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Cunpgpom CTunNna v B3pOCAbIX:
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Onucan cunopom Cmuana y e3pocavix (CCB) — pedkoe myavmucucmemmoe 3a001e6anue HeUu3geCmHOl dMuoaoeull, OMHOCAUeecs K cepoHe-
eamugromy peemamoudnomy apmpumy. [Ipueodsmes ochosuvie nposenenus CCB — OaumenvHas auxopaoka, apmpum uay cHouKue apm-
paneuu, MaKyionanyie3Has Coinb, CEPOHeAmUeHOCb N0 PeeMAmoUOHOMY (PaKmopy, HelimpoduabHblil Aelikouumos, paseumue 004e3HU NO-
cre 16 nem, a makce 0OnoAHUMENbHbIE NPUSHAKY — AUMPAOeHOnamusl, 2enamochieHoMe2anus, NOAUCEPO3UM, HOCOA0MOYHAS UHQeKUUS.
Ommeueno, umo ocobvie mpyonocmu npu duaeHocmuxe CCB 603HUKaGOM 6 cayuae e20 O0CA0NCHEeHUs 2eMamoazouyumapHbuiM CUHOPOMOM
(I'DC). Omavuumenvrvimu wepmamu CCB aeasiomes pazeumue KOMNCHOU U CYCMABHOU cumnmomamuru npakmuvecku y 80% 0604bHbIX U
omcymcemeue marxosvix npu T®OC. Ykazauo, umo ons duaenocmuxu I®PC 6oavuiee 3naueHue umeem uccaed08aHue AcnUpama KOCHHO20
Mo3ea, yem e2o Ouoncus. Y 00AbUUHCMEA NAUUCHMO8 PA3BUBACMCS PeHPAKMEPHOCIb K 2NH0KOKOPMUKOUOAM U OA3UCHBIM NPOMUB0BOCHA-
AumenvHoiM npenapamam. Hadescdy eceasrom noaodxcumenshvle pe3ynsmamol UCHOAb306AHUS AHAKUHDBL, PUMYKCUMAOQ, MOYUIU3yMaoa.
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ADULT-ONSET STILL'S DISEASE: DIAGNOSIS AND TREATMENT
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The paper describes adult-onset Still's disease (AOSD), a rare multisystemic disease of unknown etiology that is referred to as seronegative
rheumatoid arthritis. It presents the major manifestations of AOSD: long-term fever, arthritis or persistent arthralgias, maculopapular eruption,
seronegativity for rheumatoid factor, neutrophilic leukocytosis, and disease onset after 16 years of age, as well as additional signs: lym-
phadenopathy, hepatosplenomegaly, polyserositis, nasopharyngeal infection. It is noted that particular difficulties in the diagnosis of AOSD
emerge when it is complicated by the hematophagocytic syndrome (HPS). The distinctive features of AOSD are the development of cutaneous
and articular symptoms in practically §0% of patients and their absence in HPS. It is stated that of greater value in the diagnosis of HPS is
examination of aspirate of the bone marrow than its biopsy. Most patients develop refractoriness to glucocorticoids and essential anti-inflam-
matory drugs. The positive results of using anakinra, rituximab, and tocilizumab are promising.
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CorracHO COBpeMEHHOMI KilacCU(pUKAIMU PeBMATUIECKUX uote kputepun CCB (mumdaneHonaTusi, remaTocruieHOMeTa-
