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Pestome. Crarss nocesLeHa 0BeHNAbHOMY PEBMATOUAHOMY QPTPUTY (KOPA) — OAHOMY 13 HaMGOoAEe pac-
MPOCTOAHEHHBIX PEBMATUYECKMX 3QO0AEBAHUI Y AeTel. B CTaTbe M3AOXKEHbBI COBPEMEHHbIE B3MASIALI HQ 3TU-
oAormo, uMmMmyHornartoreHe3 tOPA. PQCCMQTPUBAIOTCST TEPMUHOAOTMYECKMNE U KAQCCUPUKALMOHHBIE BOMPO-
Chl, AMAQrHoctmnyeckue kputepumn KOPA, KOTOpbIE SIBASIKOTCS MPEAMETOM HQYYHbIX AUCKYCCUMN Y)Ke B TEYEHNE
MOCAEAHEro CToAETUSs. HeCMOTPST HQ 3HAYUTEABHBIE AOCTUDKEHMST B BOMPOCAX AMQrHOCTUKM U AeYeHus1 KOPA,
STUOAOIUST 1 ATOreHe3 aToro 3a60AEBAHMSI BO MHOITOM OCTQKOTCSI HESICHBIMU. [lpeapacrioAararoLme ¢ak-
TOPbI, OBAQAQIOLUME TPOMA3ZMOM K TKQHSIM CYCTABOB, CITOCOOHbI AAUTEALHO B HUX MEePCUCTUPOBATL, BbI3bIBAS
WUMMYHHOE BOoCrareHne. K HUM OTHOCSTCST QPTPOTPOMHbIE NepCUCTUPYIOLLME BUPYChI (PETOOBUPYCHI, OH-
KOPHABUPYChI, NAPBOBUPYCHI), CIOCOOHbIE AAUTEABHOE BPEMS] «6E€3AEVCTBOBATH» Y TOALKO B CAYHQE UX MHU-
LmaLmm KQKUMU-AMG0 MPOBOLMP YIOLLMMUY GAKTOPAMU — OCYLLECTBASITL MMOBPEXAEHUSI HQ YPOBHE reHOMA
KAETKW. Bupycel Kokcaku, SnwtenHa — bapp, LUMTOMEraroBmpycC, BUPYChl reprneca, napBOBUPYChI MOTYT Bbi-
3bIBATL XPOHNYECKYIO BUPYCHYIO MHOEKLUMIO HAQ OHE MMMYHOAOTMYECKUX AEDEKTOB. VIHWLmMATOPAMM PA3BU-
TUST BOCIMIQAEHMSI MOryT ObiTb YACTLIE OCTPLIE PECINPATOPHLIE BUPYCHBIE MHOEKLUMM, NePEOXAQXKAEHNE, NH-
COASILMST, MTPOPUAQKTNHECKNE MPUBUBKIU, FOPMOHAABHBIV AMCOAAQHC, TDABMbI CYCTABOB, HEOAQIrOMpPUSITHbIE
2KOAOTMYeCKme GAKTOPbI, XPOHUYECKME NMCUXODIMOLMOHAABbHBIE CTPECChI. BAXKHYIO POAb B BOZHUKHOBEHUN U
pa3suT KOPA UrpQioT reHeTM4eCcKast NPeAPACIOAOXKEHHOCTb M OCOOEHHOCTU MMMYHHOW CUCTEMbI. B kaye-
CTBE MQPKEPOB PUCKQA pa3BuTMS KOPA HO3bIBAKOT reHbl TIMCTOCOBMECTUMOCT HLA A2, B27, A28, B35, DR5, DRS,
DR1. TpOTeKTBHbIV (3ALLMNTHBIN) 3 PeKT oKasbiBaOT DR2 1 DR7, KOTOpbIe AOCTOBEPHO pEeXXe BCTPEeYarTCs y
60AbHbIX KOPA. Nout QKTMBHOM BOCIQAEHUN Y AETEVN C PA3HBIMW BAPMAHTAMM KOPA XQPAKTEPHBIMU SIBASIKOTCS
BOBAEYEHUE MPAKTNHECKM BCEX 3BEHbEB UMMYHHOW CUCTEMbI, QKTUBALMST KAETOYHOIO Y FYYMOPAALHOIO 3BeHA
nMmMyH1TeTa. OCHOBY MATOreHe3a COCTABASIOT A€PeKTbl T- 1 B-KAETOYHbIX UMMYHHbIX PEQKLUK, MOUBOASILLNE
K rnepripoAyKUMM rnpOBOCIAAUTEABHBIX LIMTOKMHOB U LUMPOKOIO CreKkTpQ OpraHocrneumdmuyeckmx aytoaH-
TUTEA, VHAYLIMPYIOLLUMX BOCIIAAEHNE U AECTPYKUMIO CYCTABOB U APYIUX TKAHEeN opraHusma. FOPA sBAseTCs
MHOro¢QKTopHbIM 3Q60ANEBAHNEM, KOTOPOE PA3BMBAETCS B PE3YALTATE COYETAHUSI FEHETUYECKOU MNPpeApacC-
MOAOXKEHHOCTU, OCOBEHHOCTEN MMMYHHOM CUCTEMbI 1 BO3AENCTBUSI GAKTOPOB BHELLUHEN CpeAbl. B ocHoBe
naroreHe3qa MMYHOBOCIIAAUTEAbHbIX PEBMATUYECKMX 3QOO0AEBAHUN AEXXKUT COYETAHUE FrEHEeTUYEeCKN AeTep-
MUHUPOBAHHbIX (cucTtema HLA, NoAMMOpGu3M reHoB LUUTOKMHOB) U MPUOBPETEeHHbIX AepeKkToB (AMCOAAQHC)
VMMYHOPETYASITOPHBIX MEXAHU3MOB, OrPAHUYMBAIOLLMX NMATOAOTMYECKYIO AKTUBALMIO UMMYHHOM CUCTEMbI B
OTBET HA MOTEHLUMAABHO MATOreHHbIe GAKTOPLI BHELLHEN CPEAbI, TaKue KaK MHGeKumn, HapYyLUeHNe MUKDO-
GUOThI KULLIEYHUKA, MEepEOXAQXKASHNE, MHCOASILMSI.
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CoBpeMeHHas JeTcKasi peBMaToJIOrMsl JOCTUIIa Oec-
CIIOPHBIX YCIEXOB B U3YUYEHUM TMPOOJIEMbl IOBEHUILHOTO
aptputa (FOA), omHaKo mpu pacCMOTPEHUU 3TOM CIOXKHOM
¥ MHOTOI'PaHHOM MAaTOJOTUM OCTAIOTCS TUCKYCCUOHHBIE 1
HepelleHHbIe Bonmpochl. K HUM OTHOCSITCSI TEpPMUHOJIOTH -
YeCKHEe aCIeKThbl, BOIMPOCHI HO30JIOTMYECKOW TTPUHAIICK-
HOCTH, 3TUOJIOTUM W UMMYHOTIaTOTeHe3a, KIMHUYECKOTO
noaumopdusma aedrora u TeueHust FOA, ero ncxonos. Ha
CETOMHSIIHMMI AeHb Ha TEePBbIi IJIaH BBIXOIAT MPOOJIEMBI,
CBsSI3aHHBIE C HECOBEPIIEHCTBOM KPUTEPUEB TUArHOCTH-
KU JIaHHOTO 3a00JIeBaHUsI, BCJEACTBHUE YEro OTMedaeTcs
0O0JIBIION MPOLIEHT AMAarHOCTUYECKUX omunboxk [3, 25, 27].
Bricokas pacnpoctpaneHHocTs KOA B monyasauuu, Tpya-
HOCTb paHHEl AMarHOCTUKU, HEPEIKOe BOBJIEUeHUE B Ma-
TOJIOTUYECKUIN MPOLIECC BHYTPEHHUX OPraHoB, ObICTpoe
pa3BUTHE WHBAJIUAHOCTU W HEOJAronpuUsTHBIA TPOTHO3
OIpeNEISIOT aKTyaTbHOCTh ITpodsiemMbl FOA [3, 4, 18—20].

IOPA (MKB-10: M08.0) oTHOCHUTCSI K CUCTEMHBIM BOC-
MaJUTEIbHBIM 3a00JIeBaHUSIM COSAVMHUTEIBHOM TKAHMW C
MPENMYIIECTBEHHOM JIOKau3aluei mpoiecca B OIOPHO-
NIBUTATETLHOM alllapaTe, B OCHOBE KOTOPOTO JIEKUT JIMC-
(GYHKIIMSI UIMMYHHOI CHCTEMBI, BBIpaK€HHAasl ayroarpec-
CHsl, UTO BEeNET K Pa3BUTHUIO MATOJOTUYECKUX MMMYHHBIX
peakuuii. FOPA pa3BuBaeTcs B Bo3pacTe 10 16 jiet, nuMmeer
XPOHUYECKOE TSKEI0e Mporpeccupyloliee TeueHue 1, Kak
MpaBUIO0, HEOJArONMPUSITHBINM MporHo3 [3, 15, 17, 18].

