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O6ocHoBaHue. Co4eTaHNe CUCTEMHON CKIEPOAEPMUN U CUCTEMHON KPACHOM BOJIHaHKM ONUCaHO B iMTepatype 4oCTaToOq4HO
rnoapo6Ho. lNepeKpecT N0KaaM30BaHHbIX GOPM CKIEPOAEPMUN U ANCKOMAHON KPAacHOM BOJIYaHKMU Y AE€TEN ONMcaH B €ANHNY-
HbIX KIMHUYECKMX HabogeHUsiX. OnucaHue KJIMHUYecKoro cayyas. [lpefctaBieH peAKui KIMHUYECKMI cayqain overlap-
CUHAPOMa, MPOAEMOHCTPMPOBAaHbI Pe3y/bTaTbl MeANKaMEHTO3HON Teparnuu, O0CBeLLaloTcs BONpocChl AnpoepeHLmnanbHom
ANarHOCTUKM M naToreHeTM4eCcKMe 0CO6EHHOCTH NaToaorum. 3aKkaoyeHme. [JuarHocTmka overlap-cMHAPOMOB npescTaBaseT
3HauuTeNIbHble TPYAHOCTH. HecBoeBpeMeHHas BepUpUKaLuusi AuarHo3a npuBOANT K Ha3HaYeHUI0 MaiodpdeKTMBHON Tepa-
nun. B pe3ynbtaTte pa3BuBalOTCS CTOMKME QYHKLMOHAbHbIE U KOCMETMYECKME AEPEKTbI KOXM, OKa3bIBakLMe HeraTmBHoOe
B/IMSIHME Ha KAYeCTBO JKM3HM NaLyNeHTOB.

KnroyeBble cnoBa: KIMHUYECKNI Cllydal, overlap-cuHAPOM, J10KaiM30BaHHas CKAepoAepMus, AMCKouaHas KpacHas BOJI-
YaHKa, LUMTOKMHbI
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OBOCHOBAHME

Overlap-cMHOPOM — peaKoe KIMHUYECKOE COCTOsIHME,
npU KOTOPOM Y OAHOro nauMeHTa OAHOBPEMEHHO Habsto-
[aloTcs NpU3Haku AByX U 6onee AMdPy3HbIx 3aboneBaHUn
COELMHUTENbHOM TKaHU, NPUYEM KaxKaoe U3 HWUX AUarHoCTu-
YeCKM NpeacTaBieHo He MOMHOCTbIO, HO C HalM4YMEM CreLm-
GUYECKMX KNMHUYECKMX, UMMYHONIOrMYECKUX MK Mopdono-

KOXHble 3ab0neBaHNs y AeTen cocTaBnsaloT MeHee 2% oOT
BCeX cny4yaeB 60ne3Hen Koxu [1]. MNpu aToM onucaHbl eam-
HUYHbIE CNy4yan co4YeTaHUs NOKalIM30BaHHOM CKiepoaep-
MuK (morphea en coup de sabre) 1 AMCKOMOHON KpPaCHOM
BonyaHkn (AKB) [1, 2]. lNpeactaBneHHOE HUXKe Habno-
[leHWe pefkoro BapuaHTa overlap-cuHapoma y peGeHKa
No3BOJIIET paccMaTpuBaTbh 3ab60NeBaHNE KaK YHUKaNbHYIO

rMYecKunx nposisiieHun [1]. NepeKpecTHble ayTOMMMYHHbIe Mofeslb NePEKPECTHbIX MEXAHM3MOB MOPaXKeHUs CoeanHU-
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Background. The combination of systemic scleroderma and systemic lupus erythematosus is described sufficiently detailed in the
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TeNbHOW TKaHW B IETCKOM BO3pacTe, CBA3aHHbIX C y4acTUeM
B Pa3BUTUKN KOXHOIO ayTOMMMYHHOrO BOcnaneHuns n ¢puépo-
3a 06WMX LMTOKMHOBbLIX KacKafoB — WHTepnenkuHa (IL) 6,
IL-17 [3-5]. OTMevaeTcs TakkKe ponb TpaHchOopMUpyowWwero
dakTopa pocta 6eta (TGF-B) [6-8].

KNUHUYECKHUHA NPUMEP

O nauueHTe

Manbumk N., BO3pacT 9 neT, NocTynuna B oTaeNeHne aep-
Martonormn wn annepronormn HUW petckom gepmatonoruu
HMWL, 3gopoBbst aeten (MockBa) ¢ anobaMu Ha pacnpo-
CTpaHeHHble BbICbINaHUA, CyGbEKTUBHO He 6GecrnoKosime.

AHamMHe3 60s1e3HHU. Pogntenamu naumeHTa 6bi10 co00-
LLIeHO, YTO NepBble BbiCbiNaHWA MOABMAUCL OKONo 2,5 neT
Has3ag. O6palan1cb K 4epMatosiory no MecTy WUTelbCTBa,
YyCTaHOBNEH AMarHo3: «Annepruyeckui aepmatut. Cnycts
4 mec pebeHOoK Oblal MOBTOPHO KOHCY/ILTUPOBAH AepmaTo-
IOroM, BbICT@BfieH AMarHo3: «J/1oKkanu3oBaHHas CKepo-
aepmus». B nocnepayollem naumMeHT Habaogancs no Mecry
XUTENbCTBA C NEPUOANYHOCTBIO OOMH pa3 B 6 Mec — 6e3
IWHaAMMKK. [TauMeHT NPUMEHSNT MECTHO Ma3b AEMPOTEUHU-
3MPOBAHHOIO Avanu3arta M3 KPOBWU 3[40POBbIX MONOYHbIX
TenaT, CTaHAapPTU3MPOBAHHOIO XMMMWYECKM U BUonoruvye-
CKWU, — 6€e3 BblpaxKeHHOW NONIOXUTENbHON AUHAMUKMU.

