MKN, numbouuTbl — 0,9 TbiC./MK, TPOM-
60uUnTbl — 47 TbIC./MKJ, CKOPOCTb OCeAaHWUs 3PUTPOLIUTOB
(CO3) — 48 Mmm/4, aHTuTena K HatuBHoM AHK (aHTn-AHK) —
208 ME/mn (HopMa CcOrflacHO MpeaoCcTaBiEHHON MeaMLMH-
CKOM fJoKymeHTaumm 0—-20 ME/mn), aHTUTENa K aHTUTEHY
CmuTa (aHTM-Sm) — 118 Ea/mn (Hopma 0—-25 Eg/mn), aHTm-
Tena K puboHyKkneonpotenay (aHTn-PHIM) — 114 Eg/mn
(Hopma 0-25 Eg/mn), aHTUTEna K uuTonnasmaTU4yecKomy
aHTUreHy SS-A (Ro) (aHTM-Ro/SS-A) — 114 Ea/mn (Hopma
0-25 Ea/mn), aHTuTeNna K LMTONNa3mMaTUY4eCKOMY aHTUTeHy
SS-B (La) (aHTH-La/SS-B) — 37 Ea/mn (Hopma 0-25 Eg/mn),
aHTUHYKNeapHble aHTutena (AHA) CKPUHWHIOBBLIM MeTOo-
aom — 5,3 (Hopma go 1,0). YctaHOBAEH AMArHo3 «CUCTEMHas
KpacHas Bon4YaHKa». Ha3HavyeHa Tepanus: ruapoKCUxXIopo-
XMH 200 Mr/cyT, METUNNPEAHU30JIOH NepopanbHo 56 mr/cyT
(1,4 mr/Kkr no npeaHW30/0Hy). BbinucaHa 4epe3 12 cyt
C NOSIOXMUTENBHON AUHAMUKON — KyNUMpPOBaHbl BbICbIMNaHUS,
NPU3HaAKN cToMaTWTa, OTMEYEHbl HOpManu3auus Konuye-
cTBa TPOMOOUMTOB M CHUXKeHue COJ go 23 mm/u. Mo
pekoMeHaauun Bpada vyepes 1 mec nocne BbINMUCKKU U3 CTa-
LlMOHapa BbINO/HEHO CHUXXEHWE J03bl METUANPELHNI30/0HA.
B pesynbrate oTMeYeHO nosiBneHne HeobunbHOW remMoppa-
TMYECKOM CbIMKW Ha HMXHUX KOHEYHOCTSAX, Yepes 2 CyT npu-
COEAMHUINCL KPAaTKOBPEMEHHbIE NOBTOPSIOLLMECS 3NU30/bI
OTeKa BeK W ryb, anu3oAbl 3aTpPyAHEHHOro AbixaHus. Ha
5-e cyT nocne yxyalweHus COCTOSHUS rocrnuvTann3vMpoBaHa
B CTalLMOHap Mo MeCTy XuTenbcTBa. B pesynbrate o6ene-
[IOBaHUS UCKIOYEH TPOM6G03, AMArHOCTMPOBAH aHIMOHEB-
poTMYecku oTek. B nepuoa rocnutanmsdauum TpomMoGOLM-
Tbl — 98 TbIC./MKJ1, OCTa/lbHble NOKa3aTenu KJIMHUYECKOro
aHanu3a KpoBM M 06LLEero aHanmMaa Mo4u, CornacHo 3anucu
B MEAMUMHCKOM AOKYMEHTauuu, «B npegenax pedepeHc-
HbIX 3Ha4YeHWn» (pe3ynbraTbl nabopaTopHoro obcnenoBa-
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g Clinical Observation

KnuHunyeckKoe Ha6noaeHue

HUS B BbIMUCKE OTCYTCTBOBaM); BnepBble 3adpuKCHpoBa-
HO MOBbIWEHWE KOHLEHTPaLUKU IOKO3bl B Nfia3me KpPoBw
no 9,2 mmonb/n (Hopma 3,9-6,3 mmonb/n). lNpoBeaeHa
aHTUrMCTaMUHHasa Tepanusa LETUPU3UHOM C MONOXKUTENb-
HOW AMHAMUKON — KynuMpoBaH OTEK BEK 060MX rnas 1 Bepx-
Hew rybbl, Ha3Ha4YeH MHCYNUH KOpOoTKoro Aencteua 0,5 ELL
Ha 1 XE Ha Bce Mpuvembl MUK, MPUHATO pelleHue Bpe-
MEHHO BO3[AEPXKaTbCA OT CHWMKEHWS [03bl MepopasbHOro
rMIOKOKOPTUKOMAA. [POAOMKUTENBHOCTL rOCMUTann3aunm
coctaBuna 5 cyr. [lanee nauueHTKa npojosmKana nony-
4yaTb rMAPOKCUXSIOPOXMH 200 Mr/CyT U METUINPEAHU30/IOH
52 wmr/cyt. Ha ¢oHe ykasaHHOW Tepanuu, cO C/I0B MaMbl,
[eBOYKa CTana anoBaTbC Ha 4acTble rofI0BHble 60MM,
601 B KOJIEHHbIX CyCTaBax, HapyLleHne HOYHOro CHa (Tpya-
HOCTM MPW 3acbliNaHuK), ctana naakcuBon, BbICTPO yCcTaBa-
na. Bnepsble rocnutanu3nMpoBaHa B 4ETCKOE PeBMaTON0MM-
yecKoe otaeneHne HUM pesmartonormum yepes 2 mec nocne
YCTaHOBNEHUS AnarHosa.

