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CUCTeMHbIN I0BEHWIbHbIV ugnonatundeckun aptput. Obuwasa nHgpopmaums
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CUCTEeMHbLIN I0BEHUJIbHbIU
maononaTudeckum aptTpurt. Odwas
mHpopMmaumus

CUCTeMHbIN I0BEHW/IbHbIM ugnonatudeckun aptput (CKOUA) — 310 apTpuT ogHoro v 6onee
CyCTaBOB, KOTOPbIA COMPOBOXAAETCA NOATBEPKAEHHON NepeMexatoLLencs NMxopankomn
NPOAO/HIKUTENBbHOCTBLIO HE MeHee Tpex AHeN B Te4YeHne MUHUMYM OBYX Heaeslb B
coYeTaHUU C OAHUM UK Bosee N3 NepevncIeHHbIX MPU3HAKOB':

KpaTKoOBpeMeHHas (neTy4yasn) saputeMaTo3Has CbiMb;

* reHepasan3oBaHHaa nMMmcageHonaTus;

e renaTomMeranma u/unn cnaeHoMeranns;

Cepo3nT (nepukapaouT, W/vanm NNEBPUT, /U NEPUTOHUT).

PacnpocTpaHeHHOCTb

3aboneBaHue pa3BmBaeTCA y eTen C poxaeHna 0o 18 net, npenmyLleCcTBEHHO B BO3pacTe
oT 1 po 5 net. PacnpocTtpaHeHHOCTb CKOVMIA TO4HO He ycTaHoBJIeHa. B EBpone oHa
BapbupyeT oT 0,3 1o 0,8 Ha 100 000 neTen B Bo3pacTe A0 16 net % Mo gaHHbIM
MuH3apaBa Ha 2016 roa, B Poccum 3apernctpmpoBaHo 6onee 963 peten c ctOWA (5,5% B
CTPYKTYpEe IOHOLLECKOro apTpuTa), Npu 3TOM Masib4nKn U AeBOYKN BONe0T C 0AMHAKOBOW
yacToTon'.

3TUOJZIOrMA M naTtoreHes

B pa3sutum ctOVA rnaBHyto poJib UrpaeT akTUBaLNA BPOXKOEHHOIO UMMYHUTETA.
P PEKTOPHLIMU KNeTKaMu Cay>XaT Makpodarn u HeMTpodubl, ayToaHTUTENA He
onpegenaTca. Ina aToro 3aboneBaHna xapakTepHO OTCYTCTBUE CBA3M C M1aBHbIM
KOMIMJIEKCOM MMCTOCOBMECTUMOCTU Knacca II'.

B ocHOBe maToreHesa NeXxuT akTUBauUnsa BPOXKAEHHON MMMYHHOW CUCTEMbI U MPOAYKLMSA
npoBoCnasnTesIbHbIX LMTOKMHOB aKTUBMPOBaHHbIMKU Makpodaramu (L1J1-6, NN1-1, N1-18,
®HOQ, rpaHyoLUNTapPHOr0 KOJIOHMECTUMYINpYOLWeEro gakTopa 1 ap.). Fr'mnepnpoaykumns
MPOBOCMAa/INTENbHbIX LUTOKNHOB CMOCOBCTBYET Pa3BUTUIO KIIMHUYECKOW KapTUHbI 1
BTOPMYHOrO aMUIONA03a — CEPbE3HOr0 0C/0XKHEHUA COUA®.



