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Ha 6 moyuauzymaoa (8 me/xe maccol mena 6HympugeHHo kaneavto 1 pas é 4 ned) ¢ memompexcamom (15 me/ned enymps). Ha porne neue-
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The paper considers a case of adult-onset Still's disease that occurred as acute pericarditis, two-spike hectic fever, and neutrophilic leukocyto-
sis in a young man. It was difficult to establish a correct diagnosis because there were no characteristic clinical symptoms of Still's disease, such
as salmon colored rash, arthralgia, and sore throat. The diagnosis of adult-onset Still’s disease was verified on the basis of the classification
criteria described by M. Yamaguchi et al. The special feature of the clinical case was the development of steroid resistance and the effective use
of a combination of the interleukin-6 receptor blocker tocilizumab (8 mg/kg body weight, given intravenously dropwise once every four weeks)
and methotrexate (15 mg/week orally). During this treatment, a sustained clinical and laboratory response was achieved, which could reduce
the dose of glucocorticoids to the maintaining one.
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BbINOT B MONOCTh NIEpUKapa MOXET ObITh KITMHUYECKUM CKUI CUHAPOM, ayTOMMMYHHbIe 0ose3HU. Pexe mopaxkeHue
MPOSIBJICHWEM MHOTHX CHCTEMHBIX 3a00JieBaHUIi, WHOTIA SIB- neprKapaa acCOUMUPYETCsT ¢ METabOIMYECKUMU HapyIIeHUSI-
JIAsICh ciydaiiHoi Haxonkoi. K uucity Hanbosiee 4acThIX mpu- MU, JIEKapCTBEHHBIMU WJIN JPYTUMU TOKCUYECKUMM BO3JIEH -
YUH BBIMTOTHOTO TEPUKAPAUTA, MO TaHHBIM EBporeiickoii ac- ctusmu [1]. MMouru B 50% ciyyaeB mpuurHa MepuKapanTa
conuanuu kapauojoroB (European Society of Cardiology), OCTaeTcsl HEYyTOYHEHHOM, a MEepUKapAUT paclleHUBAETCs KakK
OTHOCSTCSI MH(EKLIMOHHBIE 3a00JIeBaHMs, ITapaHeoIriacThuye- uavonaTudyeckuii [2].
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IIpennonaraercsi, YTO B reHe3e UAMOMATUYECKUX PELIUAM-
BUPYIOIINX TEPUKAPINTOB BaXKHYIO POJIb WTPAIOT HapylleHue
WMMYHHOU TOJEPAaHTHOCTU W/WJIM peajn3alvs ayTOBOCIIAIN-
TeTbHBIX MexaHn3MOB [3]. K yuciy 3aboseBaHuii, B TaTOTCHE3¢
KOTOpBIX HauboJyiee BBIPAKEH ayTOBOCHAJIMTEIbHBIN KOMITO-
HEHT, OTHOCST CMHAPOM/00e3Hb CTuiIa B3POCbIX, CAPKOM-
[103, HACJEJICTBEHHBIE NMEPUOIUYECKOE CUHIPOMBI. XOTSI ayTo-
BOCITAJIUTETbHBIC 3a00JIeBaHMS Jallle XapaKTepHU3YIOTCs TTOJIH-
OpTaHHBIM TIOpaXXEeHNEM, He UCKITIOUEeHO MpeodiaaHne B K-
HUYECKOM KapTUHE M3MEHEHUI OJHOTO OpraHa WU CHCTEMBI,
HaIpuMep M30JIMPOBAHHOTO IMMOpaXKeHUs cepllia, CoueTarole-
rocsi C CUCTEMHOM BOCTIAIUTEIbHOM peakiueit. [pyrue cucrem-
Hble MPU3HAKU 3a00J1eBaHMSI, TaKME KaK apTpairuu, He3HaAYu-
TeJIbHOE MOBBIIIIEHNE YPOBHS TpaHCAaMUHA3, KaK MPaBWIo, TIPHU-
CYTCTBYIOT y TIAIIMEHTa, HO M3-3a HEOOJBIION BBIPAKEHHOCTH
HEPEeIKO OCTAIOTCS HEOLICHEHHBIMM. B Takmx cirydasx rocra-
BUTh JMArHO3 CTAHOBUTCS JOCTATOYHO TPYAHO, TaK KakK ayTo-
BOCIAJIUTEIbHbIE 3a00JeBaHUSI PEIKO MMEIOT MaTOrHOMOHWY-
Hble JJabopaTOpHbIE MPOSIBJICHUS.

M1 HaOmonanu ciydaii 6oe3Hu CTuiuia B3poCbIX, 1e010-
TUPOBABIIUI C M30JMPOBAHHOTO TIOPAXEHUSI CepIedHO-COCY-
IIUCTOI CUCTeMBI. B TeueHMe HECKOTBbKUX MECSILIeB MOJIOAOM e~
JIOBEK paccMaTpUBaJICs KakK MallMEHT C MIMOMAaTUYECKUM Pelr-
NMBUPYIOLIMM TMEepUKapAUTOM. TOJBKO MIUTEbHOE Habstone-
HUE U yriIy0JeHHOe 00cIeJ0BaHKE 110 BO3MOXHOCTb Bepudu-
LMPOBaTh TUArHO3 ¥ HA3HAYUTh MATOTeHETUYECKYIO Teparuio ¢
MOCTUKEHUEM CTOWKOTO KJIMHUKO-JTabOopaTOPHOTO OTBETa.
OnucaHne TaHHOTO CIyJast PEACTABIISICTCS BAXKHBIM JIJIST OTITH -
MU3allu1 pacTio3HaBaHUS MPUUMH BBIMOTHBIX NIEPUKAPIUTOB 1
YAYYIIEHUs MX TTaTOTEHETUYECKOM Teparuu.

IIpuBoaum Haille HabIIOAECHME.

