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bonesns Cmuana é3pocavix (BCB) — cucmemnoe aymogocnarumenvHoe 3a001e8aHue Heu38ecmHol dMmuoaoeu, conposoxcoaroujeecs
AUXOPAOKOIL, HECMOUKOU MAKYA0NANYAE3HOU CbINbI, APMPUIMOM U/UAU APMPANUSMU U NCUKOYUMO30M C HeUmpoghuaesom.

1leav uccaedosanus — npoananuzuposame cnekmp kaunuteckux nposenenuii bCB u xapakmep apmaxomepanuu Ha 6cem NpomsiceHuU 3a-
601e6aHUs 8 YCA0BUAX PEANbHOL KAUHUYECKOU NPAKMUKU.

Mamepuaa u memoodsi. B oonomomenmuoe uccaedosanue 6vir0 exkarouero 111 nayuenmos ¢ BCB, coomeemcmeosasuiux kpumepusim
M. Yamaguchi 1992 e., nabaiodasuiuxcs 6 08yx kpynuwix yenmpax Poccuu: 6 OI'BHY « Hayuno-uccaedosamenvckuii UHCMUmym peemamonocuu
um. B.A. Hacornosoir» (Mockea) u DI'BY «Hayuonanvuwiii meduyunckuil uccaedosamenvckuil yenmp um. B.A. Aamazosea» (Canxm-
Ilemepoype) 6 2019—2022 ze.

Pesyavmamot u o6cyncdenue. [Ipoanarusuposan cnekmp KAUHUMECKUX NPOSIGACHULL HA 8cem npomsidiceHuu 3abonesanus. IIpu conocmasnenuu
Hawux OAHHBIX C pe3yabmamamu aHaN02UMHbIX UCCAe008aHULl OpyeUux asmopog 0blio NOKA3AHO, MO Yacmoma pa3iuvHelX KAUHUYECKUX
nposGAeHUll CyueCme@eHHo He pazauiandacs.

Boavuwuncmeo nauyuenmos (74%) 6 naweii kocopme noayuanu enioxokopmuiouost (I'K) ¢ couemanuu ¢ 6azucrvimu npomueo8ocnaiumenbHbImu
npenapamam Uau 2eHHo-uHM ceHepubimu ouonoeuveckumu npenapamamu (I'HBII). Monomepanus T'K nposodusace y 9% 6oavnvix. Ha
pazauunbix smanax 3aboneearnus memompexcam (MT) ucnoavzosaiu do 80% nayuenmos. Jns neveHus nayueHmos, pe@hpaKmepHvix K
mepanuu T'K u MT, naznauanuce TUBII (44% cayuaes), Haubosee wacmo — uneubumopst unmepaetikuna 6 (34%). B cankm-nemepfypeckoii
Koeopme Koaxuyun npunumanu 13 (31,7%) uz 41 60161020, umo no3604510 y 9 U3 HUX KOHMPOAUPOBAMb NPOSAGAEHUS 3A001e6aHUS U
cHuvcamo nompeorocmo 6 I'K.

Sararouenue. Taxum o6pazom, ModcHoO cleaams npedeapumensiblii 861600 0 Hasuvuu y nayuenmoes ¢ BCB cmepoudosasucumocmu. /o 79,3%
boavHvix BCB ebinyacoenvt oaumenvho npumensmos I'K, umo conpsceno ¢ puckom ocaoxchenuii. Heobxodumo danvueiiwee uzyuerue
onmumansrozo npoguas TUBII, a makce poau KoaXuyuna Kak G03MOJCHOU Mepaneemuyeckoi onyuu npu HeKomopwiX KAUHUKO-
ummyHonroeuveckux cyomunax bCB.
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Adult-onset Still's disease (AOSD) is a systemic autoinflammatory disease of unknown etiology characterized by clinical manifestations such as
fever, non-stable maculopapular rash, arthritis and/or arthralgias and leukocytosis with neutrophilia.

Objective: to analyze the spectrum of clinical manifestations of AOSD and pharmacotherapy in real clinical practice.

Material and methods. A cross-sectional study included 111 patients with a confirmed diagnosis of AOSD according to the Yamaguchi criteria,
who were treated in two large Russian centers from 2019 to 2022: V.A. Nasonova Research Institute of Rheumatology (Moscow) and Almazov
National Medical Research Centre (Saint Petersburg).

Results and discussion. We analyzed the spectrum of clinical manifestations throughout the course of the disease. The spectrum of clinical mani-
festations of AOSD in our study was shown to be similar to the results of other studies. It was found that the frequency of the different clinical ma-
nifestations did not differ significantly.

Cospemennas peemamonoeus. 2024, 18(1):47—53 47



COBPEMEHHAA PEBMATONOTIUNA Ne1’24

OPUTHHANDHBIE HCCNEROBAHHUA / ORIGINAL INVESTIGATIONS

The majority of patients (74%) in our cohort received glucocorticosteroids (GC) in combination with disease-modifying antirheumatic drugs
(DMARDs) or biologic DMARDs (bDMARDs). Monotherapy with GC was used in only 9% of patients. Up to 80% of patients received methotrexate
(MTX) at various stages of the disease. For the treatment of patients refractory to GC and MTX therapy, bDMARDs were prescribed (44% of
cases), most frequently interleukin-6 inhibitors (34%). In the St. Petersburg cohort, 13 (31.7%) of 41 patients were taking colchicine, which
enabled control of disease manifestations and a reduction in the need for GC in 9 of them.

Conclusion. Thus, we can draw a preliminary conclusion about the presence of steroid dependence in patients with AOSD. Up to 79.3% of
AOSD patients are forced to take GC for a long period of time, which is associated with the risk of complications. Further studies on the optimal
profile of bDMARDs are needed, as well as the role of colchicine as a potential therapeutic option for certain clinical and immunological sub-
types of AOSD.

