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CucremHas KpacHasi BOTYAHKA — MMMYHONIATOJIOTHYECKOe 3200/1eBaHNe, XapaKTepu3yloleecs TsxKe/IbIM NPorHo3oM. buonornye-
CKasi Tepanusi NO3BOJIsieT YMEHbIIUTh TOKCHYHOCTh KOPTHKOCTEPOUIOB M HAZIEIKHO KOHTPOJIMPOBATDH TedeHHe 3200/ 1eBaHus.

Heab uccnenosanusi. Ouenka apdekTuBHOCTH U 6€30MACHOCTH TEPANMU PUTYKCUMAOOM Y IeTeili C CHCTEMHOi KPACHOI BOJIYAHKOIA.
Marepuansl 1 MeToIbl. B peTpocnekTHBHOE HCClleJOBaHNe BKIIOUEHbI JaHHbIe 0 48 NalieHTax ¢ CUCTEMHOi KPACHOH BOJYAHKOM,
MOJMYYaBIIMX TEPANUI0 PUTyKcuMaboM. JInarHo3 cHCTeMHOIi KPACHOi BOTYAHKU ObLT YCTAHOBJIEH HA OCHOBAHMH KiIaccH(HMKALM-
onnbix KputepueB SLICC. ¥ nauueHToB OleHUBAIM CTATYC 00JI€3HU HCXOTHO, HA MOMEHT HA3HAYEHUS] PUTYKCMMA0a U 3aTeM exe-
roaHo. Purykcumad Ha3HAya M B CBSI3M C HAJIMYMEM BOJTYaHOYHOro Hedpura, nopaxkenus [ITHC, cucrembl KpoBH, HEKOHTPOJIMPY-
eMBbIX CTAH/IAPTHOIi Tepanueii, a TAKXKe B CJIy4ae BbIPAKEHHOI KOPTHKOCTEPOUIHO TOKCHYHOCTH.

Pe3ynbratel. Ha ¢one Tepamum puTykcHMa0oM OTMEUEHO 3HAUMTENbHOE CHIDKeHHe mHAekca akTuBHOCTH SELENA—SLEDAIL
BrisiBeHbI cylecTBeHHOE CHIDKEHHE YPOBHSA aHTHTe K ABycnupaiabHoii JTHK, nopmanusanusa yposus remorioduna, COD, kom-
iementa C4. YMeHpIIMIach 1051 NAUMEHTOB € HUTONEHUSMH; MX MOJHOE OTCYTCTBHE OTMEYEHO Y NMALMEHTOB, MOJYYAIOMMX
Tepanuio B TedeHue 3 jer. Yncsao nanmMeHToB ¢ AKTHBHBIM BOJTYAHOYHBIM HehpUTOM yMEHBIIMIIOCH ¢ 16 HA MOMEHT Hayaja mpuve-
HeHus putykcumaoa o 1 yepe3s 3 roga tepanuu. OTMeyeHa cylmecTBeHHAS] JMHAMUKA NPOTEMHYPUH M TeMATYPUH, 32 MCKJII0UEeHHEM
TaKoBoii y 1 manmenta. Cyro4ynasi 103a KOPTHKOCTEPOHIOB 0bLIa CHIKeHA HA 90% OT HCXOIHOI Y NAMEHTOB, MOTYyJABIINX TEPANHIO
B Tedenue 3 jeT. Cpeau KIMHMYECKH 3HAYMMBIX HEXKeJATENbHBIX ABIEHHIl ObLIH 3 JeTANBHBIX MCXO0/1A Y MALMEHTOB € BHICOKOAK-
THUBHBIM T€Y€HHEM CHCTEMHOI KPACHO# BOMAHKHM C HEKOHTPOIMPYEMbIM CHHIPOMOM aKTHBALMU MAaKpPO(aros, acCOUUMPOBAHHBIM
¢ nadexmusamu. Kpome toro, pukcuposanucs pa3imynbie HHGEKIMOHHbIE OCIOKHEHHUS, TMIIOraMMAarI00y.IMHeMHs, TPeOOBaBIINE
3aMeCTUTEJIbHOI Tepanuy BHYTPUBEHHBIM HMMYHOTJIO0YTHHOM.

3akmovenne. PuTyKcnMad MoXKeT paccMATPUBATHCS KAK BADHAHT TePANMM IS JIeYEHHS TSKENbIX (hOpM CHCTEMHO# KpPacHOI
BOJTYAHKHM, PE3HCTEHTHbIX K CTaHAApTHOH Tepamuu. TpeOyioTcs najbHeiilide MCCAeAOBAHUA LIS OLEHKH 3ddeKTuBHOCTH
1 6e30MacHOCTH.

Karoueswte caosa: demu, cucmemnas Kpacnas eonvamnka, B-kaemku, pumykcumao, 60a14anounblil Heghpum.

Ansa untnpoBanus: KanawHvkosa 3.M., Payros P.K., Jllo6umoBa H.A., KysnHckas E.M., Macanosa B.B., Yicynosa E.A., lavigap E.B., Jy6ko M.@®.,
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IOBCHI/U‘[LHaSI cCUCTeMHasl KpacHasl BOJYyaHKa —
HauboJjiee yacTo BcCTpevarolieecss 3abosieBa-
HUE COeIMHUTENIbHOW TKaHUW y aeTeil muaniie 18 yer,
XapaKTepu3ylollleecs: MyJbTHOPTaHHBIM BOBJIEUEHUEM
u TsoKeabiM mporHo3om [1]. Tlo maHHBIM 3MUAEMUO-
JIOTUYECKUX WCCIeNOBaHUI, MWK 3a00J1€eBaeMOCTU
MPUXOAUTCS Ha Bo3pacT 14—25 neT, Mpu 3TOM MOJAbeM
3a00J1eBa€MOCT CUCTEMHOI KpacHOW BOJIYAaHKOM

B JETCKOM BO3pacTe OTMeYaeTcsl y>XKe HauuMHasi C BO3-
pacta 8—9 nmer [2]. CuctemHas KpacHas BOJIYaHKa,
neOTUpOBaBIIas y MOAPOCTKOB M MOJIOABIX B3pPOC-
JIBIX, XapakKTepusyeTcsl 0Oojiee aKTUBHBIM TeUeHUEM
c OoJsiee TSKENIBIM TOPaXXeHUEM pPa3IMYHbIX OPraHOB
U CUCTEM II0 CPaBHEHMIO C TAaKOBBIMU Y B3POCJBIX
nanueHToB [1—3]. TskecTb MOpaXeHUs y MOJIOIBIX
nalyMeHToB oOycjoBjieHa 0oJjiee BBICOKOW 4YacTOTOM
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Kanawnuxosa 5. M. u coagm. ONBIT IPUMEHEHHMS] PUTYKCHMa0a y TAIMEHTOB C IOBEHIIbHOM CUCTEMHOI KPACHOI BOJTYAHKOI: TIPEIBAPUTEIIbHBIE. .

Systemic lupus erythematosus is an immunopathological disease which is characterized by a poor prognosis. Biologics applied
in the disease treatment allow reducing the corticosteroid toxicity and controlling the disease.

Purpose. To evaluate the efficacy and safety of rituximab therapy in children with systemic lupus erythematosus.

Material and methods. The retrospective study included data of 48 patients with systemic lupus erythematosus treated with rituximab.
Systemic lupus erythematosus was diagnosed based on the SLICC classification criteria. Patients were assessed at baseline disease
status, at the time of rituximab initiation and follow-up. The indications for the rituximab were: lupus nephritis, CNS involvement,
and hematological involvement resistant to the standard therapy, and in cases of severe corticosteroid toxicity.

Results. During rituximab therapy the significant decrease of the SELENA—SLEDAI activity index was observed. There was a sig-
nificant decrease of the level of antibodies against dsDNA, normalization of the levels of hemoglobin, ESR, complement C4. The pro-
portion of patients with cytopenia decreased up to their complete absence in patients receiving therapy for three years. The number
of patients with active lupus nephritis decreased from 16 at the time of rituximab initiation to 1 after 3 years of therapy. Significant
dynamics of proteinuria and hematuria was noted, except for 1 patient. The daily dose of corticosteroids was reduced by 90% from
baseline in patients treated for 3 years. Serious adverse events included three deaths in patients with high systemic lupus erythe-
matosus activity with uncontrolled macrophage activation syndrome associated with infections. Various infectious complications,
hypogammaglobulinemia, which required replacement therapy with intravenous immunoglobulin, were also recorded.

Conclusion. Rituximab can be considered as an option for the treatment of severe forms of systemic lupus erythematosus which are
resistant to standard therapy. Further studies are required to evaluate efficacy and safety.

Key words: children, systemic lupus erythematosus, B-cells, rituximab, lupus nephritis.
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MopaxkeHusI TToYeK U LEeHTPATbHONW HEPBHON CUCTEMBbI
(IIHC), a Takxe cucTteMbl KpoBeTBOpeHUs [3, 4].
DTronornyeckre (pakTopbl CUCTEMHON KpacHOM BOJI-
YyaHKM W TIaToreHe3 3a0o0JieBaHMSI M3Y4aroTcs 0 HACTO-
stiiero BpeMeHU. Cpenu TPUYMH BBIICSIIOT OCHOBHBIE:
TeHETUYECKYI0 TPeNpacrioioKeHHOCTh, TOPMOHATbHBIC
MPUYMHBI, pa3IuyHble (DaKTOPbl OKPYXKAIOIIEH Cpembl
u wHbekmu [5, 6]. B matoreHese cHUCTeMHOR KpacHOM
BOJTYAHKM WTPAIOT pOJib, KaK ayTOBOCIAJIUTEIbHBIE (pa3-

BUTHE CUCTEMHOTO BaCKYJIMTA 32 CUYET LIMTOKMH3aBUCUMOTO
TMOBPEXKICHUS SHIOTENNS, TUIIEPIPOLYKIIMS MHTEp(hepoHa
I Tuma), Tak ¥ ayToMMMyHHBbIE (HapylleHUe WUMMYHOJIO-
TMYECKOI TOJEPAaHTHOCTU K COOCTBEHHBIM aHTUTEHaM)
MeXaHU3MBI. DTO TIPOSIBJISIETCSl B BUE TUITEPIPOLYKIINN
u runepyHKImy B-mumdormTos, BhipabaThIBaOIIMX pa3-
HOOOpPa3HbIe ayTOAHTHTENIa B OOJIBIIIOM KOJTMYeCTBe [6, 7].
Cpeny TMOAXOAOB K Tepanuy IOBEHWJIBHON CUCTEM-
HOI KpacHO BOJYaHKHU OIWH MX OCHOBHBIX — TIpUMeE-