AHaMHe3 Xun3Hu. 6e3 ocobeHHoCcTeN.

CemeHHbIN aHaMHe3. HacneiCcTBEHHOCTb MO ayTOWMM-
MYHHbIM 3ab60neBaHWAM POACTBa He oTArouieHa (He oTme-
YeHbl Y POACTBEHHWKOB NEPBOM M BTOPOM CTENEHWU POACTBA).

®dusuKanbHaa JUarHocTuka

Mpy nepBUMYHOM OCMOTpe obliee COCTOSHWE YAOBNET-
BOPUTENbLHOE, MO OCHOBHOMY 3abGoneBaHWUI0 — TSMXKeNoe.
Temnepatypa Tena, nynabc, 4acToTa AbIXxaTe/bHbIX ABUKEHWN
M Macco-poCTOBble MOKa3aTeNu MauueHTa COOTBETCTBYIOT
BapuaHTy HOpMbI. [1aToNOrMmM Cco CTOPOHbI OCHOBHbIX Opra-
HOB M CUCTEM He BbISIB/IEHO.

KOXHbI NaTOIOrMYECKMI MPOLLECC HOCUA OrpaHUyeH-
HblI, aCUMMETPUYHbIN XapaKTep, 6bl/1 NpeAcTaBleH o4aramu
aTpPOPUU MATKMX TKAHEN U MATHAMW 3aCTOMHO-CUHIOWHOMO
OTTEHKA, OKPYXXEHHbIMWU GUONETOBLIM BEHYMKOM, Ha KOXe
npaBon 1 JIEBOW MOJIOBUH UL, @ TaKXXe B BUCOYHOM obna-
CTU. Ha Koxe B 3ayLIHON 061acTu crieBa CBEXMUIM 61ECTALLNN
oyar ¢ ®uoneToBbiIM BEHYMKOM. Ha Koxe nuua Habnwoga-
JIMCb €IMHUYHbIE Many/bl PO30BOro LBETa ANAaMETPOM OKO/0
0,5 cMm. B n06HO-TEMEHHOWM 06/1aCTM MMeESCcs MOAKOBOOOpa3-
HbIK o4ar atpodun C BblipaXKEHHbIM 3anageHueM Mno nepu-
depun. Koxka B ovare 61egHas, MOpLMHUCTAs, HaNnomM1MHana
CMSATYIO NanuMpocHyto ymary (puc. 1).

JlaGopaTopHble U UHCTPYMEHTa/IbHble

uccnepoBaHusa

KAMHMYECKMN 1 BUOXMMMYECKMI aHann3 KpoBu: 6e3
naTonoruu.

Y3W 6ptollHOM MONOCTH, LWMTOBUAHOW Kenesbl, Nnovyek
1 MOY€BOro My3bIps: NaTONOMMKN HE BbISIBIEHO.

KomnbloTepHasi ToMorpadusi opraHoB rPyaHON KNETKM:
OCTPbIX 04aroBbIX U MHPUABTPATUBHbLIX USMEHEHUI B Oopra-
Hax rPyAHOM NOMOCTU HEe BbISIBAEHO.

Mpuxn3HeHHOe Mopdonornyeckoe natonoroaHatoMuye-
CKOe uccnepoBaHune 6uonTaTa, NoayYeHHOro U3 MHAypaTuB-
HOro o4ara: NaToNorM4yecKMe M3MeHeHMss COOTBETCTBYIOT ANC-
KOM[HOW BONYaHKE, PEKOMEHAOBAHO KIIMHUYECKU UCKTIOUYNUTD
CMeLLaHHbIV XapaKTep CUCTEMHOIO MOPaXKEHUS COEANHUTENb-
HOWM TKaHM (mixt connective tissue disease) (puc. 2).

MpepBapUTenbHbIA AUArHo3
Jlokanu3oBaHHaa CKAepoaepMus, nporpeccupytoLas
cTaaus, TaXKenoe Te4yeHue.

Puc. 1. NaumneHT N., Bo3pacT 9 nert, ¢ agnarHo3om: «Overlap-
CUHAPOM (NOKaNM30BaHHasA CKNEPOAEPMUS + AUCKOMAHAA KpacHas
BOMIY@HKa), CTaaus nHaypauum»

Fig. 1. Patient N., 9 years old, with diagnosis of “Overlap syndrome
(localized scleroderma and discoid lupus erythematosus),
induration stage”

UcTtouHuK: Apxus HUU petckon aepmatonornv HMWL, 3gqopoBbs
neten, 2025.

Source: Archive of the Research Institute of Pediatric Dermatology
of National Medical Research Center of Children’s Health, 2025.

