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Pesztome. Osenunvuviii uouonamuyeckuil apmpunt ¢ CUCMEMHbBIM HAYAIIOM O00HO U3 CAMbIX
UHBATUOUBUPYIOWUX — PeBMAMUYecKux 3abonesanull ¢ Mmanugecmayueii 6 O0emcKom 8o3pacme,
xapaxmepusyroujeecsi OnpeodeieHHbIMU MPYOHOCMAMU 8 OUACHOCUKE U 8bICOKOU CIMOUMOCMbIO JIeYeHUSL.
B cmamve oana xapakmepucmuka ocobennocmell namoecernesa, KIUHU4YeCKozco medeHus u mepanuu
0aHH020 3a001e8aHUSL.

Knrwoueewle cnosa: cucmemmwiii 108eHUNbHBIU UOUONAMUYECKULI APMPUM, MeYeHUe.

Resume. Juvenile idiopathic arthritis with systemic onset is one of the most disabling rheumatic
diseases with manifestation in childhood, also characterized by certain difficulties in diagnostics and high
cost of treatment. The article describes the characteristics of pathogenesis, clinical course and therapy of
this disease.

Keywords: systemic juvenile idiopathic arthritis, course.

AKTyajabHocThb. FOBeHunbHb apTput (FOA) — 3TO apTpuT HEyCTaHOBIECHHOMU
MIPUYUHBI JJIUTEILHOCTHIO O0Jiee 6 Hellelb, Pa3BUBAIONIUICA Y JeTEl B BO3pACTe HE CTapilie
16 5eT npu UCKITIOYEHUH IPYTOH MaToJIOTHH CycTaBoB [1].

[To maHHBIM pa3IUYHBIX UCCIEAOBAHMUA, 00IIast pacpOCTPAHEHHOCTh FOBEHUIIbHBIX
apTpuToB cocrtaBisier oT 3,8 g0 165,1 caydyaeB Ha 100 ThicA4 JAETCKOrO HACEJIEHUS B
Bo3pacrte 10 16 ner. B Pecniy6nuke benapycs Ha 2017 roj 3apeructpupoBano 774 pebeHka
C AMArHo30M «HOBEHWJIbHBIN apTpUT», U3 HUX — 137 BOEpBbIE.

Oco0yr0 aKkTyalmbHOCTh TPEACTABISICT CUCTEeMHas (opma JaHHOTO 3a00JIeBaHUS.
FOBeHUIBHBIN UIMONATHYECKUN apTPUT C cUCTeMHBIM HaudajgoMm (clOMA) — sto aptput
OJTHOTO 1 00JIee CYCTaBOB, KOTOPBIN COITPOBOKIACTCS IMOATBEPIKISHHON MEPEMEKAIOIICHCS
JUXOPAJIKON MPOJOKUTENBHOCTBIO HE MEHEE 3-X JHEH B TEUCHHE MUHUMYM 2-X HEJIETb B
COYETAaHUU C OJIHUM WIK 0o0Jiee W3 TEPEUYUCICHHBIX MPU3HAKOB: KPAaTKOBPEMEHHAs
(JieTyyasi) PpUTEMaTO3HAsl Chlllb, IeHEpaIu30BaHHas JUMpAICHOMATHS; TenaTo- W/WIu
CIUICHOMETAJIHSI; CEPO3UT (TIepUKAPAUT/TUICBPUT/TIEpUTOHHMT) [1, 2].

Knuaudeckue mNposBICHUS TpPU HSTOM BapuaHTe OOJE3HM XapaKTEPU3YIOTCS
YHUKQJIbHBIMH HWMMYHOJIOTUYECKUMHU HapymieHusiMu. B Hactosimee Bpemsi clOUA
paccMmaTpuBaeTcs B OOJIBIICH CTETIEHU HE KaK ayTOMMMYHHOE, a KaK ayTOBOCIAJIUTEIILHOE
3aboneBanue. B ero pasBuTHM BEAYIIyI0 pPOJIb WrpacT AaKTUBAIUS BPOXKICHHOTO
uUMMyHUTETa. D(P(OEKTOPHBIMU KJICTKAMU SBISIOTCS Makpodarn W HEUTpopuibl, a
ayTOaHTHUTeNa He BBIABISIOTCS [2]. DTO 00BSICHIET JOCTATOYHO BBICOKYIO 3()(HEKTHBHOCTD
MPUMEHEHUsI TeHHO-UHXKEHEpHBIX Ouonornueckux mpenaparoB (I'MBII) B neuenun
CHUCTEMHOI'0 apTpHUTA.

