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Bonesnb CTunna B3pOCAbIX U CUCTEMHBIM OBEHW/IbHBIM MOUO-
naTUYeCKUW apTPHUT HEPEKO paccMaTpUBalOT Kak fBe (DOPMbl
OAHOro 3ab0NieBaHUs, B PA3BUTHU KOTOPOrO BaXkKHYIO POJib
urpaet aytosocnanenve. Knunuueckue npossneHns 6onesHu
Crunna B3poc/ibix HecneundryHbl, NO3TOMY AUArHO3 YCTaHaB-
NMUBAIOT METOAOM HWcktodeHusi. OcHoBa nedeHus 6onesHu
CTunna B3poC/ibiX — FNIOKOKOPTUKOCTEPOUIbI B COYETAHWH C
MeTOTpeKCaToOM, OKa3blBalOWMM cTeponaocbeperatollee aew-
cteve. Mpu HeaPHEKTUBHOCTH CTaHAAPTHOW Tepanuu MoryT
ObITb UCMO/Ib30BaHbI KaHAKUHYMab, BIIOKHUPYIOLWMI 3¢ heKTbl
WN-1B, u aHtaronuct UJ1-6 Tounnusymab, a npu cyctagHoM
cpopme 6one3HH — UHIMBUTOPbI hakTopa HEKPO3a ONyXO/H-CL.

KnioueBbie cnoBa. 6os1e3H6 Cmusna B3pocasix, aymo-
Bocnanenue, uHeubumopsl uHmepaelkuHa-13, moyunusy-
Mab.
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1897 r. anrmmiickmii meguatp Jxopmk dpenepuk

Crun onmcan 12 meteii ¢ ocoboit opmoit 3a601eBa-

HMSI CYCTaBOB, COIPOBOXKIABILErocs JUXOPAJIKOId,
neprdepuIecKoit TumbaneHonaThe 1 yBelIuuIeHueM celie-
3eHku [1]. 3a rom o0 BhIXO4a 3TOM MyOJMKALMU CXOMHbBIE
ciyvyau ObUIM OMUCAHBI y B3pocibiX [2,3], XOoTsl TepMUH
“0one3nb CTuiuia B3pOCHbIX” OBLT IPEmoXeH TOJLKO B
1971 r. [4]. Bonesnp Ctuiia, pa3BUBAIONIYIOCS B AETCKOM
BO3pacTe, CUMTAIOT CUCTEMHBIM BapMaHTOM HOBEHWJIBHOTO
MIMOTIATHYECKOTO (XPOHUYECKOT0) apTpuTa — HEOJAHOPOI-
HOIi IpyIMbl 3a00J€BaHMil HEU3BECTHOM 3TUOJIOTUM, HAuM-
Harommxca B Bospacte g0 16 ner [5]. Ilo xmaccudukanmm
MexnyHaponHoii murn accoumanuii pesMatojioroB (ILAR),
Jpyrue BapuaHThbl IOBEHWJILHOTO MAMOMATUYECKOTO apTpUTa
BKJIIOYAIOT B €e0S1 OJIMTOApTPUT, CEPOTIO3UTUBHBIN U Cepo-
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HEeraTMBHBIN MMOJUAPTPUT, ICOPUATUIECKUIA apTPUT, apTPUT
C DHTE3UTOM M HeaudhepeHIMpoBaHHBIN apTpuT [6]. JToms
CHUCTEMHOTO IOBEHWJIBHOTO WAMOIATUYECKOTO apTpuTa B
CTPYKTYpPE XPOHUYECKOTO apTpUTa HESICHON 3TUOJOTUM Y
neteit cocrabiasger 5-10% [7]. bonesns Ctuimia B3pOCBIX
OOBIYHO Pa3BMBACTCS B MOJIOZIOM BO3PACTe M SIBIISIETCST Pell-
KUM CHUCTEMHBIM 3a00JIeBaHUEM, PaclpOCTPaHEHHOCTb
KoToporo cocrasisieT ot 1 10 34 ciyyaeB Ha 1 MJIH HaceJe-
Hus [8]. CuCTeMHBI IOBEHWIBHBI MAMOMATUYSCKUIT apT-
puT U 6one3Hb CTuia B3POCIBIX XapaKTepU3YIOTCS He
TOJBKO CXOIHBIMU KIMHWUUYECKUMH TIPOSBICHUSIMM, HO U
O0LIMMU MeXaHM3MaMH Pa3BUTHUsS, B YACTHOCTHU, BaXHOE
3HauyeHHWe B [aToreHe3e MPUIAIT ayTOBOCMAJICHHUIO.
COOTBETCTBEHHO, MX YacTO PacCMaTpUBAIOT KaK IBa BapH-
aHTa OMHOro 3a0ojeBaHusI. M3ydeHue MaToreHe3a CUCTEM-
HOTO IOBEHWJILHOTO MAMOMNATUYECKOTO apTpuUTa M OOJe3HU
Cruina B3pOCTBIX MOCTYKUIO OCHOBOU AT pa3paboTKu
HOBBIX TOJXOMOB K JICUCHUIO, TIPEXIe BCEro MPUMEHEHUS
aHTaroHuctoB uHtepneiikuna (MJI)-1 u penentopos MJI-6.

BonesHb CTnna Kak ayroBocnanutenbHoe
3abonesaHue

Konuenuust ayropocnaieHust Obuia mpemioxeHa oonee 15
JIET Ha3ajJ Ha OCHOBE M3YYeHMs TMaTOreHe3a HEKOTOPBIX
PEeOKMX HACJIENCTBEHHBIX 3a00eBaHuil, Takux Kak TRAPS-
CHHIpPOM M TMepuoauydeckas Oose3Hb [9]. AyToBoc-
MaJMTebHbIe 3a00J1eBaHUs, B OTJIUYUE OT ayTOMMMYHHBIX,
CBSI3aHbI C T€HETUYECKU NeTePMUHUPOBAHHBIMU PEAKIIMSI-
MU MMMYHUTETa W BOCHAJIEHUsI, a HE aHTUT€H-UHAYLIUPO-
BaHHBIMM  CHHTE30M  aHTUTEJI  WJIM  aKTUBaluei
T-numpouutos [10]. COOTBETCTBEHHO, Y MALIMEHTOB C
ayTOBOCTIAJIMTEILHBIMUM 3a00JICBAHUSIMUA HE OIPEACISIOTCS
BBICOKME TUTPBI ayTOAHTUTE]T WU aHTUTEH-CIenuduie-
ckue T-knetku. KioueByio posib B pa3BUTUM ayTOBOCIAIM-
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JIEKUMKN