© Konnektue aBTOpOB, 2023

Anpec nas koppecnonnenumu: Kanamnukosa DibBupa MapatoBHa — Bpau-
neauarp AETCKoro npuemHoro otaeneHust Cankt-IlerepOyprekoro rocynap-
CTBEHHOTO MeIMaTPUYECKOro MEIMIIMHCKOTO YHUBEPCUTETA,

ORCID: 0000—0002—4932—0588

e-mail: elka_valieva@mail.ru

Paynos Punar KaycapoBuu — acm. kadeapbl rOCHUTAJIbHOIN [eiuaTpun
Cankr-IleTepOyprcKoro rocy1apcTBEHHOTO MeIUaTpUIEeCKOTO MEIUIIMTHCKOTO
YHHMBEPCUTETa, Bpau-peBMartosior HamoHaibHOro MeIUIIMHCKOTO MCCIeI0Ba-
TEJILCKOT'O LIEHTpaA IeTCKOil TpaBMaTooruu u oproneaun uM. I'.U. TypHepa,
ORCID: 0000—0001—7749—6663

Macanosa Bepa BacunbeBHa — Bpau-peBMaToJIor, acc. Kadeapbl TOCIUTATb-
Hoii neanarpuun CaHkT-ITeTepOyprekoro rocy1apcTBEHHOTO MeANaTPUYECKOro
MenuimHekoro yuusepcurera, ORCID: 0000—0002—3703—4920

Hcynosa EBrenust AnekceeBHa — K.M.H., Bpau-peBMaTosIor KIMHUKY CaHKT-
IMetepOyprckoro rocy1apcTBEHHOIO IeIMaTPUYECKOro MEIMLIMHCKOIO YHU-
Bepcuteta, ORCID: 0000—0002—0911-7817

laitmap Exatepuna BraguMmupoBHa — Bpau-peBMartosior KiuHuKu CaHKT-
IetepOyprckoro rocyaapcTBEHHOIO MeAMaTPUYECKOro MEIMLIMHCKOTO YHU-
Bepcutera, ORCID: 0000—0002—0971-2018

Jlyoko Maprapurta ®denopoBHa — K.M.H., A0LL. Kadeapbl TOCMUTAIBHOMN Mean-
atpun CaHkT-ITeTepOyprcKoro rocyliapcTBEHHOrO MeAMaTpUyecKoro Meau-
uuHcKoro, yausepeutera, ORCID: 0000—0002—6834—1413

Cuerupesa Jliommuna CrenaHOBHA — Bpay-peBMATONOr KIMHUKN CaHKT-
INetepOyprckoro rocy1apcTBEHHOIO IeAUaTPUYECKOro MEIMLIMHCKOTO YHU-
BepcuTeTa; Bpay Beiciiei kareropuu, ORCID: 0000—0001—-6778—4127
CopoxkuHa JIto60Bb CepreeBHa — K.M.H., Bpau-peBMaTosior KIMHUKK CaHKT-
IMetepOyprckoro rocy1apcTBEHHOTO IMEAUaTPUYECKOr0 MEIMLIMHCKOTO YHU-
sepcurera, ORCID: 0000—0002—9710-9277

Kopnumnna TaTbsina JleoHMI0BHA — Bpay A€TCKUIi KAPAUOJIOT, acc. Kadeaps
rocnutaibHoit neanatpun CaHkT-I1eTepOypreKoro rocyaapcTBEHHOTO Meamna-
TpUYECKOro MexuunHekoro yausepeurera, ORCID: 0000—0002—6238—4121
KaneBa Mapus AnekcaHApPOBHA — Bpavy-peBMATONOr KIMHUKKM CaHKT-

[TeTepOyprckoro rocyaapcTBEHHOrO MEIMAaTPUYECKOTO MEAMLMHCKOrO YHU-
Bepcureta, ORCID: 0000—0003—4325—-0125

Yukosa Mpuna AnekcaHopoBHa — K.M.H., JOIL. KadeIpbl FOCIUTATIBHOI Te-
nuatpun CaHkT-IleTepOyprckoro rocyapcTBeHHOTO MeAnaTpUYECKOro MeIu-
umHckoro yHuBepcutera, ORCID: 0000—0003—4636—5825

JInxauesa Tatbsina CepapumoBHa — acc. Kadenpbl TOCMUTATIBHON MeIuaTpun
Cankr-IleTepOyprckoro rocy1apcTBEHHOTO MeIUATPUYECKOT0 MEUIIMHCKOTO
yausepcutera, ORCID: 0000—0002—0953—5453

Kono6osa Okcana JIeoHMI0BHAa — K.M.H., JIOILl. Kadeapbl rOCIUTAIBHOMN e~
nuatpun CaHkr-IleTepOyprckoro rocynapcTBeHHOTO MeAUaTPUYECKOTO MeIu-
umHekoro yHuBepcutera, ORCID: 0000—0002—6980—8046

Kanamnukosa Onbra BasieppbeBHa — Bpady-peBMaTOJIOT, 3aB. TIEAUATPUIECKUM
otaeneHreM Ne3 KIMHUKH, T0L. Kadeapsl rocnutanbHoi neaunatpun CaHkT-
ITeTepOyprckoro rocyaapcTBEHHOrO MeIMaTpUYecKOro MeAMLMHCKOrO YHU-
Bepcuteta, ORCID: 0000—0002—8683—4270

Yacubik Bsiuecnas ['puropbeBud — a.M.H., mpod., 3aB. Kadeapoit rocrnuraib-
Hoii neauatpun CaHkT-ITeTepOypreKoro rocy1apcTBEHHOIO MeAMaTpuyeckoro
MenuimHekoro yausepcuteta, ORCID: 0000—0001—-5776—1490

Koctuk Muxann MuxaitioBud — 1.M.H., npod. Kadeapsl rOCIUTAIbHON
nenuarpun  CaHkr-IleTepOyprckoro rocyiapcTBEHHOro MeanaTpuyeckoro
MEIMIIMHCKOTO YHMBEPCUTETA; CT. Hayd. COTp. HAaydyHO-MCCIEI0BATEIbCKON
J1a60paTOpUU ayTOMMMYHHBIX M ayTOBOCHIATUTEIbHBIX 32001€BaHIIT HAYYHOTO
LIEHTpa MUPOBOTO YPOBHs «LIeHTp nepcoHann3npoBaHHoil MennuuHb» Hanm-
OHAJIBHOTO MEANIIMHCKOTO MCCIIeI0BATEIbCKOrO LieHTpa MM. B.A. AiMasosa,
ORCID: 0000—0002—1180—8086

194100 Cankr-Iletep6ypr, yi. JIutosckast, 1.2

Jlio6umoBa Hatanbst AHpeeBHa — K.M.H., Bpau-peBMarosor HaunoHaiabHOro
MEIMLIMHCKOTO MCCIIeJ0BATeIbCKOTO LIeHTpa M. B.A. Anma3os,

ORCID: ORCID 0000—0002—5782—8373

Kyunnckast ExarepuHa MuxaitioBHa — Bpau-peBmarojior HaunoHanabHOro
MEIMLIMHCKOTO MCCIIeIOBATeIbCKOro IIeHTpa M. B.A. Anmasosa,

ORCID: 0000—0002—1383—3373

197341 Cankr-IletepOypr, yi1. AKKypaTosa, 1. 2

POCCUVICKVI BECTHUK MEPUHATOJIOMMN U MEANATPUM, 2023; 68:(1)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2023; 68:(1)

75




HEHUE TIIOKOKOpPTHUKOocTepounoB [2, 4]. TokcuyHOCTH
KOPTUKOCTEPOUJIOB U HEOOXOIMMOCTh WX UTUTEIHHOTO
WCTIOIb30BaHUST OOYCIOBIMBAIOT HEOOXOAMMOCTH TPU-
MEHEeHUsl cTepoujacOeperarolieil Teparnuu, TO3BOJSIO-
el HajgeXXHO KOHTPOJIMPOBATh 3a00jeBaHUE U MUHM-
MUW3UPOBATh TOKCUYHOCTH KOPTHUKOCTepoumoB [3, §].
B Hacrosiiiee BpemMst JOCTUTHYT KOHCEHCYC 10 JIeYEHUIO
BOJJYAHOYHOTO HedpuTa y nereii, B KOTOPOM TPOIMCaHbI
CXeMbl CHUXXEHUSI WHTEHCUBHOCTU KOPTHUKOCTEPOU]I-
Hoii Teparmu [9]. Hecmotps Ha pekomenmaunu EULAR
(EBpomneiickasi aHTUpeBMaTUyecKasi Jura) Mo MUHU-
MU3allUM WHTEHCUBHOCTU KOPTUKOCTEPOUIHON Tepa-
MU, CTAHIAPTU30BaHHBIX PEKOMEHIALMI 1O TeMraM
CHUXEHUS Y OTMEHBI TJIIOKOKOPTUKOCTEPOUIOB, KPOME
BOJIYAaHOYHOTO HedpuTa, He pa3paboTaHO, OCOOECHHO
B ieauatpuu [2, 10]. CtaHpapTHasi Tepanus IMTOCTaTU-
YeCcKUMU MpernapaTaMu (TaKMMM KaK a3aTUOMPUH, TIpe-
nmapatbl MUKO(EHOJIOBO KMCJIOTHI, LMKIohochaMu
U Jp.) COMPOBOXIAETCSI pa3IMYHBIMU HeXeJlaTeJTbHbIMU
SIBJICHUSIMU B BUJIE BIMSTHUSI HA TEMOTI033, TOKCUYECKOTO
BJIUSIHUSI HA TIeYeHb M TOYKM, TOBBIIIEHHOTO pHCKa
Oecrionusi 1 OTCPOYEHHOTO PUCKA PA3BUTHS 3JI0Kave-
CTBEHHBIX HOBOOOPA30BaHWi1 Y B3POCIBIX, MPEBbIIIAI0-
1IEero MOMyJIsIMOHHbIN [2, 4, 11]. [IpumeHeHUe TeHHO-
WHXXEHEPHON OMOJIOTMYECKON Teparuu B peBMaTOJIOTUHN
MO3BOJIMJIO CYIIECTBEHHO MOAUMUIIMPOBATh TEUCHHUE
M UCXOAbl MHOTUX PEBMAaTUUYECKUX 3a00JeBaHUI, TaKUX
KaK peBMaTOUIHbBIN apTPUT, aHKMUJTO3UPYIOIINI CITOHIN -
JIUT, TICOPUATUYECKUI apTPUT, IOBEHWIbHBII UIMOTIATH-
yeckuit aptput, AHILIA-accoimnpoBaHble BacKyJUTHI,
Hecnieumdunaeckuit aoproaprepunt [3, 11]. Jnsa nede-
HUSI CUCTEMHOIM KpacHOW BOJMYaHKW Yy JETE B HACTO-
siee BpeMsl MCTOJIB3YIOT 1Ba OMOJOTMYECKUX Tpera-
para: putykcuMab n 6enmumymab. bearnumymab paspenieH
y B3POCJIBIX UM JIETeH cTapiie 5 JIeT U MOXKET MCIOJIb30-
BaThCsl Y OOJIbHBIX CUCTEMHOM KpacHOM BOJTYaHKOM cpei-
Hel CTeNeHU TSKECTH, OJIHAKO 3TOT Tperapar He Tpea-
CTaBJISIETCSI BO3MOXKHBIM MCITOJIb30BaTh Yy TMAallMEHTOB
C BBICOKOAKTUBHOI (DOPMOI1 CUCTEMHOI KpacHOM BOJI-
yaHku [8, 12]. benrumyma0 ckopee BBITIONHSIET (PYHKIIMNA
crepouzicOeperaroiiero areHTa B ciiydassx TOpMOHO3aBU-
CUMBIX BapuMaHTOB TE€YEHUsI CUCTEMHOU KpacHON BOJ-
YaHKU WIN TTOJIepKaHUsI paHee TOCTUTHYTON peMUCCHH,
0COOEHHO B CBETE CTpaTernu «0e3KOPTUKOCTEPOUTHOM»
Teparnuyu CUCTEeMHOM KpacHo# BosiyaHku [8]. Purykcu-
Mab UCITOJB3YETCS IS JICUEHUST TSKEBIX, YTPOXKAKOIINX
KU3HU (hOpPM, OTHAKO OH HE UMeeT O(PUIIMATbHOTO OJ10-
OpeHMsI TI0 TOKa3aHUI0 CUCTEMHON KpacHOM BOJYAHKU
KakK BO B3pOCJIOH, TaK U B MeIMATPUIECKON MpaKTUKaX.
Putykcumab mpencraisier co0Oil XMMEpHOE MOHO-
KJIOHaJIbHOE aHTUTeI0 Mblin/J9enoBeka IgG1-k, obnama-
folee CpoiaCTBOM K IToBepxHOCTHBIM CD-20 anTureHam
B-nmuMdornmToB, TeM cambiM BO3IEHCTBYIOIEE HAa OTHO
13 KJIIOYEBBIX 3BEHBEB MaToreHesa BoydyaHku [6, 13, 14].
OTOT MOBEPXHOCTHBIN AaHTUTEH UMEETCS] MCKIIOUUTEHHO
Ha 3pesbix B-nmuMdormTax, a Takke Ha UX IpeIecTBeHHU -
KaX, HO OTCYTCTBYET Ha TeMOTO3TUYECKMX U Tula3MaThye-

