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Pe3iome. VccnenoBanue MOCBSIIEHO OINpPECIICHUIO Hauboiee MOAXOAIIEH CTpAaTeruu Teparuu
6one3nun Crtwma B3pocneix (BCB). PaccmaTtpuBaroTcst ocHOBHBIE 3BeHbs maroreHe3a bBCB, a taxke
cpaBHHTENbHAS YPPEKTUBHOCTD PA3IMYHBIX BUJIOB TEPAITMU Ha OCHOBE KIIMHUYECKOTO CITydasl.

KarueBblie ciioBa: nesminmad, 6ose3np CTHIa B3pOCIbIX, THIIEPPEPPUTHHEMUS.

Resume. The study is dedicated to determining the most appropriate treatment strategy for adult-
onset Still's disease (AOSD). The main links of the AOSD pathogenesis are considered, as well as the
comparative effectiveness of various types of therapy based on a clinical case.

Keywords: levilimab, adult-onset Still's disease, hyperferritinemia.

AkTyaabHocTh. bonesns Ctumia B3pocisix (BCB) — cuctemMHoe BOCHANIUTENBHOE
ayTOMMYyHHO€ 3a00jeBaHue, BcTpedaromieecs ¢ yactoroi 0,15 — 1,5 ciayyas va 100000 yen.
HAcCeJIEeHUs, XapaKTepU3yeTcs MOPAKEHUEM CYCTaBOB, NEPHOJUYECKUMHU MPUCTYIAMHU
JUXOPaJKH, CONPOBOXKIAIOLIEHCS CBINBbIO, 0OJBI0 B TOpie M JuM(aaeHOnaTUEH, MpU
OTCYTCTBMHM B KpPOBU peBMartoujgHoro Qakropa. J(MarHo3 BBICTaBIsETCS B Cilydae
MPOSIBICHMS 3a00JI€BAHMSI TOCTIE TOCTUKEHUS YEIOBEKOM 15-TH JIETHEr0 BO3pacTa.

Ha cerognsimiHuii JIeHb HE CYIIECTBYET JOCTOBEPHBIX JAHHBIX OO0 ATHOJIOTUU U
MaToreHe3e, €AUHBIX JUArHOCTUYECKUX KPUTEPHUEB U CHEeNU(PUUECKUX MapKepoB
3a0oneBanusl. KiouHUYeckue pEeKOMEHJAMM  OCTAIOTCS OMIOUPUYECKUMU U HE
CTaHJAPTU3UPOBAHHBIMU, JIEYEHUE MOIOUPACTCS UHIUBUAYAIBHO JIJISI KaXKJIOTO MaI[MeHTa.
YacTo mJisi AMArHOCTUKM M Ha3HAYEHUs MOJIXOMSIIEH Tepanuu TpeOyrTCs ToMbl, YTO
MPUBOJUT K YXYIUIEHUIO MPOTHO3a, PA3BUTUIO OCJIOXKHEHHUH (ITJIEBPUT, MEPUKAPAUT,
TPOMOOIIMTONIEHUYECKasT MypIypa, CUHAPOM aKTUBalMK Makpodaros, (yIbMUHAHTHBIM
renaTuT, pa3pylieHue CyCTaBOB) U MHBATUAN3AINY AIUEHTOB.

Heab: Ha oOCHOBE aHamW3a JUTEPATYPHBIX JAaHHBIX M KIMHUYECKOIO Cliydas
ONPEJENUTh BO3MOXHYIO 3(P(PEKTUBHYIO CTpAaTEruto naTorenernyeckon tepanuu bCB.

3agaum:

1. U3yuuTh BO3MOXKHBIE TEOPUM MATOTEHE3a, KIWHUYECKHE PEKOMEHAAIUU 10
nuargoctuke u geyenuro bCB.

2. PaccMoTpeTh 0COOEHHOCTH TeueHUs 3a00JsieBaHUs U 3P(HEKTUBHOCTh PA3TUUHBIX
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JIEKapCTBEHHBIX MPEMAPATOB HA OCHOBE KIIMHUYECKOTO CITyYas.