Keywords: adult-onset Still's disease; symptoms; diagnosis; treatment.
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bonesnp Crumia B3pocibix (BCB) — cuctremHoe ayToBoc-
MmajuTeabHOe 3a00JieBaHUe HEM3BECTHOW ITUOJIOTUU, XapaKTe-
pusyloleecs TaKUMU KIMHUYSCKUMU TTPOSIBJICHUSIMU, KaK JIU-
XOopajKa, HeCTOMKass MakyJomanyjiae3Hasl Chblllb, apTPUT U/WUIH
apTpaJITiy U JIEKKOLIMTO3 ¢ HeHTpoduae3oM. JlaHHbIE CUMIITOMBI,
Kak MpaBuJIo, COYETAIOTCs C (DapMHTUTOM, MOJUCEPO3UTOM, JTUM-
daneHonaTHeil u remarocruieHoMeranueit. Hu onnH u3 KimuHu-
KO-JTab0paTOPHBIX TPU3HAKOB He SIBIISIETCST BBICOKOCTITIM(DITIHBIM
st BCB, uTo 3aTpynHsieT TMarHOCTUKY U OOYCJIOBIMBAET He-
00Xx0mMMOCTh T(dEePEHIIMATBHON TUAaTHOCTUKHN [UTST UCKITIOYCHUS
JIPYTUX PEBMATUUYECKUX 3a00JIEBAHUA, a TAKXKE FeMaTOJIOTMYECKOMN
(J1eiiko3, TuM@oMbI) U MHMEKIIMOHHOM (cerncuc, MHMEKIMOHHbII
SHIOKAPIINT) ITaTOJIOTUU.

B nocnennee Bpemsi camocrositeibHOCTh BCB ocnapuBaeTcst,
¥ OHA TPAKTYeTCS B KOHTUHYYME OJHOI HO30JI0TMUECKOI (DOPMBI
C CUCTEMHBIM BapMaHTOM HOBEHWJIBHOTO WIMOMATUYECKOTO
aptputa (CHOMA). BCB HoCUT MMS$1 aHIJIMIICKOro TeauaTpa
JIIxxopmxka Ctuina, onucaniiero B 1897 1. rpynimy aeteit ¢ cumIi-
TOMaMM, KOTOpbIe B HacTtosiee Bpems oTHocsAT K CIHOUA [1].
Bnocnencreuu, B 1971 1., Opuk baityotepc orybdaukoBan Ha-
omoneHue 14 B3pOCTBIX MALMEHTOB, MMEBIIUX KIMHUYECKHE
CHMIITOMBI, PaHee OITMCAHHbBIC Y IeTel (KOXKHAsI ChIlb, JIMXOpaaKa,
noauapTput u ap.), 1 bCB Oblia BbigeneHa B KaueCcTBE CaMO-
CTOSITeJIbHOTO 3a00JieBaHus [2]. OnHaKo B JajbHEIIEM CpaBHU -
TeJTbHBIM aHaJU3 JaHHBIX MOJIEKYJISIPHO-OMOIOTMIECKUX (IKC-
MPECCUOHHbIE MPOMWIIN) U TEHETUYECKMX UCCIIEAOBAHUI TTO3BOJIMIT
BEPHYThCSI K TipearnoyioxeHnto o tom, uto CIOMA nu BCB
SIBJISTIOTCST KTMHUYECKUMU BapraHTaMU €TMHOU HO30JIOTUIEeCKOI
dopmsl |3].

BCB oTtHocuTcs K rpymrie opdaHHbIX MaTOJOTUii, 3a00J1e-
BaemocTb Bapbupyetcss ot 0,16 mo 0,4 ciaydaeB Ha 100 ThIC.
B MupoBoil uTepatype 3MMIeMUOIOTUYECKUe daHHbIe dpar-
MEHTapHBI U HE TTO3BOJISIIOT CPAaBHUBATh PACIIPOCTPAHEHHOCTDb 1
3aboeBaeMocTh BCB B pasHbix monymsuusx. Best nHpopmarus
0 penKuX 3a00JIeBaHUSX OblIa MOJTydyeHa 3 HEMHOTOUMCIEHHBIX
HaObJ1o1aTeIbHBIX UCCIEIOBAaHMI, ONTMCAHUI KOTOPT MallMEeHTOB,
cepuii cirydaeB. CIIeICTBUEM 3TOTO SIBJISIETCS] OTCYTCTBHE YOe I~
TEJTBHBIX JAHHBIX O TIPOTHOCTUYECKUX (haKTopax, 0COOEHHOCTSIX
JUTUTEJIBHOTO TEUCHUST, AaTUITMYHBIX KIMHUYECKUX TTPOSIBJICHUSIX
u apyrux acnekrax bCB.

JAuartHoctuka BCB oclioxXHsIeTcs OTCYTCTBUEM MATOTHO-
MOHMYHBIX KJIWHUKO-T1a00PaTOPHBIX MJIM THCTOJOTUYECKUX
Mpu3HaKoB. bpulo MpenyoXkeHo HEeCKOJIbKO BapUAHTOB Jquar-
HOCTUYECKUX KPUTEPUEB, HO Yallle BCeTo B KIMHUYECKO MpaK-
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TUKE UCITOJIb3YIOTCS KilaccubUKallMoHHble Kputepun M. Yama-
guchi [4].

WM3-3a Malo4YMCIeHHOCTU HMCCIEIOBAaHUI ONTUMAaJbHbIE
noaxoabl K Tepanuu BCB no cux mop He pa3padoransl. Her u
MEXIYHapOAHBIX KIMHUYECKUX PEKOMEHIAIWI 0 JeYEeHUIO
BCB, npusznanubsix EULAR (European Alliance of Associations
for Rheumatology) u ACR (American College of Rheumatology).

IMockonbKy Kacawiuecss bCB momnynsiiMoHHbIE JaHHBIE,
OITMCaHUs KOTOPT MalleHTOB, H(MOPMAIIUS O CITEKTPe KIMHM-
KO-71a00paTOPHBIX MPOSIBJICHUI B HaIlllell CTpaHE OTCYTCTBYIOT,
HaMM TIPEANPUHSITA TOMBITKA MPOAHATM3UPOBATh OObEIMHEHHYIO
koropty namueHToB ¢ BCB, Habmonaommxcs B eaepaibHbIX
neHTpax Poccuiickoit @enepanuu.

