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FOsenunvhvie uouonamuueckue socnarumenvhoie muonamuu (FOMBM) — pedkue 3ab6onresanus, npu KOMopvix NPOSHO3 80 MHO20M ONpedensiemcs
c8oespeMenHol OUA2HOCMUKOI, CPOKAMU HA3HAYeHUs U 3hheKmUgHOCmbio mepanuu.

Ileav uccredosanus — oxapakmepuzoeams KAUHUYECKUE (DeHOMUNbL, Pe3yabmambl NAPAKAUHUMECKUX Memo008 00cAed08aHus, CneKmp
aymoanmumen, a maKice mepanesmu4ecKie 03moxchocmu y navuenmoe ¢ FOUBM.

ITlayuenmot u memoowt. B pempocnexmuéroe uccaedosanue exarouero 37 nauuenmog ¢ FOUBM, eochnumanuzuposaniuix 6 demckoe omoeneHue
DI'BHY «Hayuno-uccaedosamenvckuii uncmumym peemamonoeuu um. B.A. Haconoeoii» ¢ 2016 no 2020 e. Bcem 60avHbim npo6oousocs
cmanoapmuoe KAuHu4ueckKoe u 1abopamopHo-uHCmpymMeHmanvhoe 00cae006aHue 8 COOMEeMcmeauy ¢ OUACHO30M U MAICECMbIO COCOSHUL.
Pesyavmamot u o6cyncoenue. Y 23 uz 37 nayuenmos ¢ FOUBM umencs rogerunvhbiii depmamomuozum (FOAM), y 1 — noaumuozumuy 13 —
overlap-muosum (OM). Coomnowenue marvuukos u degouex — 1:1,7. Meduana éozpacma debroma FOJM cocmaesasna 6,9 eooa, OM —
11,3 200a. Y ecex nauuenmos omme4anocy nopasicenue cKkeaemuoil myckyiamypeol, oucgaeus evisenerna 6 52,2% cayuasx FOJIM u 6 15,4%
cayuaes OM. Tloswiuienue yposHs Kkpeamun@ocoKunasovl Ha MOMeHm YCmanosaenus duazhosa nabaoodanocs y 72,9% nayuenmos, raxkmam-
deeuopoeenazol — y 81, 1%, aranunamunompancgepaszvi — y 67,6%, acnapmamamunompancgepaszot — y 75,7%. leauomponnas coino u/uau
cumnmom Tommpona ommeuanuce y 100% nayuenmos ¢ FOIM uy 30,8% c OM. ITopaxcenue reekux evisienerno y 27% demeil. Muonamuveckuii
mun Hapywienuil npu Kanuaaapockonuu umencs y 95,2% nauyuenmos ¢ FOAM u 53,8% ¢ OM. Y 10,8% nayuenmosé ¢ FKOUBM 6viau
00HAPYNCeHbI MUOUM-CReyuuecKie aymoaHmumend.

Bce nayuenmor noayuanu eniokokopmukouost, 81,0% — memompexcam, 18,9% — eudpokcuxaopoxun, 8, 1% — yuknrogpocgamuo, 8,1% — yu-
Kaocnopur, 2,7% — mukogenorama mogemun, 2,7% — azamuonpun, 67,6% — eHympueennblli umMMmyHoen00yaun. lenno-uniceneprovie
ouonoeuueckue npenapamol (FUBII) 6biau nasnauenst 26 % nayuenmos ¢ FOJM u ecem 6oavrvim ¢ OM (sceeo 6 51,3% cayuaes npu FOUBM).
Meouara npodoancumenvnocmu 3abonesanus 0o unuyuayuu mepanuu T'HBIT cocmasasna 2,25 eoda. 58,8% nayuenmos nposodunacs
mepanus pumykcumadom (PTM), 41,2% — abamauenmom (ABII). Y 1 nayuenma ¢ OM, npedcmagnennbim couemanuem CucmemHoll KpacHoll
sonuanku u FOJAM, nocaedosamenvro npumensauce mpu IUBII: ABL], smanepyenm u PTM. Bce nauuenmost docmueiu HeaKkmueHo20
cmamyca 6oae3HuU.

Sakarouenue. I0JIM — naubosee uacmoiii gpenomun FOUBM, oas komopoeo xapakmeprvl boaee pamHuil eospacm deboma, nosiéieHue
KOJICHO20 CUHOpOMA, npeduiecmeayiouiee pazeumuio MUOnamuu, munu4hslie Kanuiiapockonuueckue usmenenus. Coenan 6bi600 o @bicOK0I ¢~
gexmusrocmu u npuemnemom npoghune 6ezonacnocmu mepanuu FTUBITy demeii ¢ FOUBM npu ycaosuu mujamenvho2o MOHUMOpPUHEA ee nepe-
nocumocmu. THBII mocym naznavwamocs yyice Ha pAHHUX CPOKAX 3a004e6aHUS NPU HAAUHUU NPOCHOCIUYECKU HeOAA2ONDUSIMHBIX aKmopos.

Karouesvie caosa: demckuii 603pacm; 106eHUNbHbIE UOUONAMUMECKUE B0CNANUMENbHbIe MUONAMUL, I06EHUNbHbLI Oepmamomuosum; overlap-
muo3um.
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Juvenile idiopathic inflammatory myopathies: results of an open single-center retrospective study
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Juvenile idiopathic inflammatory myopathies (JIIM) are rare diseases in which the prognosis is largely determined by timely diagnosis, timing of
prescription and effectiveness of therapy.

Objective: to characterize the clinical phenotypes, the results of paraclinical examination methods, the spectrum of autoantibodies, as well as
therapeutic options in patients with JIIM.

Patients and methods. The retrospective study included 37 patients with JIIM hospitalized in the pediatric department of the V.A. Nasonova Re-
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search Institute of Rheumatology from 2016 to 2020. All patients underwent a standard clinical and laboratory-instrumental examination in ac-
cordance with the diagnosis and severity of the condition.

Results and discussion. Twenty-three of the 37 JIIM patients had juvenile dermatomyositis (JDM), 1 had polymyositis, and 13 had over-
lap-myositis (OM). The ratio of boys and girls was 1:1.7. The median age of onset for JDM was 6.9 years, and OM was 11.3 years. All
patients had skeletal muscles involvement, dysphagia was detected in 52.2% of cases of JDM and in 15.4% of cases of OM. An increase in
the level of creatine phosphokinase at the time of diagnosis was observed in 72.9% of patients, of lactate dehydrogenase — in 81.1%, of
alanine aminotransferase - in 67.6%, of aspartate aminotransferase — in 75.7%. Heliotrope rash and/or Gottron's syndrome were observed
in 100% of patients with JDM and in 30.8% with OM. Lung involvement was found in 27% of children. The myopathic capillaroscopic
changes were present in 95.2% of patients with JDM and 53.8% with OM. Myositis-specific autoantibodies were found in 10.8% of patients
with JIIM.

All patients received glucocorticoids, 81.0% methotrexate, 18.9% hydroxychloroquine, 8.1% cyclophosphamide, 8.1% cyclosporine, 2.7% my-
cophenolate mofetil, 2.7% azathioprine, 67.6% - intravenous immunoglobulin. Biologic disease modifying antirheumatic drugs (bDMARDs)
were prescribed to 26% of patients with JDM and to all patients with OM (only in 51.3% of cases with JIIM). The median duration of illness
before initiation of bDMARDs therapy was 2.25 years. 58.8% of patients were treated with rituximab (RTM), 41.2% with abatacept (ABA). In
1 patient with OM, represented by a combination of systemic lupus erythematosus and JDM, three bDMARDs were used sequentially: ABA,
etanercept and RTM. All patients achieved inactive disease status.

Conclusion. JDM is the most common phenotype of JIIM, which is characterized by an earlier age of onset, skin involvement that precedes the
development of myopathy, and typical capillaroscopic changes. The conclusion was made about the high efficacy and acceptable safety profile of
bDMARDs therapy in children with JIIM, with careful monitoring of its tolerability. bDMARDs can be prescribed even in the early stages of the

disease in the presence of unfavorable prognostic factors.