Hauuenm, 23 200a, snudemuonocuyeckuil u aniepeonsozuie-
CKUll aHamHe3 He omseouleH, He Kypum. B gpespane 2015 e. na ¢ho-
He noAH020 6.1a20n0AYHUS OCIMPO 03HUKAA 00Ab 8 2PYOHOLL KaemKe,
YCUAUBABULAACS NPU 21YO0KOM 800Xe, a MAKICEe 8 NOAOICCHUU AeCd
Ha chuHe, npodoaxcasuiascs boaee 10u. Ha
caedyrowuil 0eHb NOABUAUCH PeMUMMUDPY-
owas 08ynuxkoeas Auxopadka ¢ Makcu-
ManbHbIMU nOOdBeMamu memnepamypuvl 0o
39,6 °C, nomaueocmo, odbwas caabocme.
CocmosHue He YAYHULAN0CL 8 MeUeHUe
2 OHell, 6 853U ¢ HeM NAyueHm oopamuacs
3a MeOUYUHCKOL NOMOWbIo 8 ambyiamop-
Hoe 36eno. Ha momenm obpawenus cocmo-
SAHUe nayueHma pacyeHudanoch KaK ms-
acenoe, memnepamypa meaa — 37,2 °C, 00-
aacme cepoya GHewlHe He U3MeHeHd, des-
meabHOCMb cepoua pummu4Has, epaHuubl
BHAYUMO CMeljeHbl 64e60, 00 hepedHell
NOOMbIULEHHOU AUHUU 8 NAMOM Medcpebe-
pbe, MoHblL cepoya npueayuieHsl, Yacmoma
cepOeunvix cokpawenuti — 110 6 munymy,
apmepuanvHoe dasnenue (A/l) na naevesoix
apmepusx — 100/50 mm pm. cm. B aeekux
6e3uKyapHoe Obixanue, 0cAabNeHHOe 8 HUJICHUX 0omdenax, 4acmo-
ma ObixamenvHbix 0sudcenuti — 17 6 MUunymy, Kpaii neveHu naibnu-
posancs no Kparo pebepHoil dyeu, pazmepsl hewenu no Kypaogy —
12x10x7 cm, umo ykaswiearo Ha Hasudue eenamomeearuu. Ha
2neKmpoKapouoepamme 3apuKcuUpo8ansvl XapaKkmepHole o151 nepu-
Kapouma usmenenus (nesayus ceemenma ST 6o ecex cmandapm-
HbIX U ePYOHbIX 0MEedeHUsx).

Puc. 1. KT opeanoe epyduoii knemku om
05.02 (0o neuenus npomusosocnanu-
menvHbIMU npenapamamu). Tpusnaxu
IKCCYOamueHo2o nepukapouma,
6HYMPUPYOHOU NUMPOAOCHONAMUU
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Tlayuenm 6b11 3KCMPEHHO 20CNUMANUBUPOBAH 8 CIMAUUOHAD C
nodo3peruem Ha Haauyue 3Kccydamurnozo nepukapouma. Ha mo-
MeHm NOCMYNAEHUs Cbinu, apmpaneuil, hapuHeuma He 6bis6/1eHo.
[lo dannbim mpancmopakanwvhoil sxokapouoepaguu (TOxoKT) 6vi-
nom 6 nepukapd cocmasun 9 Mm 3a 3a0neil CMeHKOll 18020 Jceny-
Oouka. B kaunuueckom ananuze Kpogu ommeuanucev AeiKoOUUmMo3
12+ 10°/a, ¢ abcorromuoim yucaom neimpoghunos (A4H) 9+ 10°/a
(75% A4J1), yckopenue COD do 50 mm/4, nosviuenue yposus CPB
00 48 me/a (nopma do 5 me/n), pubpunoeena do 7,6 2/1, amuno-
mpancghepas 6 3 paza no CPasHeHUIo ¢ 8EPXHell epaHUyell HOPMbL.
Codepocanue mapkepog nogpejcoeHuss muokapoa (MuoeaoOuH,
mpononur I, MB-K®K) ne nogviuieno, mumpo peemamouoHo2o
gaxmopa (P®), anmunykneapnoix anmumen (AHA), anmucmpen-
moausuna-0 ompuyamenvhvie. Illoemopnas TOxoKI nokasana co-
XPaHHyIo hpaxyuio evlbpoca, HeusMeHeHHble pa3mepsbl Kamep U no-
Aocmell cepoya, UHMAKMHbLI KAGNAHHbIL annapam npu 00HO8pe-
MEHHOM YyeeauueHuU 00semMa 6blnoma é NoA0CMs nepuKkapoa: pacxo-
JcoeHue aucmkoe nepuxkapoa ouggysno oo 11—12 mm, 3a 3adneii
cmeHKoll 1e60eo dceaydouxa 0o 18 mm. Obcyxcoanracy uHpeKyuon-
Has 9MUonoeUs NOPAdCeHus nepukapoa,  Céa3u ¢ uem Uccredosa-
Hbl HOCEBbL KPOBU HA CIMEPUNbHOCMY, NOAUMEPA3HAs UeNHAs PeaK -
yus (I11[P) na Hykaeunosble Kuca0mbl KapOUOMPONHbIX 8UPYCO8,
npu 3mom 6030ydumeneil He 6bIA6ACHO; NPOKAALUUMOHUHOBYLLL
mecm Ovia ompuyamensioim. Hecmomps na smo, peuieHo smnupu-
YecKu Havamv AHMUOAKMEPUANbHYI) MePanur: uepmpuakcot
(2 o/cym eHympugsenHo — 6/8), npomMuoGUPYCHYH0 mepanuro npe-
napamamu unmepgepona a: (sughepon, 500 000 ME/cym). Oonos-
PeMeHHO npodoadicer duasHocmuueckut nouck. 18.02 evinoanena
Komnvtomeprnas momoepagus (KT) opeanos epyonoii kaemiku
(puc. 1), obnapyicervl 6nympuepyonas aumgpoadeHonamus ¢ yeeau-
YeHUueM Bcex epynn AUMBamuvecKux Y3106 (MAKCUMAAbHO 00
13 mm), a makoice eudpomopakc (MoAWUHa c105 HA YPOBHE YCMbes
HUdICHed0ne8bIX OpoHxoe cnpasa 0o 19 mm, caesa do 11 mm). Y3HU
0p2aH08 OPIOUHOU NOAOCMU NOOMEEPOULO HAAUYUE YCIMAHOBACHHOU
NpU NEPKYCCUU 2eNaAmMOMe2aNtll ¢ 6ePMUKANbHBIM KOCHIM PAZMEPOM
neuenu 151 mm. B bprowroii norocmu c6o-
000HOIl JHcudKocmu, yeeauveHus pamepos
BHYMPUOPIOWHBIX AUMPAMUHECKUX Y3108
He 6bls181eH0. Yuumbleas, 4mo patiiot, 6 Ko-
MOPOM RPOIHCUBAN NAUUEHM, OblL SHOCMUY -
HbIM N0 mybepkyaesy, a makce Moao0oil
603pacm, Haauuue HympuepyoHoli AumM@o-
adenonamuu, 2udpomopaKca u euoponepu-
Kapoa, omcymcmeue omeema Ha aHmuoda-
KmepuanbHyo mepanuio, coxpanenue geo-
PUABHOLL AUXOPAOKU, OblAA GbINOAHEHA U~
OpOOPOHXOCKONUS ¢ NOCACOVIOUUM UCCAe-
006aHUEeM NPOMBIBHBIX 600 OPOHX08 Memo-
dom I1I[P na JIHK muxobakmepuii, noay-
yern ompuyamenvhulii pezyasvmam. Ilog-
MopHble OmMpuyamenvrvie pe3yabmamol
NPOKANbYUMOHUHOB020 MeCma MaKice
ceudemenscmeosanu 06 omcymemeuy uH-
pexuuu.

