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Beenenue.

Pesmartonanbiii aptput (PA) — HMMyHOBOCTIANHTEAbHOE (ayTOHMMYHHOE) PEBMAaTHYECKOE
3aboneBanne, XapakTepusyloleecs nporpeccupyolieii AecTpyKUHeil CycTaBoB U NopakeHHeM
BHYTPEHHHX OPTraHoB, pa3BHTHE KOTOPOTo OnpeaeseTcs CI0KHBIM B3auMoeiicTue akTopos
BHEILIHEH Cpe/ibl M FeHEeTHYECKOH MpeApacnonokeHHOCTH, BeAYLLNX K I00aIbHEIM HapyILeHHAM B

CHCTEME TYMOPAJIbHOIO H KJIETOYHOro HMMYHHUTETA.

PA siBnsieTcs 4acThiM 1 OZHHM U3 HauGosee TSHKeIBIX HMMYHOBOCTATHTETbHBIX 3a601eBaHHi
HeJsIoBeKa, YTO onpeseseT GoMbilioe MeAMIIMHCKOE H COLHMATIbHO-3KOHOMHYECKOE 3HaueHHe ITOH
naronoruu. Pacnpoctpanénnocts PA cpenu B3pocioro Hace/ieHHs B pa3HbIX reorpauyeckmx
30Hax mMupa konebrercs ot 0,5 10 2%. Mo ganHBIM oduuHaIBHOI cTaTHCTHKH, B 2017 roay B
Poccun 3apeructpuposato Gonee 300 Thicad nauuenToB ¢ PA, B To BpeMs Kak 110 JaHHBIM
Poccuitckoro snunemuonorndeckoro ucenenosanus PA ctpagaet okono 0,6% ot obueit
nommyisiuni. COOTHOLICHHE JKeHLIHH K MykdiHaM — 3:1. 3alolieBaHKe BCTpedaeTcs BO Beex
BO3pacTHBIX TPYMIAaX, HO MUK 32601eBaeMOCTH MPUXOIUTCS Ha HanOoIee TPy A0COCOOHDIH
Bo3pacT - 40-55 net. PA BbI3bIBaeT CTOIHKYIO MTOTEPIO TPYAOCTOCOGHOCTH Y MOIOBUHBI MAIIHEHTOR
B T€UEHHE MepBhIX 3-5 €T oT Hayasa 6ose3HH U MPUBOJMT K CYILIECTBEHHOMY COKpalLleHHIO
NPOJOJKUTEIbHOCTH MX JKH3HH, KaK 3a CUET BBLICOKOH 4acTOThl KOMOPOMIOHLIX 3abosieBanHil, B
nepByio ouepeib HHPEKUHOHHBIX OCIOKHEHHUH, TaK U XapaKTepHbIX 11 PA BHeCYCTaBHbIX
(cuctemnsle) npossnenuit (BIT) u ocoxHeHuH, CBA3aHHBIX C CUCTEMHBIM

HMMYHOBOCIAJIHTE/IbHBIM MPOLECCOM - PeBMaTOHHbI BACKYHT, AA aMIJIOHIO3 H JIp

[Ipu otcyTeTBHH 3 eKTUBHOH Teparni NPOAOIKHTEILHOCTD KH3HH Y GonbHbIX PA Hike Ha 3
rofa y )KeHILIUHH H Ha 7 JIeT y MY)K4HH, B IepBYIO OYepe/ib 3 CUeT BbICOKOTO PHCKA pa3BHUTHs
KoMOpGHIHBIX 3a00sieBaHMIi - KapAHOBACKY/IAPHOIl MAaTOJI0rHH, OCTEONOPO3a, TAKEIBIX HHDEKLI,
HHTEpPCTHLHAILHOTO 3200/1€BaHHS JIErKNX, OHKOJIOrHYecKuX 3aboseBanHil. Y MHOTHX MALHEHTOB ¢
PA KM3HEHHbIH 1POIHO3 CTOIb 2Ke HeOuarolpusiTed, Kak 1 1pu InMQol patHyiemMartose, caxapHoM
AuaGeTe 2-ro THIA, TPEXCOCYAHCTOM MOpaXKelIHH KOPOHAPHLIX apTepuii H uucyasTe. PA BLi3biBaet
CTOIKYIO TIOTEPI0 HETPY/I0CNOCOOHOCTH Y TOTOBHHBI MAlMEHTOB B TeUeHHe MepBbIX 3-5 et oT

Hayasa 6ose3nH, a 4epe3 20 J1eT TpeTh NaLMEHTOB CTAHOBATCS MOTHBIMH HHBATHIAMH.

Cy'l'b MMaToJIOrH4eckoro rpoLecca npH PA cocrtaBnseT cucTeMHOe ayTOHMMYHHO€ BOCIaJICHHE, KO-
TOopoe ¢ MaKCHMaJIbHOH HHTEHCHBHOCTBIO 3aTparmBacT CHHOBHAJIBHYIO 0601]0‘{!()/ CyCTaBOB. PA -

KI1accuueckoe B-knetouHoe AYTOUMMYHHOE 3aboneBaHue, Haubonee XapakTepHbIM MpOsABJICHUEM
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KOTOPOIo ABIACTCH CHHTE3 LIHPOKOro CTEKTPa ayTOaHTHTEN ¢ pasnnuiHoil cneunpuaHocTLIO, KOTO-
peie oGHapyxusaiotca Gonee, yem y 90% naunentos, crpanaowmx PA. Kpome toro, B-kietkn
YUACTBYIOT B KO-CTHMY ALK T-KneTOK, BbI3bIBAIOT akTHBaLHIO ocTeokitactos (OK) u cunresnpyior
WHPOKHIL CEKTP «NPOBOCHAINTEILHBIXY LIMTOKHHOB — (akTop Hekposa onyxonn ansda (PHOa),
aumpotokenn, uutepaeiikud (MJ1) 6 u ap. Haubonee xapaktepubiMu anst PA ayToaHTHTe aMi AB-
asiores pesmartonansie paxtopst (PP) IgG, [gM n IgA uiotnmnos, pearnpytowme ¢ Fe-pparmentom
mozekyabl IgG, u ayroantutesna. OCHOBHOE 3HAYEHHE NMPHAAIOT LUMTPY/UTHHHPOBAHHIO, KOTOPOE
npeacTapaseT coboil GHOXMMMYECKHIT Mpoliecc, ONoCpeoBaHHbI GepMEeHTOM MeTHAWI-aprHHHH
AesamuHasoii (IMAJ1) 2 u 4, sakmovalomwuiicss B KOHBEPCHH NMONOKHTENLHO 3apakeHHOH aMMHOKHC-
JIOTBI APTMHUH B aMHHOKHCIIOTY LIHTPY/UTHH, 001a4ai01Ly10 HelTpanbHbeIM 3apsaoM. [unepripoayk-
UHA aHTUTEI K UNTPYIHHHpoBaHHbIM Genkam (ALB) (ocoGenmo B komGunaunu ¢ IgM n IgA Pd)
accounMpyeTcs ¢ akKTHBHOCTBIO 3ab0sieBaHiis, NPOrpeccHpoBaHHEM JecTPYKLHH CYCTaBOB, 3KCTpa-
APTUKYASPHBIMH (CHCTEMHBIMH ) MPOSBIEHHAMH, pUCKOM 061Lei JTeTalbHOCTH, CBAZAHHOI ¢ pa3BH-
THEM KOMOPOMAHBIX COCTOAHMIl, B TepBYIO Ouepelb, KAPAHOBACKYIAPHLIX OCIOKHEHHH, «pe3u-