AnHamMmuKa u ucxopbl

Ha ocHoBaHWK AaHHbIX GU3MKaNbHON ANArHOCTUKM, KIK-
HUYECKMX, NabopaTopHbIX U MOPGONOrMYECKUX UCCNeloBa-
HWN yCTaHOBMEH AuarHo3: «Overlap-cuapom (gMCKoMaHas
KpacHasi BoN4YaHKa + IoKann3oBaHHas CKNepoaepMus), KOX-
Hasd dopma, XPOHMYECKOEe TeyeHne, aKkTUuBHaa craaus, dasa
MHAypaumu, oyaroBas atpodus». B aTon cBS3U B CTaLMOHa-
pe Ha3Ha4yeHo neyvyeHue, HalLeNeHHOe Ha npeaoTBpalleHue
HOBbIX BbICbINaHUM M WX perpecc. B KadvecTBe npenapata
Bbl6Opa Obll Ha3Ha4YeH METOTPeKcaT B [03MPoBKe 7,5 mr
(M3 pacyeTa 11 Mr/m2 niowaan NoBepxHocTH Tena) 1 pas
B 7 cyT. Hapy)kHasa Tepanus BKIo4ana B cebs TONUYeckue
ITIIOKOKOPTUKOMABI U MHITMOUTOPBLI KanbunHeBpuHa. OfHaKo
no MNpPUYMHE HEAOCTAaTOYHOro TepaneBTUYEecKoro addekTa
npu MOBTOPHOM rocnuTanu3aumnn LONOSHUTENbHO K METO-
TpeKcaTty 6bl1 Ha3Ha4YeH MEeTUANPEAHM30/0H B A03UMPOBKE
0,5 Mr/Kr/cyt B TeyeHne 2 Mec C MNOCTENeHHOW OTMEHOM
npenapara. B pe3ynsrate npoBeAeHHOM Tepanun y nauneHTa
OTMEYEHO YMEeHbLIEHWE BblPaXeHHOCTU 3pUTEMbI U UHOWIb-
Tpauuun B ovarax KB, npousowna crabunnsauusi o4yaros
CK/IIEPOAEPMUUN: HOBblE O4arM He MOSABMASNNCL, CTapble He
yBENNYMBANUCL MO MNowaan. TakkKe yMeHblnnacb akTUB-
HOCTb O4aroB Nopa*keHWs, Bbipa3uBLUAsaCca B perpecce nepu-
$OoKanbHOro po30BO-hMONETOBOrO BEHUYUKA (pUC. 3).

MporHo3s

Mpy NpoaoIKEHUM HA3HAYEHHOW Tepanuu — MPOrHo3
6/1aronpUATHbIN, OXXWAAETCHA JOCTUKEHNE CTOMKON KITMHUYE-
CKOWM pEMUCCUMU.

BpemeHHas WwKana

XpoHO/IOrMs pa3BUTUS, KOYeBble COObITUS GONEe3Hu
¥ NporHos ang nauueHta N. ¢ anarHo3om: «Overlap-cuHapom
(noKanuM3oBaHHas CKIepoaepMus + [OWCKOMAHas KpacHas
BO/MIYaHKa)» npefcTaBfieHbl Ha puc. 4.

OBCYXAEHME

Overlap-cvHAPOM, CoYeTaloWnin TOKaIM30BaHHYO CKie-
pogepmuio u KB, moxeT Bbi3BaTb crnefylolive 3aTpya-
HeHus B AnddepeHumanbHOM AuMarHocTuke. Bo-nepBbliX,
3T NaTO/IOfMM CNOCOOGHbI BblparKaTtbCa UCKIOYUTENb-
HO OrpaHWYeHHbIMW (04aroBbIMM) U3MEHEHUSIMM, YTO He
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Clinical Observation

KnuHuyeckoe HaGnopeHue

Puc. 2. Mopdonorunyeckoe nccnegosaHne 6uontata Koxu (A) ¢ yHacTKOM NMOAKOXKHOM KMPOBOW KnetyaTku (B) nauneHTa N. ¢ AMarHo3om:
«Overlap-cMHAPOM (NOKanM30BaHHas CKIepoAepPMUs + AUCKOMAHAS KpacHas BonYaHKa), CTaans vHaypauumn»

Fig. 2. Morphological examination of skin biopsy material (A) with subcutaneous fat (B) of patient N. with diagnosis of “Overlap syndrome
(localized scleroderma and discoid lupus erythematosus), induration stage”

lMpumeyaHne. A — anuaepmMuc atpoduyeH, ero cnou anddepeHLMpoBaHbl, HEGONbLLOW PbIXbIA KepaTo3 ¢ GOPMUPOBAHWEM POrOBbIX MPOGOK
B YCTbsAX GONNMKYNOB; BOKPYr COCYA0B MNOBEPXHOCTHOMO CMIETEHUS U NEPUAAHEKCaNbHO (BOKPYr BOMOCSAHbLIX GONIUKYNOB U MOTOBLIX XKeNe3) NI0THbIE
MydTOO6pa3Hble NMMdOrucTMoLMTapHble MHGUNLTPaThl (6enas ctpenka); b — B oTAeNnbHbIX cpe3ax BocnanuTeNbHbI MHPUALTPAT pacrnpocTpaHaeTcs
B MOAKOXHYIO MPOBYKO KNETYATKY; B MyBGOKMX OTAENax AEPMbl MEXAY KOAnareHOBbIMW BOMOKHaMW OOHAapYKMBAIOTCS OTIONKEHUS aMOPPHbIX
6a300hU1NbHO OKpaLLEHHbIX Macc (6enas cTpenka). Mecto B3aTua 6uonTtata — MHAypaTUBHbIN o4ar. OKpacka — reMaToKCUIMH-303MH. YB. X100.
McTouHuK: Kynukos K.A., KatyHuHa O.P, 2025.