3. BoesiBuTh Hanbonee noaxoasinyto tepanuio bCB, ocHOBBIBasiCh HA 00bEKTUBHBIX
JAHHBIX W pe3yjibTaTax JIadopaTOpPHO-UHCTPYMEHTAIBHBIX HCCIIEIOBAaHUN KOHKPETHOTO
MAIUEHTA.

Marepuagsl n MeToabl. B pabote ucnonb3oBaiach COBpEMEHHAsI OTEYECTBEHHAS U
3apyOexHas JutTepaTypa. [lpoBeneH aHanu3 MEAMIIMHCKOM KapThl CTallMOHAPHOIO
namueHTa, HaOmrojarIerocs B Y3 “6-1 ropojackas KInMHUYeckas OoipHHIA”. B Xome
paccrpoca U 0OCMOTpa marueHTa ObUTH W3YUYEHBI JKalloObl, aHaMHe3 3a00JIeBaHUs U KU3HH,
pe3yIbTaThl 1a00PATOPHBIX U UHCTPYMEHTAIBHBIX METOJIOB UCCIIEIOBAHMUSI.

PesyabTaTsl U ux o0cyxaenue. [laronornueckuii npouecc npu bCB npencrasisier
co00li UMMYHHOE BOCHIaJIEHUE, UMeIoIIee Psij ocoOeHHocTel. Ero myckoBbIM MEXaHU3MOM
apisiercs aktuBanus Toll-momoOubix penentopoB (TLR) aenaputHbix kietox (1K),
HEeUTpo(UIIoB, ecTecTBEeHHbIX KiaeToK-KmuiepoB (NK), makpodaroB, TydHBIX KIETOK U
IPYTHX KIETOK BPOXKIECHHOTO HMMMYHHUTETA, BOCIPHUHUMAIOIINX IMOBPEXKAAOMINE U
MaTOreH-acCOIMMPOBaHHbIe MoJieKysipHble naTTepHbl (DAMP, PAMP) ¢ nocnenyromieit
aktuBanueil B- u T-knerok. U3BectHo 13 Tuno TLR, nurangamu KOTOPBIX MOTYT OBITH
KaK 4y>KE€pOJHBIC I YEJIOBEKA MOJIEKYJIbI, BXOJIAIINE B COCTAB MHUKPOOPTaHWU3MOB,
BUPYCOB, TPUOOB, TaK M MOJEKYJIbl COOCTBEHHOro opranu3Ma ((puOpuUHOTEH, OeNKU
TEIUIOBOTO IIOKA, TJIMKO3aMHHOTJMKAHBI), B CBSI3U C YE€M OIPEICIUTh KOHKPETHBIM
ATUOJIOTUYECKUH (HAKTOP SIBISETCS 3aTPYAHUTENBHBIM [1].