CTEHTHOCTbIO» M/IH HAIIPOTHB «MYBCTBHTEIBHOCTBION K d)apmaKOTepanmi.

Paccmarpusas MexaHn3Mbl, HHAYUNPYIOWLME LMTPY/LIMHHPOBAHKE, KAK [10TEHLNAIbHbIH MEXaHHIM
(hopmupoBanna ayToanTHreHHOTO penepTyapa, B nepByio ouepeab obpaliaeTcs BHUMaHKE Ha Kype-
HHe, NpHBoAsLiee K H30bLITOYHOMY 06pa30BaHHIO UNTPY/UIHHHPOBAHHBIX GEIKOB B TKAHH JIETKHX.
Hapsany ¢ Tkanbio nerkmx, BaxkHbiM MecTom oGpa3zopanns [TTM Genkos aBisercs TkaHb aeceH. YcTa-
HOBJICHO yBe/lMYeHHe pacrpocTpaHeHHocTH PA y MallMeHTOB ¢ MEpUOJOHTHTOM, a TakiKe CBA3b
MEKAY pa3sBUTHEM [1epHOJOHTHTA, yBelHYeHHeM TUTpoB PM u AL u aktuBHocThio PA. [Tonarasor,
4TO 3TO CBA3aHO co cnocobHocThi0 Porphyromonas gingivalis (nepHoaoHTaNBHbBIN NAaTOreH) aKTHBH-
popats [TAJ], BeI3pIBalOWIMX UMTPYLIHHHPOBaHKe Genkos-muweneii 41 ALLB (¢puGpunoren, a-3uo-
sasbl). B nociieaxue rozsi 6onsuioe 3naucHHe B WMMyHonaTorenese PA npuaatot aucbuosy MEKpo-
Guoma, KOTOpLIi, Kak 1071ararT, MOXKET NPUBOIUTS K JOKATLHOMY BoclaleHHIo, NoTepe GapbepHoii

hyHKUMHM KuWeUHMKa 1 TpacioKalMK KiIlleuHOl GakTepHaTbHOI (IOphl B KPOBSHOE pyCIIO.

B renernyeckux mnccnegosanmsax cuctemMol HLA w npu nojHoreHOMHOM mMoMcKe accoumaLii
(genome-wide association studies ~ GWAS) BriaBaeno Gonee 100 01HOHYKICOTHAHBIX MOIHMOp-
¢u3mos (single-nucleotide polymorphism - SNP), cBsi3aHHBIX ¢ pUCKOM Pa3BHTHA H NporpeccHpoBa-
Hus PA. Ocobe 3HaueHHne uMeeT HOCHUTENbCTBO aHTHIeHOB |1 Knacca raBHOro KoMmnaekea rucToCoB-
mectumocTu - HLA-DRO1/04, xapaktepHoii ocoGeHHOCTBIO KOTOPBIX SBIASCTCS Haauuue obuieii
AMHHOKHCJIOTHOI M0C/e10BaTeIbHOCTH (JICHUMH-TIIOTAMHUH-TH3HH-aPITHHHH-A1aHHH) B TpeTbeii rH-
nepsaprabunbHoii o6mactu HLA-DRP wueneii, koTopas monyumna HazBaHue «obmwuii snutom»
(Shared Epitope — SE). Hocurenscteo HLA-DRB1*0401 suisBasercs y 50-61% naumnentos ¢ PA




(OP = 5-11), a HLA-DRB1*0404 - y 27-37% (OP = 5-14). MonekynapHoii ocHoBoil 114 3Toii ac-
COUMALHN SBageTcs TOT GakT, 4TO NMOAOKHTEALHBIH 3apaa 3TOro yyacTka Monekyasl HLA-DR 610-
KHPYeT CBA3BIBAHME APrHHMH-COACPIKAIUMX NenTHAOB, HO obaerdaer (M ycnansaeT adpuHHOCTS)
B3AUMOCHCTBHE C© UMTPY/LUIHHHPOBAHHBIMH TICNTHAAMH, HeliTpaibHbiil 3apan. [lokalawa cBs3b
MekYy HOCHTEALCTBOM «ob1uero snuTonay, pakropamn pucka PA, HHIYLUHPYIOLHMH LHTPY/LTHHH-
posanue 6eakos n runepnpoaykuneii PO u ALB. Onpeaenennbiit Biaa B npeapacnonoKeHHOCTh
K pa3BuTHIO PA BHOCAT reHeTHYecKHe MOHMOPGHIMBI MOCKYJI, YHACTBYIOUIMX B KO-CTHMYAALIMH
T-kaerok (CD28, CD40, XxeMOKHHBI), TeHbl peLlenTopoB UHTOKMHOB (Hanpumep, UJ16 u ap.), dep-
MCHTOB, PeryaHpyOUHMH MOCT-TPaHCAAUHOHHYIO MOAHDUKaLHIO OelKOB, H FeHbl pavuIHYHBIX Gell-
koB - PTPN22 (Protein tyrosine phosphatase, non-receptor type 22), TNFAIP3 (Tumor necrosis
factor, alpha-induced protein 3), STAT3 (signal transducer and activator of transcription 3). yuacT-
BYIOUHX B HMMYHHOM OTBeTe.

