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IOBEHUJIBHBIN UIUOIATUYECKUI APTPUT
1 CUCTEMHASY KPACHAS BOJIYAHKA
B IETCKOM BO3PACTE: YACTOTA, IPUYHHBHI,
KJACCUOUKAIUS, KIMHUYECKUE [TPOSIBJEHUS

YO «benopycckuu 2ocyoapcmeenmvitl MEOUUUHCKUU YHUBEPCUEM >

FOsenunvnviii uduonamuueckui apmpum (FOMA) — 0010 U3 wacmolx U caAMbLX UHEANUOUIUPY-
rwux peemamuveckux 3abonresanui y demeu. Cucmemnas xpacuas eoruanxa (CKB) — cucmen-
HOe aymoumMmynnoe 3aboieeanue ¢ Heu3seCmHol AMU0I0zuell, 6 0CHOBE KOMOPOU LeKUm zeHemu-
yecku 00yYC06AeHIHOe HAPpYUenUe PeYLauuu ummynumema. B nocaednue z00vl 63znnd na IOHA
u CKB xax na nomenyuaivbho Heusiedumvle U npozHocmuuecku nebiazonpusmuvie 3a601e6anus
nepecmampusaemcs. Imo 60 MHOZOM C8A3AHO C PACUUPEHUCM BOIMOKHOCMEU paHHell OUAZHOCMUKU
FOHA, CKB, umo nossonsem HauwuHamv akmueHnyo mepanuio 6 debiome 6one3nu, paspabomkou
106020 KAACCA OA3UCHLIX NPOMUBOBOCNAIUMENLHLLY NPENAPAMOs U HAYUHHIMU UCCAe008ANUAMU
6 obaiacmu zenemuxu oboux 3abosesanui. boivuwoe Koaunecmeo 2enos, AccoOuUUPOBANHBIX C UMMYH-
HOLMU PeaKUUAMU, MO2YM 8 PA3JIUUHOU CMEeNneHU Bbl3bleaAmb AYMOUMMYHHBIL omeem — eedyuiee
namozenemuuecxkoe 36eHo oboux zabosesanui. B cmamve npedcmasiienvt cospementvle danmvle
0 B603MOKHOM NAmozene3e, CNeKmpe KIAUHUUECKUX NPOABJEHUL 1068EHUILHOZ0 UOUONATMUYECKOZO
apmpuma (FOUA) u cucmemnoi xpacnou eoruanxu (CKB) y demeii. /lana kpamkas xapaxmepu-
cmuxa namosozoanamomuyeckux uzmenenuud npu FOMA u CKB. Paccmampuearomcs 603MOKHbLE
paxmopol, 6 m. u. zenemuueckue, eausIOUUE HA NPEOPACNOSOKEHHOCb K 3A001e6ANUI0, NPOUECC
popmuposanus nopaxenus opzanos. IIodpo6Ho oceeuervt 6ONPOCHL OUEHKU AKMUBGHOCIU 3A00Je-
6AHUL, OUEHKU KAUECMEa KU3HU NAUUEHNOE.

Kawouesvie caosa: pesmamonozus, 106eHUIbHbLU UOUONATRUYECKUL APMPUM, CUCTEMHAS KPAC-
nas eoauanxd, namoezenes, HLA.
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JUVENILE IDIOPATHIC ARTHRITIS AND SYSTEMIC LUPUS
ERYTHEMATOSUS IN CHILDHOOD: FREQUENCY, CAUSES,
CLASSIFICATION AND CLINICAL MANIFESTATION

Juvenile idiopathic arthritis (JIA) is one of the most common and most disabling rheumatic diseases
in children. Systemic lupus erythematosus (SLE) is a systemic autoimmune disease with unknown
etiology, which is based on a genetically determined dysregulation of immunity. In recent years,
the view of JIA and SLE as potentially incurable and prognostically unfavorable diseases has been
revised. This is largely due to the expansion of the possibilities of early diagnosis of JIA, SLE,
which allows starting active therapy at the onset of the disease, the development of a new class
of basic anti-inflammatory drugs, and scientific research in the genetics of both diseases. A large
number of genes associated with immune responses can, induce an autoimmune response — the leading
pathogenetic link in both diseases. The article presents modern data on the possible pathogenesis,
spectrum of clinical manifestations of juvenile idiopathic arthritis (JIA) and systemic lupus erythe-
matosus (SLE) in children. A brief description of the pathological changes in JIA and SLE is given.
Possible factors are considered, incl. genetic, affecting the predisposition to the disease, the process
of the formation of organ damage. The issues of assessing the activity of diseases, assessing the quality
of life of patients are discussed in detail.

Key words: rheumatology, juvenile idiopathic arthritis, systemic lupus erythematosus, pathogenesis,
HLA.
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1 O630pbI ¥ JeKIUU
Bnom\eAHee AECATUAETUE AOCTUFHYT 3HAUMTEAb-
HbIM MPOrpPecc B A@YEHUU CUCTEMHbIX 3aboneBa-
HWIA COEAMHUTEAbHON TKaHW B AETCKOM Bo3pacTe. OHU
NPEACTaBAAIOT TPYNMY XPOHUUYECKUX 3aboAeBaHUM, Tpe-
6yHOLLIMX NOXW3HEHHOW AEKAPCTBEHHOW Tepanuu, 4acTo
NPUBOAALLMX K MHBAAMAM3ALMK AETCKOTO HAaCEAEHMUSI.

OBEHUAbHDII UAMONATUUECKUI apTPUT

Hanbonee yacTbiM 3aboreBaHUMEM M3 3TOW TpymMnbl
ABASETCS peBMaTOUAHbIV apTpuT. Bnepsbie B 1946 roay
yuyeHbiMu J. A. Coss, R. H. Boots 6bIA NPEANOXEH TEPMUH
«OBEHUABbHbIV PEBMATOMAHBIN apTPUT», BKAKOUAOLLMIA
B cebs BapnabenbHOCTb KAMHUUYECKMX NPOSIBAEHMI 3a60-
AEBaHWS B AETCKOM BO3PAacTe U CYLLECTBEHHbIE OTAMYUS
OT CUMNTOMATUKK PEBMATOMAHOIO apTpUTa Y B3POCABIX.

B EBpone HOBEHUAbHbIM MAMOMNATUUYECKMIW apTpuT
C KOHUua 1970-X IT. BKAIOYEH B rpynmny AETCKOro apTpu-
Ta, B OCHOBHOM MO KpUTepuUsM, paspabotaHHbiM Wood
B 1978 r., EBponerckomn Aurn npotmue peematmnama (EULAR)
NOA Ha3BaHWEM HOBEHUABHBIN XPOHUYECKUIA apTpuT (KOXA,
JCA). B CLLIA, c Apyrov CTOPOHbI, MPUMEHSIAUCH KPUTEPUN
AMepHKaHCKOro Koaneaxa pesmatonorum (ACR), paspa-
6oTaHHble Brewer et al. B 1977 1., U TEPMWUH HOBEHUAb-
HbIi peBMaTouAHbIM apTpuT (KOPA, JRA) [1]. Mpu aToMm
oba TepMMHA M KAMHWYECKME GOPMbl HOBEHUABHOTO
apTpu1Ta CXOXM (CUCTEMHbIW, NAYLUMAPTUKYASPHbINA U OAUTO-
APTUKYAAPHbIA BapuaHTbl), HO CUHOHUMaMW OHWU ABASATb-
csl He MoryT. Pasamune B kKhnaccudmkaLmm 3akKAOUYaeTcA
B CPOKaxX MWHUMaAbHOM MPOAOAXKMTEABHOCTM Nepuopa
BOCMaAeHWst CycTaBoB (6 HepeAb no kputepuam ACR,
3 Mecsua - EULAR), a Takxe no BKAKOYEHWIO CMTOHAUAO-
apTponatui no kputepuam EULAR [19]. B 1993 roay
AN YAYYLLIEHUS 0BMeHa MeXAYHaPOAHBIM OMbITOM KO-
MUTETOM MeXAyHapoOAHOW AWMU accouuMalmi peBmMaTo-
noroB (ILAR) 6blna npeanOXeHa HOBas KAaCCUPUKaLMS
OBEHWABHOTO PEBMATOMAHOIO apTpuTa, BKAKOUAOLLANA
B ce051 KOHLIEMNLMM ABYX MPEABIAYLLMX KAACCUPUKALIMI —
€BPOMNenNcKon 1 ceBepoamMepukaHCcKon. TepMuHbl KOPA
1 KOXA 6bIAM yCTPaHEHBI, @ BCE XPOHUUYECKUE BOCMAAUTEND-
Hble 3aboreBaHUs cycTaBoB ObiAM 06 bEANHEHDI MOA TEP-
MWHOM HOBEHUABHBIN ManonaTuueckuin aptput (FOUA, JIA).
Knaaccudukauus ILAR 3apekomeHaoBana cebsa Ha Mex-
AyHapopHOM ypoBHe. OHa cTaHAapTU3WpYeT TePMUHO-
rornto HOPA, uto siBAsieTcs 06513aTEAbHBIM YCAOBWEM
AASI UICCAEAOBAHMIA NO 3MMAEMUOAOTMU, MATOreHe3y 1 Te-
panuu Ha rhobanbHOM YPOBHeE.

