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BBEAEHIE

JmarnocTtrka peBMaTn4ecKux OOJIe3HeH — O/lHA U3
CIIOKHBIX TPOOJIEeM B MeAuaTpuu. JTO reTepOoreHHas
rpyImna 3a00neBaHuid BOCIIANUTENBFHOTO U IUCTpodu-
YeCKOTO XapakTepa ¢ TOTUMOP(OHON KIWHHYECKOU
CHUMIITOMATHKOM, 00yCIOBICHHON MOpa)KeHneM coe-
JMUHUTEIFHOW TKaHW W OIOPHO-IIBUTATEIBHOTO all-
nmapara. MHorue 00Je3HN MaHHOM TPYNIIBI XapaKTe-
PU3YIOTCS IPOrPEAUEHTHBIM XPOHUYECKUM TEYEHUEM
C BO3MOXHOW WHBaJIHMIW3AllMEHl TAalMeHTa YyXKe B
panuaue cpoku. [IporHoctnueckn HanbOonee HeOmaro-
MPHUATHBI 2y TOMMMYHHBIE BOCHAJIUTEIIBHBIC PEBMATH-
yeckue 3aboneBanus. CreKTp NaHHOW MATOJOTHH Y
JIeTe 1 B3pOCIBIX HECKOJIBKO OTin4aercs. bonesnsamu
JIETCKOTO BO3pacTa SIBISIOTCS FOBEHIILHBIA PEBMaTO-
unaeiid aptput (FOPA), HeoHaTaIbHBIN BOTYaHOTHBIH
CUHJpOM, IoBeHWIbHas ckiepogepmus (FOC/),
IOBeHWIbHBIN aepmaromuo3utr (FKOJAM), cunapom
KaBacaxu, Oonesun Illeinnsita-I'enoxa. U mern, u
B3pOcCyble OOJICIOT CHCTEMHOM KpacHOW BOMYaHKOH
(CKB), nepMaTroMHO3UTOM, aHKAJIO3UPYIOITAM CITOH-
AWJI0apTPUTOM, CUCTEMHBIMU BAaCKyJIWTaMH, aHTU-
(hochomunuIHEIM CHHIPOMOM, CHUCTEMHOH CKJIepO-
nepmueid. Ilpu cxojcTBe maroreHe3a MUIIEHU
y  BBILICTIEPEUMCICHHBIX 3a00JIeBaHUIl  pa3HBIC.
OO0muMu 4YepraMu B KIMHUYECKUX TIPOSIBICHUSIX
YaCTO ABJAIOTCA IJUTCIIbHAsA JIMXOpaldKa, KOXXHas
CBIlIb, APTPAITHU, IOJMUCEPO3UTHI, BACKYJIOMATHU.
Jonroe BpemMsi MOXKET JOMHHHAPOBATH OIUH CHHIIPOM.
CrankuBasich B KIWHUYCCKOW MPAKTUKE C TaKoU
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HeCHenu(prUIESCKOi CUMIITOMATUKON, Bpad 4acTo OKa-
3BIBAETCS B CIOKHOHN curyanmu [1, 2]. JloBymkoii
ISl TIOCTAaHOBKH HETIPABUIILHOTO JUATHO32 SIBIISIOTCS
YacTO ChIlIb U JJUTENbHAs JUXOPaAKa, pacleHU-
BacMbl€ KakK aJulepruyeckasl peakuuss Ha MeauKa-
MEHTBI, KPalMBHUIIA, MPOSBICHUS WH(EKIIMOHHOTO
3a0oneBanns (MH(MEKIMOHHAS JSpHUTEMa, IICEBJIO-
TyOepkyne3). B HacTosmieidl cratbeé MBI TBITAIHACH
BBIJICTTUTHh HaN0OJIee XapaKTEePHbIC U OTIUYUTEIIBHbIC
MPU3HAKN KOXXKHO-BACKYJSIPHOTO CUHAPOMA IIPH ayTo-
MMMYHHBIX BOCIAJTUTEIBHBIX PEBMAaTHYECKUX 3a00-
JIEBaHUAX Y JAETEW, UCIOJb3Yysl JaHHBIE JUTEPATypPhI
u coOcTBeHHBbIX HabOmomenuii 0onpHbIX FOPA, CKB,
KO/IM, HaxOoIUBIIMXCS HA JICYEHUU B TOPOACKOM PEB-
MaTOJOTUYECKOM OTJECICHUH.