Note. A — epidermis is atrophic, its layers are differentiated, small loose keratosis with formation of keratic plugs in the follicles’ openings;
cuff lymphohysteocytic infiltrates around the superficial plexus vessels and around hair follicles and sweat glands (white arrow);
b — inflammatory infiltrate spreads to the subcutaneous fat in several cuts; amorphous basophilic colored masses deposits (white arrow) can
be revealed in deep parts of the dermis between collagen fibers. The place where the biopsy sample was taken presents indurative focus.

Staining — hematoxylin-eosin, phf X100.
Source: Kulikov K.A., Katunina O.R., 2025.

Puc. 3. NauuneHT N., Bo3pacT

9 ner, ¢ guarHo3om: «Overlap-
CUHAPOM (TOKann3oBaHHas
cKepoaepmus +

OMCKOMAHas KpacHas

BO/MYaHKa)» Ha doHe Tepanuu
CUCTEMHBIMU U TOMUYECKUMM
rMIOKOKOPTUKOMAAMU B COHETAHNM
C METOTpeKcaToMm

Fig. 3. Patient N., 9 years old, with
diagnosis of “Overlap syndrome
(localized scleroderma and
discoid lupus erythematosus)”

on treatment with systemic

and topical glucocorticoids in
combination with methotrexate

UcTouHuK: ApxuB HUW petcKom
nepmatonorun HMWL, 3gopoBbs
netew, 2025.

Source: Archive of the Research
Institute of Pediatric Dermatology
of National Medical Research
Center of Children’s Health, 2025.

ABNSETCA TUMUYHLIM ANS
ayTOMMMYHHOIO  npoLec-
ca [1, 4]. Bo-BTopbiX, KB
W NOKanuM3oBaHHas CKIepo-
nepmus, ocobeHHo B dase
MHAOypauun u pybLeBaHus,
XapaKTePMU3YIOTCA CXOXM-
MW  KIUHUYECKUMU NpPHU-
3HaKaMuM — 3pUTEMATOS-
Hble o4arn ¢ GMONEeToBbIM
BEHYMKOM, aTpOdUA KOXKMH,
rMno- W runepnurmeHTa-
LmMs, TefleaHrmakTasuun. 3T1o
Hepeako NpMBOAMT K Auar-
HOCTUKE WUCKIIOYUTENBHO
O4HOM HO30/M0TMKU, OCO-
6eHHO Ha amO6ynaTopHOM
aTane HabnmopeHus [3, 9.
[uctonornyeckoe onucaxHve
KOXHOro npouecca TaKxe
MOXEeT [AeMOHCTpUpoBaTb
3/IEMEHTbI 06enX NaTonornm
OAHOBPEMEHHO, 4YTO YCH-
IBaET [AMArHOCTUMYECKYIO
aunemmy. Hanpumep, Hanu-
4Yne NNoTHoro mypToobpas-
HOro numdorucTmouuTap-
HOrO WHbUALTPaTa BOKPYr
NPUMAATKOB KOXMW, aTpo-
dbun anugepmnca u poro-
BbIX MPOGOK B ONIMKyNnax
(xapakTepHbix ana  [AKB)
Hapsgy C BblpaXKeHHbIM
OT/IOXKEHMEM aMopdHOro
KonnareHa u rny6okum gep-
ManbHbIM GUOPO30M (CBOK-

CTBEHHbIM JIOKa/IM30BaHHOW CK/IEPOAEPMUU) CO3[aeT MOp-
donornyeckyto 3oHy nepekpbitva [1, 5, 9]. B aTnx ycnoBusx
HeobxoAMMa noaTtanHas gudbdepeHunanbHas avarHocTMKa
C UCKNIOYEHUEM APYrMX AEePMaTO30B: KOXHbIX MPOSBAEHUM
CUCTEMHOW KpacHOM BOMYaHKM, XPOHWYECKOr0o paAnaLMoH-
HOro JepmaTtuTa, KpacHOro niocKoro nuias v atpodoaep-
MUK, JONoNHUTENbHbIE 3aTPyAHEHUS BO3HUKAIOT B Ciy4asx,
Korga 6MOncus BbiNOSIHEHA B MO3JHEN CTaAMU KaxKAoro us
onucaHHblX 3a6oneBaHnt — nNpu yxxe cbopmmpoBaBLLEMCS
pybLe, Koraa BoCnanuTeNbHbIM KOMMOHEHT MUHUManeH [3].
LleHHbIM KAMHWKO-MOPGONOrMYECKUM OPUEHTUPOM SABASET-
cs Mojenb, onucaHHaa C. Magro u Z. Schwartz (2020). B ux
paboTe Obl1 MpeAcTaBfeH ciyvyan overlap-cuHapoma, pea-
nnaylolerocs B npejenax o4HOro o4ara ¢ OAHOBPEMEHHbLIM
NPUCYTCTBMEM NPU3HAKOB CKiepoaepmuyeckon dopmbl KB
M BONYAHOYHOIO NaHHWKyNUTa. ABTOPbI NOAYEPKMBALOT, YTO
Takve GopMbl NpeacTaBAsoT CO60M He NPOCTO CoBMageHue
AByX 3aboneBaHWi, a nocnefoBaTebHOE KIMHUKO-NaTore-
HeTU4YecKoe pas3BuTME ayTOMMMYHHOIO KOXXHOro rnpouecca.
B aTom cnydae BocnaneHue u ¢nbpo3 pa3suBatoTca napan-
NenbHO M B3aWMHO yCUMNMBaloT apyr apyra [1]. 310 TpebyeT
pacWMUpeHns ANarHOCTUYECKOro MbIWAEHWS Yy AepmMaTosno-
roB U NeanaTpoB, NpoBeAeHUs aHann3a MopdONOrnYecKmX,
UMMYHOTMCTOXMMMUYECKUX W CEPOSIOTMYECKUX KPUTEPUEB
B COBOKYMHOCTW, @ TaKXXe BeAeHWs nauueHTa ¢ no3uuuu
[MHAMUYECKOrO0 CUHAPOMANIbHOrO HabNloLeHUs, a He U30-
IMPOBaHHON HO30/10MMYECKOWM MOAENMN.