CornacHo kputepusim ILAR, AMarHo3 FHOBEHWAbHbIN
MAMONATUYECKUI apTPUT ONPEAEASIETCA Kak apTPUT OAHO-
ro MAM HECKOAbKMX CyCTaBOB, BO3HWMKLUWIA B BO3pacTe
AO 16 AeT, AAMTEABHOCTbIO HE MEHEee 6 HEAEAD, a TaKXe
UCKAIOUYEHBI BCE APYrMe peBMaTUyeckue 3aboneBaHus.
Knaaccuoukauma FOMA (ILAR, 1993):

1. CUCTEMHbIV apTpUT.

2. OAvroapTpur:

a) NEPCUCTUPYIOLLMIN OAUTOaPTPMUT;

b) pacnpocTpaHWBLUMICSH OAMFOAPTPUT.
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3. MoAnapTpUT, HEraTUBHbIM NO PEBMATOMAHOMY dak-
TOpY.

4. TloAMapTpUT, NO3UTMBHbIN MO PEBMATOMAHOMY dak-
TOpY.

5. MNcopraTMuyeckmin apTpur.

6. ApTpKT, CBABAHHbIN C 3HTE3UTOM.

7. HeknaccnoumumpoBaHHbIE apTPUThI.

HOBEHUAbHbIN nanonatTnieckuin apTput (KONA) - XpoHu-
yeckoe MMMYHOBOCMaAUTEAbHOE 3aboAeBaHME CyCTaBOB,
MMeLLEeE HEYKAOHHO NporpeccupytolLee TeyeHune [19].
FOWA oTHOCUTCS K UMCAY Hanbonee pacnpocTpaHeHHbIX
N TAXEABIX XPOHUUYECKUX BOCTMIAAUTEABbHbIX 3a60AEBaHWI
y AETeWN, KOTOpoe B OTCYTCTBME 3OPEKTUBHON Tepanuu
NPUBOAUT K BbICTPON MHBAAMAM3ALMKU NALMEHTOB. B no-
cAepHMe ToAbI B3rASIA Ha FOMA Kak Ha MOTEHUMAABHO He-
M3AEUMMOE U MPOTrHOCTUYECKU HebaaronpusaTHoe 3abo-
AeBaHWe nepecmartpuBaeTcs. 3T0 BO MHOTOM CBSI3aHO
C paclupeHMeM BO3MOXHOCTEN pPaHHEW AMArHOCTUKM
FOMA, uTO NO3BOASIET HAYMHATDL aKTUBHYIO TEPaNUIO B AE-
6tote 6one3HK, U pa3paboTKol HOBOro kKaacca 6asuc-
HbIX MPOTMBOBOCMAAWUTEAbHbIX NPenapaToB. ATO FEHHO-
MHXEHepPHble BUONOTMUYECKME areHTbl, KOTOPbIE CEAeK-
TUBHO OAOKMPYIOT BaXKHble 3BEHbs MMMYyHOMNaTOreHe3a
HOWA. YHUKaAbHbIA MEXaHW3M U MakCUMaAbHO U3bupa-
TEAbHOE AENCTBME HA MMMYHHYH CUCTEMY, BbICOKAsA vac-
TOTa AOCTUXEHUS PEMUCCHUM BOAE3HU, Pa3BUTHE BbICTPOrO
OTBETa Ha Tepanuio CBUAETEAbCTBYIOT O LIEAeCO0DPasHO-
CTU NPOAOAXEHUS UCCAEAOBAHUA 3OPEKTUBHOCTU U Be-
30MacHOCTU BMOAOTMYECKUX areHTOB Y BOAbHbIX pa3AnyY-
HbIMW BapuaHTaMu tOBEHUALHOTO apTpuTa. Takum obpa-
30M, PaHHAA AMArHoCTMKa M CBOEBPEMEHHOE Hauyano
aAEKBATHOM MMMYHOCYNPECCUBHON M OBUOAOTMUYECKOM
Tepanuu - elle A0 NOABAEHUA AECTPYKTUBHbIX U3MeEHe-
HWI B cycTaBax WU MHBAAMAM3ALIMM NALMEHTA — MO3BOAS-
OT UBMEHWUTb HEBAArOMPUSTHBINM MPOrHO3 3TOro 3abone-
BaHUS, YyAYULLUTb KQUeCTBO XMU3HU NauneHToB. Mpeobaa-
AQMLLEE YMCAO CTABLUMX B3POCAbIMU MALMEHTOB UMEOT
OTHOCWUTEABHO BAATrONPUATHBIN GYHKLMOHAABHbIA UCXOA.
Ocoboro BHUMaHUA TPebytT NauMeHTbl C CUCTEMHOM
N NMOAMAPTUKYASPHOW BapuaHTaMu, Tak Kak OHY UMEHOT Bbl-
COKUIM PUCK Pa3BUTUSA AECTPYKTUBHbIX UBMEHEHUI B CY-
cTaBax C AAAbHENLLIUM TSXXEAbIM HapyLLEHUEM GYHKLIMW.

FOMA B peTCKOM BO3pacTe pPerncTpupyeTca BO BCEM
Mupe. PacnpocTpaHeHHOCTb B pasHbIX CTpaHax KOAeb-
aetcst ot 0,05 po 0,6 %. OnybAnMKOoBaHHbIE MoKa3aTeAu
3abonreBaemMocTu B EBpone coctaBaatoT oT 3 (DpaHums,
Danner et al., 2006) po 23 (OGuHAAHAKSA, Savolainen et al.,
2003) Ha 100 000 petent [8, 11]. CornacHoO AByM MpoBe-
AEHHbIM UCCAEAOBaHUAM ypoBeHb 3aboreBaemocTi KOMA
B lepmaHum coctaBasieT oT 3,5 po 6,6 Ha 100 000 ae-
Ten B Bo3pacte A0 16 aet [12]. Mpn 3TOM OTMeUaeTcs
HepooLeHKa 3abonreBaHUs B McCcAepoBaHMsAX. OTMeuaeT-
csl yBeAMUEHWE KoAMYecTBa AeTeit ¢ FOWA 1 ¢ conyTcTBy-
FOLLUMM CaxapHbIM AMABETOM WAM C APYTMM ayTOMMMYH-
HbIM 3aboreBaHMEM (aYTOUMMYHHbIV TUPEOUAMT, LeAna-
kus) [10].
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Atronorna FOMA oKkoHYaTEABHO Ha AAHHBbIM MOMEHT
He sicHa. Ha puck pa3BuTHA 3abOAEBaHUSI OKa3biBatOT
BAUSIHWE pa3AMuHble GaKTOpbl: Kak reHeTUYecKue, Tak
n dakTopbl BHELIHEN cpeabl. Tak, No pAaHHbIM Prahalad
et al., BeposiTHocTb pa3Butia KOUA y bpaTbeB U cecTep pe-
6eHKa, cTpapaloLero AaHHbiM 3aboreBaHuem, B 15-30
BbllLE, YEM Yy HaceneHUs B LeAom [16].