Uactoe m camoe WHBATUAN3UPYIONMICC pPEBMa-
THdeckoe 3aboneBanue y gnereir — FOPA. Bonesnn
BIEPBBIE OIKCaHAa B KOHIE 19 Beka aOKTOpaMu
Cruiom u Illadapom, oTnmuaeTcss mpeumylie-
CTBEHHBIM  TOpPaXXCHUEM  OIOPHO-ABUTATEIHHOTO
anmnapara ¢ paHHUM Pa3BUTUEM KOCTHO-XPSILEBOM
JIECTPYKIINU, MOXKET PAa3BUBAThLCS B JIFOOOM BO3paCTe,
B T.4. y JeTedl no roga. Pa3nuuarorT CycTaBHYIO u
cucteMuyio Gopmel 6ome3nu. KokHO-BaCKyISIpHBIN
CUHJIPOM pa3BUBaETCs Mpu cucteMHol Gopme FOPA,
KJIIMHUYECKH MPOSIBISIICh MO-Pa3HOMY IPU PA3HBIX
ee Bapmanrax [3, 4, 5, 10, 11]. Ceiib mOMHUHHPYET
B KJIMHMYECKON KapTHHE, 4YacTo SBJSSCH Kapau-
HaJBHBIM TPU3HAKOM B Havajle 3a00JeBaHHUA Y BCEX
OOJIBHBIX AIJIEPrOCEeNTHYECKUM BapuaHToM FOPA,
MOSIBJISIETCS] HA MTUKE JIUXOPAJKH, KaK MPaBUIIO, SPKO-
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PO30Bast, MECTaMH CJIMBAIOIIASICS, DIEMEHTBI €€ Pa3-
HOOOpa3HbIe, B OCHOBHOM MaKyJIO-TIaITyJJIe3HbIe |
YPTHKapHBIE, pexe Makylle3Hble W aHYIsApHbBIE, HO
Oonee rpyOble, YeM IPU PEBMATHYECKOH JIUXOPAJIKeE.
Bricpimanus MoryT OBITH MSTHHCTBIMH C (PECTOH-
YaTBIMH KpasiMH, PEIKO — MeTeXHajbHbIC, CKapJiaTu-
HOIIOJOOHbIE, KOPENOoAOOHbIe, YPTHKapOIOAOOHEIE.
Jlokanm3yercss chIlb Haja CycTaBaMH, Ha TPYIH,
JKUBOTE, CIIMHE, ATOMUIIAX M KOHEYHOCTIX (pa3ruba-
TEJBHBIX TIOBEPXHOCTAX IUIeY, NMpeAIuiednii, oenep),
pelKko Ha JMIe, Kak TPaBUIIO, CHMMETpPHYHAs,
oOwmibHasl, sipKas, a3peMepHasi, yCUIMBaeTCs IPH pac-
tupannu (cumnToMm KyOHepa), KoppenupyeT ¢ MOBbI-
HIEHHEM TeMIIepaTypbl Teja, Haubojee sipkas Ha
nuKe Jmxopaaku. KpaliHe peako conmpoBOXXIaeTrcs
3ymoM. BmsutHOU Kaproukoit KOPA sBistoTcst cko-
TUIEHHUSI MaKyJIO-TIalyJe3HbIX, SPUTEMAaTO3HBIX dJie-
MEHTOB CHIIKM B BUJE IETOYeK, JMHUHN JITUHON 0
3-4 cM, BHEIIHE HAITOMUHAIONIMX PACYECHl, JOKAIH-
3yIOIIMeCs] Ha BHYTPEHHEH MOBEpXHOCTH Oenep M
OOKOBBIX MMOBEPXHOCTSX TPYAHON KIETKH, KHBOTE [3,
6, 11]. KoxHBIi CHHIPOM JIOTOE BpEMsI MOXKET OBITh
BEIYIIUM NpOsBIeHUEM aieprocencuca. OcoOeHHO
YIOpHa <JIMHEHHAsD» CBIIb, YacTO COXPAHSIOMIAsICS
MecsIlaMu, JaXe IpH HOPMAILHOH TeMIeparype
tena. CTOWKOCTD BBICHIIAHUNA KOPPEIHPYET C aKTUB-
HOCThIO Oone3nu. [Ipu pasBUTHM CHHIpOMa Makpo-
(haranbHOW aKTMBHOCTH CHINb MPUHUMACT TeMOoppa-
THYECKUN XapakTep.

KoXKHO-BacKyJSIpHBI CHHIPOM TpU BapUaHTe
Cruna cucremaoit gopmsl FOPA He ctonp sipkui,
nposiBisgercs Toimbko Yy 60-70% OonBHBIX, Kak
MPaBUIIO, MEIKOTOYEYHOH CHIMbIO, HHOTAA — MaKyJI0-
Manylle3HOH Ha TpPyAd, >KUBOTE, pa3rHOaTelbHBIX
MOBEPXHOCTSX BEPXHMX W HIWKHHUX KOHEYHOCTSX,
coxpansercs 1-3 Hemenu. SIpKOCTb BBICBIIAHMH HE
BCETJa COBIAJAeT C TIOBBIMIEHHEM TEeMIIePaTyphI
tena. CTOMKUH, INIUTETFHO COXPAHSIIOIIMIACS KOXKHO-
BaCKyJISPHBIA CHHIIPOM, SIBISETCS MPOTHOCTHYECKH
HeOmaronpusaTHEIM Ipu3HakoM FOPA.

Bonesnpio AeBylIeK M MOJIOABIX JKCHIIMH IETO-
pPOAHOTO  BO3pacTa  TPAAWIMOHHO  CUUATAETCSH
cucteMHasi kpacHasi Boiuanka (CKB). I[Tuk 3a60-
JIeBa€MOCTH NpuxoauTcs Ha Bo3pact 12-14 net. CKB
y JAeredl OTINYaeTcs MPEUMYIIECTBEHHO OCTPBIM
HayaJioM, MPOTPECCHPYIONIMM TEUCHHEM C paHHEH
reHepaju3alueil IMaToJIOrMYeckoro mpouecca. B
Hadane 3a00lleBaHUS YacTO IOMHHHUPYET KOXKHBIH
cungpom [5, 9, 10, 12]. B otmuunuu ot FOPA BrICH-
MaHus 34ech OOJbllle 3PUTEMAaTO3HbBIE, JIOKaJH-
3yIOTCSl Ha JIMIIE Ha CKYJOBBIX JIyrax, pacrpocTpa-
HSSICh 3a MpeJelibl CKYJIOBOW 00JlacTH Ha KoKy Jifa,
moa00poIKa, CBOOOTHOTO Kpasl YIIHOW PaKOBUHBI H
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ee MOUYKH. BO3MOXKHO 3pUTEMaTO3HOE MOpAXKEHHE
HWKHETO BEKa, IMEePUOPOUTAIbHOE PaCIIONOKEHUE
SPUTEMBI TI0 THILY <«JIE€PMAaTOMHO3ZUTHBIX OYKOBY.
Tonbko y 40% nereli sputema npuodperaet Ghopmy
«0abo4KIy C PaCKPHITHIMHU KPBUTBSIMHU B Hadase 3a00-
neBanud. Bomyanounas «6abo4uka» MOXET OBITh:

- B BHJIE DPUTEMBI — TUIIEPEMUM KOXU C Ouep-
YEeHHBIMH TPaHWIAMH, HHQWIBTPAIUe, THIEepKe-
paro3omM;

- HECTOMKOTO Pa3MBITOTO TOKPACHEHHS C IIHaHO-
TUYHBIM OTTEHKOM Ha JIUIE, YCHIIMBAIOMIETOCS IPH
BOJTHCHUH, BO3JCHCTBUSI WHCONSLUN — BacKyJUTHAs
«0abouKay;

- JPHUTEMATO3HBIX TSITEH C (QOJUIMKYJISPHBIM TH-
[IEpPKEepaTo30M, pacloaraloluXcs B LIEHTPE JUIa —
IIeHTpoOeKHAS IpUTEMA;

- TUNEepeMHH, WH(UIBTpalUH, KOPOYEK, OTeKa
JUIIA, KaK IIPU POKHCTOM BOCHAJICHUH.

OpuTeMaTo3HbIe OYaru 4YacTo AWCKOWTHBIE TpHU
XPOHHUYECKOM TEUYEHUH 3a00JIeBaHHs C TUIEpEeMHEH
[0 KpasM U JeNHUTMEHTaluel B IeHTpe. Bo3MOoXHEI
BBICBHINIAHUS HA OTKPBITBIX YAacTAX Tela — Ha KOXKe
BEpPXHEW TPETH TPyAH M CHHHBI (30HA <«JIEKOJIBTE),
peke HaJI CycTaBaMHu.

[lpr BBICOKOH aKTUBHOCTH OOJIe3HH HaOMIIO-
JIAOTCS TEMOPPAruniecKre BHICHITIAHHUS B BHJE IKXU-
MO30B, TETEXHUAIBHBIX M IyPIIypPO3HBIX JJIEMEHTOB,
KaK [paBUJIO, pacloJaralolluecss Ha KOe Juc-
TaJbHBIX OTIENIOB KOHEYHOCTEH, Yalle HIKHHX. B
MeCTax, MOJMAIONINXCS HABICHHUIO, TPEHUIO WHOTIA
MOSIBIISIIOTCST MEJIKUE HE3YISIIe BOJIBIPU — YPTH-
KapomoZ00HbIe IEMEHTHI, YacTO PeIUINBHPYIOIIHE.
CKB wMoxeT neOrOTHpOBATh aJUIEPrOCENTUICCKAM
cunapomoM kak npu FOPA. Ilpu nuckounHoit momo-
CTpO¥ BOTYAHKE BBICHITIAHUSA OOJBIE KOJBIIEBUIHBIC,
MaMyJI0CKBaMO3HbIE C TMIIONUIMEHTAlUEeN U TesleaH-
TUIKTa3usAMU B 1ieHTpe. [IpuMepHo y Tpetr O0MbHBIX
CKB =apsiy ¢ KOXXHOH CBITIBIO TIOSBIIAETCS SHAHTEMa
Ha TBepAoM Hebe. Y nmereli yacto HabmomaeTcs nopa-
KEHHE KpPacHO# KailMbl Ty0 — JIOIyC-XEeWIHT, TPOM-
OOBACKYJIUT KallMJUISIPOB HOI'TEBOTO JIoKa. CTOHKOCTB
KOXXHO-BACKYJSIPHOTO ~ CHHIPOMAa KOPPEIUpyeT ¢
0011e0MOIOTIIeCKOI aKTUBHOCTHIO TIPOITecca, Xapak-
tepHble 111 CKB nposBieHus 3puTeMbl COXPaHAIOTCS
B TeueHne 2-3 MecsIeB u Ooiee OT Havasa Teparum.