Iens nccienoBaHust — OIIEHUTH CIIEKTP KIMHUIECKUX MTPO-
seieanii BCB u xapakTep hapmakoTepariy Ha BCeM MPOTSKEHUH
3a00J1eBaHMS B YCIOBUSIX PeaIbHOM KIMHUYECKON MTPAKTUKH.

Marepuan u Metroabl. B oqHOMOMEHTHOE uccaea0oBaHUE
ObLIM BKJIIOYEHBI MAallMEeHThl C TOCTOBEpHbIM AuarHo3oM bCB,
HaOJoaaBIIMecs B ABYX denepaibHbIX HeHTpax: B ®I'BHY «Ha-
YUYHO-UCCJIeI0BATEIbCKU I WHCTUTYT peBMAaTOJIOTUU
nM. B.A. HaconoBoii» (HUMP um. B.A. HaconoBoit, MockBa)
u ®I'bY «HanumoHanbHBIIT MEAMIIMHCKUI UCCIIEIOBATEILCKUIA
ueHtp uM. B.A. AnmazoBa» (HMULI um. B.A. Anma3zosa, CaHKT-
[TetepOypr) B 2019—2022 rr. Ha pa3IMYHBIX Tanax 3200J€BaHUSI.
Koroptbl (popMupoBanuch u3 0OJbHbBIX, MOJYyYaBIIUX CTALIMO-
HapHOe JieueHre Ha 0a3e yKazaHHBIX YUPEXKJICHWI, U 4ero B
JIOKQJIbHBIX MTH(MOPMAIIMOHHBIX CUCTeMaX ObLT IMPOBEACH TTOMCK
o auartosy «MO06.1 bosesnp Ctuiiia, pa3BUBLIASICS Y B3POCIIBIX».
Brina mpoaHanu3npoBaHa MEIMIIMHCKAS JOKYMEHTAIIUS Ieproia
TOCMUTAIM3ALIMU, a B psIZie CIyyaeB U aMOy/IaTOPHOro 3Tarna Ha-
OJIIoIeHMSI.

Kpumepuu exaouenus: nuarno3 bCB, cooTBeTcTBYyIOIINIA
kpurepusMm M. Yamaguchi 1992 .

Kpumepuu uckawouenus: Halu4dre COIMyTCTBYIOIIETo 3a00J1e-
BaHUsI, KTMHUYECKWE U/UJTU JJAOOPaTOPHbIE TIPOSIBIIEHUS KOTOPOTO
obutn Obl oOIMMU ¢ BCB 1 3atpyaHsiiu Obl poBeneHue aud-
(bepeHIIMaTbHOI AMATHOCTUKH.

Cratuctyeckast 00paboTKa TaHHBIX BBITIOJIHEHA C TIOMOIILIO
nporpamMmmbl MS Excel. OnicarenbHast CTaTUCTHKA TIPEICTaBICHA
B BUJE MeIMaHbl 1 MHTEPKBAPTUIHLHOTO UHTepBaia (Me [25-ii;
75-i1 mepueHTUIN]).

Pesyasrarbl. Koropra 60/1bHbIX, chopMupoBaHHas Ha 6a3e
®I'bHY HUMP nm. B.A. HacoHoBoii, Bkirouasa 70 maiyueHToB,
Ha 6aze HMULI um. B.A. AiimazoBa — 41 natmeHTa. BobILIMHCTBO
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Taommua 1. JleMorpaduueckas XapakKTepHCTHKA MAUEHTOB
Table 1. Demographic characteristics of the patients

IToka3arenn
XKenmune, n (%)
Myzkuunbl, n (%)

Bospact Havana 3a6osieBaHus, roubl, Me [25-i1; 75-i1 mepueHTIu |

Bospact Ha MOMEHT UcciieloBaHMs, Tobl, Me [25-i1; 75-i1 nepueHTWIu|

Koropra HMMUIL Koropra ®I'bHY HUNP
uM. B.A. Anma3osa (n=41) uM. B.A. Haconogoii (n=70)
30 (73) 49 (70)

11 (27) 21 (30)

27,5(23,1; 32] 32 [24; 42]

35,8 [30,5; 40,7] 37 [27; 44]

Tabauna 2. Knunnueckue u 1adoparopusie nposiiesusi BCB Ha nporsikenun Beero nepuoaa 6osie3nu, n (%)
Table 2. Clinical and laboratory manifestations of AOSD throughout the course of the disease, n (%)

Iloka3arenn Koropra HMUI] Koropra ®T'BHY HUNP Bcero
um. B.A. Anmazosa (n=41) um. B.A. Haconosoii (n=70)

CHUMITOMBI:
JIUXOpagKa 41(100) 70 (100) 111 (100)
apTpajiruu 37 (90,1) 62 (88) 99 (89.2)
apTpuT 33(80,5) 44 (63) 77 (69.4)
CBITTb 31 (75,6) 52 (74) 83 (74.8)
60J1b B ropJie 20 (48,8) 47 (67) 67 (60.4)
rernaro,/CruieHoMeraaus 20 (48,8) 37 (52) 57 (51,3)
MEPUKAPIAT 16 (39,0) 22 (31,4) 38 (34,2)
[JIEBPUT 12 (29,3) 11 (16) 23 (20,6)
MUAJITHI 20 (48,8) 39 (55,7) 59 (53,1)
numbaneHonaTus 21 (51,22) 32 (45,7) 53 (47,7)

Teuenue:
XPOHHUYECKOE 23 (56) 16 (23) 39 (35)
MOJULIUKINIECKOE 14 (34,2) 53 (76) 67 (60,4)
MOHOLIMKJIMYECKOE 4(9,8) 1(1) 5(4,5)

