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Butnnuro sBnsieTcsi pacnpocTpaHeHHbIM 3a601eBaHNEM KOXKM, XapaKTepU3YIOLMMCS MAMONaTUYECKMM MPOrpPeCcCUPYIOLLMM
KOXHbIM rMNOMENaHo30M. BUTUANIO CBSA3@HO C HECKOJbKUMM COMYTCTBYIOLMMU ayTOUMMYHHbIMU 3a60/1€BaHUsIMU, B TOM
4yucae ¢ JIoKaim30BaHHON cKaepoaepMuen. B gaHHONU CTaTbe Mbl MOKaxKeM O06LLMi MexaHU3M pa3BUTUSI JaHHbIX NaTtosio-
MK, a TaKXKe KI04EBOKM MOMEHT B3aMMHOI0 BJIUSIHUSI MEXy ayTOMMMYHHbIMU 3a601€BaHUSIMU Ha MOJIEKY/ISIPHOM yYPOBHE.
B nocnegHee BpeMs B JePMaTOI0rM4E€CKON NpaKTUKe OTMeYyaeTcsl yBeandeHue Yyucaa 60/bHbIX, CTPaAaloWmx CoO4eTaHHbIMU
rnaToJIorMsiMm, KOTOPbIE XapaKTepu3yTCsl TOPMUAHbIM TeYEHNEM M OTCYTCTBUEM aTOrHOMOHMYHbIX CUMATOMOB Y NaLMeHTOB
JIETCKOro Bo3pacTa, YTo 3aTPyAHSAET ANarHOCTUKY M Ha3HaYeHne afleKBaTHOM Tepanuu. 3To NobyKAaeT K MoBbILLIEHNIO OCBe-
JIOM/IEHHOCTU Y MHPOPMUPOBAHMIO Bpadyen pPasinyHbIX crieymasbHOCTEN O BO3MOXXHbIX COYETaHUSIX, KITMHUYECKON KapTuHe
M acrexkTax natoreHesa fJaHHbIX COCTOSIHUM.

KnroyeBble cnoBa: BUTUINIO, JI0OKa/IM30BaHHas cKiaepoaepmus, menaHoumntsl, Wnt, Shh, a-SMA, mo3auLinam, «en coup de saber»
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B TeyeHune nocnegHero gecAtuneTua B gepMartonoruyec- Butunuro mn nokanusoBaHHasa cknepogepmus (JIC) —
KOW MpaKTUKe OoTMeYaeTcsl yBenundeHue 4ucnia OGO0NbHbIX, [IBa KOXHbIX 3a60/1eBaHNsa C €ANHbIM 3HameHaTenem, nme-
CTpajarowunx oAHOBPEMEHHO HECKOJIbKUMU ayTOUMMMYHHbI- OLLMM ayTOMMMYHHOE MPOUCXOXaeHWe. BUTunuro asnaetcs
MU KOXHbIMU 3a60/71eBaHUAMM. pacnpocTpaHeHHbIM NPUOBGPETEHHBLIM MUIMEHTHBIM pac-
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Etiopathogenetic Similarities of Combined Forms of Localized
Scleroderma and Vitiligo

Vitiligo is a common skin disease characterized by idiopathic progressive skin hypomelanosis. Vitiligo is associated with several
comorbid autoimmune diseases such as localized scleroderma. This article demonstrates the general development mechanism of these
pathologies, as well as the key aspect of cross-effect between autoimmune diseases on the molecular level. Recently, dermatologists
have noted the increasing number of patients suffering from combined pathologies. Such patients (in pediatrics) have torpid course
of disease and no pathognomonic symptoms. That exaggerates the diagnostics and adequate therapy prescription. This leads
to increased awareness among physicians of different specialties on possible combinations, clinical presentation and pathogenesis
aspects of such conditions.
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CTPONCTBOM, XapaKTePU3YIOLLMMCS XOPOLIO pa3rpaHnYeHHbI-
MU AEMUTMEHTUPOBAHHBLIMKU NATHAMK. AyTOUMMYHHas Teopwms
natoreHesa npeactaBnseTcs Hanbosnee WKMPOKO MPUHATOMN,
0COGEHHO B C/ly4ae reHepanu3oBaHHOro BUTUAUIO. B ocHO-
BE 3TOM TEOPWUWU NENKWUT NPEeanoNoXeHue, 4To MenaHoLM-
Tbl pa3pyllatTcs B pe3ynbraTte ayTOMMMYHHbIX HapyleHWn
[1]. Bbicokas pacnpoCTpaHEeHHOCTb ayToaHTUTEN MpPOTUB
MENaHoOLUMTOB Y NauMeHTOB C BUTUIMUIO M 4acToe Haauuune
COMYTCTBYIOLMX ayTOMMMYHHbIX paccTponcts (10-15% nauum-
€HTOB C BMTU/INMIO MO CpaBHEHUIO ¢ 1-2% OT obwero yncna
HaceneHuns) SBASIOTCS OAHUMMU M3 Haubonee AO0CTOBEPHbIX
daKTopoB, noaTBepKaatloWwmx 3ty Teoputo [2]. B 6onbluom
PETPOCMNEKTUBHOM UCCNEeA0BaHUM rpynna noj PyKoBOACTBOM
M. Sheth 1 coaBT. n3yynna nokasatenb PacnpoCTpaHeHHo-
CTW COMYTCTBYIOLWMX 3a60NeBaHWU Y NaLUEHTOB C BUTUIIUIO
1 o6Hapyxuna, 4to 23% W3 HUX UMENWN OAHO MU HECKOSIbKO
AYTOMMMYHHbIX PaCCTPOMCTB, TaKMX KaK o4varoBas anone-
LUMS, peBMaTOMAHbIA apTpuT, CUCTEMHAs KpacHas BOMYaHKa
n JIC [3]. B cBoOtO 0o4epeab, Obl1 NPEeAIOXEH TEPMUH «CUCTEM-
Hble CMHAPOMbI, CBSi3aHHbIe C BUTUAMIO» («itiligo systemic
syndromes»), HO B HacTosILLEE BPEMS HE BbISIBIEHO KaKOro-
60 AMarHOCTMYECKOro 6uoMapKepa, KOTOpbi Mor 6bl
OT/INYUTb «KOXKHOE BUTUINIO» OT «CUCTEMHOIO BUTUANTO» [4].
MMEeHHO Nno 3ToM NpUYMHE KparHe BaXKHO Bcerga Habntoaatb
naumeHTa ¢ BUTUAUIO KaK NalMeHTa, BEposiTHeE BCEMO UMe-
loLLEero cucTemMHoe 3aboneBaHue.