KnuHnyeckana KapTuHa

Cpenun KInMHn4Yecknx npossneHnin 3abonesaHna Hanbonee pacnpocTpaHeHbl TMXopaakKa
(98%), apTpuT (88%) 1 cbinb (81%). Pexxe BCcTpeyvatoTCca nuMmdoaneHonaTus (39%),
nepmkapaunT (10%) 1 B HEKOTOPLIX C/yYasx renaTtocriaeHoMeranns’. Boicokas 4acTtoTa
3KCTPAaPTUKYAPHBLIX NPOSAB/IEHNI NMOAYEPKMUBAET CUCTEMHYIO Npupoay 3abonesaHus.
OcHoBHble cumnToMbl CKOUA npencTassieHbl Ha puc. 1.
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PucyHok 1. OcHOBHble cuMmnToMbl CKOUA
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JiInxopagka — 0OMH N3 OCHOBHbIX 1 06A3aTeNIbHbIX CUMNTOMOB 3aboneBaHus.
XapaKkTepun3yeTcs NOBbILLEHMEM TeMnepaTypbl 40 PebpunbHbIX 3HA4YEHUI C NaAeHVNEM [0
HOpPMaslbHbIX U CyBHOpPManbHbIX MOKa3aTenen, B toboe BpeMsi CyTOK, HO Yalle BeYepoM;
conpoBoXXaaeTcs 03Ho6aMM U CUNbHLIM NOTOOTAENEHNEM.
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CbiNb PerncTpupyoT B 95% ciiy4yaeBs, OHa ABAAETCSA O4HUM U3 BeAYLUUX NPOosBAeHNR".
ObnapaeT Bblpa>XeHHOW NOJIMMOPPHOCTbLIO, MOXKET BbITb MATHUCTON, MATHUCTO-
rnanysie3Hon, JIMHENHON (POPMbI, pa3Mep 3JIEMEHTOB — OT TOYEYHbIX A0 KPYMHbIX (2-5 MM),
MHOra C/INBHOW, SpUTEMATO3HOW, YPTUKAPHON, MO TUMNY KParnuBHULbI.
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ApTpuT pa3BuBaeTcs 06bIYHO OAHOBPEMEHHO C CUCTEMHbLIMU MPOosiBNeHs MU, B 10%
C/ly4aeB — B Mepuof OT HECKOJIbKMX Hefesb A0 10 net’. Jlokanmsauus apTpuTa 1 4nmcio
NMOpPa>KeHHbIX CYCTaBOB BapbUPYIOT; MOTYT NPUCOEANHATLCA TEHOCMHOBUTbI, MEPUAPTPUTHI,
NMMMMaTUYECKUIN OTEK KOHEYHOCTEN, @ Tak)Ke MEXMbILLEeYHblIE CUHOBUAJIbHbIE KUCTHI,
CBSI3aHHbIE C CyCTaBaMMu.
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FeHepann3oBaHHY0 AnMdboateHonaTuio onpegensaioT y 70% geten’. Yawe
yBENM4YNBAOTCA NepeaHeLllenHble, NogMbILEeYHble, MaxoBble, KybuTasnbHble, MHOrAa
BHYTpMOpIOWHbLIE NTMMAOY3/bl; OHN 6e360/1e3HEHHbI, 3/1TaCTUYHbI, HE CMasiHbl C
OKPY>XalWnUMN TKaHAMMN.
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FenaTosIMeHanbHbIN CMHAPOM BCTpe4vaeTcs B 85% cny4daes. [enaToMeranna sBapbupyeT OT
HeboNbLIMX pa3MepoB A0 3HA4YUTENbHbIX (MeYeHb BbICTynaeT U3-nof Kpas pebepHon ayru
Ha 4-6 cM 1 6osiee). CeneseHka pexxe yBenninsaeTcs B pasmepax (1-4 cm)*.
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Y 25% neTtel pa3BuBaeTCSA NEPUKAPANT, NJIEBPUT, aCENTUYECKUIA MEPUTOHUT YMEPEHHOIO
NN BbIPaXKEHHOIr0 XapakTepa, MHOr4a BO3HMKAT NpuctynoobpasHele 601 B xusote*®,
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OcCTpble HeBpoOIOrn4yeckme HapyleHmnsa (HEMHPEKUNOHHBIN MEHUHIUT C HEUTPOMUSIbHBIM
MJenounTo30M B CMMMHHOMO3IOBOM XXUAKOCTU, OTEK MO3ra) 6bIBaloT peako u 06bl4HO
CBSi3aHbl C BbICOKMM PUCKOM NeTanbHOro ncxona’.

3aboneBaHne MOXKeT NpoTeKaThb':



* C aKTUBHbIMU CUCTEMHbIMW NPOSIBJIEHUAMU N PA3HON CTEMNEHbIO BbIPAa>XEHHOCTU apTPUTa;
* 63 aKTUBHbIX CUCTEMHbIX NPOSIBJIEHUA N C PA3HOW CTEMEHbIO BbIPaXXeHHOCTN apTpUTa;
* c remocharounTapHbIM CUHOPOMOM.