JlabopaTopHbIe MPOSIBICHUS:
runepheppuUTUHEMHUsT 41 (100) 39 (68)" u3 57 80 (81,6)
nioBeimenue ypoBHst AJIT, ACT mo tepanuu 9(21,9) 32 (45,7) 42 (36,8)
JIEMKOLUTO3 10 Tepanu 41 (100) 51(73) 92 (82,9)
MO3UTUBHOCTH T0 AH®D 1 2 3(2,7)

IIpumeuanue. ACT — acnapratamuHoTpaHchepasa; AJIT — arannHamuHoTpaHcdepaza; AHD — antunykiaeapHblii hakrop. *B yupexneHust dene-
PaJIbHOTO MOIYMHEHMUSI, KaK TIPaBUJIO, HATIPABJISIIOT MMALIMEHTOB C IMarHOCTUPOBAHHBIM 3a00JieBaHNEM. B MOCKOBCKOIT KOropTe GOJIBIIMHCTBO MAllM-
€HTOB HA MOMEHT OOpaIleHUs y3Ke [JUTUTEIbHO Motydaan rmokokoptukouabl (I'K). @epputuH Bo BpeMsi KIMHUYECKOM aKTUBHOCTH 3a00J1€BaHMUsI IO
MECTY XUTEJIbCTBA HE KOHTPOJIMPOBAJICS MJIHM Pe3YJIBTaT ObLI yTepsiH. TAaKuM 00pa3oM, 1aHHble 00 ypoBHE (peppuTHHA OBLITH JOCTYITHBI TOJBKO Y

57 (81%) naumeHToB, 1 TOJbKO Y 39 (68%) U3 HUX OTMEUAJIOCH €T0 MOBbIILIEHUE.

OOJIbHBIX OBLTU KEHCKOTO MoJjia, MeIraHa Bo3pacTa Ha MOMEHT
rocrvranu3anuuy cocrapisia 32,3 [27; 38] rona. lemorpaduueckue
XapaKTepUCTUKHU JIByX KOTOPT IMAIIMEHTOB OKAa3aJMCh COMOCTa-
BUMBIMU (TabJ1. 1).

BCB sBnsieTcsl BBICOKOTETepOTeHHBIM 3a00j1eBaHneM. boree
TOTO, TSZKECTb U CIIEKTP KIMHUYECKUX MPOSIBICHUI B paMKax OT-
JieJbHBIX 21130108 BCB MOryT M3MEHSITHCS B IPOLIECCE € BOJTIOLIMY,
B CBSI3U € YeM ObLa MPOaHATM3MPOBaHa KyMYJISITHUBHASI BCTPEYAEMOCTh
CUMIITOMA Ha MPOTSKEHUHN BCEero repuoa 0ose3Hu (Taoit. 2).

BobImmmMHCTBO MAIIMEeHTOB HA MOMEHT BKJTIOUEHUSI B UICCIIEe-
JIOBaHME MOJTyYaI KOMOMHUPOBAHHYIO Teparuio (Tadi. 3).

B Hamreit paboTe Ha pazIMYHBIX dTanax 3a00JeBaHUS Me-
torpekcat (MT) nonyvanu 1o 80% mauneHTOB MOCKOBCKOI KO-
TOPTHI, NIPU 3TOM CHU3UTH 103y ['K U MOJTHOCThIO UX OTMEHUTH
6e3 000CTpeHUs YIAIOCh TOJBKO B 8 cityuasx. 44% mauueHTOB
MoJIyJajad TeHHO-WHXKEHEPHBbIC OMOJIOTUUECKUE TIperiapaThbl
(TUBIT), yamie nHruOuTopsl uHTepaeiikuHa 6 (MUJ16) — 34%.
B mponecce ananmmusza cnekrpa 'MBII, ucnonbs3oBaBimmxcs: Ha
BCEM IMPOTSKEHUM 3a00JIeBaHMs Y MALIMEHTOB MOCKOBCKOI KOTOPTHI,
o6HapykeHo yactoe (11% ciydaeB) Ha3HaYeHHE MHTMOUTOPOB (haK-
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Topa Hekpo3a onyxou o. (MPHOw). B HacTosiiiee BpeMs mpena-
paThl 3TO TPYMITBI UCTIOJB3YIOTCS PEXeE, B OCHOBHOM IPH MOpa-
KEHUU CYCTaBOB, M, BO3MOXHO, TI09TOMY He IPEICTaBJIEHbI B
CaHKT-TIETepOypPIrCcKOil KOTOpTe, aHAN3 TePaITuK KOTOPOI TTPO-
BOJWJICSI OMHOMOMEHTHO TIPY BKJTIOUEHNH B UCCIIEIOBAHE.

B cankT-mieTepOyprckoit Koropre KOJIXULKWH MpUuHUMau 13
(31,7%) naruieHTOB, YTO MO3BOJISIO KOHTPOJIMPOBATH IPOSIBICHUST
3a00J1eBaHUs U CHUXKATh moTpedHocTh B 'Ky 9 u3 Hux. Konxuumn
HazHavasics B 03¢ 0,5—2 MT/cyT B KOMOMHAIIMY C HECTEPOMIHBIMU
npoTtuBoBocnanuteabHbiMu npenaparamu (HITBIT) wiu I'K.