AHamHe3 Xu3HM. CornacHo npenocTaB/eHHON mMeau-
LIMHCKOM [OKYMEHTaLMM W CO CNOB MaTepu, AeBO4YKa OT
TpeTben GU3NONOTMYECKM MNpOTEKaBLIEN 6EPEMEHHOCTH,
poabl CpoYHble, BTOpble. MMpu poXAEHUMM Macca Tena —
3660 r, annHa Tena — 53 cm, 7/7 6annos no wKane APGAR.
[lcMxoMOTOpHOE pa3BUTME MO BO3pacTy. ANepronormieckunm
aHaMHe3 He oTarouleH. lMpuBuTa a0 AebloTa HacTosilero
3a6oneBaHMa B COOTBETCTBMM C HaLMOHANbHLIM KaneHaa-
peM. Peakunsa MaHTy, AMAaCKWUH-TECT B AMHAMWKE — OTpU-

Puc. 1. MarH1MTHO-pe3oHaHcHas Tomorpadums NpaBoro KONEHHOro
cyctaBa (pexxum STIR) naumeHTKH A. ¢ CUCTEMHOWM KpacHOWM
BOJIHAHKOM

Fig. 1. MRI of the right knee joint (STIR) of patient A. with systemic
lupus erythematosus

lMpumeyaHne. A — yeped 2 Mec Nocne yCTaHOB/EHWUS AnarHosa
onpefenstoTcs y4acTKU Heb0NbLMX OTEKOB (KpacHble CTPENKH)

B natepanbHOM U MeananbHOM Mbllenkax 6epeHHON KOCTU
(HaYanbHble NPU3HAKM aBaCKYNSPHOro HEKPO3a), a TaKKe NPU3HaKu
CUHOBMWTA (CHMHUE CTpenku); b — yepes 3 Mec: y4acTKu
aBaCKyNapHOro Hekpo3a 6epeHHoN, 60nblle6epLoBO KOCTEN
(KpacHble CTPeKK), MPU3HaKKU CUHOBUTA (CUHWE CTPENKM);

M0 CPaBHEHMIO C NPeAbIAYLLMM UCCNeOBaHNEM BblpaxeHHas
oTpuuaTenbHasa AMHamuKa.

UcTouHuk: Kanega M.U. n coasr., 2023.

Note. A — areas of small edema (red arrows) in the lateral and
medial femoral condyles (initial clinical findings of avascular
necrosis), synovitis signs (blue arrows) were determined 2 months
after diagnosis; b — areas of avascular necrosis of the femur and
tibia (red arrows), synovitis signs (blue arrows) after 3 months;
significant negative dynamics as compared with the previous study.
Source: Kaleda M.I. et al., 2023.

uartenbHble. [epeHeceHHble 3aboieBaHWs: OCTpble pecnu-
patopHble MHOEKUMM — HeyacTo, BeTpsiHas ocna. Tpasm,
onepauni He 6bino. HacneacTtBeHHOCTb: Y maTepu ¢ 34 net
N 6abylWKKU No NMHUKM MaTepu ¢ 32 neT caxapHbii aMabeT
(TN HeM3BeCTeH), NoyYaloT UHCYIMHOTEPANMUIO.

dusukanbHasa AMarHocTUKa

[Mpun rocnutanusauum Macca Tena — 58,6 Kr, poct —
159 cM. KoXKHble MOKpPOBbI GneAHble, FMNEPEMUS LIEK,
BblpaXeH runeptpuxos. AnddysHasa anoneuns. Bugumole
CNM3unCTble 0060M04YKM uyKcTble. [loAKOXKHasa KupoBas
KneTyaTKa pas3BuTa M36bLITOYHO, pacnpeaefieHa Hepas-
HOMEpPHO MO KYyWMWHIOMAHOMY TUMy, CTpUM B o6nactu
NosICHWLbI, B 06NacTM BHYTPEHHEN MNoBepxXHOCTU Geaep.
NumbapneHonatun Het. Jlerkve, cepaue nNpu aycKynbTa-
umMmn 6e3 nartonoruu. lNedveHb, cene3eHka He yBEUYEHbI.
CycTaBHOM cTaTyc: NPUNyXJ10CTb KOJIEHHbIX CyCTaBOB, 60/b
npu aBmxeHuax — 1 6ann (cnabas 60sb) No 5-6annbHOM
WKane Bepb6anbHOM OUEHKWM 60NKU, ABUMEHMS B MOJIHOM
ob6beme. OTMEYEHO 06LLEE CHUMXEHUE MbILIEYHOrO TOHYCa.

MpepBapuTesibHbIA AUArHO3

CucteMHas KpacHas BOM4YaHKa XpOHMYEecKoro no aebto-
Ty TEYEHWS: MOPaXKEHWE KOMXKM, CAU3UCTOM OOOMIOYKHK, CY-
CTaBOB, TPEXPOCTKOBas LMTOMNEHWUS (B aHaMHe3e), UMMy-
HOMNOMMYECKME HapYLLIEHUS, aHTUHYKNeapHblin dakTop (+).
CrepouaHbIn anaber.