Keywords: children's age; juvenile idiopathic inflammatory myopathies; juvenile dermatomyositis; overlap-myositis.
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Wnuonaruyeckue BocnaauteabHbie Muonatun (MBM) — rete-
pOTeHHas TpyTIa BOCTIAIMTEILHBIX 3a00JIeBaHNI HEM3BECTHOM
STUOJIOTUY C HanOOoJIee YacThIM BeAYIIINM TIPOSIBIICHUEM B BUIE
MPOKCUMAJIbHOW MBILIEYHOU C1a00CTU 3a CYET MOopakKeHus Io-
nepevyHo-1oJjiocaToi Mmyckyaarypsl [1]. C MoMeHTa BO3HUKHOBE-
HMS 320071€BaHMS U 10 COBEPILIEHHOJIETHS UCTIONb3YeTCsI TEPMUH
«IOBEHWJIbHbIE UIUONATUYECKUE BOCTIAUTEIbHbIE MUOTIATUN»
(IOMBM).
[1o maHHBIM TUTEpaTypHI, 3a001eBacMocTh KOMIBM B Bo3pacte
o1 2 no 18 net Bapbupyetcs ot 1,9 1o 4 ciyyaeB Ha 1 MJIH B rof,
PpacIpOCTpaHEHHOCTh COCTABIISIET OKOJIO 2,5 Ha 100 ThIC. IETCKOro
HaceJIeHus B Bo3pacTte ot 2 10 16 et [2, 3]. Xota FOUBM otHo-
CITCSl K OYEHb PEKUM 3a00JIEBAaHUSIM Y JeTeil, UMEHHO Ha 3Ty
TPyIIITy 3a00I€BaHMIA TIPUXOIUTCS 3HAYUTETbHAST YaCTh MAIIUeHTOB,
TIOJTYyYAIONINX CTAlMOHAPHOE JIeYeHNE B IETCKUX PEBMATOJIOTU-
YeCKUX KIMHUKAX B CBSI3U C TOPMUIHBIM TEYEHUEM, BBICOKON
4acTOTOI 000CTPEHU, pa3BUTHEM HEOOPATUMBbIX OpPraHHBIX Ha-
pYLIEHUI M paHHEe! MHBaIUIM3ALME C CyIIECTBEHHBIM yXY/-
1IeHreM KauecTBa xku3Hu [ 1, 4]. Josroe BpeMst 11t Bepudrkauumu
JIMarHO3a UCTIONb30BaCh Kputepun A. Bohan u J.B. Peter 1975 .
[5]. C 2006 . Hapsimy ¢ STUMU KPUTEPUSIMHU B KIMHUYECKYIO
MPAKTUKY BOILIY MEXIYHAPOAHBIE AMATHOCTUYECKUE KPUTEPUU
PReS (Paediatric Rheumatology European Society) [6]. B2017 &.
ObLTM OMYOJMKOBAaHBI HOBbIE KJIacCU(MUKALIMOHHbIE KPUTEPUU
WBM, npemroxenusle EULAR/ACR (American College of
Rheumatology / European Alliance of Associations for Rheuma-
tology), TIpeaycMaTpUBaroIINe OLIEHKY COOTBETCTBYIOIINUX TIPU-
3HAKOB B 6a/l1ax U peKOMEHOBAHHBIE TAK3Ke IUIST UCTIONb30BAHUS
npu FOMBM [7].
Haubonee pacnpoctpanHerHast opma KOMBM — 1oBeHMIIb-
HbIit gepMatromuo3ut (FOJIM), cpeay KIMHUYECKUX CYOTUITOB
BBIICTISTIOT TakKe I0BeHWIbHBIM moauMuo3ut (FOTIM), ioBe-

33

HWIBHBII MMO3WT B paMKaX MIepeKPeCTHOTO CHHAPOMA C IPYTUMU
CUCTEMHBIMU 3200JIeBAaHUSIMY COSTUHUTETHbHON TKAHU, WA OVer-
lap-muosut (OM), a TakKe aMUOTIaTUIECKHUI TepMaTOMUO3UT
|1, 8]. Ha ceroaHsHuit AeHb OOJBITMHCTBO UCCICAOBAHMIA TTO-
cpsiieHo FOJIM, Torma kak apyrue BapuaHTbel OMBM Menee
M3YyYeHbl U UX COOTHOIICHUE ¢ KIMHUISCKUMH (DEHOTUTIaMU Y
B3POCIIBIX HE YTOUHEHO. B rocienHee necsatuiieTie ¢ paciimpeHueM
BO3MOXHOCTell Tepanuu cMmepTHocTh Tipu KOMUBM cHu3unach
10 2—4%, 4TO MO3BOJINIIO MEPEKIIOYNTh BHUMAHUE UCCIIe0Ba-
TeJield Ha BapUaHThI C TIEPCUCTUPYIOIIEH aKTUBHOCTBIO 3a00J1e-
BaHMsI, BOIIPOCHI KYMYJISITUBHOTO TIOBPEXIEHUSI OPTaHOB U Ka-
YyecTBa KU3HU, CBSI3aHHOTO CO 310poBbeM [4]. Kpome Toro, Bo3-
HUKJIa HeOOXOMMMOCTh TIOMCKa MPOTHOCTMUYECKUX (haKTOPOB,
TTO3BOJISTIONIMX HA PAaHHEM 3Tarie UIeHTU(UIINPOBATH MTAIIMEHTOB
C TIOTEHIIMATBHO HEOIATOTIPUSITHBIM TeUeHUEeM OO0JIe3HU, KOTOPbIe
TpeOyIoT paHHETro Ha3HAYeHUsI OoJiee arpecCUBHOM CXeMbl Teparinu,
B TOM YKCJIE C MPUMEHEHUEM F€HHO-UHXXEHEPHBIX OMOJIOrMUeCKUX
npernapatoB (CMBIT). Bce aTo nenaer akryalbHbIM U3yYeHUE
pasnuuHbIX cyoTunoB FOMBM B kinHUYeCKO MpaKTUKe U MO/ -
XOJIOB K TepaIuy B 3aBUCUMOCTH OT CITEKTpa MPOSIBJICHUI 1 Ba-
puaHTa TeueHUs 3a00JIeBaHMUSI.

Leab uccaenoBaHust — oXapaKTepu30BaTh KJIMHUYeCKue de-
HOTUIIbI, Pe3YJIbTaThl MapaKJIMHUYECKUX METOI0B 00CIeJOBaHMUSI,
CIIEKTp ayTOAHTUTEJT, TeparieBTUIECKUE BOZMOXKHOCTH Yy TTAIIMEHTOB
¢ FONBM.

IManuenTsl U MeTombl. B peTpocnieKTHBHOE OTKPHITOE He-
KOHTPOJIMPYEMOE HEPAHIOMU3UPOBAHHOE CILIOLTHOE MCCIIEN0-
BaHMeE BKJTIOYATU BeeX MalmeHToB, ¢ 2016 mo 2020 1. rocrutaamnsm-
POBaHHBIX B IETCKOe peBMartojiorndyeckoe otaeiaeHne ®I'BHY «Ha-
YYHO-UCCIe0BATEbCKUIA MHCTUTYT peBMartojioruv um. B.A. Ha-
coHoBoit» (HUMP um. B.A. HacoHOBOI1) U COOTBETCTBOBABILIUX
MEXIYHAPOIHBIM TuarHocTrnyeckuM kpureprsivm KOJAM 2006 t. [6]
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Taommua 1. CpaBuurebHast XapakTepucTiuka namuentos ¢ FOJIM u OM
Table 1. Comparative characteristics of patients with JDM and OM

IToka3arenn I0JIM (n=23) OM (n=13) p
Bospacrt ne6rota, ronst, Me [25-it; 75-ii mepreHTHN | 6,9 [3,25; 8,4] 11,3 [4,0;14,0] 0,042
[MponomkuTebHOCTE 3200JEBAHNS IO TTOSIBIICHMST 3,0 [0,25; 6,0] 9,0 [6,0;14,0] 0,031
MMOIaTuu, Mec, Me [25-it; 75-i1 mepueHTHIu|

IpokcumanbHast MbILIeYHasT c1abocTh, n (%) 23 (100) 13 (100)

Hucdarus, n (%) 12 (52,2) 2(15,4) 0,039
Juchonus, n (%) 5(21,7) 0 0,136
TennotpomnHas chinb u/wir cumntom [orTpoHa, n (%) 23 (100) 4 (30,8%) 0,000007

wu Kputepusm MUBM EULAR/ACR 2017 r. [7] mu6o, npu Be-
pudukauuy OM, UMEBLINX TOCTOBEPHBIM MUO3ZUT U KPUTCPUU
JIPYTOro peBMaTUYeCcKOro 3a00eBaHusl.