B c6s3u ¢ coxpanenuem obsema nepukapouanbHo20 8blnoma, a
makaice 8bICOKUX 0CMPOPazoebix nokazameneli Kk mepanuu 6via 00-
baenen HecmepouOHbLI NPOMUBOBOCNANUMENbHII Npenapam
(HIIBII) ubynpogen ¢ cymounoii doze 1200 me ¢ Henpodoayicu-
MEAbHbIM U HEOOCMAMOUHO 3HAYUMBIM HOAONCUMENbHBIM dDdeK -
mom 6 eude CHUdICeHUs memnepamypsvl meaa 00 cyope6puIbHbIX
yughp. Oxcudaemoeo crhudxncenus yposus CPb ne npousousno.
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™ HospltaiName

Puc. 2. KT opeanos epydnoii knemxu om 18.02. Ymenvuwenue
8bIPANCEHHOCMU NePUKapouma

s danvretiuieco 006c1e008aHUs U 6bl-
pabomku mepanesmueckoll maKmuku na-
yuenm 6Ovin nepeseder 6 Cegepo-3anaoHoiil
hedepanvubiii MeQuYUHCKUL UCCAe008a-
menvckuil yenmp um. B.A. Aamazosa. Ilpu
nocmynaeHuu 6 KAUHU4ecKoM ananuse Kpo-
8l BbIABAAAUCH HELIMPOPUAbHDLI NelKOYU~
mo3 (80%) u3 obueeo yucaa NeiKoyuUmos
(9+109/1), nosvimenue yposus CPb do
91 me/n, geppumuna do 623 ne/ma (npu
Hopme 20—350 ne/ma). Ommeuena noao-
Jcumenvras OUHAMUKA CO CIMOPOHbL 8bINO-
ma 6 noaocmu nepukapoa (pacxodxicoenue au-
CMKO08 nepukapoa 3a 3a0Heli cmeHKoll npa-
6020 Jiceny0ouKa ymeHvuuaocs ¢ 18 do 8 mm;
puc. 2). Ho npu nonvsimke ommerst ubynpo-
ena ¢ 01.03 ommeuero yxyouienue cocmosiHus nauuenma 8 suoe
peuuousa hebpunvroli auxopaoku. Ilposedena 3amena ubynpogpena
Ha Humecyaud (200 me/cym eHympn). Ilouck ouaeoe xponuueckoil
unghekyuu pesyromama ne oaa. B nauane mapma penmeernonocuye-
cKu duasHocmuposar uHguavmpam 6 S8 1e60eo aeekoeo. B ces3u ¢
coxpaHarouelica hedpuabHOll AUXOPAOKOll, YeeauteHuem YPOGHs
CPb 0o 268 me/n uepes 2 Ons npousgedena 3amena anmubaxmepu-
anbHOU mepanuu — HasHaueHn spmanerem 1 2/cym ¢ meuerue 2 Hed
6/6 kaneavro. [lo dannvim KT opearoe epyonoii kaemku om 11.03
(puc. 3) 04ae06biX U UHDUALMPAMUBHBIX USMEHEHUTI 8 N1e2KUX He ON-
Pe0ensinoch, GHympuepyoHas aumgoadenonamus He npemepnend
Junamuku no cpasrenuio ¢ dannvimu om 18.02, nabaodancs 3nauu-
meAnbHblll peepecc 08YCMOPOHHe20 2UOPOMopaKca u 2uoponepuKapoa
¢ Haauvuem HebOAbUI020 OCIMAMOYHO20 KOAUYeCm8a JICUOKOCMU 6
A1e60i1 NAe8pPANbHOI nosocmu u noaocmu nepukapoa. Ilpu maenum-
HO-Pe30HAHCHOU momoepaghuu cepouya Ovia OUACHOCMUPOBAH MUONe-
purkapoum 6 cmaduu paspeutenus. Ha gpone mepanuu ommeuena no-
A0JCUmenvHas OUHAMUKa 6 8ude CHUDICeHUs memnepamypsl mend,
ocmpopazosvix noxazameneti (6 uacmuocmu, CPb ¢ 268 do 100 me/n),
XOmsl NOAHOU UX HOPMAAU3AUUU He NPOU30UUNO.