Heab: w3y4eHHE COBPEMEHHBIX OCOOCHHOCTEM  KIMHHUYECKOTO  TCUCHHUS
FOBEHWJIBHOTO UJMOMATUYECKOr0 apTPUTA C CUCTEMHBIM HA4YaJoOM Y JE€TEH.

3agaum:

1. IIpoananu3upoBaTh BO3PACTHOM U MOJIOBOM COCTAB MAaIlMEHTOB.

2. OnpeaenuTth XapakTepHble YepThl MaHU(pecTauu 3a001eBaHus.
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3. [Ipoananu3upoBaTh KIMHUKO-TA00OpPATOpPHBIE OCOOEHHOCTH TEYEHHSI CUCTEMHOTO
apTpuTa U HauboJee YacThle OCIOKHECHHUS.

4. O1eHUTH YaCTOTY JUArHOCTUYECKHUX OMMOOK Ha ATane NOCTAaHOBKH JIMArHO3a.

5. [Ipoananu3upoBath 0COOCHHOCTH JICUCHHUS MMAIIUEHTOB.

Martepuai u MeToabl. Hamu ObL TpoBe/IeH PETPOCTIEKTUBHBIN aHanu3 20 uctopuit
00JIe3HHU JIeTel, TOCMUTAIN3UPOBAHHBIX B PEBMATOJOTUYECKOE OTIEJCHHE 2 TOPOACKOMN
nerckor kiauHuueckoi OonbHMIBl (2 ['JIKB) 1. Muncka ¢ saBaps 2013 1. mo okTsa0pb
2017 r. 13 Hux 12 manueHTaM quarHo3 ObLT YCTAHOBJICH BIEPBBIC.

Kpurepuil BKIIOYEHHUS: MAUKUEHTHl C YCTAHOBJIEHHBIM OKOHYATEIbHBIM JUArHO30M
FOBEHWJIBHBIA apTPUT ¢ CUCTEMHBIM HavasioMm (M08.2).

Pe3yabTarhl 1 UX 00Cy:KIeHHe. 3a aHATM3UPYEMBIN MIEPUOJ JETH C FOBEHUIbHBIM
aptputoM coctaBmid oT 12% no 16% B crpykrype Bcex mposiedeHHbIX Bo 2 I'JIKb
MalMEHTOB.

Cpenu pazHooOpa3HbIX BapuaHTOB TeueHHs HOA apTpuT ¢ CHUCTEMHBIM HaydajoM
OTJIMYAETCS BBIPAKEHHOW TSKECThIO OOLIEr0 BOCHAIUTENIBHOTO OTBETA, SPKOU
MOJIMCUHAPOMHOCTBIO U TsKeNnel (yHKIMOHATBHOU HEAOCTATOYHOCTBIO B OCTPBIN EPUO/I.

Cpenu Hamux nanueHToB B 60% ciydaeB (12 manuentoB) nuario3 « KOBeHUIIBHBIM
apTpUT C CHUCTEMHBIM HadalioM» ObLI yCTaHOBJIEH BIepBbie, 8 nerer (40%) ObuIH
rOCIUTAIN3UPOBAHbl MOBTOPHO B CBSA3M C oOocTpeHHeM 3aboseBaHus. Cpenu BIEpBbIC
TOCIUTAIM3UPOBAHHBIX TOJBKO TpEeM TMalMEeHTaM JUarHo3 ObUT yCTaHOBJEH Ha
aMOyJaTOpHOM 3Tarne. B mojoBuHE ciydyaeB JUMArHo3 HAMpPaBUBIIUX YUPEKIACHUN ObLI
«OPN», B 2-x ciyuasix — «CKB» u B ogHoM — «C3CT?» (pucyHok 1).

[JMarHossl HanpasMBLUUX yYperKgeHU M

m OPW = CKB = C3CT? m KOPA

2

Pucynok 1 — JIlnarso3pl HANPaBUBLINX YUPEKICHUN

Mennana Bo3pacTa UCCIEAYEMOW HAMH IPYyNIbI COCTaBUiaa 5,5 JIE€T, MUHUMAaJIbHBIN
BO3pacT — 1 roj1, MakcuMainbHbIi — 16 j1eT. Meauana Bo3pacta Hadasa 3abosieBanus 4,5 (1;
13) roga. Takum o6pazom, cFOMA MoxeT MaHU(PECTUPOBATH KaK B PpAaHHEM JIETCKOM, TaK U
B TOJAPOCTKOBOM Bo3pacTe. Cpeau TAlNMEHTOB Hallled BBIOOPKHM HE3HAYUTEIBHO
peo6J1aiaai MaJTbuYrKH.