DOmuaemuonorusa. FOPA sapisieTcss oqHUM U3 Hauboiee
pacrpocTpaHEeHHbIX peBMaTU4YecKux 3abosieBanuii (P3) B
IeTCKOM Bo3pacte [2, 8, 30], yacToTa BCTpe4aeMOCTH KO-
TOPOTO B Pa3IMYHBIX PETMOHAX 36MHOTO 1Iapa COCTABJISIET
ot 0,05 10 0,8 % [2, 15, 17, 18, 30], 3a6oseBaeMOCTh — OT
2 1o 16—20 cayuaes B rox Ha 100 000 meTcKOro HaceaeHUsI
[2, 13—15, 17], cmepTHOCTL — 0,5—1 % [15, 30].

B VYkpaune pacmpoctpaneHHoctb FOPA cocrapiser
0,2—0,4 na 1000 gerckoro HaceneHusd [11, 21]. IToka3zare-
M 3aboneBaeMocTu FOPA oTimyaioTcst B pa3HbIX peruo-
Hax YKpauHbl — C IPEUMYIIECTBEHHON BCTPEUaeMOCThIO B
Yepuurorckoii obnactu (0,48), r. Kuese (0,42), IHernpo-
nerpoBckoit obsnactu (0,34) [11, 21].

Y uyerBepTH OOJBHBIX IMATHO3 YCTAHABJIMBACTCS IpU
MepBOM OOpallleHUM K Bpady, yepe3 roji HaOIto1eHUsI BO3-
MOXHbI€ ITMAarHOCTUYECKHUE OIIMOKM COCTaBJISIIOT TaKXke
YeTBEPTh CIIydaeB 3a00JIEBAHUS, YTO OMPEIEISIETCS CIOXK-
HOCTBIO KJIMHUYECKOW MUAarHOCTUKU 3TOW TATOJOTUU Y
neteit [20]. Y monoBUHBI OOBHBIX pa3BUBACTCS MHBAIMII-
HOCTb mtocjie 3—5 net 6one3nu [5, 9, 14, 21].

[Tuk 3aboaeBaeMOCTH MPUXOAUTCS Ha Bo3pacT 1—3 rona
u 8—10 neT, pexe O6oseroT netu 1o 1 roma u crtapuie 13 jet
[20]. deBouku Gousetor B 1,5—2 pasa yaiiie, YeM MaJIbuUKKU
[20]. TTpuHsiTO CUUTaTh, YTO 3a00JIEBAEMOCTh CUCTEMHBIM
oBeHWIbHbIM apTpuToM (cFOA) He MmeeT paznmuuuii 1o
noJjiy u Bo3dpacty. OqHako B OOJBIIMHCTBE ciiyyaeB cFOA
BO3HMKACT Y ICTEI 10 5 JIET, XOTSI BOBMOXKEH J1e010T U B 060-
Jiee cTapiieM Bospacre [16, 20].

Knaccudukanysa u repmuHoorus. Vicropust usyueHust
IOPA Bemer cBoil OTCUeT C CepearHBI IIPOILIOrO CTOJIE-
st (Cornil M.V., 1864 r.; Diamantsberger M.S., 1891 r.)
[3, 25, 27, 33, 36], korna M.S. Diamant-Berger BnepBbie
o0paTuJl BHUMaHME Ha PsI OCOOEHHOCTEil TeueHHus 3a-

0oJieBaHUS y TMAlMEHTOB: TeTePOreHHOCTb KIMHUYECKOM
KapTHUHBI B 1e0l0Te 3a00JeBaHusI, BOBJIEUEHUE B MPOIIECC
MPEUMYIIECTBEHHO KPYITHBIX CYCTaBOB, MTOpPaXeHue I1eii-
HOTO OT/eJa TTO3BOHOYHMKA, BUCOYHO-HKHEUETIOCTHBIX
CYCTaBOB M OpTaHOB 3peHwust [27, 36]. B 1897 r. aHrMiicKMiA
yuenslit Ctunn u ppaniysckuit yuensiii laddap moutn
OIIHOBPEMEHHO OIMCATM CHMIITOMATUKY 3a0o0JieBaHUs,
KOTOpast XapaKTepru30BaJlaCh BEICOKOM JIMXOPAIKO, MHO-
JKECTBEHHBIM TTOpaXKeHUEM CYyCTaBOB, YBEIMYEHUEM JIMM-
daTtnyeckux y3ioB, neyeHu, cenaedeHku [17, 25, 27, 45].
OHM BbICKa3aJay MHEHME, YTO 3TO 0cobast 00JIe3Hb IETCKO-
r'O BO3pacTa, OTJIMYAIoNIasics OT CyCTaBHOM (hOpMbI peBMa-
touaHoro aprputa (PA) y B3pocibix [17, 27]. HecMoTpst Ha
JNlaHHOE MHEHUeE, AuTeabHoe BpeMsi PA y B3poc/bIX U 1e-
Tei paccMaTpUBaIu KakK eIMHYI0 HO30JIOTMUECKY0 (hopMy,
BCTPEYAIOLIYIOCS B pa3IMUHbIC TIEPUOJIbI XKU3HU, XOTSI BO-
Mpoc 00 UIEHTUIHOCTHU OOJIE3HU Y B3POCIIbIX U ACTEH MO/~
HUMAJICS PETYJISIPHO TI0 Mepe pa3BUTUS TeIUaTPUIECKOM
peBmatojioruu [27]. BapuabeabHOCTh KIMHUYECKUX MPO-
SIBJICHWI OOJIE3HU B JIETCKOM BO3pacTe, a TaKKe UX CYIIe-
CTBEHHOE OTJINYME OT CUMITTOMATUKH Y B3POCIIBIX TaJIA OC-
HoBaHUe aMepuKaHCKUM yueHbIM J.A. Coss 1 R.M. Boots
B 1946 1. 00beAMHUTD BCE CIIyYal XPOHUUECKUX apTPUTOB
y IeTeil o eAMHBIM Ha3BaHUEM «IOBEHWIbHbLIN (IOHOIIEe-
CKUI1) peBMaTOUHBII apTPUT», TEM CAMbBIM OT/IEJIMB €r0 OT
PA B3pocnbix [17, 25, 27, 34]. DTOT TepMUH LIUPOKO HUC-
MOJIb3YETCS 1O HACTOSIIIIETO BPEMEHH.

PacniosnaBanue FOPA Hepenko npeacrasisieT HeMalible
CJIOKHOCTH. DTO BO MHOTOM OOBSICHSIETCSI OOJIBILIMM CXO/I-
CTBOM KJIMHMYECKOM KaPTUHBI CYCTABHOTO CUHApPOMA TIPH
MmHorux P3, ocobeHHO Ha paHHMX CTagusIX 3a00JIeBaHMS
[13, 26, 27]. CtpeMieHMe CBECTU K MUHUMYMY JUATHOCTH -
YeCKHe TOTPEITHOCTA TTOCIYKUIO TPUYMHON BBEIECHUS
PSIIOM aBTOPOB HOBOTO TEPMMHA «IOBEHWJIBHBIM XpOHUYE-
ckuii aptput» (KOXA), 00beIMHSIONIErO BCe XpOHUYECKIE
BOCMAJIUTENbHbBIE 3a00J1eBaHUs CycTaBOB y aeteit (1978 r.)
[25, 27]. B cemunecsThix rogax XX crosnerusi EBponeiickas
nura npotuB peBmatusma (EULAR) mpuHsiia tepMuH
«FOXA». «FOPA» 1 «<FOXA» — 3T0 haKTUUYECKU JIBa TEp-
MUHAa, KOTOpble 0003HaYaloT OnHO 3abojeBanue [13, 17].
3apyOexXHble YUYeHbIe UCIOIb3YIOT TepMuH «FOXA» rnpu
HaJIMIUU TIPU3HAKOB XPOHUYECKOTO TTPOrPECCUPYIOIIETO
apTpuTa TOJIBKO B IMPOMEXYTKAX OT jAebloTa 3a001eBaHUs
IO OTIpefe/ieHUs] ero YeTKOW HO30JO0TMYeCKOil TpUHAmI-
nexHoctu [25]. Ho, cornmacHo kinaccudukaium, TOJIBKO
cepono3uTuBHbI FOPA cocraBnsier yacts FOXA [17, 25].
OnHako kinaccuyeckas KaptuHa FOPA moxeT ObITh U 0e3
peBmaTouaHoro akropa (P®), 4To He MPOTUBOPEUYUT HU-
Kak ¢akTy 3a06oseBaHus [25]. B knaccudukaumu KOXA He
HUCKJTIOYAIOTCSI CITOHAUI0APTPONIaTUM BCJICACTBUE WX Ya-
CTOI BCTpPEUaeMOCTH y JeTeid Tpu HeauddepeHInpoBaH-
HOIT popMe ouroapTpuTa 0€3 IMopakeHUs IT03BOHOYHHNKA
(TIcopuaTUYecKnii apTpUT, AHKWIO3UPYIOIIMI CIOHIN-
qmr) [17].