3aboneBaHuii cuHapom Ctuiia y B3pociabix — CCB («0oje3Hb JIMS, TIOJIMCEPO3UT, HOCOTJIOTOYHast MHpekwus) 2, 3].
Cruiia» B aHIVIOSI3bIYHOM TEPMUHOJIOTMM) OTHOCUTCSI K CEPO- He cymectByer crietinguueckux ajist CCB ceposiornyeckux
HeraTUBHOMY peBMaTonaHoMY apTputy (PA) 1 B KopHe oTanva- noka3zatenieil. Hanbosee xapakTepHbIMU JIA00PATOPHBIMK TIPH-
€TCS OT HETO KIIMHUKOM 1 JTab0paTOPHBIMU TTOKA3aTEIISIMH. 3HAKaMMU SIBJISTIOTCSI:
CCB — penkoe MyJIbTUCUCTEMHOE 3a00JIeBaHIEe HEU3BECT- * JICUKOLIMTO3 CO CABUTOM (POPMYJIBI BIICBO;
HOI1 3THONOTUH. JIaHHBIE O €T0 YaCTOTE B TMOMYJISIIIMM OCHOBAHBI * TIOBBIIIEHNE OCTPO(da30BbIX TTOKA3ATENCH;
IIaBHBIM 00pa3oM Ha PETPOCIIEKTUBHBIX MccieaoBaHusx [1]. * TIpeBblllIeHWE Oosiee YeM B 3 pa3a ypOBHS MEUYEHOYHBIX
AHanu3 cOOCTBEHHBIX JaHHBIX U MAaTEePUAJIOB, MPEACTaBIEHHbIX (bepmeHTOB 1 beppUTHHA, TOCIEAHUI MOXET BO3pacTaTh A0
BJIUTEPATYpe, MO3BOJIWII BbIIEIUTH OCHOBHbBIE U BCIIOMOTATE b~ 120 000 mxr/n (ipr HOpMe 300 MKT/JT). DTO TOCTYXKUIO OCHO-
Hble MPU3HAKU 3TOTO 3a0osieBaHus [2—5]. BaHUEM [JIS1 BKJIIOYEHUS YPOBHS (heppUTHHA B KilaccubUuKalu-
TeyeHue 0OJIE3HM HEOMHO3HAYHO: ITOCJIE OCTPOTO Havasa onnbie kpurepuu CCB [6]. Kak BBISICHUIOCH BITOCIIEICTBUU,
BO3MOXHO OBICTpOE pa3pellieHrue CUMIITOMOB — OCJIOXKHEHUIA, 0oJibllee TMarHOCTUYECKOE 3HAaUeHNE NMEET He CTOJIBKO TTOBbI-
Ho vaie CCB npuHUMaeT XpoHUYECKOe TeUeHNEe ¢ pelyarBa- IIeHKe YPOBHs (heppuTHHA, CKOJIBKO CHIKeHUe <50% KOHIIEH-
mu. HaubGonee Tunuynsl ase popmbel CCB: cucremHast ¢ 1uxo- TpallMy €ro MIMKO3UJIMPOBAHHOMI (hOPMBI B CHIBOPOTKE KPOBU
panKoW, acTeHUEN, rernarocryieHOMErajime u apTpuTudecKasl, [7—9]. I1pu 5-KpaTHOM MOBBILIEHUHU YPOBHS (PeppUTUHA U CHU-
TpY KOTOPOI HEpEeNKO pa3BUBAETCST SPO3UBHEIN apTpuT [2, 5]. KEHUM CONepKaHUsI TIMKO3WINPOBAHHOTO (DeppuThHA MeHee
BhIIensioT ocHosHbie (IUTENBHAS JINXOpaaKa, apTPUT WU yeMm Ha 20% crneuudUIHOCTh JAHHOIO Kpurtepus paBHa 92,9%,
CTOIKWE apTpajruu, MakyJjomaIyje3Hasl ChIllb, CEpOHEraTHB- 4yBCTBUTEBHOCTh — 43,2% [7].
HOCTb 1O peBMaTOUIHOMY (akTopy — PD — HelTpodUIbHbII Octpoe Hauano CCB ¢ ntuxopaaku, renaTocIjieHOMETrajInu,
JIEHKOLIMTO3, pa3BUTHE 60JIe3HU TIociie 16 JeT) u donoanumens- COIPOBOXAAIONIEECS] MOBBILIEHUEM COIEPXKAHUS MEYEHOUHbBIX
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(bepMeHTOB, 3aTpyAHsIET PAHHIOK TUArHOCTUKY U TpeOyeT McC-
KJTIOUEHUsI He TOJTbKO BUPYCHBIX I'eITaTUTOB, OCOOCHHO TeTraTh-
ta C, HO U aIpyrux uH(eKI1il, oHko3aboeBaHul. BoipaxeHHas
mmmbpaneHoratuss pu CCB Tpebyer nuddepeHIMaTbHON T~
arHOCTMKM ¢ nepudepuyeckoii T-kimeTouHoit aumdomoii [10],
a TaKKe C HeXOKKMHCKOM Jumdomoii [11].