BceM nanueHTaM nNpoBOAMIOCH CTAaHAAPTHOE KJIMHUYECKOE
1 JTabOpaTOPHO-UHCTPYMEHTATIbHOE 00CTIeIOBAHNE B COOTBETCTBUY
C TNAarHO30M U TSKECTBIO COCTOSTHUS.

Craructryeckas o0paboTKa JaHHBIX OCYIIECTBIISLIACH C UC-
nosb30BaHKeM nporpaMMsl Statistica v. 10.0 (StatSoft Inc., CLLIA).
IIpenBapuTtenbHbIi pa3Mep BLIOOPKU UCCIEA0BAHUS HE pacCcum-
ThiBaJicsl. KosmuecTBeHHbIE MepeMEHHbIE OMUCHIBAIMCH C MO-
MOILbIO MEUAHbI U UHTEPKBAPTUIbHOTO UHTepBaia (Me [25-ii;
75-it iepueHTwin|). CpaBHeHME KauyeCTBEHHBIX TOKa3areseit
BBITIOJTHSUIOCH C TPUMEHEHUEM KpUTEPHsI 2 (TOUHBII KPUTEPUIi
®duiiepa), cpaBHEHME KOJMYECTBEHHbBIX MIEPEMEHHBIX — C I10-
MOILIBIO KpuTepuss MaHHa—YuTHU. Pa3anuust cuuTaniuch craTu-
CTUYeCKU 3HauYMMbIMu 1ipu p<0,05.

Pogutenu mauveHTOB MOANUCHIBAIIA MHMDOPMUPOBAHHOE
corylacvie Ha aHOHMMHOE UCTIOIb30BaHKE TTePCOHATTBHBIX TAHHBIX.
WccnenoBanue ObIJI0 0MOOPEHO JIOKAIBHBIM 3TUYECKUM KOMM-
teroMm HUMP um. B.A. HacoHoBOIA.

Pesymsrarbl. B uccienoBanue BkoyeHO 37 MalMeHTOB C
IOWBM: 23 — ¢ YOIM (62,2%), 1 — ¢ IOIIM (2,7%) n 13 — ¢
OM (35,1%). Cpenu nmauneHToB 1peobianany aeBouku (62,2%).
CoOTHOIIICHNE MAJIBYMKOB 1 IcBOYEK — 1:1,7 63 CTaTUCTUUECKOM
pasHuisl Mexny KOAM u OM (p>0,05). MeanaHa mpoaosnKu-
TEJBbHOCTU 3a00sieBaHUsI HA MOMEHT Bepudukamuu KOJIM co-
craBuna 4,5 [1,0; 8,0] mec, MakcuManbHbI cpok — 11 Mec.
Juarnos3 FOTTM ycraHoBneH y masbuuka 7 et ¢ SRP-ro3utuBHoiM
HEKPOTU3UPYIOIIEi MUOTIaTHE, CPOK OT MOMeHTa MaHU(ecTalun
1o BepuduKauy quarnosa — 5 mec. B rpynme manuentos ¢ OM
BCe CITyJau pa3BUTHSI MUOTIATUIECKOTO CMHAPOMa 3a(pMKCUPOBAaHbI
yKe Ha CTaJuu MMEBIIIEerocsi OCHOBHOTO JMAarHo3a M accoluu-
POBAJIMCH JIMOO C BHICOKOM aKTUBHOCTbIO 3a00J1eBaHUs Ha (hoHE
HEIOCTAaTOYHOM 3(pdeKkTnBHOCTH cTapToBOiM Tepanuu (53,8%
MalyeHToB), JIMOO ¢ 00OCTPEHUEM OCHOBHOTO 3a00JieBaHUS B
GoJiee MO3AHKME CPOKU mociie aedtora (46,3%). MakcuManbHast
MPOIOKUTETBHOCTD (44 Mec) OT MOMEHTA JIc0r0Ta 32001 BaHUS
no ¢opmupoBaHusl KapTuHbl OM oTMeueHa y IEBOYKM C CH-
cTeMHoi kpacHoit BomyaHkoit (CKB), 3aboneBiieli B Bo3pacTe
6 ner. Knunnyeckue u geMorpadudeckre XapakTepUCTUKY T1a-
ueHToB ¢ FOJAM u OM nipeacTaBieHbl B TaoOI. 1.

VY Bcex manueHnToB ¢ FO/IM 3aboneBaHue 1eGIOTUPOBAIIO C
OOIIEKOHCTUTYIIMOHATIBHBIX HApYIICeHNH (TTOBBIIICHUE TeMIIe-
paTypsl Tesa, o0llee HeIOMOTaHHUE, YTOMIISIEMOCTh) M KOXKHOTO

Puc. 1. Koscnovie usmenenus npu FOJAM: a — eeauomponnas coins
y nauuenmxu B., 4 nem; 6 — nanyavt lommpona y nayuenma K.,
6 rem’

Fig. 1. Skin changes in JDM: a — heliotrope rash in patient V.,
4 years old; b — Gottron papules in patient K., 6 years old

CHUHIpPOMA Pa3IMYHOI CTEIIEHU BbIPAXXEHHOCTH, HO B LIEJIOM TH-
MUYHOTO TSI AaHHOTO 3a0oJieBaHus (puc. 1, a, 6). Y maimeHTa ¢
TOITM HabGnronanoch NocTeneHHoe MporpeccupoBaHe MUoNa-
TUYECKOTO CUHIPOMa C IOJHON 00e3IBMXKEHHOCTHIO Yepe3
3 Mec Tocnie nebroTa.

JlaGopaTopHO-MHCTPYMEHTAIbHASI XapaKTEePUCTHUKA AL~
eHtoB ¢ KOAM u OM Ha MOMeHT BepuUKALIMK MUOTIATUYECKOTO
CHUHIpOMa TpeicTaBieHa B Tabum. 2. Y 5 (21,7%) mauueHTOB C
TOIM B 3TOT nepuo OTCYTCTBOBAJIO TIOBBIIIICHUE YPOBHS (ep-
MEHTOB MBIIIIEYHOTO MOBPEXKICHUS. Y 4 U3 HUX 3a/IepXKKa TMarHo3a
cocraBuiia ot 6 10 8 Mec, U KO BpeMeHU MaHudecTaiiu 3adosie-
BaHUSI UMEJIUCH SIPKUE TIPOSIBJICHUST KOXHOIO CMHIPOMA C TIPH-
coearHeHueM Muonatuu yepe3 3—6 mec. Y 2 (15,4%) mauueHToB
¢ OM Ha MOMeHT BepubUKaLMi MUONATUK He ObUIO Turepdep-
MEHTEMUH, MUOTIaTHYECKHI CUHIPOM pa3BUJICs yepe3 4 u 8 Mec
TocJIe Havyajla OCHOBHOTO 3a0oJieBaHus. B 11e710M B micciemyeMoit
rpyIIie MOoBbIIIeHNE YPOBHS KpeaTuHbochoknHassl (KPK) Ha
MOMEHT YCTaHOBJIEHMSI IMAarH03a OTMEYEHO y 72,9% malueHToB,
nakrataeruaporeHassl (JIII) —y 81,1%, ananHnHaMuHOTpaHChe-
pasel (AJIT) —y 67,6%, acnapratramunorpatcdepassl (ACT) —y
75,7%. Y maumenta ¢ FOITM Ha MOMeHT BepudUKaIMy MHOTIa-
TUYECKOTO CUHIpOMa 3a(DUKCUPOBAHO YBETMIEHNE KOHIIEHTPAIIUT
K®K >4267 En/mn, AJIT — no 227 Ex/yu, JIAT >1995 En/mi,
conepxanue ACT cocrassuio 33 Ex/mi.