CornacHo coBpeMeHHOI Kiraccudukanun BecemupHoit
antupeBmatuueckoit uru (ILAR) B 1997 r. BBeneH Tep-
MHUH <«IOBEHWIbHBIM uamornarudyeckuii aptput» (FOHUA).
I1pu stom Tepmunbl «FOPA» u «FOXA» nckiogaiorcs, a
BCE XPOHUYECKHE BOCTATUTENbHbIE 32a00/IeBaHUSI CYCTaBOB
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y aeTeit 00beanHsI0TCs mog repmuHoM «KOUA» [7, 27, 42].
IOUA npencrasisier co00i reTeporeHHy0 IpyIiny 3a00J1e-
BaHUii, HaYaBLIMXCS A0 LIECTHAALATUIETHEIO BO3pacTa,
HESICHOM 3THUOJIOTUM, BEAYIIMM IIPOSIBICHUEM KOTOPBIX
SIBJISIETCSI XPOHUYECKUIA, TPEUMYIIIECTBEHHO TTPOTPecCu-
PYIOLIMIA CYCTABHOM CUHAPOM, IJISIILIMIACS 00jiee 6 Heaeab
[7,25,27].

B ocHoBe n060i1 ki1accudukaium jexar Kiaccubu-
KallMOHHBIE TUAarHOCTUYecKue Kputepuu. PakTuaecKu
HabOp KpUTEPHUEB TMPEACTABISIET COO0 OmMcaHue Kap-
TUHBI Ki1accuueckoro 3aboneBanusi. B CIIA, B cTtpaHax
aMepUKaHCKOTO KOHTMHEHTa, SIMOHUU IKUPOKO TIpUMe-
HstoTcst CeBepoaMeprKaHCKUE TMarHOCTUYECKUE KpUTe-
puu FOPA (Brewer E.J., Bass J., Baum J., Cassidy J.T.,
1977 r.; Cassidy J., Petty R., 1990 1.) [25, 32, 42]. K Hum
OTHOCSITCS:

1) Havaso 3abojieBaHus 10 16 JeT;

2) apTpUT OJHOTO WK OOJiee CyCTaBOB, ONpeae/IsieMblii
KaK OTeK WU HaJIMIKUe BBITIOTA; KpOME TOTO, TIPU 3TOM He-
00XOIMMO YUYUTHIBATh HAJTMIKE IBYX W OoJiee CICAYIONINX
MPU3HAKOB:

— oTrpaHUYeHHue 00beMa JBUKECHUI,

— YYBCTBUTEJIBHOCTH WU OOJIb MPU IBVKEHUH,

— TIOBBIIIIEHUE MECTHOI TeMITepaTyphl;

3) NpOmOKUTENBHOCTL OOJIE3HN HE MEHBIIIE 6 HEleb;

4) Tun HavyaJia 6OJIE3HU B T€UEHUE MEPBBIX 3—6 Mecs1eB
K1accubULMpyeTcst Kak:

— TIOJIMApPTPUT 5 U 0oJiee CyCTaBOB,

— OJIUTOApPTPUT 4 1 MEHEe CYyCTaBOB,

— CHUCTeMHOE Hayvajo (MHTePMUTTUPYIOLIAS JIMXO-
paaka, peBMaTOUIHAs ChITb, apTPUT, BUCILIEpAIbHAS TIa-
TOJIOTHS);

5) uckmoyaiorcs apyrue P3.

Psanom Hayunbix nentpoB CCCP u ctpan BocrouHoit
EBpornibl B 1979 1. 6butM pa3paboTaHbl TMATHOCTUYECKHUE
kputepuu FHOPA, Ha3zBaHHble BocTouHOeBporeickuMu
(taba. 1) [13, 25, 26].

B otnnune or CeBepoaMepUKaHCKUX 3TU KPUTEPUU
BKJIFOYAJIM XapaKTepHbIC PEHTTEHOJIOTMYECKUE TPU3HAa-

KM, JaHHble OMOINCHUU CUHOBUAJIbHON O0OJ0YKM, HAJIM-
yue P® B chiBopoTKe KpoBU. OQHAKO pa3pabOTaHHbIE
KPUTEPUU TAKXKE CTaIM OOBEKTOM MOCTOSIHHOTO YCOBEP-
IIEHCTBOBAHMSI.

B 2008 r. C.O. CanyrnHa u coaBT. [25—27] ommy0imKo-
BaJIU pe3yJIbTaThl UCCIICAOBAHUSI IOCTOBEPHOCTH U CITELIU-
uuHocTr Tex wmauM uHBIX KputepueB HOPA. ABtopbl
MPUILIA K BBIBOMY, 4To Wi auddepernunposku IOPA ¢
IOXA HeoOxomuMo Halmnume KakKk MUHUMYM 8 TIpU3HAKOB
BocTouHoeBpomeiickux KpUTepHeB MpU 00s3aTeIbHOM
HaJIMYMM TIepBOTO IpM3HaKa M uckimoueHuu P3 mpyroit
HO30JI0TMYECKOU MTPUHAAIEXKHOCTU. DTU KPUTEPUHU SIBJISI-
10TCs BOCTPEOOBAHHBIMU U UCTIOJB3YIOTCS TETCKUMU PEB-
MaToJIoTaM1 Ha TEPPUTOPUU HEKOTOPBIX CTPaH.

B MUpoBo#i mpakTHKe OOIIETTPUHSTHIMU SIBJISTFOTCS 1A -
rHOCTHYEeCKUEe KpuTepuun PA AmepuKaHCKON KOJUIETUU
pematosioroB (ACR/EULAR, 1987 r.), ycoBepiiieHCTBO-
BaHHbIe B 2010 1. [25, 31]. OHu pa3paboTaHbl crieLIaIb-
HO JUISl paHHEe! MUArHOCTUKW, OCHOBaHBI Ha COYETAaHUM
CTATUCTUYECKUX PACUCTOB M SKCIIEPTHOU OLIEHKH, B HMX
HCITOJIB3YeTCs TAKOM BaXKHBINM MmoKasaTenb, Kak ALILIIT —
aHTUTENIa K HUKINYECKOMY HUTPYLTMHUPOBAHHOMY TIeTI-
TUAY, BKJIIOUAIOT OLIEHKY XapaKTepa MOpaXkeHUsI CyCTaBOB
(4ucio 1 JoKaau3alusl), MO3BOJISIIOT 3a()MKCUpPOBaTh Ha-
JINYMe aKTMBHOTO BOCMAJIEHUSI Y HEOJAronpusITHbIE MPO-
rHocTuueckue Gakrtopsl [31]. OgHAKO UX UCIIOIb30BaHUE
B MeIMaTPUYECKON MTPaKTUKE OrpaHUYCHHO C YYeTOM Ba-
prabeTbHOCTH KIMHUYECKMX MPOSIBJICHUI O0JIE3HU B JI€T-
CKOM BO3pacTe, a TakKe CYIIECTBEHHOTO OTIMYUST OT CUM-
TMTOMAaTUKU Y B3pOCIbIX [25].

OcCHOBHbBIE pa3IUuusi HauboJjiee PaCTIPOCTPAHEHHBIX
KJIaccuUKalii IOBEHWIBHBIX apTPUTOB TIPUBEIEHBI B
taba. 2 [13, 21, 30, 32, 38, 42].

B coBpemeHHo#l Kiaccubpukauuu, pa3dpadoTaHHON
ILAR, coxpaHeHO mpexHee pasaesieHue MOBEHUJIbHBIX
apTPUTOB Ha 3 BapuMaHTa: CUCTEMHBIN, TOJUAPTUKYJISP-
HbII ¥ OIMTOAPTUKYJISIpHBIIA. PD-nionoxuTenbHbIil 1 PO-
OTPULIATEIbHbBIN aPTPUTHI BHIACSIOTCS B 0COObIE PyOPUKH.
YTouHsIeTCsl XapaKTep OJUroapTputa (IepcUcTUPYIOLINIA,

Tabnuua 1. BocTo4HoeBponeiickne gunarHoctuyeckue kputepumn FOPA (Jonrononosa A.B.,
flkoBneBa A.A., UcaeBa J1.A., 1979—-1980 rr.)