Oco6ble TpynHocTH B iuarHoctuke CCB BO3HMKAIOT MU ero
ocJIoXHeHnH TematodarorurapHbM cuHapoMoM (I'®C) [12, 13].

I'®C — penkoe, Kak TpaBWIoO (haTajbHOE, 3a00JIeBaHMUE,
cxomHoe o kimHUKe ¢ CCB. INomararotr, yto npuunHoit [OC
SIBJISIETCSl OECKOHTPOJIbHASI HE3JI0KAaYeCTBEHHas! TpoJndeparnst
T-numdouutoB 1 MakpoharoB ¢ TMIIEPITPOAYKIIMEN IIUTOKMHOB,
CIIPOBOLIMPOBAaHHAS MHGEKIIMEN (B OCHOBHOM BUPYCaMM TeraTh-
ta B, C, nuutomeranoBupycom — LIMB) 1160 nexkapcTBeHHBIMU
npernaparamMu Tpu BbIpakeHHON umMmyHocymnpeccuu [13]. Tlo
IaHHBIM [14], B acipaTe KocTHOro Mo3ra y 6osnsHoit CCB ¢ T'®C
ObLIM BBISIBJICHBI TMCTUOIUTHI ¢ reModarounto3om u LIMB-mo-
3UTUBHbIE JICHKOLIMTHI, a KIMHUYECKUE U J1abOpaTOpHbIC TMpH-
3HaKU MOSIBUIUCH Ha (hOHE Tepanuu raHIUKIOBUPOM.

OmnuutenbHoii yeptoit CCB sBisieTcsl pa3BUTHE KOXHOM
¥ CYCTaBHOM CUMNITOMATHKM MpakTUIecKu B 80% cirydaeB U OT-
cyrctBre TakoBbIX mpu ['PC. st CCB HexapaKTepHBI JIEHKO-
MeHusI, TPOMOOLIMTOIIEHUSI, a YPOBEHb (DeppUTHHA HIXE, YeM
npu ['DC. [Mpu I'DC orMeyaroTcst MOBBIIIEHNE YPOBHS TPUTIIH -
uepuaoB. M3 50 6ompHbx CCB y 6 pasBuics ['DC, o naHHBIM
peTpocnekTuBHOro aHanusa [13]. [IpuynHOIi JIeTalbHbIX UCXO-
noB ipu [OC ciykar 1ucceMUHUPOBAaHHAsI BHYTPUCOCYIUCTAST
KOoaryJsius, o0yCIOBJICHHAST TSLKEIBIM MEUCHOYHBIM IIMTO30M
C MCXOIOM B TEYCHOYHYIO HEIOCTATOYHOCTh, a TaAKXKE OCTPBIN
pecnMpaTopHbIil ucTpecc-cuHapoM. M Ta, u npyroii saBisitoTcs
YaCThIM OCJIOXKHEHHMEM MH(MEKIIMOHHBIX renaTuTos [13].