C yuemom @vicokoeo pucka peyuduga nepukapouma 0vin Ha-
3HaueH Koaxuuyun 6 doze 0,5 me 1 paz é cymku gHympo 6 covemanuu
¢ HIIBII. Ilayuenm 6bin 8binucarn ¢ pekomeHoauusamu npoooiice-
HUSL NOCMOSAHHO20 NPUEMAa OAHHbIX NPenapamoas.

B konuye mapma, necmompsa Ha npo0oANCAOULYIOCA Mepanuio,
B03HUKAU Peyudus 08YRUK080I AUXopadku, ycuieHue obujeil caa-

Puc. 3. KT opearos epyonoii knemku
om 11.03. Onucanue 6 mexcme
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bocmu, apmepuanvras eunomonus. llpu eocnumanusayuu 6HOGb
3ape2ucmpupo8ano pacxoxcoeHue AUCMKo8 nepukapoa 3a 6epxyui-
Kol u 60K0801ll cmeHKoi npagoeo xceayoouxa 00 9 mm, 3a eepxyui-
Kol 18020 dcenydouxa 0o 7 Mm, Had npasuim npedcepouem u mexnc-
dy aopmoii do 11 mm, 3a 3a0Hell cmeHKOIl 1e6020 dHceay0ouKa 0o
10 mm. Coxpausnuce uHCmpymeHmaibHvle NPU3HAKU AUMPOAOeHO-
namuu, eenamome2anuil.

Vuumuoisasn peuudusupyrowee meuenue 3abonresanus, Heodxo-
Oumo 6b110 NPOOANCUMD OUACHOCMUHECKUI NOUCK C UCKAIOYEHUeM
XOONCCKUHCKUX U HEXOONCCKUHCKUX AUMPOM, 8HEAe20UHOU (hopmbL
capkoudosa, cunopoma Cmuana e3pocavix. CmepHaibHas NYHKUUS
He 8blABUAA NOPAdICeHUs] KOCIHO020 MO032d, NPU aHaAu3e cyOnonyas-
YUOHHORO COCMA8A AUMPOYUMO8, KOHUCHMPAUUU UMMYHO02A00YAU-
HO8 CbIBOPOMKU KPOBU UMMYHOOehuyum He onpedeasncs. Yposeno
aHeuomeH3UHNnpespaulaoweco epmenma, c60000H020 U UOHU3U-
POBAHHO20 KAAbUUS CHIBOPOMKU KPosU Obia 6 npedenax Hopmel. 11o
danubim no3umporuoil amuccuornoil momoepaguu ([13T-KT) ne
0MMeuanoch Namoa02u4ecKk0e0 HaKonaeHus KOHMpAacmHozo eelje-
cmea, 8u3yaiuuposanic MemaboauvecKu HeaKkmugHvle AumMpa-
muueckue y3nol.

Hciaiouenue onkoeemamonoeuuecko-
20 3abonesanus u capKoudoza 0asano oc-
HogaHue 0yMams, Ymo nepuxKapoum s61s-
emcsi uouonamuveckum, Aubo cyuecmay-
em 6 pamKax aymogocnaniumenbHo2o 3a60-
neeanus (6onre3no Cmunna 83pocavix), Au6O
Modicem Oblmb NPOsGACHUEM HACAeOCHBEeH -
HbIX NEpUOOUYECKUX CUHOPOMOB.

C yuemom cKkAOHHOCMU nayueHma K
BbIPAJICEHHOL APMEPUANbHOL eUNOMeH3UU
Ha ore peyudusupyroue2o binoma @ no-
aocme nepukapda 0bi10 peuieHo npooosn-
Jcumo aeyerue Koaxuyunom I me/cym e co-
Yemanuil ¢ CUCMeMHbIMU 2AI0KOKOPMUKOU-
damu (I'K) — npednuzonon 30 me/cym. Jlo-
CmueHym HOAHbLI peepecc CUMAMOMAMUKU: HOPMAAU308AAUCD
ocmpoga3zosvie nokazamenau (COD 18 mm/u, CPb 5 me/n) u mem-
nepamypa meaa, 00sem 6blnoma 8 NOAOCMb NePUKApOd yMeHbUlUA-
¢ 00 3 MM 3a 3a0Hell cmeHKol npasoeo xceayoouka. Ilayuernm Gvin
8bINUCAH € PeKOMeHOAuuAMU OdanbHeliuleeo npuema KOAXULUHA,
cHuxdcerus 0036l npednusonona ¢ 30 me/cym na 20% 6 mecsy. O0-
Haxo npu docmudicenuu 003vl npedHu3onona 20 me/cym nabarda-
A0Cb YXyouleHue COCMOAHUS — peyudus auxopadku, crabocmu,
cHuxceHue ypoeHs AJl, umo nompe6o6ano yeeauueHus 003vl npeo-
HU3040HA 00 UCXOO0HOII. B danvreiiuem NONbIMKY CHUMNCEHUS 003bl
nepopanvhoix cucmemiuvix I'K <20 me/cym na ambyramoprom sma-
ne HeOOHOKPAMHO NOBMOPAAUCH, HO KadcOblil pa3 npugooulu K pe-
yuougy nepukapouma u AuxXopaoxu.