IIpu B3ammopelictBuu JjurasgoB ¢ TLR 3amyckarorcs mponecchl aKTUBALUU
MMMYHHBIX KJIETOK, B MEPBYIO OYepelb — HEUTPO(DUIOB, MPOUCXOAUT BBICBOOOKIEHUE
JTUTUYECKUX (EepMEHTOB M aHTUMHUKpPOOHBIX OenkoB. bonee wem y 80 % mnanueHTOB
pa3BUBAETCS BBIpAXKEHHBIM HEUTpOGUIbHBIA JelkouuTo3. HelTpodumnsl, BblIeNss
IPaHyJOIUTAPHO-MOHOIUTAPHBIN KosnoHuecTuMynupyromuil pakrop (I'M-KC®), urpator
KJIFOYEBYIO POJIb B aKTHUBALIMKM MaKpO(}aroB U 3aKpeIICHUH B HUX U30BITOYHOU MPOAYKIIUH
MPOBOCHATIUTEIbHBIX LHUTOKMHOB dYepe3 aktuBauuio NLRP3 (wim kpuonupuna —
IIUTO30JIbHBIA OEJIOK, BOBJIEYEH B aKTHUBAIMIO Kacmad 1 W 5, KOTOphle HHAYLUUPYIOT
obOpazoBanue IL-1B u IL-18) [2]. Kpome TOro, moBblllieHHE AaKTUBHOCTH Makpo(daros
oTpaxkaercsi B Bo3pactaHuu ypoBHs MIF (dakrop, wuHrHOMpyrOmMA MUTpALUIO
MakpodaroB, CHoCOOCTBYET XPOHHM3AlMM BOCHAJICHUS), KOJIOHUECTUMYIUPYIOLIETO
¢aktopa monouutoB (KCD-M) wu yBenuueHuu KoaumyecTtBa peuentopoB CDI163,
acCOIMUPOBaHHBIX ¢  runeppeppurunemueii. CD163  saBmsgeTrcs  ranTorjioOHH-
r€MOTJIOOMHOBBIM  PENENTOPOM, MNPOAYLHUPYETCS HAa TMOBEPXHOCTU MakpodaroB Moj
BIIUsiHUEM Kak npoBocnanutenbHbix (IL-1, IL-6, TNF-a), Tak u npoTUBOBOCTIATUTEIBHBIX
uutoknHOB (IL-10) m rmokokoptukouaoB. Ilpu aktuBauuu CD163 B Makpodarax
HAYMHAET AaKTUBHO CHUHTE3UPOBAThCA (EPPUTUH IS CBSI3BIBAHUSL M IEepepadOTKU
MOCTYMNAIOIIETO B KJIETKHU »Keyie3a. M3BECTHO, YTO CHUXKEHHE KOJIMYECTBa CBOOOIHOTO
&KeJe3a CIOoCOOCTBYET 3aMEIJICHHI0 POCTa MHUKPOOOPTAHU3MOB, CHIKEHHUIO MPOAYKIUU
CBOOOJIHBIX PAJMKAJIOB, TEM CaMbIM CHUXas AKTUBHOCTb BOCMAJICHUS. 3HAYUTEIBHOE
MOBBIIIIEHUE  (EeppUTHHA CHIBOPOTKHU  SIBIISETCS MPU3HAKOM  TSDKEJIOTO  TEUYEHUS
BOCHAJIMTEIBHBIX POIECCOB [3].

B psanme uccienoBaHuWil NPUBOASATCS JaHHBIE O MNOBBIIEHHM YpoBHS sCD25 —
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pactBopuMoro peuentopa IL-2, u IL-4, yTo yka3piBaeT Ha aKTUBALMIO U MPOJIU(EpaIuio
CD4+ Th-1-knerok. KonmnuectBo IL-4-nmpoaynupyromux T-KI€TOK NOBBILIAETCS B KOXKE,
CHIBOPOTKE M B CHHOBHUAJIBHBIX 000JIOYKAaX CYCTAaBOB MNAlMEHTOB, YTO CIOCOOCTBYET
Pa3BUTHUIO B HUX BOCHAIUTEIBHOTO KIETOYHOTO HMMMYHHOTO OTBETAa C Y4YacTHUEM
MakpoQaros.

KoHeuHbIM pe3yahTaToM HUMMYHOJIOTUYECKOTO AucOaliaHca SIBIASETCS MAaCCUBHBIN
BBIOpOC TpoBOCTAMTENbHBIX ITUTOKKUHOB (IL-1P, IL-6, IL-8, IL-17, TNF-a u IFN-y), uaro
MOXET CIPOBOIMPOBATH IUTOKUHOBBIN IIITOPM.

B 3aBucumocTu OT mpeoOiagaHus ONPEACTICHHOTO IUTOKMHA, MOKHO BBIJIETUTH
yetblpe Tuna bCB [2].