IOBennbHBIH  aepMaTOMUO3UT  (00JI€3HB
Barnepa, «iujoBasi $0/1e3Hb») — CUCTEMHOE 3200-
JIEBaHWE COEAMHUTENBHON TKaHH C MOpaKEHUEM
MOTIEPEYHOIIONIOCAaTON M TIAagKOW MYCKYJIaTyphl,
KOXH, peke BHYTPEHHHX OPraHOB, IPUBOJSAIIECE K
006e3nBmkeHnI0 0oNbHOTO. [IMK 3a00eBaeMOCTH Y
JIeTel MPUXOAUTCS Ha MPEAIOIIKONBHEIHN (3-5 1eT) u
paHHMIA MIKONIBHEIH (7-9 1eT) Bo3pacTHBIE TIEPUOIBI.
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[TopaxeHune Koy SBISIETCA OJHUM U3 OCHOBHBIX
npuzHakoB  FOJIM, HOOCTOSHHBIM  CHMIITOMOM
Oonesnm [2, 7, 8]. IlpeobmagaroT 3puTeMa M OTEK
OoJsbllle HA OTKPBITBIX YacTAX Teda. B omimume ot
CKB oapurema npu IOJIM wumeeT HUaHOTHUYHBIN
OTTEHOK, JINJIOBOTO I[BeTa (1IBETa reInoTpona). pu-
TEMaTO3HbIE BBICHIIAHMS YacTO JIOKAIM3YIOTCS Ha
JIIe, miee, TPyAn, TI0 Hapy >KHOI TTOBEPXHOCTH IIpe/I-
TUICYUIA W IUIeY, 10 MepeIHell MOBEPXHOCTU Oeaep u
TOJIeHeH, CTOMKHE, MOTYT COMPOBOXKIATHCA 3YIOM H
menymenueM. [loatn y Bcex OONBHBIX IepMaTOMH-
03UTOM HaOIONAIOTCS XapaKTEepHbIE JIMIOBBIC HIIU
SPUTEMATO3HBIE AJIEMEHTHI CHIIIM Ha BEPXHUX BEKax,
3axXBaTbIBAIOIINE IIPOCTPAHCTBO MEXIY BEPXHHUM
BEKOM M OpOBBIO, YTO BMECTE C MEPUOPOUTAIEHBIM
OTEKOM CO3/1aeT KapTHUHY «OYKOBY», «IIOIyMAaCKH» —
MAaTOTHOMOHHUYHBIM TpPU3HAK 1epMaTOMHO3UTA. Die-
MEHTHI CBIK, CIUBAsICh, MOTYT PACIPOCTPAHUTHCS
Ha BCE JINIIO — HOC, €KW, BUCKH, YIIHbIE PAKOBHHBI,
BHEIIHE NpUHUMAas (GopMy «KapHABaJIBHOH MacKmy,
«06aboukm». B ommrunun ot 6abouku nmpu CKB 31ech
HET BOCHAJIUTENbHOU sipkocTH. Bo3mokHa joKamu-
3alys 3pUTEMbI Ha BOJIOCHCTON YacTW TOJOBBI, Ha
rpyau u mree (V-obpasHasi), BepXHEH 4acTH CITUHEI U
IO TIepeIHel TOBEPXHOCTH IIJIeY — CUMIITOM I
[6]. Chirtb MOXeT OBITH Ha JKUBOTE, STOAMIIAX, OeIpax
u roneHsx. KiaccmdecknM KOXKHBIM TPOSBICHHEM
IOM sBnserca cumntoM [OTTpoHa — 3TO CUMMe-
TPUYHBIE H)PUTEMATO3HO-JIMIIOBEIE MSTHA HAJ MISICTHO-
(aaHTOBBIMH, TPOKCUMAIILHBIMH M JIUCTAJIbHBIMU
MeK(aTaHTOBBIMH CyCcTaBaMH KHCTEH pyK. AHajo-
TUYHAS pUTEMa MOXKET OBITh HaJl KOJICHHBIMH, JIOK-
TEBbIMH, TOJIEHOCTONHBIMH CYCTaBaMH C OTEKOM
KOXH, TIOAKO’KHOM KJIeTYaTKu wim 6e3 oreka. Moryt
OBITH y3€IKH M OJISIIIIKK ¢ TOW e JIOKaJIM3aIuei —
namynsl [oTTpoHa. DpUTeMa 4acTo CONpOBOXKIAETCA
WHOUIBTpannel, THIepKePaTo30M HITH HCTOHYEHHEM
KOXH THUIA «HanmupocHoil Oymarm». IIpusHakamm
Backyionatud npu FOAM sBISIOTCS KanWIISIPUTHI
Ha JIAJIOHSX, TOHKAas CETh MEJIKUX KPOBEHOCHBIX
COCYJIOB Ha BEpXHMX BeKaX, Ha KOHUMKAX IMaJIbIEB C
o0pa3oBaHHEM KPacHOU KaliMbl y OCHOBaHUSI HOTTS.
Y 60onpmMHCTBA OONBHBIX BBIABISETCS KPYIMHOIISAT-
HHCTOE JIMBEAO B 00IACTH IJIEYEBOTO TOsica, IPOKCHU-
MaJbHBIX OT/EJIOB KOHEYHOCTEH, WHOTNA Ha JUIEe —
3TO TMOAYEPKHYTasi BEHO3Has CceTb, Hanbojee BhIpa-
JKCHHasl Ha TPYOH, METeXHH, MPaMOPHOCTh PHUCYHKA
KOXKH JIMIA, TYJIOBHUINA, CUMITOM CTa3a, MPOSBIS-
IOUINIicS TpU TMOHWKEHUM TeMIIepaTypbl, B Bep-
TUKaJbHOM TOJIOKEHUH, BCE BMECTE HAIIOMHUHAET
nunoByto cetky (livedo reticularis, livedo racimosa).
KoxHblii CHHApPOM OOBIYHO MPEALISCTBYET IOSB-
JICHUIO IPYTUX MPHU3HAKOB JIE€PMAaTOMHUO3UTA, MHOTAA
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Ha roj u Gojee. V30mupoBaHHBINA KOXKHBIN CHHIPOM
BCTpeYaeTcs 4Yaille, YeM MBIIICYHBIN WIH MBIIIEYHO-
KOKHBIN ne0roTel FOJIM. Bo3MOXXHO pas3BUTHE Tep-
MaTroOMHO3UTa 663 MHO3HUTa C TUIIMYHBIMU KOXHBIMU
MIPOSIBIICHUSIMHU.