B HacToALEee BpeMs M3BECTHO, YTO HAAUUYME B KOM-
NAEKCE TMCTOCOBMECTMMOCTM OMPEAENEHHbIX aANENeEN
HLA | n HLA Il KnaccoB npeppacnosaraeT K pasBuTUIO
FOUA. Tak, HLA A2, DPB1*0201, DPB1*08 cnocobcTBytoT
pa3BUTUIO OAMToapTpuTa, B T0 Xe Bpems HLA DRB1*08
00yCAOBAMBAET pa3BUTME CEPOHEraTUBHOIO NOAUAPTPMU-
Ta. B cBOO ouepeab, npucytcteue HLA B27 npeapacno-
AaraeT K pa3BuTUIO apTpuTa C SHTE3UTOM, FOBEHWABHOTO
cnoHamnaoapTtputa, HLA BRB1*04 - kK cepono3uTuBHOMY
noAnaptputy [19]. AAA 3TUX FTEHOB TakXe XapakTepHa
accoumaLmsa C PUCKOM pPasBUTUS APYTUX ayTOMMMYHHbIX
3aboneBaHWi. TaknMm 06pa3om, MOXHO NPEAMOAOXMTb, UTO
Aetu ¢ FOWA 1 nx pOACTBEHHUKM (Yalle Mo MaTepPUHCKOM
AMHWK) BOAEE APYTMX MOABEPXEHbI PAAY ayTOUMMYHHbIX
3aboneBaHuin. B passutn KOWMA UrpatoT poAb LIMTOKMHBI:
UN-2, 4, 6, 10, dakTop HEKPO3a OMyXoAU-a. CunTaetcs,
YTO FOBEHUABHBIN MAMOMNATUYECKUIA aPTPUT ABASIETCS MO-
AUreHHbIM 3aboneBaHueM. Pasanume no dopmam HOUA,
KAMHUYECKOW KapTUHE, MPOBOAMMOM Tepanuu NO3BOASET
NPEANOAOXMUTb, UTO KaXAaAa GopmMa FOBEHUABHOTO UAMO-
NaTMUYECKOrO apTpuTa MMEET COBCTBEHHYIO FrEHETUUYECKYHO
OCHOBY.

BAnsiHME BHeELLHUX paKTOPOB B aHTe-, NepuHaTanb-
HbI NEPUOABI, B paHHEM BO3pacTe MOXET U3MEHSATL Xa-
pakTep He3peAor MMMYHHOW CUCTEMbI, MPUBOAA K €e
OCAABAEHUIO MAWM YCUAEHWMIO. He WCKAIOUYEHO BAMSIHWE
CTPECCOBbIX, COLMANbHO-3KOHOMMUYECKMX GaKTOPOB. Tak,
No A@HHbIM WCCAEAOBaHWS, MPOBEAEHHOrO B AaHuw,
puck passutns FOMA B 8 pa3 Bbille AN €AUHCTBEHHOIO
pebeHka B MOAHOW CeMbe, MPOXMBAIOLLLETO B FOPOACKOM
cpeae, No cpaBHEHUIO ¢ pebeHKoM, nMetoLLMM bpaTbeB
WUAW CecTep, NPOXMUBAIOLLMX C POAUTEAAMU B CEAbCKOM
MecTHOoCTK [19]. Cpear COBPEMEHHbBIX UCCAEAOBATENEN
npeobrapaeT NPeAnoAOXEHWE O BO3MOXHOM BAMSHWM
COAHEYHOrO CBEeTa UAK Aeduumnte BUTamuHa D B reHese
passutma OUA [19].

MaTtororMyeckne M3aMeHeHUss BO3HWKALOT HE TOAbKO
B CycTaBaXx, HO U B COEAMHWUTEAbHOM TKaHW APYr1X opra-
HOB [2]. B okonocycTaBHOM COEAMHUTEABHON TKAHW B Ha-
yane 3aboneBaHus HabAlOAAeTCA MyKoWMAHOe Habyxa-
HWe, apTepunT, B NMocAeaytoeM dopmupyetcss Gpubpu-
HOMAHBIM HEKpo3. B utore Ha mecTte ¢GUOPUHOMAHOIO
HeKpo3a 0bpasyeTtcsi 3penast BOAOKHUCTas COEAMHUTEAb-
Haa TKaHb. B cMHOBMaAbHOM 060AOUKE CycTaBa BO3HU-
KaeT CMHOBWMWT, KOTOPbIA MPOXOAWUT TPU MOCAEAYHOLLME
CTapny. B nepBoi cTapgum BOPCHMHBI CyCTaBHOIMO Xpslla
OTEYHbI, B UX CTPOME HabAtopaeTca MyKOUAHOE U Ou-
6puHONAHOE HabyxaHue, 0bHapyXunBarTca Makpodaru,
AMMOOUMTBI, HENTPODUABI, MAA3MATUUECKNE KAETKM, CUHO-
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BMaAbHas 060A0YKa TaKXe OTEYHA, @ B MOAOCTH CycTaBa
CKanAMBaeTCcs MyTHasa XMAKOCTb, COAEpPXaLlas paroum-
Tbl. BO BTOPYIO CTaAMIO MPOMCXOAMUT paspacTaHue BOPCUH,
Mo KpasiM CyCTaBHbIX KOHLLOB KOCTEM BO3HMKAKOT yyacT-
KW rPaHyAsILMOHHOM TKaHW, UMest BUA NAacTa (naHHyca),
OHa HamMoA3a€eT Ha CyCTaBHOW XpsiLl. B pAanbHeNMLLEM XpsLLL
paspyLuaeTcsl, KOCTHasA NMOBEPXHOCTb 3ANUPU30B KOCTEM
obHaxaetcs. MMKpocKonuuecku BbisBASieTcst dUOpPO3 Cu-
HOBMAAbHOW 0O0AOUKM, oUvarn GrubpPUHOMAE, BCTpEUaroTCS
MOASI FPAHYAALUMOHHOM TKaHW, COCTOSILLEN U3 HENTPODHU-
AOB, MAA3MOLMTOB, AMMGOLMTOB U Makpodaros. B TpeTbio
CTaAMIo dopmMurpyeTcst GUBPO3HO-KOCTHBINM aHKMAO3. Buc-
LepanbHble npossAeHns FOMA nposBAstoTca B BUAE Ba-
CKYAWTa U MOAMCEPO3UTa, XapakTepHa runepnaasna AMM-
baTnyecKnx yanoB, CEAE3EHKMU, KOCTHOrO MO3ra, 4acTto
BbISBASIETCS MAA3MOKAETOYHas TpaHchopMauuss AUM-
bOUAHOM TKaHU [2].

KArMHMueckan kaptnHa OUMA BapnabenbHa 1 3aBUCUT
OT KOAMYECTBA NOPaXEeHHbIX CyCTaBOB, HAAUUYMUS CUCTEM-
HbIX NPOABAEHUI. Tak, B cucteMHoM BapuaHTe KOUA BbI-
AEASIOT ABa NOABapUaHTa: CUCTEMHbIN BapUaHT C OAUIO-
APTPUTOM M CUCTEMHBIN BapWaHT ¢ MOAMAPTPUTOM. O6LLIMM
AASI CUCTEMHBIX GOPM SIBASETCA HaAMYMe TPUaAbl: AUXO-
paaka, cbifb M apTpuT [1]. AAS CUCTEMHON GOPMbI C OAU-
roapTPUTOM XapakKTePHO OCTPOEe Havyano ¢ GebpPUAbHOMN
AMXOPAAKOM, CbiMbto, AMMbaAEHONaTUEN, yBEAUYEHNEM
NMeyeHn U Cene3eHKW, OrpaHUUYEHHbIM CYCTaBHbIM CWH-
APOMOM. CUCTEMHBIN BapuaHT C MOAMAPTPUTOM Xapak-
TepU3yeTcs MOAOCTPbIM HavyanoM € cy6debpUAbLHON AK-
XOpPaAKOW, renatocnAeHoMeraAnen, AumeoaseHonaTuen,
reHepaAn30BaHHbIM CyCTaBHbIM CMHAPOMOM C AebtoTa
3aboneBaHuA.