Hast nmarHoctuku ['®C Gosbliiee 3HaUEHNE MMEET UCCIie-
JIOBaHUE acmMpara KOCTHOTO MO3Ta, YeM ero ouoricus. B maro-
reHese ['DC obecyxnatores cHmkeHue ynciaa CD8+ u NK-kie-
TOK WM UX (PYHKIIMOHATbHAs 1e(EKTHOCTh, a TAKXKe CHUXKCH-
Hasl aKcIpeccusi nepdoprHa 1 rpaH3MMa — JBYX O€JIKOB, aKTH -
BUPYIOLIMX LUTOTOKCUYHOCTb 3TOro IyJja kKjaeTok. Hecocrosi-
TEJIBHOCTh MakpodarajbHON aKTUBHOCTHM IPUBOIUT K TUIIEP-
MpoAyKLuu psiga uurokuHos — @HO, UJI 1, 6, 8, 18, uro ume-
eT MecTo Kak ipu CCB, tak u mpu ['®C [15—17].

MHorouurcaeHHbIE TaHHBIE O POJIM LIUTOKWHOB B MMaTOreHe-
3¢ PA 1 ycnieliHOM MCIO/Ib30BaHUM B KJIMHUKE UX OJIOKATOPOB
He MOIJIM He OTpa3uThcsl Ha TakTuke jeyeHus: CCB. B cBsi3u ¢
HU3KOI 9aCTOTOM U TeTepOreHHOCThIO KITMHUIECKUX MTPU3HAKOB
pPaHIOMU3UPOBAHHBIE KOHTPOJIMPYEMbIE MCCIEIOBAHUS TPYIHO
nposectu mpu CCB, moaToMy moka3zaTebHast TepaIisi OCHOBa-
Ha Ha OTKPBITHIX MCCJEIOBAHUSIX, MJAHHBIX PETPOCIIEKTUBHOTO
aHajM3a U OrpaHUYEHHbBIX MTPOCTIEKTUBHBIX pe3yJibTaTax.

HecrtepounHble MPOTMBOBOCHAJIMTENbHBIE  Ipenaparhbl
(HIIBIT) okasbiBaroT cummrtoMatudyeckuii addekr y 10—30%
6osbHBIX CCB [5]. [MpumeHnenue rimokokoptukounos (I'K) B BbI-
COKHX J103aX, OCOOCHHO ITYJIbC-TEPaITsl METHIITPEIHU30JI0HOM,
pe3y/bTaTUBHO y 76—95% GOJIbHBIX, HO CTOMKAsi peMUCCUSI TTPU
3TOM He nocturaercs [17, 18]. o ananoruu ¢ PA nnsa neyeHus
CCB ucnosb3yioT 6a3ucHbIe MPOTUBOBOCIIAUTEIbHBIC Mperapa-
1ol (BITBIT) — meToTpekcar, JedayHOMUI, HIUKIOCIIOPUH A,
a Takke uMMyHortooyiauH [17, 19—21]. OgHako addekT 3Tux
MpernapaToB HECTOMKUIT — BHOBb PETUCTPUPYIOTCS (peOprIbHAS
JINXOPAJIKa, ChIlb, CAHOBUTHI 1 JJAOOPATOpHBIE OCTPO(Da30BbIE MO~
kazatenau. Mmeronmecst naHHble 00 akTUBHOCTH Th1-1IUTOKHUHO-
BOTrO KacKasa MocIy>KUJI1M OCHOBAaHUEM JIJIs1 MCTIOJIb30BaHMsI O10Ka-
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TopoB ®HO o st neyenns CCB [22—26]. TTonydeHHbIe pe3yiib-
TaThl ObLIM HeogHO3HauHbl. 1o maHHbIM [24], MHpAUKCUMA0 U
3TaHEPLENT He oKa3aau noJpkHoro adgdexra. M3 20 manueHTOB
CCB, pedpakrepHbIX K cyabbacanasny (2), HMKIOCITOPUHY A
(5), muknodocdany (4), azatnonpuny (3), BHyTpPUBEHHOMY BBe-
JIEHUI0 UMMYyHorooynuHa (5) u merorpekcaty (20), mpoBeneHa
Tepanus MHGIMKCUMa00M WY 3TAaHEPLIETITOM B 103aX, TPUMEHSI-
eMbIx 1151 ieueHust PA. HabnroneHue 3a 00JIbHBIMU TTPOBOAUIOCH
BTeueHMe 14 u 13 Hex cooTBeTcTBeHHO. [10THAs peMuccrs OTMeue-
Ha TOJIBKO Y 5 OONBHBIX: Y 1 MOCIe Tepanuy STaHepLenToM 1 4 —
nHpMKcuMabom. CMeHa MpernapaToB MPOBOAMIACH M3-3a HEd(]-
dexkTuBHOCTU M1 Totepu addekTa. [IpekpaiieHo neyeHue y 17
0OJIbHBIX: 13-3a rotepu 3¢ dekTa (y 11), pa3BUTHUSI TOOOYHBIX pe-
akuuii (y 4) v npyrux ripuuuH (y 2). [Tocsie oTMeHbI Teparnuu CUM-
ntombl CCB nosiBUIIMCh B CpeiHeM uepes 6 Mec.