Pa3siTie nopaxenue cycraBos npu PA, npossisioweecs npoandepaiyeii CHHOBHAIbHON TKaHH H
NeCTPYKIHEH CYCTABOR, ABTNETCS CAOKHBIM MPOIECCOM B PAIBHTHH KOTOPOTO MMPHHUMAKOT yyacTHe
BCEC )IEMEHThI HMMYHHOH CHCTeMbl, BKII04as T u B inMQoLmThi, aHTHIeH-TIPE3CHTHPYIOILIHE KIETKH
(B- knetkn, Mmakpodary, AeHIAPHTHbIE KIETKH), KOTOpBIE CHHTE3UPYIOT LUIMPOKHI CHEKTP MeaHaTo-
POB BOCMATEHHsl W TKaHeBoil MecTpykuun. MyHaaMeHTalbHBIH MeXaHu3M pasBHTHA PA cBasaH ¢
HapyleHHeM 6ananca MeX1y CHHTE30M «TIPOBOCTIATIMTENbHBIX) H «AHTHBOCTIAJIHTE/TbHBIX» LIHTOKH-
HOB, KOTOPbIC BbI3bIBAOT 10JApH3aLMi0 MMMyHHoro o1sera o Thelper (h) 1 1 Th17 thnam. Xapak-
TePHLIM MOPhOIOrHYeCKHM NpH3HakoM PA sBisetcs M3GBITOYHEI pocT U nponudepaiis CHHOBH-
aJIbHO# TKaHH (naHyc), npuBoAsiLeii k 06pa3oBaHNIO IpO3Hii U IECTPYKLIHH KOCTHOI TKaHH cyCcTaBa.
BHyTpenHuii (BbICTHIAIOWIHIT) CT0/ CHHOBHATBHOMN TKAHH COAEPIKHT 2 OCHOBHBIX THIIA KJICTOK: MaK-
podarononobusie (Tun A) u pubpodractononodusie (Tun B) ciHoBHounTbl. Makpodaronoaobusie
cunoBHoluTel (MIIC) HMeloT remMomnosTHueckoe, a pudpobractononodusie cHoBHOLHTEI (PIIC) —
Me3eHXHMabHoe rpoucxoxaenue. Ipu PA cunoBianbHas obonouka npeacrapiseT coboii rumnep-
M1acTHYECKY1O HHBA3HBHYIO TKaHb, OPMIPOBAHIE KOTOPOIi CBI3aHO ¢ YCHICHHOI MHIPALIHEiT 3THX
KJCTOK M3 KOCTHOTO MO3ra M KpoBOoToKa, cooTBeTcTBeHHO. MITC CHHTe3HpYIOT IIHPOKHii ciekTp
«IPOBOCHATUTENLHBIX» MeHATOPOB (LHTOKHHBI, XeMOKHHB!, )aKTOPhl POCTa 1 Ip.), KOTOphIE AKTH-
BHpytoT DIIC, KoTopkIe B CBOIO OUepelb HAYHHAIOT AKTHBHO CHHTE3UPOBATh «TIPOBOCTIATHTENLHBIEN
MeIHaToOPhl H MaTpPHKCHBIE MeTautonpoTenHassl (MMIT). DToT npouecc cnocobeTByeT XpoHi3aumuu
CHHOBHTA H IeCTPYKUHMH KOMIIOHeHTOB cycTaBa, DIIC obnaaaloT BeIpakeHHOH CIOCOOHOCTBIO K HH-
Basuu, cuHTesy MMIT U ycToliYnBOCTBIO K anonTo3y, CBA3aHHOMY ¢ FUNepiIKenpecciicii aHTHano-
nrotHyeckux GesikoB. XoTa, MeXaHH3Mbl IECTPYKLUHH CYCTABOB YPE3IBbIYAITHO reTeporeHHbl W CBA-
3aHbl C CHHTC30M «ITPOBOCMATHTE/BHBIX» MCAHATOPOB Pa3IMMHBIMH HMMYHHBIMH KJIeTKaMH (Mak-
podary, HeHTpoduLl, TYUHBIC KAETKH), AOMHHUpPYIOmYto ponb urpaT OIIC, sxkenpeccupytome
MoJlekyily ajaresuu kaareput-11, cuntesmpyrone MMII, B nepsyio ovepesn kojulareHasy | cTpo-




MEH3IIL. Ipo3us KOCTHOI TKamit onocpeayeTcs cospesainem u aktusauneii OK, cessaunoii ¢ Bos-
aeficrsinem RANKL (receptor activator of nuclear factor-xB), koTopslii cuutesupyetcs T-kaeTkaMu.
a raoke @HOa, HJI-6 u HJI-1, cnutesnpyrownxes makpoparamu n ®I1C. lectpykTisHas cBojicTBa
akTusHpoBanHpiX OK cBsi3anel ¢ cHHTE30M IIHPOKOTO CNeKTpa npoTteas, B MepBYiO ouepeib Ka-
Tencuna K (ocnosHoit npoteommiueckuii gpepment OK). Kpome toro, ALLB, s3anmoneiicTsys ¢ su-
MEHTHHOM, MPHCYTCTBYIOLIMM Ha MeMOpane npeaiecTBenHikoB OK, obnanaoT crnocobHOCTbIO HH-
AyunpoBate an(pepenunposky OK 1 Tem cambiM cTUMyHpoBaTh pe3opbumio KocTHoi TkauH.O
POJH FOPMOHATBHLIX HAPYIUEHHH (CBA3AHHLIX ¢ MOJOBBIMH FOPMOHAMH, TIPOJAKTHHOM) CBHAETEb-
CTBYET TOT (hakT, 4T0 B BospacTe 10 50 et PA Habmionalor npumepHo B 2-3 pa3a yalle y KeHILHH,

HEM y MYIKYHH, a B GoJiee no3iHeM BO3pacTe 3TH pa3andus HUBETHPYIOTCS.
Cospemennan kaaccupuranus:

OcobennocTn konupoBanus 3a601eBaHHS HIH COCTOSHHS (rpynne! 3aboaeBaHHI HIIH
COCTOAHHIT) Mo MesKayHapoIHOii cTaTHCTHYECKOH knaccudukaiun 6onesneii i npobiem,
CBS3aHHBIX CO 3J0POBBEM:

CeponosutusHelii peBMaTonaHsIT apTpuT (MOS)

MO05.0 CuHapom Dentu

MO05.1 - PesmaTtougHan 6onesmHb nerkoro (199.0)

M05.2 - PeBmatougHblil BaCKyAMT

MO5.3 - PeBmaToOUAHbIA apTPUT C BOBAGYEHUEM AP. OPraHOB U CUCTEM
MO05.8 - ipyrne cepono3nTUBHbIE peBMaTOMAHbIE apTPUThI
MO05.9 - Cepono3anTUBHbLIA PEBMaTOUAHLIA apTPUT HEYTOMHEHH bt
Apyrue peematouaHbie aptputel (MO06)

M06.0 - CepoHeraTuBHbIA pEBMaTOUAHbIA apTPUT

M06.1 - bone3Hb CTUANA, Pa3BUBLLIAACA Yy B3POCAbIX

M06.2 - PeematougHoiin 6ypcut

MO06.3 - PeBMaTOMAHbIN Y3E€N0K

M06.4 - BocnanuTtensHana nosavaprponarua

M06.8 - ipyrue yTouHeHHble peBMaToOMAHbIE apTPUThI

MO06.9 - PeBMaTOUAHbIM aPTPUT HEYTOUHEHHbI i

Knacenduxannonusiii kpurepuu:




I. OcnosHoii anaruos:
1.PeBMaTonaHblii apTpHT CEPOTIO3UTHBHbIH
2.PeBMaToMAHBIH apTPHT CePOHETaTHBHAIH

3.0cobbie knHUYecKHe (hOPMbI peBMATOH/I-HOTO apTpHTa:
-Cunapom dentn

-Bonesns CTHiLia B3poCIibix

4.PeBMaTOMIHBII aPTPUT BEPOATHBIN

Cepono3HTHBHOCTL H cepOHeraTHBHOCTL PA ofpenienifeTcs B 3aBHCHMOCTH 0T o6HapykeHnns P®

wwnin ALLB, s onpenesieHns KOTOpbIX HeOOXOAHMO HCTIO/B30BaTh CTAHAAPTH30BaHHbIe 1abopa-

TOPHbIE METOMBI.
2. Kanuudeckas craaus:
1. Ouenb paHHAA cTaguA: ATMTENbHOCTD 60J1e3HH <6 MecAleB
2. PaHHAs cTaqus: JIMTEIbHOCTE Gone3nH 6 Mec. - | roa

3. PasBepHyTas cTafus: ITHTEIBHOCTH 60/1e3HH >1 rofa Npu HATMYHH THIHYHOH CHMNTOMATHKH
PA

4. lo3nHsas cTamua: IINTedbHOCTB Gone3Hu 2 rofa 1 Gonee + BhlpakeHHasl AECTPYKLIHH METKHX

(ITI-IV penTreHonornyeckas cTaaus) U KpyMHBIX CyCTaBOB, HATHYHE OCIIOKHEHMIT.
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Jpoporniil CYCTas  Ouens PANRAR CTAANA Panuns craamn Passepuyran crtaasn  Hoyvmns ctaawa

3. AKTHBHOCTb:

0 = pemuccus (disease activity score - DAS28 < 2,6)
1= Hu3kas (2,6 £ DAS28 £ 3.2)

2 = ymepeHHas (3,2 < DAS28 £ 5,1)

3 = Beicokasa (DAS28 > 5,1)
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DAS28=0,56 -V YBC + 0,28 - v YIIC + 0,70 - In COD + 0,014 OC3
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Buecycrasubie nponsienns:

| peemaTounubie y3enku

2.KOWHBIH BACKYTHT (S3BEHHO-HEKPOTHYECKUH BACKY/IHT, HH(APKTBI HOITEBOTO JIOXKa, AMIH-Taslb-
HbIH apTepHHT)

3.BacKy/HTBI APYTHX OPraHoB

4.neiiponatus (MOHOHEBPHT, MOTMHEHPONA-THA)

5.M1eBpHUT (CyXoil, BRIMOTHOIA), MepuKapaAUT (CyXoii, BBITOTHOI)

6.MuOKapaHT

7.cunapom llerpena

8.nopaxenue a3 (CKIepPHT, SMHCKIEPUT)

9. uHTepcTHUMaNbHOE 3a6oeBaHue Terkux (M3J1)

10.renepanusoBaHHas MHONIATHS

| 1.mopaskeHHe CHCTEMb! KPOBH (aHEMHUA, HEHTPOMEHN )

5. MucTpyMcHTAAbHAAR XaPAKTCPHCTHERA,

|.Hanuuue 3po3uii ¢ HCriob30BaHWEM peHT-reHorpadu, BO3MOXKHO MarHHTHO-PEe30HAHCHOM ToMO-
rpaguu (MPT) u yapTpa-3ByKoBoro uccienoBanus (Y3H):

0 Hespo3usHbiii

o Dpo3uBHBIH

2.PentreHosniornyeckas cramis (no LUteiinbpokepy, B MOAH(PUKALIHN):
Tafimua 3. Pennrenoaorineckie craann PA (no WreiinGporepy)
MameHeHne NepruapTukynspHbiX Tkase i (NpunyxnocTe),

; crmuu | OXONOCYCTABHOR OCTRONOPO3 i
OKONOCYGTABHOW OCTRONOPA3, CYK@HWA CYCTaBHLIX Lenei i
"w“‘“ A * eaunniHee (< 10) 9poann 2
M eranus OKxOoNOCYCTABHON OCTEONOPO3, CYKEHUN CYCTABHLIX ened,
MHOXECTBEHHLIE (> 10) apoavu

IV cragua { Hanmue arkunoaa xo1s O B oMol oGnactu
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Pa3BepHyTas XapakTepHCTHKA PEHTICHONOTHYECKHX CTAAMIL (ompenessieTcs 110 peHTreHOrpaMmMam

CYCTaBOB KHCTEI H cTOM):

I cranus. HeGobiuoit okonocyctasnoii octeonopos. Exunununsie kuctoBnansie NPOCBETICHHA

KocTHOI TKaHN. HeanaunTenbHoe cyxkenie cycTaBHbIX Lie/ieil B OTAENBHBIX CYCTABAX.