TeJIbHBIX 3a00JIeBaHUI UIPAIOT HEUTPOGhUILI 1 MaKpodharu,
a MYCKOBBIM MEXaHHW3MOM HEUTPOMUIBHOTO BOCHAJICHUS
siByisieTcst oOpa3oBaHue MHGbIaMMacombl (OT aHri. inflam-
mation — BOCTIAJIEHWE) — MaKpPOMOJIEKYISIPHOTO KOMILIEK-
ca, B coctaB koToporo BxoasatT NLRP3 (kxpuonupun) wiu
NIPYTUe POACTBEHHBIC OETKM, a TaKKe BCIIOMOTATEIbHBIN
6enox ASC u mpokacmnasa-1, mpeBpallaouascs B aKTUB-
Hyto Kacrnasy-1. ITocnenHsisi Bbi3biBaeT aktupanuioo MJI-1p
u WJ-18 — MOIHBIX IPOBOCIANIUTEIbHBIX IIUTOKUHOB,
KOTOpbI€, B CBOIO OUYepe/ib, MHAYLIMPYIOT BbIASIEHUE IPYTUX
LUTOKUHOB, B ToM uucie UJI-6, NJI-8 u dakTopa Hekpo3a
onyxonu (OHO)-o. [Ipr MOHOreHHBIX HACJEICTBEHHBIX
3200J1€BaHUAX, TAKMX KaK KPUOMHUPUH-ACCOLMUPOBAHHBII
CHHIPOM, TNPUYMHONH HEKOHTPOJMPYEMON aKTUBALUU
MHGIaMMacoMBI, JieXalleii B OCHOBE ayTOBOCTAJIeHUS,
SIBJISIIOTCSI MyTalluu reHa, Koaupytouero cuHte3 NLRP3.
DTOT 0EJIOK OTHOCUTCSI K CEMENCTBY BHYTPUKJICTOUHBIX
NOD-1iogoOHBIX pelenTopoB, KOTOPHIE pPacIO3HAIOT
MOJIEKYJISIpHbIe (DparMeHThI, acCOLIMMPOBAHHbBIE C MOBPEX-
nenrem (DAMP; kpucranabl MOYeBOW KMCIOTBI, MUTO-
xouapuanbHag JHK, S100 6enku m ap.) i maToreHaMu
(PAMP; nunononucaxapuibl, NENTUAOIIMKAHbBI, HYKIEHU-
HOBBIE KMUCJIOThl OAKTEpHii) U MHUIMUPYIOT BOCTIAJIUTEIb-
HbIii  orBeT. [loMuMO akTMBaLMM WHOIAMMACOMBI
BBIIEJSIOT U ApYrve MEXaHW3Mbl Pa3BUTHS ayTOBOCIAIM-
TeJIbHBIX 3a00jieBaHUil, B TOM uucie aktubanuio NF-kB,
M3MeHEeHNe KOH(pOpMaluu OeJKOB, YJacTBYIOIIUX B peak-
LMSIX BPOXIEHHOTO MMMYHMTETa, HapylleHWe peryssiiuu
KOMITJIEMEHTA U aKTHBalMio Makpodaros [11].

YV manuenTtoB ¢ Oone3npio CTwiia He OOHapyXKeHBI
MyTallMyd TE€HOB, HAOJIOMAIONIMECS TMPU HACIEACTBEHHBIX
ayTOBOCHAJIMUTEIbHBIX 3a0osieBaHusiX (Hanpumep, NLRP3,
NOD2, MEFV unmu PSTPIP1), mostomy cucTeMHEII 10Be-
HWIbHBII MAMOMATUYECKUN apTpuT u Oose3Hb Cruiia
B3POCJIBIX OTHOCSIT K TMOJMIEHHBIM (KOMITJIEKCHBIM) ayTo-
BOCTIAIUTEIbHBIM 3a0osieBaHusiM. M. Ombrello u coaBr. B
KpPYMMTHOM  BCEr€HOMHOM  MCCJEIOBAaHUM  accolualuit
(genome-wide association study — GWAS) ycraHOBWIH, UTO
nonmmopdusm B nByx jJokycax (HLA II xiacca u HDACY)
reHoOMa TeCHO acCOLMMPYETCS C Pa3BUTHEM CUCTEMHOIO
IOBEHWIBHOTO ManoIatnyeckoro aprpura [12]. bonee Toro,
CUCTEMHBIIl FOBEHWIBHBIN MINOTIATMYECKMIA apTPUT Xapak-
TEPU30BAJICS YHUKAJIbHOM TE€HETUYECKON apXUTEKTYpOM,
OTJIMYABIIIEH €ro OT APYIMX BAPUAHTOB FOBEHUJIBHOTO MIAKMO-
MaTUYECKOTO apTpUTa. B HEKOTOPHIX MOIMYJISIMSX BhISIBIC-
Ha accoumanus Oone3sHu  CTwia  B3pOCHBIX €
ornpeeieHHbIMU aHTUreHamMu cuctembl HLA, B ToM uncie
HLA-Bw35, HLA-DR4, HLA-B17, HLA-B18, HLA-B35,
HLA-DR2 [13-15], a Takxe mnoJuMOpP(U3MOM TEHOB,
konupywoiux MJI-18 u dakrop, mHrubupyonii Murpa-
duro makpodaros [16,17]. OgHako pe3ynbTaThl FeHETUYE-
CKMX HCCJIeIO0BaHMII OKa3aauch HEOJHO3HAYHBIMM, YTO
MOXET OObSICHSATHCS HEOOJBIINM KOJIMYECTBOM 00CI]eN10-
BaHHBIX TMAIMEHTOB, OTCYTCTBMEM acCOIMAIUN WM X
HEOTHOPOTHOCTBIO B Pa3IMYHbBIX ITHUYECKUX IPYIIax.