V Bcex malMeHTOB UMEJIOCh MTOpaXKeHUe CKEIETHOM MYCKY-
natypsl. Jlucharus 3adukcupoBana y 52,2% nanuenTos ¢ FOAM
ny 15,4% ¢ OM. YpoBeHb (hepMEHTOB MBILLIEUHOTO ITOBPEXKICHUS
cyliecTBeHHO BapbupoBaicsl Kak nipu KOJAM, tak u npu OM,
MakcuManbHoe conepxkanue KOK (19 188 En/m) BoIsBICHO Y

'1IBeTHbBIE PUCYHKH K DTOM CTaThe MPeACTaBIECHbI Ha caiiTe XypHaia: mrj.ima-press.net
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Ta0mmua 2. JIaGopaTopHO-MHCTPYMEHTAIbHAS XaPAKTEPHUCTHKA MANMEHTOB Ha MoMeHT Bepudukanuun OUBM
Table 2. Laboratory and instrumental characteristics of patients at the time of JIIM verification

IToka3zarenn

KOK, Ex/mn, Me [25-i1;75-1 nepiieHTIIN |
AJIT, En/mi, Me [25-i; 75-i nepueHTIIH |
ACT, En/min, Me [25-it; 75-1 mepueHTHIN |
JIAT, Ex/n, Me [25-it; 75-1i mepueHTHM |

[Mpu3HAKY TIEPBUYHO-MBIILIEYHOTO TOPAKEHUS
o naHHbIM OHMT, n (%)

Wamenenust mo nanubiM MCKT opraHoB rpyaHoit Kietku, n (%)
PecTpuKTHUBHBIC BEeHTWIISILMOHHbIE HapyLIieHust, n (%)

MuonaTtuyeckuii TUI HapyLIeHU pu
KaNnuUISIPOCKOIMU HOTTEBOTO JI0XKa, N

Hanuuue Mmro3uta o ganHbiM MPT, n
Kanbumnos, n (%)

AHA+, n (%)

TOJIM (n=23) OM (n=13) p*
235,5 [156; 1345] 170 [121; 230] 0,540
51[35; 94] 80 [54; 160] 0,740
72 [50; 120] 99 [78; 125] 0,646
538 [425; 840] 398 [328; 568] 0,597
16 (69,6) 4(30,8) 0,038
5(21,5) 5(38.5) 0,440
8 (34.8) 5(38.5) 0,998
20/21%* 7/13%* -

10/10%* 224 _

7(30,4) 1(7,7) 0,212
13 (56,5) 12(92,3) 0,031

ITpumevanne. MCKT — mynbTUCTIMpalibHasi KoMIbIOTepHast Tomorpadusi; MPT — MarHUTHO-pe3oHaHcHas ToMorpadusi; AHA — aHTHHYKIIeapHble
aHTUTeNa; * —MoKa3aTeb He PACCUMTHIBAJICS, €CJIM OTCYTCTBOBAIM JaHHbBIE ISl BCEX MAllMeHTOB B TPyMIe; ** — B 3HaMeHaTelle YKa3aHo YUCIIO Malu-
€HTOB, KOTOPBIM BBITIOJIHSJIOCH JAHHOE UCCIeI0OBAaHME, B YUCIUTENIC — YMCIIO MALIMEHTOB, Y KOTOPBIX OOHAPYKEHbI HAPYIIIEHNS.

Puc. 2. Y3U uemvipexenasoii moiutypt 6edpa nayuenmxu M,
9 aem. Tpuznaku muo3uma: cMazaHHOCMb apXumeKmoHUKU Mbl-
UWeMHOU MKAHU U YNAOMHEHUe MeNChAacyuanbHuiX nepecopoook
Fig. 2. Ultrasound of the quadriceps femoris muscle of patient M,
9years old. Signs of myositis: blurring of the architectonics of
muscle tissue and induration of interfascial septa

neBouku ¢ FOJIM, 3abonesieit B Bo3pacte 7 jeT. g o0beKTH-
BU3aLIMM MbIILIEYHOTO TOopaxeHus y Bcex nauueHTos ¢ FOJIM,
1 martmenTa ¢ FOIIM 1y 46% nanmentoB ¢ OM UCTIOJIB30BaTUCh
WHCTPYMEHTaJIbHbIE METONbI, BKItouass Y3U (puc. 2), MarHur-
HO-pe3oHaHcHy1o ToMorpaduio (MPT; puc. 3, a, 6) u uroapyatyio
anekTpoHelipomuorpaduio (DHMI). Y 34 manmeHTOB BBIITOHEHA
KaMuJUIIPOCKOMUSI HOTTEBOTO JIoXKa. Muomnatnyeckuii TUM Ha-
pyleHuit ooHapyxeH y 95,2% o6cnenoBanHbix ¢ FOAM u y
53,8% ¢ OM (puc. 4).

VY 27% malMeHTOoB B UCCIIEMyeMOI TPYIITe YCTAaHOBIEHO MH-
TepcTuraibHoe nopaxenue jgerkux (UIJ1) nmo nanusim MCKT
OpraHoOB TpyAHON KJeTKH (puc. 5). Mexny rpynmamu FOJAM n
OM He OBUIO CYIIECTBEHHBIX pa3nnuuii B BeipakeHHocTH MITJI.

VYV 10,8% 6GoabHbix FOMBM Gbuin 0OHapyKeHbBI MUO3UT-
crneuuduyeckue ayroanturena (MCA): y 1 marmentku ¢ OM —
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aHTHTeNa K Jo-1 (4TO COOTBETCTBYET KPUTEPHSIM aHTUCUHTETA3HOTO
cuHapoma), y 1 mammentku ¢ OM — antutena k. PM-Scl, eme
y 1 maumenTku ¢ CKB — antutena x Rib-P u y 1 pebenka c
IOIMM — anturena k SRP.

Bce 6onbHble monyyanu riaokokopTukouabl (I'K) u cunte-
THYEeCKHUe Oa3uCHBbIEe MPOTHMBOBOCIAJIUTEIbHBIE TperapaThl
(BTIBIT), B ToM uncne 81,0% — wmertorpekcat (MT), 18,9% —
TMIPOKCUXJIOPOXUH, 8,1% — nmkinodochamu, 8,1% — 1ukiIo-
criopuH, 2,7% — mukodeHoata mobeTu, 2,7% — a3aTUOIIPUH,
67,6% — BHYTpUBEHHbI UMMYHOTI00YIMH (BBUT). [eHHO-UH-
JKeHepHble ouosnornyeckue rpenaparbl (M BIT) 6bu1M Ha3HAYEHbI
npu HepoctaTouyHoil addekTuBHOCTH KoMOMHauuu 'K u um-
MyHoOcyIpeccaHToB 26% mauneHToB ¢ KOJIM 1 BceM GOJIBHBIM
OM (cymmapHo 51,3% naumenros ¢ KOMBM). Mennana Bo3pacTa
Hauasa teparu ['MIBIT cocrasnsna 12,3 [9,5; 15,0] roma, mpomo-
KUTEJIbHOCTU 3a0oseBaHus 10 uHuULMauuu teparnuu ['MBIT —
2,2510,8; 3,6] rona. ¥ 58,8% mnaleHTOB MPUMEHSUIA PUTYKCUMAa0
(PTM) y 41,2% — abarauent (ABLl). Onun mamuent ¢ OM
(CKB + KOIM) nocnenoBatenbHo nojydan Tpu [UBIT: ABLI ¢
pa3BUTHEM BTOPUYHOI HeadhekTuBHOCTH, 3TaHepuent (DTLI)
C pa3BUTHEM O0OCTPEHMS 3a CUET TTOPAKEHUS KOXKU U CIU3UCTBIX
o06oJiouek, a Takxke PTM, KOTOpbIii TO3BOJISITT KOHTPOJIMPOBATH
AKTUBHOCTb 3a00JIeBaHUS MMPU MPOBEAEHUU ITOBTOPHBIX KypCOB
JIeYeHMsI C MHTepBaJioM B 6 Mec. Bo Bcex cirydasix TOCTUTHYT He-
AKTMBHBIIA CTAaTyC OOJIE3HM ITPH XOPOIIIEi TIepeHOCUMOCTH TePaITy.