AuHaMuKa 1 ucxopbl

Mo faHHbIM nabopaTopHbIX MCCNefoBaHUM, NPOBELEH-
HbIX Yepe3 1 cyT nocne rocnuTann3aLmu, BbigBAEHbI aHEMUA
(remornobuH — 106 r/n, Hopma 120-140 r/n), rMNOXpo-
mua (MCH — 19,8 nr npu Hopme 26,5-33,5, runoxpomus
3PUTPOLIMTOB MPU MWUKPOCKOMUK), YMEPEHHBIA aAHW30LMTO3
3PUTPOLMTOB, CHUMKEHWE KOHLIEHTPALIMM Kenesa B CbIBOPOTKE
KpoBwu Ao 3,9 MKMOb/N (HopMa 6,6—29 MKMOsb /1), BUTAMKH
D3-250H — 12,5 Hr/mn (Hopma > 30 Hr/mi); aHTUHYKIeap-
HbIn dakTop (AH®D) Ha KynbType KneTok Hep-2 1,/640 Kpanya-
TOro cBeyeHus, aHtn-Sm — 39,8 Ea/mn (Hopma 0-25 Ea/mn),
aHTu-PHIN — 37,4 Ea/mn (Hopma 0-25 pa/mn), aHtM-Ro/
SS-A — 200 Ea/mn (Hopma 0-25 Ep/mn), npsmas npoba
Kym6ca nonoxwutenbHasa (+). MNpu ynsTpa3ByKOBOM WccChe-
[OBaHWWM BHYTPEHHWX OPraHoOB MNOAXEeNyLo4yHasa enesa
nmeetr AMbOY3HO HEOAHOPOLHYIO CTPYKTYPY, 3XOreHHOCTb
YMEPEHHO MOBbIWEHa, APYrorW naTosioruM He BbISBJIEHO.
MynbTucnupanbHas KoMMbloTepHas ToMorpacdus OopraHos
rpyaHOM KneTkn — 6e3 natonoruu. pu ynbTpa3ByKOBOM
nccnefoBaHWM KONEHHbIX CYCTaBOB OGHapPYKEHbl CUHOBMH-
Tbl. [1py MarHUTHO-pe3oHaHcHoM ToMorpadun (MPT) npasoro
KONIEHHOrO cycTaBa OnpeAeneHbl Haanyne y4acTKOB aBacKy-
NSPHOr0 HEKpPO3a B flaTepalibHOM U MeananbHOM MbllLenKax
6epeEHHON KOCTKU, OCTEOMANSALMU MPOKCUMaNbHbIX MeTabu-
30B 60/bllebepLIOBON KOCTH, AMCTaNbHbIX 3NMPU30B 060MX
MbILLENKOB 6eApEHHOM KOCTU B CTaguu PasBUTUS, NMPU3HAKK
CUHOBMWTa, cynpanaTennsapHoro 6ypcuta (puc. 1A).

MauneHTKa 6blna NPOKOHCYLTUPOBaHA OKY/ICTOM, yCTa-
HOBJIEH [IMarHO3 «Ha4asibHas OC/OXHEHHAs KaTapaKkTa 060MX
rnas». Kpome T0ro, sHAOKPMHONOMOM MOATBEPKAEH [MArHO3
«CTeponaHbIn anabet». C y4eTtoM HacneACcTBEHHOCTU, OTAro-
LEHHOW MO caxapHOMy AMabeTy, BbIMOMHEHO MONEKYISPHO-
reHeTM4ecKoe WCCIeAoBaHWE — CEKBEHWpPOBaAHWME MNaHenu
reHoB (47 reHoB) «CaxapHbli AMabeT — rMnepuUHCYIMHU3M».
[laToreHHbIX, BEPOSATHO-NATOrEHHbIX BapuaHTOB, a TaKkKe



BapuaHTOB MeHOB C HEU3BECTHOM KIIMHUYECKON 3HAYUMOCTbIO
He o6HapyKeHo. [lnarHos «auabeT 1-ro Tuna» UCKIIYEH.

Ha ocHoBaHWW NOAYYEHHbIX AaHHbIX YCTAHOBNEH OKOH-
YyaTenbHbI AnarHo3: «CUcTeMHas KpacHas BofAYaHKa Xpo-
HMYECKOro No Ae6oTy TeYEHUS: apTPUT, anoneLuns; nopaxe-
HMWE KOXMW, CNM3UCTOM 060N0YKM, TPEXPOCTKOBas LuTOne-
HWUA B @aHaMHe3e, UMMYHOJIOrMYyeckue HapyweHus, AHO+,
aktuBHocTb no SLEDAI (SLE Disease Activity Index) — 6,
nHaekc nospexaerns SLICC (Systemic Lupus International
Collaborating Clinics) — 3 (cTeponaHbln A1abeT, aBacKynsp-
HbI HEKPO3, KaTapakTa)».

B cBA3KM C NPOrHOCTMYECKM HebnaronpusTHbIM Teye-
HMEM 3aboneBaHusa (IOBEHUNbHbIM Oe6I0T, 3Ha4YuTeNbHasd
TpombouuTONeHMS B AebloTe, COoXpaHsoWascs KiuHu4e-
CKasi aKTUBHOCTb Ha GOHe BbICOKOM A03bl METUAMNPEAHN30-
NOHa) 6blI0 MPUHATO peELleHUEe O Ha3HayYeHUU MaLUeHTKe
MnKkodeHonata modeTtnna B go3e 1500 mr/cyT, NpoaoIKEH
npuem ruapokcmxnopoxnHa 200 mMr/cyT, Ha4yaTO CHUMKEHUE
[103bl METUANPEAHM30/I0HA N0 4 Mr B Heaento Ao 44 Mr/cyt.
MaumeHTKe Oblna Ha3Ha4yeHa TaKXKe ConyTcTByloWas Mnpo-
dunaxkTnyeckas Tepanus: sutammd D 2000 Ep/cyTt, KypaH-
TMN 75 Mr/cyT, NnaHaHrMH no 1 Tabnetke 3 pasa B CyTKM.
MNMauneHTKka 6bina BbiNMCaHa M3 CTalMoHapa B CTabUibHOM
COCTOSIHUM NOCNE KOPPEKLMK Tepanuu, ganee nocne Bbinu-
CKM 6bIN0 NPOJOSIKEHO CHUKEHWE J03bl METUANPEAHNU30/10-
Ha Mo 2 Mr B HeAeNo C UHTepBanomM B 2 Hej A0 24 Mr/CyT.