Ponw MJI-1p B marorenese 6ose3nu Ctuiia Obuia mpo-
neMoHcTpupoBaHa V. Pascual u coaBT. y MalMeHTOB C
CUCTEeMHBIM IOBEHWJIbHBIM MIMOMATUYECKUM apTPUTOM
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[18]. ABTOpHI MOKa3aju, YTO MOHOHYKJIEApHbIC KIICTKHU
nepudepryeckoit KpOBU 30POBBIX JOHOPOB MOCJIE MHKY-
Galnu ¢ CHIBOPOTKOM aeTell ¢ 6ose3Hbo CTUiIa HAYMHAIOT
BbIaensiTh UJI-1B B GOJIBILIOM KOJMYECTBE M 3KCIIPECCUPO-
BaTbh TeHbl BPOXIEHHOTO MMMyHUTeTa. Yuactue WUJI-1f B
nartoreHe3e 0oje3Hu CTuiuia moaTBepxkmaeTcs u 3ddex-
TUBHOCTBIO QHTAarOHMCTOB MEIMaTOpa MpHU 3TOM 3aboJeBa-
Hun [19,20]. bBosee TOro, mnpuUMeHeHHWE aHAKUHPHI
(peKOMOMHAHTHOTO aHTaroHucTa peuenrtopos WJI-1) y
JeTeil ¢ CUCTEMHBIM IOBEHUJIbHBIM MIMOMATUYECKUM apT-
PUTOM TIPEIYTPEKIATO pa3BUTHE MEPCUCTUPYIOIETO Mopa-
XKeHus cyctaBoB [21]. B CHIBOpOTKe, CHHOBHAIBHON
0007104UKe, TUM(paTUYSCKMX y3/lax U IeYeHU MalUeHTOB C
CUCTEMHBIM IOBEHWJIbHBIM UINOTATUYECKUM apTPUTOM U
6ose3HbI0 CTUILIA B3POCIIBIX ONPENESIUCh BHICOKME KOH-
neHtpauun MJI-18 — mpyroro npoBoCHaJUTENbHOTO IIUTO-
KWHa, BBIICJSIONIErocsl pu 00pa3oBaHUKM MH(MIAMMAaCOMBbI
[22-24]. DTOT HUTOKMH BBI3BIBAECT CEKPELIMIO MHTeP(EepO-
Ha-y uuToTokcuyeckumu CD8+ 1 ecTecTBEHHBIMUM KUJLIEP-
HbeiMu (NK) knerkamu. Kpome Toro, y mauuMeHTOB C
6ose3nbi0 CTUUIa HAOMIONANN BBIPAKCHHYIO aKTHBAIIUIO
HelTpouIoB U MakpoGaroB, XapakTepHyIo AJs ayTOBOC-
MaJUTeNIbHBIX 3a00JeBaHUil. B yacTHOCTH, y MAllMEHTOB C
60se3Hbl0 CTWIIAa B3POCHBIX OBLIM TOBBIIIEHB YPOBHU
Mapkepa axktuBauumu Heirpopuios CD64 u MII8
(CXCL-8), BbI3bIBaMOIIEr0 MOOMJIM3ALUIO M aKTHBAIMIO
HeliTpoduioB [22,25], a Takke MakpodaraibHOro KOJIO-
HUECTUMYJIMpYIollero (gakropa, MakpoharaibHOro MHIU-
Gupyromiero ¢aktopa U WHTephepoHa-y [22,26]. ¥V meteit ¢
CUCTEeMHBIM IOBCHWJIBHBIM MIUOTATUYCCKUM apTPUTOM
BBISIBUIM YBeln4yeHue KoHueHTpauuii S100 6eKoB, KOTO-
pble BBIIEISIOTCS aKTUBHBIMU HEWTpoduIaMHu, a YpOBHU
S100A8 u S100A9 TecHO KOppeIUpOBAIN C AKTUBHOCTBHIO
3aboneBanus [27]. Y nmaumeHTOB ¢ Ooje3Hbio Cruiuia
OTMEUEHO TaKXe IMOBBbIIIeHUe KoHueHTpauuii WUJI-6 [22],
KOTOPBIN MOXET OBITh MPUUMHON HEKOTOPBIX KIMHUYECKUX
MPOSIBJICHUI 1 00pa3oBaHUs OCTpo(da3HbIX OEIKOB B Ieye-
oy, 1 ®HO-a, XOTs ypoBeHb TOCIETHETO HE KOPPETUpPO-
BaJl ¢ aKTUBHOCTBIO Ooye3Hu [28].

Heobxoaumo OTMETUTb, UYTO MHOTME acreKThl MaToreHe-
3a 6one3Hn CTuiula 10 KOHIIA HEe M3YYEHBI U BBI3BIBAIOT
MHOTO BOIPOCOB. XOTSI OMMCAHHBIE BBIIIE U3MEHEHUS TIPO-
bunsg UMTOKMHOB XapaKTepHBI ISl ayTOBOCMATIEHMS, TEM
He MeHee, OHM HeCTeM(GUIHBI U MOTYT HAOMIOIAThCS TP
JIIOOBIX BOCIAJTUTENbHBIX 3a00J1eBaHMSIX. Kak crCTeMHBINM
IOBEHUJIbHBIM MAMOMATUYECKUI apTPUT, TaK U 0O0JE3Hb
Crujta B3pOC/IbIX OTIMYAIOTCS OT “KJIAaCCUYECKUX” ayTo-
BOCTIAJIUTENILHBIX 3a00JI€BaHUI HE TOJBKO OTCYTCTBUEM
MYTalMil OHOTO I'€Ha, HO U KJIMHUYECKUMU TPOSIBICHMUS-
MH, B YaCTHOCTH OOJIbIIEH IUTATEIBHOCTBIO OOOCTPeHUN U
BO3MOKHOCTBIO NECTPYKTUBHBIX M3MEHEHUI cycTaBoB [8].
[Mocnennue commxaroT 6oe3Hb CTUILIA ¢ QyTOUMMYHHBIMU
3a00JIeBaHUSIMU, TAKUMHU KaK CHCTEMHAasl KpacHasl BOJUaH-
Ka WIN peBMaTOUIHBIN apTpuT. COOTBETCTBEHHO, ayTOBOC-
najeHue — 9TO BaxHbI, HO, CKOopee BCero, He
eMMHCTBEHHBI MEXaHMU3M Pa3BUTHSI CHCTEMHOTO IOBEHWIIb-
HOTO MIMOMATUYECKOTo apTpuTa 1 6omesnn CTuiia B3poc-
JIBIX.
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TABJIULA 1. KnaccudukauynoHHble kputepuu Yamaguchi

Bosblime Kputepun Mautbie KpuTepun

Kpurepnu uckioueHst

Jluxopanka (39°C u 6onee) >1 Henenu
ApTpajiruy WIM apTpuT >2 Heaeab
TunuyHas ceinb

JleiikoumTo3 >10000 B MM® 1

>80% noaMMOpGhHOSIIEPHBIX JIEHKOLIMTOB

bosb B ropie

Tlepudepuueckas mumdaneHonaTms
VBennueHue MevyeHr WIn CeIe3eHKN
TToBbllIeHNEe aKTUBHOCTH aMUHOTpaHchepas
OTCyTCTBME aHTUHYKJICAPHBIX aHTUTEI

Nudexunn

3710KaueCcTBEHHbIE OIMYXOJIH (B OCHOBHOM
sumboma)

Jlpyrue peBMatuyeckue 3a0ojeBaHumsl,

B YaCTHOCTU CUCTEMHbIE BACKYJIUTBI

U peBMATOMIHOTO (hakTopa

IMpuMeuaHue: HEOOXOAMMO HAIMYUE TIO KpaiiHeil Mepe 5 KpUTepueB, B TOM YMC/IE 10 KpaiiHeir Mepe 2 GONbIIMX