OPUINMHAJIbBHbBIE CTATbU

ckux kietkax [ 13]. «MplimHbIe» (hparMeHThI pUTYyKCMMada
cBa3bIBaIoTCs ¢ perenTopamu CD-20, a «dgeoBedeckre» —
¢ Fc-penenropammn Ha 3pdekTOpHBIX KileTKaX. B pesyib-
TaTe B3aUMONCHCTBUSI pUTyKcuMaba ¢ B-ymmdornramm
TMPOUCXOIUT WX TUOEJb ¢ TTIOMOIIBIO PA3IMYHBIX MEXaHU3-
MOB. aHTUTEJIO3aBUCUMOI KJIETOUYHOW IIMTOTOKCUYHO-
CTH, KOMIUIEMEHT3aBMCHUMOTO JI3rca u amonTo3a [7, 13].
Putykcrmab BBI3BIBaeT MCTOLIEHHWE Mysia B-kieTok, mpe-
MSITCTBYS JaJIbHEIIIeMy 00pa30BaHUIO TUIA3MATUYECKUX
KJIETOK, BBIPAOOTKM ayTOAHTUTEN U MEXKIIETOUHOI KOOTIe-
paruu ¢ yyactueM B-mumdormTos [1]. Putykcumab pac-
CMaTpUBaeTCsl Kak OMIIMSI B CIydasx CUCTEMHOIN KpacHOM
BOJTYAHKM BBICOKOW CTETEeHU aKTMBHOCTU C TMOpakKeHUEeM
novek, LTHC, cucrembl KpoBu B citydae Hed(pHEKTUBHO-
CTU CTAHIAPTHON Teparuu, OJHAKO TTO3ULIMUSI TIPUMEHE-
HUSI pUTYKCMMaba B KauecTBE CTApTOBOM Tepariiu B KOM-
OMHALIMM C KOPTUKOCTEpOMIAMU W HEOMOJOTMYEeCKUMU
00J1e3Hb-MOIU(PULIUPYIOITMUMUA  TIPOTUBOPEBMATUUYECKUMU
npernapataMyd OCTaeTCsl OTKPBITONM M TpedyeT OOJIbIIero
yyciaa AokazatesbecTB 3(h(MeKTUBHOCTU U 0€301acHOCTH
|4, 5, 8, 11, 12, 15—17]. HecmoTpst Ha M3BEeCTHYIO KIIMHU-
yeckylo 3¢ @eKTUBHOCTh Tpernapara, HECKOJIbBKO pPeTpo-
CIEKTUBHBIX CPaBHUTENIbHBIX MCCICIOBAHUI HE BBISIBUIN
MPENMYIIECTB PUTYKCHMMaba IO CPaBHEHMIO C TpaIuIiv-
OHHOW Teparnueil HeOMOJIOTMYECKUMU 00JIe3Hb-MOIU(MU-
LMPYIOIIUMHU  TIPOTUBOPEBMATUYECKUMU  TIperapaTamu,
a TIPOCTIEKTUBHBIX T11a11e00-KOHTPOJMPYEMbIX MCCIIENOBa-
HUIA CO CTaHAApTU30BAaHHOI HEOMOJIOTMYECKON Teparmeid
00J1e3Hb-MOIU(PUIIUPYIOITMMUA  TIPOTUBOPEBMATUUYECKUMU
npenapataMu He TiposeneHo [11, 12, 18].

Iean uccienoBanms: orieHKa 3 GHEeKTUBHOCTU U 6€30-
MacCHOCTU Teparuu pUTYKCUMAOOM Y JIeTeil C CUCTeMHOM
KpPacCHOM BOTYAHKOM.

XapaktepucTtuka petei U MeToabl UCCNeaoBaHUS

B perpocriekTiBHOE IBYIIEHTPOBOE KOTOPTHOE UCCIe-
JMOBaHWE ObLIM BKJIIOUYEHBI TaHHbIE M3 UCTOPWiA O0Je3HU
48 TIaIeHTOoB, TIPOXOAMBIINMX JIeUeHe Ha 0a3e KIIMHUK
®T'BOY BO CIIGITIMY u HMUII um. B.A. Anmma3oBa
¢ 2009 o 2021 r. [ImarHo3 cMCTEMHOI KpacHOI BOJTYaHKHU
y TauMeHToB MJianiie 18 jer Obul yCTaHOBJIEH COTJIACHO
kputepusim SLICC (Systemic Lupus International Collab-
orating Clinics) 2012 r. (Ta6a. 1). Bce netu, BKItOYeHHbBIE
B UCCJIeIOBaHUE, TIOTYUYUSIA XOTSI Obl OIHY 103y PUTYKCH-
maba 10 HacTyIuieHusi coBepieHHosetus. Mccnenosa-
HUEe ObUIO OrpaHMYEHO BPEMEHEM OT J1e0I0Ta CMCTEMHOI
KpacHOI BOJIYAHKM J0 JAHHBIX O MOCJEAHEM JTOCTYITHOM
BU3UTE B KIIMHUKY, MaKCUMAaJIbHO TTPUOIVKEHHBIM K BO3-
pacty 18 nert.

IlokazannsiMu K Ha3HAYEHUIO PUTYKCMMaba ObLIN
cinenyromue: 1) BBICOKOAKTUBHOE TEUEHUE CHUCTEeM-
HOW KpacHO# BoJlYaHKM C TopaxkeHueM moyek u [IHC,
B TOM 4YHCJIE PE3UCTEHTHOE K TIPOBOAMMON Teparuu;
2) HanuuMe pPeUMAMBUPYIONIETO TEYEHUSI ayTOMMMYH-
HOW TeMOJIMTUYECKON aHEMUW WU TPOMOOIUTOIIEHUHU,
TpeOYIOIIMX TPUMEHEHUS] MOBTOPHBIX 103 TJIOKOKOPTH -
KOCTEPOUIOB, 3aMECTUTEJIbHON Tepanuu (reMoTpaHCcdy-
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3usl, TpaHchy3usi TPOMOOLIMTOB); 3) HAJIMUKME MPU3HAKOB
KOPTUKOCTEPOUTHON TOKCUIHOCTH ITPU HEBO3MOXKXHOCTH
CHUXEHUSI 103bI TJIIOKOKOPTUKOCTEpOUaIoB 10 10 Mr/cyt
wim 0,2 MI/Kr/CyT, B 3aBUCUMOCTH OT TOTO, YTO MEHBIIIE.
Pemrenne o HasHayeHMM PUTYKCMMaba TPUHMMAIOCH
KOHCUJTMYMOM Bpaveil, UMEIOIINUX OIBIT PabOThI B PEeB-
Marojioruu He MeHee 20 JieT, M ObUIO 3aJ0KyMEHTH-
pOBaHO B BHUJE 3aKJIOYEHUs BpaueOHON KOMMUCCUH,
comtacHo cratbe 48 MenepanbHoro 3akoHa «O6 0CHOBax
OoXpaHbl 3M0pOBbs TpaxnaH B Poccuiickoit Menepanm»
ot 21.11.2011 N 323-®3 [19]. 3akoHHBIE MPEACTABUTENN
ManyeHTa, a Takke camMuy TalMeHThl B Bo3pacte 15 jer
MU cTaplilie TOANUCHIBAIN OTAEIbHOE WH(MOPMUPOBAaH-
HOe corylacue Ha MpuMeHeHue puTykcumaba. [1pemapar
HasHayaJdu B no3e 375 Mr/M’ exeHenejabHO, He 0oiee
500 mr Ha ogHY MHDY3UIO (2—4 MHDY3UN) C TOBTOPHBIMU
KypcamMu Kaxzable 6—12 Mec B 3aBUCHMOCTHU OT CTETICHU
AKTUBHOCTHU 3a00JIeBaHUSI, BRIPAXKEHHOCTH B-KIleTOUHOI
NeTuIelliM, YPOBHS TUIIOMMMYHor1o0yanHemMuu IgG.
CocTostHUE TIAlIMEHTOB OICHUBAIM B CJEIYIONINE
BpeMEHHbIE MHTEpBaJbl: 1) ne00T CUCTEeMHON KpacHOM
BOJTUAHKM; 2) Tepea TepBbIM Ha3HAUYeHUEM PUTYKCHU-
Maba; 3) eXeromHo Iocjie TMEPBOrO BBEACHUSI PUTYK-
cuMaba. B kaxmoil BpeMeHHOI Touyke OO0CeIOBaHMS
OLICHUBAJIM  CJIEAYIOIIME TIOKa3aTeu: KIMHUYECKHe
u nabopaTopHble JaHHbIE, WHIEKC aKTMBHOCTU 3a00-
JIeBaHUSI, CYTOUHasi J03a TJIFOKOKOPTUKOCTEPOUIOB.
HaGnonenue npekpaiaiy B cayvasix CMEpTH MalyeHTa

J0O0 B CBSI3M C TIEPEX00M IalleHTa BO B3POCIIYIO CETh,
CMEHOW MEIMIIMHCKOTO YYPEeXIEHUs WIM TIpeKpale-
HUS Tepanii pUTYKCUMaOOM TIPU TOCTHKEHUU CTOMKOM
pPEMUCCUN, HEXEJIAaHUM TTPOIOJIKATh TePanio, pa3BUTUN
HeXeJIaTeTbHBIX SIBJICHUIA.