Ona remodaroumMTapHOro CMHAPOMa XapakKTepHbl: MI0X0 Kynupylowasacs debpunbHas nnm
rekTn4yeckas Mxopagka; HapacTaHne pa3MepoB nepugepnyecknx MMMpaTnyecKnx y3nos,
neyvyeHu, CenieseHkn; NneTexmasnbHas Cbilfb; B TSXXEJbIX C/Iy4asiXx — HapYLIEHUS CO3HaHWUS,
KOMa, KPOBOTEYEHME U3 CIM3UCTbIX 060s104eK’.

IunarHocTtuka

JvarHos ctOMA B OCHOBHOM YCTaHaBANBAIOT Ha OCHOBAHUMN KJMHNYECKUX MPU3HAKOB".
NMomMmnmo nckntodeHnsa 3abonesaHnn, NpoTekatoWwmx noa «Mackon» ctOMA (cencuc,
WH(EKUVOHHbIE NpoLecChl Ppas3/IM4HON 3TUOIOMUKN, OHKOJIOrMYeCKN npouecc n gp.), B
A depeHUnanbHbIN pag BKAKYAKOT ayToBocnaanTebHble 3abonesaHus (AB3), B
YaCTHOCTU KPUOMUPUH-aCCOLMNPOBAHHbIE CUHAPOMBI.
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Pa3zBuTne cumnTomMoB B0OsIE3HM B paHHEM LEeTCKOM BO3pacTe, NopakeHne OpraHoB 3peHuns
(yBENUT) N OpraHoOB Ciyxa, Bblpa>KeHHasa HeBPOJIOrnyeckass CUMNToMaTUKa, ABASIOLWMECSH He
coBCeM xapaKTepHbiMU ans ctOUA, HeoBbIYHbIN CyCTaBHOM CUMHAPOM, HE3((HEKTNBHOCTb
NMPOBOAMMOrO JIeHEeHNSA — BCE 3TO CJIYXKUT NMOBOAOM A1 NPOBeAeHNA AOMNOJIHUTESIbHOIro
AONArHOCTUYECKOro Nonucka u reHeTU4eCKoro TeCTUpoBaHuA.

CnepyeT OTMETUTb, 4TO AnarHo3 clONA He MoXeT bbiTb YCTaHOBEH NPy HanmyYun':

* ricopua3sa (B TOM 4YMcie B aHaMHe3e) y NnauneHTa nan y ero poaAcTBeHHUKOB NepBOW
NMHUK poacTea (poanTtenu, cubcel);

e apTpuTa, accoummpoBaHHoro ¢ B27 aHtureHom (HLA-B27) rnaBHOro KkomnJsekca
rMCTOCOBMECTUMOCTM | Knacca, y MaJib4MKOB B BO3pacTe cTapLue 6 neT;

* AHKWJ1I03MPYOLWEro CNOHAWANTA; apTpUTa, aCCOLMNPOBAHHOIO C SHTE3UTOM,
CaKpoUIMNTa B COMETaHUKU C BOCManuTesibHbiMKN 3a601€BaHNAMN KULLEYHMKA,
cuHppoMa PenTtepa; ocTporo nepenHero ysenmTa WM oaHoOro n3 stux 3abonesaHuin y
POACTBEHHUKOB NEepBON JINHUU POACTBA;

* NoNoXUTenbHoro PO kKnacca nmmyHornobynmHos M (IgM) mnHumym B 2 npobax,
B3ATbIX C UHTEPBAJZIOM HEe MeHee 3 MeCcsLEeB.

JleyeHue

JlevyeHne clONA TpagnuMoHHO BKJOYaeT npuMmeHeHue HIMBIM, rniokokopTukonaos (B TOM
Yyncne BHYTPUCYCTABHO), MUMMYHOAEMNPECCAHTOB U FTEHHO-NHXXEHEPHbIX Bronornyeckmnx
npenapaTos’.