B MOCKOBCKOI#1 KOTopTe y 6 MaleHTOB TeueHre 3a001eBaH st
OCJIO)KHWJIOCH Pa3BUTHEM CUHIPOMA aKTUBAUMU Makpodaros
(CAM). I1pu 5TOM Y 4 U3 HUX HE OTMEYAIOCh CYILIECTBEHHO 3a-
JIepKKU ¢ orpeneiaeHueM 3abosneBaHuss — BCB Oblia guarHo-
cTUpoBaHa uyepe3 1—5 Mec 1mociie BOSHUKHOBEHUS TIEPBBIX KITH -
HUYECKUMX TTPU3HAKOB. Y 2 u3 3tux 6oabHbIXx CAM pasBuics B
TIepBbIe MECSIIbI 3a00IeBaHMs, 10 ycTaHOBIeHus nuarHo3a bCB.
V 2 maumeHTOB Bo3HUKHOBeHHMEe CAM Ha pa3HbIX 3Tarax TeuyeHus
BCB 06bUI0 cTpOBOLIMPOBAHO HapylLIEeHUWEM peXuMma Teparuu
ulJI6. Ente y 2 manMeHToB 3a/iepskKa ¢ IMarHOCTUKOI COCTaBUIa
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Ta6auna 3. Cnektp papmakorepanuu y nauuentos ¢ BCB, n (%)
Table 3. Spectrum of pharmacotherapy in patients with AOSD, n (%)

IIpenapar Koropra HMUIL Koropra ®I'bHY HUNP Bcero
um. B.A. Anma3oBa (n=41) um. B.A. Haconogoii (n=70)
I'K (B xoMOuHaum) 19 (46) 63 (90) 82 (73,9)
MT (B koMOMHALMK) 16 (39) 57 (81) 73 (65,8)
'K+ MT 13 (31,6) 56 (80) 69 (62,2)
MT (MoHoTeparnusi) 5(12,2) 8 (11)* 13 (11,6)
I'K (MoHOTEpamnust) 2 (4,88) 5/68 (7) 10/109 (9,2)
KounxuiH (Bcero) 13 (31,6) 2(2,8) 15(13,4)
TUBII (Bcero) 19 (46) 30 (43) 49 (44)
ukJie 17 (41,5) 17 (24) 34 (30,5)
n®HOo 0 8 (11) 8(7,21)
AHTU-B-KJ1€TOUHAS Tepanus 1(2,44) 1(1,4) 2 (1,8)
uMJil 1(2,44) 1(1,4) 2(1,8)
nJAK 1(2,44) 3(4,3) 4(3,6)
BesnekapcTBeHHast peMUCCUsT 3(7,2) 1(1,4) 4 (3,6)

IIpumevanue. ulJI1 — uaruouropsr unTepneiikuna 1; ”JAK — unruouropsr Anyc-kuna3. ‘Beem manmentam MT HaszHavascs B couetanuu ¢ I'K, mpu
nanbHeieM HaobmoneHun y 8 nauueHToB I'K ynanoch oTMeHUTD U iepeBecT ux Ha MoHoTepanuio MT, TMBI1 um He Ha3HaYaIKUCh.

24 u 36 mec, u pasButrie CAM OBLIO CBSI3AHO C JUTUTENIBHO Cy-
IIECTBYIOIIEH BOCTIAJIMTEIbHOM aKTUBHOCTBIO IPU OTCYTCTBUU
aJieKBaTHOTO JiedeHUsI. B MOCKOBCKO#T KOTOpTE 3ahUKCUPOBAHO
JIBA JIETATbHBIX MICXOMIA: B OTHOM CITy4dae — IO MPIYIHE TOBTOPHOTO
CAM, BO BTOPOM — TPOMOOIMOOJINU JIETOYHOI apTePUN.

B cankr-nietepoyprckoii koropte CAM BO3HUK y 1 malueHTKA
C CUCTEMHBIM BapMaHTOM U NOJULMKINYecKUM TedueHuem bCB,
CTEePOMIOPE3UCTEHTHOCTBIO 1 HeA((HEKTUBHOCTHIO CHHTETMIECKIX
0a3ucHBIX MpoTUBOBOCHaNUTENbHbIX Npenapatos (BIIBIT) B
aHamHe3e. [lameHTKa MmojyJajia KaHakKmHyMa6 B mo3e 150 mr
1 pa3 B 4 Hen, 0OJJHaKO Ha 3-M Mecsilie Tepannu y Hee pa3BUJICS
CAM. BeposiTHO, 3TO CBSI3aHO C HEIOCTATOYHOM 03011 ITpenapara.
ITpu macce Tena naureHTKH 90 KI, COrJIaCHO MHCTPYKIIMU, 1032
npenapaTa J0JKHa Oblia COCTaBIISITh 4 MT/KT, HO He 6ostee 300 Mr
1 pa3 B 4 Hen. Takum oOpa3oM, oNTUMabHAs 032 TIperapaTa
st 9Toi maureHTKu — 300 mr B 4 Hem. B MoMeHT pa3BuTHS
CAM oHa Haxonunach B Mpnanauu, mocjie KymupoBaHUS MPH-
crymna el 6buti HazHaueHbl MMJI6. JleTalbHBIX UCXOMOB B 9TOM
KOropTe He 3aUKCUPOBAHO.

Oo6cyxaenne. DMIEMUOJIOTMUECKIE TaHHBIE YKA3hIBAIOT HA
yBenmueHue 3aboneBaemoctT BCB B mocnennee nmecsartuneruve,
9T0, OE3yCIOBHO, CBS3aHO C XOpOIIel MHPOPMUPOBAHHOCTHIO
Bpaueil 00 3Toii peakoit marosoruu [5]. OmHAKO Majioe YKMCIo
TPOCTIEKTUBHBIX HAOJIONATEbHBIX MCCIENOBaHUIN, OTCYTCTBUE
yOEeTUTENbHBIX PE3yIBTaTOB PAHIOMU3UPOBAHHBIX KIIMHUYECKUX
WCITBITAHUI TTOPOXKIAIOT MHOXKECTBO BOIIPOCOB B OTHOIIIEHUY JTH -
arHoctuku 1 Teparu bCB. K Tomy ke B 0Te4eCTBEHHOM JuTeparype
aTa rpobsieMa ocBellieHa XyKe, YeM B 3apyoekHoi. JlaHHas pabota
TIPE/ICTaBIISIET COOO TIEPBOE OMUCATETTHHOE UCCIENIOBAHNE KOTOPTHI
narueHToB ¢ BCB B Poccuiickoit denepaniym.