OCHOBHbIM KAMHWYECKUM MNPOSIBAEHWEM SBASIETCS
CycTaBHOM cUHAPOM. OH XapakTepusyetcss 60AbO, Npw-
NyXAOCTbtO, AepopMaLMen, orpaHUUEHUEM ABUXXEHMI, MO-
BblLLEHWEM TEMMNEPATYPbI KOXMW HaA MOpPaXeHHbIM cycTa-
BOM. Yallle y AeTell nopaxaroTcs KpYMHble U CPpeaHue
CyCTaBbl: KOAEHHbIE, TOAEHOCTOMHbIE, AOKTEBbIE, AyUYe3a-
NACTHbIE, PEXEe — MEAKME CyCTaBbl KUCTW. MporHoctuye-
CKM HebAaronpuaTHbIM ABASIETCA MOpaxeHue Tasobea-
PEHHbIX CyCTaBOB Yy aAeTer [19].

BHecycTaBHble nposBaeHus KOMA NposaBASHOTCA AMXO-
PaAKOM, HAAMUMEM CbIMNK, renaTocnAeHOMEeraAnen, AUM-
dapeHonaTMen, nopaxeHMemM BHYTPEHHUX OpPraHoB, 3a-
AEPXKOM pocTa, pa3BUTUEM OCTEOMNOPO3a, MOPaXeHUEM
rAa3. AMxopaaka MOXET HOCUTb CybdeBPUAbHBIN AMOO Heb-
PUABHbBIVM xapakTep. CbiNb paccmaTpuMBaeTCs valle Kak
nposABAEHWEe cucTeMHbIX BapuaHToB HOUMA. OHa MoxeT
6bITb NATHUCTOM, NATHUCTO-MNANYAE3HON, MOXET HOCUTb Ne-
TexeaAbHblll xapakTep. HaAnume renatocnaeHOMeramu
XapaKTepHO AAA CUCTEMHbIX BapuaHToB FOMA. XapakTep-
HO yBeAUUYEeHWEe AMMbATUUECKMX Y3AOB BCEX TPy yalle
NPy cUCTEMHbIX dopMax 3aboAeBaHKsA, pexe Npu OAWUro-
APTUKYAPHBIX BapuaHTax. KAMHUYeCKU AumoaTnyeckue
Y3Abl MSITKO- AWM MAOTHO3AACTUUYHbIE, NMOABWXHbIE, Be3-
60Ae3HEHHbIE, HECMASHHbIE C OKPYXatOLLUMU TKaHAMM.
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B noAMapTUKyAipHOM BapuaHTe BbIAEASIOT ABa MOA-
TMNa: OoTpMUATEAbHbIM MO pPEBMATOMAHOMY dakTopy
(P®-HeratMBHbIN) M MOAOXMUTEABHBIN (PO-MNO3UTUBHbIN).
AAs 060MX BaprvaHTOB XapaKTePHO CUMMETPUYHOE MO-
paxeHWe MEAKMX W KPYMHbIX CyCTaBOB KOHEYHOCTEW,
LUEMHOro oTAeAa Mo3BOHOYHMKA. Mpu PO-HeratMBHOM
BapuvaHTe MMEETCH BbICOKWUW PUCK Pa3BUTUSI YBEWTA,
3aboneBaHue pAeboTMpYeET valle B 3-AeTHEM BO3pacTe,
B TO Xe Bpems P®-no3nTMBHbLIA BapuaHT AebroTMpyeT
B Bo3pacTe o1 10 AeT 1 cTapLue, Yallle Y XXEHCKOro noaa,
XapakTepHO NopaXXeHWe MEAKUX CyCTaBOB KUCTEN M CTOM.

OAMIOapPTUKYASIPHBIM (MayLuMapTUKYASIPHbBIN) BapuaHT
AEAUTCA Ha TPW NOATWMNA B 3aBUCUMOCTM OT MOAa, BO3-
pacta pebrota 3aboneBaHMA. MayuMapTUKYASIPHBIN Ba-
pUaHT, BCTPEYalLLMIACA NPENMYLLECTBEHHO Y AEBOYEK,
AebtoTUpYeT B Bo3pacte 1-6 AeT, C HAAMYMEM aHTUHY-
KAeapHoro daktopa (AH®), PO-HeraTMBHbIN, OTPULLATEAD-
Hbi No HLAB27, xapaKTepeH BbICOKMI PUCK pPasBUTUSA
MPUAOLMKAMTA.

OAMTrOapTUKYASIPHBIMA BapUWaHT, yalle nopaxatoLumm
MaAbYMKOB, ABASIETCS OTpuUaTeAbHbIM No P®, moryt
onpepensatbea AHO, HLAB27. Bpems Hauana 3abonesa-
HUA NPOUCXOAMT B Bo3pacTe 8-12 AeT 1 XxapaKTepusyetcs
arpeccuBHbIM TEYEHWEM CYCTaBHOIO CMHAPOMA C nopa-
XEHWEM KPYMHbIX CyCTaBOB, CYCTaBOB MATOYHOM 0bAa-
CTH, CTOM, MOSICHUYHOIO OTAEAA NMO3BOHOYHMKA, UAEOCa-
KPaAbHOrO COYAEHEHUS U HEPEAKO Pas3BUTUEM WMPUAO-
LUMKAUTA.

OAMTOapTUKYASIPHbIA  BapuaHT, BCTpevatolmics
y 0601x MOAOB, YacTo MMeeT A0BPOKaAYEeCTBEHHOE Te-
yeHue, HeraTuBHbIN No AH®, PO, HLA-B27.

ApPTPUT C 3HTE3UTOM, OCHOBHbIM KAUHWYECKUM MPO-
AIBAEHWEM KOTOPOro AABASIETCA COYETaHWE apTpuTa U 3HTe-
31Ta, XapakTepusyetcst 60AbIO B CMIUHE, HOCUTEABCTBOM
HLAB27. XapaKTepeH NepeAHui yBeWT, AEBIOT Y MyX-
CKOro MoAa nocAe 8-AeTHEro Bo3pacTta, OTArOWEHHbIV ce-
MEeWHbIM aHamMHe3 (Haanume HLAB27-accoumMmMpoBaHHbIX
60AE3HEN Y AWL, MEPBOM U BTOPOM AMHWUM POACTBA). Takxe
ANl @pPTPUTaA C SHTE3UTOM XapakKTEPHO HaAMuMe Bocna-
AUTEABHOTO 3ab0AEBaHUS KuLLeYHWKa [1].

OCHOBHbIM KAMHWYECKMM NposiBAeHeM HOUA aBasieT-
ca apTput [16]. AAs AeTcKoro Bo3pacta Hauvbonee xa-
paKTEpPHO MOpaXeHWe KPYMHbIX U CPEAHWX CYCTaBOB,
B YaCTHOCTM Ayue3ansiCTHble, AOKTEBbIE, Ta300eAPEHHbIE,
KOAEHHbIE, FTOAEHOCTOMHbIE, FOPa3A0 pexe nopaxarorcs
MEAKUWE CYCTaBbl KUCTU. M3MEHEHMA B MOPaXEHHOM CY-
CTaBe xapaKTepu3yrTCs MPUNYXAOCTbO, OFpaHUYEHUEM
ABWXEHWI U pedopMaumnelt, BOAbIO, AOKaAbHbIM MOBbI-
LUEHWEM TeMMepaTypbl. TeueHWe apTpuTa HEYKAOHHO NPo-
rPeCcCUpYyHoLLIEE C pas3BUTUEM AeDOPMaLMI U KOHTPaKTYP.