KnuHuueckas KapTuHa U MeToabl AUArHOCTUKH

Bonesnp Ctuima B3poCiabIX OOBIYHO pa3BUBAETCS B MOJIO-
noM Bospacte (ot 18 go 35 jeT) U mpuMepHO ¢ OAMHAKOBOM
YaCTOTOM BCTPEYAETCST Y MYKUYMH U KEHIIWH, XOTSI B HEKO-
TOPBIX MCCIACMOBAHUAX MOJA XKeHIIMH nocturana 70%
[29,30]. OcHOBHBIE KIMHUYECKKE MTPOSIBIECHUST BKIIOYAIOT B
cebst BbICOKYI0 Juxopaaky (60-100% G6GonabHBIX), 6o B
cycTaBax, B OCHOBHOM JIy4e3allsICTHBIX, KOJIEHHBIX U TOJIe-
HocTonHbIX (70-100%), 1 mpexonsiiue po30Bbie MaKyIOMa-
MYJISIpPHBIE BBICHITIAHMUS, KOTOPbIe OOBIYHO JIOKATU3YIOTCS
Ha MPOKCUMATbHBIX YaCTSIX KOHEYHOCTEH W TYJOBHILE W
BO3HUKAIOT Ha MUKE JUXOPaIKH, a 3aTeM MpoxomsaT (60-
80%) [8]. IMosblmieHWe TeMmepaTypbl Tena g0 39-40°C
OOBIYHO TPEALIECTBYET MOSIBICHUIO IPYTMX CUMIITOMOB, a
6ose3nb CTuiIa SIBASIETCSl OAHOM M3 MPUYMH JIMXOPAIKKU
HesicHoro renesa (B 3-20% cnyuaeB) [31,32]. IlepBbiM
cummtoMoM 6oie3Hn CTUIa B3pOCIIBIX MOXKET OBITH 00JIb B
ropjie, KOTOPYIO CBSI3bIBAIOT C BUPYCHOI MHGEKIMel Win
acenTUYeCKUM HedKccylnaTUBHBIM (dapuHrutoMm [33]. Pexe
BCTpevatoTcss Muairuu (45%), ysemmaeHue TuMbaTnaecKux
y3noB (50%), cnaenomeranuss (40%), rematomeranus
(30%), nneBput (21%), nepukapaut (16%), cHUXKeHUE
Mmaccel Tena (27%), 6oab B xuBote (18%), mpexonsiiue
uHOWIbTpaThl B Jerkux [8]. B aHanm3ax KpoBu ompene-
JISTIOTCST HecTe M ruuecKre BOCTaINTeIbHble U3MEHEHMSI, B
ToM yucie nosbieHrne COD u KoHueHTpauu C-peakTuB-
Horo ©Oejka, HEHTPOMWIbHBINA JIEHKOLUMTO3, HECKOJIbKO
pexe — aHeMHUsi U TPOMOOLIMTO3, a TakXKe MOBBbILIEHUE
aKTUBHOCTH aMmuHOTpaHcdepas. [msg Oone3nm Cruiia
B3POCJIbIX XapaKTepHbl OUEHb BBHICOKASI CHIBOPOTOUYHAST KOH-
ueHtpauust depputuHa (no 1000 mMxr/n u Beile) [34] u
CHUXXEHHE CHIBOPOTOYHOTO YPOBHS TJIMKO3WJINPOBAHHOTO
(eppuruna [35]. CouetaHue ABYX MPU3HAKOB XapaKTepU3y-
€TCsl BBICOKOI Crenu@UUHOCThIO, HO OTPaHUUYEHHON YYB-
CTBUTEJIBHOCTBIO B TMATHOCTHKE 3a00JIeBaHUSI.
OO0wenpuHATHIEe KIacCU(bUKAIIMOHHBIE KPUTEPUU 00JIe3-
Hu Ctusuta B3poCbIx ObLIM mpeaioxeHsl M. Yamaguchi u
coaBT. (tabia. 1) [36] u mo3nnee B. Fautrel u coasr. (Tabi.
2) [37]. CnenmyeT y4uThIBATh, YTO CIIELU(PUUECKUX KPUTEPU -
€B JIMarHOCTUKMU 3a00JieBaHUs HE CYILIECTBYET, MOITOMY
JIMarHO3 YCTaHaBIMBAIOT METOIOM MCKITIOUeHMs. B mepByio
ouepeab HEOOXOMMMO MCKIIoYaTh MH(pEKIMOHHbIE 3a00i1e-
BaHUs (MMKOIJIa3MeHHast mHeBMoHUsI, BUY-undexius,
BUPYCHBIN TermaTuT, MHMEKIMOHHBINA HIOKAPIUT U JIp.),
3JI0KAQUECTBEHHbIE OIYXOJM (MpexkIe BCEro reMo01acTo3hl),
AyTOMMMYHHBIE (CHCTeMHasl KpacHas BOJYaHKa, peBMAaro-
WIHBIA apTPUT, CUCTEMHBIE BACKYJIWTHI) U ayTOBOCHAH-
TeJbHbIe (Mepuoauyeckas 00Je3Hb U JAp.) 3abojeBaHus,
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capkouno3. BaxHoe nuarHocTHyeckoe 3HaueHHUE HMMEIOT
OTCYTCTBME JIaDOPATOPHBIX TPU3HAKOB ayTOMMMYHHBIX
3a00jIeBaHNi (AHTMHYKJICAPHBIX aHTUTE, PEeBMAaTOUIHOTO
(daxkTopa, aHTUTEN K UUTPYUIMHUPOBAHHOMY TMENTHUY,
AHTUTEN K LIMUTOIUIa3Me HEUTPOMUIOB U Ap.) U Pe3yJabTaTbl
OMOTICMM KOCTHOTO MO3Ta, JTUM(MDATUIECKUX Y3JI0B WU ApY-
T'MX OPraHOB M TKaHeii, MO3BOJSIONINE UCKIIOUUTD 370Ka-
YeCTBEHHbIC HOBOOOPAa30BaHMSI KPOBU U JMMGaTUIEeCKOM
CUCTeMBI, a TaKXe JaHHBbIE MO3UTPOHHO-3MUCCUOHHOM
tomorpaduu ¢ "“F-ne30KCUrioko30ii (OTCYTCTBUE OITYyXOJIU
WJIM BacKyJIUTa ¢ TIOPaKeHUEM KPYITHBIX apTepuit).

bonesnp Ctuiuia B3pOCTBIX B LIEJIOM CYUTAIOT OTHOCH-
TeJbHO ITOOPOKAaYeCTBEHHBIM 3a0ojieBaHUEM C OJaronpu-
SITHBIM TIPOTHO30M BbIes0OT Tpu BapuaHTa TEYEHHUS
3aboneBanus [8]. MpumepHo y 30% mannueHTOB CUMIITOMBI
MPOXOMAT B TEUEHHME HECKOIbKUX MecsI1IeB (B OOJIbILIMHCTBE
ciyyae B T€UEHHUE Tojia) U B IMOCJEAYIOIIEM HE PeluIvBU-
pyioT. ¥ 30% OoNbHBIX HaOIIOMAETCS PELMIUBUPYIOIIEe
TeueHue, XapakTepusyolleecs YepefoBaHMeM MHOTOYMC-
JIEHHBIX O0OCTPEHUI U PEMUCCHIA, JIIUTEJIbHOCTb KOTOPBIX
BapbUPYETCS OT HECKOJBKUX Hele b 10 HECKOIBbKUX JieT. U,
HakoHell, y 40% NalMeHTOB OTMEYaeTCsl MePCUCTHPYIOIee
BOCHAJIEHUE, KOTOPOE OOBIYHO COMPOBOXIAETCS IMOJIU-
aptputoM. [IpemmaraioT TakXe BBIICIATbH TOJBKO JBE
(bopMbI 3a0051€BaHMST — CUCTEMHYIO M CYCTaBHYIO, KOTOpPbIE
OTJIMYAIOTCS 10 UMMYHOJOTUYECKOMY TPO(MUII0 U OTBETY
Ha TeHHO-WHXXEHEepHbIE OMoornyeckue mperapaTsl [8,38].
J1s1 mepBoOil TUMMYHO HAJIMYUE SIPKUX KIMHUYECKMX CUMII-
TOMOB, B TOM YMCJIE BBICOKO JINXOPAIKH, apTpaIruii, KOxX-
HBIX BBICBIITAHMI, CEpO3UTa, TOBHIIIEHHBIX AKTUBHOCTH
MeYeHOYHbIX (DePMEHTOB M YPOBHsI (heppUTHHA, B TO BpEMsI
KakK BTOpOil BapuMaHT XapakTepusyercs: 0Oojiee CTepThIM
TeUeHWEM W TPeoOJamalonIuM IMopaxXeHWeM CYCTaBoB (B
TOM 4YHUCJ€ C 3PO3UBHBIM apTPUTOM). AyTOBOCHAJIEHUE,
BEPOSITHO, UTPAET KJIIOUEBYIO POJIb B Pa3BUTUM CUCTEMHOI
dopwmbl 6onesnn CTUuTa M MMeeT MeHblee 3HaueHUe B
raToreHe3e CyCTaBHOTO BapuaHTa.

