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Pesiome

JlokanuzoBaHHag cknepogepmus (J/1IC) — XpOHMYeCKoe ayTOMMMYHHOe 3a60neBaHne COeANHUTENbHON TKaHW, XapakTepu3ytLleecs
04aroBbIM GUOHPO30M KOXKM M MOLKOXHbIX TKaHEN. AKTYanbHOCTb Yry6AeHHOTO U3yYeHNUs 3TUONOTMYECKUX (AKTOPOB v NaToreHe-
TUYECKMX MexaHn3MoB pa3suTus JIC onpenensieTcs HeO6XOAMMOCTbBIO BbISIBIEHMS HOBbIX BrioMapkepoB 3aboneBaHuUs, MO3BONS-
IOLLMX OCYLLECTBAST PAHHIOK AMArHOCTMKY M NMPOrHO3MPOBATh TEYEHWE MaToNorMyeckoro npouecca. Ocobblit HayuHbIA MHTEpEC
npeacTaBnseT UCcCnefoBaHMe pPONU FreHEeTUYECKOW NPeapacnoNoXeHHOCTU, GakTOPOB OKpyXatolei cpenbl U MHPEKLMOHHbBIX
areHToB B MHMLMALMU AyTOMMMYHHOIO OTBETA, @ TAKXKe M3y4YeHMe MOJEKyNSpHbIX MEXaHW3MOB aKkTMBaLUuu ¢prbpo3oobpasoBsa-
Hus. CoBpeMEeHHbIe JaHHble CBUAETENbCTBYIOT O CYLLECTBEHHOM KMHWYeCKoM nonumopdusme J1C, 4To CO34aeT 3HAUMTENbHbIE
[IMArHOCTMYeCKne TPYAHOCTU U TpebyeT COBepLIEHCTBOBAHMUS KNacCMPUKALMOHHbBIX NOAXOLO0B. B cTaTthe npeactasneH o63op
COBPEMEHHOM IMTepaTypbl MO 3TMONOTUM, NATOreHe3Y, KIMHUYECKMM (OpMaM JIOKaNM30BaHHOW cknepoaepmuu. PaccmatpuBaeTcs
MynbTUdAKTOpHas Npupoaa 3aboneBaHus, BKIYAOLWAS FreHETUYECKYI0 NpeapacnoNoXeHHOCTb (MonnMopdusmMel reHos HLA-
DRB1*04:04, STAT4, IRF5), Bo3aenicTBune MHdeKUMOHHbIX areHToB (Borrelia burgdorferi, Bupycbl repneca) n BAUSIHUE 3K30reHHbIX
(bakTopoB (MexaHWyeckas TpaBMa, MOHU3UPYIOLLEE U3NyYeHUE, XMMUYECKME BeLLeCTBa). [TaToreHeTMYeCckuii pa3aen oCcBeLaeT Tpu
Knto4eBbix acnekta pa3sutug JIC: ayToMMyHHOe BocnaneHune ¢ npeobnagaHnemM Th2-numMboumnTapHOro oTBeTa M rmneprnpoayk-
umen IL-4, IL-6, IL-13; cocyancTble HapyweHKUs, NposSBASIOLLMECS anONTO30M 3HAOTENMOUMTOB U MUKPOTPOMB0O3aMM; aKTUBALMIO
dunbporeHesa yepes TGF-/Smad-curHanbHbii NyTb C NOCAEAYIOLMM U3BbITOYHBIM OTNIOXKEHMEM KonnareHa | Tuna. B knnHuyeckon
4acTV NpeacTaBfeHa AeTanu3npoBaHHas knaccudumkaums dopm J1IC ¢ onucaHueM Mx AUMAarHOCTUYECKUX KpUTepueB: BasLleyHoH,
JIMHENHOM (BKNKOYas BapuaHT «ynap cabnei), 6ynnesHown, ryboKo, reHepann3oBaHHOM, MAHCKNEPOTUYECKOW U CMeLlaHHOM.
Cknepoatpoduyeckuit nnxeH (CAJT) octaeTcs npeamMeToM OMCKYCCUIA B AePMATONOrMU BBUAY HEOAHO3HAYHOCTU ero knaccubu-
KalMKu 1 natoreHesa. Pe3ynbtaThl CUCTEMATUYECKOTO aHANU3a IMTEPaTypbl CBUAETENbCTBYIOT O CYLLECTBOBAHUM TPEX OCHOBHBbIX
KOHLenuni, obbacHstowmx natoreHes CAJT: Kak CMCTEMHOIO ayTOMMMYHHOMO 3ab60/1€BaHus, TOKaNbHOM GOPMbI CKIepoaepMUM
Unu BapuaHTa bynnesHoro aepmatosa. [okasaHo, YTO UMMYHOTMCTOXMMUYECKME U MONEKYNSPHO-TEHETUYECKMEe MCCNef0BaHus
nocnefHUX NeT BbISBUAM 3HaYMTENbHYO reTeporeHHocTb CAJ1, 4To TpebyeT nepecMoTpa CyLLECTBYOLLMX KnacCudUKaLni.