Lukauunocmy meuenus namonoeu4ecko2o npoyeccd, 8biCoKas
auxopadka (do 39,6 °C) 6 omcymemeue mepaneémuuecKux mepo-
npusmuit (npuem HIIBII), 6oéaeuerue pemuxyn03H00menuanbHoll
cucmemsl (aumgpoadenonamus, yseauueHue HeveHu, HOBblULEHUEe
YPOBHs MPAHCAMUNA3, He C853aHH0e ¢ NPO8oOUMOIl mepanueli), Ha-
auue Heilmpoghuavbroeo aeiikoyumosa >10 000 é 1 mxa (¢ Helimpo-
unvroim cosueom >80%) moenu boime npusnaxamu 6onreznu Cmun-
A4 83pocaviX uau Hacareocmeertvix cundpomos. C yeawvio uckaoue-
HUs Haubonee GeposIMHbIX HACAeOCMBEHHbIX OonesHell (nepuoduye-
CKUX CUHOPOMO8, aCCOUUUPOBAHHBIX C (PAKMOPOM HeKPO3a ONYXoau —
@HO — TNFRSFI), nacaredcmeennoil cpedu3emMHOMOPCKOU AUX0-
paoku (MEFV), eunepummyrnoenobysunemuu D/cundpoma depuyu-
ma mesanronam-kunaszvl (MVK), kpuonupunonamuu (NLRP3) 6bi-
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/10 8bINONHEHO eeHemuueckoe oocredosanue [4, 5], npu smom my-
MAHmMHLIX anneneil paccmampugaeMvix 2eH08 He BblA6AEHO.

Xapakmep kaunuueckux nposigaeHuil 3a001e6aHUs, UCKAIOYe-
HUe 8UPYCHbIX, OAKMePUaNbHbIX UHGeKYULl, a maKice OHKoA02U e
CKUX U ayMOUMMYHHbIX 30001e8aHULI NO380AUAU UOCHMUDUUUPO-
6ams 601e3nb Cmuana e3pocavix. uaenos 6bin ycmaHnogaeH Ha 0CHO-
eanuu kpumepues M. Yamaguchi u coaém.:y nayuenma umeaucs au-
xopaoka >39 °C, daumenvrocmoio >1 ned, aeiikouumos >10 000
6 1 mKa ¢ konuuecmeom epanynoyumog >80% (bonvuiue Kpumepuu)
u aumgoadeHonamus, HapyuieHue QYHKyuu neuenu (nosvluleHue
VPOGHS MPAHCAMUHA3, He CES3AHHOe C MOKCUYeCKUM delicmauem ae-
Kapcme uau annepeueti), omcymemeue P® u anmusdeproix anmu-
men (manvle Kpumepuu) npu UCKAIOHEHUU UHDEKUUU, ONYX0Ne8biX
npoyeccos, 0c06eHHO AUMPOMbL U OpYyeUX peeMamuueckux bonesHell.

C yuemom peyudugupyroujeeo meueHus namoa0eu4ecKoeo npo-
yecca, He8O3MOINCHOCMU CHUMNCeHUs! 003bl NPeOHU3040HA 00 6e30-
nacuoii noddepucusaroujeil (5 me/cym) Obi10 peueHo UCnoAb308aMb
cmepoudocbepezaroujuii npenapam. HMcnonvzoeanue memompekcama
(MT) 6 monomepanuu aumumupoganocy daumensHvim (0o 12 Hed)
nepuodom 00 HaAcmynaeuus >@pgexma, 4mo ObLA0 Henpuemaemo
6 ces13uU ¢ msidcecmvlo cocmosiHus nayuenma [6]. [losmomy npena-
pamom evlbopa seuacsa baokamop peuenmopa unmepaeiikuna (M)
6 mouunuzyma6b (TL[3). Ilo dannvim aumepamypol, 3mom npena-
pam 0ocmamo4Ho dphekmueern y maKux nauyueHmos, 0coOeHHO
6 couemanuu ¢ Huzkumu dosamu MT (15 me/cym) [7].

Yoce 6 nepsvie cymku nocae nposedenus nepgoii ungysuu
TI[3 (8 me/ke maccvl mena, 8/6 KaneabHo) 3apecucmpuposand
noa0JCUMenbHas OUHAMUKA 6 8Ude ANUPeKCUU €O CHUJICeHUEeM
ocmpoghazoevix noxazameneii (CPb 14 me/n), noanoeo paspeuie-
Hus nposeaenuil nepuxapouma (puc. 4). Ioanas kaunuko-aabo-
PamopHas pemuccus 3a0601e6aHus Oviaa docmueHyma uepes Hede-
A0 nocae nepeoeo 8eedenus npenapama U cOXpaHaiacs 00 OKms-
ops 2015 o. (momernm Hanucanus cmamoir). [layuenm npodoasica-
em noaywams TI[3 (8 me/ke maccot mena I paz é 4 ned 6/6) u MT
(15 me/ned enympn). B meuenue 3 mec ydaasocv cHuzumos 003y
npeoHu3040Ha 0o 5 me/cym.

HABNHWAEHUWA

SHIBA
HospitalName

Heart 1

o

Puc. 4. KT opeanog epyonoii knemxu om 16.04
(nocae naznauenus T3 u MT). Hcuesnosenue npuznakos
KCCYOamueHo2o nepukapouma