Mpu nnaHoBOM rocnuTanu3auunu 4yepes 3 Mec KIIMHWUYe-
CKOW 1 NabopaTopHOM aKTUBHOCTM 3ab0/ieBaHUs B COOTBET-
CTBUM C OLleHKoM no wkKane SLEDAI He BbISIBNEHO, COXpaHs-
nacb rMNoOXpomMHasi aHemusi (remornobuH — 99-100 r/n),
AH® Hep-2 1/1280 cmellaHHOro cBevYeHus, aHTu-Ro/SS-A —
120 Ea/mn. Yeununucb NposiBNEHWUS 3K30rE€HHOro runep-
KopTuuuama (nepepacnpefeneHve MoAKOXKHON KUPOBOM
KNeT4aTKM MO KYLIMHIOMAHOMY TWMy, TUNEPTPUXO3, CTPUM,
HapylleHNe MEHCTPYaNbHOro LMKAA), NauMeHTKa npoaon-
ana nonyyatb WMHCYIWMH KopoTkoro gencteua (no 0,5 Ef
Ha 1 XE Ha Bce npuembl nuwn). Mpun MPT BbiiBNEHO Hapac-
TaHWe 04aroB aBaCKy/NSPHOro HEKpPo3a B 061aCTU KOMEHHbIX
cyctaBoB (puc. 1Bb), nosiBUAUCE MPU3HaKKW aBaCKynspHOro
HEeKpo3a ronoBoK 06enx 6eapeHHbIX KOcTen (puc. 2).

B cBA3n ¢ ycuneHnem nobo4HblX IPdEKTOB MIOKOKOP-
TUKOMOHOW Tepanuu MPUHATO pelleHne O Hadvane reHHo-
WMHXXEHEePHOM OUONOrMYeCcKOn Tepanuu npenapatom 6enu-
Mymab B fo3de 10 Mr/Kr Ha uHby3uo. Ha MOMeHT Havana
Tepanuu 6ennmymabom Ao3a MeTUINPeaHW30/I0Ha cocTa-
Buna 24 Mmr/cyT, AeBo4YKa nosyyana mukodbeHonata mode-
TMn 1500 mr/cyT, rmapoKcmxnopoxmuH 200 mr/cyT, MHCYIUH
KopoTKoro aencteust 3 ME nepep KaxKabiM MPUEMOM MULLN.
MHTpanHDY3UMOHHbIX HEXenaTeNbHbIX peakuui He 3adUKCH-
poBaHo. Ha 3-u cyT nocne uHdy3nn BbINOMHEH pPas3BepHYTbIN
KJIMHUYECKUA aHanu3 KpoBW, O6GLMK aHaiM3 Mo4u U 6u1o-
XUMUYECKMI aHanu3 KpoBu. OTKIOHEHUH B nabopaTopHbIX
noKasaTensix, CBA3aHHbIX C BBeAeHWeM 6envmymatda (B ToM
yucne UMTOMEHMM, MOBLIWEHUS AKTMBHOCTU MEeYEeHOYHbIX
TpaHcamuHas), He 3adUKCUMPOBaHO.

Yepesd 3 mec nocne Havyana Tepanuun 6ennmymabom npu
NNaHoBOW rocrnutanu3aunM B AETCKOe PEBMATONOMMYecKoe
otaeneHne HUW peBmaTtonorMn y naumMeHTKU OTCyTCTBOBaM
anobbl CO CTOPOHbLI OMOPHO-ABUraTeNbHOroO annapara, npu-
3HaKM KIMHUYECKOM aKTMBHOCTWM 3ab0neBaHUs (MoparkeHue
KOXW M CNU3UCTbIX 060NI0YEK, apTpUTbl, NPosiBIeHUS deHO-
MeHa PelHo, obuias cnabocTtb). PesynbraTtel 1abopaTopHOro
nceneaoBaHus: remornobud — 104 r/n, AH® Hep-2 1/1280

Puc. 2. MarHuTHO-pe3oHaHcHaa Tomorpadus TasobeapeHHbIX
cyctaBoB (pexum STIR) naumMeHTKn A. ¢ CUCTEMHOM KpacHOM
BOJIHAHKOM

Fig. 2. MRI of the hip joints (STIR) of patient A. with systemic lupus
erythematosus

lMpumeyarme. NMpu3HaKM aBaCKyNsipHOro HeKpo3a 06enx rofIoBoK
6efpeHHbIX KOCTEN (KpacHble CTPENKKM), @ TaKKe NPU3HaKK
CMHOBWTOB (CUHWE CTPENKKN) 060MX Ta306eAPEHHbLIX CYCTaBOB.
WUcTouHuk: Kanega M.U. u coaBT., 2023.

Note. Signs of avascular necrosis in both femoral heads (red arrows),
as well as synovitis signs (blue arrows) of both hip joints.
Source: Kaleda M.I. et al., 2023.

CMELLIaHHOr0 CBEYEHUS, KOJIMYECTBO NIENKOLIUTOB U TPOMOOLM-
ToB, CO3, KoHUeHTpaumsa C-peaKTMBHOro 6eskKa, KpeaTuHuHa
1N MOYEBUHbI, aKTMUBHOCTb TPaHCaMWHa3, NoKasaTtenn obLero
aHanusa Mo4u, KonmyectBo aHTU-AHK, aHtTn-PHI, aHTK-Sm,
KoMnnemeHTa, aHtu-Ro/SS-A — B npefenax pedepeHCHbIX
3Ha4YeHun. BocCcTaHOBUNCSH MEHCTPYasbHbIM UMK, HECKOSIbKO
YMEHbLWMWANCh BHELWHME MPU3HAKM 3K3O0MEHHOro rmnepKop-
TMumM3mMa. o npuynHe KOPOTKOro MHTepBana OT npeablay-
wero o6cneaoBaHUsa U OTCYTCTBUSA KIIMHUMYECKUX CMMMITOMOB
KOHTponbHass MPT nopaeHHbIX CycTaBOB He MpoBOAMNAChH.
[o3a MeTunnpeaHn3osioHa B TeYeHne 3 mec nocsne Havana
Tepanun 6ennMmymaboM MOCTENEHHO CHUXKeHa A0 8 Mr/cyT,
NpoAo/MIKEH npueM mMukodeHonata modetvna 1000 mr/cyt
W ruapokcmxnopoxmHa 200 Mr/cyt. MHcynuHoTepanusa oTMme-
HeHa. HexkenaTenbHblX peaKuui, CBA3aHHbIX C BBELEHWEM
6envmymaba, B Te4eHue Bcero nepuoaa tepanum He 3aduKeu-
poBaHo. Yepe3 6 Mec nocne Havana tepanuu 6ennmymabom
[103a METUNNPeaHU30/10Ha CHUXEHa A0 4 Mr/cyT, ocTanbHas
Tepanusg — 6e3 M3MeHeHnn. KNnHMYecKknx n nabopaTopHbIX
NPU3HaKoOB 060CTPeHMS B nepuopd HabnlogeHWss C MOMEH-
Ta MepBOW rocnuTanu3auun B AETCKOE peBMaTofIorMyecKoe
otaeneHne HUM peesmatonormm He 3admMKCMPOBAHO.