Y aetert ¢ HUA MOXHO BbIAEAUTb CTAAMM aHATOMMYE-
CKMX U GYHKLMOHAAbHbIX U3MEHEHUH, CTeNneHb akTUBHO-
¢t npouecca [1]. Boiaensietcsa 4 aHaTOMUYECKME CTaAnM
no LUtenHbpokepy: 1 ctaama - anndU3apHbIi OCTEONO-
po3; 2 cTapusa — aNUPU3aPHbIA OCTEONOPO3, PA3BOAOK-
HEHWe XpsLla, CyXeHWe CyCTaBHOM LieAW; 3 CTapusa -
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AECTPYKLMA Xpsilla U KOCTU, MOABBIBUXM B CyCTaBax;
4 cTapma - Haavune GUOBPO3HOr0 MAM KOCTHOTO aHKM-
A03a. Takxe BblaensieTca 4 OyHKLMOHaAAbHbIX KAacca:
1 Knacc - coxpaHeHa ¢yHKUMOHaAbHasi CMOCOBHOCTb
CYCTaBOB; 2 KAACC - OrpaHuWyeHui GyHKLMOHAABHOM
aKTMBHOCTW CycTaBOB 6€3 orpaHuyeHnss K camMoobCAy-
XMBAHUIO; 3 KAACC - OrpaHUYeHUn GYHKLMOHAABHOM
CcnocobHOCTU CYCTaBOB C OrpaHWUYeHWeM CMoCOBHOCTH
K caMo0BCAyXMBaHMIO; 4 KAACcC - CaMOOBCAYXMBaHWE
HEBO3MOXHO. [MoMUMO onpeaeneHnst GYHKLMOHAAbHbIX
KAQCCOB, BaXXHbIM IBASIETCA TaKXe ONpeAeneHne Kaue-
CTBa XMU3HW Yy nauneHtoB ¢ HOWA [6]. UTobbl OLEHWTb
CYObEKTMBHO KA4eCTBO XMU3HWU, UBMEPUTb GYHKLIMOHAAL-
HYO0 cNOCOBHOCTb K CamMOo0BCAYXMBaHWIO, BbiAM pa3pabdo-
TaHbl Pa3AMYHbIE OLEHOYHbIE LLKaAbl, Hanpumep Juvenile
Arthritis Functionality Scale (JAFS, Filocamo et al., 2007),
Juvenile Arthritis Self- Report Index (JASI), Pediatric
Quiality of Life Inventory (PedsQl), Generic Core Scales
(Varni et al., 2002), Pediatric Rheumatology Quality
of Life Scale (PRQL, Filocamo et al., 2010) u popyrue. Hau-
6oAee 4acTo MCMOAb3YEMbIM MHCTPYMEHTOM AASl U3MEpPE-
HWUA GYHKUMOHAABHOM CMOCOBHOCTH K CaMo0obCAyXMNBa-
HUIO IBASIETCA oueHKa no aHkete CHAQ (Childhood Health
Assessment Questionnaire). OHa copepxut 30 Bonpo-
COB o 8 chepam NOBCEAHEBHOMN XU3HU (YX0A 3a cOHOM,
OAeBaHue, epa, NMPOTyAKK, akTUBHOCTL). B kKaxaon cdepe
AEATEABHOCTW MaUMEHT (AMOO POAMTEAM) CAMOCTOSITEAb-
HO OTBEeYaeT Npu NOMOLLM YETBIPEX KAaTErOPUIA OTBETOB:
0 - BO3MOXHO 6e3 npobaeM; 1 — HEMHOIO CAOXHO; 2 -
OYeHb CAOXHO; 3 - HEBO3MOXHO. DYHKLMOHAAbHbIN
MHAEKC ABASIETCA CPEAHUM 3HAYEHUEM AAST 8 GYHKLMO-
HaAbHbIX ChEP XM3HM U MOXET MPMHMMATb 3HaAYEHUS
ot O (6e3 orpaHnyeHnit) A0 3 (MAKCUMYM OrpaHUYEHUN).
3HaueHuns 0,125, 0,625 n 1,75 o3HauvatoT Aerkoe, yme-
PEHHO AErKoe U TAXeAoe orpaHuyeHue GyHKUMOHaAb-
HOW @KTMBHOCTHU [6].

Ha coBpemMeHHOM 3Tane akTMBHOCTb 3aboAeBaHUs
MOXHO OnpeAeAnTb Npu nomoLun wkaabl JADAS (Juvenile
Arthritis Disease Activity Score). OHa N0O3BOASET OLEHU-
BaTb TEKYLLYI aKTMBHOCTb 3aB0OAEBaHWSA Y OTAEAbHOIO
naumeHTa. PaccunTblBaeTCcsi CyMMa YeTbIpex COCTaBASA-
FOLLUMX LIKaAbl B 3aBMCUMOCTU OT KOAMYECTBA CYCTaBOB
N MOXET MMETb 3HaueHns mexay 0-101, 0-57, 0-40 [7].
Mcnonb3yroTcst NpeAeAbHble 3HAaUEHMA AAA XapaKTepuc-
TUKU ONPEAENEHHOM cTaauK 3aboneBaHus. Tak, NpeAenb-
Hoe 3HaueHue JADAS AAA HEaKTUMBHOIo 3aboAeBaHMs
MMeeT 3HaveHue 1, AN MMHUMaAbHOM aKTMBHOCTU 3a-
6oAeBaHUA - 2 AAA OAMToapTputa MAM 3,8 AAS MOAW-
apTpuTa.

MOXHO TakXe OLEeHUTb PUCK MOPaXEeHUsT CYCTaBHbIX
AMBO BHECYCTaBHbIX CTPYKTYP. AASi 3TOMO0 MCMOAb3YeTCA
Juvenile Arthritis Damage Index (JADI) [18]. B HacToALlee
Bpemsa paspaboTaHbl ABe Bepcun: JADI-A AAA OLEHKM
nospexaeHus cyctaBoB 1 JADI-E AN OUEHKM BHeECYCTaB-
Hbix noBpexaeHui. JADI-A no3BoOASIET OLEHUTL 36 cycTa-
BOB WMAW CYCT@BHbIX TPyMn Ha HaAMuMe MOBPEXAEHWUM
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no wkane ot 1 Ao 2 6annOB, MakCUMaAbHbIM BanA coO-
ctaBasetT 72. JADI-E copepxuT 13 nNyHKTOB B 5 pasAnu-
HbIX OpraHax W cucTemax, KaXAbl MyHKT OLeHMBaeTcs
ot 0 Ao 1 6anna B 3aBUCUMOCTU OT OTCYTCTBUSA AMOO HaAW-
Umsl NOBPEXAEHWUI COOTBETCTBEHHO, UCKAKOUEHUE COCTaB-
ASIET MOpaxeHue rnas, oHo oueHmnBaetcst ot O Ao 3 6annoB
(3 6anA COOTBETCTBYET Pa3BUTMIO CAENOThI). MakcHManb-
HbI 06K 6anA cocTaBasieT 17.

Lenbto Tepanun FOUNA siBaseTcs obecneyeHne coxpa-
HEHWA MaKCUMaAbHOM BO3MOXHOM YHKLMOHAABHOCTH
N KayecTBa XW3HU naumeHTa. B tepanun HOUA ncnonb-
3YHOTCS pa3AMYHbIe rpynbl NPenapaToB: HECTEPOUAHbIE
NPOTUBOBOCMAAUTEABHbIE, TAOKOKOPTUKOCTEPOUABI (KaK
CUCTEMHO, TaK U MECTO- MHTpacyCcTaBHO), 6a3nCHblE NPO-
TMBOPEBMATUYECKNE Mpenaparbl (METOTPEKCAT), FreHHO-
UHXeHepHble BUOAOTMUECKKE MpenapaTbl (3TaHepLenT,
apaAMmMymab, Tounansyman) [19].