B Hacros1ee nccienoBanue BkioyeHo 111 mauueHTos, 4to
COITOCTAaBUMO C KOJIMYECTBOM OOJIbHBIX B IPYTUX M3BECTHBIX Ha-
IIMOHATTLHBIX KOTOPTax.

IIpu conocTaBaeHUM HAILIKMX JAHHBIX C PE3yJIbTaTaMU IPYTUX
aHaJIOTMYHBIX MCCIISMIOBAHUI OBLUIO IMOKa3aHO, YTO YaCcTOTa pa3-
JIMYIHBIX KIIMHUYIECKUX TTPOSIBIEHU Ha TIPOTSKEHUN 3200 IeBaHMST
CYIIECTBEHHO He pa3inyanach (Tadm. 4).

Brinenenne cuctemHoro u cyctaBHoro noarurnos bCB 6a-
3upyeTcss Ha gaHHbIX A.T. Maria u coasTt. [9]. JIluxopanka
(>39 °C), nopaxkeHue neyeHu, TPOMOOIIUTONEHUSI, TOBBILLIEHUE
ypoBHs1 CPb u runepdepputrHemMus, No-BUIUMOMY, CBSI3aHbI C
CHUCTEeMHBIM (DEHOTHUIIOM, B TO BpeMsI KaK XEHCKWI TIOJ, Jie-
CTPYKTUBHBII apTpUT U 3aBUCUMOCTD OT [ K sIBMIsTIOTCS TTpHU3HAKaMU
CyCTaBHOTO (heHOTHUTIA.

IIpu noneiTke BblneneHUs (GEHOTUIIOB B Halleil KOropre
MBI CTOJIKHYJIMCh C HEOOXOIMMOCTBIO O0Jiee TIATEIbHOIO aHa-
JIM3a IUHAMWUKU KIWHUYECKUX TposiBieHuii. Kpome Toro,
MHOTHE MMallueHTHl HA MOMEHT TTPOBEIEHUS NCCIIEOBAHUS yKe
noxyyanu ['K v apyryio Tepanuio u HaXOOWINCh B COCTOSTHUT
peMuccuu. BMmecre ¢ Tem coznaeTcs BrieyaTJIeHUE, YTO B 1eOI0OTE
3a00s1eBaHUsI OOJIBLIMHCTBO MallMEHTOB UMEIOT CUCTEMHBII (pe-
HOTHUII, a CycTaBHOU dheHoTUN HhOpMUPYETCS IPU ATUTEIBHOM
TedeHUU 3aboseBaHus1. MI3BeCTHO, UTO 3aepKKa C TMarHOCTUKON
Gosiee yeM Ha 6 MeC, HEBO3MOXHOCTh TOCTUKCHUSI PEMUCCUUN
Ha (hoHe MepBOHAYAIBHOM Tepanmmu, MY>XCKOU TIOJ SIBISTIOTCS
npeaukTopamMu (popMUpoBaHUST NECTPYKTUBHOTO apTpuTa U
XPOHUYECKOTO TeueHus 3adosieBaHMs [9]. AHanu3 dheHoTuna
BCB npencrasisiercsi BaxXHOW 3amgavyeil, TTOCKOJIbKY MOXKET
OTIPENeNISITh TAKTUKY JICUCHUSI.

MoHOUMKINYECKNI BapWaHT, KOTOPBI BCTpedaeTcs B
19—44% cnyuaes, Jailie IPEICTABISIET COOOM CUCTEMHYIO (hopMy
BCB, orpaHnueHHY0 OTHOI BCTIBIIIKOM 3a00J1eBaHMSI C pa3BUTHEM
B T€UEHUE HECKOJIIbKUX HEeNb WX MECSILIEB MTOJHOW PEMUCCUM
[10]. Huskuii yaeabHbIN BeC MOHOIIMKIINYeCKOTro TeueHust (9,8%)
B HallleM MCCIIeOBAHUY He COTJIaCYeTCsI C MUPOBBIMU TaHHBIMU
Y MOXKET OBITD CBSI3aH CO CIIeIMbUKO pabOThI KPYITHBIX IIEHTPOB.

Cospemennas pesmamonoeus. 2024, 18(1):47—53
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Taommua 4. CriekTp KauHudeckuii mposisiennii BCB, mo qaHHbIM pa3IMYHbBIX KOTOPTHBIX MccieaoBanuii [6—8]
Table 4. Spectrum of clinical manifestations of AOSD, according to various cohort studies [6—8]

ITokazarenn J. Pouchot H. Ichida
U COaBT., U COABT.,
1991 (n=62) [6]

Cpennuii Bo3pact aedtora bCB, ronsr 24 32

ZKeHIMHbI 45 65

Jluxopanka 100 99

Chlinb 54 79

ApTpuUT 94 93

JlumdaneHonarus 75 61

IenarocruieHomeranus 55 48

Ceposur 53 8

bosb B ropie 92 57

IIpumevanne. [laHHbIE TPEACTABICHBI KaK %, €CIIM HE YKA3aHO WHAYe.

2014 (n=71) [8]

P. Ruscitti
M COaBT.,
2016 (n=100) [7]

Koropra HMUI]
uM. B.A. AnmazoBa
(n=41)

Koropra HUNUP
um B.A. HaconoBoit
(n=70)

45 27,5 32
66 73 70
100 100 100
78 75 74
86 80,5 63
57 51 45,7
79 51 52
15 43,9 38,6
64 53 67

BeposiTHO, TaIieHThl ¢ MOHOLIMKJIMIECKUM TeUeHUEM, OCOOEHHO
TPU OTCYTCTBUM apTPUTA, U3-3a JUXOPAIKU HESICHOTO TeHe3a
HaXOASTCS MO HabMoIeHeM NHQEKIIMOHUCTOB U TePaTleBTOB,
a He peBMAaTOJIOTOB.