O6cyxmnaercst poiab MJI 1 B marorenese CCB, B yacTHOCTH
aMMHOKMcIoTHasa myTaimsi B NALP-3-reHe, mpuBoasias K mo-
BbitieHHOM cekperiu MJI 1 [22]. Brokarop WUJI 1 — aHakuHpa —
okazajyics apdexkTuBHbIM npu jgedeHun CCB, B Tom uyucie y
60mbHBIX, pedpakTepHbix K BITBIT u 610katopam @HO a. Dd-
(bexT HacTyman MOCTaTOYHO OBICTPO, OBLT CTOUKUM ¥ TTPUBOIMTT
K KIMHUKO-JTabopaTopHoii pemuccuu [28—30]. [1o maHHBIM
[29], Bce cucremubie nposieneHuss CCB ncuesnu mocie nepBoit
Ke MHBEKLIMU aHAKUHPBI, yepe3 3—4 Hel HOpMaJIM30BaJICs ypO-
BEeHb ChIBOPOTOUYHBIX MapKepoB. M3 10 nauueHToBy 5 CCB xa-
paKTepU30BaJICS TIOCTOSTHHOW aKTMBHOCTBIO M ObLT pedpakTe-
peH Kk 'K, MeToTpekcary, aTaHepIICTITY.

[Ipu aktuBHOM TeueHnn CCB oTMeueH MOBBIIICHHBIN ypO-
BeHb WJI 6, 4T0 MOGYANIIO PsiI aBTOPOB UCIOIb30BaTh TOLIMIN3Y-
Mab (anTtaronuct WMJI 6) mist eyeHust atoro 3aboneBanust [31],
TeM 0oJiee, YTO UMEIOTCS JaHHbIe KOHTPOJIMPYEMOI'O UCCIIe10Ba-
HUSI MOHOTEPIUY TOLWJIN3YyMaOOM 00JIbHBIX PA 1 10BeHUIbHBIM
WIVOTIATUIECKUM apTPUTOM C CUCTEMHBIMU TPOsIBIICHUSIMU [ 32].

[To mannbIM [31], BBemeHMe ToIIM3yMada B 103¢ 8 Mr Ha 1 KT
Macchl Tela Kaxknple 2 Hen B codyetaHuu ¢ 'K u metorpekcaTtom
npuselio K Hopmanuzauuu COD 1 ypoBHsI (heppUTHHA, (DOPMYITbI
KpoBU nociie 4 nHby3uii, mocse 5-ro BBeneH s KyUPOBATUCH CU-
CTEMHBIE TIPOSIBJICHUSI, TIOCJIe 7-TO — CYcTaBHOM cuHapoM. Yepes
7 Mec crana Bo3moxHoit otMmeHa 'K n metotpekcara. OmHako Je-
pe3 18 Mec yke Ha (poHEe MOHOTEepaNuy TOLUMIM3yMaOoOM TeYeHHUe
CCB ocnoxuunoch LIMB-uHdekimeli, moaTBepXaeHHON 61o-
MCUeil KOCTHOTO MO3ra, YToO MoTpedOoBaIo OTMEHBI TOLMIN3yMada
1 HazHayeHus ['K B coueTaHuu ¢ HMKIOCTIOPUHOM A.