CucteMHan KpacHas BOAUaHKa

Apyrum yactbiM 3aboAeBaHUEM ABAAETCS CUCTEM-
Hasi KpacHaa BoAvaHKa (CKB). 3aboneBaHWe BnepBble
HayyHo onucaHo B 1828 roay, kKoraa ¢paHLy3CKUn
Bpay-pepmaTonor Biett onvcan KoxHble npudHakm CKB.
Cnycta 45 neT ppyroi Bpay-aepmatonor Kaposhi otme-
TWA, YTO Y HEKOTOPbIX NALUMEHTOB, KPOME KOXHbIX MPO-
ABAEHWUI 3a60AEBaAHUS, UMEIOTCA CUMMTOMbI NMOPaXeHUs!
M BHYTPEHHMX opraHoB. B 1890 ropy aHrAMICKKI Bpad
W. Oslier o6Hapyxua, uto CKB MOXeT npotekaTtb 6e3 no-
paxeHnsa KOXKU. BO3MOXHOCTb BoAee TOUHO MOATBEPAUTD
3aboneBaHME MosIBUAACb TOAbKO B 1948 ropy, nocae
TOro Kak aHrAMickuin Bpad W. Hargraves obHapyXua
B KpoBW LE-KAETKM, NpeAcTaBAsitoLLME COBON 3peAble
HENTPODUABI, B LIUTOMAA3ME KOTOPbIX NMPU MUKPOCKOMUYe-
CKOM MCCAEAOBaHUM 0BHaPYXXMBAOTCA KPYIAbIE AWM OBaAb-
Hble BKAIOYEHUSA B BUAE TOMOrEHHbIX aMOPPHbIX Macc.
3TN BKAKOUYEHMS MPEACTaBASOT COOOM OCKOAKM SAEP
APYTUX KAETOK. TO OTKPbITUE UMENO BaXHOE 3HAYEHUE:
OHO MOCAYXMAO MOBOAOM K M3yYEHMIO natoreHesa 3abo-
AeBaHuA. \oka3aTeAbCTBOM ayTOMMMYHHOW NPUPOABI 3a-
6oneBaHMA ABAAETCA TOT GpakT, uto B 1954 roay B KPOBU
naumeHToB ¢ CKB 6blAK BbISIBAEHbI OMPEAEAEHHbIE aHTU-
TeAa, KOTOpble AEMCTBOBAAM NMPOTUB COOCTBEHHbIX KAE-
TOK OpraHuama.

PacnpoctpaHeHHocTb CKB B EBpone u CeBepHoM
Amepuke coctaBasieT okono 40 Ha 100 000 uenoBek,
B 3Ty rpynny BKAKUYEHbI AETU W B3POCAbIE. Y XEHLIUH
AETOPOAHOrO BO3pacTa BEPOSAITHOCTb pa3BWUTUS 3abone-
BaHWA noutn B 10 pas Bbile MO CPABHEHUIO C MYXYK-
Hamu [19].

PacnpocTpaHeHHOCTb Cpear AETEN 3HAUUTEABHO MEHb-
we u cocraBaseT okono 5-10 Ha 100 000. CKB peako
AEBLOTMPYET y AETEN B AOLLUKOABHOM BO3pacTe, NOAbLEM
3aboAreBaeMOCTH OTMeYaeTcsl ¢ Bo3pacta 8-9 AeT, MUK
npuxoantca Ha 14-25 aet. CornacHO 3MMAEMMOAOTU-
YEeCKOMY MCCAEeAOBaHWI, npoBeaeHHOMY B 1991 roay
B CLLIA, nokasaTteAr pacnpocTpaHeHHOCTM B BO3PACTHOM
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rpynne 10-20 aet cocTaBastoT 20 cayvaeB Ha 100 000
CpeAN aMepUMKaHOK adpPUKAHCKOTO MNPOUCXOXAEHMS,
13 Ha 100 000 cpear amepuKaHOK AaTMHOAMEpPUKaH-
CKOro NpouCXoXaeHus. B TepmaHun, NO COCTOSHUIO
Ha 2010 roa, 3apernctpupoBaHo 8800 naumeHToB ¢ CKB,
n3 HUx 2500 petelt. CpepHee Bpems pebroTa 3aboneBa-
HUA Yy NauMeHToB — 12 A€eT, U3 HUX TOAbKO 23 % - AMua
MY>XCKOro noaa [19].

CKB - cuctemHoe 3aboneBaHWe COEAMHUTEABHOM
TKaHW, B OCHOBE KOTOPOr0O AEXWT reHeTUYECKM 0ByCAOB-
AEHHOE HapylleHue PperyaumMm WMMMYHHOW CUCTEMbI,
npexae Bcero B-AMMOoOUMTOB, onpeaensitolee CUHTES
cneundUUEecKnX aHTUTEA U UMMYHHBIX KOMMAEKCOB K aHTH-
reHam fpep co6CTBEHHbIX KAETOK OpraHu3ma ¢ NoCAeAy-
IOLWUM Pa3BUTUEM UMMYHHOIO BOCMAAEHUS. ITUOAOTUA
CKB no HacTosilee BpeMs ocTaeTcsl HeACHOW. Npeanona-
raetca PoAb pPasAMyHbIX GakTopoB. o AaHHbIM Wakeland
et al. nmetroTca pokasatenbcTBa cBA3M ¢ CKB Tpex ce-
MeNncTB reHoB: HLA, cuctemMbl KOMMNAEMEHTA U CEMEN-
ctBa peuentopoB FCy [20]. O BAUSSHUM HACAEACTBEHHO-
ro ¢akTopa CBMAETEALCTBYET BbiCOKas 4YacToTa pasBu-
™A CKB B cembsix H6OAbHbIX: HOCMTEALCTBO HLA-DR2
nan HLA-DR3 nosbliwaeTt puck passutus CKB B 2-3 pasa,
a Haanume ranaotunoB HLA-A1, B8, DR3 onpeaenset
10-KkpaTHOe noBbiLeHWe pucka pa3sutna CKB y npeacTa-
BUTEAEN €BPONEOMAHON packl. AaBHO M3BECTHA MpeA-
pacnonoxeHHocTb K CKB npu aeduumte paktopos cucTe-
Mbl KOMIAEMeHTa. Aeduumnt C2 yacTo cBA3aH C BO3HUK-
HoBeHeM CKB, a peakuit poedmumt C1lg conpoBoXAaeT
TAXeAoe, arpeccuBHoe TeyeHne CKB. OyHkumsa peuen-
TopoB FCy 3akatouaeTcsi B cBA3bIBaHWW aHTUTEeA IgG
N UMMYHHbIX KOMMAEKCOB U MOCAEAYIOLLEM UX YAAAEHUM.
MpeanonoxutenbHo Haanune annenert FCyRlla n FCyRllla
cBs3aHo ¢ passutuem CKB [14]. UmeeTcs accoumnaumsa
CKB ¢ reHamu, KoTopble 06HapyXWBatOTCA M NPU APY-
rMX peBMaTUUeckunx 3aboneBaHuUsIX (Hanpumep, STAT4
n PTPN22, urpatouimMe poab B pasBUTUKU PEBMATOUAHO-
ro aptpura). Mo pesynsTatamM NOCAEAHWX UCCAEAOBAHUM
06Hapy>XeHbl HOBbIE FeHbl, @ TakXe UX KOMOUHaLMK, KO-
TOpble MMEIT CBA3b ¢ padsButnem CKB, ato NIP1, PRDM1,
JAZF1, TLR7, FCGR3B. MMOMWMO 3TOro, YMCAO KOMUM
reHa TLR7 wurpaet poab B pebtoTe 3aboneBaHUA B AET-
ckom Bo3pacrTe [9].

BbiCOKa pOAb aNUreHETUYECKNX GaKTOPOB. Peryampo-
BaHWE 3KCMNPECCUN TEHOB AOCTUIaeTcsl 3a CYET CBA3bI-
BaHWA GaKTopoB TpaHcKpunumm ¢ AHK 1 nocaeayoLero
MeTuAMpoBaHusa AHK 1 moanduKaumum GEAKOB MrMCTOHOB.
Mo paHHbIM Ballestar et al. umeetca runomeTnAMpoBa-
HWE HEKOTOPbIX FEHOB, KOTOPbIE UIPaKOT POAb B Natore-
He3e CKB (ITGAL, CD40LG, CD70, PPP2CA) [4].