Obcyxnenne. Y OOJBITMHCTBA HAIIMX MAIlUEHTOB TUAarHO-
ctupoBadH KOJIM, 4TO COOTBETCTBYeT AAHHBIM JINTEPATYPHI O
npeobiagaHuM 3TOro KinHudyeckoro cyoturna FOMBM [1, 8, 9].
Kpome Toro, 6osiee Tpetut 001bHBIX MMe OM B paMKax pa3TnyHbIX
MepPeKPeCcTHbIX cCUHAPOMOB, Torna kak L.G. Rider u K. Nistala
[8] ykassiBatort, uto FOJIM B ctpykType KOMBM 3anumaeT okoJjio
80%, IOTIM — 4—8%, a OM — 6—11%. B Haeii rpyrre He
OBLIO TTAIIMEHTOB ¢ amuonatuyeckum FOJIM, omHako ciemyet
OTMETUTH, 4TO B 4 ciydasx FOJIM 3anepxkka BepuduUKaluu au-
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arHosa cocraBuia oT 6 10 8 mec, mpu
39TOM Ha MOMEHT MaHu(ecTaluu 3aboJie-
BaHUSI UMEJMCh TUTIMYHbIE KOXHBIE TTPO-
SIBJICHWSI C OTCPOYECHHBIM ITPUCOETUHE-
HUeM Muomnatuu 4depe3 3—6 mec. Ilpu
paHHeM moxo3peHun Ha HOJAM y Hux
MOXHO OBIJIO B Ka4eCTBE pabouero auar-
Ho3a 00cyxaaTh amuonatuyeckuii FOJIM,
YTO COTrjacyeTcsl ¢ pe3yjabTraTaMu paboThl
P. Gerami u coasr. [10]: y 26% nereii ¢
aMUOTIATUYECKUM CYOTHIIOM pa3BUJICS
kiaccuyeckuii FOJIM ¢ mosiBieHueM xa-
PaKTepHBIX KOXKHBIX U3MEHEHUI B CPETHEM
3a 6 Mec 10 MaHudecTaluy MBIIIEYHOTO
nopaxeHusi. Cpoku BepuduKayu auar-
Ho3a FOJIM y Hamux namyeHTOB ObLIU
TaKUMU Xe, KaK B UCCIIEIOBAHUSIX IPYTUX
aBTOpOB [2, 3]. B rpynrie mamueHTOB C
OM He 3a(pUKCHPOBaHO CIyJaeB aeOr0Ta
OCHOBHOTO 3a00JieBaHUsI ¢ MMOMaTHye-
CcKOro cuHapoma, B Tom uucie rnpu CKB,
X0Ts1, o naHHbIM N. Bitencourt u coaBT.
[11], 68% BCex cityyaeB MUO3UTA ITPU IOBE-
HuibHOM Havasie CKB BBISIBJICHO IMEHHO
B Ae00Te 3a0osieBaHus1. B rpynny nauu-
eHToB ¢ OM BoIlLIa eNMHCTBEHHAs Ta-
LIMEHTKA C aHTUCUHTETa3HbIM CUHIPOMOM,
KOTOpPBII KpaifHe peaKo BCTpevaeTcs B
nerckoM Bospacte [2, 8]. Tonbko y 1 Ha-
mero 0OJIBHOTO YCTAaHOBJIEH OMArHO3
IOIIM. Crenyet yka3aTh, 9YTO B 3TOM CJTy-
yae umesna mecto SRP-no3utuBHas Hek-
POTU3MpYIOIIasi MUOMATUSI, KOTopasi He
knaccudumupyercs B MKbB-10, moaromy

Puc. 3. MPT nayuenma C., 7 aem. [lpusnaxu muosuma: a — Ha MOMeHm @epuguxauuu ou-
aenosa. Pacnpocmparnentblii cumMmempu4Hblil He20MOeHHbLI OMeK MblULeHHOL MKAHU NO
nepedueli u 3adueil nosepxHocmam bedep u 5200u4HbIX 0baacmell; 6 — nocae 6 mec mepa-

nuu. Coxpanenue MUHUMANLHBIX NPUSHAK08 MUOZUMA NPU OMCYMCMEUY KAUHUMECKUX NPU-

3HAK06 MUONAMUHECK020 CUHOPOMA
Fig. 3. MRI of patient S., 7 years old. Signs of myositis: a — at the time of verification of the
diagnosis. Widespread symmetric inhomogeneous swelling of muscle tissue along the anterior
and posterior surfaces of the thighs and gluteal regions; b — after 6 months of therapy. Pre-
servation of minimal signs of myositis in the absence of clinical signs of myopathic syndrome

KOHILICHTpauusi pepMEHTOB HAa MOMEHT
YCTAHOBJICHMSI AMArHO3a He TpeBBIIIajia
pedepeHCHBIX 3HAYCHUIA, €CIN TTPOIOJI-
JKUTEJbHOCTh HeJIeYeHOro 3a00JeBaHMs
cocranisiia 6osee 4,5 mec. HecMotpst Ha
OTCYTCTBHE TIOBBIIIIEHNST COIepXKaHus ep-
MEHTOB, BCE 3TU MallMEHThl UMEIU KJIU-
HUYECKHE TTPOSIBIICHUST MUOTIATUYECKOTO
CHHIpOMA U MIOATBEPKACHUE MTOPAXKEHUS
MBI TI0 JaHHBIM MTojibyaToiit DHMI
JIM0O0 BU3YATU3UPYIOIIMX METOIOB.

B Hacrosmeit pabore aucdarus
3HAUMMO pexe Habmomanachk npu OM,
yeM Tipu FOJIM, a yactoTa BBISIBJICHUS
KJIMHUYECKUX TMTPU3HAKOB ucharum oblia

Puc. 4. Muonamuueckuii mun usmereruii
npu KanuaaspocKonuu Hoemegoeo 10ca
y nayuenmxu B., 4 2em, ¢ 1OJAM
Fig. 4. Myopathic type of changes in capil-
laroscopy of the nail bed in patient V.,

4 years old, with JDM

B COOTBETCTBUM C (DEHOTUTIOM 3abo0sieBaHUST BepUpUIIMPOBAH
nuarHo3 FOITM. B 1iesiom 1ipy OTCYTCTBUY TUITUYHBIX KOXKHBIX 1
BHEMBIIICYHBIX TMPOSIBJIEHUI MMEHHO ITallMeHTHI C Tpearnoa-
raeMbiM FOTTM TpeOyioT 0ueHb THIATEILHOTO 00CAEI0BAHMST IS
HUCKJIIOYEHMST HACIeICTBEHHbBIX MUOTIATUIA.

Bospact Havana 3abosieBaHust npu FOJIM Obl1 MeHblIe,
yem nipu OM, u ero MearaHa paBHsuiach 6,9 rojia, YTo COOTBET-
CTBYET JaHHBIM JUTepaTypsl [4, 12, 13]. [IBe TpeTH HAIINX Ta-
LIMEHTOB COCTAaBWJIM J€BOYKH, KaK 1 B paboTax IPyrux aBTOPOB
|4, 8, 12], xots A. Schinzer u coasr. [14]

HECKOJIBKO BBIIIE, YeM B APYIMX MCCICIOBAHUSAX, B KOTOPBIX
3TOT MOKa3aTesb cocTaBisti oT 14,6 no 32% (9, 12, 13].
W3MeHeHMs KOXHY y HAIIUX MallMeHTOB B I[EJIOM CXOXHU C
OMUCaHHBIMU B iuTepatype [9, 12, 13]. Muonatuueckuii TuI
HapyHIeHWH TIPU KaMWUISIPOCKONMY HOTTEBOTO JIoXa BCTpe-
yajicsl y OOJIBIIMHCTBA TMallMeHTOB, yalie B rpymnmne IOJAM,
TOTAA Kak, M0 JaHHBIM IPYTMX aBTOPOB, YACTOTa MOJOOHBIX
M3MEHEHUI KOJIeOJeTCsI B OYEeHb IIMPOKOM JMarna3oHe — OT
7 no 81% [12, 14]. BeposiTHO, 3TO CBSI3aHO C Pa3HBIMM BO3-

MPUBOJST CYIIECTBEHHO 00Jiee BHICOKUE
mokaszatenn — 78%.