Butunuro asnaetcs Hanbonee pacnpoCTpaHEeHHbIM Npu-
06pETEHHBIM MUIMEHTHBLIM PAcCTPOMCTBOM, KOTOpoe nopa-
aeT 0,5-1% HaceneHus MUpa U xapaKTepusyeTcs Aenur-
MEHTUPOBAHHbIMK NATHAMM Ha KOXe B pe3y/nbraTe notepu
MenaHouuToB [5, 6]. 3TMonorua BUTUAUIO HOCHUT MY/bTH-
GaKTopuanbHbIM XapakTep, a cama 60/1e3Hb OTIMYaETCH
LUMPOKUM CNEKTPOM KIIMHUYECKMX MPOSBAEHUN, Pa3NnYHbI-
MW TUNaMKW NPOrPECCUPOBAHUS U pPeaKLMAMU Ha JeYeHue.
[aHHoe 3a6oneBaHue ABNSETCS ayTOMMMYHHbIM, O YeM CBU-
AETENbCTBYIOT LMPKYIMPYOLWME MenaHounT-cneymdmuyeckme
aHTUTENa 1 CBS3b C APYrMMU 601E3HAMU ayTOMMMYHHON Mpu-
poabl [6]. AYyTOUMMYHUTET MOXKET OblTb BTOPUYHBLIM MO OTHO-
LEHWIO K BbICOKOMY OKMCAWUTENBHOMY CTPECCY B KOXKe 60/1b-
HbIX BUTUSIUTO U BHYTPEHHUM JedeKTaM B MenaHoLmTax u ux
MUKPOOKPYXEHUU, KOTOpblEe CMOCOGCTBYIOT abeppaHTHOMY
CTPECCOBOMY OTBETY, HEOAHTUIEHHOCTM U MOABEPKEHHOCTU
MeNaHoUMTOB MMMYHHOM aTake M anonto3y. CyuiecTtByeT
TaKXe reHeTnyecKass NpeapacrnonoXeHHOCTb K BUTUAWIO,
KOoTopasi NOBbILLAET YyBCTBUTENBHOCTb MENAHOLIUTOB K areH-
TaM OKpyXatolwen cpebl, TaKUM KaK (peHoNbHble coeau-
HeHusa. OfHMM M3 4acTo BCTpPEeYaloWMXCs TUMOB BUTUAMIO
ABNAETCA HecerMeHTapHOe reHepannu3oBaHHOE BUTWUAMIO
(HCB), KOTOpOE XapaKTepu3yeTcs LWMPOKO PacnpoCTpaHeH-
HbIMM, Yalle BCEro CUMMETPUYHBIMU U MPOrPECCUPYIOWUMM
nopaKeHusMu [7]. BUTUNUITO OKa3biBaAET BblpaxeHHOe BiU-
AHWE Ha PU3MYECKOE U NCUXMYECKOE 340POBbE NaLMEHTOB,
BKo4as notepto GoTo3alMTbl KOXKM, HapyLleHUEe KOMHO-
ro UMMYHUTETA U BbICOKUA PUCK BO3HUKHOBEHMUS KOXHbIX
3/10Ka4eCTBEHHbIX HOBOOOGPA30BaHWt, CONpoBOXaloLLeecs
3HAYUTEIbHBIM CHUXEHUEM KayecTBa XW3HU 60MbHbIX [8].

HepaBHWMe uccnefoBaHWSA OTKPbLIIM HOBbIE aCMEKThI
natopusnonornn ButMAKUro. MpeanonaraeTrcs, YTO TPUT-
repHbiHe GaKTopbl (COMHEYHbIM OXOI, MexaHW4yeckue
TPaBMbl, XMMUYECKME BO3AENCTBUS) CTUMYIUPYIOT CTpec-
COBble peaKkuuu B KO¥Xe, Bbl3blBalolWMe ayTOMMMYHHbIN
OTBET Y FEeHEeTUYECKM BOCMPUUMYMBLIX NtoAeN, KOTOPbIM
B KOHEYHOM MTOre HamnpasBfeH Ha MenaHouuTbl, o6naga-

joline MoBbIWEHHON BOCMPUUMYMBOCTbLIO, YTO MPUBOAMUT
K pa3BuTuio BUTUAKro [9]. Hanbonee 3Ha4nMMbIM nporpecc
B MOHWMaHWKM natoreHesa 3aboneBaHus Obll AOCTUTHYT
no crnegylowmm TpeMm HarnpasieHUaM: onucaHue peakuun
OpraHmM3ma Ha CTpecc, aKTUBMPYEMbIN TpUrrepaMmmn BUTUIU-
ro; onpeneneHne ayToMMMYHHbIX MEXaHW3MOB, Bbi3blBato-
LWMX NporpeccnpoBaHue 3aboneBaHns; BbiiBIEHWE reHOB
BocnpuumynsocTu [10, 11].

LLInpOKO M3BECTHO, 4YTO aAyTOMMMYHUTET MUrpaeT Bax-
HylO pofb B naTtoreHese BWTUAMIO. TakK, MHOTOYUCNEHHbIE
ncenefoBaHus, onybauMKOBaHHbIe B MOCNedHUe HEeCKOJbKO
NIET, BCE Yalle NPOSIMBAOT CBET Ha pa3BUTME 3TON BONE3HM.
O6Hapy»eHo, 4YTo cogepKaHue cneundumyecknx CD8+ T-num-
$ounToB, HanpaBiEHHbIX Ha YHUYTOXEHWEe MeaHOLMTOB,
MOBbILEHO B KPOBM y NaUMEHTOB C BUTUIIUIO MO CPaBHEHUIO
CO 3[0pPOBbIMU CyObeKTaMu, a MX KOJIMYECTBO KOppenupy-
€T C aKTMBHOCTbIO 3a60sieBaHms. Mcnonb3yst UCKYCCTBEHHYIO
MbILMHYIO MOAENb BUTUAWIO, J. Harris 1 ero Konnern paHee
06HapyXunu, 4to uHTepdepoH (IFN) y urpaet LeHTpanbHyo
pofib B PacMnpOCTPaHEHMU MOBPEXAEHUM BUTUAMIO. B yacT-
HOCTW, OHM MoKasanu, 4to IFN +y Bbi3blBan yBelnM4eHUe IKC-
npeccun xemokrmHa CXCL10, KOTOpbIM perynnpyetr MHBa3uto
anuaepMmnca n GONNUKyNApHbIX TKaHen CD8+ T-KneTkamu.
IFN v Takxe 6bl1 MOEHTUOULMPOBAH KaK YacTb «CUTHATYpPHO-
ro Npoduns LUTOKMHOB» Ha NTUYbEN MOAEeNn BUTUAMIO [12].
o mepe nporpeccupoBaHuns 3abonesBanna HabnogaeTcs yBe-
nnyeHune akcnpeccuun IFN vy, aT0 NoKasano HeaaBHee Uccre-
foBaHue L. Yang 1 coaBT., B KOTOPOM TaKKe 6blf10 OTMEYEHO,
y1o IFN vy, nosydeHHbIn U3 LMUTOTOKCMYECKUX T-KNIEToK, cam
no cebe MOXET BbI3blBaTb anonTto3 menaHounTos [13, 14].