MporHo3s

OcHoBbIBasicb Ha COOGCTBEHHOM OfbITe, CYUTAEM, HTO
NPV GOCTUMEHMM KOHTPONS Hal aKTMBHOCTbIO IOCKB B Teye-
HWe nepBblx 6 Mec nocne Havyana Tepanun Ha doHe CHU-
YKEHUSA [03bl MepopanbHbIX [IOKOKOPTUKOMAOB BbICOKA
BEPOSATHOCTb AOCTUMEHUS ANUTENbHON PEMUCCUU BONEIHU.
HopManusauus UCXo4HO BbICOKMX 3HAYEHUM MMMYHOSIOMM-
4yeckux nokazatenew (aHtn-AHK, aHTn-Sm, aHTn-PHI, aHTK-
Ro/SS-A) Take accoumMmMpoBaHa C OTHOCUTENbHO HU3KWUM
puckom ob6ocTpeHns 1CKB [16]. OaHako HanMine MHo-
KECTBEHHbIX O4aroB aBaCKY/SIPHOMO HEKpPO3a He Mo3BOo-
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E Clinical Observation

KnuHunyeckKoe Ha6noaeHue

NSeT C YBEPEHHOCTbIO CyaMTb O 61aronpuaTHOM MPOrHo3e
60Ne3HM Jaxe B clyvyae AOCTUMEHMUS CTOMKOW PeMMUCCUM
toCKB, TaK KaK TakMe M3MEHEHWUs cuyuTaloTca HeobpaTu-
MbiMK [17]. Bonee TOro, MHOXECTBEHHble o4aru aBacKy-
NAPHOro HeKpo3a y nauneHToB ¢ CKB aBng0TCS NpUYMHOM
60/1EBOr0 CUHAPOMA, HapyLeHUs GYHKLIMK CyCTaBOB U, Kak
cnefcTsue, uHBanuaHoctu [18, 19]. BeposTHo, BO B3pOC/iOM
BO3pacTe notpebyeTcd 3HAOMNPOTE3MPOBAHUE, B MNEPBYIO
oyepenb Ta306eapeHHbIx cycTtaBoB [19]. B cnyyae o6ocTpe-
HUS 3a60NeBaHUs BENMK PUCK peakTUBaLMK CTEPOMAHOrO
anabeta. KnioyeBoe 3HayeHWe 4ns nporHosa 6yayr MMeTb
NPUBEPKEHHOCTb NALMEHTKM Tepanuu, cobnoaeHve waas-
Lero pexuma GU3MYECKUX Harpy3oK, pekoMeHaauunn no
KOHTpONO nabopaTopHbIX NoKasaTenew MHAEKCa aKTMBHO-
cTn 6one3Hn SLEDAI, a Takke rpaduKka noceuieHns Bpaya-
peBmatonora. Takum o6pasom, B LiefIOM NPOrHo3 pa3BuTus
60/1€3HM MOXHO OLleHNBaTb KaK HeonpeaeneHHbIn.

BpemeHHas wkana
XpoHONorns pasButusa 60nes3Hu, ee KtoyeBble COObITUS
M NPOrHO3 AN NaumMeHTKM A. npeacTaBieHbl Ha puc. 3.

OBCYXAEHMUE

CrapToBasi Tepanvsa B cTaLMoHape No MecTy XUTeNbCTBa
BKJ/IOYaANa BbICOKYO A03Y MMIOKOKOPTUKOMAA U TMOPOKCUXIIO-
POXMH, 4YTO COOTBETCTBYET AENCTBYIOLMM PEKOMEHAALMSAM
no nevyeHunto 6onbHbIX ¢ OCKB 1 Heo6xoaMMo anst 6bICTPO-
ro [OCTMXEHWS KOHTpona 3aboneBaHus [20-22]. OgHaKo
CNeAcTBMEM AIMTENbHOIO NPUMEHEHUS TNIOKOKOPTUKOMAOB
B BbICOKMX KYMYNSITUBHbIX [103ax SBASETCS BbICOKUMA PUCK
pa3BUTUSA NOBOYHbLIX 3PDEKTOB cTeponHom Tepanum [8, 23].
B aTtoM cBA3WM CHWXKEHWE [03 [IIOKOKOPTUKOMAOB Mocne
[IOCTUXKEHUS TNepBOHaYalbHbIX LENEeN nevyeHus sBnseTcs
BaXXHOW Uenbto BeaeHus 6onbHbix ¢ CKB [23]. dobuTbesa
3TOr0 MPU OTCYTCTBUM TSXKENbIX OPraHHbIX HapyLWeEHU MOXK-
HO NMPUMEHEHMEM TMapPOKcuxaopoxmHa [5, 8, 10]. 3ToT npe-
napat nony4datT > 90% 60nbHbIX ¢ LOCKB [24], 4To MOXKeT