TABJIMUA 2. KnaccudukauuoHbie kputepuu Fautrel

Bonblume kpurepun Mausible Kputepuu

Jluxopanka >39°C

ApTpajiruu

[Mpexonsiiast sputema
DapuHruT

>80% nonumMophHOsAEPHBIX
JIEKOLIUTOB
IMukosunupoBaHHbBIN GeppUTUH
<20%

[Mpumeuanue: HEOOXOMMMO HATUYKE TIO KpaifHeil Mepe 4 OOJNbIIMX
KpHUTepHeB WK 3 OOMbIINX + 2 MaJbIX KpUTEPUEB

MakysonaryJsipHasi Chillb
JleiikoruTo3 >10000 B mm*
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JleueHue

Jleuenue 6onesnu CTtuiuia B3pocbix ammupuueckoe. He-
CTepOUIHbIE MPOTUBOBOCMAIUTEIbHBIE MpenapaTbl Majao
3(pheKTUBHBI Y TaKKUX MALIMEHTOB, TIO3TOMY MX MpPUMEHE-
HHE OIpaBIaHO TOJBKO BO BpeMs JMArHOCTUYECKOTO
obcnaenoBaHusi. OCHOBOI JIEUEHUST OCTAIOTCS TIIOKOKOPTH-
KOCTEpOM/Ibl, KOTOpPbIE Ha3HayatoT B go3e 0,5-1 Mr/kr/cyT B
3aBUCUMOCTH OT aKTMBHOCTM 0OoJie3HU. B Gojiee TsKembIx
CIyyasix BO3MOXXHO BHYTPMBEHHOE BBEAEHUE TIIOKOKOPTH-
KOCTEpOMJIOB B CBEPXBBICOKMX J103ax (IMyjabc-Tepamnus). B
LEJIOM TIIIOKOKOPTHKOCTEPOUIBI 3(D(HEKTUBHBI TIPUMEPHO Y
2/3 mauueHToB ¢ Oone3Hbio Ctuiuia [8]. Hampumep, B
PETPOCIEKTUBHOM HccienoBaHUM y 45 001bHBIX 3¢ dek-
TUBHOCTb MOHOTEPANMM HECTEPOMIHBIMM TTPOTHBOBOCTIA-
JIUTEIBHBIMY TIpernapaTaMu cocTaBuia Bcero 16%, B 1O
BpeMsl KakK YacToTa OTBETa Ha JieUeHHE TTFOKOKOPTUKOCTE-
poumamu gocturia 63%, a y manueHToB 6e3 XpOHUYECKOTO
aptputa — 78% [39]. INauneHTsl 00BIYHO OBICTPO OTBEYAIOT
Ha JIeYEHME TperapaTaMu 3TOM TPYIIbl — B TEUEHHUE OT
HECKOJIbKUX YacoB 10 HECKOJNbKUX nTHel. HazHaueHue rimo-
KOKOPTHKOCTEPOUIOB B OoJiee BbICOKOI 103¢ (>40 Mr) mo3-
BOJISLIO OBICTpEE NOCTUYb PEMUCCUM U aCCOLMUPOBATIOCH CO
CHIDKEHMEM 4acToThl peruanBoB [40]. CHXaTh 103y Hauu-
HalT uyepe3 4-6 Hemedb. YUYUTHIBAas BBICOKYIO 4YacCTOTY
pasBUTHs  cTepomaope3ucTeHTHocTH  (>40%) [8],
[TIOKOKOPTUKOCTEPOUIBI 11€IeCO00Pa3HO COUETaTh C UMMY-
HOCYIIPECCUBHBIMM TperapaTaMu, OKa3bIBAIOIIMMHU CTEPOU-
nocoeperatoniee aeiictBue [41]. C 3Toii 1eNbIO Yallle BCEro
npuMeHa0T MetoTpekcaT. B. Fautrel u coaBTr. m3yvanu
3(Q(heKTUBHOCTh METOTpeKCcaTa B HEBBICOKOI mo3e (7,5-17,5
MT/Hem) y 26 B3pOCIBIX TTALIMEHTOB CO CTEPOMI03aBUCUMOI
6one3ubio Crunina [42]. Ha neuenue orsetmnn 23 (88%)
OOJIbHBIX, a MMOJTHOI PEMUCCUM YIAIOCh T0CTHYb B 18 (69%)
ciyyaeB. Tepamusi MeTOTpEKCAaTOM TO3BOJMIA TakKXke
3HAYMTEbHO CHU3WTH 03y TTIOKOKOPTUKOCTEPOUMIOB MJIH
MOJHOCTbIO OTMEHUTh HX. D(GEKTUBHOCTH Mpernapara
ObLIa COMOCTaBMMON Y MAIMEHTOB C CUCTEMHOI U CYyCTaB-
Holi opmamu 6oje3nn Ctwiuia B3pociabix. CXOMHBIC JaH-
Hble TPUBOAAT W jApyrue aBTopbl [39]. B oTmenbHbIX
ciIyyasiX y TalMEeHTOB CO CTEPOMA03aBUCUMOI (hopMoii
6ose3np0 CTU/UIa IPUMEHSIIN HIUKJIocopuH [39,43]. Xots
1o 3(GEeKTUBHOCTY OH HE YCTyIajl METOTpeKcaTry, TeM He
MeHee, MOCJIeHNI CUNTAIOT TpernapaToM BbIOOpa ¢ y4eToM
JIyYIIIei IepeHoCuMOCTH [§].