YacTtora nosbileHUsT YpOBHS Gbep-
MEHTOB MBILIIEYHOTO MOBPEKICHUS y Ha-
KX TTALIMEHTOB B 1I€JIOM COBITajaia ¢ Ta-
KOBOI1 B ucciienoBanusix E. Stringer u co-
aBT. [12] u A. Schénzer u coaBrt. [14], 3a
HUCKJIIOYEHUEM OOJIbLIETrO Yucia ciydyaen
¢ BbicokuMU 3HayeHussmu JIJIT, B TO Xe
Bpemst J.O. Sato u coaBT. [9] TpoaeMOH-

CTPUPOBAIM AHAJOTUYHBIE PE3yabTAThI.

VY manueHToB ¢ HOPMaJbHBIM YPOBHEM
MBILIEYHBIX (PEPMEHTOB MPOAOTIKUTEIb-
HOCTb 3a00J1€BaHMSI 10 yCTAHOBJICHUSI T1 -
arHo3a O6bu1a OOJIbLIE, UTO MOATBEPXKIACTCS
JMAHHBIMU IPYTUX UccaemoBanmii [12, 15].
L.M. Pachman u coaBr. [15] yka3anu, 4to

Coepemennas peemamonoeus. 2022;16(4):32—39

Puc. 5. MCKT opeanoe epyonoii knemxu. HnmepcmuyuansHvle usmeHeHUs AeeKux npu
FOUBM: a — mHoNCECmEeHHble YHacmKu YnAOMHeHUs. 1e204HOU MKAHU N0 MUNY <MAMO0-
6020 cmekaa» y nayuenmku M., 10 aem, ¢ FOJIM; 6 — 30Hbl ynaomuenus no Muny «<mamo-
68020 CMEKAA» ¢ 00UHOUHBIMU HOOO3HbIMU 00pazosanusmu y nayuenmku I1., 12 rem, c OM
Fig. 5. MSCT of the chest. Interstitial lung changes in JIIM: a — multiple areas of ground
glass opacity in lung tissue in patient M., 10 years old, with JDM; b — areas of ground glass
opacity with single nodular formations in patient P., 12 years old, with OM
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MOXHOCTSIMU TIPOBEACHUS] KANUJUISIPOCKOIUMKU B PYTHMHHOM
KJIMHUYECKOM IPAaKTUKE.

WUIIJ npu MCKT HeckoJbKO yalle MMeJIOCh B TpyIiIe
OM, X0Ts 3TO pas3uyre He ObLIO CTATUCTUIECKHU 3HAYMMBIM.
OOpanjaet Ha cebs1 BHUMaHUE TO, YTO PECTPUKTUBHBIC BEHTU-
JISUMOHHBIC HapylIeHus y nauueHToB ¢ KOJAM Bcrpevanuch B
OoJIbIIIEM YKCIIE CIydyaeB, YeM U3MEHEHHUSI CO CTOPOHBI JIETKUX
no gaHHbiIM MCKT opraHoB rpyaHoii kjietku. B apyrux mc-
cinemoBanusix yactora UITJ cocrasisiia ot 5,9 mo 52% [4, 9,
13, 16]. Ha Hamr B3rjis11, TakKMe CYIIECTBEHHBIE PA3INYKSI B BBI-
SIBJICHWU TIOPaXKeHUS JIETKMX OTIPENesISTIOTCS KOHKPETHBIMU
TpeOOBaHUSIMU K CKpUHUHTY JaHHO IMaTOJIOTUM — TIPOBOIUTCS
JIM OH JIJISI BCEX TMAIIMEHTOB JIMOO0 TOJBKO IJIsT OOJBHBIX C KM~
HUYeCKOil MaHM(ecTalMell MaToJIOrMM OpraHoB nbixaHus. CBoe-
BpeMEHHOE OOHapy>XeHUEe 3TUX U3MEHEHUI KpaiiHe BaxKHO C
TOYKHM 3pEHUS BEIOOpa 60Jiee aKTUBHOM TepareBTUYECKOM Tak-
THKHW, Ha 4TO yKas3bIBaloT Takxke H. Sanner u coasrt. [16],
KOTOPBIC YCTAHOBUJIU YETKYIO KOPPESIIUIO MEXKITY KyMYJISITHB-
HBIM OpPTaHHBIM ITOBPEXICHNEM M YaCTOTOM MOpaskeHUS JIETKUX
npu KOJIM. WccnenoBaHust MocaeaHUX JIeT I€MOHCTPUPYIOT,
YyTO Aaxe rnpu amuonatudyeckoM FOJIM HeoOXoaUM CKPUHUHT,
Briovaronniit MCKT opraHoB rpyaHoi KJIETKU U (PYHKIIMO-
HaJIbHBIE JIETOYHBIE TECTHI, C YIETOM MMEIONIUXCS CBEIEHUN O
BOBJICUEHUSI JIETKUX J1a’ke B OTCYTCTBUE MOpakeHust MbIiiil [17].

Pa3BuTne KaaplIMHO3a HAOIIONAI0Ch TOYTH Y TPETH HAIIIUX
nauveHToB ¢ FOJIM, 1o maHHBIM APYrux aBTOPOB, €ro 4acToTa
koJebnercs ot 5,3 mo 47% [4, 8, 9, 13, 14]. B rpymnie nmauueHToB
¢ OM Hamu 3apMKCUpPOBaH TOJBKO | ciydyail KajablMHO3a, HO-
CUBIIIETO 00paTUMBIN Xapaktep. boJbirast BaprnadebHOCTh va-
CTOTBI BBISIBJICHUSI KAJIBIIMHO3a B PA3HBIX UCCICIOBAHMSIX MOKET
ObITh OOyc/ioBJIeHa TeM, 4yTo, B omiuuue oT MIJI, nist atoro
ocnoxHeHusi KOMBM He pa3paboTaHbl YeTKME PeKOMEHIALIMN
0 MPOBENEHUIO CKPUHUHTA, TTI03TOMY B PsI/Ie CJTydaeB KaablIMHO3
MOXET BBISBIIATBCS TOJBKO Ha CTaIUW KIMHWYECKON MaHUDe-
CTallY TIPU JOCTVXKEHNY KPUTUIECKOM MacChl 04ara KajibIIMHO3a,
OO TIPU MOSIBJICHUH JIOKAJIBHBIX TTPU3HAKOB CIABIICHUST COCY-
JIIMCTO-HEPBHBIX MYYKOB, JTUOO B Cydyae HapylleHUsT (PYHKIMU
npuaexamero cycrtasa. A.B. Orandi u coaBr. [18] coobuuiu,
YTO TOJILKO 28 % MalMeHTOB Ha3HAYalOTCs JOITOIHUTEIbHbIC BU-
3yaJIn3allMOHHbIe UCCeNOBaHUs, €CIM HeT KITMHUISCKUX TIPU-
3HAKOB KaJIbIIMHO3a WM YKa3aHWI Ha KaJTbIIMHO3 B aHAMHeE3e, B
11% ciy4aeB hopMaibHBINi CKPUHUHT HE TIPOBOIUTCS.

Bosnpiioe 3HaueHue ais Bepru@uUKalny IMarHo3a B Hallei
KJIMHUYECKOM MTPaKTUKE, OCOOEHHO y MAIlMEHTOB C HOPMAJIbHBIM
YPOBHEM (PEPMEHTOB MBIIICUHOTO MOBPEXACHUS, UMEJIU WH-
CTPYMEHTAIbHBIE METOIIBI, YTO COOTBETCTBYET JaHHBIM JIUTEPATYPhI
[19, 20]. BaxHOCTb MOATBEPKACHUS MOPAXKEHUS MbILILL PE3YJIb-
TaTaMM MHCTPYMEHTAJIbHBIX METOIOB HAIIlIa OTpaskeHHE B KPH-
tepusix 2006 . mist KOJM u xputepusix UBM y neteit u B3pocibix
2017 ©. [6, 7]. MPT wmpiii 6eaep u roneneit B T1-B3BelieHHOM
pexxume u B pexkume STIR urpaer cyuiecTBeHHYIO pojib B 1U(p-
(depeHLMaIbHOM AMAarHOCTUKE MBbIIIEYHbIX 3a0oneBaHuil [21].
Ceronnst MPT He3aMeHMMa TakKe B OLIEHKE TMHAMUKY MUO3UTA,
TaK KaK Mpy KyMMPOBaHUHU KJIMHUIECKUX ITPU3HAKOB MUOITATH -
YeCKOTro CMHAPOMA aKTHBHOCTb MBIIIIEYHOTO TIpoIiecca IO JaHHBIM
MPT coxpaHnsieTcss nonbiie [19], 4To moATBepXXAaeT W Hallla
KJIMHUYecKast TpakThka (cMm. puc. 3).