Cpenn nmabopaTOpPHBIX JAHHBIX OLIEHWBAJIM KJIETOY-
HBII COCTaB KPOBM: YMCJIO JIEWKOIIMTOB, TPOMOOIIUTOB,
ypoBHIU TremoriobomHa, COBD, C-peakTuBHOTro OejKa,
dpakuuit C3 m C4 kKoMIUIeMEHTa; aHTUHYKJIeapHOTO
(dakTopa, anturen Kk HIHK, IgG, cyOnonynsiiimoHHBIN
cocTtaB JUMQOIIMTOB; y TAIMEHTOB C BOJYaHOYHBIM
HedpuTOM OIIeHUBAIM CTeleHb TpoTeuHypuu. Kiacc
BOJJYAHOYHOTO HedpuTa yCcTaHaBJIMBaIW IO pe3ysabTa-
TaM He(poOMOTICUU B COOTBETCTBUU C KJlacCUdUKalei
JIoryc-HedpuTa, mpeAacTaBIeHHOM B Ta0I. 2.

WMHaeke akTUBHOCTH CUCTEMHOM KpaCHOW BOTYAHKU
paccuutbiBanu 1o mkaine SELENA—SLEDAI, no3Bodsi-
IOIIEH BBIAICNISITE CJIEAYIONIME CTETIEHU aKTUBHOCTH 3200~
JneBaHwms [21]:

(00 — HeT aKTUBHOCTH;

1—56 — MuHUMAabHAsI aKTUBHOCTb;

6—100 — cpeaHsIst aKTUBHOCTD;

11—196 — BbICOKast aKTUBHOCTb;

>200 — o4YeHb BbICOKAsI aKTUBHOCTb.

YuuteiBau BCe NOCTYMHBIE ISl aHAJIU3a HexXesa-
TeJbHBIE SBICHUS BO BpeMsI Tepalu PUTYKCUMaOOM,
cpeay KOTOphIX HaubOoJjiee 3HAYMMBIMU OBbUIM Clydyau
JIeTaJlbHOTO ~ ucxofa, WHGEKIMOHHbIe 3a0oJeBaHuUs

Ta6auya 1. Kpurepuu Systemic Lupus International Collaborating Clinics 2012 r.
Table 1. Systemic Lupus International Collaborating Clinics criteria 2012 r.

Knunnueckne Kpurepun:

1. OcTtpoe, aKTUBHOE MOpakeHUe KOXU

2. XpoHHnYecKast KoxHasi BOJTYaHKa

S13BBI CIMBUCTHIX 000J104YEK (B OTCYTCTBUE APYTUX MPUYMH JIJIsI MX 0Opa30BaHUs)

4 Hepyo61ioBas anonenust (auddy3Hoe MCTOHYEHKE BOJIOC WU MOBBIIIEHHAs XPYIKOCTh BOJIOC ¢ BUAMMBIMU

00JIOMaHHBIMM yYacTKaMU)

5 ApTpUT (CUHOBUT C YYacCTHEM 2 CYyCTaBOB UJIM OoJiee, XapaKTepusylolleecsi OTeKOM 1 BbinmotoMm UJITA
00JIE3HEHHOCTh 2 CYCTaBOB WM 0oJiee ¥ yTPEHHSISI CKOBAHHOCTD IT0 KpaliHeit mepe 30 MuH)

Cepo3ut
[MopaxeHue moyex

Heiliponcuxuyeckue rmopaxkeHus

Aol 2 Il ©°

I'emonuTuueckass aHeMust

10.  Jleiikonenus (<4,0 -10°/1 mo KpaiiHeit Mepe O1H pas)
11.  TpomoorutoneHus (<100 -10°/1 Mo KpaiiHet Mepe OIMH pa3)
MmMMyHoOIOTMYeCK1e KpUTEPUU:
1.  ANA BblillIe ypOBHS JuUara3oHa pedepeHc-aadopaTopuun
Anti-dsDNA BrbillIe ypoBHs Auarna3oHa pedepeHc-nadopaTopun (Uan >2-KpaTHOro yBeanueHus: metogom ELISA)
Anti-Sm HajnMuue aHTUTEN K SIIePHOMY aHTUTEHY Sm
AnTudochoMIMIHbBIE aHTUTETA

Hwuskuit ypoBeHb KOMIUTEMEHTA

S8 ' B > B

TTonoxuTenbHas peakuuAa KyM6ca B OTCYTCTBUE T€MOJIMTUYECKOM aHEMUU
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OPUIrNHAJIbHBIE C

b

U TeMaTOJIOTMYECKHEe OTKJIOHEHUs. DTUYecKas dKCIep-
TH3a: WCCIeNTOBaHNEe OMOOPEHO 3TUYECKUM KOMUTETOM
®T'BOY BO CIT6I'TIMY (Ne 1/3 ot 11.01.2021 1.).
Cmamucmuveckuii ananu3. Pa3mep BBIOOpPKU TIpend-
BapUTEIbHO HE PACCYMTBHIBAIA. AHAIU3 TTOJYYEHHBIX
JIAHHBIX BBITIOJTHEH C MPUMEHEHWEM TaKeTa CTaTUCTUIe-
ckux mporpamm Statistica v. 10.0 (StatSoft Inc., CIIIA).
Jlo Havyaia pacyeToB ObLIa TIPOBeJcHA OLIEHKAa KOJIndJe-
CTBEHHBIX TOKa3aTeJieil Ha COOTBETCTBME HOPMAaJbHOMY
pacripeieJIeHUo, I 3TOTO MCTOJb30Bald KPUTEPUiA
Koamoroposa—CmupHoBa. [lo pesynbratam mpoBepKu
Ha HOPMAaJbHOCTh pacripeleeHus MoKa3aHo, YTo JaH-
Hble B MCCJIEIOBAHUM HE MMEIOT HOPMAaJIbHOTO pacripe-
JIeIeHs, TI03TOMY B JaJIbHEWIIIEM UCITOTb30BAIN TOJIBKO
HemapaMeTpuiyecKre MeTOabl aHamm3a. OnrcaHne KO-
YECTBEHHBIX ITOKa3aTelieil BBIMOJHEHO C YyKa3aHHeM

Tabauya 2. Knaccudmkanus BoraaHouyHoro Hegpura [20]
Table 2. Classification of lupus nephritis

MenuaHbl M KBaptuieir Me [25-ii; 75-i1 mpoueHTUIn].
CpaBHeHME KOJIMYECTBEHHBIX TMOKa3aTeieil B 2 3aBUCH-
MBIX TPYyMIax MPOBOAWIN C TIOMOIIbIO MApHOTO KPUTeE-
pust BunkokcoHa, B 3 rpynmax u 6ojiee — C MOMOIIbIO
kputepuss Opuamana. Pe3ynbTaThl OLIEHKM KayeCTBEH-
HBIX IPU3HAKOB BBIPAXKEHBI B AOCOJIFOTHBIX UM CJIaX C YKa-
3aHueM noseit (%). CpaBHeHHe HOMUHAJIBHBIX JAaHHBIX
B 3aBUCHMMBbIX TPYTIIaX MPOBOAMUIN TPU MOMOIIU KPUTE-
puss Mak-Humapa. CtaTUCTMYECKUM 3HAYMMBIMU CUU-
Tajau pa3nuuus uiau sz mpu p<0,05.

Pe3ynbratbl

B npencrasienHoit rpymme u3 48 mamueHToB 36 (75%)
COCTaBJISIIOT JEeBOYKW. MenmaHa Bo3pacTa Ha MOMEHT
uccienoBanust mocrturaet 18 [16; 20] ner, MeauaHa BO3-
pacta Ha MOMEHT AeOtoTa 3aboneBanust — 13 [11,5; 15] ner.

Knace

Onmcanne

MUHUMAaTBHBIN Me3aHTUaTIbHBIN JIIOyC-HE(MPHUT.

Kimacc 1
MPYU UMMYHOMJTIOOPECLIEHIIUN

HOpMa.TIbHBIe TJIOMCPYJIbI ITPU CBETOONITUYECKON MUKPOCKOITMU, HO ME3aHTUAJIbHbIC UMMYHHBIC ICTTO3UThI

MesaHruaabHO-IIpor(epaTUBHBIN JIOIYC-HeMPUT
MeszaHruanbHas TUIIEPKIETOYHOCTh PA3JIMYHON CTETIEHU WM paclIMPEeHNEe MEe3aHTMaTbHOTO MaTprKca

Kimacc 11

Ipu CBETOOTNITUYECKON MUKPOCKOITMU, C ME3AHTUAJIbHBIMU UMMYHHBIMU NCITO3UTAMU.

HesHaunTebHO U30JIMPOBAHHBIE CYOIMUTENNATBHbBIE WK CYOSHI0OTEIMANBHBIE JETIO3UTHI, BUIUMBIE
MPU UMMYHOMITIOOPECIIEHTHOM MIIH 3JIEKTPOHHO! MUKPOCKOITHAN

DokaabHbI TIoyc-HEDPHUT.

AKTUBHBII UM HEAKTUBHBIN (DOKAJIbHBIN, CETMEHTAPHbIN WU MIOOAIBbHBIN 9HA0- UJIW SKCTPAKAWIISPHBIA
rioMepysioHepuT, mopaxaouuii MeHee 50% KiTyOOUKOB, ¢ (hOKAIbHBIMU CYO3HIOTEIUATbHBIMU ICTIO3M-

TaMU, C WU 0e3 Me3aHTMaJbHON ajlbTepaliy.
(A): akTUBHBIE U3MEHEHUS] — (HOKATbHO-MPOIUDEPATUBHBIN JIOMyC-HEDPUT.