KnuHuyeckue npusaHakm

©CoO~NOOTh~W

1. ApTpUT NPOJONIXUTENBHOCTLIO 3 Mecsua 1 6onee
2. ApTpuUT BTOPOro CycTaBa, pa3BMBLUNINCS Yepes 3 MecsaLa Uan no3gHee no-
CJlie NopPaxKeHnd NepBoro

. CuMmMeETprYHOE NopaxXeHne MenNKMUX CyCTaBoB
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2. CyxeHue CyCTaBHbIX LLenelr, KOCTHbIE 3Pp03MKn, aHKMUI03 CyCcTaBa
3. HapyLueHune pocTa kocTen
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nporpeccupytomuii) [7, 17]. IIpemtoxeHHas: kiaaccudu-
Kalusl TO3BOJISIET OObEAMHUTH MOJ OOLUIMM TEPMUHOM
«IOBEHWJIbHbII UIMOTIATUYECKUIT apTPUT» KaK pasinyHbIe
BapuaHThl FOPA, Tak u psin oTaeIbHBIX HO30JIOTMYECKHUX
GopM XpOHMUECKOIO apTpuTa y JeTeil — IOBEHUJIbHbII
CTMOHAWIOAPTPUT U JIaKe IOBEHWJIbHBIN TCOPUATUYECKUIA
apTpUT. DTO TIO3BOJISIET MPOBECTU PAHHIOK TUATHOCTUKY
IOPA ¢ HauMeHbIINM KOJUYeCcTBOM ommnbox |7, 13, 17].
Kiaccudukanmsa ILAR Ha ceromHsImHmii [1eHb UCITOIb3Y-
eTcs IIpaKTUIeCK Bo BceM mupe [7].

B mpaktuueckom 3mpaBooxpaHeHMM OuarHoctuka P3
M CcTaTUCTMYecKas oOpaboTKa CTPYKTYphl 3abojieBaeMO-
CTH OCYIIECTBJISIIOTCSI B COOTBETCTBUM ¢ MeXAyHAPOTHOM
kinaccudukanumeit 6onesneit (MKb-10) [13, 17, 26, 30].
ITpunumas Bo BHMMaHue otcyrctBue B MKB-10 TepmuHa
«IOBEHWJIbHBIM UIMOMATUYECKUI apTPUT», OT IIUPOKOTO
€ro MCIoJIb30BaHUsI ClieAyeT Bo3aepxatbes [13, 26, 27].
CornacHo MKbB-10 Bblaessiior:

— MOS8 — 1oBeHWIbHBIH (IOHOIIECKUI1) apTPUT;

— MO08.0 — roBeHUJIBbHEIN (IOHOIIESCKMIT) PeBMATOWI-
HBII apTpUT;

— MO08.1 — 10BeHUJIBbHBII CIIOHANI0APTPUT;

— MO08.2 — 10BeHWJIbHBIM apTPUT C CUCTEMHBIM Hayda-
JIOM;

— MO08.3 — 10BeHUJIbHBII PeBMATOUIHBII apTPUT, T10-
JINapTPUT;

— MO08.4 — 10BEeHUJIbHBII PEBMATOUIHBIN apTPUT, Ma-
YLUMapTPUT;

— MO08.8 — 10BeHUIbHBIII XPOHUYECKHUIA apTPUT;

— MO08.9 — 10BeHUJIbHBII XPOHUYECKUIT apTpPUT, He-
YTOUYHEHHBIN;

— M09.0 — ncopuaTuyeckuii apTpur.

HecMoTpst Ha ympa3mHeHWe TepMUHA <«IOBEHWIbHBIN
PEBMAaTOUIHBIN apTPUT» B MEXKIAYHAPOIHOM Kiaccuduka-
LMY apTpUTOB y AeTeit, BoiaeneHue KOPA kak camocTosi-
TEJIbHOM HO30JI0OTUYECKO (hOPMBbI IUKTYETCS BpeMeHEeM
U KJIMHUYECKUM OIBITOM, MOCKOJIbKY SIBJISIETCSI TTPaKTH-

YEeCKU €IMHCTBEHHOI B JIETCKOM BO3PAacTe BIOJHE YETKO
onpeJesieHHOM Ho3oorue, npucyrctBytoieit B MKbB-10
U TIpakTUKe neanaTpa-pesmarosiora [27].

Drronorusi. HecMoTpst Ha 3HAYMTEIbHBIE JOCTUXKEHMUS
B BOIIpOcax IMarHocTuku u jedeHuss FOPA, stuonorus u
raToreHe3 3Toro 3ad60j1eBaHusi BO MHOIOM OCTAIOTCSl HesiC-
HeIMU [4, 7, 13, 17, 18].

Boinensior dakTopsl, Tpenpacriojiaraioiniue K pas-
Butuio FOPA, u daxkTophl, crmocoOCTByIONIIMEe peaan3a-
uun FOPA [3, 4, 18]. Ilpegpacnonaraoimue (GpakTophl,
“MeIIMe TPOMU3M K TKaHSM CYCTaBOB, CIOCOOHBI
IUIUTEILHO B HUX IMEPCUCTUPOBATH, BbI3bIBASI MMMYH-
Hoe BocnajeHue. K HUM OTHOCATCS apTPOTPOIHbIE
MePCUCTUPYIONINE BUPYCHI (PETPOBUPYCHI, OHKOPHABU-
pycChl, TTAapBOBUPYCHI), CIOCOOHBIE ATUTEIbHOE BpEMs
«0e3neiicTBOBaTh» U TOJBKO B ClAy4yae MX UHUIMAILUU
KaKMMU-TM00 MPOBOLUPYIOIIUMU (haKToOpaMu — OCY-
LIECTBJISITh MOBPEX/IEHUSI HA YPOBHE FreHOMa KJIeTKH [3,
4, 17, 18]. Bupych Kokcakm, Dmmreitna — bapp, nu-
TOMETAJIOBUPYC, BUPYCHI reprieca, mapBOBUPYCHl MOTYT
BBI3BIBATh XPOHUUYECKYIO BUPYCHYIO MH(DeKIMI0 Ha oHe
uMMyHosornueckux aegexron [3, 13, 18, 20]. Okonua-
TeJIbHO poJib uHdekuu B pa3Butuu IOPA no cux mop
He nokasaHa [7, 8, 13, 17]. Poap Kuie4yHoi MHGpEKIINN,
reMOJIMTUYECKOIO CTPENTOKOKKA B pa3Butuu FOPA ps-
JIOM PEBMAaTOJIOroB He npusHaetrcs [13, 17]. B nurtepa-
Type oTMeualoTcsl naHHble o cBsa3u IOPA ¢ undekiuei,
BbI3BaHHOU Mycoplasma pneumoniae. Tak, aHTUTela
IgG k MuKomIazMe B AMaTHOCTUYECKUX TUTpax y 00Jb-
HBIX IOPA BoIsIBIIsIOTCS atie (53 %), 4eM B TIOTYJISIINT
[13]. Ponp xnamuauitHot MHMEKIIMN B pa3BUTUU XPO-
HUYECKOTO BOCIAJIEHUs] B CyCcTaBax y JeTeil 1o KOHIa
He usydyeHa. Oxono 80 % nmereit ¢ FOPA mnbunmpona-
Hbel Chlamydophila pneumoniae [13, 17]. Uauuuatopamu
pPa3BUTUSL BOCTIAJIEHUSI MOTYT ObITh YacTble OCTphIE pe-
CMUPATOPHbIE BUPYCHbIE MHGMEKIINHU, TTEPEOXIaXKICHUE,
UHCOJISALUS, NpodUIaKTUYeCKUe MPUBUBKU, TOPMO-

Ta6auua 2. Knaccngukaymy oBeHU/1bHbIX apTPUTOB

AmMepukaHcKas Konnerusa
peematonoros (ACR),

EBponeiickas nura
npoTuB peematusma (EULAR),

MexayHapopaHasa nura
peBMaTosiorM4eckux accoumnavmi

MonnapTkynsapHbIi
(PD+)

Onuro-(nayum-)apTUKynsapHbIA

apTput

cnoHounnT

1977 1977 (ILAR), 1997
OBEHUNBbHBIN PEBMATONAHbIN IOBEHUNBbHBIN XPOHUYECKMIA apTPUT: | KOBEHUAbHBIN NOMONATUYECKNIA
apTpuT: apTpuT:
CuctemMHbIi CuncTtemMHbIn CncTteMHbIN

MonnapTnkynspHbii
OBEHUNbHLIN PEBMATOUAHbIN aPTPUT

Onuro-(nayum-)apTUKynsipHbIi

OBEHUNBbHBIN NCOpUaTUHECKNA

OBEHUNBbHBIN aHKNNO3UPYIOLLNKA

MonnapTukynapHelii (PO-)
MonnapTukynapHelii (PO+)
OnuroapTUKynspHbIiA
MepcucTtmpytowmi
Mporpeccupyiowmn
Mcopnatnyecknii apTput
ApTpuT, aCCOLMNPOBAHHLIN

C 3HTE3NTOM
HeonddepeHunpoBaHHbIN apTpuUT
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HaJIbHBII AucOagaHC, TpaBMbl CyCTaBOB, HeOJarorpu-
SITHBbIE 9KOJIOTMYecKue (haKTopbl, XpOHUUYECKUE TICUXO-
9MOLIMOHaJIbHBIE cTpecchl [3, 4, 13, 18].