COBCTBEHHDIE AAHHDIE.
MATEPUNAADBI I METOADI
VICCAEAOBAHIA

B wuccnenoBanme BKIIOYEHBI JETH B BO3pacTe
1,5 — 14 net ¢ momoCTphIM M OCTPBIM HadajioM 3a00-
JICBaHMSI, Pa3BUTHEM KOXKHO-BACKYJISIPHOTO CHHIPOMA
B e0roTe 00JIe3HH, B TIEPBHIE TPH HEACITH — MOJITOPa
MecsiIa Wiu MOo3IHHEe CPOKH OT Hauaja ee. Becero 46
neteit — 31 OONBHOW FOBEHHJIBHBIM PEBMAaTOWIHBIM
aprputoMm, 11 — CHCTEeMHOW KpacHOW BOJYAHKOM,
4 — IOBCHWIBHBIM JIEPMaTOMHO3UTOM. B moarpyrmme
oompHBIX KOPA  amnmeprocenTudeckuil  BapHaHT
0osie3Hu umen Mecto y 24 nereil, Bapuant Ctuinia —
y 7. Cpennuii Bo3pact 6ombHbIx FOPA cocTaBuin 4,6
roma, CKB — 9,4 roga. J/Imarao3 3aboneBanus ycra-
HaBnMBaJIcs cornacHo kpurepusiM ACR. AKTUBHOCTD
00JIe3HM OIIEHWBaNach II0 WHIEKCY aKTUBHOCTH
Disease Activity Score (DAS) B MomuduKaiuu
DASA4. TlokazarensiMu 7a0OpaTOPHO aKTUBHOCTH
opu ypoBeHb COD, remMoroOuHa, JEHKOIUTOB H
TPOMOOIIUTOB, a TAKXe YpOBeHb C-PeakTUBHOIO MPO-
TEMHa B CHIBOPOTKE KpoBH. OICHMBAIUCH 00IIee
COCTOSIHHE OOIBHOTO, BpeMsI TTOSBIICHHSI BHICHITTAHUH,
UX CTOMKOCTH, JOKAJIMU3AIUs, PACTIPOCTPAHEHHOCTD,
XapakTep CHINU, HAJIHN4ue HHQUIBTPAINHY, 3y1a, pa3-
BUTHE BTOPUYHBIX JJIEMEHTOB, KOPPENSLIHUS C APYTUMH
CUMNTOMaMHu OOJIC3HU; AKTUBHOCTh CYCTaBHOTO CHH-
IpoMa, TIPOSIBJICHHE BHICIIEPUTOB. Y BCeX OONBHBIX
OTPENCISUICS YPOBCHD IUPKYIUPYIOIUX UMMYHHBIX
KOMILIEKCOB B KpoBH, Hamumuue LE-knerok. Cra-
THCTHYECKass o0paboTka MaTepuaja IPOBOAMIIACH
METO/IaMU BapUAIMOHHON CTATHCTUKH.

PE3YADBTATDBI I NX OBbCYKAEHME

B oOmie#t rpynie Habar0gaeMbIX OONBHBIX CHIb
Obula TIEpBBIM MIPU3HAKOM OONE3HU y 3 jAeTei, mos-
BHJIACh OJTHOBPEMEHHO ¢ Juxopankoi y 12 (26,1%),
yepe3 1-2 Hemenu mocne Hayana TeMIeEpaTypHOHR
peakiun y 8 (17,4%), moYTH y TIOJOBHHBI OONBHBIX
(41,3%) uepe3 3 nenenu — 1,5 mecana. [losBnenuto
BBICHINIAHUH HApsIy C JINXOPAIKOH MPEALIeCTBOBAIN
aprpamrin v 37,7% (16 GonpHBIX). OmHOBpE-
MEHHOE Pa3BUTHE BCEX TPEX CUMITOMOB (JINXOPAJKa,
apTpajruy, ceilib) uMeno mecto y 5 pereit (10,9%).
Y 4 OonpHBIX CHIb ObUIA paclieHeHa KakK MpOosB-
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JIeHWe KpacHyXH, y 2 — MEIMKaMEHTO3Hasl PeaKius
Ha aHTHOWOTWKH, y 2 — mHIIeBas amieprus. Tpem
JIETSM TepPBOHAYANLHO OBLI BBICTABIICH JIHArHO3
MICeBIOTYOEPKyIe3a.