[ereporeHHOCTh KIIMHWYECKOI KapTUHBI 0osie3Hu CTuiia,
pasBuBIIIeiics y B3pocibix (M06.1), cyiecTBoBaHUE TIPEUMY-
IIECTBEHHO CYCTaBHOU 1 CUCTEMHBIX (DOPM 3a00JIeBaHUs, OTIpe-
NIEJISIIOT BO3MOXHOCTb TPUMEHEHUS HEeCKOJbKUX BapUaHTOB
KJ1accu(UKalMOHHBIX KpuTepueB. Ha cerogHsiuHumii 1eHb Hau-
0oJiee yacTo MpUMEHsIOT Kputepuu M. Yamaguchi u coaBT. u
kputepuu B. Fautrel u coaBT., 4TO 0OYCIOBJIEHO MX BBICOKOW
CreuM@UUHOCTBIO U UyBCTBUTEIBHOCTHIO [§—10] (cM. TabaMILy).
Kpurepuu B. Fautrel B oTeuecTBEeHHOM MpaKTUKE TPUMEHSIETCS
pexe kputepueB M. Yamaguchi v coaBT. B CBSI3U C OTpaHUYEH-
HOU JOCTYMTHOCTBIO TaKOTO JIAOOPaTOPHOTO TecTa, KakK aHallnu3
YPOBHSI TIMKO3UJIMpPOBaHHOTO (pepputrHa. [ToBbiieHHE YpOB-
Hs beppuTUHA NIpU 60sie3HN CTUIIIa B3POCIBIX OTMEUEHO Oosiee
yeM B 90% ciyuaeB, 0COOEHHO TPU BapraHTax 3a00JIeBaHUS C
NpeodsiaflaHueM CUMIITOMOB CHCTEMHOI BOCIAIUTETBHOM pe-
akuuu [11]. @eppuTUH HEe TOJBKO SIBJISIETCS TUATHOCTUYECKU

CpaeHume/thaﬂ XxXapakmepucmuka K/laCCM¢HK(1L{LIOHHbIX Kpumepuee

6oneznu Cmunna 63pocavix

Knaccndukanuonnsie Kpurepun

M. Yamaguchi u coasr. [9]

B. Fautrel [10]

Bosbiime 1. Jluxopanka >39 °C, mismasics > 1 Hen 1. OctponukoBas juxopaaka >39 °C
2. Aptpasiruu > 2 Heq 2. Aptpairuu
3. INanyne3Hast He3yasIIast ChIMb «salmon-coloured» rash 3. TpaH3uTOpHas spuTemMa
4. Jlevikoruro3 (>10« 10°/1) ¢ >80% HeiTpoduiion 4. ®apuHTUT
5. OTHOCHUTENIbHOE YnCIio HeiTpoduios >80%
6. Opakiys TTMKO3UWIMpoBaHHOTO dhepputrHa <20%
Mauibie 1. ®apuHrut wiu 60Jb B ropJie 1. TunuyHas chinb
2. JlumdoaneHoNnaThst U/ WA CTUIECHOMETaJIHSI 2. Jleitkorutos (>10 ¢+ 10°/7)
3. YBeanveHue KOHIIEHTpallM aMUHOTpaHchepas
B CBIBOPOTKE KPOBH
4. Otpunarenbhbie PO u AHA
Kpurepun 1. UudexmoHHbIi poLece Her
HCKJIIOUEHUSI 2. 3;110KaYeCcTBEHHbBIE HOBOOOPa30BaHMs/
NapaHeoruIaCTUIeCKUI CUHIPOM
3. AyTouMMYHHBI€ 3a00JIeBAHUS
JuarHo3 He meHee 5 kpuTtepueB, 13 KOTOPbIX HE MeHee 2 00JIbllNe 4 GOJBIINX KPUTEPUsT/WIIN 3 GOJBIINX U 2 MAJIBIX KPUTEPUST
CrieriunaHOCTh 92% 99%
YyBCTBUTEBHOCTD 96% 81%

34
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3HAYMMBbIM T1OKa3aTejaeM, HO U OTpaxaeT CTeNeHb aKTUBHOCTU
npoliecca M OTBET Ha Teparnuio. OTCYTCTBME 3HAYMMOTO TTOBBI-
IIEHUsT YPOBHS (PeppUTHHA HE MCKIII0YAET ayTOBOCTIATIMTE/Ib-
HBII TeHe3 3a0ojeBaHms. [1oka3aHO, YTO y YacTH IMAaIlMEHTOB,
0COOEHHO TIpU cycTaBHOM dopme O6osie3Hrn CTUiuIa B3pOCIBIX,
(GEeppUTUH MOXKET HAXOMUTCS B Mpejesiax TaK Ha3bIBaeMOI «ce-
poii 30HbI» [12]. B otinune oT cBoOOAHOM (hopMBbI (heppUTHHA
COOTHOIIIEHNE KOHILIEHTPALIMii CBOOOTHOTO ¥ NIMKO3MIMPOBaH-
HoOro 0eJIKkoB 00JiafaeT 00Jiee BHICOKOI JUAarHOCTUYECKOM crie-
HMUOUIHOCTHIO U YYBCTBUTEIIBHOCTHIO. JIMarHOCTUYECKY 3HAYM -
MBIM SIBJISIETCSI CHWDKEHUE COIEPXKaHUS TIMKO3UIMPOBAHHOM
dpakuun <20%.