OblTb 06YC/NIOBNEHO HE TONIbKO €ero crepouacbeperaromm
[LENCTBMEM, HO U CHUMKEHWEM KOHLIEHTPaL MKW TMMMAOB B KPO-
BM, pUCKa TPOMBOBACKYNAPHbIX OCMIOXHEHWI, Pa3BUTUSA CTe-
pouaHoro avabeta, a TakKe renatonpoTEKTUBHbLIM addeK-
ToMm [5, 8]. Y naumeHToB ¢ 0CKB, AnnTENbHO MONyYatoLmx
rMAPOKCUXSIOPOXMH, OTMEYeHbl U 6ofiee HU3KUE 3HaYeHUs
nHaekca nospexaerHns SLICC no cpaBHEHUIO C TEMU, KTO He
nony4yan gaHHoro npenapata [25]. OgHako y Hawewn nauu-
EHTKM TeYeHne OCHOBHOro 3abosieBaHus Yyepes 1 mec nocne
Hayana fle4eHUs OCNOXKHWUIOCH Pa3BUTUEM CTEPOMAHOIO
onabeTta garke Ha GoHe NMPUMEHEHUS TMAPOKCUXI0POXMHA.
MpeanonoxeHne o0 HanU4YMM caxapHoro agrvabeta 1-ro Tvna,
BblICKa3aHHOE MNepBOHaYaNbHO C Y4ETOM OTATOLWEHHOWM
HacneacTBEHHOCTH, He NOATBEPAMIOCE. TEM HE MeHee, TaKas
HaCTOPOXKEHHOCTb 0653aTeNnbHO [OMIKHA MNPUCYTCTBOBATb.
M3BeCTHO, Hanpumep, YTo caxapHbli guabeT 1-ro TMna nme-
eTca y 2-16% nauueHToB ¢ OCKB [26, 27], cTeponaHbIi
LnabeT pa3susaetcs y 13% [28].

YKe npu nNepBoW rocnutanu3auuu B Halle OTaeneHue
y NauMeHTKM Oblin OBGHapyKeHbl O4Yarn aBaCKynspPHOro
HeKpo3a B 6epeHHOM KOCTW. HacToTa TaKMX OCIOKHEHUH Npu
toCKB, no pa3HbIM AaHHbIM, cocTaBnsieT 6-8,5% [19, 28], npu-
4YeM pas3BUTME aBaCKYNSPHOMO HEKpo3a OGHapyXMBaeTcs
naxke npu HebONbLUOW CpeaHen NPOAC/IKUTENBHOCTN 3aboie-
BaHus (OKono 2 net) [19] ¢ NMKOM YacToTbl Cly4aeB B Bo3pac-
Te 15-23 net [29, 30]. Y Haluen nauneHTKM 3adnKCUpoBaHo
0Y4eHb paHHee GOpPMUPOBaHME aBaCKyNSPHOIro HEKPO3a, YTO
MOXeET ObITb CBA3aHO C TaknuMu dbaKTopammn pUcKa, Kak Moso-
101 BO3pacT [29], BbiICOKas CyTO4YHas A03a [MIOKOKOPTUKOU-
noB [19, 30, 31], xeHckun non [30, 32], BbiCOKas akTMBHOCTb
3aboneBaHua B gebiote [31, 33], Hannyune UMTOoNeHM, nopa-
*eHue cyctaBoB [32, 33]. Kpome TOro, y naumeHtos ¢ 10CKB,
OCJ/IOKHUBLLUENCA Pa3BUTUMEM aBaCKy/ISPHOIO HEKPO3a, KaK
My Hallew MaLUMEeHTKM, HECKOMIbKO Yallle, YeM Y MaLMEHTOB
6€e3 aBaCKy/NsipHOro HeKpo3a (CTaTUCTUYECKM Pas3nnyus He
NoATBEPXKAEHbI), Habnoganca deHomeH PerHo, BbiaBASAM
aHTu-PHI, aHTn-Sm u aHtM-Ro/SS-A [19].

Puc. 3. MaumneHTKa A.: XpOHONOrna pas3BuTna 601e3HM, KNoYEBbLIE COOLITUSA U NMPOrHO3
Fig. 3. Patient A.: disease development timeline, key events, and prognosis

Veranosnen AKTMBHOCTb CKB
no wkane SLEDAI — 6.
nnarHo3 CKB.
HayanbHble
Jledenue: npu3HaKku ABH
FMMZEC?‘;FO/CC))’:MH HasHaueH MM®,
ap p MM 52 mr/cyt

AKTUBHOCTb CKB . aTﬂZSr:q?i;n B
no wkane SLEDAI — O. p p
OTHOCHUTENLHO

OTmeHa Tepanuu
MHCYIMHOM.
MM 8 mr/cyT

6naronpUsATHbIN,
[ONrOCPOYHbIN —
HeonpeaeneHHbIi

06ocTpeHne
npu NonbITKe
CHUXeHus TK.
[narHocTupoBaH
CTEPOUAHbIN AnaberT,
HavyaTa MHCYNMHOoTepanus

YcuneHve aK30reHHoro
rMnepKkopTMLmM3ma,
MHOXECTBEHHble
y4acTku ABH.
HasHauyeH 6ennmymas,
MM 24 mr/cyt

AkTMBHOCTH CKB
no wkane SLEDAI — O.
MM 4 mr/cyT.
MpoponkeH
6ennmymatd, MM®,
rMAPOKCUXNOPOXUH

lMpumeyvarme. OTmeTKa «O Mec» COOTBETCTBYET CPOKY yCTaHOBMeHUs anarHo3a i0CKB. CKB — cucTemMHasi KpacHas BoflYaHKa;
'K — rnokokopTuKkonabl; MM — metunnpeaHnsonoH; MM® — mukodpeHonata modeTtun; ABH — aBacKynsipHble HEKPO3bl.