B mocnenHue rogbl y mauueHToB ¢ 6ose3Hbo Ctuiuia
B3pPOCJIBbIX, HE OTBEYAIOLIMX Ha TIIFOKOKOPTUKOCTEPOUIbI U
METOTpEeKCaT, TMPU Pa3BUTUU TSKEIBIX OCIOXHEHWM WIIH
bopMUpoBaHNU CTEPOUIO3aBUCUMOCTH TMPUMEHSIOT pas-
JINYHBIE TeHHO-UHXEHEePHbIE OMOJOTUYECKUE Tperaparhl,
npexae Bcero antaroHuctsl MJI-1 u UJI-6, a Takxe MHIU-
ouropsl ®HO-o. AHaKMHpa — 3TO peKOMOMHAHTHBII aHTa-
rouct peuentopoB MJI-1, KOTOpbIii UCHONb3YIOT IS
JICYCHHsT KPUOTTMPUH-aCCOLIMUPOBAHHOTO TIEPUOANIECKOTO
CUHApOMA U JAPYTUX ayTOBOCMATUTEIbHBIX 3a00JeBaHMIt
[44]. B 1Byx caMbIX KPYITHBIX CEpUsIX HAOMIONCHUI aHAKWH-
py B no3e 100 mMr/cyt moakoxHo BBoawIM 25 u 28 B3poc-
JIBIM TMalnueHTaM ¢ pedpakTepHoit 0ose3Hbio Cruiia,
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COOTBETCTBEHHO [45,46]. B mepBom uccinenoBanun y 84%
MallMeHTOB CHUMIITOMBI OBLTM KYHMUPOBAaHBI B TeYeHUE
HECKOJIbKUX JHEH IMociie Havaia JeYeHMs, a ToJTHas KIIH-
HUKO-JTabopaTopHasi peMuccus Obiia gocturayra y 80%
00sbHBIX. [TpakTHUECKH BO BCEX CITyYasix OTBET COXPaHSIICS
JI0 KOHIIa HaOJIONEeHUs, MeAMaHa JIMTeTbHOCTH KOTOPOTO
cocraBistia 15 mec. Creyer OTMETUTh, UTO y 5 MAaLIMEHTOB
aHaKMHpa ObUla OTMEHeHa u3-3a HeaddexkTuBHOCTU (Y 1),
pasButus peuuanBa (y 1) WM TSOKETBIX KOXHBIX peaklnit
(y 3). DddexTuBHOCTD Tpernapara Oblla BELICOKON U BO BTO-
POM MCCIeIOBaHUM, B KOTOPOE OBbIIM BKJIOUEHBI MALlUEHTHI
CO Cpe/lHel [UTNTEIbHOCTBIO O0JIE3HN OKOJI0 9 JIeT, He OTBe-
TUBILKE Ha TIIOKOKOPTUKOCTEPOUIBI U Oa3MCHBIE TPOTHUBO-
BOCIaJIUTE/IbHBIC — TIpenapathl. JleueHWMe aHaKMHPOit
oKa3ayioch 3((HOEKTUBHBIM Y BCEX MAIIMEHTOB U TTO3BOJNIO
OBICTPO CHU3UTH 103y TIIOKOKOPTUKOCTEpPOUAOB. Y 16
OOJIBHBIX, TIPOMOJIXKABIINX TEPANUI0 B TEUEHUE B CPEIHEM
23 Mec, coxpaHsuIach MOJHAs WJIM YacTUYHas pemuccus. B
TO Xe BpeMsl CHMXEeHHEe M03bl WJIM OTMEHa IperapaTa B
MOJIOBUHE CJy4aeB MPUBOAMIM K Pa3BUTUIO pELMINBA.
D heKTUBHOCT aHAKWMHPBI YCTAHOBJICHA TaKXKe Y JeTell C
CUCTEMHBIM IOBEHUJIbHBIM MIUOMATUYECKUM apTPUTOM, a B
MOCJETHUX peKOMEHIAIMAX AMEPUKAHCKON KOJUIETUH PEB-
MatojoroB (2013 r.) antaronuct peuenropoB WJI-1 Hapsmy
C TJIOKOKOPTUKOCTEPOUJAMM PACCMATPUBAETCSl KaK OAMH
M3 TIperapaToB MepBOil TMHUU Y TaKUX MalueHToB [47].
OCHOBHO HEIOCTaTOK aHAKWHPBI — KOPOTKAas M-
TeJbHOCTh JEWCTBHUS, KOTOPasi BbIHYXJaeT BBOAUTH ITOT
npenapaT TMOAKOXHO exenHeBHO. B Poccuiickoit deme-
panuu OH He 3aperucTpupoBaH. KaHakmHyma0b (3aperu-
ctpupoBaH B Poccuiickoit ®Penepauuu moa Ha3BaHHEM
Wnapuc) — 3710 4yenoBeyeckue MOHOKJIOHalbHble IgGl
anTuTena Kk MJI-1p, KkoTopble CBSI3BIBAIOTCS ¢ IUTOKUHOM 1
OJIOKMPYIOT €ro B3alMOJAEKMCTBME C pelientopamu. B oTiu-
yyue OT aHAKWHPbI, KaHAKMHYyMa0 o0amaeT JIUTETbHBIM
IeproaOM TONYBbIBeneHUs (21-28 mHeli), 4TO MO3BOJISIET
BBOJMTH €ro TMOAKOXHO Kaxble 8 Hemenb. PekomeHmayemast
cTapToBas 103a Y B3pOCHBIX cocTaBisgeT 150 Mmr, mpu
HEOOXOMMMOCTH €€ MOXKHO ITOCTeTIeHHO yBean4uTh 10 300
MT (MakCUMaJbHasl 3aperCTPUPOBAHHAs 103 TIPU CUCTEM-
HOM IOBEHWJIbHOM HAMOINATHYECKOM apTpute). Dddek-
TUBHOCTb KaHaKMHyMaba B JICYEHUU CUCTEMHOTO
I0OBEHUJIbHOTO MIMOMATUYECKOTr0 apTpUTa yCTaHOBJIEHA B
IBYX PaHIOMM3UPOBAHHBIX KIMHUYECKUX MCCIIEIOBAHUSX
[48]. B mepBOoM IBOIHOM CJIETIOM HMCCJICIOBAHUM CPaBHU-
BajJM PE3YJbTaTbl OJHOKPATHOTO IMOIKOXHOTO BBEIEHHUS
KaHakuHymaba (4 Mr/kr) uiau miane6o y 84 nereit c
CUCTEMHBIM IOBCHWJIBHBIM HMINOTIATMYECKUM apTPUTOM.
[To >(phexTuBHOCTH, KOTOPYIO OLIEHMBAIXM Ha OCHOBAHUU
HOpMaJT3alMK TeMIIepaTyphl TeJia U yaydimeHus Ha 30% u
GoJiee 1o KpaiiHeit Mepe 3 U3 6 OCHOBHBIX MPOSIBJICHUI
IOBEHWJIBHOT'O MIMOINATUYEeCKOro apTpuTa, aHTaronuct WJI-
1p moctoBepHO mpeBocxoauws riaane6bo. Yepes 15 mHeit
yacToTa OTBETa Ha JieueHMe, COXpaHsBIIerocs depes 29
JIHEl, B OCHOBHOI ¥ KOHTPOJIbHOM rpymmnax coctaBuia 84%
n 10%, cootsetcTBeHHO (p<0,001). Bo BTOpOM HCCEnOBa-
HuM 177 neteil ¢ CUCTEMHBIM MAMOTATUYECKUM apTPUTOM
MoJyYaiu KaHaKMHyMad OTKPHITBIM METONOM B TEUEHME OT