2 cTtaaus. Ymepenniii ( BLIPAMKCHHBII) OKOJOCYCTABHOH 0CTEONOpo3. MHOMKeCTBeHHBIE KHCTOBI -
HbI€ NTPOCBETICHUA KOCTHOH TKaHH. CykeHne cycTaBHbIX meseil. Eananunsie IPO3NH CYCTABHBIX

nosepxHocreii (1-4). HeGonewue aedopmaunn kocreii.

3 cranans. YmepenHbiii (BBIpaXKEHHBIIT) OKOIOCYCTaBHOI 0CTe0nopo3. MHOKeCTBEHHBIE KHCTOBHI-
Hble NMPOCBETICHHA KOCTHO TKaHH. CyieHHe cycTaBHBIX lileeil. MHOXeCTBeHHBIE 3pPO3UH CYCTaB-
HBIX noBepXHocTel (5 1 Gosee). MHOKecTBEHHbIE BhipaxkeHHble AedopMauin kocteil. [ToaBbIBHXH

H BBIBUXH CYCTaBOB.
6. lonoaunTtebHasn HMMYHOJIOrHYecKas XapaKTepHCTHKA — AHTHTEAA K HHKJIHYECKOMY LHT-

pyaanauposannomy nentuay (ALIL):

e ALIIT - nosutHBHBIH
o ALLIT - seratuBHBIit

7. PyHKUHOHAIBHbIH KJIACC:

I — nonHOCTBIO COXPaHEHBbI: camooﬁcnyxmaauue. Henpod)eccnomﬂbﬂan H ﬂpOd)eCCllOHa.’leSH aen-

TCABHOCTD

[T - coxpaHeHsl: camooBe Ty kuBaHHe, IPOQecCHORANbHAS AeSTebHOCTh, OrpaHHYEHa: HenpodeccH-

OHaJlbHas neATe/1bHOCTD.

III - coxpaneHo: camooGeny)RkuBaHHe, OrpaHHYCHBI: HeNpodeccHOHAbHAg 1 MpodeccHOHATbHAA Ae-

ATETLHOCTD,
IV — orpaHH4eHsl: camoobenyknBaHHe, HenpodecCHOHATbHAS H NPo(ecCHOHANLHAS 1eSTeTbHOCT.

8. OcaoxHenns.

e BTOPUYHBIH AMHJIOHI03

e BTOPHYHBIH OCTEOAPTPO3

® CHCTEeMHBIH ocTeonopos

e aTepoCKIEpPOTHYECKOE MOpakeHHe cOoCy10B

e OCTCOHCKpO3




¢ TYHHCIbHBIC CHHIAPOMDI (C‘MH,’IPOM 3anACTHOrO KaHajaa, CHHIPOME! CAaBNIeHHA JIOKTEBOIO,

GonbiiebeplioBoro Heppos)

® TNOABBIBHX aTJAHTO-aKCHAJILHOIO CyCTaBsa, B TOM YMHCIC C MuesionatHeii, HecTabHWIBHOCTE

[eiHOoro oTAea NO3BOHOUYHHKA

Jleuenne, BRIOUAS MEAHKAMCHTOIAYI H HEMEAHKAMEHTO3HYIO TEPANUH, IHETOTEPANHIO,
obe3doinBAHNE, MeTHITHHCKHE NOKA3AHAS N NPOTHBOMOKA3AHUA K NPHMCHECHHIO METOI0B

JCHEHHH.

[Tpu nevennu Beex naumuentos ¢ PA pekoMenayeTcs 10CTHIaTh PEMHCCHH HITH HH3KOi aKTHBHO-
cTH 3abo7eBanuA. Y NMalMEHTOB, HAXOAALMXCA B PEMHCCHH (HJIH MMEIOLIHX HH3KYIO aKkTHB-
HOCTb), pyHKUMOHANLHBII CTATYC, TPYA0CNOCOGHOCTL M NPOrHO3 3aboneBaHNs (CHHKEHHE pHCKa
[IpexkaeBPEMEHHOIT NeTANBHOCTH) JTyllle, YeM Y MaLHeHTOB, Y KOTOPbIX COXpaHgeTcs yMepeHHast

WIH BbICOKasi aKkTHBHOCTb 3a00neBaHus.

CHiKeHHe akTuBHOCTH PA Ha dJOHe JICYECHHA B TEHUECHHE TICPBLIX 3-x Mecsues, accourupyercs ¢

pa3BUTHEM peMHccHH, uepes 12-24 mecsua.

Jleuenne PA pexoMeHyeTcst ocHOBBIBaTh Ha cTpaterin "Jledenns 1o foctikenus uean” ("Treat
to target"): aKTHBHOE Ha3HaueHHWe MPOTHBOBOCTIATMTENBHOH Tepanuu, Bmiodatomei cbIIBII,
['UBIT. TcBIIBI1, HIIBIL, TK, kontpoas Hax cocTosAHIEM NaUHCHTa ¢ MOMCHTA NTOCTAHOBKH 1H-
arHo3a YacThlil (Kakaele 3 Mec. 10 JOCTHXEHHs PeMHCCHH. Kaxable 6 Mec. mocie JOCTHKEHHS
peMHCcCHM) U 00BEKTHBHBII (C MPUMeHEeHHeM KOITHYeCTBEHHBIX METO10B), H3MEHEHHE CXeMbi Jie-

YeHHs TIPH OTCYTCTBHHM MpHeMaeMoro 3¢dexTa Tepanu.

KoucepsaTngnoe jievenne:

Jlis ymenslienust Goneit B cyctaBax pexomenayerca npumensts HITBII, koTopbie oka3sbisarot
VI0BIETBOPHTE/ILHBIN CHMITOMATHYECKHIT (aHaIbreTHUeCKHil) IPDeKT: HeCMOTPSA Ha YMeHbLUeHHEe
Goau u ckopaHHOCTH Ha (poHe nevenuss HIIBII, oHi He BAMSIOT Ha NPOIrPEecCHPOBAHHE NECTPYKLHH
CyCTaBoOB.

cBIIBIT (ananorn  onneBoi  KHCAOTHI, KHIIEYHBIE NPOTHBOBOCHIAIMTE/IbHbIE  [IPENapatsbl,
AMHHOCATHUMIOBAS KMCIOTA M aHaJOTHYHbLIE TMpenaparbl, CENEKTHBHLIE HMMYHOIENPeCCaHThl,
NPOTHBOMAJIAPHIHBEIE Mpenaparsl) pekoMeHayeTcA Ha3HadaTh BceM naiuentam ¢ PA (Bkitouas
NAalUUEHTOB C BLICOKOIT BEPOATHOCTBIO pa3BHTHA PA) ¢ MOMeHTA NOCTAHOBKH AHarHo3a.