1. BeisiBiisieTcst B OCHOBHOM y MOJIOABIX MAIllUEHTOB, KIMHUYECKH TPOSBIISIETCS
JTUXOPAJIKOM, KOKHOM CBHIMBIO U apTPUTOM, COMTPOBOKIAAETCS 3HAUUTEIHHBIM MOBBIIIIEHUEM
(dbepputuHa, 4TOo 00YCIOBICHO MPEUMYILIECTBEHHOM peakiueit Ha [L-1[3;

2. K HeMy OTHOCSITCA MalMEeHTHI ¢ BHICOKUM ypoBHeM C-peaktuBHOro 6enka (CPb) u
MEYEHOYHBIX (PEPMEHTOB C renaToMerainei, HOBbIIIEHHBIM ypoBHEM [L-6;

3. XapakTepu3yeTcs TeHEepaIn3alueld BOCMAJIEHUS W PEUUANBAMHU OIMACHBIX I
KU3HU OCJIOKHEHUH C TMOpPaXEHUEM TMEYEHU M JIETKUX, C CUJIbHBIM TMOBBIIICHUEM
unrepdepona IFN-y;

4. CBsi3aH ¢ MeHbIIUM ypoBHeM Nuxopaaku u CPb, Ho ¢ mpeoOnananueM apTpura u,
TakuM 00pa3oM, ¢ mpeodagaroieit poisio gakropa Hekposa omyxonun GHO-a.

Jmnarnoctrka BCB ocHOBaHa Ha MCKIIFOYCHUH BO3MOIKHBIX 3a00JI€BaHHI CO CXOXKEH
KapTUHOW: Jpyrue peBMaTUYecKue 3a00JieBaHus, CUCTEMHbBIE BACKYJIUThI, MHPEKIIMOHHBIH
MOHOHYKJI€03, TMM(pOMBI. Yaliie BCero g MOCTaHOBKH JIMarH03a UCIIOIb3YIOTCS KPUTEPUU
Smaryymu.

Kaptuna kpou npu BCB oTpaxkaeT BocmamuTenbHyl0 TPUPOLY 3a00JEBAHUS:
HelTpodubHbINA JeiikonuTo3 (10 50%1079/1), yckopernune CO3 o 40 Mm/4, MOBBILICHHE
coaepkanusi 0enkoB octpoil ¢a3el B kpoBu (CPB, ¢bubpunoreH, cepomykous u ap.),
MOBBIIIAETCA  COJEpKaHUE MPOBOCMATUTEIbHBIX MEIUATOpoB, Takux Kak WJI-6,
unrepdepon-ramma, ®HO-o. B OonbiimHCTBE cllydyaeB 0TMEUAETCS CUIIBHOE MOBBIIICHUE
ypoBHS (peppUTHHA.

Jleyenue, cCOrnacHO KIIMHUYECKUM MPOTOKOJIAM M PEKOMEHAIMSAM, BKIIIOUAET B ce0s
MPUMEHEHUE  HECTEPOUJHBIX  NIpoTUBOBOCcHanuTenbHbix  mpenapatoB  (HIIBC),
rimokokoptukocteponio  (I'KC)  (mpeaHu3onoH), UHUTOCTaTUKOB  (METOTpEKcar,
nukinocnopun). Ilpu Tsoxensix gopmax bBCB u Henmocrarounoit sddexruBnoctu I'KC
UCIIOJB3YIOTCS TEHHO-UHXeHepHble Ononorndyeckue npenapatsl ([BII) [4, 5].

[Tarmuent C., 37 net, 6oneetr ¢ 2010 roma, koraa BIEpBBIE MOSBUINCH CUMIITOMBI
3a00yieBaHuUs — ChIIIb HA HOrax, ciiadpie 60au B cycraBax. B 2013 roay ycununuce 6oin B
CyCTaBax, B CHUHOBUAJILHOU XKUJKOCTU ObLIM OOHAPYKEHBI XJIAMUANH, B CBS3U C Ye€M OBLI
YCTaHOBJICH TUarHo3 «PeakTUBHBIN apTpUT» U Ha3HaUeHa aHTUOAaKTepuaibHas Tepanus. B
HOs10pe 2013 roga ycranosieH aAuarHo3 «bone3nsb CTuia B3pOCIbIX».