BOAbLLOE KOAMYECTBO T[EHOB, acCOLMUMPOBAHHBIX
C UMMYHHbIMUW PeakUMsAMU, MOTYT B Pa3AMYHON CTENEHU
BblI3blBaTb ayTOMMMYHHbI OTBET — BeAyllee natoreHe-
TUYeCcKoe 3BeHO 3aboneBaHUsA. AaHHbIe reHbl OTHOCATCSA
K pa3HbiM rpynnam. OaHa rpynna reHoB KOAMPYET BEeAKH,
yJyacTByloLMe B anonto3e, Hanpumep, Fas-6enok, Bel-2.



1 O630pbI ¥ JeKIUU

Apyras rpynna reHoB KOAMPYET 6EAKU U LMTOKMHbI CUT-
HaAbHOM Nepepaun — nHTepdepoH-a, UA-2, CD22. TpeTba
rpynna npeAcTaBAeHa reHamu, yyacTBYyHOLWMMK B GOp-
MWUPOBaHUKU ayTOUMMYHUTETA. OHA BKAOUAET BEeAKM, KO-
TOpble YCTPaHAT UMMYHHbIE KOMMAEKChI AW aHTUTEAA
K IAEPHbIM 6enkaM coBCTBEHHbIX KAETOK. K 3TOM rpynne
OTHOCATCA GaKToOpbl CUCTEMbI KOMMNAEMEHTA, pPeuenTo-
pbl FCy [14].

Taknum 06pa3om, MOXHO NPEANOAOXKUTb, YUTO B OCHO-
Be pa3Butusa CKB AexaTr MHOroYMCAEeHHble FeHeTude-
CKWE HapyLleHus.

Cpean akTopoB, UrpatoLLmMx poAb B pa3sutum CKB,
KPOME FrEHETUUYECKMX MPUUMH, CAEAYET OTMETUTL FTOPMO-
HaAbHYHO COCTaBASIIOLLYIO (@aKTMBHOCTb 3ab0AeBaHMA Mo-
BblLLAETCS BO BpeMsi 6epeMeHHOCTU 1 B MOCAEPOAOBOM
NepUOAE), U3BBLITOUYHYHD MHCOAALIMIO (MU3BMEHSIET aHTUIEHHbIE
conctBa AHK KAETOK KOXM, BbICBOOOXAAET UHTEPAENKK-
Hbl (MA) 1, 3, 6 1 dpakTop HEKpo3a onyxoan-a (PHO-),
CnocobCTBYS PA3BUTUIO AOKAABHOIO BOCManeHus). Mmeet-
€Sl PSIA TEOPUN O BO3MOXHOW POAM HEKOTOPbLIX BUPYCOB
B pa3BUTMM ayTOMMMYHHOTO npouecca [17].

Mpu CKB HapyleHne UMMYHOAOTMYECKOM TOAEPaHT-
HOCTU K COOCTBEHHbIM @HTUreHaM B AaAbHEHMLIEM MpPK-
BOAUT K pasBUTUIO ayTOUMMYHHOIO BOCNAAEHUA C NPo-
AYKUMEN ayToaHTUTeA B-knaeTkamu, B MepBYtO ouvepepb
K xpomaTtuHy AHK (Hykaeocome), ero oTAeAbHbIM KOMMO-
HeHTaMm, HaTuBHOM AHK 1 ructoHam. CornacHo MCCAEAO-
BaHuto M. Odendahl (2000), B-knetku npun CKB, koTtopble
NPOAYLMPYIOT @HTUTEAE NMPOTHB SAEPHBIX KAETOK, KAOHaAb-
HO Pa3MHOXatoTCA, B TO Xe BpeMs B- KAeTKH, KoTopble
He KOHTaKTMPOBAAU C aHTUreHaMu COBCTBEHHbIX KAETOK,
YMEHbLUAOTCA, CTUMYAMPYETCA Nepepava CUrHana yepes
peuentopbl B-KAeTOK, Kak npu T-KAETOYHO-3aBUCUMOM
UMMYHHOM OTBeTe [15]. NpocAexmBaeTca Koppeaaumns
AKTMBHOCTU 3ab0AEBaAHMS C KOAMUECTBOM B-KAETOK, Npo-
AYUMPYIOLLIMX ayToaHTUTEAa. B poanbHENLLEM NMPOUCXOANUT
UMMYHHas peakums, NPUBOAALLAA K MoTepe MMMYHOAO-
rMYECKOM TOAEPAHTHOCTH.

CaepyeT OTMETUTB, UTO NATOAOrOaHaTOMUYECKUE N3Me-
HeHust npu CKB pa3Hoo6pa3sHbl [1]. NepBUUYHO NPOUCXO-
AMT U3MEHEHWE COCYAOB MUKPOLMPKYASITOPHOTO pyCAa
C BO3HWKHOBEHWEM apTEPUOAUTOB, KANUAAAPUTOB, BEHYAU-
TOB. Aanee BaCKyAUT BbI3bIBAET BTOPUUHBIE U3MEHEHUSA —
oT dopMUpoBaHUSA PUBPUHOMAA A0 HEKPO3a. Hanbonee
SIPKME U BblpaXeHHbIe M3MEHEHMA Pa3BMBAIOTCS B PbIx-
AOW COEAMHWUTEABHOW TKaHW (MOAKOXHOM, CYCTaBHOM, MeX-
MbILLIEYHOM) U B CTEHKax cocypoB. A. B. CTpykoB Bbiae-
AMA 5 rpynn uameHenui npu CKB. K 1 rpynne oTHocATCS
HEKPOTUYECKUE U AUCTPODUUECKNE UBMEHEHNS B COEAU-
HUTEAbHOM TKaHW, 0COOEHHOCTLIO SIBASIETCSI BbICOKOE CO-
AepXaHue apepHoro 6enka 1 XxpoMaTuHa B GUOPUHOMAE.
BTopas rpynna xapaktepuayeTcs MeXyTOUYHbIM BOCNane-
HMEM BCEX OPraHoOB, B TOM YMCAE W HEPBHOW CUCTEMDbI,
C BOBAEYEHUEM B MPOLECC MUKPOLMPKYAATOPHOIO pycAa
1 GOPMUPOBAHUEM KaMUAAAPUTOB, apTEPUOAUTOB, BEHY-
AMTOB. KAMHWYECKMM NPOSIBAEHUEM AQHHOM Fpynnbl U3Me-
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HEHWI ABASIETCS NOAMCEPO3UT. K TpeTben rpynne OTHO-
CATCS CKAEPOTUYECKUE UBMEHEHUS — UCXOA M3MEHEHUM
nepBon 1 BTOPOM rpynn. MMKPOCKOMMYECKHM BbIABASIETCA
XapakTepHbin npu3Hak CKB - nepuaptepuanbHbIn «AyKo-
BWUHbIV» HEKPO3 B CENe3EHKE. YeTBepTyto rpynmny nameHe-
HWI COCTaBASIKOT OYaru CKOMAEHUA AMMOOLIMTOB, NAa3Ma-
TUYECKUX KAETOK B CeAne3eHKe, AMMbATUUECKMX Y3AaX,
KOCTHOM Mo3re. MMKPOCKOMMUYECKM CBETAO OKpaLLEHHbIE
AAEPHbIe TeAbLa (T. H. FEMaTOKCUAMHOBbIE TEAbLIA) OTHO-
CATCS K MATOW rpynne u3MeHeHui. MosaBAeHMe AAEePHbIX
TEAEL, CBA3AHO C rMbenbto KAETOK. B panbHelwem npo-
MCXOAMT daroumto3 HewTpoduaamMu M Makpodaramu
1 obpasytoTcsi xapakTepHble AAa CKB BOAYaHOUHbIE KAET-
KW. AaHHbIE KAETKM MOTyT 6bITb 0OHaPYXeHbI B CTEHKE CO-
CYAOB, AMM®baTUUYECKMX Y3AaX, KOCTHOM MO3re, CEAE3EHKE.