KnioueBble cnoBa: 10Kann30BaHHas CKiepoAepMus, OrpaHUYeHHas ckiepoaepmus, Mopdea, ayTouMMyHHOe 3aboneBaHue, 3Tu-
onaToreHes, knaccuukaums
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Abstract

Localized scleroderma (LS) is a chronic autoimmune disease of the connective tissue characterized by focal fibrosis of the skin
and subcutaneous tissues. The urgency for in-depth study of the etiological factors and pathogenetic mechanisms of develop-
ment of LS is determined by the need to identify new biomarkers of the disease that will enable the disease to be diagnosed
and the pathological process to be predicted at an early stage. Investigating the role of genetic predisposition, environmental
factors, and infectious agents in initiating the autoimmune response, as well as exploring molecular mechanisms of activation
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of fibrosis formation is of particular scientific interest. Current data indicate significant clinical polymorphism of LS, which cre-
ates essential diagnostic challenges and requires improvement of classification approaches. This article presents a review of
the current literature on the etiology, pathogenesis, and clinical forms of localized scleroderma. It discusses the multifactorial
nature of the disease, including genetic predisposition (polymorphisms located in HLA-DRB1*04:04, STAT4, and IRF5), exposure
to infectious agents (Borrelia burgdorferi, herpes viruses), and the influence of exogenous factors (mechanical trauma, ionizing
radiation, and chemicals). The pathogenetic section provides coverage of three key aspects of LS development: autoimmune
inflammation with a predominant Th2 lymphocyte response and hyperproduction of IL-4, IL-6, and IL-13; vascular disorders
manifested by endothelial cell apoptosis and microthrombosis; and activation of fibrogenesis through the TGF-/Smad signal-
ling pathway followed by excessive deposition of type | collagen. The clinical section presents a detailed classification of LS
forms and description of their diagnostic criteria: plague, linear (including “en coup de sabre” variant), bullous, deep, generalized,
pansclerotic,and mixed LS. Lichen sclerosus et atrophicus (LS & A) remains a point of contention among dermatologists due to
the ambiguity of its classification and pathogenesis. Results of the systematic literature review indicate the existence of three
main concepts explaining the pathogenesis of LS: systemic autoimmune disease, localized scleroderma, or bullous dermatosis
variant. In recent years, immunohistochemical and molecular genetic studies have been shown to reveal significant heteroge-
neity in LS, which requires a revision of existing classifications.
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BBEOEHUE

NlokanuzoBaHHag cknepoaepmMus (CuH.: Mmopdea, orpa-
HUYEHHas cknepoaepMus) npencraBnseT cobon xpoHuye-
CKOoe ayTOMMMyHHOe 3aboneBaHue, xapakTepusyloweecs
$dnbp0o30M KOXM M noanexalmx TkaHen 6e3 BoBneyeHus
BHYTPEHHMX OpraHoB. HecMoTps Ha OTCYTCTBME CUCTEMHbIX
npossneHuni, J1IC MOXeT NPMBOAUTL K 3HAYUTENbHbIM (YHK-
LMOHANbHBIM U KOCMEeTUYeCckuM aedektam. B otnmume ot
cuctemMHon ckneponepmumm JIC He conpoBoxaaeTcs nopa-
XE€HWEM BHYTPEHHMX OPraHoB, OLHAKO NaToreHeTuyeckue
MeXaHW3Mbl 3TUX COCTOSIHUIA YACTUYHO NePeKPbIBAKTCA. ITH-
onorug J1C ocTaeTcs MynbTUMAKTOPHOM, BKKOYAS reHeTuye-
CKWe, UMMYHOIOTMYEeCcKMe U CpefoBble KOMMOHeHTbI. HecMo-
TPS Ha MHOTO/ETHIO UCTOPUIO U3YYEHUS NTOKANM30BaAHHOM
CKNepoaepMum, MHOTMe acnekTbl ee 3TMONOrUK, NaToreHesa,
[IMArHOCTUKM U IeYeHUs OCTAKTCS NPeLMETOM aKTUBHbIX Ha-
YYHbIX UCCELOBAHWUIA U AUCKYCCUIA.

3TUONATOrEHE3 JIOKAJIU30BAHHOW
CKNEPOOEPMUU

STMONOIMNS NIOKANM30BAHHOW CKIepoaepMMK SBNISIETCS MHO-
roakTOpHOM M A0 KOHL@ HE U3y4YEeHHOW. STMONOrMS BKITHOYAET
reHeTM4eckme, IMMYHOOTMYeCKUe 1 CPeLoBble KOMMOHEHTI.