C 2013 mo 2017 rox manueHT Nojy4yan aHTHOAKTEpUaIbHYIO TEPANNIO — HapaBjeHa
Ha HEUTpalIu3alMilo MPEeANoJiaraéMoro MHKpPOOHOTO  ATHUOJOTHYECKOro  ¢akTopa
3a0oneBaHusl, a BMecTe ¢ HUM U JuranjaoB Toll-penentopoB. B cBsizu ¢ orcyTrcTBHEM
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YIAY4YlIEHUs] B COCTOSIHUM MallMeHTa aHTUOaKTepuaibHas Tepamnusi Oblla OTMeHeHa. B
pe3yiibTate — HENEePEHOCUMOCTh MaKpoJuJ0B (aTtomuu). AHadUIAKTUYECKUH IIOK Ha
BBEJICHUE KJIIAPUTPOMUIIMHA.

C 2015 roma npuHEMaeT METUIINPEIHNU30JIOH — rToKOKopTukon. [Ipumenenne I'KC
HaIpaBJICHO HA YMEHBIIIEHUE CUHTE3a MPOBOCHanuTenbHbIX HIUTOKUHOB (IL-1, IL-6, TNF-
a).

B 2016 rony nonyuun ma0drepy, 3arem xymupy. Ma0dtepa — TOproBoe HaMMEHOBaHUE
(TH) mpemnapata puTykcumad, KOTOPBIM SIBJISIETCS XUMEPHBIM AHTUTEJIOM K PELENTOPY
CD20. Xymupa — TH npenapara ananumymad, MoHOKJIOHaNbHOTO anTuTena k ®HO-a. Hu
OJIMH W3 IIPErnapaToB He OKa3all TepaneBTHIECKOro A dekTa.

B 2017 romy Obul Ha3HaueH JeQIyHOMHUZ, B Hayajie NPUMEHEHUS OTMEYaIOCh
yIy4YllIEHUE COCTOSIHUS, HO MO3JHEEe mpemnapar OTMEHEH B CBSI3M C yracaHueM s¢ddekra.
Jlebpnynomug — uHruOUTOP (hepMEHTA TUTUIPOOPTATIACTUIPOTECHA3I.

[To3gnee Ha3zHaueH MeTOTpekcar, O0e3 3HauuTeldbHOro 3¢dexra. MetoTpekcar —
[UTOCTATUK, UMMYHOCYIIPECCAHT, UHTUOUTOP PepMeHTa TUruApodoIaTpeIyKTa3bl.

[TanrieHT nosyyan akreMpy B TeueHue 11 mecsiteB (OTMeuancs XOpoIuid pe3yibTar,
OTMEHEHa B CBS3M C KoOpoHaBUpycHOW wuH(eknueir). Axrempa — TH mnpenapara
TOUIN3yMad, pPEeKOMOMHAHTHOE MOHOKJIOHAJIbHOE aHTUTeNno K peuentopy IL-6. Ha
BBEJICHUE TOIMIN3YyMa0a — KpalnuBHUIIA.

[Ipunuman aptaeruto 1 rox - 6e3 apdexra. Aptierus — TH npenapara onokuzymao,
pekoMOuHaHTHOTO anTuTena kK [L.-6.

Ocenbto 2023 Obu1 Ha3zHaueH OapuuuTuHUO, 0e3 sddekra. bapuuuTuauod -
CEJIEKTUBHBIM 00paTUMBIM UHTHOUTOpOM siHyc-kuHa3bl (JAK) 1 u 2.

B nHos16pe 2023 roga HazHayeH jeBuiMMad 162 mr moakoxxkHo, 1 pa3 B HeIemro.
JleBunumab — peKOMOMHAHTHOE MOHOKJIOHAJIbHOE aHTUTENo K peuentopy IL-6. Xopotio
nepenocutcs naueHToM. C Hosiops 2024 r. no 31 ssaBaps 2025 r. 66U IEpEPHIB B BECHUU
npenapata. Ha ¢one oTmeHbl sieBuauMada MAalMEHT OTMEYal YXYAIIEHUE COCTOSHUS.
[Tocne mepBoi MHBEKIIUM HOPMAIM30Bajach TeMIepaTypa Tella, OTMEUYaloCh CHUXKEHUE
ypoBHs JieiikoruToB v CPb, uto cBuaerenscTByeT 00 3p(HEeKTUBHOCTH TPUMEHEHUS TAaHHOU
Teparuu.