MeToTpeKeaT pekoMeHIyeTcsl BceM NallieHTaM ¢ anardosom PA, kak npenapar «nepBoil JTHHHM»
Tepanui: nipu orcyTeteui pucka HJIP (noxunoii pospact, napywenne (GyHKUHH MOYEK, NEYeHH,
reMaTojorHueckue Hapylenna u ap.) jederne MT cieayer nauunath ¢ a03b1 10-15 mr/uea c
GBLICTPBLIM yBeIueHneM A03bl (Mo 2,5-5 mr kakasie 2-4 Hea) a0 25 MI/Hea B 3aBHCHMOCTH OT
10
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»p(peKTHBHOCTI 1 NEPEHOCHMOCTIL. JNlewenne MT cneayer npepparh 1pH  TIpeBbIIIEHHN
xonuentpaunein AJIT/ACT Bbile BepXHeH rpaHHLBL HOPMDI Gosee ueM B 3 paza M BO30OHOBHTH
qeveHite B Gonee HI3KOI 03¢ TI0C/Ie HOPMATH3aLHK 1a00PATOPHLIX NoKalaTeneH.

MT He pekomeHayeTcs HazHauaTh GepeMeHHbIM WIH TUIaHHPYIOLUHM GepeMeHHOCTh KeHIMHam ¢ PA
B CBA3M C BHICOKHM pHckom passiTia HJIP i nexenare/ibHbIX HEOHATATLHBIX HCXO10B.

TMoakoxHas popma MT npeBocxoiuT nepopaibHbie GOpMbI MT no 6HOAOCTYIHOCTH K (papMaKOKH-
HeTHYECKHM MapaMeTpaM NpH NpHMeHeHnH B ao3e >15 Mr/nea.

Tepammio crannaptHbivin cbIIBII pekomerayetcs npoaoDKHTE B TeyeHHe Cleaylommx 3-x
MECALIeB, eC/lt Yepe3 3 Mecsla TepanHH AOCTHTHYT yMepeHHbiii spdext (cHIKEeHHE HHIACKCA
DAS28>0.6 Ga1a OT HCXOAHOTO MPH COXPAHEHHH YMEPEHHOH aKTHBHOCTH Bose3Hn U CHIDKEHHE
uHaekca DAS28>1.2 Gaia OT HMCXOHOTO NpPH COXpaHeHHH BBICOKOIT akTHBHOCTH 60/€3HH MO
kputepusim EULAR).

[Tpu PA neuenne 'K cieayer npoBoauTh B xomGuuaunn ¢ MT (wm apyrumii cbIBIT) B Teuenne
BpeMeHH, Heobxommmoro A pa3suThs Hexra chITBIT (bridge-Tepanus ), U KOPOTKHM KyPCOM MpH
obocTpennn 3aboneBanus B moboii cTaanu PA. DTo no3ponseT MOBbICHTH HPPEKTHBHOCTL H

YAYYLIHTH TePeHOCHMOCTh TEPaniH 110 CPaBHEHHIO ¢ monotepanueit MT.

Ha3znagenne 'K cjleayeT NpoBOAHTD HHAMBHIYAJIU3HPOBAHO C YUeToM H3BECTHBIX d)alc‘ropoa pas-

guTia HJIP (pa3BHTHE MMMYHOACHIMTHBIX COCTOAHHH, SPO3HBHO-A3BEHHRIC 3a6onesanna JKKT,

cepbe3sHbie 3a0oseBaHms CEpAEUHO-COCY/ANCTOI CHCTEMbL, ANCIHIICACMHA, caxapHulii auaber, cu-

cTeMHbil ocTeonopo3 u ap.). 'K cieayetr oTMEHHTE KaK MOMKHO GbicTpee (KenaTelbHO He NO31Hee,

yeM depe3 3-6 MecslleB OT Havasla Tepanuy), a npH HeobxoauMocTH Ooee UTHTENLHOTO MPUMEHE-

¥, noagepkuBatomas 1o3a ['K He n0o/mkHa npeBbiliaTh 7.5 mr/cyT.
PekoMeHayeTca MPOBOAMThL MPo(uUIaKTHKY (MpenapaThl Kaiblid M putamuHa D) u, mpu

HeoBXOAMMOCTH, JiedetHe (GHChoCcOHATbI) ITIOKOKOPTHKOHAHOTO OCTEOMOpo3a y BCEX MALHEHTOB

PA, npunnmatommnx I'K (> 3-X MecsLeB, B 03¢ > 5 MI/AeHb).

NpOTHBOMOKA3aHHil  Tepanuio MBIl  (u®HO«, wunrnbutopnr HII,

cenexTHBHble MMMyHonenpecanThi) wan TebIIBIT (cenexTuBHbIe

[lpn  orcyTCTBHH

MOHOKJIOHAJ/IbHbIE aHTHTEA,

ummynoznenpecaitsi: BAPH, TO®A, VTIA) pekoMeHayeTcs Ha3HayaTk MaLMEHTaM ¢ PA npu

Hamn4iH GaKTOpOB pHCKa HeOIArompHATHOrO MpOrHo3a (panHee pa3BUTHE IPO3Hiil CYCTaBOB, O4€Hb

peicokne THTphl P® u ALILIL Bbicokad KinHHieckas H naGopatopHas aKTHBHOCTB) W/IIH

HeaocTaTouHOM (PPEKTHBHOCTH (COXpaHeHHe yMepeHHOI1/BLICOKO#H aKTHBHOCTH B TeUEHHE HE MeHEE

3 mecsues) wuwan mwioxoil neperockmoctn MT (BrIIOYas TOAKOKHYIO ¢opmy npenapara) WHIH
komGuaHpoBanHoi Tepanun MT ¢ cBIBIL

Teweune T[UBIT unn 1cBIIBIT pexomeHayeTca TNpOBOANTE B koMmOuHaiu ¢ MT ¢ nensto
yBenuucHns >peKTHBHOCTH Tepaniu, Tak ke BO3MOXKHA HX xomGinauma ¢ apyrumi cbIIBIT
(KuilieyHble POTHBOBOCTIANHTE/bHbIE NMPENaparTkl AMHHOCATHIAIOBAA KHCIOTA H aHAIOrHYHbBIE

fipenaparkl, CeleKTHBHbIE HMMYHOACTIPECCAHTRI, NMpOTHBOMAISPHHHbIE NIPENaparbi).
11
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[pn HegocTarounoii ydpdexTuHocTH Monotepanuint MT i npn otcyTeTBnn MPOTHBOMNOKAIAHHI 1
dbaxTopos HeG1ArONPHATHONO MMPOrHO3a PEKOMEHA0BAHO NMEPEKTIOUCHHE» HA MOHOTEPANHIO CYJIb®
win JIED win Haznauenne komGuuuposanroii repanin MT, CYJIb® n I'X.