HacnencrBeHnas  mpeapacmoioKeHHOCTb.  Psmom
aBTOPOB TPEAIOJaraeTcsi, YTO BaKHYIO POJIb B BO3HUK-
HoBeHMU U pas3Butuu FOPA urpatot reHetnueckas mpen-
PacCIOJIO)KEHHOCTh U OCOOEHHOCTU MMMYHHON CUCTEMBbI
|4, 7, 8, 13, 17]. UMMyHOTreHeTUYECKHE MCCISHOBAHUS
HONTBepIWIN (PyHIaMeHTalIbHBIe pa3amuusa Mexmy FOPA
n PA B3pocibIX, KOTOPBI MOXET OBITh aCCOLIMMPOBAH C
aHTureHamu rucrocopmectumocti — DR4 u DRBI-04
[3, 7, 12, 13, 17]. B xauecTBe MapKepoB pucKa pa3BUTHUSI
IOPA nasbiBatoT A2, B27, A28, B35, DRS, DR8, DRI [3,
13, 17]. 1o naHHbIM JuTepaTypsl [13, 17], IpOTEeKTUBHBIN
(zammTHBIR) 3¢ dekT okaszpiBaloT DR2 u DR7, kotopsie
JIIOCTOBEPHO pexke BcTpevaroTrcst y 6oiabHBIX FOPA. Kpo-
M€ TOTO, CYHIECTBYIOT CBeACHUsSI 00 accolMaliuyd TeHOB
rucrtocoBmectumoct HLA ¢ FOPA B 1iesiom u ¢ otnenb-
HbIMU (popMamu U BapuaHTamu 3abonesanus (3, 13, 17].
Tax, HLA A2, DR5, DR8 gBmsiorcss MmapKepaM# OJIMTO-
apTpuTa y IeBOYEK, UMEIOIINX YBEUT, C CEPOTIO3UTUBHO-
CTBIO TI0 aHTUHYKJIeapHOMY (dakrtopy [3, 6, 7, 13], HLA
B27 — mapkepoMm pucka pasputus FOPA y mManbuukoB ¢
OJINTOAPTPUTOM MJM OTPAaHUYEHHBIM TMOJUAPTPUTOM, C
MPEMMYIIECTBEHHBIM MOPAKEHUEM CYCTaBOB HMXKHUX KO-
HEYHOCTe, ¢ HaTMYMeM DHTE30IaThii B IIKOJIbHOM WU
MOAPOCTKOBOM Bo3pacte [6—8, 13, 30], HLA DR4, DRSS,
DRB1-04 sasnsitorcst Mmapkepamu KOPA 'y neBouek ¢ nopa-
JKEHUEM MEJTKMX CUMMETPUYHBIX CYCTaBOB KUCTEH, Cepo-
no3utuBHbIX (PP+), ¢ ne6ioToM 3abosieBaHNs B CTapIlieM
IIKOJILHOM Bo3pacrte [6, 7, 13].

MHorue Joau SIBISIOTCS HOCUTEISIMA TeHETUIECKOM
npeapacnoyiokeHHOcT K P3, omHako He 0oJyieloT MMU.
Bupycel n 6akTepun cuMTaloTCsl TPUITEPHBIMU (paKTOopa-
MM, 3aIyCKalolIMMU TaToJOrMuecKuil mpouecc. Benen-
CTBUE HealeKBaTHOM peakMi UMMYHHOM CUCTeMBbI Ha 3TH
BO30YAMTENN DPA3BUBAETCS BOCMAIUTENbHBINA IpoOIlecC B
cycTaBax, a MHOTAA U BO BHYTPeHHUX opraHax. Pa3BuBa-
IOTCS TaK Ha3bIBa€Mble ayTOUMMYHHBbIE 00JIC3HU, KOTOPbIE
BO3HMKAIOT BCJICICTBUE arpeCCHBHOTO BO3JIEUCTBUS UM-
MYHHOI CHCTeMBbI Ha COOCTBEHHbIE OpraHbl M3-3a TTOTePU
€10 CMOCOOHOCTU Pa3jinyaTh «CBOM» U «UYXXKHE» KICTKU U
TKaHu [3, 8, 13]. Takum obpazom, KOPA sBnsiercst MHOTO-
dakTopHBIM 3a00JIeBaHMEM, KOTOPOE Pa3BUBAETCS B pe-
3yJIbTaTe COYETAHUS TeHETMYECKOW IMpeapaciooXeHHO-
CTH, OCOOCHHOCTE MMMYHHOI CHCTEMBI U BO3IEICTBUSI
¢akTOpoB BHEllIHelM cpensl |3, 4, 8, 12].

Nmmynonatorene3 FOPA. B naroreHese P3 kitoueByio
POJIb UTPAIOT MIPOLIECCH AyTOMMMYHUTETA U ayTOBOCIae-
HUS$1, CBSI3aHHBIE C TeHETUYECKU JeTePMUHUPOBAHHBIMU U
WHAYLUHUPOBAaHHBIMU (haKTOpaMU BHELIHEU cpeabl, aedek-
TaMU aKTUBU3aLIMU TTPUOOPETEHHOIO U BPOXKIEHHOIO M-
MyHHoro otBeTa [12, 22—24]. [1pu akTUBHOM BOCTIaJICHUM
y IeTeii ¢ pasueimMu BapuantamMu KOPA xapakTtepHbIMU SIB-
JITIOTCSI BOBJIEYEHUE TTPAKTUYECKHM BCEX 3BEHbEB MMMYH-
HOM CHCTEMBI, aKTHBAIlUsI KJIETOYHOTO W TYMOPAJTbHOTO
3BeHa MMyHHTeTa [3, 4, 13, 17, 24]. B matorenese IOPA,
ocobeHHo clOA, mnpeBanupyloT ayTOBOCHAIUTEIbHBIE
MEXaHU3MBbI, OOYCJIOBJIEHHbIE PEaKIUSIMU BPOXICHHOTO

MMMYHUTETA, B TO BpeMsI KaK y B3pocCbIX Ipu PA mpesa-
JIUPYIOT ayTOMMMYHHBIe ripouiecchl [10, 23, 28, 35, 41]. Oc-
HOBY MaToreHe3a cocTasiioT AedekThl T- u B-KJIeTOUHbIX
MMMYHHBIX peakluii, MPUBOAAIINE K TUIEPIPOTYKLIIMA
MPOBOCHAJIUTEIBHBIX LIMTOKMHOB W IUPOKOTO CIEKTpa
opraHocnenUIecKnX ayTOaHTUTEN, WHIYIUPYIOIINX
BOCTIaJIeHUEe M JIECTPYKIIMIO CYCTaBOB M JPYTMX TKaHeu
opranmusma [17, 22—24, 30]. I1o coBpeMeHHBIM IpeacTaB-
JIEHWSIM, B TIaTOTeHE3€ YJacTBYIOT Pa3IMYHble KIETKU U
addexTopHbIE MOJIEKYTbl UMMYHHOM CHUCTEMbI, OTHAKO
KJIIOUEBYIO POJIb B Pa3BUTUM CHHOBMAJIBHOTO BOCTIaJe-
HMSI U CYCTaBHOM NECTPYKIIMU WUTPAIOT aKTMBUPOBAHHBIE
CD4+T-xennepubie (Th) KJIeTKH, BbI3bIBAIOIINE aKTHUBA-
uuio B-nmumbonutoB 1 MakpodaroB, a Takxke YCUJIEHUE
MPOAYKIWU TTPOBOCITATUTENbHBIX [IMTOKUHOB U pa3BUTHE
XpoHudeckoro BocnaieHus [1, 12, 17, 23, 24, 37]. Bax-
HOIl ocobeHHOCThIO akTuBalMu CD4+T-kieTok sBisier-
¢ ToJIIpU3aliss UMMYHHOTO oTBeTa 1o Thl-tumy ¢ mpe-
objlalaHreM CUHTe3a TMPOBOCHAIMTEIbHBIX ITUTOKMHOB
HaJl mpoTuBoBocTamuTeNbHbIiMU [19, 22, 24, 30, 37, 38].
BaxHoe 3HaueHUe B HapylIeHUM UMMYHHOM TOJIEpaHT-
HOCTU K COOCTBeHHBIM OenkaM Iipu P3 mmeroT medexTnr
T-peryastopHbIX KJIeToK [12, 22—24].