Ha panueit moment mnanuent npumenser HIIBC (ubynpoden, muknodenax),
Metwinpeaau3oiion 4 mr 1 pa3 B cyr. [ocnurtanusupyercs B pPEeBMaTOJIOTHYECKOE
OTZIeJICHHE KaXXIylo Heaelnto ¢ 1enbto npoeaeHus [ UBT — neBunumad 162 Mr moJiKoxHO.
Bcero 3a nepuon ¢ 2023 rona Obuto crenano 43 UHbEKIUU JeBHINMa0a.

CocrosiHue nanueHTa y1oBieTBoputenbHoe. [Ipeabsapiser xanoObl Ha IPUITYXIIOCTh
MeK(]anaHTOBBIX CYCTAaBOB KHUCTEH PyK, Ha 00JIb U AUCKOM(POPT MPAKTUYECKH BO BCEX
cyctaBax. CTOUT B oOuepeAud Ha MPOTE3UPOBAHUE KOJEHHOrO cycraBa. OTMeuaer
BBICHITIAHUS Ha KOXKE TYJIOBHUIIA U KOHEUHOCTEN (0COOCHHO Ha BHYTPEHHEW MOBEPXHOCTU
npeamieunit), Ha nuie. JKanod Ha 00ib B ropie HET, JUMEGOY3Ibl HE NaTbIUPYIOTCS.
Temneparypa Tena B Hopme. [Ipu Y3U OpromiHoi moJOCTH BBISBIEHA TeNaTOMEraius u
CIUJIEHOMETaIusl.

B ob6mem anamuze kpoBu (OAK) ot 07.03.2025 — monomuto3 (1*10°/m1, 11%),
nerkouuTsl (9*10%) u velirpodunst (5,7%10°) B Hopme, mumdornutsl B Hopme (2,1*%10°). B
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onoxummuieckoM ananuse kpoBu ot 07.03.2025 — nossliieH ypoBeHb C-peakTUBHOIO OeKa
(118 wmr/n), runepdepputunemus (425,2 HI/MI), CHUXKEHO CcojAepkaHHe xene3a (5,6
MkMOIib/1). [ToBeimen yposenb UJI-6 (22 nr/mit). B OAK o1 31.01.2025 (Ha MOMEHT may3sl
B npuéme JieBuianMaoa) - neikonuros (17* 10%/m).

BobiBOaBI:

1.Ha ¢one mnmutenpHO HerddexTrBHON Tepanuu BCB y manueHTa pa3BUINCH
apTpoO3 KOJIEHHOTO CyCTaBa, TPEOYIOUMUA MPOTE3UPOBAHUS, TeNaTo- U CIUICHOMETramus,
3HAYUTEIHHO CHU3WIIOCH KAUeCTBO KU3HH.

2.llpemaparsl BeiOOpa nnsi Tepanuu BCB — neBunumad, HIIBC (uOymnpodew,
KOKCUOBI),  METWINPEAHU30J0H. [IpuMeHeHne  aHTUOMOTUKOB  HE  OKa3bIBaeT
TeparneBTUYeCKoro 3 (hexra u MPUBOJUT K CEHCUOMITU3AIIUY TAlIUEHTOB.

3.Panee mnpumenenne ['MBII B koMOMHaNMM C MOPOTUBOBOCHATUTEIBHBIMU
npenapaTaMu Mo3BOJISIET U30€kKaTh PA3BUTHUS OCIIOXKHEHUM 3a00JIeBaHUs U MHBAJIUIU3AI[UU
MalUEeHTOB, NPEAOTBPATUTH OCJIOXHEHHS, OOYCIOBJIEHHbIE NPUEMOM OOJBIIMX 103
Hed(PPEKTUBHBIX JIEKAPCTBEHHBIX CPEJICTB.
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