Kiace 111

(A/C): ocTpble 1 XpOHUYECKUE UBMEHEHNST — (DOKATbHO-MPOIM(EPaTUBHBIN 1 CKIEPO3UPOBAHHBIM JTIOITYC-

Hedpur.

(C) XPOHHUYECKNE HEAKTUBHBIC UBMEHCHMSA C ITIOMEPYJIAPHBIM CKICEPO30OM — (I)OKaJTLHO—CKJTepON/IpOBaHHBIIL;I

JIonyc-Heput

HMuddysHbrii tomyc-Hedpur.

AKTUBHBII UM HEAKTUBHBIN TU(DY3HBINM, CerMEHTAPHbIN I IIOO0ATBHBIN HI0- WM SKCTPaKaIMILISP-
HBIIA TIIOMepyJIoHehpUT, mopaxkarommii 50% Kiry609KoB 1 6oJ1ee, ¢ TuddY3HBIMU CYyOIHI0TETMaTLHBIMUI
MMMYHHBIMU JICTIO3UTaMU, C WM 6€3 Me3aHTHAIbHOI abTepalui. DTOT KJIacc MporpeccupyeT B nuddy3-
HbIi cermeHTapHbii (IV-S0) monyc-Hedput, Korna 50% nopakeHHbIX KIyOOUKOB U 60Jiee UMEIOT CerMeH -
TapHbIe U3BMEHEHHUS, WU B TUddy3HbINA r1odanbHbli (1V-G) monyc-Hedput, kKorna 50% mopakeHHBIX
KITyOOUYKOB 1 00Jiee MMEIOT II0OaIbHbIC M3MeHeHUs. CerMEeHTapHbII JTI0ITyC-HEe(PUT OIpeIessieTcs Kak II0-
MepyJIIpHOE MopaxeHue ¢ BoBieueHrneM MeHee 50% Kiy0ouKoB. DTOT KjIacC BKIIIOYAET ciaydau ¢ nuddys-

Kiacc IV

HBIMU JICMTO3UTaMU, HO C HE3HAYMTEIbHOM Tpoindepalineit uiu 6e3 mposudepariu.

IV-S (A): akTuBHBIE M3MeHeHNsST — AUb(Y3HBIN CETMEHTAPHO-MPOIU(EePATUBHBIHN JTIOTyC-He(PPUT.
IV-G (A): akTuBHbBIC UBMeHEHUST — AU GbY3HBIN TI00aTbHO-MPOIMdEePaTUBHBIN JIOMyC-HEDPUT.
IV-S (A/C): akTMBHBIC U XpOHUYECKUE U3MeHEeHUsT — MU dY3HBIN CerMeHTapHO TPOThepaTUBHBINA

¥ CKJIEPO3VPOBAHHBIN JIIOITYC-HE(DPUT.

IV-S (C): xpoHnYeckre HeaKTUBHbIE NU3MEHEHUS CO CKIEPO30M — MMM dY3HbIN ¢ CETMEHTapHBIM CKJIEPO30M

JIIOITyC-He(PUT.

IV-G (C): xpoHnYecKre HeaKTUBHBIE U3MEHEHUS CO CKIEPO30M — AU(DY3HBIN IIT00aTbHO-CKIEPO3UPOBAH-

HBII JTroImyc-HehpuT

MeMOpaHO3HBII JIToMmyc-He(PUT.

['MmoGanbHbIe Wi CEIrMEHTapHLbIC Cy63HI/ITeJ'II/IaI[bHI>Ie WUMMYHHBIC OI€TIO3UTHI, BBIABIACMbBIC ITPU CBETOOIITUYEC-

Kimacc V

CKOI71, I/IMMYHOCl)I[IOOPSCHCHTHOfI, 3H€KTp0HHO[71 MUKPOCKOITUH, C NI 0e3 Me3aHTUaJIbHOTO TIOPaKCHUA.

Jlronyc-Hedput B KomOmHaimu ¢ usmeHenusimu 111 wim IV knacca.

Jlomyc-HebpUT ¢ TOTAIbHBIM CKJIEPO30M

Kiacc VI

ToTanbHO CKIIEPO3UPOBAHHBIM JIOIYC-HE(hPUT.
Boiee 90% riomepyir ¢ I100abHBIM CKIEPO30M
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BomuanouHblii Hedpur amarHoctupoBaH y 18 (37,5%)
naiueHToB, 13 KoTopeix y 9 umenuch III u IV xnaccw
JIIOTTyc-He(puTa MO ITaHHBIM TIPOBEIEHHON He(dpoOrom-
cun. Kpome toro, y 2 (11%) neteit uMenoch CTaTUCTUYECKU
3HAYMMOE TIOBBIIIEHNE YPOBHS KpeaTWHWHA TIPU TIEPBOM
Habmonenuu, y 3 (17%) naeteit oTMeuyasioch CHIDKEHUE CKO-
pocTu Kiry6oukoBoi (umbTparu u 2 (11%) 3 HUX mmoiy-
yajii Teparnuio, 3aMeniaollyo (GyHKIUIO MOoYeK, NTUaId-
3oM. [Topaxenue ITHC otMevanoch y 26 (52%) GONBHBIX.
CunmpoMm aktuBalmy MakpodaroB nmencs y 7 (14,6%).
IlompoOHast xapakTepuCTHMKa ITallMEHTOB HAa MOMEHT
nebroTa 3a00J1eBaHus TIPEeICTaBIcHa B TaoI. 3.

Junamuka arabopamopruix nokazameneil u Npo8oOUMOIL
gonosoii mepanuu. TlpakTnuecku Bce TMalueHThl (n=45;
93%) moJy4yanau repopajbHyI0 TOPMOHAJIBHYIO TEPaITUIO
Mocjie YCTAHOBJIEHWSI JMAarHO3a CHCTEMHOUW KpacHOM
BOTYaHKY, a Takke 37 (77%) OONBbHBIX — BHYTPUBEH-
HYIO MYJbC-TePANUIo0 METHITIPEIHU30JI0HOM B Pa30BOMA
nose 15—30 mr/kr B TeueHue 3 aHeit. OMHUM U3 OCHOB-
HBIX MpernapaToB 6a3UCHON Teparmuu IJIsl JIeYeHUS AeTei
C BBICOKOI aKTUBHOCTBIO CUCTEMHOM KpacHOI BOTYaHKU
ObLT IMKI0MOoCchaMuI, KOTOPHIN UCIIOIL30BaJICS Y IeTel

B MCCJIEAyeMOI TpyIe B BHIE TMyJIbC-TEpanviu B 103€
500—1000 mr/m? exxeMecsTaHO B TeueHne 6 mec. Ha done
Tepanuy LUKIopochaMUIOM HHM Y OIHOro pebeHKa
He OTMEYEeHO pa3BUTHE TeMOpPParndecKoro IMCTHTA,
MeCHa B KauyeCTBEe COITYyTCTBYIOIIEH Teparuy He Ha3Ha-
yajack. KpoMe Toro, B KauyecTBe CTaHIAPTHON Teparunu
MaIUEeHThl TTOydadu THAPOKCUXJIOPOXUH, MUKO(MEHO-
JIOBYIO KUCJIOTY, ITUKIIOCTIOPWH, IMKIodochamun, aza-
TUONIPUH U MeToTpekcaT. Ilpu passButum aHtudocho-
JIUTMTUIHOTO CUHApPOMA Yy NeTell B MCCemyeMOi Tpyrre
B KayecTBe AaHTUKOATYJISTHTHOW Teparnuu MPUMEHSITH
MperapaThl TPSMOTO (HU3KOMOJIEKYISIDHBIN TerapuH)
u HemnpsiMoro (BapdapuH, puBapokcabaH) aHTHUKOAry-
JITHTHOTO JEMCTBYS, a TaKKe MperapaThl GUOPUHOIUTH-
4yeckoro (TpoMOOBa3MM) M aHTUATPEraHTHOTO (aleTuI-
CaJIMLIMIIOBast KUCJIOTa) IeHCTBHUS.

Ha doHe cTanmapTHOI Teparmy 0TMeYaIoch 4YacTHY -
HO€ CHIXEHHWE aKTUBHOCTM CHUCTEMHON KpacHOI
posmuanku mo mkaine SELENA—SLEDAI B cpemHem
Ha 12,5% OT MCXOMHOTO, YMEHBIIEHNEe TUTpa aHTUHY-
kieapHoro ¢axkropa u ypoBHsa aHtuten k JHK. Dto
MO3BOJIMJIO CHU3WUTh CYTOUHYIO JI03y TIepPOpalbHBIX

Tabauya 3. XapakTepuCTHKA NAIMEHTOB HA MOMEHT Je0I0Ta 3200JIeBAHHS
Table 3. Characteristics of patients at the time of the disease’s onset

Kiunnyeckune nposiBaeHust Aéc. yncino (%)

JIaGopaTopHbie H3MEeHEeHHsT Abc. yncio (%)

[MopaxkeHne Koxu 42 (87,5)
IlopaxxeHue CIM3UCTBIX 18 (37,5)
Anonenus 6 (12,5)
ApTput 32 (66,7)
IIneBpur 14 (29,2)
Tlepukapaur 11 (22,9)
Ac1uT 11 (22,9)
Hedpur 18 (37,5)
MuoKapaur 7(14,6)
TTopaxenue [IHC 26 (54,2)
TTopaxkeHue rina3 5(10,4)
CruteHOMEeTaIus 8 (16,7)
T'emaTomeranus 14 (29,2)
JlumbaneHonatus 10 (20,8)
Bosneuenue KKT 4(8,3)

IlopaxeHue gerkux 8 (16,7)
CHHAPOM «CyXOTo Tj1a3a» 4(8,3)

Cunpupom Peitno 7 (14,6)
ITanpmapHas spuTeMa 48 (16,7)
Jluseno 9 (18,8)
JIuxopanka 25 (52,1)
Tpom603 5(10,4)
ADC 6 (12,5)
Muo3sur 5(10,4)

Antu- Sm/RNP antutena 9 (18,8)
AHTH-SSA aHTHTEA 13 (27,1)
AHTU-SSB aHTUTENAa 4(8,3)

AHTu-RiboP anTuTena 5(10,4)

AHTHTENa K HYKJIEOCOMaM 6(12,5)