LMTOKUHBI, SIBASISICH HU3KOMOJIEKYISIPHBIMU O€JIKOBBI-
MU MOJIeKyJaMu, 00eCreynBaloT MPoLece MEeKKIETOUHbIX
KOMMYHUKAUUI MpU BOCMAJEHUM, UMMYHHOM OTBETEe U
MEXKCUCTEMHBIX B3aMMOIENCTBUSIX, YUACTBYIOT B PETyJIsi-
LIUM HOPMAaJIbHBIX OMOJIOTMYECKUX MPOIIECCOB B OPraHU3-
Mme [12, 17, 19, 29, 37].

YCIOBHO IIMTOKMHBI NEISATCS HAa HECKOJIBKO TPYIIII,
CpeIy KOTOPBIX BBIACISIOT MPOBOCTANUTEIbHBIE (MHTEP-
nevikunbel (MJ)-1, -6, -8, -17, (pakTop HEKPO3a OIMyXOJIH O
(OHO-a), mHTepdhepOoH-Y, XeMOKMHBI) U TIPOTUBOBOCTIA-
smtenbHble tuToKuHbI (MJ1-4, -10, -13, dakTop pocTa) [1,
17, 19, 37]. T'unepnpoaykKuusi MPOBOCHATUTEIbHbBIX LIU-
TOKMHOB JIEXXKUT B OCHOBE TOBPEXIEHUS] CUHOBUAJILHOM
000JI04KM CycTaBa, Xpsiliia, a TakXke B OCHOBE Pa3BUTHUS
CHUCTEMHBIX MposiBIeHUI Oose3HU. Cpeau O0MbIIOro Ko-
JINYECTBA MPOBOCTIAIUTEIbHBIX [IUTOKUHOB 1IEHTpaIbHOE
MECTO B Pa3BUTUU PEBMATOMIHOTO CMHOBUTA 3aHUMAIOT
®HO-a, UJI-6, NJI-1p [4, 12—14, 19, 23].

®HO-o sBAsIeTCST TUMTMYHBIM  TIPOBOCTIAIMTETbHBIM
LINTOKMHOM, BEAYIIMM K Pa3BUTHIO XPOHMYECKOTO BOC-
MajieHus, eCTPYKIIUU XpsIla U KOCTH, MOTepe KOCTHOM
TKanu [4, 7, 12, 19, 32]. D10 «paHHUII» TUTOKUH, ITOSIB-
JISTIOIIUICS B 1e0I0Te pa3BUTHUS BOCIAIUTEIbHON peaknu
[29]. ®DHO-0 MOXKET HEMOCPEACTBEHHO BBI3bIBATh BOCIA-
JIUTENIbHBIN 2 HEKT, a TAKXKE BbI3bIBATH MHIYKIIUIO IPYTUX
MPOBOCTIAIUTEbHBIX 1TuTOKMHOB (MJI-1, -6, -8) [4, 12,
19, 29]. Kpome Toro, ®HO-0. crmocoOGCTBYET MPOAYKIIUU
METLIONPOTeNHA3 (OCOOEHHO CTPOMENM3MHA U KOJliare-
Ha3), UTPAIOIINX 3HAYUTEIbHYIO POJIb B pa3pylIeHUN KOCT-
HOI u xpsieBoii Tkanu [4, 12, 17, 29]. C mopdosoruue-
ckux no3uuuii Mapkepom FOPA gBrsiercst apo3ust xpsiiua,
a KOJIMYECTBO 1 KaYeCTBO 3PO3UIN COOTBETCTBYIOT TSIKECTH
rpoiiecca.

KitoueBbIM LIMTOKMHOM B MMMyHomnaToreHede clOA
aensgerca WUJI-6 [5, 7, 10, 16, 28, 35]. C ero rumepripo-
NYKIMEW CBSI3bIBAIOT TaKWe BHECYCTaBHbIE TMPOSIBICHUS
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00JIe3HM, KaK JINXOpaaKa, TUITOXPOMHAsl aHeMUSI, TPOM-
6ouutos. UJI-6 ctumynupyeT MpoayKLUIO rernaToluTaMu
octpodazoBeix OenkoB (C-peaktuBHoro 6enka (CPB),
¢ubpuHoreHa, amMmuiaonaa A), CeKpeluio rercuania, Ko-
TODPBII YMEHBIIIAET BCAChIBAHUE XXejle3a U MHTUOUPYET ero
BBICBOOOXK/IEHME M3 MaKpodaros, UTO MPUBOAUT K Aedu-
LIUTY XeJie3a U pa3BUTUIO aHeMuu [5, 7, 16, 22, 28, 39].

Takue MposiBJIeHUsT cucTeMHoro aeiicteust UJI-6, kak
JINXOpaaKa W YTPEHHsSISI CKOBAHHOCTh, CBSI3aHbI C CyTOY-
HBIM PUTMOM CEKpEeLMM JaHHOTo uuTokuHa [10, 16, 22,
28, 29]. NJI1-6 ctumynupyeT nuddepeHIIMPOBKY OCTEOKIa-
CTOB, aKTUBUPYET UX, YCUJIMBAET PE30POIIMIO KOCTHU U, KaK
CJIEICTBUE, CIIOCOOCTBYET Pa3BUTHIO TeHEPATN30BAHHOTO
0CTEOINOopo3a, PO3UBHBIX U3MEHEHUI B cycTaBax [5, 12,
22,29, 35]. NJI-6 ciocobcTByeT npoaudepannu u gudde-
peHLpoBKe B-mmM@oLuTOB B 3peible IIa3MaTUYeCcKue
KJIETKM, ceKpeTupyloiue ayroantureia (P®, anturena K
LMTPY/UIMHUPOBaHHBIM Oesikam) [12, 22, 29]. UJI-6 Gio-
KUPYeT BbIPAOOTKY aJpeHOKOPTUKOTPOITHOTO TOPMOHA,
KOpTH30J1a, TOPMOHA POCTa, YTO MPUBOAUT K Pa3BUTHUIO
YCTaJIOCTU, COHJIMBOCTH, IETPECCUU U OTCTaBaHUIO B PO-
cre. PazBuTne amMmuiionao3a rnpu 3ToM 3a00J1€eBaHUN TaKxkKe
aCCOLIMMPYETCSI ¢ aKTUBHOCTBIO TAHHOTO LIMTOKMHA [12,
16, 22, 28, 29, 35]. OT™Me4yeHa TaKKe CTUMYJISILIVS BbIpa-
OOTKU JIENTUHA — FT'OPMOHA, CIIOCOOCTBYIOIIETO (POPMUPO-
BaHMIO aHOpeKcum [22].

[IpoBocnamuTenbHOE AeiicTBUe OKa3biBaeT Takke MJI-1.
WJI-1B BBI3BIBacT ycwieHue mponudepaiun bhudpodia-
CTOB, TIOBBIIIEHUE TMPOAYKIIMM KOJJareHas, MeTalio-
MpOTeUHa3, CTUMYJSLMIO TMeHeTpaluu CUHOBHUAIbHBIX
GubpobaacToB B Xpsiil B 007aCTU MaHHYyca, WHAYKIIMIO
cunresa WUJI-6, -8, UDH-y [12, 29]. Urpaer poss WUJI-1
B reHese clOA [7, 17, 29, 32, 41]. B To Xe Bpemsi BbICO-
Kasl yacToTa Heynad Mpu JiedeHUuu 00JibHBIX ¢ cFOA aHTu-
®HO-npemapaTamMu yKa3bIBaeT Ha TO, YTO POJIb IIMTOKMHA
®HO-a npu ctOA He sBIsIeTCsl pelraoleil B pa3BUTUN
MaToJ0TUYECKOro mpotecca [29, 35].