B monrpyme 6onpaBIX FOPA KOXKHO-BaCKYISIpHBIN
CUHJIpOM OBUT HanOoJIee BBIPaXKEH MPH aJUIEProCeNnTU-
4ecKoM BapuaHTte Oosie3an. Y 21 u3 24 nereii JaHHOM
noarpymmst (87,1%) ceIlb MOSBIIIACH B TIEPBBIE TPH
Henmenu — 1,5 Mecsua oT Hayana OOJIE3HHM, COBIAB
M0 BpEMEHH C IMOBBIIICHHEM TeMIIeparyphl Tena y 7
nere#t (29,1%), gepe3 7-14 mHeit oT Hawalia TeMIie-
parypHoii peakuun y 5 (20,8%). Tonbko y 2 nmeteit
JAHHON TOATPYNITBI KOXKHO-BACKYISIPHBIN CHHIPOM
pasBUIICS TO3[HO, CIYCTSI HECKOJIBKO MECSIEB OT
Hauana 3a0oneBaHus. [losBIEHWIO  BBICHITTAHUIA
HapsIly C JIUXOPAIKON MPEIIIeCTBOBAIN apTPAITHH Y
7 nereit (29,1%). D10 ObUTH 0ONH B KOJICHHBIX, TOJIE-
HOCTOIHBIX M JIOKTEBBIX cycTaBax. [lomumo Ooieii B
cycTaBax JIBYX JeTed OeCIOKouiIa MbIIIeYHas 00Jb —
B IUIeYaX, OEAPEHHBIX U HKPOHOXKHBIX MBILINAX, Clla-
00CTh B MBIIIIAX CIUHBL. XapaKTep BBICHIIAHUHN Y
BCEX JIeTeW MAaHHOW MOArpymnmbl ObLT MOTMMOPQ-
HBII — B BUJIE MaKyJIE3HBIX, MaKyJIO-TIAITYJIE3HBIX 3JIe-
MEHTOB OJIEHO- 1 SIPKO-PO30BOTO IBETa HA OOKOBBIX
MOBEPXHOCTIAX TYJIOBHUINA, XHBOTE, IO Hapy>KHO-
OOKOBOI TIOBEPXHOCTH IUIEY, MPEIIUICYHHA, BHY-
TpeHHeW moBepxHocTH Oemep. Y 6 mereir (25,0 %)
OTMEYAJINCh MaKyJe3Hble BbIChIMaHus Ha jiuie. Cko-
TUICHUS MaKyJIe3HBIX AJIEMEHTOB CHIITH B BHJIE IIETIOYEK
Ha KUBOTE, OOKOBBIX MTOBEPXHOCTSIX TYJOBHUIIIA, PEKE
Ha CIMHE BHEIIHE HamoMuHaimu pacuecsl (17 ne-
teit — 70,8%). KomprieBnanas ceinb HaOMOAanach
Hamu y 6 gereit (25,0%) naHHOM MOATPYNITBL, OOJIbIIE
Ha Tpenruiedbax u oenpax. Celllb yCHIUBANACH MPH
pactupanmnu (cumnrtom KyOHepa) y Bcex aereit, Obuia
HaunOoJjee BbIpakeHa B YTPEHHHE Yachl IPH BHICOKON
TEeMIIepaType Teia, yracajia B TEUeHHE IHs, COXpa-
HSSICHh B BUJE €IWHUYHBIX DIIEMEHTOB Ha JKHBOTE,
Hax cycraBamu. IIpy BO30OHOBIEHUM JUXOPaIKU
(B BeuepHee, HOYHOE BpEMsI) BBICHITIAHUS BHOBH CTa-
HOBHWJIUCH OOMJIBHBIMU U pKUMH. Hu oquH pebeHok
13 HaOMFOIaeMoil TPYTITEL He KaJlOBAJICS Ha 3y KOXKH,
OTCYTCTBOBAJIM BTOPUYHBIC AIIEMEHTHI (IIETyIICHHE,
JecKBaManust amuTenus). [IposBIeHHS — KOXKHO-
BaCKyJSIPHOTO CHHApPOMAa KyIHPOBAIUCH TOJBKO
MocJjie CTOMKOM HOpMaju3aluu TeMIeparypbl Tela
Ha (OoHE MPOTUBOBOCHIAIUTENBHOW, HMMYHOCYIIpEC-
CHUBHOH Tepanuu He paHee, 4eM depe3 3-6 Henelb OT
Hayasna JieueHus. B mocnenyiomem npu HapacTaHUU
MATOJIOTUYECKOTO TIPOIecca CHIITb BO30OHOBISIACH,
KOppeNupyss CO CTENEHbI0 AKTHBHOCTH OOJIC3HH.
KoxHO-BacKyNsIpHBIH CHHIAPOM C Pa3HOil CTENEHBIO
SIPKOCTHA TIPOSIBISLIICS TIPH KaXKAOM ITOCIEAYIOIEM
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peunnuBupoannu KOPA. Tak, y mansumnka Cepres I,
12 net, mocie HeNpepbIBHON MMMYHOCYTIPECCUBHOM
W TPOTHBOBOCHAJIUTEIBLHON Tepanuu, MPOBOJUMON
B TeueHun 3 jieT 10 mecsueB Obula JOCTUTHYTA
CTOWKass Oe3JeKapCTBEHHAs PEMHUCCHs I1aTOJOTH-
yeckoro mpouecca. B 18 ner mamment 3aboneBaeT
TyOEpKyJIe30M JIETKHX, B CBSA3U C UEM B TEUCHHUE 2 JIET
rmonmydaeT crenupudeckyro tepamnuto. B 21 rox pas-
BHBAETCSl PELUINB aJIEProCenTHUYECKOro BapHaHTa
IOPA ¢ nuxopaakoil, SpKUM KO)KHO-BACKYJSPHBIM
1 CYyCTaBHBIM CHHIpPOMAaMH, BO30OHOBIISETCS paHee
IIPOBOJMMAasi UMMYHOCYIIpECCHBHAsE MPOTHBOBOCIHA-
TUTENbHAs Tepartus.

B mnoxarpynme OonpHBIX ¢ BapuantoM CrHinia
(7 nereit) kmuHUYECcKas MaHupecTanus 3a00JICBaHUS
MPOsIBUWIACH JINXOPAJKON U mosuaptpairusamu. IIpo-
SBJICHUS KOXKHO-BAaCKYJSIPHOTO CHHAPOMA, XapaKTep
BBICHITIAHHIA, JIOKAJIN3aUs ObLTH CXOHBI C TAKOBBIMH
npu ajuieprocernicuce. ¥ 5 u3 7 jAeTreil Chillb MOA-
BUJIaCh B TepBble 1,5 Mmecsma or Hadana OOJe3HH,
y 2 —yepe3 6 mecsues-1 ron. OTIMYUTEIBHBIM IPU-
3HAKOM Yy BCe€X JeTed JaHHOW MOATPYMIbI SBUJIOCH
paHHee pa3BUTHE W OBICTPOE MPOrPECCHPOBAHHE
CYCTaBHOTO CHHIpPOMAa (B TEPBBI MecsI] OOIe3HH)
C BOBJICUCHHEM B NATOJIOTHYECKHU Tpolecc Ta3obe-
JPEHHBIX CYCTaBOB, MEIKHUX CYCTaBOB KUCTEH DPYK,
BBIPQXXCHHBIMH TPONHA()EPaTHBHBIMA H3MEHEHHUSIMH
B HuX. TorJga Kak B moAarpymnme OOJBHBIX C ajiepro-
CEeNTUYECKUM BapHAaHTOM OOJIE3HU apTPHUT Pa3BUIICA
TOJIBKO Yepe3 HECKOJIbKO MECSIeB OT Havaja 3abo-
JIEBaHMS C BOBJICUEHHEM B MATOJIOTUYECKHUI IpoIeCC
2-3 cycraBoB, mpeoOmaman 3KCCyHaTUBHBIA KOM-
MOHEHT BocnajeHus. Cienyer OTMETUTh, YTO B pa3-
paboTKy Hamu OBUTH B3STHI HE BCe OOJBHBIC C BapH-
aatoM Ctmmra FOPA, a ToiIpKO € OCTPHIM HadaoM
3a00JIeBaHMsI, COOTBETCTBEHHO U BBIPAXKEHHOCTh
KOXKHO-BaCKYJISIDHOTO CHHJIpPOMa 3/1ech Obuia Oomee
SIPKOM.