Jns repaniuu CCB mipeacrasiseT nHtepec 6jgokarop MUJI
18 — TIeOTPOIMTHOTO MMMYHOPETYJIUPYIONIETO ITUTOKWHA,
SKCIIPECCUsT KOTOPOTO 0Ka3biBaeT 3(pHeKT Ha BBIPAOOTKY APY-
IMX MPOBOCHAIUTEIbHBIX UUTOKMHOB, B yactTHoctu PHO «
[33]. [Tpu CCB mnoBeiieHHbII ypoBeHb UJI 18 kKoppenupyet ¢
ypoBHeM depputuHa [34]. [Ipy CCB B repMUHaJIbHBIX LIEH-
Tpax JUM@OIMTOB MOBbILIEHBI coaepx)aHue CD8+kietok u
nponykuus MJI 18 B oTimume oT TaKOBBIX TIPU HecTennduye-
CKOM JuMbaneHuTe 1 B KoHTpoJe [33].

[prHuUMast BO BHUMaHWE aKTUBALMIO JTUMGMOUTHON TKAaHU
npu CCB, orMevaroiiyiocs y 65% 6oiabHbIX, Hannuue B-ummy-
HOOJIacTOB B JIMM(ATUYECKUX y3J1axX, clydau pa3BUTUSI B-kie-
TOYHBIX TUM@OM, OOIbIIME HAACKIbl BO3JIAraloTcs Ha OJoKa-
top CD20+xerox perykcuma6. [1o manaeiM [35], y 2 manueH-
toB ¢ CCB, pedpakrepHbIX K Tepanuu 6iokatopamu @PHO a,
2 uH(}Y3Un puTyKcuMaba, TpOBEeIEeHHbIC ¢ 4-HeNeIbHbBIM MH-
TEepBaJOM, IIPUBEIN K PErPECCUU MOTUAPTPUTA U APYTUX CUM-
TITOMOB 00JI€3HH, YTO TTO3BOJIMIIO CHU3UTh 103y CUCTEMHOTO TpHe-
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Ma nipeaHusofioHa ¢ 50 go 5 mr/cyt. deruenus: B-kineTok coxpa-

HsJ1aCb JJIUTEJIBHO.

[pencrasieHHble TaHHBIE CBUIETEIBCTBYIOT O CIOXKHOCTH
muarHoctuku CCB, 4TO CBsSI3aHO C OTCYTCTBUEM crermbuie-
CKUX JIaOOPaTOPHBIX Y MOP(OTOTUIECKUX TTPU3HAKOB, HEOOX0-
JIMMOCTbIO TIpoBeAeHUsT nuddepeHInaTbHO AMATHOCTUKU C
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I/IHd)CKLII/IOHHI)IMI/I 60H€3HHMI/I, B TOM YMUCJIC reraTurtamMu, CeEri-

cucoM, JuMdbornpoudepaTUBHBIMU TipolieccaMu. He MeHee

CJIOXKHBIM SIBJISIETCS ITOA0OP CXEMbI JIEYEHUS, TaK KaK OOJbIINH-
ctBo 60ombHBIX CCB pedpakrephs! K Teparmu 'K, BITBII. Ha-
JIEXY BCEJISIIOT TTOJIOXKUTENbHBIE PE3YIBTAThl, MTOTyYeHHbIE TTPU
JIeUEHUU aHAKUHPOWM, PUTYKCUMAOOM, TOLIMIN3YMaOOM.
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