CocTostHre IMTOKMHOBOM CETH MPU Pa3IMUYHBIX Bapy-
anTax IOPA mo xoHma He udydeHo. HekoToprie aBTOPBI
YKa3bIBalOT HAa MaKCHUMajibHOe moBbilieHue MJI-6 u -1
npu clOA nmo cpaBHeHMIO ¢ ApyrumMu BapuaHTamu HOPA
[29, 32, 35, 41]. BbisgBieHO 3HAUUTEIbHOE IOBBILICHUE
®HO-0. B CHIBOPOTKE Y MALIMEHTOB C MOJUAPTUKYISIP-
HeiM FOPA [29, 43, 44]. ®HO-o urpaer posib B XpOHU-
3anuu npouecca [4]. Conepxanne @HO-o 3HaYNTETEHO
BBIIIE Y OOJTBHBIX C BEICOKMMU 3HaueHUsIMU PD [12]. BoI-
cokuii ypoBeHb @HO-0. BoIsiBIeH Takke mipu cFOA [4, 29,
44]. ®HO-o nMeeT 3HAUeHUE B MMaTOTeHe3e MOpaXKeHUsI
cyctaBoB 11pu Beex popmax FKOPA, Ho He uMmeeT npssMmoro
OTHOUIIEHUSI K CUCTEMHBIM TIPOSIBICHUSIM 3a00JIeBaHUsI
[5, 29, 32, 41, 43]. Hexotopslie aBTopsl [29, 40] yka3bl-
BalOT Ha TO, 4YTO KoHLeHTpauus ®HO-o B KpoBU 3aBU-
CUT B OOJIbIIIEH CTENEeHU OT aKTUBHOCTHU, YeM OT (hOPMBI
3a0oseBaHus. CylIecTByeT TakxKe TOUKa 3peHUsl, YTO CO
3HAYUTENbHBIM TOBbIIeHUEeM ypoBHSI PHO-o cBsizaHO
Takoe Tsikejoe ocioxHeHue clOA, Kak CUHAPOM aKTH-
BaUMU MakKpodaroB, 4YTO TOATBEPXKIACTCS YCHEHTHBIM
HMCTOJIb30BAaHUEM MOHOKJIOHANbHBIX aHTHTel K DHO-
B JIEYEHUU TaHHOTO cocTosiHUsI. OTHAKO OMUCaHO pa3Bu-

THE CUHApPOMA aKTWBALIMU MaKpodaroB Kak OCJIOXKHEHUS
aHTu-O®HO-tepanuu [29, 35].

YpoBeHb MPOBOCTIAIMTENBHBIX ITUTOKMHOB KOPPEIH-
pYET ¢ aKTMBHOCTBIO BOCTAJIEHMSI M OTpaxkaeT TSXKeCTb
3a00JIeBaHUs, a TaAKXKe OIpeaesieT JaJbHEHIINiA IPOrHO3
[1, 10, 29, 40]. BoisiBeHa B3aMMOCBSI3b MEXIY YPOBHEM
MPOBOCMIAUTENBbHBIX LUTOKMHOB (MJI-1P, -6), XeMOKu-
HoB (IP-10) u KJIMHUKO-TA00PATOPHBIMU TMOKA3aTEISIMU
aKTUBHOCTU 3a00J1eBaHUSI (CKOPOCTb OCEIaHUsT 3PUTPOLI -
toB, CPB, KonuyecTBO mopaxxeHHbIX cyctaBos) [1, 10, 14,
29, 40]. Onpenensiercss 6ojiee BbICOKUI ypoBeHb UJI-6 1
IP-10 B rpymiIte maliMeHTOB ¢ BEICOKOM aKTUBHOCTBIO MaTO-
JIOTUYECKOTO TIpoliecca W TPYIIe TMallueHTOB, CEPOITO3H-
TUBHBIX TI0 IgM P®, anTuTenaM K MUTPYUIMHUPOBAHHBIM
oenkam [1, 29]. Hexoropsle aBTOpbI paccMaTpUBalOT Ha-
nuuue CPB u Beicokoro ypoBHst MJI-6 B KauecTBe MTPOTHO-
CTUYECKOTO MapKepa MPOrpeccrupyroniero TeueHus: 60e3-
HU 1 paHHETO Pa3BUTHSI CUCTEMHOIO ocTeonopo3sa [3, 29].

VY 00ibHBIX ¢ onUroapTUuKyIsipHbiM FOPA BhisiBisIeTCS
MoBbIlIeHHBIN ypoBeHb MJI-4, -10, uro accomuupyercs ¢
OTCYTCTBMEM Pa3BUTHSI 3HAYMUTEbHBIX 3PO3UBHBIX U3ME-
HEHUI1 B cycTaBax 1 0oJjiee 01aronpusiTHBIM TedeHueM [17,
26]. B cuny Toro, uto onuroaptukyisipaeiii FOPA mipen-
CTaBJIsIeT COOOM ITOCTATOUHO OTPaHWYEHHBIN BOCITATM-
TEJIBHBIN TTPOIIeCC ¢ Pa3BUTHEM BOCITAJICHHUSI B HEOOIBIIIOM
YHUCie CyCTaBOB, YPOBHU MIPOBOCTIAIMTEIbHBIX IUTOKMTHOB
MPpY HEM HMXE, YeM TMPU CUCTEMHOM U TIOJUAPTUKYJISIP-
HoM FOPA [29, 43].

V neteit ¢ P3 3HaunMMylo pojib UTpaeT He abCOIIOTHOE
KOJMYECTBO 0Opa3oBaHMSI TeX WJIM MHBIX IITMTOKMHOB, a
JnycbalaHC MPO- U MPOTUBOBOCHATUTENbHBIX LIMTOKUHOB
[17, 19, 29], KkOTOpBIt MOXKET BOBHUKHYTh MO ICHCTBUEM
MoBpekaarero gakropa, HampuMep BUPYCHOM MHGEK-
UK. Y GOJIBIIMHCTBA JIeTel Mocie JUKBUIALIUY TeHCTBUS
MOBpeXIarNIero (pakropa BocCTaHABIMBAETCS HOPMaslb-
HOE COOTHOIIIEHUE IIMTOKUHOB, a Y JIeTei ¢ TeHEeTMUeCKOM
TpePACITOIOXKEHHOCTBIO HCOalaHC COXpaHseTCs, 4TO
BeneT k pazgututo P31, 17, 19, 29].

Takum ob6pazom, pa3BUTHE XPOHUUYECKOTO BOCTIAJIEHUS
npu P3 onocpenyercs pa3HOOOpa3HbIMU HapYILIEHUSIMU B
cUcTeMe UMMYHMTETa, aKTUBHOCTb BOCTIAJIEHUSI KOPPEJIH-
DPYET C U3BMEHEHUSIMU CUHTE3a LIUPOKOTo CIIEeKTpa UMMYH-
HbIX MenuaTopoB. [1o coBpeMeHHbIM MpeNCcTaBlIeHUsIM, B
OCHOBE TaTOreHe3a MMMYHOBOCMAIUTEIbHBIX P3 j1exuT
coveTaHWe TeHEeTUYECKU NEeTEPMUHUPOBAHHBIX (CHUCTEMa
HLA, nonmumopdu3M reHoB LIMTOKMHOB) M TIPUOOpPETEH-
HBIX 1e(eKTOB (IrcOaTaHc) UMMYHOPETYISITOPHBIX MeXa-
HU3MOB, OTPaHWINBAIONINX TTATOJOTUYECKYIO aKTUBAIINIO
VMMYHHOI CHCTEMBI B OTBET Ha IMOTEHIIMATbHO MaTOTeH-
Hble (DakTOphl BHEIIHE Cpeabl, Takue Kak WHQEKIIUU,
HapylieHne MUKPOOHMOTHI KUIIIEYHWKA, TepeoxiaxkaeHue,
uHcostums [12, 22, 23, 38]. TepMUHONIOTHUSI U COBPEMEH -
Hasl KJaccudUKaIus oCTaloTCs Mo-MpekHEMY MTPeIMEeTOM
MOCTOSIHHBIX TUCKYCCUI KaK Cpely YYEeHbIX, TaK U MpakK-
TUKYIOLIMX PEBMATOJIOroB [25—27].