[okaszaHo, 4yto T-xennepsl 17-ro tuna (Th17), akcnpec-
cupyowme IL 17, Takke 3aHMMaAlOT BaXKHOE MECTO B pa3Bu-
TUM ayTOMMMYHHbIX 3a6oneBaHMi. Bonpoc o0 noTeHunanbHOm
ponn Thl7 B naToreHe3e BUTUAMIO Obll MOAHAT M BCECTO-
poHHe paccmoTpeH R. Singh 1 coaBT., KOTOpble NpoaHa-
NIU3npoBanu HefaBHUE UCCNEAOBaHWS W OBHAPYXKUIKU, YTO
ypoBHHU IL 17 B KPOBMU, TKAHSX U KNIETKaxX NOBbIWEHbI MPU BUTHU-
nuro [15]. Takxe 6b1/iM 06HapPYKEHbI NONOXKUTENbHbIE KOppe-
nauun Mexay cogepranuem IL 17 u cTeneHbio akTUBHOCTH
6one3Hn. HegaBHMM NPUMEPOM, KOTOPbLIA AOMONHUTENBHO
WUNNIOCTPUpPYET 3TO, aBAseTcs pabota L. Zhou v coaBT., KOTO-
pble 0GHAPYXMAKN, YTO YUCNO KNeToK Th17 1 ypoBeHb LMTO-
KWHOB (TpaHchopmupytowmin dakTop pocta [TGF] B u IL 21)
YBEIMYMBAIOTCS MO Mepe NporpeccMpoBaHusa 601e3HU, HTO
COOTBETCTBOBA/IO AaHHbIM, MOJYYEHHbIM Ha MOAENU MTUL,
C CermMeHTapHbIM BWUTUAWUIO, rae aKkcnpeccusa IL 21 m ero
peuentopa TaKXKe yBennyuBanacb, K TOMy e Oblna npo-
AEMOHCTPUPOBAHa KOppensuuMs € aKTUBHOCTbIO BUTUIIK-
ro npu reHepanndosBaHHon c¢opme [16]. R. Singh u coaBT.
o6Cyaanu Takue MeToAbl JIeYeHUs BUTUIIUMO, KaK Tepa-
nMa  CPeAHEBOJIHOBLIMKU  yNbTpadUOoNETOBBIMK  JlydaMu
(UVB-doToTepanus), KoTopass MOXET MOoAynuMpoBaTb Ypo-
BeHb IL 17. 3TM pesynbratbl 0COGEHHO WMHTEPECHbl BBUAY
BO3pacTaloLen JOCTYNHOCTM GUMOIOrMYECKOM Tepanuu, Halle-
JIEHHOM Ha LMTOKMHOBbLIN NyTb IL 17 [15, 17].

PaHee ony6nnKoBaHHbIE UCCIeA0BaHUSA NOKa3anan NoBbl-
leHMe KOoHueHTpauun daKktopa Hekposza onyxonn (TNF) «
B CbIBOPOTKE KPOBM Y NauneHToB ¢ BuTUAMro. Tak, K. Webb
M COaBT. MPOAEMOHCTPMPOBASM B CBOEW paboTe, YTO MHIMOU-
poBaHue TNF « 6b1710 CBA3aHO C YMEHbLUIEHUEM aKTUBHOCTH
3ab0/1eBaHns y TpeX NaLMEHTOB C BUTUIIUIO, @ TaKKe MpULL-
N1 K BbIBOfY, 4TO paHee AaHHblM 3hdEKT B UCCnefoBaHUAX
Mor 6bITb NponyuleH [18].
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[MpOOKCHMAAHTHOE COCTOSIHUE KOXMW MPU BUTUIUIO MOA-
Bepraet MenaHoUWTbl OKUC/IUTENIbHOMY CTpeccy, Aenas Wx
YyA3BMMbIMW /19 anonTto3a, HapylwaeT UX MUKPOOKPYXKeHWe
M BbIPAbOTKY NapakpuHHbIX GaKTOPOB 3nuaepmasbHbIMU
KepaTuHoOLMTaMKn W aepManbHbiMu dubpobnactamu [19].
Bbicokne ypoBHM INF v npuBOAAT K yBeNUYEHWUIO MNPO-
ayKkumm xemoknHoB CXCLO u CXCL10, rnaBHbiM 06pa3om
M3 KepaTUHOLMTOB, HYTO MNPUBOAMT K PEKPYTUPOBAHMIO
natoreHHblx CD8+ T-KNeTOoK, KOTOpble CTUMYIMPYIOT ayTo-
UMMYHHOE paspylleHre MenaHouuToB. OKUCAUTENbHbIN
CTpecc BbI3blBA€T ayTOMMMYHWUTET MNyTEM YBEIUYEHUA
BblcBO6OXaAeHUs HSP70i n HMGB1 n3 menaHouumtoB [20].
BbllwenepeyncneHHble 6enKn Crnocob6CTBYIOT YBEINYEHUIO
cekpeunn CXCLL16 u IL 8 13 KepaTUHOLMUTOB U ycUnunsatoT
peKkpytupoBaHne CD8+ T-knetok. BHyTpeHHWe aedeKTbl
B MeflaHoLMTax, KoTopble BK/IOYaloOT yBENMYEeHUe pa3Bep-
HyToro 6enkoBoro otBeTa UPR (unfolded protein response),
yMeHblueHne aytodarunm U CHUXKEHUE MHTEHCUBHOCTU 3KC-
npeccun reHos miR-21, c-kit © ENDBR, HapywatoT rome-
0CTa3 MeNaHoLUMTOB M CTaBAT MNOA4 Yrpo3y WX BbIXWBa-
Hue. Pa3pylwieHne napakpuMHHOW CETU B MUKPOOKPYKEHWUM
MENaHoOUMTOB, NMPUMEPOM KOTOPOro SIBASETCH CHUMKEHWEe
aKTMBHOCTU curHanbHoro nytu WNT, POMC, SCF u yBse-
JIN4eHne NPOLAYKLMU MHOMKECTBEHHbIX MPOBOCMNANUTENb-
HbIX LIMTOKMHOB KepaTUHOUMTaMMU, a TaKKe yBelnyveHue
npoaykumn DKK1 n HGF gepmanbHbiMW dubpobrnactamu,
eule 6onblle ycunuMBaeT BOCMPUMMYMBOCTL MENAHOLMUTOB
K anonTto3y 1 060CTPEHWUIO ayTOMMMYHHOro oTeeTa [21-23].
TeKyline MeTobl NeYeHnUs BUTUAUIO HanpaBfieHbl Ha noja-
BJIEHWE ayTOMMMYHHOIO OTBETa NOCPELCTBOM UHIMOMPOBa-
Hus nyTn INF y ¢ ucnonb3oBaHmMemM MHrnéutopos JAKL/2 nnu
STAT, yMeHbLLUEHWE OKUCUTENbHOIO CTpecca ¢ UCMoNb30Ba-
HMEeM aHTMOKCUMAAHTOB W BOCMaNEeHUs C MUCMNOJIb30BaHMEM
NPOTUBOBOCMANUTENbHbIX areHTOB, MpUBieYEeHMEe MenaHo-
61aCTOB U3 HULLIM CTBOJIOBbIX KIIETOK B MEX(ONNUKYNAPHbIN
anuaepMnc ¢ NoMolLblo y3kononocHoro UVB [24].