B natoreHese J1C BblAenatoT TpM NocnefoBaTebHble CTa-
LMW BOCMANUTENbHYI0, GMOPO3HO-CKIEPOTUYECKYHO M aTpo-
duyeckyto [1]. Y naumeHToB C reHeTn4eckon npeapacnono-
YKEHHOCTbI BO3AENCTBME TPUITEPHbBIX PAKTOPOB MHULMUPYET
T-KNeToYHbI UMMYHHbIM OTBET C BOB/IEYEHMEM NNIA3MOLMTOB
1 303MHOMUNOB, TOKANM3YHOLMXCS B MEPUBACKYNSAPHbBIX NPO-
CTpaHcTBax u gepme. BosHukatowee nospexaeHue 3HAoTe-
U] CONMPOBOXAAETCS MOBbILWEHHOM 3KCMpeccnen Monekyn
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aaresmmn (E-cadherin n VCAM-1), 4yto cnocobcTByeT pekpy-
TMPOBaHMIO MpoBocnanuTenbHbix Thl- n Thl7-numdoun-
TOB M CeKpeLmm accoummpoBaHHbIX umntoknHos (CXCL-9/10,
TGF-B, IL-23 n IL-17A), akTnBMpytowmx dubpobnactei [2].

B nocnenytowem npomcxoauT nepeknoyeHme MUMMyHHO-
ro otTBeTa Ha Th2-onocpefoBaHHbLIM NPOGUAbL C MPOAYKLM-
el npodunbpoTuyecknx UUToknHoB (IL-4, IL-6 n TGF-p), uto
NMPUBOLMT K MPOrpeccUpoBaHMI0 CKNePOTUYECKMX U3MEHE-
HWI. Mopdonormyecku 31o NposBaseTcs 06pa3oBaHMEM rma-
JIMHU3UPOBAHHbIX KOMINAreHOBbIX MYYKOB B EPME, YMEHbLLE-
HWEM KONMYeCTBa MOTOBbIX Xene3 U KpOBEHOCHbIX COCYLO0B,
nocnegHue XapakTepusyTcs YTONLLEHHbIMU CTEHKAMM U Cy-
XEHHbIMKW MpocBeTamu [2]. B TepMUHaNbHOW CTaamMu npo-
Llecca 0TMeYaeTcs NocTeneHHoe HapacTaHue aTtpoduyecKkmnx
M3MeHeHWI Ha GOHe perpecca CKneposa: UCTOHYEHME 3MK-
LepMunca, NosBNEHNE NMUTMeHTaLMKN B 6a3anbHbIX KepaTUHO-
LMTax C HAKOMNeHMEM MenaHodaro., a Takxe aTpodus Kox-
HbIX MPUAATKOB M KPOBEHOCHbIX COCYA0B NPU YMEHbLIEHUM
KONMYecTBa BOCMaNMUTENbHbIX KNeToK [3].

FEHETUYECKASA NPEOPACNONOXEHHOCTb

Ponb HacneactBeHHoCTM B pa3BuTum JIC noaTBepxkoaercs
accoumaumer 3aboneBaHuns C onpeaeneHHbIMU annengmu HLA
(HLA-DRB1*04:04, HLA-B*37). TeHeTMuYeckne nccnenoBaHms
BbISIBUM MONMMOPdU3MbI B FeHaX, PErymMpyrLIMX MMMYHHbINA
oteeT (STAT4, IRF5) n ¢ubpos (TGF-B1, COL1A2) [4]. OgHako
MeHETPAHTHOCTb 3TUX MapKEPOB HEBbLICOKA, YTO YKa3blBAET HA
3HAYMMOCTb 3MNUTEHETUYECKMX U BHELLIHMX haKTOPOB.

B o630pe Localized scleroderma: actual insights
and new biomarkers aBTOpbl yKa3blBAalOT Ha 3HAYUMYIO
pO/ib reHEeTUYEeCKOW NpeapacrnoNoXeHHOCTU B pa3BUTUM 3a-
6oneeaHuna [5]. OHM OTMEYAOT BbISBAEHHbIE accoLMaLmnm


https://doi.org/10.21518/ms2025-540
https://doi.org/10.21518/ms2025-540

c onpepeneHHbiMmn HLA-aHTUreHamu, B yactHoctn HLA-
DRB1*04:04 u HLA-B*37 [5]. 2T1 maHHble NMOATBEPXKAAtOT
BaYKHOCTb reHeTMYeCcKnx (akTOpOB B pa3BUTUM NIOKANM30BaAH-
HOW CKNepoaepMMM U OTKPbIBAKOT NEPCNEKTUBLI AN fafb-
HeMLWmMX ncCenoBaHuini B 061acTu reHeTMYeCcKon npeapac-
NONOXEHHOCTM K 3a60neBaHuIo.