B moarpynmne 601bHBIX CHCTEMHOI KPacHOH BOJI-
yankoii (11 geteit) octpoe Ha9aio OOJIE3HW HUMENO
MECTO y BCEX HaOII01aeMbIX jieTel. Pa3BUTHIO KOXKHO-
BacCKyJISIPHOTO CHHJIpOMa Hapsy C JINXOPaIKOH Mpe-
[IECTBOBAJM apTpairud, Muanruu (y 72,7%). Coinb
MOSIBUJIACh OJHOBPEMEHHO C IOBBIIIEHHEM TeMIIe-
parypsl Tena y 4 mereit (36,3%), compoBOXIasich
00JIsIMHU B CyCcTaBax y OMHOTO peOeHka; Ooiee 4em y
MOJIOBMHBI OONBHBIX 4epe3 3 Hegenu — 1,5 mecsina ot
Havasia 0oJe3HH. XapaKTep BBICHITIAHUN OTIHMIAJICS
ot IOPA Hanmuuem 3pUTEMBI, TOKATH3AIUEH BBICHI-
nanuid. Cpinb OblJIa MOHOMOP(HOH, SpUTEMAaTO3HON Y
3 60mpHBIX (27,2%). Y OonpIIMHCTBA IETEH HAPSIIY C
SPUTEMATO3HBIMH HAONIOAATHCH MAKYJIO-TIAITyJIe3HbIE
aIIeMeHTHI BhIchmanmii. Kiaccuueckas «0abodka» Ha
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nune y 6 gerei mosBuiIachk B nepBbie 3 Heaenu 3a00-
neBaHwus, y 5 — Oonee yem uepes 1,5 mecsia ot Hadana
Oone3HU. DpHTeMa CONPOBOXKIANACH THIIEPEMHUEH
KOXM, MH(QWIbTpallMed Ha IeKax, mepeHocuue y 7
OONBHBIX; BacKyJdWTHas «0abouka» HabIIOMANach
y 2 neteil. Y 2 MalMeHTOB C BHICOKOH aKTUBHOCTHIO
MaTOJIOrMYECKOro mpouecca «0abouka» Ha JHLe
HallOMHHAJIa POXKKCTOE BOCMAJIEHUE C OTEKOM JIMIA,
WHQUIBTPALUEH, KOpOYKaMH. OPHUTEMAaTo3HbIE U
MaKyJlo-namyje3Hble  BBICBIIAHWS MO TNEepeaHeir
MOBEPXHOCTH BEPXHEH TPETH TPYAH B 30HE JICKOIBTE
HaOmomanuce y 6 6onbHBIX. Y 4 nereit CKB manude-
CTUpOBajia Kak amjeprocentudyeckuii Bapuant FOPA,
MPOSIBUBIIMCH Ha (DOHE JIMXOPAIKU TMOTHMOPHHON
CBINBIO Ha JIHIE, OOKOBBIX MMOBEPXHOCTSX TYJIOBHUINA,
KHUBOTE, pa3ruOaTeNbHBIX IOBEPXHOCTIX — IUIEY,
nepeHell MOoBepXHOCTU Oelep. Y JMaHHBIX JETCH
HapsAy C ChHIIbI0 ONPEASISINCh KAalWUIIPUTHL Ha
nanoHax, LE-kieTku B KpoBH. Jromyc-XeUauT umen
Mecto y 10 u3 11 naGmromaembix OombHBIX CKB.
CTOHKOCTh KOXHO-BAaCKYJIIPHOTO CHHAPOMA IpHU
pa3Hoii ero MaHu(ecTaluy KoppeaupoBaia ¢ oolie-
OMONIOTMYECKON aKTUBHOCTBIO OONIE3HH, dpUTeMa Ha
JMne y HaOJIrodaeMbIX IeTel COXpaHsyIach B TEUCHHE
3 MecsueB u Oonee Ha GOHE UMMYHOCYIPECCHBHOM
TEpauH.