YT0 e KacaeTcs noKannsoBaHHOW cknepoaepmuu (J1C),
OblNI0 NpoBefeHO MHOro WccnegoBaHWi, CBUOETENbCTBY-
IOWKMX O TOM, 4TO AaHHas 60/ie3Hb WMMEET, TaK e KaK
W BUTWIUIO, ayTOMMMYHHOE NpoucxoxaeHune. bputaHckumm
ydyeHbiMM B 1983 . OblIO MPEAsIOKEHO MepBoe onuca-
HWEe ayTOUMMYHHOM KOHLENLMM €€ naToreHesa, B KOTOPOM
€coo6LWanocb 0 BbICOKOM 4acToTe BbIABNEHUSA aHTUALEPHbIX
aHtuTen (y 16 us 22 obcnenoBaHHbIX; 72,7%) ¢ UCNOb-
30BaHWEM KYNbTUBMPYEMbIX KIETOK YenoBeKa B KayecTse
cybcTpaTta Anst OOHapy)XEeHUs MeTo4OM HenpsMon UMMY-
HodnyopecueHuunn [25].

N1C npeactaBnsier cobomn CnoxHoe 3abosieBaHne, Hau-
6onee pacnpocTpaHeHHoe B MneanaTpuyecKon mnonyns-
LMK, KOTOPOE XapaKTepu3yeTca CoYeTaHMeM BocnasieHus
N GMOPO3a KOXM, a TaKKe NoparkaeT BHEKOXKHble TKaHW,
Ha4ynHasa OT MbIWL, U 3aKaH4YMBasa LEeHTpalbHOW HEepBHOW
cucteMon. KOBeHUNbHasa CKiepogepMusa ABNSeTCA TpeTben
no 4actoTe 60/1e3HbI0 AETCKOro Bo3pacTta W npejacraB/ieHa
[BYMSi OCHOBHbIMK GOpMaMu: IOBEHUIbHOW NIOKaNNM30BaH-
HOW CKJIEpOAEPMUEN U IOBEHUbHBIM CUCTEMHbLIM CKJIEPO-
30M [26, 27].

JIC — cucTteMHOe ayTOMMMYHHOE PacCTPOMCTBO, 3TO
NnoKasblBaloT HannMyne oblmx cyo6tunos HLA ¢ peBmaTona-
HbIM apTPUTOM, BblCOKas 4acTtoTa ayToaHTUTEN U MOBbILEH-
Has UMPKYNALMS XEMOKUHOB M LIUTOKMHOB [28].

Bepytca wvccnepoBaHus ONna BbIABAEHWUSA KIIOYEBbIX
UrpokoB B natoreHesde JIC. Tak, BOcManuTenbHble NNM-

doumTapHble U MakpodaranbHble UHOUABLTPATbLI C OT/IO-
eHMeM KonnareHa un ¢GubpobnacToB MNOATBEPXKAAOT
MHeHue, 4To JIC aBnseTca BocnanuteNbHbiM 3aboneBaHu-
eM, Begywmnm K ¢dnbpoady. NocKoNnbKy UMMYHHas cuctema
npetepneBaeT U3MEHEHUSA B paHHEM BO3pacTe, TO Mexa-
HM3Mbl €e CTaHOBJIEHUs/CO3peBaHMA B AETCTBE MOTEeH-
uManbHO MOryT BAMATb Ha 0OCob6eHHOCTM TedeHus JIC.
MHTEpecHo, 4TO MMMYHHbIM deHoTun npu JIC y petewn
B HEKOTOPOW CTeNeHW HanoMuHaeT GEeHOTUN Yy 340POBbIX
B3pochbix [29].