MMMYHOIATOIEHE3

KntoueBbIM 3BeHOM naToreHesa J1C aBnseTcs Lucperynsums
MMMYHHOW CuCTeMbI C NpeobnaganmeM Th2-onocpefoBaHHOMO
oTBeTa. AyTopeakTnBHble T-TMM@OLUTbI UHOUABTPUPYHOT AEPMY,
CekpeTupys NpoBoChanuTeNbHble UMTOKMHDI (IL-4, IL-6, IL-13),
KoTOpble CTUMYNUPYT anddepeHumposky Grbpobnactos
M CUHTE3 KonareHa [6]. BaxkHyto ponb nrpaeT runepakcnpeccus
TGF-B - ocHoBHOro MeamaTopa Grbpo3a, akTMBMPYIOLLEro CUr-
HanbHbIM MyTb Smad3 [7]. JononHutenbHo HabnoaaeTcs NoBbl-
weHue ypoBHs PDGF (platelet-derived growth factor), cnoco6-
cTeytoLero nponudepaumm mrnodubpobnactos [8].

OHAOTENUANIBHAA AUCHOYHKLMUA N ULLEMUS

Ha paHHux ctaguax JIC oTMeyaeTcs nosBpexaeHue Mu-
KPOCOCYAMCTOrO IHAOTENNS C MOBbILEHNEM IKCMPECCUMM MO-
nekyn agresum (ICAM-1,VCAM-1) n TpoMb0TMUECKOW MUKPO-
anrnonatuei [9, 10]. Mwemus TkaHen ycyrybnseTr dubpos
33 CYeT aKTMBAUMW TMNOKCUA-UHAYUMbenbHOro Gakropa
(HIF-1a), cTMMynuMpytoLwero cMHTe3 Konnarexa [6].

BHELWUHWE TPUITEPbI

Onucaxbl cnyyam uHaykumm JIC nocne TpaBM, MHOEKLMIA
(Borrelia burgdorferi, Bupyc repneca, CTpenToKOKKOBast UH-
heKkLms), TpUMeHeHNs NeKapCcTBEHHbIX npenapartos (61eomu-
LMH, BUTaMuKH K), TepMmnyeckoro M pagmaLMOHHOro BO3aei-
cteua [11]. Npennonaraetcs, YTO MONEKYSIPHA MUMUKPUS
MeXay NaToreHHbIMW aHTUreHaMM U KOMMOHEHTAaMU Coeam-
HWUTENbHOM TKaHW MOXET 3aMyCKaTb ayTOMMMYHHbIN OTBET.

C. Papara et al. [2] B 0630pe Morphea: The 2023 update
06Ccy>aatT pob MHDEKLMOHHbIX areHTOB B 3TMONOMUK 3a-
6oneBanus. Ocoboe BHMMaHWe yaensetca Borrelia burgdor-
feri Kak NoTeHUMaNbHOMY TpUrrepy ayTOMMMYHHOIO npoLecca
npwv NOKANM30BaHHOW CKNepoLepMun. ABTOpbl OTMEYAIOT, 4TO
3Ta rMnoTe3a OCTaeTcs AUCKYCCMOHHOW M TpebyeT aanbHewn-
WKMX UCCNEeNO0BaHWUIA AN NOLTBEPXKAEHUS WKW OMpPOBEPXKE-
Hus. TeM He MeHee CBS3b MeXay UHDEKLMOHHBIMU areHTaMu
M Pa3BUTHMEM ayTOMMMYHHbIX 3a60NEBaHUIA, BKNIOYAS OKANU-
30BaHHYI CKNEPOAEPMUIO, OCTAETCS BAKHBIM HaNpaBieHnem
HayYHbIX UCCNEAO0BAHUA.

MccnepoBateny coobWMAM O CBA3U MeXAY KOXHbIMU
CUMMNTOMaMK (HanpuMep, XpOHUYECKON MUTPUPYIOLLEN 3pU-
TEMOM U XPOHWYECKUM aTpOdUYECKMM aKPOAEPMUTOM) U re-
Hocneundom Borrelia burgdorferi, B. afzelii., a Takxe ob6Hapy-
xunu B. afzelii v B. garinii (eBponeickue reHocneumdbl), HO
He Borrelia burgdorferi B cTporom cMbicne B 61MonTatax Koxu
HEMELKMX U SMOHCKMX NaLMEHTOB CO CKNepoAepMUeit ¢ no-
MOLLbIO aHaNM3a NONMMEPA3HOW LenHon peakummn [12, 13].
CnepnyeT OTMETUTD, YTO Npeobnafatomii wtamm B CeBepHOi

Amepuike Borrelia burgdorferi B8 cTporom cmbicie HUKOTAA He
6bI1 CBA3AH C NO3AHMMM LEPMATONOMMYECKUMU NPOSBNEHNS-
Mu 6oppennosa Jlaiima.