MposiBnenns [OKB ¥ nokanu3aoBaHHOM CKAepoaepMuu
B cocTaBe overlap-cvHApoMa 06bSCHSIOTCS O6LWMMK naTore-
HETUYECKMMHU MexaHM3MaMu 3TUx 3aboneBaHui, 06YCNOB-
NIeHHbIMU Tunepnpogykumen IL-6, IL-17 u TGF-B [10-12].
MocnenHWe JENCTBYIOT KaK NepeKpecTHble MeanaTopbl Bocna-
nexust n dnbposa [13]. IL-6 ycunmBaeT BbipabOTKy NpoBocna-
NUTENbHbIX 6€/TKOB B KepaTuHouuTtax n ¢ubpobnactax [13, 14],
CTUMYNUPYET aKcnpeccuto Monekyn aaresunv (VCAM-1, ICAM-1)
Ha KNeTKax aHgoTenusa u Koxu [13, 15]. B npucyrcreum TGF-3



Puc. 4. MaumneHT N.: XpOHON0rns pa3Butusa 601e3HU, KITtoYeBble COObITUS U MPOrHO3

Fig. 4. Patient N.: disease course, key events, and prognosis

MosiBNeHne nepBbIX 04aros.
YcTaHOBNEH AnarHos:
«Annepruyeckui nepmatur»

focnutanusauna B HMULL 3nopoBbsa aeten,
NoCTaHOBKa OKOHYaTeNbHOro AMarHo3a, Ha3dHavyeHue
CUCTEMHOW NPOTUBOBOCNANUTENBHON TEpanuu

MaHudecTauma 3a6oneBaHus

4 mec

Cnycts 2,5 roaa Cnycta 3 roga

IL-6 cnocobetByeT co3peBaHuio Thl7-knetok [14], KoTopble
npv KB ycunmBatoT XpOHUYECKOE BOCMaNeHNe, NOBPEXAEHUIO
6aszanbHOM Mem6paHbl [15], npu NOKanM30BaHHOW CKIEPO-
JEPMUM — y4acTBYIOT B GOPMMPOBAHUKM Ha4vanbHOro BOCMa-
NIUTENbHOro UHbUNLTPaTa K 3anyckatT ¢puopoa [14]. NMommumo
atoro, IL-17 HapywaeT LenoCTHOCTb annaepmanbHo-agepmalib-
HOro COeANHEHMS, CNOCOBCTBYS anonTo3dy KepaTMHOLMTOB [16],
XapaKTepHOMY 15 runepkepaTosa, atpodum U pybueBaHUs
npu OKB, a Takke Ong aHanornyHbIX U3MEHEHMI NPU JIOKa-
JIM30BaHHOW CKinepoaepmun [4]. YBenuyeHue noj LencTBUeEM
IL-17 npoayKuMu OKcuaa a3oTa KIeTKaMu 3HAoTeNnnst 060CT-
pPSET XPOHUYECKYIO UWEMUIO B O4arax noparkeHus 1 npuBoauT
K TPODUYECKUM U3MeHeHUam [17]. TGF-B ctumynupyeT TpaHc-
dopmaumto dGnbpob1acToB B aKTUBHbIE MUODMOPOGNACTHI,
KoTopble npoayuupytoT konnareH |, Il u GubpoHEKTUH [6].
Bmecte ¢ TeM, TGF-B uHrMbupyeT paspylleHne BHEKNETOY-
HOro MaTtpuKca, MoAaBNsAd 3KCMPECCUIO MeTaonpoTenHas
(MMP-1, MMP-3), a TaKKe aKTUBUPYET TKAHEBbIE MHITMOUTOPbI
metannonporenHas (TIMP-1). TGF-B ctumynupyer nponude-
paumio NEPULMUTOB U CY)KEHME KanuansipHOro pycna, MOXeT
WMHAYLMPOBATb anonTo3 anuMaepMalibHbIX KNETOK, YTO ABASETCA
BaXKHbIM NaTOreHeTM4eCKMM 3BeHOM Kak KB, Tak 1 nokanuso-
BaHHOW cknepoaepmuu [4, 9, 18].