Mpoaykumnsa aytoantuten npu JIC MOXKeT ObiTb YacTuy-
HO Bbl3BaHa aHOMasbHOW aKTMBauuen T- n/unu B-KneTok.
OCHOBHOW NyTb aKTMBaUMK NTMMPOLMUTOB ONOCPEAyETCH Yepes
LIMPKYIUPYIOLLME LIMTOKKHBI, Takne Kak IL 2, IL 4 n IL 6 [30].
B cBoem wuccnepoBaHun K. Takehara v coaBT. NMoKa3sanwu,
YTO YPOBHM BblWENEPEYUCNEHHBIX LIUTOKMHOB OblNN MOBbI-
weHbl y 60nbHbIX JIC: IL 6 — y 47% (23/48) nauneHTos,
IL2 —y27% (13/48)mn L4 —y 17% (8/48), B TO Bpems Kak
HW Y OAHOMO M3 340POBbIX /UL, NOAOGHOr0 He Habnoaanoch.
bonee TOro, akTMBUpPOBaHHblE NMMOOUMUTBI IKCNPECCHpy-
0T PELLENTOpPbl LIMTOKMHOB Ha CBOEN MOBEPXHOCTW, U pac-
TBOPMMAs YacTb 3TWUX PELIENTOPOB BbICBOGOXAAETCH MPO-
NopLUMOHaNbHO YBEIMYEHUIO aKTUBHOCTU nuMdoumnToB [31].
Bb110 NOKa3aHo, YTO YPOBHM pacTBOpMMOro peuentopa IL 2
(slL-2R) nosbiwatoTCca NpU pPasinyHbIX ayTOMMMYHHbIX pac-
CTPOMCTBAx, TaKMX KaK toBeHunbHas cknepogepmus u J1C.
Kak 1 B cnyyae BblleyKa3aHHbIX CUCTEMHbIX ayTOMMMYHHbIX
HapyleHW, OTMeYeHo, 4To ypoBeHb SIL-2R B cbiBOPOTKe
4yacTo nosblileH (21%, 10/48) 1 KoppenupyeT ¢ KONUYECTBOM
CK/1EPOTUYECKUX MOPAXKEHUN U YNCIOM Y4aCTKOB, NMOPaXeEH-
Hblx JIC. Mpu NoKann3oBaHHOM CKIEPOLEPMUN MOBbLILLIEHHbIE
ypoBHU SIL-BR 3Ha4yMTENbHO COOTHOCATCA C YMUCNOM JIMHEN-
HbIX MOPaXKEHWM N KONMYECTBOM 3aeMCTBOBAHHbIX y4aCTKOB
Tena [32]. OnpegeneHo, 4YTo B KOXe Y NalMeHTOB AETCKOro
Bospacta ¢ JIC npucytcTtytoT aucperynaumns IFN vy, gomu-
HMpoBaHWe Th1-MMMYHHOrO OTBETA, a TaKXe MOBbILWEHNE
KOHLEHTPaLMN LUMTOKMHOB M XxeMOKMHOB CXCL9 mn CXCL10.
[aHHble HapylweHusl, BEposiTHEe BCEro, CBA3aHbl C BbICBO-
60XAEHWEM NPOBOCMANUTENBbHbIX LUTOKMHOB M XEMOKWHOB
KepaTMHOUMTaMKU M aHTUreHMPEe3EeHTUPYIOWNMU KNeTKaMu
B KOX€, 4YTO CBWAETENbCTBYET O HaMpaBAE€HHOM WCKIIO-
YUTENIbHO Ha KOXy MMMyHHOM oTtBeTe npu JIC, B otanyune
OT CUCTEMHOW CKiepogepMuun. [103ToOMy MOHUTOPUHI aKTUB-
HOCTM M KonmnyecTBa XeMOKMHOB CXCL9 m CXCL10 moxer
MCnonb3oBaTbCA M KakK MOATBEPXAalollee wccnegoBaHue
NS NOCTAaHOBKM anarHo3a J1C, n Kak 6MomMapKep aKTMBHOCTH
N TAXKECTU TedeHus 3abonesaHus [33].

B HeKoTopbIX cnydasx coobuwanocb O COYETAHWUWU ayTo-
UMMYHHbIX 3a6oneBaHWi, HampuUMep TaKWUX KaK BUTUAWUIO
n JIC, 4T0 nNpeanonaraeT MX 3TMONATOreHEeTUYECKylo OOLL-
HoCTb. Bbln ncenegoBaH nepsbivt cnydan JIC, ABNSOWMKCS
4acTbio MHOXECTBEHHOr0 ayToMMMYHHOro cuHgpoma (MAS)
M NPOSBASAOWMNCA OJHOBPEMEHHO C ayTOMMMYHHON TPOM-
OOLMTONEHNYECKON NMYpPNypor U BaCKYIUTOM LEHTPanbHON
HepBHOM cucTeMbl [34]. Mpu obcnefoBaHUK Yy MaLUEHTKM
OblIn 0BGHApPYXeEHblI MOBbIWEHHbIE YPOBHM BbllENepeyuc-
JIEHHbIX CbIBOPOTOYHbIX LIUTOKMHOB, @ TaKXe YMEHblUeHue
yucna perynsatopHbix T-KNeToK, Y4TO cnoco6CcTBOBanoO norve-
pe TonepaHTHOCTW, HabnaaeMon NpU 3TUX ayTOMMMYHHbIX
cocTosHusAx [31, 32].

H. Ubaldo u C. Castro 6bin npeactaBneH ewe OAWH
cnydyan Butuauro u JIC, xapaKTepu3ylowmnmnca TUMUYHbI-
MU KIMHUYECKUMU NPOSBAEHUAMU ITUX ABYX OONE3HEW.



Y NauMeHTKU C IMHENHOW CKNEPOAEPMUEN, PACTOSIOKEHHOM
B o6nactu néa («en coup de saber») cnesa, Habnoaanocb
BWUTWAWIO, NIOKANNM30BaHHOE B J1IeBOW NepuopouTanbHON
obnactu ¢ noanMo3oM OGPOBEN WM PECHUL, a TaKKe ume-
nacb IEBOCTOPOHHASA pacuienMHa rybbl npu poxaeHuu [35].
N3y4aa faHHbIN KIWMHUYECKUIA Clydan, MOXHO BHUAETb, HYTO
MeXay NoJIOBUHaMM nnLa 601bHON CyLWEeCcTBYET ANCKPETHas
acuMmmeTpus 6e3 NMpPU3HaKoB MOAKOXKHOWM, MblLEYHON WK
KOCTHOM aTpoduun, NMOMMMO TOW, KOTOpas Habnwgaertcs
B ob6nactu nopaxenusa JIC [35, 36]. B aToM KAMHMYe-
CKOM cnyyae remudalmanbHble NposBneHns sutuauro, J1C
W paclennHbl rybbl 6blM pacueHeHbl Kak peakue [35].
[aHHas KNMHU4YecKas cuTyaLms NOATBEPKAaeT BO3MOXHYIO
CBSI3b 3TUX COCTOSIHWUIA C ABAEHUAMM IMOPUONOTMYECKOrO
[JeneHns KNeToK, nogyepKnBas Mo3auunadm. JTa runortesa
MOXeET O0ObACHUTb KaK M3MEHEeHWs B MUrpaLuu KIETOK,
BbI3BaBLUMX pacLlennHy rybbl, Tak 1 UBMEHEHUS B HEKOTO-
pbIX 3anMAepMasbHbIX KNeTKax, KOTopble CTaHOBSATCS 6onee
BOCMPUUMYMUBBIMU K ayTOMMMYHHbIM aTakaM. BUtnuauro nnu
CKJIEPOAEPMUS MOTYT TaKKe Yallle NPosiBASATLCS NOc/e BO3-
AencTBus HeonpeaeneHHblx Tpurrepos [35, 36], BcneacTeme
4yero runotesa y4acTus Mo3auLm3ma B ayTOMMMYHHbIX 4ep-
MaToJIorM4yeckmx 3abofieBaHMsX, KOTopble MposBASOTCS
B NOKanbHbIX GopMax, TaKUX KaK CKNepoaepMUsa U BUTUNU-
ro, noaTBepxgaetca [36, 37].