Cknepoatpoduyecknin nuxeH (CAJT) octaetcs npeome-
TOM aKTMBHbIX HAYYHbIX AMCKYCCUIA B OTHOLUEHMW €ro HO30-
NOTUYECKON MPUHAANEXHOCTU U NATOFEHETUYECKMX MEXAHM3-
MOB. B coBpeMeHHOW nuTepaType CyLLeCTBYOT TPU OCHOBHbIE
KOHLEeNuuu, 06bacHs0WMe Npupoay LaHHOro 3aboneBaHums.
S. Cooper et al.[14] paccmaTpueatot CAJT Kak cuctemHoe ayTo-
MMMYHHOe 3ab60neBaHue. ABTOPbI BbISIBUIW 3HA4YMMble KOppe-
naunm mexay CAJ1 v apyrumm ayTOUMMYHHbIMM NATONOTMAMM
(OR =3,2;95% OM 2,1-4.8), a Takxxe 0OHapyXnnu xapakrep-
Hble U3MEHEHWS B CMEKTPe LMPKYIMUPYIOLLMX ayTOaHTUTEN
y 78% 06cnenoBaHHbIX NALMEHTOB. DTV AaHHble NOLTBEPXKAA-
I0TCS MCCNeA0BAHUAMU FEHETUYECKMX MapKepOB, acCoLMmMpo-
BaHHbIX ¢ HLA knacca Il [15]. AnbTepHaTMBHas nosuums, npea-
cTaBneHHas B pabortax A. Kakizaki et al. [16], otHocut CAJl
K CNEKTPY NIOKaNM30BaHHbIX CKNEPOAEPMUYECKMX MOPAKEHUIA.
Mpu npoBefeHUn KOH(OKANMbHON MUKPOCKOMMM in Vivo Bblan
0BHapyXeHbl UAEHTUYHbIE U3MEHEHUS lepMabHOro Konare-
Ha npu CAJ1 1 BnaweyHoi Mopden. Ocoboe 3HayYeHMe npuaa-
€TCcs 06LLHOCTU MUMMYHOTMCTOXMMUYECKMX NATTEPHOB, BKIKOYAs
akcnpeccunto TGF-B n pekopuHa [17]. CoBpeMeHHble nccneno-
BaHus J. Salzer et al. [18] npeanaratot paccMaTpuBaTh bynnes-
Hyto dpopmy CAJT Kak OTLENbHYH HO30MOTMYECKY eanHULLY.
AHanu3 47 cnyyvaeB Nokaszan yHWKanbHble 0COBEHHOCTH ayTo-
aHTUTenbHoro npoduns (aHtutena k BP180 y 62% nauneHToB)
1 BbIPXXEHHBIW OTBET HA PUTYKCMMAD (87 % peMuccuin, 4to cy-
LLeCTBEHHO OTAIMYaET 3Ty hopMy oT knaccuyeckoro CAJ1. mmy-
HOMMCTOXMMUYECKME U TEHETUYECKME nccnenoBaHms J. Salzer
et al. BbISBMAK 3HAUMTENbHYIO reTeporeHHoCTb CAJT, uTo 06bsCc-
HSEeT CyLLecTBytOLWMe pasHornacus B knaccudumkaumm [18]. 06-
HapyXeHHble pa3nmyms B skcnpeccun MMP-1 1 TIMP-1 npwu
Pa3HbIX KIMHUYECKMX opMax NOATBEPXKAAOT HEO6X0AMMOCTb
nepcoHanM3MpoOBaHHOIO NMOLX0AA K AMATHOCTUKE.

KNTMHNYECKME dOPMDbI
JIOKAJIN30BAHHOW CKNEPOAEPMUUN

B coBpeMeHHOI ilepMaToNornu NpUHATO BbIAENSATb He-
CKONbKO OCHOBHbIX KIMHUYECKMX BapMAHTOB NOKaNM30BaH-
HOM CKNepoaepMuMK, pasnnyatowmnxca no Mophonornyeckmum
XapaKTepucTmkaM, rmybuHe nopaxkeHns TKaHewn U 0cobeHHo-
ctam Tevenus [19, 20]. CornacHo coBpeMeHHOM knaccudmka-
LMW, BbIAENSIOT CeaytoLMe OCHOBHbIE KIMHMYeCckue hopMbl
JIC: orpaHuyeHHyto (bnsweyHyto, KanaeBnaHy, y310BaTyHo
W namonatTmyeckyo atpodonepmuto MNasuHm — MbepuHn), nu-
HelHyto (KOHeYHOCTEelM M TyNnoBuLa, MO TUNY «yaap cabnemn»
M NporpeccupyoLLyto remmatpoduio nuua MNappu — Pombep-
ra), bynnesHyto, rnybokyt, NaHCKNEPOTUYECKYIO 1 CMeLlaH-
HYyI0 cknepofepmuio [2].