Tepanua MeToTpeKcaToM MNpu ayTOMMMYHHbIX 3abosieBa-
HUSX HanpaBfieHa Ha CHUXeHWe NPOAYKLMW NPoBOCNanuUTeNb-
HbIX LIMTOKMHOB, BK/tOYasa IL-6 u daKTop HEeKpo3a Onyxonu
anbda (TNF-a), u nogaBneHne aktMBHoCcTM T- u B-kneTok.
Kpome Toro, mMeToTpekcaT Cnoco6CTBYeT BOCCTAHOBJ/IEHMIO
UMMYHHOW TONEPaHTHOCTHU, GIOKMPYS ayTOMMMYHHYIO peak-
LIMI0, IeXKalllyto B OCHOBE BOcnanuntenbHo-GMbpo3HOro Kacka-
fna. Ero npumeHeHne no3BONsET CTabuaM3anpoBaTb TeYEHME
60/1e3HKU, 3ameInTb nporpeccupoBaHne Gubposa n yMeHb-
WNTb BOCMANUTENbHbIM KOMMNOHEHT Kak npu KB, Tak 1 npu
JIOKannM30BaHHOM cknepoaepmumn [8—18]. [NIOKOKOPTUKOUDI,
B YaCTHOCTW METUNNPEAHU3OSIOH, 3aHUMalOT BarKHOe MeCTO
B Tepanuu BOCNannuTenbHO-aKTUBHbIX KOXHbIX ayTOMMMYHHbIX
npoueccos. MNpu KB metunnpeaH1M3on0oH nogaBaseT AMmoo-
LUMTapHYt0 MHPUABTPALIMIO, CHUXAET 3KCNPECCUI0 NpoBocna-
JINTENbHBIX UMTOKMHOB (IL-6, IL-18, TNF-a) U ctabunuaunpyet
6azanbHylo Mem6paHy, npegoTBpallas anonTto3 KepaTuHO-
LUMTOB M nocnepytollee pyoueBaHue [5, 9, 18]. Mpu nokanu-
30BaHHOM CK/IEPOAEPMUN METUINPEAHU30/IOH IDPEKTUBEH
Ha paHHen cTaguMu MHAypauuu: OH CHWXKaeT BocnajuTesb-
HY0 @KTUBHOCTb, TOPMO3UT TpaHchopmaumnio ¢rbpobnactos
B Mnodubpobnactbl U Cnocob6CTBYEeT 06paTHOMY Pa3BUTUIO
$UOPO3HbIX U3MEHeHNM [3, 4]. B ycnosusx overlap-cuHapoma,
Korga BocnaneHuwe n ¢Gubpo3 pas3BMBAaIOTCA OAHOBPEMEH-

YcTaHOBNEH AMarHos: MoBTOpHas rocnuTanMsauns Cwm. MporHos
«JToKanMsoBaHHas CKIEPOAEPMUS». B HMWL, 3a0poBbs aeten,
HepoctaTtouHbI KIMHUYECKUI AMHaMuyecKoe HabntoaeHve,
abdEKT OT Ha3Ha4YeHHON Tepanuu cTabunmMsaums KOXKHOro npouecca
HO, UCMO/NIb30BaHWE METUNINPeaHU30/I0Ha — KaK B Buae

HapyXHbIX GopM (MeTunnpenHu3onoHa auenoHat 0,1%), Tak
N CUCTEMHO NPU TAXKENOM TeYEeHUU — no3sonset aGdeKTUB-
HO NOfaBWTb aKTMBHOCTb Th17-accoumMmMpoBaHHOIo KacKkaja,
onocpefoBaHHoro IL-6 u IL-17, n TeM cambiM NpefoTBpaTUTb
nepexoa ovara B atpoduyeckyto dasy [4, 19, 20].

3AK/TIOMEHUE

MpencTtaBneHHbI KIMHUYECKWUI Clydal MoA4YepKUBaeT
BaXXHOCTb PaHHEro BbIiBAEHUS overlap-cMHAPOMOB y AeTen
N HeobXoaAMMOCTb ANIUTENbHOro HabnwaeHus B AMHAMMU-
Ke. KOMOGMHMPOBaHHbIM MNOAXO4, BKAOYAOWMK CUCTEMHYIO
W MECTHyl0 Tepanuto, No3BOJSIAET CAEPKMBaATb MPOrpPeccu-
poBaHWe natonoruv. [aHHbli NauWMeHT HyXJaeTcs B MNpo-
[IONIKEHWUN TEPANWK, COLMabHOM NOAAEPKKE U HABNIOAEHUM
B YCIOBUSIX CMELManM3nPOBaHHON KIMHUKN.

UWHOOPMUPOBAHHOE COIJIACUE

lMony4yeHO NUCbMEHHOe MHPOPMUPOBAHHOE cornacue
3aKOHHOIo NpeactaBuTens (poauTens) NnauneHta Ha nyonu-
Kauuio ero u3obparkeHun, B TOM Yucie nuua, B MeauumH-
CKOM XypHane, BKJOYas ero 3/IeKTPOHHY0 Bepcuto (aata
noanucanus: 04.07.2025).

INFORMED CONSENT

Patient’s legal representative (parent) has signed written
informed voluntary consent on the publication patient’'s
photos (face included) in medical journal (electronic version
included) (signed on 04.07.2025).