BUTUAUIO M CKIIEPOLEPMUIO UCTOPUYECKU HabsoaatoT
W ONUCLIBAIOT B NTepaType B MOMbITKE HANTU CBA3b MeXay
3TUMU ABYMSI COCTOSIHUSIMU. Kak 6bl10 YNOMSIHYTO paHee,
BUTWUINIO XapaKTepU3yeTcs KOXKHOM U CIM3UCTON AeNUrMeH-
Tauuen BcCneacTBuMe M3bupaTenbHOM NoTepu anuaepmanb-
HbIX MenaHouuMToB [37]. B cnyd4ae acMMMETPUYHOro, C TUMKY-
HbIM OLHOCTOPOHHUM MOPaXKEHWEM, BUTUIWUIO Ha3blBalOT
cermeHTapHbiM (CB, puc. 1). [laHHOe cocTosiHMe npeacTaB-
nsetr cobon 6bICTPO NMPOrpeccupyoLyto, HO OrpaHUYEHHYO
aenurmeHTaumio ¢ nonvo3om B 50% cny4aeB v 60MblUOK
BEPOATHOCTbIO CTABUIbHOW pPENUIrMEeHTaLMK MpPU NeYeHUMN.
MNocnegHve faHHble NOATBEPHKAAIOT, HTO pacrnpocTpaHeHHoe
BuTMAMro u CB npeacTaBAsioT BapuaL M OQHOMO U TOrO e
NaToIorM4YeCcKoro crnekTpa. BbiBNEHO, 4YTO NOKanM30BaH-
HbIM nattepH CB o6ycnoBneH Mo3an4yHOM ayTOMMMYHHOM

Puc. 2. JlokanusoBaHHasa cknepoaepmus Ha GoHe BUTUANTO

B 06/1acTv nua (KpacHbiM oTMeyeH oyar J1C)

Fig. 2. Localized scleroderma associated with vitiligo in the area
of face (localized scleroderma is shown with red)

McTouHuK: MypawkuH H.H. n coaBrt., 2020.
Source: Murashkin N.N. et al., 2020.

Puc. 1. CermeHTapHoe BUTUAUIO
Fig. 1. Segmental vitiligo

McTouHuK: MypauwkuH H.H. n coaBrt., 2020.
Source: Murashkin N.N. et al., 2020.

aTaKow Ha JIoKanu3oBaHHyo obnactb (GeHOMeH Mo3auLn3-
Ma, puc. 2) [38].

Mo3anuuam — 3To BGUOSIOrMYECKUI PEHOMEH, KOTOPbIN
noapasymeBaeT nog cobon Hanuume AByx unu 6onee nony-
NAUMIA KNEeTOK C pasfiMyHbiMK reHoTunamu. OH oTau4vaeTcs
OT XMMepM3ma TeM, YTO MPOMCXOAMUT OT OAHOM OMJI0A0TBO-
PEHHOW AVLIEKNETKM, @ HE OT HECKObKMX KIIETOYHbIX IMHUIA,

Puc. 3. JInHeiHaa dopma J1C no Tuny yaapa cabnew («en coup de
saber) (KpacHblM oTMedeH o4ar JIC)

Fig. 3. Linear form of localized scleroderma: "en coup de saber"
(localized scleroderma is shown with red)

McTouHuK: MypawkuH H.H. n coaBrt., 2020.
Source: Murashkin N.N. et al., 2020.
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Nosly4YE€HHbIX U3 OTAENbHbIX OMI0AOTBOPEHHbIX AuL, [39]. YTO
KacaeTcs AepMaToNorM4yeCcKnx PaccTponcTs, TO 3TO caMbli
SAPKUM FTEeHETUYECKUI MPUMEP TOro, KaK KOXHbIA y4aCToK,
HaceneHHbIn KneTkaMu € pasfuyHbIMU aHTUFEHHBIMU WK
MMMYHONOrMYECKMMM CBOMCTBAMM, OTIMHAETCSH CBOEN BOC-
NPUUMYMBOCTbLIO (MPEUMYLLECTBEHHO) MW YCTOMYMBOCTbIO
K pa3BUTUIO KOXHbIX 3aboneBaHum [40].

J1C TaKKe cBA3bIBAlOT C ayTOMMMYHUTETOM, NPU KOTOPOM
yBENIMYEHUE MJIOTHOCTM KOMareHa npuBOAMT K KOXHOMY
CKJ1EPO3Y NPU OTCYTCTBUU NOPaAXKEHUS BHYTPEHHMX OPraHoB,
aKpockneposa M deHomeHa PenHo. MNoparkeHune JIC Koxu
NOOGHO-TEMEHHOM 06n1acTh, YacTo HanmomMuHawlee cneg oT
yaapa cabnen, Ha3dblBaeTcsa «en coup de saber» nu MoxeT
npmMBectTu K remmndaumanbHon atpodun Mappn—Pombepra
(puc. 3).