Mpy TUAMYHON KNMHUYECKOM KapTUHE NOKAIM30BAHHOM
CKIepoaepMuKn B CBOEM Pa3BUTUM OYarnm mMpoxoaaTt 3 CTa-
LMN: 3pUTEMBI, YNITOTHEHUS (MHAYPaLmmK) 1 atpoduun. Cragus
3pUTEMbI XapaKTeEPU3yeTCs NOSBAEHNEM PO30BATO-IMNOBbIX
naTeH ¢ nepudepruyecknm «CMpeHeBbIM» BEHYMKOM. B cTa-
AWK yNAOTHEHUS 06pa3yloTCcs oYaru ynAOTHEHUS KOXM
LBeTa CNOHOBOM KOCTM C BOCKOBWAHOW MOBEPXHOCTbIO
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M UCYE3HOBEHMEM KOXHOIo pucyHka. Koxa nnoxo cobupa-
eTCs B CKNAAKY, pOCT BOAOC M NOTOOTAENEHWE B o4arax Ha-
pyLeHbl. BosmoxeH nepudepmyeckmnin poct C COXpaHeHneM
3pWUTEMATO3HOrO BeHuuka. Ctanms atpodun xapaktepusyet-
€ UICTOHYEHWEM KOXM, 3anafeHneM o4aros ¢ GopMupoBa-
HMEeM aTpodum, NOSBAEHUEM TeNEAHTUIKTA3UN, CTOMKONM TU-
nep- Uau TMNONUIMEHTALMUMN KOXKM.

bnaweuynaa dopma (puc. 1) xapakTepusyeTcs nossie-
HWEM OrpaHWYEHHbIX 0YAroB YMIOTHEHWS KOXM C TUMMUY-
HOM KMHUYECKOW KapTUHOM, YaCTo C ABAEHUSAMU rMNep- Uan

PucyHok 1. bnsweuHas dopma ckiepogepmMun
Figure 1.Plaque scleroderma

PucyHok 2.Y3noBatas ckneponepmus
Figure 2. Nodular scleroderma

PucyHok 3. Cknepopepmust MNasunum - MbepuHu
Figure 3. Pasini-Pierini scleroderma
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rMnonurMeHTaumMun. dta popMa aBnsetcs Hambonee pacnpo-
CTPAHEHHOM WM MOXET JI0KANM30BaTbCA HA PA3MYHbIX yyYacT-
kax Tena [20].

KannesupoHas dopma xapaktepusyetcs obpasoBaHueM
MHOXECTBEHHbIX MENKOAUCNEPCHbIX (AMaMeTpom o 10 mm)
MJOTHbIX Nanyne3HbiX 3N1EMEHTOB C XapaKTepHOM LLBETOBOWA
ramMMOM: LLeHTPanbHas YaCTb 04aroB MMeeT KenToBaTo-6enyto
0KPackKy C BblpaXKeHHbIM BOCKOBUAHbLIM BNECKOM MoBepx-
HOCTW, Nnepudepuyeckas 30Ha OKpPYXeHa 3pUTEMATO3HO-
AunoBbIM 0604KoM [19]. B HavanbHOM cTaguu natonoruye-
CKOro npotecca npeobnafatT 3puMTEMATO3HbIE NATHUCTbIE
3neMeHTbl AnamMeTpom 2-5 MMm. MNpenmyluectBeHHas NoKanm-
3aLMs NaTONOTMYECKMX INEMEHTOB — KOXHbIE MOKPOBbI Ty/10-
BMLLA C TEHAEHUMEN K AMCCEMMHALNMN.

Y3nogartaga (kenompononobHas) Gopma (puc. 2) nposs-
ngaetcs GOPMUPOBAHMEM CONMUTAPHBIX AN MHOXKECTBEHHbBIX
LlepManbHbIX Y3enKOoB W Y3108, MaKpOCKOMUYECKU UMUTUPY-
IOWMX KenouaHble pybuosblie nameHenuns [21]. MatorHomo-
HWYHOM 0COBEHHOCTbIO ABASETCH Pa3BMTUE YKa3aHHbIX 3ne-
MEHTOB Y NaLuMeHTOB 6e3 aHaMHEeCTUYECKMX YKa3aHWii Ha
KENoOWAHYI0 peakLmio U Npu OTCYTCTBMM NpeaLecTBYOLWNX
TPaBMaTMYECKMX NOBPEXAEHMI B 30HE MOPAKEHMS.

Atpodonepmus Masunun - Meepunn (puc. 3) (C1H.: noBepx-
HOCTHas cknepoatpoduyeckas AepMaTonaTtus) B COBPEMeH-
HOW KnaccuduKaumm 0THOCKUTCS K MOBEPXHOCTHbIM BapuaHTaM
NOKaNM30BaHHON CKNEPOLEPMUM U XapaKTEPU3YETCS KIMHM-
YeCKoW TpUaLow: aTpoduyeckue NITHa C YETKUMU rpaHuLaMu,
NOANXPOMMS 04aroB (PO30BO-KOPUYHEBO-TMBMAHAS) U COXPa-
HEHHas 3NaCTUYHOCTb KOXM NpuW Nanbnauum [22]. JaHHas dop-
Ma CKNepoLepMUK HacTo SIOKANM3YETCS Ha KOXE TYN0BULLA.