B Hacrosiieii padbote aHTUHYKJIeapHbIi (akTop B Ipyriie
mareHToB ¢ FOJIM BBISBIISUICS 3HAYUMO PeKe, UTO TIPEICTaB-
JISIeTCS BITOJTHE 3aKOHOMEPHBIM W ITOATBEPXKIACTCS TaHHBIMHU
IPYTUX uccienoBaHuii [14]. YacTora oOHapykKeHMSI MUO3UT-ac-
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COLIMUPOBAHHBIX ayTOAHTUTEN Y HalnX 601bHbIX ¢ KOMIBM ObLta
oTHocuTeabHO HeBbicoka (10,8%). Kak mokaszamu L.G. Rider
u K. Nistala [8], oHa cylIeCTBEHHO KOJIEOJeTCsI U 3aBUCUT OT
denoruma: antu-U1-RNP o6HapyxuBatotcs B 2—27% ciiydaes,
aHtu-SS-A/Ro — B 5—15%, aHTUCHHTETa3HBIE AHTUTENIA — B 3—
12%. N. Bitencourt u coasT. [11] BBISIBIIIM MUO3UT-aCCOLUUPO-
BaHHbIe ayroaHTuTena y 40% nauuentoB ¢ CKB u Muozurom.
OueHb 00JIbII0E BIMSHUE HAa 4aCTOTY OOHAPY>KEHUsI ayTOAHTUTET
OKa3bIBalOT KOHKPETHbIE TUAarHOCTUYECKME BO3MOXKHOCTHU Jia-
OopaTopuii, 1aJleKO He BO BCeX JIaxke MPOMUIbHBIX PEBMATOJIO-
TUYECKUX IIeHTPaX MPOBOIUTCS MIMPOKOE MCCIIeNOBAaHUE ayTo-
antuten. Ha MOMeHT BbITIONTHEHMST HacToseit paboTsl B Poc-
cuiickoii Denepaliii OTCYTCTBOBAIM TECT-CUCTEMBI JIJIST OIpe-
nefeHus u3BecTHbIX MCA, BEpOSITHO, TO3TOMY TaK MaJIo Maiu-
eHTOB, Mo3uTUBHBLIX M0 MCA. Drta nmpobjieMa NpeacTaBisieTcst
aKTyaJbHOM, TaK KaK BO3MOXHOCTH BBISIBJICHUSI ayTOAHTUTEIT,
cBsI3aHHBIX ¢ pazBuTueM FKOMBM, no3BossieT 6osiee KOPPEKTHO
OTIPENENISITh CTPATETUIO TePATTUY TP PA3HBIX MMMYHOJIOTITYECKIX
cyOTHIIax, YTO MOXET CIOCOOCTBOBATH YIYyYIIEHUIO MPOrHO3a.
B Hacrosiiiee Bpemsi B SITOHCKME KIMHUYECKHE PEKOMEHAALUI
1o auarHoctuke u jedeHuto FOJIM B kauecTBe 00s13aTeTLHOTO
J1abopaTOpHOTO KOMITOHEHTA 00CIIeIOBAHMSI BXOIUT OTIpeeieHe
AHA, MCA (anturen x Jo-1, ARS, MDA-5, TIFly u Mi-2) u
MMO3UT-acCOLMUpPOBaHHBIX ayToaHTuTeal (K UI-RNP, Pm-Scl,
SS-A/Ro, SS-B/La, Sm) [20].

Bce Haim naupeHTsl, moMmumo 'K, rmosnyyanu cuHTeTUYECKe
BIIBII, Torma kak, nmo ganHbiM L.G. Rider u K. Nistala [8],
YyacToTa Ha3HAueHWs MpernapatoB 3Toil rpymnmnsl npu FOMBM
cocTaBisieT ot 8 no 77%. B SImoHum, coriacHO KIMHUYECKUM
peKoMeHIauusIM T0 AuarHoctuke u jedeHuio FOJM, mpu
HaJMYUU BBICOKOW aKTMBHOCTU 3aboJyieBaHUSI B JebioTe, BO-
BJIEYEHUU B MATOJIOTMYECKUIA MTPOIIeCcC JETKUX TOJIKHO paccMmar-
puBaThcst paHHee HazHaueHue BITBIT [20]. B kauecTBe MapkepoB
HeOJIATONIPUSITHOTO TeYeHUsI, TPEOYIOIIUX MOIKIIOUEeHUs K
tepanuu BI1BII, BbInes10T 60IBIIYIO0 TPOAOKUTETBHOCTD He-
JIeUeHOTO 3a00s1eBaHNs [4], 60Jice BRICOKYIO MCXOIHYIO aKTUBHOCTD
KOXKHOTO TTopaxkeHus [22], mepcucTupytoniye namyiabl [oTTpoHa
Y MMOMATUYECKUI THUI KaMUUISIPOCKOMUYECKUX U3MEHEHUM
HOITEBOTO JioXXa B TeyeHue Oosee 3 Mec Mocie YyCTAaHOBJICHUS
nuarHosa [12], BoBjaeuyeHre MbILILL IJIOTKU U TOPTaHU, CUCTEMHbIE
nposiByienust [13], Hajmmuue BBIpaXXeHHOTO OTeKa 1O JaHHBIM
MPT [19, 23], a Taxke 0OIMIMPHBIE MUOTIATUYECKIE U3MEHEHUS
Y BBICOKOAKTUBHBIIN BACKYJIUT TI0 Pe3yJibrataM MOPhOJIOrnueckoro
uccnenoBaHus Ml [24]. Criektp ucrnosab3yembix Hamu BITBIT
COOTBETCTBYET AAHHBIM JIUTEPATYPhI, IIPU 3TOM Y OOJBLIMHCTBA
MauKreHToB Jejaercs Beioop B nmojab3dy MT [9, 12, 13]. I1pu He-
sddexTruBHOCTU MO0 HenepeHocuMocTu MT HazHauyalT LK-
xinodocdan, azaTnonpun, mukodenomara moderun [9, 13, 20].
ITpu mopaxkeHuu gerkux B kauectse nepBoro BITBII psix aBTopoB
npeajaraeT MpUMEHsSITh LIMKI0cTiopuH [20].

JIBe TpeTu HalmMX nauyeHToB noxydaau BBUT. Bror npenapar
SIBJISIETCSI 0€30MaCHBIM U 3(PHDEKTUBHBIM Y OOJIBIIIMHCTBA MallU-
eHToB ¢ KOMBM u yacTo ucrnonb3yeTcsi B COUeTaHUU C CHHTETH -
yeckumu BITBIT u I'K w151 KyrpoBaHust akTMBHOCTH 3a00J1€BAaHUST
Y MIOCJIETYIOIIETO MoanepkaHus pemuccuu [25]. OmHako MHOTHE
aBTOPbI PEKOMEHAYIOT MPUMEHSITh €ro BO BTOPOi JINHWY Teparnuu,
YTO OTYACTU OOYCJOBJIEHO BBICOKOI CTOMMOCTbIO JieueHus [18,
25]. Tonmbko 30% Bpaueit CUUTAIOT 1IeJIeCO00pa3HBIM paHHee Ha-
3HaueHue BBUI kaxk Gosee adpdexkTrBHOTO Mpenapara rno cpaBHe-
Huto ¢ 'K, 57% mnpennouutator nodasnsite BBUT Bo BTOpoit
JIMHUM TepaIuy Py pa3BUTUM KabliHO3a [ 18, 25]. B smoHckumx
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KJIMHuYeckux pekoMmeHmauusx BBUI Takxke oTHocuTCs KO
BTOpOM uHuK Tepanuu [20]. Aucdarus, nopaxkeHue JerkKux u
pa3BUTHE TSIXKEJOro SI3BEHHO-HEKPOTUUYECKOTO BAaCKYJIMUTA SIB-
JISIIOTCSI OCHOBaHUEM Ui Oosiee paHHero BkitoueHusi BBUT B
cxeMy Tepanuu [25].