970 M3MeHeHUe YyepenHo-nuLeBoro MopdoreHesa npo-
MCXOOWUT OTAENbHO MW B COYETaHWW C HECKONbKUMW CUH-
ApOMamMu 1 pasnnMyHbIMU HapyLIEHUSIMU IMOPUONOTUYECKNX
CUrHanNbHbIX NyTEN. [EHETUYECKUIA KOMMOHEHT OblST YAaCTUYHO
06bSACHEH HeJaBHO C [AEMOHCTpauMer aHTaroHMCTUYECKOW
nepeaayn CUrHanoB MeXAay CuUrHanbHbIM nytem hedgehog
(Shh), ycuneHHbIM y 3TUX NaLMEHTOB, M PErYNSTOPHLIMU
nytamu WNT n p63/IRF6, KOTopble MeHee aKTUBHbI, 4TO Mpu-
BOAMT K HapyleHuto npouecca avddepeHumnaumm amopu-
OHanbHbIX KNeToK [41]. NHTepecHO, 4YTO CUrHafbHbIK MyTb
WNT TakKe y4yactByeT B AUddepPEHLMPOBKE MENAHOLMUTOB,
a ero aKTMBHOCTb CHW}KEHa B AENUIrMEHTUPOBAHHOM KOXe
npv BUTUAKTO.

OnucaHme. Nocne 4ENCTBUSA Pa3/TUYHbIX BHELIHWUX TPUr-
repoB (BHeWHWe (aKTopbl) NpU OnpeaeneHHbIX YCnoBUSAX
KOHKPETHOro opraHuama (BHYTPEHHME ¢haKTopbl) Mpowuc-
XOOAUT aKTUBaLMSA/AEeCTPYKLUNS KEPaTUHOLMTOB U BbipaboT-
Ka MMW pasfiMyHbiX MPOBOCMNANUTENbHbIX U NPObUGPOTH-
4yecKMx GaKTOpPOB; B TO e BPEMS MPOMCXOAMT AECTPYKLIMSA
MENIaHOLMTOB C BbicBOGOXAEHMEM cneumduryecknx DAMPs
N COBCTBEHHbIX M3MEHEHHbIX aHTureHos (PHK, AHK), koTo-
pble pacnosHatotcs AlNK M aKTUBUPYIOT BPOXKAEHHYIO,
a 3arteM W NPUOBPETEHHYID MMMYHHYIO cuctemy (puc. 4).
YctaHoBneHo, 4To 6enoK S100A9, CUHTE3UPYOLWMIACS NpuU
anuMaepManbHOM CcTpecce, WHAyUMpyeT nponudepaumio

$n6p0o61acToB NOCPEACTBOM YCUIIEHUSA aKTUBHOCTU TGF (3,
a TaKxXe B3aumopenctema Yyepes Toll-nogo6HbIn peuenTop 4
(TLR-4). CTOUT OTMETUTb, YTO KEpPaTUHOLMTbI B3aMMonew-
CTBYIOT C 3HAOTENUANbHbIMW KNeTkamu U dubpobnactamu
yepes curHanbHble nyTu, BKModas Wnt, Sonic hedgehog
(Shh) n Jagged-Notch. MoBpexaeHne aHaoTENMANbHbIX Kie-
TOK B pe3ynbrate UHOEKLMKU, BOCNANeHns, ayToMMMYHHOM
peaKkuuu, HapyleHUs LLeNOCTHOCTU KOXHOro NOKpoBa npu-
BOAMT K MOBbIWEHUIO MHTEHCMBHOCTU CEKPELMM MHOro-
YUCNEHHbIX UMTOKMHOB M MONIEKYN afre3nu, OTBETCTBEHHbIX
3a MUrpauuio UMMYHHbIX KNETOK (MIMMdoLnTOB, MaKkpoda-
roB). B cBol oyepeab, MMMyHHbIE KIETKU MPOAYLMUPYIOT
OCHOBHble ¢daKTopbl pocta ¢ubpodbnactos (TGF B, CTGF,
PDGF w gp.), aktuBupyss TeM caMblM GpuUOBpo6aacTbl, WX
nponudepaumo u guddepeHUnpPoBKY B MnodmnbpobnacTbl,
YTO MPMUBOAMUT K U3OLITOYHOMY CUHTESY M OT/IOKEHUIO BHE-
KNeToOYHOro maTpuKca, ¢dnbposy. AKTMBALMUSA TMMGOOLMUTOB
¢ GOpMUPOBAHMEM ayTOMMMYHUTETA MPOMCXOAUT KaK Mnpwu
N1C, Tak v npu Butuauro. MNMopasneHne Treg v NOBbILEHWE
LMTOTOKCUYECKMX NUMPOUNTOB (T-KMANepoB), NPOAYKLUSA
NPOBOCNANUTENbHbIX LIMTOKMHOB Th-KneTkamu u CTUMYNK-
poBaHWe BblAeneHus aytoaHTuten B-numdbouuTamu npu-
BOAMT K paspylleHUio KepaTUMHOUWUTOB M MeNaHOLMTOB,
ancperynsunn UMMYHHOMO OTBETa U OKUCIUTESTIbHOMY CTPecC-
Cy, KOTOPbIM CHWXXaeT aKTMBHOCTb CUrHanbHOro nytu Wnt
B MeNaHoLWUTax U KepaTUHoLMUTaX.

Kak y¥e oTmeyanocb, [AAUTEeNbHOE WCNOoNb30BaHWe
CyCNeH3uWn anuaepmasibHblX KIETOK WKW KynbTyp ayToso-
FMYHbIX MenaHouutoB npu CB no cpaBHeHuto ¢ NSV cBu-
[eTeNbCTBYET O 3aMeHe FeHEeTUYECKM aHOMasbHbIX K/IETOK
HOPManbHbIMKM, B pedynbTate Yero He HabnoaaeTcs NaTono-
rMYECKON peaKLmm UMMYHHOro oteeTa [42]. NoJo6Hble 3KC-
NEePUMEHTbI in Vivo, O KOTOPbIX COO6LWAanM HECKONbKO rpynn
y4eHbIX, MO3BONAIOT NPEANONOKHUTb, YTO KIETKHU, NOSTYHEHHbIE
M3 HENOBPEXAEHHOM KOXMW nauueHToB ¢ CB, 3amewator
M3MEHEHHbIE KIIETKM U U3NIeYNBAIOT MECTHbIN FreHETUYECKUI
nedeKt [43]. OHM noATBEPKAAKOT, YTO MeNaHoUMUTbl ABASAOT-
Ccsl NepBUYHbIMU AedeKTHbIMU KneTKamu npu CB, nocKosb-
KY ayTONOrMyHble Ky/bTypbl MENaHOLMTOB OblM yCMNewHo
Mcnonb3oBaHbl B aTUX yenoBuax [21, 40]. HU3KuKI ycnex ayTo-

lNpumevanme. HLA (human leukocyte antigens) — yenoBeyeckue nenkouuTapHble aHTUreHbl; DAMP (danger-associated molecular
patterns) — aucTpecc-accoLMMpPoBaHHbIN MOSIEKYNSPHbIM NaTTepH «06pa3 onacHocTuy; IL (interleukin) — uHTepnenkuH; TNF o (tumor
necrosis factor alpha) — daKkTop HeKkpo3a onyxonu anbda; PDGF (platelet-derived growth factor) — TpomGouuTapHbIM dakTop pocTa;