UCTOYHUK ®UHAHCUPOBAHUSA
OTcyTCcTBYET.

FINANCING SOURCE
Not specified.

PACKPBITUE UHTEPECOB

H.H. MypawKuH — nonyyeHue wuccnenoBaTebCKUx
rpaHToB OT papmMaLeBTMYECKMX KoMMaHuh Jansen, Eli Lilly,
Novartis. lNony4yeHne roHopapoB 3a Hay4HOE KOHCY/IbTUPOBa-
HWe oT KoMnaHwui Galderna, Pierre Fabre, Bayer, Leopharma,
Pfizer, AbbVie, Amryt Pharma, Celgene, Mdlnlycke Health
Care AB, 000 «3enauc-Papman.

JI.LA. ONpATUH — Moly4eHne roHOPapoB 3a HayYHOE KOH-
cynbTMpoBaHue ot komnanum Eli Lilly, Jansen.

A.N. MaTtepukuH, P.B. EnuwieB — nosnyyeHue wuccne-
[l0BaTeNbCKUX TPaHTOB OT dapMaueBTUHECKUX KOMMNaHWn

CURRENT PEDIATRICS /2025 / V.24 /N 4

BOMPOCbI COBPEMEHHOW MEAUATPUM / 2025 / TOM 24 / N 4



E Clinical Observation

KnuHunyeckKoe Ha6noaeHue

Eli Lilly, Novartis, AbbVie, Amryt Pharma, Jansen, Pfizer,
Celgene. lMNony4yeHne roHopapoB 3a Hay4HOE KOHCYNbTUPOBa-
HuWe oT KoMnaHun Molnlycke Health Care AB.

OcTanbHble aBTOpbl CTaTbW MNOATBEPAMIN OTCYTCTBUE
KOH®bNUKTa MHTEPECOB, O KOTOPOM HEOBXOAMMO COOBLUUTD.

DISCLOSURE OF INTEREST

Nikolay N. Murashkin — receiving research grants from
pharmaceutical companies Jansen, Eli Lilly, Novartis. Receiving
fees for scientific counseling from companies Galderna,
Pierre Fabre, Bayer, Leopharma, Pfizer, AbbVie, Amryt Pharma,
Celgene, Mdolnlycke Health Care AB, Zeldis Pharma.

Leonid A. Opryatin — receiving fees for scientific
counseling from companies Eli Lilly, Jansen.

Alexandr |. Materikin, Roman V. Epishev — receiving
research grants from pharmaceutical companies Eli Lilly,
Novartis, AbbVie, Amryt Pharma, Jansen, Pfizer, Celgene.
Receiving fees for scientific counseling from company
MolInlycke Health Care AB.

Other authors confirmed the absence of a reportable
conflict of interests.

BKJIAl ABTOPOB

H.H. MypalwK1UH — agMUHUCTPMUPOBAHME NPOEKTA.

A.U. MaTepuKuUH — paboTa C AaHHbIMW.

91.10. AnblIeBCKUIA — HanncaHWe YepHOBUKa PYKOMUCH.
JI.LA. OnNpATUH — paboTa C AaHHbIMMU.

P.B. EnuwieB — nepecmoTp 1 pefakTupoBaHue PyKONUcH.
M.A. JleoHOBa — nepecmoTp 1 peaakTMpoBaHUe PYKOMUCH.
E.C. MaBnoBa — nepecmoTp 1 peaakTMpoBaHMe PYKOMUCH.
P.A. UBaHOB — MepecMOTp 1 peaaKkTMpoBaHMe PyKOMUCH.
0.P. KatyHuHa — o6ecneyeHne nccnegoBaHus.

K.A. KynnkoB — o6ecrneyeHne uccnegoBaHus.

CIMUCOK JIUTEPATYPbI / REFERENCES

1. Magro CM, Schwartz Z. Intralesional overlap syndrome:
Sclerodermic lupus panniculitis and sclerodermic discoid
lupus erythematosus. JAAD Case Rep. 2020;6(2):146-149.
doi: https://doi.org/10.1016/j.jdcr.2019.12.006

2. Batu ED, Gunalp A, Sahin S, et al. Pediatric mixed connective
tissue disease versus other overlap syndromes: a retrospective
multicenter cohort study. Rheumatol Int. 2023;43(8):1485-1495.
doi: https://doi.org/10.1007 /s00296-023-05300-x

3. Denton CP, Khanna D. Systemic sclerosis. Lancet. 2017;390(10103):
1685-1699. doi: https://doi.org/10.1016,/S0140-6736(17)30933-9
4. Scherlinger M, Guillotin V, Truchetet ME, et al. Systemic lupus
erythematosus and systemic sclerosis: All roads lead to platelets.
Autoimmun Rev. 2018;17(6):625-635. doi: https://doi.org/
10.1016/j.autrev.2018.01.012

5. Sérdy M, Ruzicka T, Kuhn A. Topical calcineurin inhibitors in
cutaneous lupus erythematosus. Arch Dermatol Res. 2009;301(2):
93-98. doi: https://doi.org/10.1007 /s00403-008-0894-6

6. Lu J, Liu Q, Wang L, et al. Increased expression of latent
TGF-B-binding protein 4 affects the fibrotic process in scleroderma
by TGF-B/SMAD signaling. Lab Invest. 2017;97(9):1121.
doi: https://doi.org/10.1038/labinvest.2017.43