Msbl  mpoaHanmu3upOBIM  OCOOCHHOCTH KJIWHWUYECKUX TIPOSBICHUNA B Hadaje
3a0071€BaHUs Y BIIEPBBIC TOCIUTATTU3UPOBAHHBIX NAIieHTOB. OCTpoe HaYalI0 HaOII0JAI0Ch
B 91,7% cnyuaes, mogoctpoe — B 8,3%. DebpunbHas auxopajaka orMmedanach y 66,7%
neTel, y 2-X MalMeHTOB OHA COMPOBOXKAANACh MIPOJIMBHBIM MOTOM, Y 4-X — PBOTOH; y BCEX
JeTel NpU CHUKEHHHM TEMIIEpAaTyphl CAMOYYBCTBHE HOPMAJIU30BAIOCh. MaKCUMaIbHbIE
3HAYCHUSl JIMXOPAIKU PErUCTPUPOBAINCH B JIHEBHOE M BEYEpHEE BpeMs. Y KaxkJaoro
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TPEThEro pedeHKa OTMEYaNICs KOXKHBIM CHHAPOM. ET0 0COOEHHOCTSIMU ObUTHA MSITHUCTHIN
WIN TSATHUCTO-TIANYJIE3HBIA XapaKTep ChINM, YCWIMBAIOMICHCS Ha BBICOTE JIMXOPAJKH,
OTCYTCTBHUE 3y[la U BTOPUYHBIX 3JIEMEHTOB IOCJIE MCUYE3HOBEHHUs ChbllM. Hu B OHOM U3
HaOIIOIeHU He ObUIO 3aMKCUPOBAHO HAIMYMS 3JIEMEHTOB IeMOpPparuvyeckoil chimu. Y
41,7% mnanueHnToB ObUIa BBISIBIICHA T€HEpaTM30BaHHas JuMdaneHonaTus, MpU HTOM
muMdoy3ibl ObLTH 0€300J1€3HEHHBIMH, HE CHasHbl C OKPYKAIOIMIMMU TKaHSIMHU, MSTKO- U
IJIOTHO-3JIJACTUYHOM KOHCHCTEHUMHU. Y TOJIOBUHBI JIETEM OTMEYasiaCh FEeMaToOMeEraius, y
Tpetu - ciuieHoMeranusa. Y 16,7% DanuMeHTOB BBISBICHBI [MOPaXEHUS cepJla
(MuonepukapauT, nepukapauT). IlopaxeHue Jerkux B BHUAE ITHEBMOHUTA OBLIO
3aperucTpupoBaHo y | mamueHTa, Takke y OAHOTO peOeHKa OTMEYAIMCh MPOSBICHHS
CUCTEMHOr0o Backyiauta. Cpeau neTei, TOCHUTaIM3UpPOBAHHBIX IMOBTOPHO, y 2-X U3 8
MAalMEHTOB HWMEJIO0 MECTO IMOPaKEHHE II0YEK, MpOSBISIONIEECs TIeMaTypued H
nporeuHypueil. Cpeau BIEpBbIE TOCHUTAIU3UPOBAHHBIX JETEU MOPAXEHUE IJ1a3 B BUIAE
yBeuTa otmevanoch y 1 pedenka (8,3%); y 2-x (25%) rocnuTajivu3upOBaHHBIX TOBTOPHO
NAIMEHTOB JUarHOCTUPOBAaHA OCJIOKHEHHAsl KaTapakTa (PUCYHOK 2).