KoH(auKT nHTEpecoB. ABTOPHI 3asBISIOT 00 OTCYT-
CTBUM KaKOTO-THO0 KOH(MIMKTA WHTEPECOB MPU TOITO-
TOBKE JaHHOU CTATHHU.
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Nudopmanus o BKIaae KaxKI0ro aBropa:

Yepusbimesa Onbra EBreHbeBHa — aHAIN3 MOJYYSHHBIX
JMAHHbBIX, HAITUCAHUE TEKCTa;

KoHromeBckast Ajjia AHaTOJIbeéBHA — COOp U 00paboT-
Ka MaTepuaios;

Baiizep Hatanbst BanepbreBHa — cOop 1 0O0paboTKa Ma-
TEepHUaJIOB;

banbiueBueBa Mpuna BsiuecnaBoBHa — cbop u oOpa-
060TKa MaTepHaoB.
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Yepruosa O.€.", KoHoweBcbka A.A.", Barizep H.B.2 baamyesuesa |.B."
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FOBEHIABHUM APTPUT: TEPMIHOAOTIA, KAACUDIKALid, AIOrHOCTUYHI KpUTepii, eTioAorid, NaToreHes,
CYYACHI NOrAsam (Orasa Aiteparypu)

Pestome. Crarrsa npucsgyeHa 10BEHiILHOMY PEBMATOIHOMY ap-
tputy (FOPA) — onHOMY 3 HalOIIbII MOMIMPEHUX PEBMATUUHUX
3aXBOPIOBaHb y JiTEi. ¥ CTATTi BUKJIAAEHI CydyacHi MOTIsSAn Ha
etiojorito, imyHomarorene3 KOPA. PosrisimaioTbcs TepMiHOIO-
riyHi Ta KJacudikaliiiHi mTuTaHHs, AiarHocTUuuHi Kputepii FOPA,
110 € MPEIMETOM HayKOBUX AUCKYCiil BXXe MPOTSITOM OCTaHHbBO-
ro ctofiTTsa. He3Baxkalouu Ha 3HAYHi JOCSTHEHHS B MUTAHHSIX
niarHocTUKM Ta JikyBaHHs KOPA, etiosorisg i maToreHe3 1boro
3aXBOPIOBaHHs 0araTo B YOMY 3aJMINAIOThCsl HesicHUMU. Cripu-
SITAUBI (HaKTOpPH, 1110 MAIOTh TPOITi3M 10 TKAHUH CYIJI00iB, 31aT-
Hi TpUBAJIWI Yac y HUX MEPCUCTYBaTH, BUKIUKAIOYU iMyHHE 3a-
najieHHs. Jlo HUX HajeXaTb apTPOTPOITHI MEePCUCTYIOUi Bipycu
(peTpoBipycH, OHKOpPHaBipycH, MapBOBipyCH), 31aTHI TpUBAIUii
yac «He AiaTu» i TUIbKM B pasi ix iHiuialii Oyab-KUMU MPOBO-
KyIOUMMU (pakTOpaMu — 3AiMCHIOBATU TOIIKOMXEHHS Ha PiBHIi
reHomy kiituHM. Bipycn Kokcaki, Emmreiina — bapp, muro-
MerajioBipyc, BipycH reprecy, NapBOBipyCH MOXYTb BUKJIUKATH
XpOHIYHY BipycHY iHbeKIlil0 Ha TJi iMYHOJIOTiYHUX AedEeKTiB.
IHimiaTopamMu poO3BUTKY 3amajeHHsI MOXYTb OYyTH 4acTi rocTpi
pecmipaTopHi BipycHi iH(eKIIii, mepeoXoIoakKeHHs, iHCOISITis,
npodiTakTUYHI ETUIEHHS, TOPMOHAIbHUI TUcOaiaHC, TPaBMU
CyTa06iB, HECNPUSATINBI €KOJOTiYHi (haKTOpU, XPOHIYHI MCHU-
XOEMOIilHI cTpecu. BaxuBy posib y BAHUKHEHHI Ta PO3BUTKY
TOPA BimirpaioTb reHeTUYHA CXUJIBHICTh i 0COOIMBOCTI IMyHHOI

cucteMu. SIK Mapkepu pu3uky po3Butky KOPA Ha3uBaioTh reHu
rictocymicHocti HLA A2, B27, A28, B35, DRS5, DRS, DRI.
[MporekTuBHUIi (3axucHuit) edekr cnpapisaot DR2 i DR7, o
Maitxke He 3ycTpiuaroThes y xBopux Ha IOPA. Ilpu akTuBHOMY
3alfaJieHHi y niteit 3 pisHuMu BapiantamMu FOPA xapakTepHUM €
3aJydyeHHs MPaKTUYHO BCiX JIJAHOK iIMYHHOI CUCTeMU, aKTUBALLisl
KJIITUHHOI i TyMOpajbHOI JJaHKU iMYyHiTeTy. OCHOBY maToreHe-
3y CTAaHOBJIATH AedekTd T- i B-KITMHHMX IMyHHUX peaklliii,
IO MMPU3BOASTH IO TIMIepIPOMYKIIlii Tpo3anaJbHUX IIUTOKIHIB Ta
HIMPOKOTO CIEKTPa opraHocneu@iyHux aBTOaHTUTIN, 1110 iHAY-
KYIOTb 3afajJeHHs i IeCTPYKIilo Cyrjo0iB Ta iHIIKX TKAHUH Op-
raHizmy. FOPA € 6aratoakTopHMM 3aXBOPIOBAHHSIM, 110 PO3BU-
BA€ETHCS B PE3yJIbTaTi MOETHAHHS TeHETUYHOI CXMJIBHOCTI, 0CO-
O61MBOCTE iIMyHHOI cUCTeMHU i BIUIMBY (haKTOPiB 30BHILIHBOTO
cepenoBuIina. B ocHOBI maTtoreHe3y iMyHO3amaJbHUX PEBMaTHY-
HUX 3aXBOPIOBAHb JIEKUTh MMOEAHAHHS TEHETUYHO JIeTepMiHOBA-
Hux (cuctema HLA, moxiMop}i3M reHiB IUTOKIHIB) i mMpuaOaHUX
nedekTiB (aucbanaHc) iIMyHOPETryJISITOPHUX MEXaHi3MiB, 1110 00-
MEXYIOTh MaTOJIOTIYHY aKTHUBALlil0 iIMYHHOT CUCTEMH Y BilMIOBiIb
Ha TIOTEHIIITHO MaToreHHi (haKTOpU 30BHIITHBOTO CEPEIOBUIIA,
Taki SK iH(eKIii, MopylIeHHsa MiKpoOioTH KMIIeYHHWKa, Mepe-
OXOJIOMKEHHSI, iHCOJISILIS.

KiouoBi cioBa: 10BeHiIbHUI PEBMATOIIHUI apTPUT; IiTH;
OTJIsAL
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Abstract. The article deals with juvenile rheumatoid arthritis
(JRA) — one of the most common children’s rheumatic diseases.
The modern views on the etiology, immunopathogenesis of JRA are
presented in the article. The article reviews terminological and clas-
sificational questions, diagnostic criteria of the JRA that are the sub-
ject of scientific discussions for the last century. Despite significant
achievements in the diagnosis and treatment of JRA, the etiology
and pathogenesis of this disease remain mainly unclear. Predispos-
ing factors that have tropism to the tissues of the joints can persist
for a long time, causing the immune inflammation. They include
arthropic persistent viruses (retroviruses, oncornaviruses, parvovi-
ruses), which can be dormant for a long time, and only in case, when
they are initiated by any provoking factors, implement the damage at
the level of the cell genome. Coxsackie, Epstein-Barr, herpes virus-
es, cytomegalovirus, parvoviruses can cause a chronic viral infection
on the background of immunological defects. The initiators of the
inflammation development can be frequent acute respiratory infec-
tions, hypothermia, insolation, preventive vaccinations, hormonal
imbalance, joint injuries, unfavorable environmental factors, chron-
ic psychoemotional stresses. An important role in the emergence and
development of the JRA is played by the genetic predisposition and

features of the immune system. The histocompatibility genes HLA
A2, B27, A28, B35, DRS, DR8, DRI are called markers of risk of
JRA development. DR2 and DR7 have protective effect, and they
are more rarely than in patients with JRA. An active inflammation
with different variants of JRA is characterized by the involvement
of almost all parts of the immune system, activation of cellular and
humoral immunity. The basis of pathogenesis compose the defects
of T- and B-cell immune reactions, leading to hyperproduction of
pro-inflammatory cytokines and a wide range of organ-specific au-
toantibodies that induce the inflammation and destruction of joints
and other body tissues. JRA is a multifactorial disease developing as
a result of a combination of genetic predisposition, the characteris-
tics of the immune system and the impact of environmental factors.
At the heart of the pathogenesis of immunoinflammatory rheumatic
diseases, there is a combination of genetically determined (HLA sys-
tem, polymorphism of cytokine gene) and acquired defects (imbal-
ance) of immunoregulatory mechanisms that limit the pathological
activation of the immune system in response to potentially patho-
genic environmental factors, such as infections, disability of intesti-
nal microbiota, hypotermia, insolation.
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