TMonuuuknuyeckasi KapTuHa, KoTopas Haodaonaercs y 10—
41% GONMBHBIX, XapaKTePU3YeTCsT PeIIUINBAMM CUCTEMHBIX WU
CYCTaBHBIX ODOCTPEHMIA, pa3ae/IeHHBIX TTepruoaMi PEMUCCUH,
IUTSIIIAMUCS OT Mapbl HeAeNb 10 HecKombKuX JieT [10]. B moc-
KOBCKOU KOTOPTE MAlMEeHTHI C MOJULUKINIYECKUM BapUaHTOM
TeueHus u cucteMHoii ¢opmoit BCB BcTpevanuch vaiie, 4yeM B
koropte CaHkr-ITeTepOypra. DTUM MOXHO OOBSICHUTB U OoJiee
yacToe pa3BUTHE B MOCKOBCKOI1 Koropte CAM, KOTOpBIi, Kak
W3BECTHO, BO3HUKAET B OOJILITUHCTBE CIIy9aeB MPU CUCTEMHOM
TeueHnu bCB.

O6menpusHaHHbIe TToaxoasl K Tepanuu bCB He pa3pabo-
TaHbI, a CYILIECTBYIOIINE METOABI IEUEHUS] UMEIOT cJ1adyio 10Ka-
3aresbHylo 6a3y. [lepBast TMHMS Tepanuu, Kak MpaBUiIo, Mpej-
crapieHa HITBIT Ha aTarne n1uarHocTU4ecKOro noucka, B IErKux
CJTy4asix Mpu OTCYTCTBUM XKU3HEYTPOXKAIOIINX ITPOSIBIIEHUI. Dh-
dexktuBHOCTs HIIBIT mpu BCB, 1m0 HeKOTOpBIM JaHHBIM, HE
npeBbiiiaet 16% [11]. Tlpu BKIOYEHUU B HAllle UCCIIEOBAHKE
HUKTO U3 MALMEHTOB He moaydan MmoHoTtepanuio HITBII. Jluar-
HOCTUYECKUI MOMCK OBLIT 3aBEPIIEH Y BCeX OOJBHBIX, U TEUEHUE
3a00J1eBaHMsI TTPEIIToJIarajio 6ojiee akTUBHYIO TAKTUKY JICUCHMS.

[Tanmenram, ¢ HemoctatouHoit 3 dexruBHocThi0O HITBII,
VIMETOIIINM TSKeJTble CUCTEMHBIE TIPOSIBIIEHUST, OOBITHO HA3HAYAIOT
I'K. Tonapnsitoriee GOMBIIMHCTBO NMaueHTOB (74%) B Haluei
o0benuHeHHo# Koropre npuMeHsin 'K B couerannu ¢ BITBII
win TUBII. Monotepanus 'K mpoBomunachk Toibko B 9%
cIIyyasix, Kak IpaByIIo, IIPU TUTOXOi repeHocumocT M T, Korna
akTuBHOCTh BCB X0pOI110 KOHTpOIMpOBaTaCh HU3KUMU J103aMU
I'K. Hasnauenne MT addekruBro y 50—70% mamueHToB C
BCB, pesucrentHbix K MoHOTepanuu 'K, kpome Toro, nmpume-
Henue MT nosBossier 6oiiee 3hekTuBHO cHMXaTh 103y 'K
[12]. ITo HekoTOpbIM JaHHBIM, y naureHToB ¢ CKOUA tepanus
MT nprBOIUT K yMEPEHHOMY YMEHBIIICHUIO TPOSIBIICHMIA apTpUTa
10 cpaBHEHUIO ¢ ruiaebo [13, 14].

Jnsg nedeHus 60IbHBIX, peppakTepHbIX K Tepanmuu ['K n
MT, ucnonssytor MBI, Hanbonee 3pHeKTUBHBIMU U3 KO-

Cospemennas peemamonoeus. 2024, 18(1):47—53

TopbIx cunrtatorcs uMJI6 u ulJI1 [15]. o mocieqHero BpeMeH!
uMJIl B Hame#t cTpaHe ObUIM MaJIONOCTYMHBI, YTO CBSI3aHO,
MpeXae BCEro, ¢ KpalHe BBICOKOW CTOMMOCTBIO HEKOTOPBIX
npenaparoB 3Toi rpynmnbl. Ho nmocie perucrpauuu B 2021 1. B
Poccuiickoii denepaunu npenapara AHaKMHpPa, CIIEKTP Ha-
3HavyaeMbix ipu BCB I'MBII OyaeT cyliecTBeHHO MEHSThCS B
o3y ulJIl.

bonee yacroe HazHaueHre MT B MOCKOBCKO# KOropre 00b-
sicHsieTcs TeM, uTo B CaHKT-IleTepOypre yacTh OOJIbHBIX MOTyJalia
KOJIXMUMH. DTOT Mpernapar akTUBHO MPUMEHSIETCSI TIPU PA3TUIHBIX
ayTOBOCHAJIUTENbHBIX 3a00JI€BaHUSIX, BKJIIOYAsl CEMEMHYIO Cpe-
NIU3EMHOMOPCKYIO JIMXOPAJAKY WM WAMONATUYECKUU PEeLUAUBU-
pytoiumii nepukapaut (MPIT), 61aronapsi cmiocoOHOCTH NOAABISITh
AKTUBAITNIO MH(IAMMAaCOMBI M, COOTBETCTBEHHO, CHIDKATD TTPO-
MYKIUIO TIPOBOCHAINTENbHBIX LMToKMHOB MJI1 u MJI18 [16].
CrenyeT yuyuThiBaTh, 4YTo uMetouecst kpurepuu bCB u MPII
SIBJISIIOTCS KJ1acCU(PUKAUMOHHBIMU, a HE JUArHOCTUYECKUMMU,
TTO3TOMY HETPUTOMHBI I nuddepeHIInaTbHON TUAarHOCTUKYI
YKa3aHHBIX 3a00JIeBaHUI. YUUTHIBASI CXONCTBO KIIMHUUYECKUX U
naboparopHbIx faHHBIX TTpu BCB ¢ ceposurom 1 ipu UPIT (3a-
4acTylo 10 CTETIEHU HePa3TUIMMOCTH), KOJIXULIMH ObLT UCTIONb-
30BaH 11 Tepanuu naureHToB ¢ BCB. MMmelorces onvcanust yc-
MEUTHOTO MPUMEHEHUST KOJIXUIIMHA Yy OOJbHBIX CUCTEMHBIM BOC-
nanureabHbiM BapuaHToM BCB npu HeadheKTUBHOCTU CTaH-
naptHoii Teparnuu, B ToM urcie MBI, 11mbo rpu HeBo3MOXXHOCTH
ee HasHauyeHus [16—20].