CornacHoO AaHHbIM, MoAyyeHHbiM S. M. Benseler,
B. Bader-Meunier, T. Lee, knnHnyeckure nposiBaAeHnss CKB
y AeTer MoryT 6biTb pasdHo0bpasHbl U Nopaxatb AOOM
opraH [3, 5, 13]:

a) acTeHUYEeCKU CUHAPOM, AedULMT Macchbl Teaa,
80-90 %;

b) nopaxeHue KOXK 1 CAU3UCTbIX oborouek, 70-90 %
(8 30-40 % cayuyaeB HabAOAAETCS MOBbILIEHHAs! CBETO-
YyBCTBWUTEABHOCTb);

C) MOpaxeHWe ONOPHO-ABUraTEAbHOM M MbILLIEYHOM
cuctem, 60-80 %;

d) dopmunpoBaHue Hedputa, 50-80 %;

€) runeprepmuyceknin cuHapom, 50-70 %;

f) 1aMeHeHuA B nepudepuueckor Kposu, 50-70 %;

g) renatocnaeHomeranmnsa 30-40 %;

h) nopaxxeHne XeAya0UHO-KULLIEYHOTO TpakTa, ~30 %;

i) nopaxenue LUHC, 20-40 %;

j) nopaxeHue aerkux, 20-40 %;

k) nopaxeHue cepaua, 10-30 %.

Cpear NopaxeHW KOXK U CAM3UCTbIX 0O0AOUEK Bbl-
AensoT [5, 13]:

a) cbinb no 1Ny «6aboukm», 30-50 %;

b) ouaroBas uam pnddysHasa aronenns, 10-40 %;

¢) adTo3HbIM cToMmaTtut, 10-30 %;

d) BacKyauT, Kanuaasaput, 10-25 %;

e) cumnToM PeiHo, 10-15 %;

f) AMcKonaHana ak3aHTema, 5-10 %;

g) OKoAOHOrTeBas aputema, ~10 %.

B KAMHMUYECKOW NpakTUKe LWPOKO MCMOAb3yeTCs
knaccudmkauma CKB nop pepakumen B. A. HacoHoBol [1].
B kKnaccudurKaumMm yunuTbiBatOTCA XapakTep TeyeHus 3a-
60AEBaAHWA 1 €ro aKTUBHOCTb. B 3aBMCHMOCTH OT Havana
3aboAeBaHUsA, HAAMUUS TeHepaAmM3aLmy NpoLecca, KAU-
HWUYECKOM KapTWHbI, MPOrpecc1MpoBaHnsa 3aboreBaHUA Bbl-
AENSIOT CAEAYHOLLME XapaKTepbl TEYEHUS:

— OCTPbIX, XapaKTepu3yeTcs OCTPbIM HaYaAOM, reHe-
paAu3aumen npouecca ¢ NOAUCUHAPOMHOM KAMHUYECKOMN
KapTUHOM, YacTo HEBAArONPUSATHHLIM UCXOAOM;

- MOAOCTPbIX, HAYAAO NOCTENEHHOE, XapaKTepHa No3A-
HAS reHepaAu3auus, BoAHoobpa3Hoe TeueHne n bonee
6AaronpUATHbLIM NPOrHO3;

-~ =

— =
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- NEPBUYHO-XPOHUYECKMI, HAYAaAO MOHOCHHAPOMHOE,
NO3AHAS reHepaAm3aLmsa C MaAOCUMITOMHON KAMHUYE-
CKOW KapTUHOWM, BAAronpuATHbLINM NPOrHO3.

AnarHoctuueckmne Kputepun CKB ocHOBaHbI Ha ne-
PECMOTPEHHbBIX KPUTEPUAX KAAcCUPUKauunM AMepPUKaH-
CKOTrO KoAAeAXa peBMaTorornn (ACR) 1997 r. [19]. O6bIu-
Ho aMarHo3 CKB Tpebyet 4 13 11 kKpuTtepueB, BKAKOUYAS
OAVMH KAMHWYECKWUM KPUTEPUM U OAMH MMMYHOAOTUYE-
CKWIM UAW Hannume Atonyc-HedpuTa ¢ HAaAMUMEM aHTUHY-
KneapHblx aHTUTEA (ANA) MAM @aHTUTEA K ABYXLIEMOYEY-
HoW AHK (aHTH-dsAHK).

BbIAEAAIOT TPU CTENEHU aKTUBHOCTU: 1 (HU3KYHO),
2 (ymepeHHyr) u 3 (Bblicokyto) [3]. Mpu akKTMBHOCTH
1 (HM3KOM) cTeneHn obluee COCTOSIHUE He HapylUeHo,
HeT M3MeHEHWUI B AabOpPaTOPHbIX NMOKa3aTEASIX, KAUHU-
YECKM BbIIBAAETCA KOXHbIM M CyCTaBHOW CUHAPOMBI.
Mpn 2 (yMepeHHOM) CTENEHU aKTUBHOCTW BbISIBAETCS
cybdebpuabHan AMxopaska, MMEHTCS MpU3HaKKM nopa-
XEHWA Pas3AMUHbIX OPraHoB, HabAKOAQIOTCA NMOAMAPTPAA-
MU AMBO MOAMAPTPUT, AEPMATUT, HEPPUT Be3 HEDPOTK-
YECKOro CUHAPOMA, MUOKapPAUT. XapakTepHO yMEpPEH-
Hoe noBbllleHne COJ po 25-45 mm/u, onpeaeastoTca
AH®, AT k AHK, UMK, LE-KAETKM B YMEPEHHbIX TUTPAX.
Mpu 3 (BbICOKOW) CTENEHU aKTUBHOCTU OTMeuvaeTcs ¢e-
6prAbHas AMXOPaAKa, NOPaXeHWe BHYTPEHHUX OpPraHoB,
LIHC, koXM, CAU3NUCTbIX 060AOUEK, ONMOPHO-ABUraTEALHOIO
annapara. XapakTepHbl BbipaxeHHble M3MeHeHWsA Aabo-
paTopHbIX MOKa3aTeAen.

AASi ONPEAENEHUA TAKTUKKU Tepanuu nauneHTa, oueH-
KW aKTMBHOCTM 3ab0AeBaHMSA UCMOAb3YHOTCA BanAbHble
wkanbl SELENA-SLEDAI (Selena Modification - Systemic
Lupus Erythematosus Disease Index Activity) [19]. Mpo-
BOAMTCA OLEHKa BbIPaXEHHOCTU KAMHUYECKUX MOKa3a-
Tenel y naumeHTa B TeueHne 10 AHeW, NPeALlEeCTBYHOLMX
OCMOTPY, MHTEPNPETUPYETCH CYyMMAapPHbI BaAA COFAACHO
KAnaccuduKkauum cteneHn aktuBsHoctn CKB:

a) ouYeHb BbicOKasi akTuBHOCTb - IV (20 6annoB
U BblLLE);

b) BbicOKan akTMBHOCTb - (11-19 6aAnoB);

C) yMepeHHas akTMBHOCTb — (6-10 6aAn0B);

d) MMHMMaAbHaA akTUBHOCTb - (1-5 6aAnoB);

€) OTCYTCTBME aKTUBHOCTU — O BaANOB.

OcHoBHble LeAn Tepanunu CKB - CHMXEHUEe aKTuB-
HOCTW npouecca, AOCTUXEHWE PEMMUCCUM Y MauUMEHTa.
B tepanuun CKB npuMeHAITCA pa3AnyHbIe Fpynnbl UMMY-
HOCYMPECCUBHbIX MPENapPaToB: MOKOKOPTUKOCTEPOUADI,
LMKAOCNOPUH A, azaTMonpuH, MeToTpekcar, MMkodeHa-
Aata MOGETUA, TMAPOKCUXAOPOXMH [1].
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