Note. “O months” corresponds to the date of jSLE diagnosis. SLE (CKB) — systemic lupus erythematosus; GC ('K) — glucocorticoids;
MEPN (MIM) — methylprednisolone; MMF (MM®) — mycophenolate mofetil; AVN (ABH) — avascular necrosis.



Hanbonee 4yacTtas noKanusauus aBacKyasspHOro HeKpo-
3a — 06/1aCTb KOMEHHbIX M Ta306€4pPEHHbIX CYyCTaBOB, 3Ha-
YUTENBbHO peXKe o4aru HeKpo3a O6HapyKMBaloT B 061aCTu
KOCTEW CTOM, JIOKTEBbIX W MNeYeBblX CycTaBoB [29, 34].
Kpome TOro, Anf aBacCKyNsipHOro HEKPO3a XapaKTepHbl
6unatepanbHoe BOBNEYEHUE CyCTaBOB, OCOOGEHHO B Chy-
Yae nopaxkeHus TasobeapeHHblX cycTaBoB (40 90% Bcex
cnyyaeB) [19], n MHOXECTBEHHbIE o4arM HeKposa (y noso-
BMHbI 60MbHbIX) [35]. CMMMeTpMYHOE nopaxeHue O6Ha-
PYEHO M y Hallel NauuMeHTKNM — MHOMECTBEHHbIE o4aru
aBaCKy/IApHOro HeKpo3a B 06/1aCTU KOMEHHbIX U Ta30o6ea-
PEHHbIX CYyCTaBOB.

MpuHMMasa BO BHMMaHWE Hann4ne BblpaxKEHHOM TPOM-
6oumToneHnn B aebiote 60N1e3HN U OTATOWEHHON Hacnea-
CTBEHHOCTM MO caxapHOMy AuabeTy, cyuTaeM, YTo 6bli1o bl
LLenecoo6pasHo Ha3Ha4YUTb BMeCTEe C TMAPOKCUXSIOPOXMHOM
M 6a3UCHbIN LUMUTOCTaTUYECKMI npenapart. [1pn Takom nog-
X0[le NpoLeaypy CHUXEHUS [03bl NepopanbHOro rioKOKOpP-
TUKOMAA MOXHO 6bI10 MUHULIMMPOBATL B elle 6onee paHHWe
cpoku [8]. LiuToctatnyeckasa tepannsa B ONMCaHHOM HaMMu
cny4ae 6blna Ha3HavyeHa Yepes 2 Mec Noclie yCTaHOBEHMS
avarHosa CKB ¢ y4eToM aKTMBHOCTM 3a60/1eBaHus, Hanuyus
CTEPOMHOroO AnabeTa M BNepBble BbiBMEHHbIX HaYalbHbIX
NPU3HAKOB aBaCKyNsPHOro Hekpo3a. MNpu rocnuTanmsauum
yepe3 3 MecC OT Havyana Hawero HabnloAeHUA OTMEYEeHOo
3Ha4YMTEeNbHOE MPOrpeccMpoBaHMe aBacCKyNsapPHOro HEKPO-
3a W CoXpaHeHWe NOTPEeBHOCTU B MHCYIMHOTEPANUKU Aaxke
Ha GOHE CHWXEHUSA [03bl NepopanbHbIX MIOKOKOPTUKOU-
[10B U OTCYTCTBMSA MPU3HAKOB aKTMBHOCTWM 3aboneBaHuS.
B 3TOM CBA3M HaMU NPUHATO peLleHne 0 Ha3HadvyeHun MBI
6enMmymab, 61OKMPYIOLLErO KIOYEBbLIE MEXAHU3Mbl UMMY-
HonatoreHe3a CKB. Heo6xoaAMMOCTb NPUMEHEHUSA 6eNnuMy-
Maba nauueHTKe ob6Ceyxaanacb elle nNpy nNepBon rocnuTa-
NM3aumuK B Haw ctaumoHap. OQHaKo n3-3a HEBO3MOMXKHOCTH
PEerynsapHoro fiekapcTtBEHHOro o6ecnevyeHns npenapaTom
Mo MECTY XWUTeNbCTBa OH He Obl/l Ha3Ha4veH. [locne 3akyn-
KW npenapata mepopraHu3aumnert no MecCTy XKuTenbcTBa
M C y4eTOM HEeoBX0AMMOCTU 3CKanaLumm TEMMOB CHUXKEHUSA
[03bl NepopanbHbIX MMIOKOKOPTUKOMAOB Tepanua 6enumy-
MaboMm 6blna HULMMPOBaHa.

Benvmymab 6bln MepBbIM NpenapaTtoM, 3aperucTpupo-
BaHHbIM Ana nevyeHuss 6onbHbiXx ¢ CKB cHavana B CLUA,
a 3aTeMm v B Apyrux ctpaHax [4], B ToM yncne n B Poccuinckon
denepaunn [6]. MNpenapaT paspelleH Ana nevyeHus aeten
¢ CKB B 2019 1. Ha 0OCHOBaHWW pe3ynbTaToB MeXAyHapoaHO-
ro paHAOMM3NPOBAHHOIO NiaLe60-KOHTPOMPYEMOro Uccne-
posaHua PLUTO (The Pediatric Lupus Trial of Belimumab
Plus Background Standard Therapy) [11]. NoKka3aHa BbICO-
Kas 9dPEeKTUBHOCTb Npenaparta B OTHOLEHWN KyNMPOBaHUS
CITU3UCTO-KOXHbIX NposBieHnin CKB, cycTaBHOro cuHapoma,
TPOMOOLMTONEHNH, @ TaKKe NpU HEOBXOAUMOCTHU ObICTPOro
CHUXEHMS [03bl NepopasbHbIX MIOKOKOPTUKOMAO0B [11, 14],
4TO ObISI0 @KTyaNbHbIM M AN15 HalLen NaumMeHTKU. 1o gaHHbIM
J.S. Hui-Yuen u coaBT.,, 4epe3 6 mec nocne Havyana tepa-
nun 6enMmymaboM nepopasbHble MIOKOKOPTUKOMAbI Gblnan
oTMeHeHbl y 35% nauuneHToB ¢ 0CKB [36]. Mo gpyrum faH-
HbIM, 6eTMMYyMa6 NO3BOJIIET COXPAHUTb HU3KYD aKTUBHOCTb
3a6oneBaHMsa NpU UCMONb30BAHWM HU3KMX O03 TMAPOKCU-
X/I0POXMHA M LIMTOCTATMKOB, YTO, GE3YCNIOBHO, TaKKE BarK-
HO [ONS1 CHWMKEHWS pUCKa Pa3BUTUS OCMIOXKHEHWUM Tepanuu
10CKB [10]. B nepuoa Tepanun 6ennmymaboM Yy Hallen
NauMeHTKM OTCYTCTBOBaIM NMPU3HAKM aKTUBHOCTM 3abone-
BaHWS, yAanocb CyLWECTBEHHO CHU3WTb A03Yy NepopanbHbIX