bonee noysioBuHbl Hamux nauueHToB nojydyaau MBI, B
TOM uucie Bce manueHTel ¢ OM, 3TO KOCBEHHO yKa3biBaeT Ha
TO, YTO Halnyue mMuosuta npu P3 sBasieTcs mporHocTuuecKu
HeOIaronpusiTHbIM (akTopoM. BonbIIMHCTBO uccienoBaTeneit
paccmarpuBaoT 'MBIT nmpu FOMBM kak npenapatbl TpeTbeit
JuHuu Tepanuu |18, 20]. B SmoHCKUX KIMHUYECKUX PEKOMEH-
nmarmsix B cxemy JiedeHust KOJIM BkimoueH Tobko PTM, TOCKOJTbKY
B PaHIOMM3UMPOBAHHOM KOHTPOJIMPYEMOM HCCIIEIOBAHUM, pe-
3yJIbTaThl KOTOPOTO ObLIM OnyoinMKoBaHbl B 2013 I, yiydllieHue
Ha (oHe Takoil Tepanuu HaGmoganock B 83% ciyyaes [20, 26].
B pa3HbIx paboTax yacToTa Ha3HAY€HHUs MPENapaToB U3 TPYMIIbI
I'MBIT cymectBenHo Konmebercs. Tak, 25—53% Bpaueit oTmaroT
TIpeTIouTeHre MHTMOMTOpaM (hakTopa Hekposa oryxonu o, (MPHOw),
19—44% — PTM, no 11% — ABLI, umeioTcs enMHUYHbBIE HAOJIIO-
JIeHUsl TIpUMeHeHus1 aHakuHpbl [18, 27]. E. Marrani u coasT.
[27] mpu ucnonb3oBannu HPHOoO HU y OJHOTrO MalyeHTa He
YIaJ0Ch 1OCTUYb [TOJTHOTO OTBETA HA TePaIMIo, JIyYIlInii OTBET, B
TOM YMCJIE C TOUKM 3PEHUS BJIUSHUS Ha KaJIbLIMHO3, 3aperu-
CTPUPOBaH Tpu JedyeHnu wHbIuKcumMadboM. [Ipu cpaBHeHUU
adpdextuBHOCT UPHOO 1 PTM 6bL10 ycTaHOBIEHO, YTO MUO3UT
ObUI MOJHOCTBIO TOAABIEH Y 29,6% NalveHToB, MOTy4YaBIIUX MO
kpaitHeit Mmepe onrH MPHO, n y 38% OOMBHBIX, JEUCHHBIX
PTM [26]. [TonoxwurenpbHass IMHAMUKA KOXHOTO ITOPaKeHUs
Habmonanacek y 33% nereit Ha ¢one teparuu uOHOo u 'y 36%
npu HazHaueHum PTM [27]. M. DeGuzman u coasrt. [28]
OTMETUJTN BBICOKYIO 3(h(DEKTUBHOCTD U XOPOIIIYIO IEPEHOCUMOCTh
ABLI. B Hamewm nienrpe n@HOo DT mosyyas ToabKo 1 maimeHT,
U y Hero Habmionancs HEyIOBJIETBOPUTENbHBIN PE3YJIbTaT, YTO
MOXET ObITb 00YCJIOBJIEHO CeLIU(PUKOI TEPEKPECTHOTO CUHIPOMA
B KoHKpeTHOM ciiydyae (FOIIM + CKB). ITo3utuBHBIN ONBIT
npumeHenusi PTM u ABLL nmo3Bosisier cuutaTh NMpuMeHEeHUe

atux npenaparos npu KOMBM Becbma repCcrieKTUBHBIM € TOUKHU
3peHus u 3¢ GEeKTUBHOCTH, U Oe3omacHOCTU. B nepByio ouepenb
a1o KacaeTcs ABLI, Tak Kak JaHHBIX O OJIOKa/le KOCTUMYJISILIUN
T-numponuros npu FOMBM HenocraTtouno [28—30].

Haine nccienoBanme nmesno psi orpaHUUEHUI: pETPOCTIeK-
TUBHBIN XapaKTep, CYIIECTBEHHAsI TeTEPOTCeHHOCTD MMAallUeHTOB,
ocobeHHo B rpyniie OM, CKpoMHBIE BO3MOXKHOCTU MCCIICIOBAHUS
MaHeJM ayTOAHTUTE U B OOJIBIIMHCTBE ClIyyaeB 3aro3aaaoe mo-
MajJaHKe MalMeHTOB B MoJie 3peHus peBMartosiora. Bmecre ¢ Tem
TeTepPOreHHOCTD MTAIIMEHTOB OTPpaXkaeT pealbHOe (PeHOTUITMIESCKOE
paszHoobpazue MBM B kiiuHuueckoii npakruke. C ydeTom 3HaYu-
TEJIBLHOTO MPOrpecca B IMarHOCTUKE U TePaIliK 3TOM TPYIIITHI 3a-
OosieBaHUI HeoOXxoaMMa OoJbIliasi UHOOPMUPOBAHHOCTH TEIM-
aTPOB U CEMEUHBIX Bpayeli O JaHHOU HO30JIOTMU, YTO MOXKET Cy-
LLIECTBEHHO COKPATUTb ITyTh 10 BEpU(MUKALIMU IMarHo3a 1 Hayajia
aJIEKBAaTHOM Tepanuu.

3akmouenue. B HacTosieit paboTe, Kak U B IPYTUX UCCIIe-
noBaHusx, FOIIM sBisiicst Hambosee 9acTbiM heHoTrIoM KOVIBM.
Hnsa FOAM xapakTepHbI 0oJiee paHHMI BO3pacT Ae0roTa, Mmo-
SIBJICHME KOXKHOTO CUHIPOMA, TIPEAIIEeCTBYIONIEE Pa3BUTUIO MUO-
MaTUM, TUMMYHbIE KaMWILISIpOCKONMUYecKue usmeHeHus. Ilpu
OTCPOYCHHOI TMarHOCTUKE OTHOCUTEIHHO YaCTO OTCYTCTBOBAJIO
TMOBBIIICHNE YPOBHS (hePMEHTOB MBIIIEYHOTO MTOBPEXKICHUS, 1
CYILIECTBEHHYIO TIOMOIIb B BepU(UKALIMN TUArHO3a OKa3bIBaIU
MHCTPYMEHTaIbHbIE METOIBI 00CIeI0BaHMs. BoisiBIeHe mopa-
JKEHMSI JIETKUX 0oJiee yeM y yeTBepTu naueHToB ¢ KOMBM cBu-
JIETEIbCTBYET O HEOOXOAMMOCTU 00513aTeJIbHOTO BBITIOJHEHUS
MCKT opraHoB nipu 3ToM 3a00JI€BaHUM.

CriexTp TipernapaToB, UCITOIb3YeMbIX HAMU U IPYTUMU WC-
cJeIoBaTeNISIMU, B LIEJIOM He paznudaeTcs. [1oydeHHbIe pe3yib-
TaThl MMOATBEPKAAIOT BHICOKYIO 3 (MEKTUBHOCTD U MPUEMIIEMbIiA
npoduib 6e3onacHoctu Tepanuu MBIy nereit c KOUBM npu
YCJIOBUU TIIATEJIbBHOTO MOHUTOPUHIA €€ MEPEHOCUMOCTH; MPU
HaJIMYUY TPOTHOCTUYECKU HEOIaronpusiTHBIX (haKTOPOB JT0JKHA
paccMmaTtpuBaThesl BO3MOXHOCTh HazHaueHus: [ MBI Ha panHux
cpoKax 3a00JIeBaHMS.
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