ITpH HaMYMK NPOTHBOMNOKAIAHHS /UL HA3HAYCHUA H nioxoit meperocumoctn MT (Bkmouas
noakoxkHylo dopmy npenapara) u apyrix cBIIBII (cyasgacanasus, seayHaMia, rHapoKCHXI0p-
OXHH) peKoMeHa0BaHo nposeaenye Morotepanii IHBI, koTopsie opHUHATEHO 3aper HCTPHPOBAHEI
an8 Monotepanii PA, B nepsyio o4epeab HHTHOHTOpaM HHTEpACHKHHA (Townansymab, capiiyma0,
onoki3yma6) 1w TcBITBIT (cenleKTHBHbIE HMMYHOZENPECAHTbI: GapHUHTHHHO. TodauuTHHHb, yna-
AaUMTHHHO).

Mpu orcyrcteum yayuwenns (kputepun EULAR) uepes 3 mecaua win He JOCTIDKCHHH
peMHCCHH/HI3KOI akTHBHOCTH PA (B 3aBHCHMOCTH OT BeIGpanHoil e Tepanuu) Yepes 6 mecaucs
ot Hadana Tepanun [ Wbl wm 1cblIBll pekoMeHayeTCA «MepeKIOUHTLY (switch) namneHTa Ha
nedensie TMBIl ¢ apyrHM  MeXaHW3MOM JeiCTBHS —HIH TcBIIBIT  mpH  «TEpBHYHO»
weapdexrmsroctw  THBIT  wmm  7cBIBI, B ciywae  BTopHuHO# neaphekTHBHOCTH
(yckonb3anus/notepn sddexta) Bosmoxkko nepekmodenne Ha [HbII (ndHOq, nuruburoper U1,
MOHOK/IOHa/IbHEIC aHTHTENA, CeEKTHBHbIE HMMYHO/CTIPECAHTh!) KaK OJAHOMH IpyMIbl, Tak H ¢ HHbIM

MexaHH3MoM AeticTeus wia TeBIBIL
JInarHocTHYecKHe KpUTepHH peBMaToOH/AHOIo

aptpura (ACR/EULAR, 2010)

Kareropiss X ap aKrepHcTHKA Banme1

1 6oL CycTas.
2-10 GomuBix CYCTaBoB.
A. Topaxenne cycTanos™ 1-3 MATBIX CYCTaBOB.
4-10 MaTBIX CYCTABOB.
>10 cycTapos (xomd 6b1 | MamIi CycTan)

Otpruaremibie PO i ALITL
B. Ceparormueckmi 1ect Cnabo+ rectnt Ha PO wm ALTL
Beicoko+ TecThl Ha P wmi AL

C. Mapkepn! ocTpoii pasbl Hopmamheni C-peaxmieHesi 6enok u CO3.
BoCTanedHA Anomambibre C-peaxnmrnit Gesox u COD.

< 6 Hege .
>=6 HeJe/ .

HFO RO WNO UIWNRO

D. /i Te 1M 0CTH CHMIIT 0MOB

Hamrmie 6 i3 10 6a/L100 yKaIbiBaeT Ha onpeje/ien Hbii PEeBMaTOHANBI apTPHT.

Npoaesmote ALTT - anTiTena K LHTPFATHPOBAKHOMY NENTHAY, P& - pessamouarniit paxrop, CO3 - ckopocTs OCLAMUA SPUTPALDITOS
| KpiTepist HCROTBIMOTCA ¥ MALMENT OB € CHMOBHTOM | IPHITYY waterd 1018 631 gAMOro cycTana, Kovophiil He 0fBACHITY Zpyrin
6oreanars, manpsiep CKB, moaarpedi win ncopuasam
2 Bolbwie cycTaphi- Naedesdie, 10KTesble, Tasobeperbie, KOEHHLIE, raTEMOCTONNME Mamnie cycrass - nacTHopaIMrosble,
npokcHMaIMHbIe MewpaTanTondie, 2-5 rarocHegasanr oshie, MERpal Eros sl Go1MLIaro NATAUE, JANACTHRIE

3 . yermoMAT AMCTATRHEI MERPAIAMTORbIE, MePBBIE 3 AL CTH oM CTHMIA nepeyii nmocH e patanropsl

4 Crabo* TecTsi- 3-Kpamyoe NOBbIUEHME OT HOPMATSHOIO YPOBHA H Hilke Batcoxo* Tecrsl - Ganee YenMs 3 pasa Fbul ¢ OT HOPMATHHOF O

yposHe

G
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B cayuae JoCTHKEHHS peMUCCHH (ATHTENLHOCTL He MeHee 12 Mecsaues Ha GoHe Teparmiin), nocie
ormebl ['K (Man nposomkeHus ux nmpuema B 03¢ €35 MI/AeHb), PeKOMEHAYCTCH MOCTeNeHHOe
TIIATEeIBHO KOHTPOIHpYEMOe CHIKeHHe («THTpoBanne») 1036l win otmena MHUBIT. BosmomnocTs
oT™eHb! Gorlee BeposTHa y naunenTos ¢ panuuym PO/ALLIT HeratusHbiM BapHanToM PA.

Jlns noiepikaHus peMHCCHH TT0C/Ie CHIDKeHHS 103bl (1n otMenbl) U BIT neobxonnma axexpatHas
Tepanus MT, Bkntoyas npuMeHeHHe NOAKOKHOH (GopMbI npenapara.