KJIIMHNUYECKAA ®APMAKOJIOTUA U TEPANKA, 2017, 26 (4)



JNIEKLUMK

14 no 32 Hemenb (MeaumaHa — 4 uHBbeKUMHU). Bo Bpems
OTKpBITON ha3bl 73% OOMbHBIX OTBETWJIM Ha JIeYeHUE
(xynmupoBaHUe JMXOpanku U yayuireHue Ha 50% u Oonee
o KpaitHeit Mepe 3 u3 6 MposIBIEHIT IOBEHUILHOTO apTpH-
ta), a 'y 31% — OblTa JOCTUTHYTA peMUccHs 3ab0JieBaHUSI.
[TouTn y MOJOBMHBI MAIMEHTOB ObUIA CHWXKEHA 103a TIIIO-
KoKopTuKocTepounoB B cpeaHeM ¢ 0,34 mo 0,05 mr/kr, a 'y
TPEeTH — OHM OBUIM MOJHOCThIO OTMeHeHBI. [locie 3aBep-
meHusT OTKphIToi (a3l 100 manmeHToB, OTBETUBIINX Ha
JieueHUe M CHU3MBIIMX 103y T[JIIOKOKOPTUKOCTEPOUIOB,
ObUTM PaHAOMU3MPOBAHBI HA IBE TPYMITBl U MPOIOIKUIH
JledeHe KaHaKMHyMaOoM miau 1utane6o. Bo Bpems mBoii-
HOI ciemoi (pa3bpl yacToTa OOOCTPEHMIA B ABYX TpyIIax
coctaBuia 26% u 75% (CHUXeHUE OTHOCHUTEJIBHOTO pUCKa
Ha 64%), cooTBeTCTBeHHO. MearaHa BpeMeHH 10 000CTpe-
HUS B KOHTPOJBHOI TpyINe paBHsIach 236 OHEH, B TO
BpeMsi Kak B TpyIe KaHaKWHymMaba ee OmnpeaeuTh He yaa-
JIOCh, TaK KakK MHOJs JAeTell, IMepeHecIInx o0OoCTpeHue
CUCTEMHOTO apTpuTa, Obl1a MeHee 50%. K KoHIy Habmoae-
HUSI peMHCccHus 3abosieBaHMs Oblla oTMeueHa y 62% 60J1b-
HBIX TPYNIbl KaHaKWHyMa6a W 34% MaluueHTOB TPYIIIbI
miane6o. Yactora nHgeKImit Obla BIIIE B IPYINe KaHa-
KMHyma0a, OJHAKO B 1IeJOM IMEPEHOCHMMOCTh Ipernapara
ObL1a Xopoieil. Ha ocHOBaHMM pe3ybTaToB IBYX MCCIIENO-
BaHMI ObLIO 040OpeHO MpUMEHeHMe KaHaKMHyMaba mis
JICYEHHUS] CUCTEMHOIO IOBEHUJIBHOIO WAMOMATUYECKOTO
apTpuTa. Y B3pOCIBIX MAalMEHTOB ¢ Oose3Hbio CTULIA paH-
JOMU3MPOBAHHbBIE KIMHUYECKUE UCCIENOBAHUS KaHAKUHY-
Maba He MPOBOAMIKCH, XOTSI OIBIT IPUMEHEHHUS TIperapara
y JeTell TO3BOJSIET MPEINOJOXUTh COTIOCTABUMYIO €ro
a(hbeKTUBHOCTL, KOTOpas MOATBEPXKAAeTCS OTAEeIbHBIMU
HabmoneHusmu [49,50]. P. Efthimiou u coaBT. nmponeMoH-
cTpupoBan 3QPEKTUBHOCTh KaHAKMHyMaba y 4 IalueHTOB
¢ 6one3Hbio CTUJUIa B3pOCIIBIX, KOTOpHIE OKa3ajaach ped-
PaKTEPHBIMU K TTIOKOKOPTUKOCTEPOUIAM, Ga3UCHBIM TIPO-
TUBOBOCTIAIUTESILHBIM TIperapatamMm u uarubutopam MJI-1p
KOPOTKOTO HeicTBUS (aHaKMHpe U puioHauenty) [S1]. B
HacTosilee BpeMsl MPOBOAUTCS TUIaleb0-KOHTPOIUPYeMOoe
ucciaenoBanue CONSIDER (NCT02204293), B KkoTopoM
usyvaercs 3¢p@eKTUBHOCTh KaHAKMHyMa0a y IMalUeHTOB C
6one3nbio Ctuia B3pocibix. B EBponeiickom Corose npu-
MeHeHMe KaHaKWHyMaba omoOpeHo Ui JieueHUsT OOJIe3HU
Cruiia B3pOCbIX.

WHTepecHble JaHHbIE OBUIM HEJAaBHO TOJYYEHBI MPHU
aHajM3e psaja TEHOB, JKCIpPecCHsl KOTOPBIX y HeTell ¢
CUCTeMHBIM IOBEHWJIbHBIM MIMOMATUYECKUM apTPUTOM
MEHsUIAaCh 1O IelCTBEM KaHaKMHyMmab0a [52]. Dkcnpeccus
BCEX I'€HOB, KOTOpast CHUXKAJIACh TOC/Ie JIeYeHUsT MHTMOUTO-
pom WMJI-1B, Oblia MoBbIlLIEHA Y OOJIBLIMHCTBA MALIUEHTOB C
akTUBHOI Oosie3Hblo CTuiia B3pocibiX. B To Xxe Bpems
9KCITpeccHs OOJIBITMHCTBA TEHOB, MOBBIIIABIIASCS Y IeTeit
rnocjie IpUMEHEHUs KaHaKMHymMaba, Oblla CHUXEHa Yy
B3POCHBIX. DT JaHHBIE e€llle pa3 IMOATBEPXKAAIOT, YTO
CUCTeMHBIN IOBEHWJIbHBIM MIUOTATUYSCKUN apTpUT WU
6ose3Hb CTu/Ia B3POCTBIX CIEAyeT paccMaTpUBATh B paM-
Kax KOHTUHYYMa.