AHTHTEJIA K TUCTOHAM 4(8,3)
PeBmarounHerit hakTop 9 (18,8)
AL 3(6,3)
AHTHUTENA K IMKONPOTEUIaM 11(22,9)
AHTHUTEA K KapAUOJIUITMHAM 12 (25,0)
l'[onomml?;;%z;[‘ peaxius 18 (37.5)
AHTUTENA K JISMKOLUTaM 4(8,3)
AHTHUTENA K SpUTPOLIUTAM 3(6,3)
AHTHUTEIA K TPOMOOLIMTAM 6 (12,5)
JIumdorneHus 12 (25)
Hedpobuomncus 11 (22,9)
Kitacc BomuaHouHoro HedpuTa
11 19,1
111 2 (18,2)
v 7 (63,6)
\% 1(9,1)
Camxenune CKD 3(17%)
IMporennypus 18 (37,5)
T'emarypust 19 (39,6)
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TJIIOKOKOPTUKOCTEpOnIoB Ha 25% ot ctaptoBoit. I1po-
TEUHYpUSI CHU3WJIACh HE3HAYUTEIbHO, HO B TpYIIIe
MAaIllUEHTOB C BOJMAHOYHBIM HE(MPUTOM TPOTEUHYPUS
yBeMuuaach Oojee yeM B 2 pasza, YKMCIIO TALMEHTOB
C aKTUBHBIM HedpUTOM yMeHbIIMIOCH ¢ 37,5 mo 33,3%.
CyliecTBeHHOM TWHAMUKW TeMaTypuu, YpOBHel (hpak-
muii C3 u C4 xoMIUIeMeHTa, KJIETOYHOI'O COCTaBa KPOBU
(nefikouuTOB, TpOoMOOLMTOB), TemornobuHa u COD
HE OTMEYEHO, OJTHAKO MOJIS AeTel ¢ TPOMOOLIMTOTIEHUE
yMEHbIIMIach NpakTuyecku B 2 pasa ¢ 35,4 no 18,8%.
OTCyTCTBUE BBIpAXKEHHOW TUHAMMWKH TOCTYXKIIO TTOBO-
JIOM IIJIsSI Ha3HaYeHUST PUTYKCrMaba GOJIBINMHCTBY Malln-
eHToB. Putykcumab HasHavyanyu Ha (oHe MPOBOAVMMOI
Tepanuy TI0 paHee oOnucaHHoW cxeme. HaGmoneHue
rocjie WHULIMAIUKA Teparmuyd PUTYKCMMAOOM COCTaBUJIO
ot 6 mec g0 6 net npu meauane 0,75 [0,2; 2,75] rona.
Y OGonbIIMHCTBA MALMEHTOB YAAJIOCh OTCIEIUTh TPeX-
JIETHUI TIEPUOJ, Tepamuy pUTyKCuMaboMm. MennaHa Bo3-
pacta Ha MOMEHT TTOCJIETHEro o0CaeMOBaHMS TOCTUTAIa
16,0 [14,0; 17,0]. Ananu3 3¢HeKTUBHOCTU PUTYKCHMMaba
MoKasajl, 4To Ha (OoHe ero TMPUMEHEHUs] JTOCTUTHYTO
BBIpAXXEHHOE CHUKEHWE MHIEKCAa aKTUBHOCTH CUCTEM-
Hoii kpacHol BomuaHnkn SELENA—SLEDALI yxe B niep-
BbIiA TOIl TEPATNIUHU, C MOCENYIOIIMM MPOIOJKEHUEM CHU-
SKEHMST MHAEeKca aKTUBHOCTU. OTMEUeHBI CyIleCTBEHHOE
CHUXKEHME YPOBHSI aHTUTeN K npycniupaibHoit JIHK,
HOpMayu3alysi ypoBHs1 remorioouHa, COD, Komruie-
MeHTa C4. YMeHbBIIUIACh OIS MallUeHTOB C IIUTOMEHU -
SIMU; WX TIOJJTHOE OTCYTCTBUE JAOCTUTHYTO Yy MAIlEHTOB,
MOJIyYaloIInX Tepanuio B TedeHue 3 ser. Yucao mamm-
€HTOB C aKTUBHBIM BOJYAHOUYHBIM HEMPUTOM yMEHbBb-
MUJIoCh ¢ 16 Ha MOMEHT WHMIIMALIMM PUTYKCHMMaba
mo 1 gepe3 3 roma tepanmu. OTMedeHa CyIIeCTBeHHas
MTWHAMUKA TTPOTEMHYPHUH U TeMaTypHH, 32 UCKITIOUeHUEM
TakoBO# y | mMmarmMeHTa, He WMEBIIEro CYIIECTBEHHOM
JTWHAMUKW TPOTeHUypHru. Y1ciio malreHToB ¢ aHTudoc-
(oMUMUIHBIM CUHAPOMOM YMEHBIIMIOCH ¢ 6 mo 0 yxXe
IOCJie TIEPBOTO BBeleHUsT puTyKcuMaba. B ¢Bs3u ¢ kim-
HUYECKW 3HAYMMBIM CHWXKEHUEM aKTMBHOCTH 3a0o0Jie-
BaHUS Ha (hOHE Teparuu PUTYKCUMAOOM Yymajioch CHU-
3UTh CYTOUHYIO 03y TJTIOKOKOPTUKOCTepoua0oB Ha 90%
ot ucxomHoii: ¢ 1,0 [0,6; 1,0] Mr/Kr/cyT Ha MOMEHT
ne6tota 3abosneBaHus go 0,1 [0,08; 0,1] mr/kr/cyr
y TMalMeHTOB, TOJYyYaBIIUX TEparuio B TeueHWe 3 JieT.
JlaHHBIe TI0O TUHAMUKE aKTUBHOCTH CUCTEMHOI KpacHOM
BOJTYAHKM 10 Havyaia v Ha (DOHe Teparuy pUTyKCMMaboM
MpeacTaBIeHbI B Ta0I. 4.

Hexcenramenvnole s6aenus u npogurakmuxka uxgpex-
yuil. 3a BpeMs Tepariuu JieTadbHbI MCX0/ 3aUKCUpo-
BaH y 3 MalMeHTOB OT MPOSBIECHU BHICOKOAKTUBHOTO
TEYEeHUsS] CUCTEMHOI KpacHOW BOJYAaHKU, HEKOHTPO-
JINPYEMOTO CUHAPOMA aKTMBAIIMM MaKpodaros, acco-
IIMMPOBAHHOTO C WHGMpEKUMUIMU. Y OJHOTO pebeHKa
pa3BUJICS TeHepaJu30BaHHBIM KaHAUAO03 4epe3 6 Mec
OT BBEIEHMSI PUTYKCHMaba, y BTOpPOTO pebeHKa —
WHBA3UBHBI  TUCCEMUHUPOBAHHBIA  acmeprusies
yepe3 | Hel OT IepBOTo BBEAEHUS pUTYKCHMaba, y Tpe-

OPUINMHAJIbBHbBIE CTATbU

TheTo pebeHKa — MHMEKIIMOHHEBIN TIPoliecC, 3aITyIleH-
HbIl BUpycom SARS-Cov2.

Cpenu HexenaTeJlbHBIX SIBJEHUN 3a(UKCUpPOBaHbI
CNIeYIOIINE CEPbe3HbIE OCIOXHEHUS: TIOCiie TIEePBOTO
Kypca puTykKcumaba y OJHOro MaiueHTa ObL1 IUarHo-
CTUPOBAH MEHUHTUT, BbI3BAHHbLIN Lysteria monocytogenis
(manbHeiIee JieyeHue pUTYKCMMaOOM y TaHHOTO Talu-
eHTa TIPOIOJIKUIIOCH Yepe3 8§ MecC TOCje BbI3IOPOBIICHUS
OT MEHUHTUTA, ObUIO TIPOBEACHO ellle 2 Kypca PUTYK-
cuMmaba 0e3 KIMHWUYECKM 3HAYMMbIX WHQEKIIMOHHBIX
ocnoxHeHuit). Kpome Toro, 3auMKCUpoBaHBI 3MU30.
orosichIBaoIero repreca (n=1), HOBOl KOpOHaBUPYC-
HOI MHGEKIMU MeXy 2-M U 3-M KypcaMmu, He TpeOOBaB-
1€ JiedeHus B cTalloHape (n=2); MHeBMOHUS (n=2),
cpenHuit otut (n=1), 6poHXUT (n=1), OCTEOMUENUT HAJI-
koneHHuka (n=1), herpes labialis (n=2), KOHbBIOHKTUBUT
(n=1), xansi3uoHbI BeK (n=2), a TakXXe OCTPOE PECIU-
paTopHOe 3a0ojieBaHUE, ITOTpeOOBaBIIee ITPUMEHEHUS
aHTuOaKTepuaabHOU Tepanuu (n=2).

W3 HenH(DEKIIMOHHBIX OCJOXKHEHUH Y OTHOTO MalleHTa
nocie 3-ro BBeIEGHUSI pUTYKCMMaba OTMEYeH TPaH3UTOP-
HbII arpaHyJI0LMTO3, MOTPEOOBABIINI TPUMEHEHHST KOJIO-
HUECTUMYJIMpPYIOIIEero (akTopa W He COMPOBOXIABIIUIACS
MHOEKIMOHHBIMU OCJIOXKHEHUSIMU. Tepanusi BHyTpUBEH-
HBIM UMMYHOTJIOOYJIMHOM TIPUMEHSsIIach Bcero y 15 maru-
eHtoB. M3 Hux 11 momyumnu Tepanuio BHYTPUBEHHBIM
nuMmyHoriooyamHoM B no3e 0,4—0,5 r/Kr ¢ npoduiakTu-
YeCKOM 1IeJIbI0 B pa3Hble CPOKM Ha (DOHE rurorammarsio-
oynmuHemuu 1ipu ypoBHe IgG <4,5 1/ 6e3 MH(PEKIIMOHHBIX
ocnoxHeHui. [TpumeHsach Takxke 3aMecTUTEIbHAs Tepa-
NSl BHYTPUBEHHBIM WMMYHOIJIOOYJIMHOM Y TallUeHTOB
B CTPYKType TeparMu CHUHIpOMa aKTWBallMM Makpocda-
TOB M MH(EKIIMOHHBIX OcloXHeHU. CrienyeT OTMETUTb,
YTO MH(MEKIIMOHHBIE OCJIOXHEHUS vallle (DUKCUPOBAIICH
B TeUEHHME TIEPBOTO TOJla Teparu, He 3aBUCEIU OT CTETNIeH!
TUIIoraMMarjao0yJIMHeMun | Aeruienuu  B-nmMboimTos.
T'umorammaroOyIMHeMIsT He KOppeInpoBajia C YKMCIIOM
B-nmumMdormToB M yacToToit MHGEKIIMOHHBIX OCIIOXHE-
Huil. [lo Mepe mporpeccupoBaHus AETICHUU U TUIIOTaM-
MarJioOyJIMHEMUM YacToTa WHQEKIIMOHHBIX OCIOXHEe-
HUI, OCOOEHHO TSDKENbIX (TPeOYIOIIMX TOCITUTATIN3AIN)
He yBenmuuBaiach. s mpoduiakTMKY MHEBMOILIMCTHOM
MMHEBMOHUU U PECTIMPATOPHBIX MH(MEKIINI MpUMEeHsIach
npouIaKTUKa KO-TPUMOKCA30JIOM WU a3UTPOMULIMHOM.
HaHHble TI0 MH(MEKIMOHHOW 0e30MacHOCTH U CTereHU
YIpaBJIsieMO UMMYHOCYTIPECCHHU TIPEACTaBIeHBI B Ta0J. 5.