CyMMapHo 4 raiueHTa Ha MOMEHT BKJIFOUEHMSI He TTOJTyJain
KaKO-JIMOOo Tepamnuu, T. €. y HUX Obljla JOCTUTHYTa Oe31eKapcT-
BEeHHasi pemuccusl. TakuM OO0JbHBIM MOKa3aHO PEryIsipHOE Ha-
OJrofIeHUe y peBMaTosIora [ist ObICTPOTO KyIUPOBaHUST 000CTPEHUST
B CJTydae ero BOSHMKHOBEHUSI.

JletaibHOCTh B MOCKOBCKOW KOropTte cocTaBuia 2,8%, 4to
COIOCTAaBUMO C pe3y/IbTaTaMM SITOHCKOI KOTopThl (3%), a TakKe
koropThl narmenToB u3 CILA (2,6%) [21, 22]. CAM — rpo3Hoe
ocinoxHenne BCB, onqHa M3 OCHOBHBIX NMPUYUH JIETAIHHOTO
ucxoza. [1o TaHHBIM SIMTOHCKKUX aBTOPOB, JIETATbHOCTh MPU pa3-
putun CAM cocrapisiia 16%, Takoe e COOTHOLIEHUE OBbLIO
[IOJIyYEHO B Halllell paboTe — JeTanbHbii ucxon y 1 (16,6%) us3
6 nauneHToB ¢ CAM.
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W3BecTHO, uTO y O0NBHBIX, mepeHeciiux CAM, oH ¢
0oJIbLLIEl BEPOSTHOCTBIO pa3BMBaeTCsl TOBTOPHO. bosee akTBHOE
HaszHauyeHue MMJI1 B Takux ciydasix MO3BOJIMT CYLIECTBEHHO
YJIYYIIUTb MTPOTHO3 3a00J1€BaHUSI U CHU3UTD YaCTOTY JIeTaTbHBIX
HUCXOJIOB.

3akmouenne. Hacrosimast pabora uMeeT psii OrpaHUYCHUIA.
XapaxkTtep MoJyYeHHBIX JaHHBIX IMPEAOTPEACIII IU3aiiH hcclie-
JIOBaHUs (MOTMEPEUHbIl Cpe3), YTO SIBJSETCS €ro OYEeBUAHBIM
cl1abbIM MecToM. TeM He MeHee ToJTydeHHas MHgopmMalus naet
npencraBieHue o koroprax rnamueHToB ¢ BCB, HabnogaeMbIX B
YCIIOBUSIX PeaIbHOM KIIMHUYECKOM MPAaKTUKU, U MPUMEHSIEMOit
Teparnuu U MOXKET OBITh ITOJIE3HOM C TIPAKTUECKON TOYKN 3PECHMS.
B omHOMOMEHTHOM MCCIIEIOBAaHUM CIOKHO OLICHUTh TMHAMUKY
KJIMHUYECKHUX MPOSIBIICHUI, CMEHY (DeHOTHUIIOB Ha MPOTSIKEHUU
BCB, npeaukTopsl TSKEIOro TeYeHUs M HEeoOXOAMMOCTbh Ha-
3HaueHust [MBI1. AHanu3 naHHBIX TPOBOAWIICS OAHOMOMEHTHO,
MO3TOMY Tepariusi, MCMOJIb30BaBIIAsICS Ha 3Tare BKJIIOYEHUS B
WCClleoBaHNe, OblJla B KaXIOM cllydae OnTHMajibHa. OmHaKo

MBI TIOHMMAaeM, YTO TeUeHHe 3a00JIeBaHMsI MEHSIETCSI, 3 PEMUCCHEi
MOXXET IOC/IeI0BaTh 000CTPEHKE, TPeOyolliee KOPPEKIIMY TEPATTUH.

Ha ocHoBaHMM MTpOBeIEHHOM pabOThl MOXHO CIIENaTh Mpei-
BapUTEJbHbBII BBIBOA O PACIIPOCTPAHEHHON MpobieMe CTEPOU-
JI03aBUCUMOCTU U CTEPOUTOPE3UCTEHTHOCTU y MALIMEHTOB C
BCB, a Takke 00 OrpaHUYEHHOM TePaTIcBTUIECKOM ITOTEHITNAIIES
MT. CornacHo MOJy4YeHHBIM HaHHBIM, 10 79,3% GOJbHBIX C
BCB pnutenbHo mosydaioT 'K, 4To comnpsikeHO ¢ puckKom
OCJIOXKHEHUM.

HepelieHHbIM OcTaeTcsi BOIpoc 06 ONTUMaIbHOM Mpoduie
I'MBII. 3aciayxuBaeT najbHeRIIero u3y4eHus: posib KOJXUIMHA
KaK BO3MOXKHOI TepaIrieBTUYECKO OIMIIMU IIPY HEKOTOPBIX KITH -
HUKO-UMMYHOJIorndeckux cyorumnax bCB.

JlanHast paboTa OyIeT mpoIoJKeHa, a yBeJIMueHue KOropT u
OoJiee NeTalbHbIN aHAIM3 Pa3IMYHBIX MOKazaTejeil MO3BOJUT
MOJYYUTh HOBbIE cBefieHUs 0 TeueHun bCB u adbdekTruBHOCTH
Pa3JMYHBIX METOJIOB TEPAIIUU, YTO MOXKET CIIOCOOCTBOBATB YJIyy-
IIEHUIO TTOMOIIY TAKUM ITalluCHTaM.
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