VYuureiBasg poiab WMJI-6 B maroreHese 6osnesnun Cruiiia,
eme onHuM ['MBII, KoTophlii MOXET OBITH MCIOJb30BaH
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IUISL JIeYeHUsl 3TOro 3abo0yieBaHUSI, CUYUTAIOT TOLMIU3YMAO.
Ony0IMKOBaHO HECKOJIbKO HEOOJBIIMX CepUil HAOMONeHMIT
(mo 11-15 maumeHTOB), KOTOphIE IIPOIEMOHCTPUPOBAIU
3(Q(heKTUBHOCTh U CTepouaocOeperaioiiee IeiiCTBAE TOLM-
J3ymMaba y MalueHToB KaK C CyCTaBHOM, TaK U CUCTEMHOM
dopmamu 60ne3un Ctuiia B3pocnbix [53-55]. bonee Toro,
y 4acTM MAlMeHTOB MOCTUTHYTHIH 3(hdeKT coxpaHsics B
TEYCHUE MO KpailHed Mepe HECKOJIbKHUX MECHIIEB IOCIe
MPEKpAILEHNS JIeYeHUsT TOIMIN3yMaboM. D(DGhEeKTUBHOCTD
9TOro Mpernapara u3ydyajaachb Takke B IBOMHOM CIIEIOM,
n1a1e60-KOHTPOJIUPYEMOM, PaHIOMU3UPOBAHHOM HCCIe-
noBaHUM y 112 meTeil ¢ CUCTEMHBIM I0BEHWJIbHBIM UIUOTIA-
TUYECKUM apTPUTOM, HE OTBETUBIIMX Ha JedyeHue
HECTepOUIHBIMM TTPOTUBOBOCTIANIMTEILHBIMU TTIperapaTaMu
U TIIIOKOKopTHKOcTeporaamu [56]. Uepes 12 Heneb yacTo-
Ta OTBETA Ha JieueHHe (KyMUPOBaHUE JIMXOPAAKU U yIydlle-
Hue Ha 30% mo KpaiiHell Mepe 3 u3 6 MPOSABICHUI
IOBEHUJILHOTO apTpuTa) coctaBmia 85% u 24% B rpymnmax
TouuauzymMadba M miane6o, coorBercrBeHHo (p<0,001).
Yepes 52 Hemenu akKTUBHOCTb YMEHbBIIWIACH 10 KpalHei
mepe Ha 70% 1 90% y 80% n 59% GOJIBHBIX, COOTBETCTBEH-
HO, a OKOJIO TOJIOBMHBI MAIlMEHTOB MPEKPATUIU MPUEM
[IIIOKOKOPTUKOCTEPOU0B. OCHOBHBIMM HeEXeJlaTeIbHBIMU
addexramu ObIIM MHOEKINKY, HEUTPOIIEHNUS 1 TTOBLIIICHIE
AKTUBHOCTH aMuHOTpaHcdepas3. CyauTb o CpaBHUTEIbHOM
addextuBHOCTM MHrMOUTOpOoB WMJI-1 M Tonmnusymada
cnoxxHo. Tem He MeHee, TIpU OTCYTCTBMU OTBeTa Ha KaHa-
KMHYMa0 MalMeHT MOXET ObITh TepeBeleH Ha JeueHue
TOLIMJIM3YMabOM M HA0OOPOT, YUMTHIBasE pa3HbIe MEXaHWU3-
MBI IeHCTBUSI 3THX TIPETapaToB. Y MAaIMEeHTOB C CYCTaBHOIA
dopmoii 6one3Hn CTuiia B3pOCIbIX TOUMIU3YMAO MOXET
MMeTh TIperMyliecTBo nepen uHruouropamu MJI-1 [8].

Db dextuBHocTh nHrnoburopo ®HO-a, mpexae Bcero
aTaHeplLenTa U MHQIMKCUMada, u3ydaaach B HECKOJBbKUX
cepusx HaOmoneHuit. B Hanbosee KpymHO# U3 HUMX Tperia-
paTsl 2T0i1 Tpynmnbl npuMmeHsn y 20 mamuenTtos [57]. [1pu
CpeloHell IUIMTeJIbHOCTU HabmoaeHus 13 MecsilieB mojHas
pemuccust Oblla TOCTUTHYTA Y 5 MAalIMEHTOB, a YacTUYHasT —
y 11. OnHako K KoHIy HabmoneHus 11 60JbHBIX ITpeKpaT-
1 neyeHue nHruburopamu ®HO-a u3-3a HeapheKTUBHO-
cti, a 4 — m3-3a MoOOYHBIX 3¢ dekToB. [IpuMeHeHME
nHru6uTopoB @HO-0. BO3MOXKHO Y MALUEHTOB C CYCTaBHOI
opmoit 6one3Hn CTuiia B3pOCIbIX, B TO BpeMs KakK y
OOJIbHBIX C CUCTEMHBIM BapMaHTOM OHM, CKOpee BCEro,
ycrynaiort 1o a¢ggekruBHoct uHruouropam MUJI-1 u NII-6.

3aknioueHue

bonesnp Ctuita B3pOCHBIX M CUCTEMHBIN IOBEHUJIbHBIM
WIMOMATUYECKUN apTPUT, MO-BUAUMOMY, MPEACTaBISIOT
co00ii 1Be opMbl OHOTO 3a00JIe€BaHMS, B Pa3BUTUU KOTO-
POTO BaXkKHYIO POJIb UTPAET ayTOBOCIIAJICHUE. Y TPETH Tally-
€HTOB ¢ 00Jie3Hbl0 CTHILIA B3POCTBIX CUMITOMBI MTPOXOISAT
B TEUEHME HECKOJIbKMX MECSIEB M B IOCJIEAYIOLIEM HE
PEeLMAMBUPYIOT, OMHAKO Y IBYX TpeTeil OONbHBIX HabIoaa-
eTcsl pellMIUBUpYIOllee TeYeHUE WM Pa3BUBACTCS XPOHU-
yeckuii moauaptput. KimHuuyeckue mposiBaeHuUs 00Je3HU
Crumia (Tipexzie BCero JUXopanuka, apTpajruyd U Mpexojs-
1€ 9PUTEMATO3HbIe BBICHIIAHMS) HeCTIeLIM(MUUHBI, MTO3TO-
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MY IMarHo3 MOXET ObIThb YCTAaHOBJEH TOJBKO IMOC/e TIa-
TEeJbHOTO 00C/eA0BAHMSI, MO3BOJSIONIETO UCKIIOUUTD APY-
rve MPUYMHBI UMEIoIUXCcsI cuMnToMOB. OCHOBA JIeUeHUS
6ose3nn CTujia B3POCIBIX — TJIOKOKOPTUKOCTEPOMIB B
COYETAHUU C METOTPEKCATOM, OKa3bIBAIOIIMM CTepOUaI0CcOEe-
peratotiee aeiicteue. [1pn HeaDHEKTUBHOCTY CTaHIAPTHOMN
Tepanuu MOIYT ObITh UCIIOJb30BaHbl KaHAKMHYMa0, OJIOKM-
pytouiuii addextol UJI-1p, u antaronuct UJI-6 Toumausy-
Ma0, a mpu cycTaBHO opMme 00JIe3HM — MHTUOUTOPHI
®HO-o.
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Still's disease in children and adults: new insights
in the pathogenesis and current treatment

S.V. Moiseev, P.l. Novikov, V.V. Rameev

Current evidence suggest that Still’s disease is a continuum
that includes pediatric and adult-onset forms. Clinical signs
and symptoms of adult-onset Still’s disease (AOSD) are non-
specific. Therefore, diagnosis may be established only by rul-
ing out every other possible disease. Corticosteroids and
low-dose methotrexate are the mainstay of AOSD treatment.

IL-

1 and IL-6 inhibitors may be effective in refractory cases.
Keywords. Adult-onset Still’s disease, autoinflammation,

IL-1 inhibitors, tocilizumabk.
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