Ilon wnaOmomeHneM Haxoawiauch 6 neredl ¢
AepMaTo-, MOJMMHO3ZUTOM, 2 — C TOJUMHO3UTOM,
4 — nepmaromuo3utoM. Marudecrarus FOJIM Orbuta
HecrienupuuHa B BHJC JHXOPAIKH, MOTHUMOPHHON
CBINM, BBIPAKEHHBIX apTPalruil U MBIIEYHON cIa-
Ooctn. XapakTepHas IS IaHHOTO 3a00JIeBaHUS
JuoBask mapaopOuTanbHas JpUTEMa LBETa «TeJlH-
0Tpomna» MMeJIa MECTO TOJBKO Y OAHOW OOJIBHOHU C
KO/IM, y 3 ocTaibHBIX JeTeH MPOSBICHUS SPUTEMBI
Ha Jiu1e ObUTH HE CTONb BBIPaXKEHBI, OJIETHO-JIUIOBOTO
1BETa C (PUOJIETOBBIM OTTEHKOM, @ Ha KOX€ TYJIOBHILA
Y KOHEYHOCTEH OINpeernsuinch MHOKECTBEHHBIE dJIe-
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MEHTBHI MMONIMMOP(GHON MaKyIIO-TIAIyJIe3HOH PO30BOM
ChIlIM, E€IUHUYHbIE HPUTEMATO3HBIE BJIEMEHTHI.
VY Bcex AeTel 4ETKO BU3YyAIN3UPOBAJICS COCYNUCTBIN
BEHUMK Ha BEpPXHHUX BEKaxX. Y MallbuhKa 5 Jer
JIUJIOBBIE JPUTEMATO3HBIE 3JIEMEHTHI HAOIOIAIHNCH
Ha IIeKaX, B 00JaCTH CKYJIOBBIX JYT, Ha MEPEHOCHIIC
u mogboponke. Y Bcex 4 aereit saputemMa HaJ ISCTHO-
(haTaHrOBBIMHM CyCTaBaMHU MAJIbIEB PYK IMOSBUIIACH
B CPOKHU HE paHee, yeM uepe3 3 Henmenu — 1,5 mecsua
oT Hadaya Oose3HHu. JIpeBOBHMAHOE JHUBEAO Ha
KOHEYHOCTSX OTMEYEHO TOJBKO y OJHOH OOJILHOH,
coYeTasich C SAPKOW MapaopOUTaNBHON SpUTEMON Ha
JUTIE.

[IpencraBneHHble JaHHBIE CBUICTEIBCTBYIOT O
Pa3HOPOAHOCTH KJIMHUYECKUX MPOSABICHUN KOXKHO-
BaCKYJIIPHOTO CHHIPOMA MPU ayTOMMMYHHBIX pPEB-
MaTHYECKUX 3a00JIeBaHUSAX Y IETeH, pa3HOU CTENCHH
BBIPAXKEHHOCTH €0 B KXKJIOM OTAEIBbHON HO30JI0TH-
4eCcKol (hopMe U B TOXKE BPEMsI CXOJICTBE TIEPBUYHBIX
MPOSIBIICHWH, 9acTOM JOMHHHUPOBAaHWUHU HECIEn(u-
YeCKUX TMOTMMOP(HBIX BBICHIIAHUI B Havalie 3a00-
neBaHus. MOXHO BBIJCIHUTH CICAYIOIINUE OTIUYU-
TEJbHbIE NPU3HAKUA CHIIU MPU JAHHOM MaTOJIOIHU
y JeTeil: CTOMKOCTh BBICBHINIAHUM, MOIMMOP(HOCTS,
HapacTaHUEe W yracaHWe WHTEHCUBHOCTU B TEUCHUE
JIHSI, KOPPEJISIIUS C TIOBBIIIIEHUEM TEMIIEPaTyphl Tea,
OTCYTCTBHE BTOPHUYHBIX 3JIEMEHTOB, OTCYTCTBHUE
STAaHOCTH BBICHIMAHUM, KpalHE pEeAKoe Haluuyue
3yma. «Bu3uTHBIE KapTOUKW» OONBHBIX C PEBMATH-
YECKOM MaToJIOTUEN:

— IOPA: «uHeiiHas» cbllb, 4Yalle MakyJe3Has,
Ha OOKOBBIX ITOBEPXHOCTSX TYJIOBHINA, >KUBOTE,
KOHEYHOCTSIX;

— CKB: cHMIOTOM «IEKOJBTE», BOJYaHOYHAS
«0abouKa» B BUJIEC DPUTEMBI, POKUCTOTO BOCITAJICHUSI,
HEHTPOOEKHON IPUTEMBI, BACKYIUTHOHN «0a00UuKnY;

— KOJIM: cocynucThIi BEHUYHK Ha BeKaX, CHMITTOM
ToTTpona, cumnToM «Imaam», V-o0pa3Has spureMa.
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IIKIPHO-BACKYAAPHUI CUHAPOM
IPYI PEBMATUYHIX
3AXBOPIOBAHHAX Y AITEN

B.M. CasBBo, J1.Il1. KucenooBa, B.B. KyroBa

Pe3rome.

Haoanuii  oemanvnuii  onuc  KaiHiuHux
npos6ie WKIPHO-BACKVIAPHO20 CUHOPOMY
npu  AQyMOIMMYHHUX 3aNATbHUX peeMa-
MUYHUX 3AX80PIOBAHHAX Y Oimeli. BudineHo
3a2anbHi Ma GIOMIHHI O3HAKU YPANCEHHS.
WIKIpU, Xapakmepy SUCUNKU ) X8OPUX 106e-
HIbHUM PeeMamoiOHuUM apmpumom, Cuc-
MeMHUM YEePBOHUM BOBUAKOM, FOBEHITbHUM
0epmMamomiosumon.

KuarouoBi cioBa: sucun, apmpum, miozum.
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SKIN-VASCULAR SYNDROME
IN CHILDREN WITH RHEUMATIC
DISEASE

V.M. Savvo, L.P. Kyselyova, V.V. Kutovaya

Resume. /n the article are presented clinical features
of skin-vascular syndrome in children
with inflammatory autoimmune rheumatic
disease. Common and different symptoms
of skin rash in lupus erythematosus,
dermatomyositis,  juvenile  rheumatoid
arthritis are also proposed.

Keywords: rash, arthritis, myositis.

AEPMATOAOI'TSI TA BEHEPOAOITA — Ne 2 (48) — 2010