B cootBercTBUM ¢ KpuTepusimu M. Yamaguchi u coaBr. [9],
IJIST YCTAHOBJIGHUsI IMarHo3a TpeOyeTcs Hajludude He MeHee
5 KpuTepueB, 2 U3 KOTOPBIX OTHOCATCS K paspsiay OONbIINX —
MpH COOTIONCHNN KPUTEPHEB UCKITIOUeHUS. B ormmcanHOM HaMK
cllyyae IMarHo3 YCTaHOBJIEH Ha OCHOBAaHUM KpUTEPUEB
M. Yamaguchi u coaBr. [IpyMeHeHre 3TUX KPUTEPHEB HECKOIb-
KO OTCPOYMJIO MPaBWJIbHYIO AUATHOCTUKY, TaK KaK YKa3aHHbIE
KPUTEPUU TPeOYIOT MPEeIBaPUTETHLHOTO MCKITIOUEHHUS OHKOJIO-
TMYECKUX, ayTOMMMYHHBIX UM HMH(PEKIMOHHBIX 3a00JIeBaHUIA,
YTO SIBNIAETCS WX HEIOCTaTKOM. Hanmume mepmkapmura Kak
IJIAaBHOTO KJIMHUYECKOTO IPOSIBJICHUS 3a00JIeBaHUS HE MPOTH-
BOpeuMJIo auarHo3y 0Oose3Hu Crwuia B3pociibix. HampoTus,
KJIMHUYECKU 3HAUMMOe TTopaxkeHue cepaua npu 6oje3Hu Ctu-
JIa B3pOCJIbIX B BHJIE TTIEpUKApINTa, MUOKApAUTA UM MUOIIEPU-
KapJauTa, 1o JaHHBIM JuTepatypsl [13], BcTtpeuaercs 6oJiee ueMm
B 30% ciyuaeB, CyOKIMHMYECKIE BapUaHTHI TedeHust — B 70%.
HecMoTpst Ha BBICOKYO YyBCTBUTEIBHOCTD, IIEPUKAPANT B CHITY
HUBKOW CreludUYHOCTY HE BHECEH B KilaccuduKalMOHHbIE
kputepun 6os1e3Hu CTuiuia B3pocibiX. BaXHO OTMETUTh, UTO
CYCTaBHOTO CHMHIPOMa MOXET He OBITh BOBCE, UTO MbI M HaOJII0-
Jlajid y Halero nauueHTa [14].

B coBpemMeHHOIM KTaccu(uKauy BBIICICHO ABAa OCHOBHBIX
tina 6os1e3Hu CTUIIa y B3pOCIBIX, XapaKTepU3YIOIIUXCS 0CO-
OCHHOCTSIMU KJIMHUYECKUX MPOSIBJICHUI, a TaKKe pasaudusIMu

HABNHWAEHUA

npoduisi MPOBOCHATUTEIbHBIX LIMTOKUHOB. Y TMAalMEHTOB C
npeobsiafaHieM B KIIMHUYECKO KapTUHE CyCTaBHOTO CHHIPO-
Ma OTMeyvaeTcsl MoBbIleHre ypoBHs B ocHoBHOM PHO«, nH-
tepdepona y, MJ118. Y 6onbHBIX ¢ TIpeodiafaHeM CUCTEMHBIX
MpOSIBJICHNI 3a00JIeBaHUsI, MOPaXXeHW KOXU M BHYTPEHHMX
opraHoB (cepilie, Jierkue) JOMUHUPYET MOBBILIEHUE YPOBHSI
WJI1 u W16 [15]. JlaHHbBIe pa3andus UMEIOT 3HaYeHWe TSI BbI-
6opa ONTUMAaJILHOM TAKTUKY IMaTOTeHeTHUeCKO Tepanuu. Ecim
B cllydae mpeo01aaHust CyCTaBHOTO CUHIpOMa HauboJiee BhICO-
Ka ¢ dexkruBHOCT, MHTHOUTOPOB PHOO, TO MPU CUCTEMHBIX
BapuaHTax cuHapoMa CTuiuta B3pociabix — uHruoutopos UJI1,
a TakxKe aHTaroHucToB peuentopoB MJ16. MMeHHO mosTOMY B
MPEeACTaBICHHOM HaMUW HaOJIIOIEHUN ObLI1 BbIOpAaH WHTUOUTOD
NJ16, uyTo, MO-BUAMMOMY, M OIPEACIUIO MOCASAYIOIINIA yCIeX
Teparmu. BMecTte ¢ TeM HEM3BECTHO, KaK JOJTO CIIEAYeT TIPOBO-
IIUTH YKa3aHHYIO TepaIliio, BO3MOXKHO JIU yBeJIMUEHUE NHTEpBa-
Jla MeXIy BBeACHUSIMU TIperapaTa Ui yMeHbIIIeHUE 103bl, BO3-
MOXHO JIU JOCTHKEHUE 0e3/1eKapCTBEHHOM PEMUCCUN.

Takum o6pa3oM, 0COOEHHOCTBIO ONMUCAHHOIO ciiydyast 00-
ne3Hn CTruia B3pOCIBIX SIBUJIOCH HAIMYME 3HAYMMOTO, BBICTY-
TAoIIero Ha TIEePBBIA TJIaH, OCTPO BO3HUKIIETO TOPAKEHUS
CepIEeYHO-COCYIUCTON CUCTEMBI ¢ TIpeobIafaHeM B KIIMHUYC-
CKOI KapTMHE 3KCCYyIaTMBHOTO TEepUKapauTa TPU OTCYTCTBUU
XapaKTepHOM CBINU, CYyCTaBHOIO cUHApoMa U (apunruta. Cre-
POUAOPE3UCTEHTHOCTb SIBUJIACh BTOPOIT OCOOEHHOCTbIO YKa3aH-
HOTO HaOmoaeHUsI. MOMEHTaIbHBIN OTBET Ha KOMOWHUPOBAH-
HYI0 Tepanuio Hu3kumu no3amu MT B couetanuu ¢ TL3 — Tpe-
Thsl 0COOEHHOCTD TTPEICTaBICHHOTO CIydasl.

MozkHO caenath BBIBOM, YTO MOpaXkeHNe CepAeUHO-COCYIN-
CTOI1 CUCTEeMBI B BUJIE TIEpUKAPANTA U MMOKapAUTa B paMKax 00-
se3Hu CTulia B3pOC/bIX € TOYKM 3peHUs MaTtoreHe3a 00J1e3HU
3aKOHOMEPHO M MOXKET OBITh €€ BEeIYIIIUM TpOsiBIeHUEeM. Mbl
rmojlaraeM 11eJiecooO0pa3HbIM BKiIoueHue Oorne3nn Cruiia
B3POCJIBbIX B TIepeueHb 3a00JIeBaHUI, C KOTOPBIMM HEOOXOIUMO
MPOBOAUTL AUMdEepeHIINATbHYIO TUAarHOCTUKY HMAMOTIaTUYe-
CKHUX PELUIMBUPYIOIIUX TEPUKAPIUTOB.