OcobeHHOCTU KIMHUYECKUX NPoABIeHMIN 3abonesaHus y
AeTel, rocnUTan3npoBaHHbIX Bepeble
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Pucynox 2 — OcoOCHHOCTH KIMHUYECKUX HpOfIBJ’IeHI/Iﬁ 3a00JIeBaHUS

BoBneueHne B maToOJOrMYECKHil TMpoLECcC CycTaBOB oTMeudanoch y 100% nerei,
TOCIIUTAIM3UPOBAHHBIX B CBs3M ¢ oOoctpenueM, u 'y 91,7%  Bmnepsbie
TOCHUTAIU3UPOBAHHBIX MalMEeHTOB. I3 HUX MOHOApPTPUT AUArHOCTUPOBAH y 2-X JETEH,
OJIUroapTpuT —y 6, noauaptput —y 3. Haubosiee yacTo B NaTOI0rM4e€CKUil Mpolecc ObUIH
BoBJIeueHbl rojieHocTonHbie (50%), konenuble (50%), nyuesansictaeie (41,7%) u
tazobenpennbie (25%) cycraBbl. [lopakeHne CycTaBOB MICWHOTO OTENa MO3BOHOYHUKA
Habmroanock B 16,7% ciydaeB, Mexdananrossix B 8,3%. HeoO0xonumMo motuyepKkHyTh, YTO
COTJIACHO KpUTEpHUsIM aMEpUKaHCKOW Kosuierun peBmaronoroB (2011 r.) mopaxenwue
Ta300€IPEHHBIX CYCTABOB SIBJIACTCS OAHUM U3 (PaKTOPOB HEOJIATONPUATHOTO TporHo3a [3].

Hamu Taxke ObUIM MNpOaHAIM3WPOBAHBI JIaHHbIE JAOOPATOPHBIX HCCIEAOBAHUI
MAalMEHTOB MpHU MOCTYIUIEHMH B cTauuoHap. HeszaBucumo oT Bo3pacta mMaHudecTrauuu
3a00eBaHus y A€Tel OTMEYaINCh OJAHOTHUITIHBIE JJabopaTopHble caBuru. B 100% ciyyaeB —
TpoMOOIIMTO3, Yy TOAaBIsAIONIero OoiblMHCTBA — yckopenue COD, neikonuTo3s,
yBennuenne CPb. B 70,2% cinydaeB otmevanace anemusi v B 62,7% - MOBBIIEHUE YPOBHS
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¢ubpunorena (pucynok 3). C yBeanueHrueM Bo3pacTa y AeTel OTMeYalInuch 00jee BHICOKHE

ypoBHu ACAT u AJIAT, a takxe Oosiee BHICOKUN ypoBeHb depputrHa. Y 17 manueHToB

ObL orpezeneH peBModakTop, KoTopslil B 100% citydaeB ObLIT OTpULIATEIBHBIM.
JNabopaTopHble casurn
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Pucynok 3 — VIamenenust 1abopaTOpHBIX TOKa3aTesei

Ocnoxuennsa clOMA orMeuanucs B Ipyllie MalMEHTOB, NOCIUTAIN3UPOBAHHBIX
noBTopHo. Cpemn Hux B 37,5% ciaydaeB oTMedalach 3aJepKKa POCTa, Yy KaxKIOro
4eTBepTOro — aedopMUpyroMUid KokcapTpo3 u B 12,5% - ocreonopo3. OnuckiBaeMoro B
JUTEpATYpe CUHAPOMA AKTUBALMKU MAakpo(aroB y HalllUX MalMEHTOB 3a()MKCUPOBAHO HE
OBLIIO.

Jleuenne clOMA — onna u3 Hanbonee CIOXHBIX MPOOJIEM pEeBMATOJOTHUH, TAK KaK Y
OOJIBIIMHCTBA MALMEHTOB TPAJAUIIMOHHBIE TPOTUBOPEBMATHUECKHUE CPEJICTBA HE CIIOCOOHBI
OCTAHOBUTb  NPOTPECCUPOBAHMUE  JECTPYKTUBHBIX H3MEHEHUWH B  CycTaBax U
pPELUIUBUPOBAHUE SKCTPAAPTUKYJIIPHBIX TIPOSIBJICHUN.

Cpean nerel, TOCHMTAIM3UPOBAHHBIX BIIEPBBIE, CTAPTOBAs MOHOTEpAINUs
rimokokoptukocTeponaamu (I'KC) 6puta HasHaveHa B 58,3 % cinydaes, 'KC B couetanun
C UUTOCTaTUKaMH ObLTM TipuMeHeHbl y 41,7% mamuenTtoB. Y 25% nerteilt B CBSA3U C
BBICOKOI AKTHBHOCTBIO nporuecca Obu1a Ha3Ha4YeHa MyJIbC-TEpanus
TIIFOKOKOPTUKOCTEPOUaMHU.