OOcyxaeHue

HecMoTpss Ha MHOTONETHMIA ONBIT TIPUMEHEHUS
B Tepanuy CUCTEMHOW KpacHOHN BOJYaHKHU, PUTYKCUMAO
TaK 1 He MOJy4rJT O(PUITMATBHOTO 0I00pEHMSI HU BO B3pOC-
JIOW, HU B TMEAUATPUYECKOI MpaKTUKaX B CBA3U C OTCYT-
CTBUEM KIIMHWYECKUX MCIBITAHUIA TTO OLeHKe d(PGheKTUB-
HocTu ypoBHsI A 1 B cortacHo OKchopackoit 11Kaine Cribl
uccnenoBaHuii [15]. MHOrouMcaeHHbIE CEpUM PETPOCTICK-
TUBHBIX MCCIIEIOBAHUM, KITMHUIYECKUE TTPUMEPHI TTOKA3aT1
3((PeKTUBHOCTh pUTYKCMMAa0a y TIAlIMEHTOB C CUCTEMHOM
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Kanawnuxosa 5. M. u coaem. OrnbIT IpUMEHEHNS PUTYKCHMA0a y MALMEHTOB C FOBEHMIBHOM CHCTEMHOI KPACHOM BOJIYAHKOIA: TIPeIBAPHTEIbHbIE. .

Tabauya 4. InHaMMKa OCHOBHBIX NMOKA3aTeieil Y NAIMEHTOB HA MOMEHT /1e010Ta 3200/1eBaHusl, CTAPTa Tepanuu U Ha oHe Tepanuu
PUTYKCUMAOOM

Table 4. Dynamics of the main parameters of patients at the time of the disease’s onset, the start of rituximab and during rituximab
therapy

ITapamerp ﬂ&ﬁ(l](;T (li’TIfII:)/IT P ‘iil(’)‘: ;I:gzel:l ;I:(l)’;; p*

or PTM or PTM or PTM

Yucno mareHToB 48 48 HII 35 19 8 HIT

Wrzeke SLEDAI . 1,01;623’ 5 i ;1‘2‘2] 00002 . 36 5 0 26,0] [1’0;23’0] 0,01

Crenenb aktuBHOCTH SLEDAL, a6c. uncno (%)

0 (0) 0 1(2,0) 0,065 14 (40,0) 8 (42,1) 2 (25,0) 0,01

1 (1-5) 0 (0) 5(10,4) 9(25,7) 6 (31,6) 6 (75,0)

2 (6—10) 10 (20,8) 15 (31,3) 8(22,8) 5(26,3) 0

3(11-19) 19 (39,6) 13 (27,1) 1(2,9) 0 0

4 (>=20) 19 (39,6) 14 (29,2) 3(8,6) 0 0

[TarveHTHI ¢ MOBBIIIIEHHBIM

s AL, SR, w6 44 (91,7) 36 (75,0)  0,00001 17 (48,6) 12 (63,2) 3(37,5) 0,043

2560 640 640 640 1280

Tamp AHO [1280: 5260] [160:1280] 2098 [160: 25601 [160:1280] [160:5120]

0,919

ITalMeHTHI C MOBBIIIEHHBIM
ypoBHeM AT K IByCIIMpaTbHOM 33 (68.,8) 20 (41,7) 0,008 4(11,4) 5(26,3) 1(12,5) 0,016
JIHK, a6¢. yncino (%)

VYpoBeHb aHTUTE 112 25 0,059 10,3 26 0

x JTAK, e1/mit (HOpMa < 25) [1: 200] [1:130] (0,0:21]  [12:65]  [0:4.68] 144
HaHI/IeHTbI C AaKTUBHBIM
e BN 18(37.5) 16 (33.3) 1.0 7 20) 20105  1(12.5) 0,741
0.3 0.3 0,07 0,09 3.05
Tporennypus, r/1 0011 00310 %00 00034 00038 (305305 %23
[IpoTenHypwMs y MaIlMeHTOB 1,6 3,4 0.001 2,3 1,8 3,05 0.255
¢ BH, r/n [0,9; 3,8] [0,7; 3,8] ’ [0,6; 3,8] [1,8;1,8] [3,05;3,05] ’
40 50 0 0 0
ematypus, sp. B 11/3p. [8: 86] [6: 120] 0,191 [0: 13] [0: 5] [0: 0] 0,045
0.72 0,69 1,1 0,94 0,99
C3, 1/ 0412 (0500 8 0703 e 7y %072
0.12 0.12 0.18 021 0,19
C4, t/n 0.1:021 (01502 %% ortes 03 (oo %07
[TaumeHTsl ¢ NeiKoneHue,
i 122500 10(20.8) 0629  8(22.9)  4(2L1) 0 0.328
) 5.5 6.7 5.4 7.6 5
o 9 E) E) ) ) )
Jleficountet, -10°/n 3.9:88 (4186 8% oles s a7 08
%i“ﬁ;‘éﬁ‘;‘ (cz;?feweﬁ’ 19(39,6) 16 (33,3) 0,09 8(22,9) 2(10,5) 0 0,207
13 115 129 129 127
e TOmEraT, )0, 95:131] 11321 0830 iio; 1341 s 13s) 221421 %144
[MammeHTsl ¢ TPOMOOLIUTOTIE-
P e S 17(354)  9(18,8) 0,005 3(8.6) 0 0 0,079
235 240 245 269 231
. 9
stz a, = Ui [185:307]  [118:288] 009 1203.302] [216:301] [183:265] 116
167 15 7 4 2
CO3, Mm/4 .0:30.5] [7.0:22.00 B 5001800 2090 2030 %00
Iaumentsi ¢ AQC, 6 (12,5) 6 (12,5) HI 0 0 0 HI

aoc¢. uncio (%)
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Okonuarnue mabauybt 4

TTalueHThI, MOIyJalolre Tepa-

muto FKC, a6e. uncio (%) DER) +9 (EE)
I'KC, mr/kr/cyT [0,61;,(1,0] [O,g’;715,0]
TTauueHThI, MOTyJatole

TUAPOKCUXIIOPOXUH, 26 (54,2) 36 (75,0)
aoc¢. yncio (%)

Iurocrarnyeckas Tepanusi, ade. yucio (%)
MuKoheHoaaTa MO(eTHI 14 (29,2) 14 (29,2)
a3aTUOIPUH 7 (14,6) 7 (14,6)
IUKJIOCIIOPUH 2 (4,2) 2(4,2)
uKIodochamu 24 (50,0) 24 (50,0)
METOTpeKcaT 6(12,5) 6(12,5)

OPUINMHAJIbBHbBIE CTATbU

1,0 30 (85,7) 14 (73,7) 7 (87,5) 0,169
0.1 0.1 0,1
0.035 1007:021 [0,07:0,1] [0,08;0,1] %0003
HIT 27(77,1)  16(842)  7(87.5) HIT
HIT 21(60,0)  13(68,4) 5(62,5%)  wmm
2(5.7) 1(5.3) 0
1(2,9) 0 0
8(22,9) 3(15,8) 0
1(2,9) 1(5,3) 1(12,5)

Tpumeuanue. CKB — cucremHasi KpacHas BonyaHka; AH® — antunykieapHsiii akrop; BH — BomyaHounsbiit Hedput; 'KC — miokokop-
tukoctepuonb; AOC — antudochonunuanbiii cuaapoM; PTM — putykcumab. p¥ — B CpaBHEHMH CO 3HAYEHUSIMM MpU uHuLmauun PTM;

HIT — HE IPUMEHUMO.

KpacHOI BOJIYAHKOW Pa3HOI CTeNeHU aKTMBHOCTH, BKITIO-
yasi (hOpMbI C KaTacTpO(UUECKUM TEUEHHEM, YTO BMECTe
C 9KCIEPTHBIM MHEHHEM TMO3BOJIMJIO BHECTU PUTYKCUMAO
B aJIrOpUTMbI TEparnuu CUCTEMHOW KpacHOW BOJIYaHKU
Kak JieTeil, Tak 1 B3pocibix [1, 8, 11].

B Hamem ucciaenoBaHuu nokaszaHa 3¢h@eKTUBHOCTb
putyKcuMaba B OTHOILIEHUWM OCHOBHBIX I1apaMeTpOB
aKTUBHOCTHU, TaKUX KaK JIMHAMUKA HWMMYHOJIOTMYE-
CKMX TECTOB, MPOTEUHYPUSI, LIUTOTICHUSI Yy TIallMeHTOB,
MWCXOHO HE OTBEYABIIMX HA CTAHIAPTHYIO IIUTOCTATUYE-
ckyto Tepanuio. Cieayer OTMETUTD, UTO MallMeHThbl UMEeJTN
Pa3HYIO CTENEeHb KIMHUYECKOTO U JAOOPATOPHOIO OTBETA
Ha PUTYKCMMa®b M 3TO YacTUYHO HAIJIO OTpaXKeHHe
B pa3HOHAIpaBJIEeHHOW MIWHAMMKE psiia TMoKasaTeseil.
IMonuMopdusmM KIMHUYECKUX TIPOSIBICHUN CUCTEMHOM
KpacHOU BOJTYaHKM CIYXKUT OTHUM U3 (haKTOPOB, 3aTPY/I-
HSIIOIIMX CTAHAApTU3ALMI0 MALMEHTOB U TIPOBOIMMON
Tepanuu, YTO CYILIECTBEHHO YCJIOXHSIET MpOBEeIeHUE
PaHIOMU3UPOBAHHBIX KIMHWYECKUX ucnbiTaHuil [17].
ITpoBeneHbl pa3IMuHbIe UCCIEA0BAHUS C 1IeJbI0 OLIEHKHU
93(hGEeKTUBHOCTA PUTYKCMMaba TpU CUCTEMHON Kpac-
HOI1 BOJIYaHKe y B3pOCHbIX U neTeil. PaznuuHble nccie-
IIOBaHUSI U3 Pa3HBIX CTpaH MUpa MPOAEMOHCTPUPOBAIN
MOJIOXUTENbHBIN 3((EeKT pUTyKcuMaba Tpyu CUCTEMHOM
KpacHOU BOJTYaHKe KakK y B3pPOCJIbIX, TaK U y netei [1, 3,
4,7,14, 22, 23]. OtaenbHO cieayeT OTMETUTD, YTO MoKa-
3aHa 3(P(HEKTUBHOCTh pUTYKCHUMaba /ISl JJe4eHUs BoIJa-
HOYHOTO HedpuTa y B3pOCTbIX U neTelt [3, 4, 14, 22, 24].
B Hamem uccrnenoBaHuM Mbl TaKXKe OTMeYand MOJIOXKM-
TEJbHYIO IMHAMUKY B BUE YMEHBIIEHUS TOJU TTallieH-
TOB C BOJYAaHOYHBIM HEe(PUTOM, YMEHBILIEHUS] CTEIEHU
MPOTeMHYpUU, rTeMaTypun. B Hateit cepun HaOoneHUIA
y BBDKMBIIMX TMallMEHTOB (7=45) oTMevayiachb MOJOXU-
TeJbHasl IMHAMUKA B BUIE YBEJIWYEHMSI CKOPOCTU KITy-
OOUYKOBOU (UIBTpALIMM, YMEHBIIEHUS KOHIIEHTpAIIUU
KpeaTMHWHA, MOUYeBMHbBI, MOYEBOI KUCIOThI, OTHA Mall-
eHTKa OblJ1a CHsITa C TUaJin3a B CBSI3M C BOCCTAHOBJIEHUEM
¢ynkuuu nouek. [1pu mpoBeneHUN HEKOTOPBIX PaHIO-