JnHeltHas dopMa cknepoaepmum (puc. 4) xapaktepusy-
eTcs 06pa3oBaHMEM NPOLObHO OPUEHTUPOBAHHbIX Y4aCTKOB
3pUTEMATO3HOTO /UK CKNEPOTUHECKOTO MOPAKEHUS KOXKHbBIX
MOKPOBOB, AEMOHCTPUPYIOLLMX BbIPAKEHHYIO NaTepanm3aLmio

PucyHok 4. J\nneitHas dopma cknepoaepmmum
Figure 4. Linear scleroderma




PucyHok 5. «Ypap cabnen»
Figure 5.Scleroderma en coup de sabre

PucyHok 6. bynnesHas ¢popma ckneponepmum
Figure 6.Bullous scleroderma

C NPenMYLLEeCTBEHHbIM PACNONOXEHMEM HA OLHOM CTOPO-
He Tena. [laTonoruyeckme o4aru 4acto CneaytT aHaTOMM-
4eCKOMY PacrnonoXEeHWI0 HEMPOBACKYASPHbBIX CTPYKTYP,
a TakXe MOryT COOTBETCTBOBAaTb 3MOPUOHANbHBIM IMHUAM
Bnawwko, 4TO CBMAETENLCTBYET O BO3MOXHOM AM33MOPUO-
reHeTM4eCKOM KOMMNOHEHTe B NaToreHese AaHHOro CocTosi-
Hus [19]. TunuyHas nokanusaumsa NaTonormyeckoro npouec-
Ca BKtOYaeT uedanmyeckyto 061acTb U AUCTaNbHbIE OTAENbI
KoHeyHocTel. MNpu pa3BuTMM 3aboneBaHUs B 4ETCKOM BO3-
pacTe NopaXkeHne KOHeYHOCTeN NPUBOAUT K 3HAUYMTENbHbIM
HapyLleHUSIM OpTONeAMYEeCKOro XapakTepa, NposBASOLMM-
€S 3aMedneHMeM NpoAOAbLHOr0 pocTa KOCTeN, Nporpeccu-
pytoLLer aTpoduelt MbllieYyHOW TKaHu U GOpMUPOBaHMEM
CTOMKMX CrnbaTenbHbIX KOHTPAKTYp. B Tsxenbix cnyyasx Ha-
6nt0aaeTcs pasBuTHE NOKANbHOMO MUO3MTa C MOCaeayoLen

rMNoTpoduen NOPaXKEHHOIO CerMeHTa KOHEYHOCTH, YTO Cy-
WeCTBEHHO OrpaHWYMBaEeT QYHKLMOHANbHble BO3MOXHO-
CTM NALMEHTOB.

JInHelHasa cknepoaepMus nNpu nokanusauum B 06nactu
ANLA M BONOCMCTOM YaCTKU roNoBbI (puc. 5) XxapakTepusyet-
cs GopMMpoBaHMEM MNOTHOrO GMOPO3HOro Taxa C Bbipa-
XXEHHOM CKNEepOoTMU3auUMeln KOXHbIX MOKPOBOB, CONPOBOXAa-
IOLLEMCS CTOMKOM yTPaTOM BONOCAHbIX HONMKYNOB. [laHHbIM
MOP(ONOTMYECKMI BaPUAHT, M3BECTHbIN KAk en coup de sa-
bre, npenmyulecTBeEHHO nopaxaeT GPOHTO-NapueTanbHyo
06nacTb, pacnpocTpaHsaacb 0T HaaOPOBHOM 30HbI 40 BONO-
CUCTOW YacTu ronosbl [23]. MaTonornyeckuii npouecc 4acro
CONpOBOXAaeTcs pa3BuTMeM pybLOBOM anoneumm u MoxeT
OC/IOXKHATHCSA HEBPONOTMYECKON CUMMNTOMATMKON, @ Takxe
ohTanbMONOrMYECKUMU HapylweHnamMu. B negnatpmyeckoi
NpakTMKe OTMeYaeTcs accoumaums C aHOMaNUaMKU pasBu-
™! 3y604entoCTHOM cncTeMbl. XpOHMYeCcKoe TeyeHue 3a60-
NeBaHWa NPUMBOAMT K Nporpeccupytowein atpodum He ToNb-
KO KOXHbIX MOKPOBOB, HO M MOANEXALMX MATKUX TKaHeMH,
4TO KJMHMYECKM NPOSBNSETCSA NOCTEMEHHbIM YMIOWEHNEM
M 3anafeHneM MOPaXKEHHbIX Y4aCTKOB. XapaKTePHOW 0CO-
H6eHHOCTbIO AaHHOW NOKanM3auum SBaSeTCa YacToe BoBe-
yeHue rnyboKMX CTPYKTYP, BKAOYAS HALKOCTHULLY U KOCTHYH
TKaHb, 4TO 00YCNOBAMBAET CTOMKOCTb AedOpMaLMin U CNOXK-
HOCTb MX KOpPPEKLMN.