INIOKOKOPTUKONAOB (C 24 A0 4 Mr/cyT MeTUInpeaHn3ono-
Ha) U OTMEHWUTb WHCYNMHOTEpanuto, YTO CBMAETENbCTBYET
0 BbICOKON 3P DEKTUBHOCTU TEpanuu.

bBenvmymab xopoLwo nepeHocuTcs, MHOY3MOHHbIE U Cepb-
€3Hble NOCTUHDY3UOHHbIE PeaKLUn rMnepyyBCTBUTENBHOCTHU
He 3adumKcupoBaHbl [11, 14]. YacToTa HexenaTteNbHbIX peak-
umn B mccneposaHum PLUTO B rpynne 6ennmymaba 6bina
conoctaBMMa C TakoBOM B rpynne nnaueéo (79,2 n 82,5%
COOTBETCTBEHHO) [11]; 60MbLIMHCTBO HEXeNaTeNbHbIX peaK-
UMK 6bITKN NErknmMn 1 cpeaHen taxectu [11]. Cpean Hexena-
TeNbHbIX PeaKLMi Yalle BCEro otMeyann pasBuTne UHOEK-
UMM NErkon nnéo cpeaHen TAXKeCTU (TsKenble MHPEeKUMH
y 7,5% nauuneHToB B uccnegosaHmun PLUTO [11] n 11,5% —
B uccneposaHuun D. Wang v coaBT [14]).

B xoge HabnogeHus 3aduKcMpoBaHa MONOXKUTENbHASA
OMHAMMKa UCXOAHO BbLICOKMX 3HAYEHWM aHTU-SM WU aHTU-
PHT1, accouMnpoBaHHbIX C BBICOKMM PUCKOM Pa3BUTUS TaKKUX
nposiBneHm CKB, KaK ntonyc-HeGpuT M NopaxKeHWe LEeHT-
panbHOM HeEPBHOW cUCTEMbl [16]. CHUXKEHWE KOHUEeHTpa-
LMW YKa3aHHbIX ayToaHTUTEs, HanpoTuB, acCouMMpyeT COo
CHWXXeHMEM pucka oboctpeHus CKB [16]. B HacTosuwee
BPEMS COXPaHSAETCS HEONPEAENIEHHOCTb NPOrHO3a pa3BUTHS
60ne3HW, KOTopbii BO MHOrOM OyAeT 3aBUCETb OT TEMMOB
NPOrpeccMpoBaHMa 04aroB aBaCKYASPHOIrO HEeKpo3a, HO
B 6O/bLLOW CTENEHN — OT NPUBEPIKEHHOCTU NALIMEHTKM NPO-
BOAMMOM Tepanuu, 4To OCOBEHHO aKTyanbHO MNpu gebloTe
CKB B nogpocTtkoBoM Bo3pacTe [20].

3AKJ/IIOMEHHME

benvmymab — eanUHCTBEHHbIN FrEHHO-UHXEHEPHbIN 6U1O-
NIOTUYECKMI Mpenapar, 3aperucTpMpPoBaHHbIA ANa leYeHus
aeten ¢ CKB. HazHavyeHne 6enMmymaba no3BoSMIO CTabu-
NIM3UPOBATb COCTOSIHWE MALMEHTKM, CYLLECTBEHHO CHU3UTb
[103y nepopasbHbIX MMIOKOKOPTUKOMAOB, [OGUTLCH PeMMUC-
CUKU CTepouaHoro avabeta C MOSHOW OTMEHOW WHCY/IMHO-
Tepanuu, a TakKXe KynupoBaTb KIMHWYECKME CUMMTOMbI
aBaCKynsipHOro HeKposa.

UWHOOPMUPOBAHHOE COIJIACUE

MonyyeHo nognuMcaHHoe MNauUMEHTOM W €ro 3aKOHHbIM
npeacrtaButenemM MHGOPMUPOBAHHOE cornacue Ha aHOHWUM-
HOE MCMNONb30BaHWE ero MeAULIMHCKNX AaHHbIX (Pe3ynbTaToB
o6cnefoBaHus, NeYeHnss U HabnoaeHUs) B HayyYHbIX Lensx
(paTa nognucanmsg 24.03.2023). MNpeacTtaBneHHble B HACTOSA-
en craTbe cBedeHus 06e3nnyeHbl, MaeHTMduumMpyoLwas
nHdopmaumsa yaaneHa.

INFORMED CONSENT

Patient and his legal representative have signed informed
consent on anonymous use of his medical data (results
of examination, treatment, and observation) for scientific
purposes (signed on 24.03.2023). The information provided
in this article is impersonal, all the identifying information
has been deleted.
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