[Ipu mnoBTOpHO rocnutanu3aunu 100% nDamueHTOB OBUIM  Ha3HAYEHBI
LUTOCTAaTUKK B KauecTBe MOHOTepanuu win B komOunauuu ¢ ['KC.

3HaUUTEBHBIN ITpOrpecc B JedeHur nanueHToB ¢ cFOMA AOCTUTHYT B CBSI3H C
BHEJIpEHUEM B KIMHMYECKYIO MPAKTUKY TE€HHO-UHXKEHEPHBIX OHOJOTMYECKHX
npenapatoB. OHM OBLIM Ha3HA4YeHBI TpeM U3 nBaAnatd mnanueHToB (15%). Hamu
MPOAHATIM3UPOBAHBI UCTOPUU O0JIE3HU 3THUX JAeTeld. [lepBoHavanbHO BCeM MalMeHTam
ObLTM Ha3HayeHbl OMOJIOTMYECKHE Mpernaparthbl, COAEpIKallhe aHTHUTENa K PEelenTopy
uHTepielikuHa-6 (Tommmsymab). ¥V 1 pebeHka pa3Buiach aJiepruyeckasi peakius Ha
BBEJICHHE JJAHHOTO Tpernapara, y 1 - Tepanus okazanach Hed(pGHEeKTUBHOM. DTH eTH ObLTN
MepeBeICHBI Ha JICUeHUE HHTHOUTOpamMu GakTopa HEeKpo3a omyxoseit o (Agaimnmymad) ¢
MTOJIOKUTENBHBIM PE3YJIBTATOM JICUEHHUS.
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BoiBoabI:

1 Cpennuit Bo3pact Hawaia cHUIOA 4,5 (1; 13) roma. Cpeaum mnanueHTOB
HE3HAYUTEIHHO NMPe00IIaaloT MaTbYUKH.

2 OCHOBHBIMU KJIMHUYECKUMHU MPOSIBICHUSIMHU 3a00JIEBAHUS SBIISIIOTCS JIMXOPAJIKa
(66,7%), remaromeranust (50%), numdanenonarus (41,7%), crnnenomeranus (33,3%),
sk3anTeMa (33,3%), Bucueputhl (16,7%). B mnpouecce 3aboneBaHus CHCTEMHbIE
NPOSBJIICHUS] YMEHBINAIOTCS, a BEAYIIUM CHUMIITOMOM CTaHOBHUTCS apTpUT C HamOoJiee
JaCTHIM TOPaKEHUEM TOJICHOCTOITHBIX (50%), kKoneHHBIX (50%) u mydesamnscTHbIX (41,7%)
CYCTaBOB.

3 Haubomnee pacnpocTpaHEHHBIMU OCIIOKHEHUSIMUA CHCTEMHOTO apTpUTa SIBISIOTCA
3aJlep’)KKa pOCTa, OCTEONMoOpo3 M ACPOPMHUPYIOMIHI KOKCApTpO3, CHOCOOCTBYIOIIUI
WHBAJIMTU3AIAH ITAIICHTOB.

4 Jlns 3a00yeBaHUs XapaKTepHa BbICOKAs JJabopaTopHasi aKTUBHOCTb: TPOMOOIIUTO3,
yckoperre COD, neitkonuTo3, aHemusi, yBenuueHne CPb u moBblllieHHWE YpOBHS
¢bubpuHOreHa.

5 BapuaOenbHOCTh KIMHUYECKON KapTHUHBI 3aTPYAHSET CBOEBPEMEHHOCTH W
MPaBUJILHOTO YCTAaHOBJICHHS JMAarHo3a, U, Kak CJEJACTBUE, paHHEE HAyajao ajeKBaTHOU
Tepanmuu, 4YTO MOXET TOBIMATh Ha JajbHEHInee TedueHue 3adosieBanus. YacroTa
JUArHOCTUYECKUX OMIMOOK Ha JOTOCHUTAIBHOM 3Tare coctaBuia 75%, mpu 3toM B 50%
citydaeB ObLI BeICTaBiieH nuarHo3 OPU.

6 Bpbicokass aKTUBHOCTh OOJIE3HM U CEpPbE3HBIA MPOTHO3 B  OTHOIICHHUH
neOpMUPYIOLIUX CYCTaBHBIX OCJOXXKHEHUH TpeOyloT Kak MOXHO Oojiee paHHEro
Ha3HauyeHUs 0a3MCHOU Tepanuu, a npu ee HeapdexkrusHoctn — ['MBII.
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