Mporpeccupytowas remmatpodus nuua Mappu — Pom-
6epra npencrasnsert coboi Hanbonee TepaneBTUYECKM pe-
3MCTEHTHbIM BapWAHT JIOKANM30BaHHOM cknepoaepmum. [1an-
Hag dbopMa XxapakTepusyeTcs NOCTENEHHO Pa3BMBatOLLENCS
aTpoduelt TKaHel 0AHOM NONOBMHbI MLA C NOCNeA0BaTENb-
HbIM BOBJIEYEHMEM [epMbl, MOLKOXHOW XMPOBOW KneTyaT-
KW, MbILIEYHOrO C0St U KOCTHbIX CTPYKTYp NIMLEBOrO CKene-
Ta [24]. MaHudecTaunsa 3aboneBaHns NpeuMyLLeCTBEHHO
NPOUCXOAMT B AETCKOM M NOAPOCTKOBOM BO3pacTe, AEMOH-
CTPVpYS MeAJIeHHO NPOrpeccupytoLLee TeYeHWe C TeHAEHLM-
eV K CMOHTaHHOM cTabunmsaumnm npouecca. [atonornyeckunii
NPOLECC OTIMYALTCSA BbIpAXKEHHOM TPOMHOCTLIO K 30HAM MH-
HepBaLWW TPOMHUYHOTrO HEPBA, YTO NPOSABASETCH OAHOCTO-
POHHUM NOpaxeHMeM TKaHeW B npepenax OAHOrO WM
HEeCKONbKMX AepMaToMOB. HayanbHbIM NpOSBAEHUSIM aTpO-
buryecknx n3MeHeHun 4acto NpeALWwecTBYOT CKnepoTuye-
CKMe TpPaHCHOPMALLMU KOXKHBIX MOKPOBOB C XapaKTepHbIMM
HapyLWeHUIMU NUrMeHTaunn. Bosneyenue BONOCKCTON YacTu
ros0Bbl CONPOBOXAAETCH pa3BUTMEM 04aros pybLOBOM ano-
neumn. B 40% HabnogeHnn otMeyaeTcs KOMOUHALUMS C -
HelHOW cknepofepMueit no Tuny «yaap cabnen» [25].

bynnesnas dopma (puc. 6) sBnseTca OLHOM U3 peakux
(hOpM NOKANN30BAHHOW CKNEPOLEPMUM U XapaKTEPU3YeTCS
nosiBNEHMEM My3bipelt C CEPO3HbIM MAU FeMOpPParnyeckmm
COLEPXMMbBIM, TOKANU3YIOWMXCSA B 30HAX CKIEPOTUYECKHM
M3MEHEHHOW KOXMU [26].

l[eHepanu3oBaHHas GopMa XapakTepu3yeTcs Hanuunem
MHOXECTBEHHbIX (4eTbipe v H6onee) y4acTkoB KOXHOM WH-
Lypaumu OMamMeTpoM 2 3 CM, NOKaNU3YHLWMUXCS MUHUMYM
B ABYX aHaTOMMYeCkMx 06nacTsx.

CMewaHHas dopMa xapakTepusyeTcs covyeTaHUMEM He-
CKOMbKMX KNMHUYECKMX BapUaHTOB (Hanpumep, bngweyHas
W NNHEHas cKNnepoaepMus).
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3AKJTIOYEHUE

CoBpeMeHHble laHHble NOATBEPXKAANT MYNbTUDAKTOPHYHO
Npupoay NOKanM30BaHHOM CKNepoaepPMMU, FAE FrEHETUYECKas
NpeapacnonoXeHHOCTb Peann3yeTcs noj BAUSIHUEM BHeL-
HWUX TPUTTEPOB Yepe3 MexaHU3Mbl ayTOMMMYHHOrO Bocrane-
HuWs. KOMNneKcHoe U3yyeHne 3TMonaToreHesa u KInMHUYeCKko-
ro pazHoobpasuga JIC npencraBngeT coboi BaXKHYH Hay4YHYH

3a/layy, pelleHne KoTopoi byaeT cnocobCcTBOBaTb COBEPLLEH-
CTBOBaHMWIO AMArHOCTUKM, MPOrHO3UPOBAHMS TEUYEHUS U MO-
BbILIEHMIO 3PDEKTUBHOCTM TEPANUM 3TOTO CIOXKHOTO MY/IbTU-
OUCLUMMAIMHAPHOTO 3ab0/1eBaHus.
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