1. Massimo I, Yehuda A. Management of
pericardial effusion. Eur Heart J. 2013
Apr;34(16):1186-97. doi: 10.1093 /eurheartj/
ehs372. Epub 2012 Nov 2.

2. Maisch B, Seferovic PM, Risti AD, et al.
Task Force on the Diagnosis and
Management of Pericardial Diseases of the
European Society of Cardiology. Guidelines
on the diagnosis and management of pericar-
dial diseases executive summary: the Task
force on the diagnosis and management of
pericardial diseases of the European Society
of Cardiology. Eur Heart J. 2004
Apr;25(7):587-610.

3. Maestroni S, Di Corato PR, Cumetti D,
et al. Recurrent pericarditis: autoimmune or
autoinflammatory? Autoimmun Rev. 2012
Nov;12(1):60-5. doi: 10.1016/j.autrev.2012.
07.023. Epub 2012 Aug 2.

4. Canyruna CO, ®enopos EC,

Kysemuna HH, 3axapoBa EO. Muru6urop
MHTepJIeliKMHA | KaHAaKMHYMa0 B JICUEHUU
KPUOTIMPUH-ACCOLMNPOBAHHBIX TTEPUOINYIC-
ckux cuHapoMoB (CAPS). Kiimuuueckuii
onbIT. COBpeMeHHasl PeBMAaTOJIOTHSI.

2014;8(4):17-24. |Salugina SO, Fedorov ES,
Kuz'mina NN, Zakharova EYu. The inter-
leukin 1 inhibitor canakinumab in the treat-
ment of cryopyrin-associated periodic syn-
dromes (CAPS): clinical experience.
Sovremennaya revmatologiya = Modern
Rheumatology Journal. 2014;8(4):17-24.

(In Russ.)]. DOI: http://dx.doi.org/10.
14412/1996-7012-2014-4-17-24

5. ®enopos EC, Canyruna CO,

KyspbmuHa HH. AyroBocnanuTenbHble CUH-
TIPOMBI: YTO HEOOXOIMMO 3HATH PEBMATOJIO-
ry. CoBpemeHHasi peBmarojiorust. 2012;6(2):
49-59. [Fedorov ES, Salugina SO,

Kuz'mina NN. Autoinflammatory syn-
dromes: What a rheumatologist should know.
Sovremennaya revmatologiya = Modern
Rheumatology Journal. 2012;6(2):49-59.

(In Russ.)]. DOI: http://dx.doi.org/10.
14412/1996-7012-2012-728

6. Fugii T, Akzuki M, Kameda H, et al.
Methotrexate treatment in patients with adult
onset Still’s disease: retrospective study of 13
Japanese cases. Ann Rheum Dis. 1997
Feb;56(2):144-8.

35

7. Sakai R, Nagasawa H, Nishi E, et al.
Successful treatment of adult-onset Still's dis-
ease with tocilizumab monotherapy: two case
reports and literature review. Clin Rheumatol.
2012 Mar;31(3):569-74. doi: 10.1007/s10067-
011-1917-9. Epub 2012 Jan 4.

8. Mahroum N, Mahagna H, Amital H.
Diagnosis and classification of adult Still’s
disease. J Autoimmun. 2014 Feb-Mar;
48-49:34-7. doi: 10.1016/j.jaut.2014.01.011.
Epub 2014 Jan 31.

9. Yamaguchi M, Ohta A, Tsunematsu T,

et al. Preliminary criteria for classification of
adult Still’s disease. J Rheumatol. 1992
Mar;19(3):424-30.

10. Fautrel B. Adult-onset Still disease.

Best Pract Res Clin Rheumatol. 2008
Oct;22(5):773-92. doi:
10.1016/j.berh.2008.08.006.

11. Hochberg MC. MACP Rheumatology.
Sixth Edition. Mosby Elsevier; 2015. Chapter
87. P. 720-6.

12. Ichida H, Kawaguchi Y, Sugiura T, et al.
Clinical manifestations of Adult-onset Still's
disease presenting with erosive arthritis:



COBPEMEHHAA PEBMATONOTIUA Ne1°16

KAWHUYECRKHE HABNWAEHHKA

Association with low levels of ferritin and Reumatol Clin. 2012 Jan-Feb;8(1):31-3. et al. Adult onset Still's disease (AOSD) in
Interleukin-18. Arthritis Care Res (Hoboken). doi: 10.1016/j.reuma.2011.03.002. the era of biologic therapies: Dichotomous
2014 Apr;66(4):642-6. Epub 2011 Jun 17. view for cytokine and clinical expressions.

13. Garcia-Garcia G1, 14. Yoo WH. Adult onset Still's disease flared Autoimmun Rev. 2014 Nov;13(11):1149-59.
Fernandez-Auzmendi V, Olgado-Ferrero F, with pericardial effusion. Rheumatol Int. doi: 10.1016/j.autrev.2014.08.032.

et al. Acute Miopericarditis as the Presenting 2008 Jan;28(3):285-7. Epub 2007 Aug 1. Epub 2014 Aug 27.

Feature of Adult-Onset Still’s Disease. 15. Maria AT, Le Quellec A, Jorgensen C,

WccnenoBanue He MMENIO CITOHCOPCKOI MTOIEPXKKI. ABTOPBI HECYT TIOJTHYIO OTBETCTBEHHOCTH 32 TIPEIOCTaBIeHNEe OKOHYATEb-
HOIi BepCUM PYKOIIVCH B ITe4aTh. Bce aBTOPBI MPUHUMATH yyacTre B pa3paboTKe KOHIIETIIIMY CTaTbi U HanmucaHuu pykomnucu. OKoH-
yaTeJbHasl BepcUsi pyKOINCH Obljla 0100peHa BCeMU aBTOPaMU.
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