MU3UPOBAHHBIX UCCIEAOBAHUI 10 OlIeHKe 3(hPeKTUBHO-
CTU TIPUMEHEHUSI pUTYKCUMaba Tpy CUCTEeMHOI KpacHOM
BOJIYAHKE HE ObUT TOCTUTHYT 3HAYMMBIN 3(PdeKT B Teue-
HuUM 3a00JeBaHUsI, BBUIY YEro pUTYKCMMab Tpemsiara-
eTCsl MCTIOJIb30BaTh HE KaK CPEICTBO MHAYKIIMU PEMUC-
CUM, a KaK BCIloOMOrartejibHasi Teparnusi pyu CUCTeMHOM
KpacHOU BOJIUaHKE B KauyecTBE JOIOJHUTEIHLHON Tepa-
MUY TIPU aKTUBHOM TeueHUM 3aboyieBanus [12, 18].

OTeuecTBeHHBIX TyOnMKauuMii 1Mo 3¢h(eKTUBHOCTH
puUTyKCHMMaba y JieTeil ¢ CMCTeMHOI KpacHOM BOJYaHKOM
HeMHOro. B peTpocreKTMBHOM WCCIIeIOBAHUU, BBITION-
HeHHOM B 2016 T., TTOKa3aHbI TTOJIOKUTETBHBIE PE3YTbTATHI
MPUMEHEHUST pUTYKcrMaba y 12 u 16 manumeHToB ¢ 10Be-
HWIBHOI CUCTEMHOM KpaCHOI BOJTYAHKOI COOTBETCTBEHHO
[7, 25]. B Hamem wuccinenoBaHWM TPENCTABIEH OITBIT
JneyeHus 48 nereid, KOTOPbIM PUTYKCMMaO ObLT Ha3Ha-
YeH B CJIyJyasiX CUCTEMHOI KpacHOI BOJYAHKM C BBICOKOI
aKTUBHOCTBIO, TEMATOJIOTMYECKMM HapyleHusIMu, ped-
paKTepHBIMU K CTAHAAPTHOM Tepariu, a TakxKe TTPU HEBO3-
MOXHOCTU CHWXEHUSI 03 TJIIOKOKOPTUKOCTEPOWIOB
W HAJIMYMU Y JAHHBIX MAlIMeHTOB MPU3HAKOB KOPTUKOCTE-
pouIHON TOKCMYHOCTU. Hambosiee yacto B MMpPOBOIA JTUTe-
patype OCHOBHBIMM TIOKa3aHUSIMM K Ha3HAYEHUIO PUTYK-
cumaba Takxke ObTM Hea((hEKTUBHOCTh TOPMOHAIBHOM
W IATOCTaTUYECKOW Teparuuy B TSDKEJIbIX CIydasiX CUCTEM-
HOI1 KpacHOI BosuaHku |5, 8, 12, 15, 17].

B Hamem wuccrienoBaHUM aKTUBHOCTb CHCTEMHOM
KpacHOI BOJYaHKU OLIEHUBAJach MPU MOMOIIM MHAEKCa
SELENA—SLEDAI, KkoTophlii  CyllIeCTBEHHO CHU-
3ujcsl Ha (poHE Tepanmuy pUTyKCHMMaOOM, UTO COBITIAfAeT
C pe3yJbTaTaMM IpYTHX UCCIeNOBaHUI B TieauaTpui [3, 4,
16]. B HeCKOIBKUX UCCIENOBAHUSX TTOKA3aHbI TTO3UTUB-
Hasl IMHaAMKKa TeMaToJIOTMYeCKUX TMokasaresieil Ha (hoHe
MPUMEHEHUsI PpUTYKCMMaba, HopMaau3aluys YpOBHSI
KOMITJIEMEHTa W CTaTUCTUYECKM 3HAUYMMOE YyMEHbIIe-
Hue tutpa anturen K JIHK, uto cornacyercs ¢ pesynbra-
Tamu npyrux nyonukanuii [4, 10, 17, 23, 24]. Hennenus
B-11mdonuToB Kak KI1t0UeBO MOMEHT JIJIsI YCTIEITHOCTH
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Kanawnuxosa 5. M. u coaem. OrnbIT IpUMEHEHNS PUTYKCHMA0a y MALMEHTOB C FOBEHMIBHOM CHCTEMHOI KPACHOM BOJIYAHKOIA: TIPeIBAPHTEIbHbIE. .

Tabauya 5. Yactora npuMeHeHHs CPeCTB NPOGUIAKTHKH, Pa3BUTHS MH(EKIMOHHBIX 0CJI0KHEHMIi, ypoBenb B-mMdonuron
¥ TaMMAa-1JI00Y/IMHOB Y JIeTeil, MOJIyYaBIINX TePANuI0 PUTYKCHMAOOM
Table 5. The frequency of using of prophylactic agents, infectious events, the level of B-lymphocytes and gamma globulins

in children treated with rituximab

Yepes 1 rog or PTM

Yepes 2 rona or PTM  Yepe3 3 rona or PTM

ITapamerp Crapt PTM (n=48) (n=35) (n=19) (n=8)
[TaumenTsl, moayyaBlIne cpeacTBa - - .
npodWIaKTUKY, abc. yncio (%) D) LIl L) (@)
Ko-tpumoxkcasour, adc. uucio (%) 9 (18,8) 6 (17,1)* 2 (10,5)* 1(12,5)*
AsutpoMuIiiH, abe. yucio (%) 0 1(2,9)* 1(5,3)* 0*
BBMT, a6c. uncio (%) 13 (27,1) 15 (42,9)* 9 (47,4)* 6 (75,0)*
MHbekmoHHbIe OCIOXHEHMS, o
0. e () HIT 11 (31,4) 3(15,8) 2 (25)*
Ywucno marMeHToB ¢ rumoraMma- % « "
riao0yMHeMuit, abe. yucio (%) siles 2(25.7) Szl 2 ()
1gG, /1 11,7 [8,2; 13,9] 8,8[6,9; 10,5]* 7,3 [4,9; 8,3]* 5,9 (3,7; 8,2]*
Yuicno manueHToB ¢ Aenienuei " -
BLriMAOIHTOR, 46¢.(%) HIT 11(22,9) 8 (42,1) 2 (25)
B-nmumdoumts, ki1/Ul 182 [50; 467] 210,05 20,0]* 112 [0,0; 326,0]* 65 [26,0; 189,0]*

Ipumeuanue. PTM — putykcuma6; BBUIT — BHYTpUBEHHBII UIMMYHOTTIOOYJINH; * — p i BceX mapaMeTpoB >0,05; HIT — HEMMPUMEHUMO.

Teparu CHUCTEeMHON KpacHOM BOJYaHKM JOCTUTalach
rocjie MHULIALUKM Teparuy pUTyKCUMaOOM, aHAJIOTUYHO
pesyiabTataM Hamiero wuccienoBaHus [23, 24]. 3Hauu-
TEJbHOE YMEHbBIIIEHWE [03bl TIIOKOKOPTUKOCTEPOUIOB
Ha ¢oHEe Tepanuu PUTYKCMMaOOM B pe3yJibTaTe CHUXKe-
HUSI aKTUMBHOCTU 3a00JIeBaHUs TPOJAEMOHCTPUPOBAHbI
Kak B HallleM MCCJIeOBAaHUM, TaK U B MCCIICIOBAHUSIX,
BBITIOJTHEHHBIX Ipyrumu aBropamu [1, 3, 23, 24]. Hau-
0oJiee YaCcTBIM HexkenaTeJbHBIM 3 (GEKTOM pUTyKcuMabda
SIBJISIIOTCSl  pa3fIMyHble MHMY3MOHHBIE peakiud B BUJE
JINXOPAJKU, HEIOMOTaHUs1, ToioBHOM 6osn [7]. W3 npyrux
HeuH(EKIMOHHBIX OCJIOXKHEHUIT OTMEYaroTCsl TeMaToJI0-
TMYecKMe peakiluyd B BUAE Pa3IUYHbIX LUTOTNEHUM [24].
Cpeny MHQEKIIMOHHBIX OCOXKHEHUI BCTpPEeUYaroTcs K-
HUYECKM 3HAuYMMble Cllydyau, TaKhe KaK CeNTULEMUS;
9H/IOKAPIUT, BbI3BAHHBINM 30JI0TUCTBHIM CTa(hUIOKOKKOM,
U HeTsKeJble MH(EKIMOHHBIE OCTIOXKHEHUS B BUIE JTaOu-
aJIbHOTO Teprieca, OIMOosIChIBAIOIIETO Teprieca, KaHaumao3a,
BeTpsiHOM ocmibl [4, 23, 24]. WmMeloTcs wucciemoBaHUs,
B KOTOpBbIX MH(EKIIMOHHbIE OCJIOXHEHMS Y TIAllMEHTOB,
MOJIyYaBIIMX Teparui PUTYKCMMaOOM, He ObUIM OTMe-
YeHbI, HECMOTPSI Ha UMEIOLIYIOCS TEHIEHITNIO K TUTIoTaM-
mariooymmHemun |3, 17].

Hame uccrnenoBaHue MMeno LENblii psii orpaHuye-
HUI, CBSI3aHHBIX C €r0 PEeTPOCIIEKTUBHBIM XapaKTEPOM,
HaJIMYMEM YTEePSIHHBIX JaHHbBIX, OTCYTCTBHEM EIMHOTO
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