Mpu passuTin o6octpenus 3a6oesanus Ha Gone ymeHbilueHus 103bi (in otmenst) MBI, nostop-
HOe Ha3HaueHHe TeX ke npenapatos (wm Apyrux [UBIT) B cranaapTHoil 103e MpUBOAUT K GbICT-
POMY MOJABICHHIO aKTHBHOCTH BOCHaleHHA y O0IBLUMHCTBA NalUHEHTOB.

[Tpu passepuytom PD/ALLIT nosutusHom Bapuante PA ormexa T'MBIT mosxet 4aiue npHBoauTh K
pa3BuTHIO 060CTpeHNs, B CBS3H € THM AODKHA MPOBOIHTHCS G01€e MOCTENEHHHO H OCTOPOKHO.
Ilpu psmmTenbHol M cToliKOH peMuceny nmocite npekpatuenns aevenus I'MbIl HyxkHo paccMOTpeThb
cHiKeHHe 1036l cBITBIT no cornacoBaHHio ¢ MalHEHTOM.

Y nammeHToB ¢ paiBepHyToil M nosaweii ctaausmn PA ormena crammaptHeix cBITBIT (MT**,
CYIJIbD**, IED**, I X*¥*) Heuenecoobpa3Ha, T.K. Z0CTATOYHO YaCTO MPHBOANT K 06OCTPEHHIO 3a-

GosieBaHus.
Taxoke Bo3MoxkeH nepeBo Ha Guoananoru FUBIT, Ho aBTOMauyeckH 3Ty 3aMeHY TPOBOANHT Hellb3A,

3aMcCHa MnpenapaTtoB MOXKET OCYILCCTBAATHCA TOJBKO Ha OCHOBE KOHCCHCYCa Bpava-peBMaTojiora H
NnauvcCHrIa, a llOMGOp [pOBOANTCH € YHCTOM MHCHHA KBﬂJlMd)HLlPIpOBaHHOlO Bpaia-pesMalo-

Jiora,lIpHHUMITOB JoKa3aTelbHOH MeIMLHHEL.

Xupyprayeckoe JieueHue,

Ecin nauuenta Gecrniokost cTolikue 6011, HapylleHHs QYHKUMH CYCTaBOB, TO PeKOMEHYIOTCA K
MpoBeAEeINIO JII0NPOTE3NPOBalHE WIH apTPOe3 CyCTaBOB.

[IpoBenenne  naBaka € MCMONB3OBAHHEM  ApPTPOCKOIMHH WIH  CHHOBIKTOMHH
pexoMeHayeTcs nalenTaM ¢ PA npy HaJHYHK CTOIKOrO CHHOBHTA CYCTaBa H OTCYTCTBUH 3 dekTa

OT KOHCepBaTUBHOI Tepanuu.

BoiBoabl,

Pesmatounnsiii aptput (PA) Ha ceroansiunuii aexb npeactasiser coboii 3HAUHMYIO MEAHUHHCKYHO
npo6aemy, 06yca0BIeHHYIO ero IHPOKOil pacpocTpaHEHHOCTLIO, HeYCTaHOBJIEHHOI 3THOIOT Hell,
MaJlo W3y4eHHBIMU (paKTOpaMH PHCKA, HEYKJIOHHO MporpeccHpyloHM TeUeHHEM ¢ pa3BUTHEM
CTOHKOro HapyueHns (GyHKLUMH CyCTaBOB H HHBATHIHOCTH Yy Jtojeil TpyaocnocobHoro Bo3pacra,
OnpeAe/ICHHbIMU TpyAHOCTAMH B 1eueHun. [pu neyennn Beex naunentos ¢ PA pekomenayercs
AOCTHrATL peMHCCHH WIH HH3KO# aKTHBIOCTH (anbTephiaTupias enb) 3aGonesanis. Y nauuenTos,

HAXOMAIHXCA B PEMHCCHH (MITH MMEIOILHX HH3KYH0 aKTUBHOCTS), DYHKLUMOHAIBHRI cTaTyC,

13
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TPyAOCNocoBGHOCTE H POrHo3 3aboeBaHus (CHIDKEHHE PHCKA NpeiieBPeMEHHOMH 1eTalbHOCTH)
Aydlle, YeM y MalHEHTOB, Y KOTOPbIX COXPAHAETCsl yMEPEHHast WiIH BbICOKask aKTHBHOCTD

3aboneBanus.,

3a nocse/Hie ABa AeCATHIETHS ONTHMH3ALMA HCTIOB30BAHNA CHHTETHYECKHX 6a3HCHBIX
npoTHBOBOCTaINTeNbHbIX npenapatos (BITBII) 1 nossaenue renHo-HHkKeHepHbIX GHOTOrHIECKHX
npenaparos (I'MBIT) cienanu Bo3moxkHbIMU pekTHBHOE NofaBIeHHE BOCTIATEHHsA, TOPMOXKEHHE
JECTPYKLHH CYCTaBOB H YJIy4ILeHHe pe3y/bTaToB JiedeHHA B ueaoM. Llean neqeHus H3MeHIWIHCh OT
KOHTPOJISi CHMIITOMATHKH BOCTIAJICHHS H OCTHKEHHA HH3KOro YPOBHS aKTUBHOCTH 3aboneBaHus 10
AOCTHAREHHUSA 1 TIOAIEPIKAHUS KIHHHYECKOI PEMHCCHH Y 3HATHTE/IBHOTO YHC/Ia naluenTos. B
JOMOIHEHHE K NOJABICHUIO BOCHa/leHHsl TOPMOJKEHHE TTPOrpecCHPOBaHHUs CYCTaBHOI A€CTPYKLHH
CYCTaBOB TaKKe CTaJio Ba)KHOH U JOCTHANMO# Lenbto. HakoHell, ¢ MOMOLIbIO COBPEMEHHBIX
METO0B MeIMKaMEHTO3HO# Teparii BO3MOXKHbI COXpaHeHHe H BOCCTAHOBJICHHE (YHKIHOHATBHBIX
BO3MOXKHOCTEIi, CHIKEHHE BEePOATHOCTH pa3BUTHs conyTcTBytowleii PA natonoruu (arepockiepos),

BOCCTAHOBJICHUE Ka4YeCTBA XH3HH MALHCHTOB, a TAKIKE COXpaHEHHUE HX COIHaILHON AKTMBHOCTH.
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