CornacHo o6HOBNEHHON BEPCUN POCCUNCKNX KITMHNYECKNX pekoMeHaauunn (2021),


https://prod.pro.novartis.com/ru-ru/therapeutical-areas/rheumatology/autovospalitelnie-zabolevaniya

OCHOBHbIMUW MpuUHUMNaMn nev4eHnA clOUA sasnswoTCca’:

* rNlaBHaA Uenb JieyeHnsa nauneHToB ¢ CKOMA — KJIMHNYecKasa peMnccnma — oTCyTCTBUe
CMMNTOMOB BOCMAaNIMTENIbHOM aKTUBHOCTW, BKJIIOYAA CUCTEMHbIE MPOSABIIEHUS;

* MUHUMaNbHaA (MM HN3Kas) aKTUBHOCTb 60Ne3HN MOXKET ObiTb aNlbTEPHATUBHON
LesIblo NCKIOYUTENbHO Y NaUMEHTOB C OJINTENbHO TeKyLw M 3aboneBaHnemM;

e onpepneneHue uenn n BbiIbop Tepanun OosHKHbl 6a3npoBaTbCA Ha NHANBUAYAJIbHbIX
ocobeHHoCTAX pebeHKa 1 CornacoBbIBaTbCA C poanTeneM/nauneHTom;

* aKTUBHOCTb B0OsIE3HM O0/IKHA PErynsipHO OLEHMBATLCSA U AOKYMEHTUPOBATbLCA C
NCNosib30BaHNEM BaMONPOBAHHBLIX KOMMNIEKCHbLIX WHCTPYMEHTOB;

* 4acTOTa NPOBEAEHMNA KOHTPOIA 3aBUCUT OT Tuna ctOUNA, akTUBHOCTU 3abosieBaHms,
HaIMYMNA CUCTEMHBbIX MPOABAEHUNA;

* CHMXXEHMe aKTUBHOCTU 6onesHn Ha 50% A0>KHO BbITb AOCTUIHYTO Y BCEX
naymMeHToB Mo KpanmHen Mepe Yyepes 3 Mecsua, a uesb (HeakTuBHas
bonesHb/pemMnccnsg) — 4yepes 6 mecsueB sedeHmns. Y nauneHTos ¢ COVIA C aKTUBHbIMU
CUCTEMHbLIMU NPOABAEHNAMU NTNXOPAAKa A0JKHA KYNMpoBaThCa 4Yepe3 1 Hepenio;

e Tepanus LOJ/KHA KOPPEKTUPOBATLCA A0 TeX Mop, Moka uefb He byaeT OOCTUrHYTa;

* MOHUTOPUPOBaHME OO/IKHO BbITb NOCTOSAHHbIM AN obecnevyeHns KOHTPOA
COXpaHeHunsa peMmuccumn (uenn).

MporHos

40% nauneHToB UMEIDT MOHOLUUKNYeckoe TeyeHne clOMA, ¢ NOAHLIM BOCCTAHOB/IEHUEM
CrycTa onpeneneHHbln nepuof. MNpu NOANUNKINYECKOM TEeYEHNUN PErNCTPUPYIOT 3NnU304bl
aKTUBHOCTN 6onesHn n pemnccum 6e3 nekapCTBeHHbIX NpenapaToB. Y 50% peten
HabnwgalT nepcucTupyowee TedyeHme 3aboneBaHns ¢ NPOrpeccnpyroWwmm NnoanapTpPUToOM
N PYHKLMOHAIbHON HeL0CTaTOMHOCTbIO .

dakTopbl HE6AronpUATHOrO NPOrHo3a':

e [pn IOHOLLIECKOM apTpuUTe C CUCTEMHbIM HavasioM 6e3 aKTUBHOIo CyCTaBHOIoO
CUHAPOMA: aKTUBHbIE CUCTEMHbIE NposBieHNa 6one3Hn B Te4eHne 6 mec.
(nnxopanka, BblcOkue nabopaTopHble NokasaTenn), HeobxoAMMOCTb B MOBTOPHOM
Ha3HavyeHun K cucTeMHOro oencTeus.

e [Ipn IOHOLWECKOM apTpuUTe C CUCTEMHbIM Ha4YaJloM C aKTUBHbIM CYCTaBHbIM
CUHOPOMOM 6e3 aKTUBHbIX CUCTEMHbIX NPOSABAEHUI: NOpa)KeHne Ta3zobegpeHHbIX
CyCTaBOB U (Mn) AeCcTPYyKLUMSA CyCTaBOB MO AaHHLIM pagnosiorM4eckoro
nccnenoBaHmMa (3p03mMmM CyCTaBHbIX MOBEPXHOCTEN, CY)XKEHMEe MeXCYCTaBHbIX LWenen).
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