7. Man XY, Finnson KW, Baron M, Philip A. CD109, a TGF-fB
co-receptor, attenuates extracellular matrix production in
scleroderma skin fibroblasts. Arthritis Res Ther. 2012;14(3):R144.
doi: https://doi.org/10.1186/ar3877

8. Robinson ES, Werth VP. The role of cytokines in the pathogenesis
of cutaneous lupus erythematosus. Cytokine. 2015;73(2):326—-334.
doi: https://doi.org/10.1016/j.cyt0.2015.01.031

9. Wenzel J. Cutaneous lupus erythematosus: new insights into
pathogenesis and therapeutic strategies. Nat Rev Rheumatol. 2019;
15(9):519-532. doi: https://doi.org/10.1038/s41584-019-0272-0
10. Cardoneanu A, Burlui AM, Macovei LA, et al. Targeting systemic
sclerosis from pathogenic mechanisms to clinical manifestations:
Why IL-6? Biomedicines. 2022;10(2):318. doi: https://doi.org/
10.3390/biomedicines10020318

11. Piroozmand A, Dabbaghmanesh MH, Omrani GR, et al. Serum
interleukin-6 level and its association with pulmonary involvement in

AUTHORS’ CONTRIBUTION

Nikolay N. Murashkin — project administration.
Alexandr I. Materikin — data processing.

Yaroslav Yu. Alshevskiy — manuscript draft writing.
Leonid A. Opryatin — data processing.

Roman V. Epishev — manuscript review and editing.
Mariya A. Leonova — manuscript review and editing.
Ekaterina S. Pavlova — manuscript review and editing.
Roman A. lvanov — manuscript review and editing.
Oksana R. Katunina — study management.

Kirill A. Kulikov — study management.

ORCID

H.H. MypaliKkuH
https://orcid.org/0000-0003-2252-8570
M.A. JleoHoBa
https://orcid.org/0000-0001-5739-0941
JLLA. OnpaTtuH
https://orcid.org/0000-0002-0858-8780
A.1N. MaTepuKkuH
https://orcid.org/0000-0002-6034-8231
P.B. Enuwes
https://orcid.org/0000-0002-4107-4642
P.A. UBaHOB
https://orcid.org/0000-0002-0081-0981
E.C. MaBnoBa
https://orcid.org/0009-0003-5367-3268
A.10. AnblieBCKui
https://orcid.org/0009-0001-9498-8990
K.A. Kynukos
https://orcid.org/0000-0002-1107-8693
0.P. KatyHuHa
https://orcid.org/0000-0003-4773-2842

progressive systemic sclerosis: a case-control study. Clin Mol Allergy.
2023;21(1):7. doi: https://doi.org/10.1186/s12948-023-00188-1
12. Shima Y. Cytokines involved in the pathogenesis of systemic
sclerosis: potential therapeutic targets. Cells. 2021;10(5):1104.
doi: https://doi.org/10.3390/cells10051104

13. Al-Gburi S, Moinzadeh P, Krieg T. Pathophysiology in Systemic
Sclerosis: Current Insights and Future Perspectives. Sclerosis.
2025;3(2):17. doi: https://doi.org/10.3390/sclerosis3020017

14. Bellando-Randone S, Della-Torre E, Balanescu A. The role of
interleukin-17 in the pathogenesis of systemic sclerosis: Pro-fibrotic
or anti-fibrotic? J Scleroderma Relat Disord. 2021;6(3):227-235.
doi: https://doi.org/10.1177/23971983211039421

15. Xing X, Yang J, Yang X, et al. IL-17A induces endothelial
inflammation in systemic sclerosis via the ERK signaling pathway.
PLoS One. 2013;8(12):e85032. doi: https://doi.org/10.1371/
journal.pone.0085032

16. Shima Y. Interleukin-6 in the Pathogenesis of Systemic
Sclerosis. In: Systemic Sclerosis. Takehara K, Fujimoto M,
Kuwana M, eds. Tokyo: Springer; 2016. pp. 103-115.
https://doi.org/10.1007/978-4-431-55708-1_7

17. Huangfu L, Li R, Huang Y, Wang S. The IL-17 family in diseases:
from bench to bedside. Signal Transduct Target Ther. 2023;8(1):402.
doi: https://doi.org/10.1038/s41392-023-01620-3

18. Chasset F, Frances C. Current concepts and future approaches in
the treatment of cutaneous lupus erythematosus: a comprehensive.
Drugs. 2019;79(11):1199-1215. doi: https://doi.org/10.1007/
s40265-019-01151-8

19. Inamo Y, Ochiai T. Successful combination treatment of a patient
with progressive juvenile localized scleroderma (morphea) using
imatinib, corticosteroids, and methotrexate. Pediatr Dermatol.
2013;30(6):e191-e193. doi: https://doi.org/10.1111/
j.1525-1470.2012.01882.x

20. Qayoom S, Rather S, Manzoor S, Sameen F. Evaluation of
corticosteroid and methotrexate therapy in the treatment of
moderate to severe localized scleroderma (morphea) — A 5 year
study in a teaching hospital of North India. Int J Contemp Med Res.
2019;6(5):E1—-EA4. doi: https://doi.org/10.21276/ijcmr.2019.6.5.11