CTGF (connective tissue growth factor) — dakTop pocta coeanHutensHon TkaHu; FGF (fibroblast growth factor) — dakrtop pocta
dubpobnactoB; CCL-2/CXCLY/CXCLLO — xeMoKuHbl; STO0A9 (S100 calcium binding protein A9) — Kanbuui-CBA3bIBaOWMIN 6GENOK
S100A9; FBN-1 (fibrillin-1) — ¢dmbpunnnH-1; a-MSH (a-melanocyte-stimulating hormone) — anbda-mMenaHoUUTCTUMYNUPYIOLLUA TOPMOH;
Fli-1 (Friend leukemia integration 1 transcription factor) — TpaHCKPUNLMOHHBIN daKTop UHTErpauun nemkemum Friend 1, Takke M3BECTHbIM
KaK TpaHCKpUNUMOHHbIN dakTop ERGB; t-PA (plasminogen activator tissue) — TKaHeBOM akTMBaTOp Nna3muHoreHa; PAI-1 (plasminogen
activator inhibitor) — nHrM6uTop TKAHEBOro akTMBaTOpa nNnasmuHoreHa; ICAM-1 (inter-cellular adhesion molecule-1) — monekyna
MexKneToqHom agreaun 1; VCAM-1 (vascular cell adhesion molecule-1) — cocyaucton knetoyHon aaresuu 1; TGF B (tansforming growth
factor beta) — TpaHchopmumpytowmin poctosoin ¢paktop 6eTa; IFN +y (interferon y) — nHtepdepoH ramma; a-SMA (alpha-smooth muscle
actin) — anbda-akTuH rmagkmx mblwy; SOSTDCIL (sclerostin domain containing 1) — CKAepOCTUH JOMEH-CoAepalLlimi 6enoK 1 (aHTaroHueT
curHanbHbix nyten TGF B n Wnt); SMAD2 (mothers against decapentaplegic homolog 2); Wnt/Shh (Sonic hedgehog)/Jagged-Notch —
CUrHanbHble NyTv, MHAYLMpYoLWMe anddepeHUnpPOoBKY 1 Nnponudepaumio CTBONOBbLIX KNETOK MENAHOLIUTOB U KEPaTUHOLMTOB, obecneynsas
NOCTOSAHHbIM 060POT NYNOB 3nNuAepManbHbIX KNeTok; AMK — aHTUreHNpPe3eHTUPYIoLWMNeE KINETKMU.

Note. HLA — human leukocyte antigens; DAMP — danger-associated molecular patterns «danger signal»; IL — interleukin; TNF o« — tumor
necrosis factor alpha; PDGF — platelet-derived growth factor; CTGF — connective tissue growth factor; FGF — fibroblast growth factor;
CCL-2/CXCL9/CXCL10 — chemokines; S1I00A9 — S100 calcium binding protein A9; FBN-1 — fibrillin-1; a-MSH — a-melanocyte-stimulating
hormone; Fli-1 — Friend leukemia integration 1 transcription factor also known as ERGB transcription factor; t-PA — plasminogen activator
tissue; PAI-1 — plasminogen activator inhibitor; ICAM-1 — inter-cellular adhesion molecule-1; VCAM-1 — vascular cell adhesion
molecule-1; TGF B — transforming growth factor beta; IFN y — interferon v; a-SMA — alpha-smooth muscle actin; SOSTDC1 — sclerostin
domain containing 1 (signaling pathways TGF 3 and Wnt antagonist); SMAD2 — mothers against decapentaplegic homolog 2;

Wnt/Shh (Sonic hedgehog)/Jagged-Notch — signaling pathways inducing differentiation and proliferation of melanocytes and keratinocytes
stem cells providing constant turnover of epidermal cell pools; AlTK — antigen-presenting cell.
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TpaHcnnaHtatoB B NSV no3BonsieT NpeanosoxKuTb, YTO BCe
anuaepMalbHble MenaHoUMTbl FeHETUYECKM aHOMarnbHbI [44].

Butnanro un JIC 4BASIOTCA CNOXHBIMWU CUCTEMHbIMU
60MEe3HAMM, CBA3AHHLIMU CO MHOTMMM ayTOMMMYHHbIMU
W ayToBOCManuTeNbHbIMKU Npoleccamu. Kpome Toro, KOXKHble
M3MEHEHMS MPU HUX OKa3blBalOT CyLLIECTBEHHOE BMUSHUE
Ha KayecTBO XXW3HU. He06Xx0anMMbl AanbHENLLME YCUIUS, YTO-
Obl YyNy4lWNUTb NOHUMaHWE U BOCNPUSATUE ITUX 3aboneBaHui,
a TaKKe MOBbICUTb OCBEAOM/IEHHOCTb 06 WX MCUXONoruye-
CKMX addeKTax. B nocnegHee Bpems B AepMaTo/IOrMYeCcKomn
NpaKTUKe OTMeYaeTcs yBennyeHre yncna 60nbHbIX, cTpaaa-
IOLLMX COYETAHHBIMM NATONIOMMAAMM, KOTOPbLIE XapaKTepuayeT-
csl TOPNMAHBLIM TEYEHMEM U OTCYTCTBMEM MATOrHOMOHMYHbIX
CMMMNTOMOB y MaLMEHTOB AETCKOro BO3pacTa, YTo 3aTpya-
HSI€T MarHOCTUKY M Ha3HaYeHWe afeKBaTHOM Tepanuu. 310
no6yxaaeT K NOBbILEHUIO 0CBEAOMIEHHOCTU U MHDOPMUPO-
BaHWIO Bpayer pasiuyHbIX CNeLmanbHOCTER O BO3MOMXKHbIX
COYETaHMUSAX, KIMHUYECKOM KapTUHE U acneKTax natoreHesa
[laHHbIX COCTOSTHUM.
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