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CkuieponepMust TOJPa3EIAeTCs Ha CUCTEMHYIO (OpMy, Ha3bIBAEMYIO CUCTEMHBIM CKJIEPO30M, M JIOKAIN30-
BaHHYIO ()OpMy, Takoke HazpIBaeMylo Mopgeeil. buoncust koxu pekoMeHIyeTcst TONBKO B CIIydae JHArHOCTUYECKUX
COMHEHHMH IIPU JPYTHUX CKIEPOAEPMOIONOOHBIX 3a001€BaHUAX (CKIEPOMHUKCEIEMa, CKIIepeieMa, HepOreHHbIH CH-
cremHbli GprOpo3). B rucronornyeckoii KapTHHE KOXHU HPH JOKAIN30BaHHON U CUCTEMHOM CKJIEPOIEPMHH BHAUasIe
0OHapYKHUBAIOTCSI MEKPOCOCYIUCTEIE H3MEHEHHS U XPOHUUECKOE BOCIIANICHUE, a B 00JIee MO3IHUX CTaHsIX IIPeod-
nagaet pudpo3 Koxu. JlokanuzosanHas ckiaeponepmus (LS), nnu mopdes, BKItoYaeT psij MOATUIIOB, KOTOPBIE KiIac-
cuHULIHUPYIOTCs OOIbLIE B COOTBETCTBHY € UX KIMHUYECKUMU MIPOSIBICHHUIMH, YeM FHCTONATOIOTHYECKUMH KapTH-
HaMu. OZHAKO HEKOTOPHIE TUCTONATOIOTNYECKUE H3MEHEHHUS MOTYT OBITh MOJIE3HBI UL TH((GepeHI[HauH OXHOTO
00BbEKTa OT JPYTUX U OT APYTHX CKIEPONEePMOMUAHBIX 3a0oneBaHuil. Jlyuniee HOHUMaHUE KJIETOYHOTO H MOJEKY-
JSIPHOTO MATOr€He3a, FEHETHYECKOro PUCKa M OTIMYHUTEIbHBIX ocobeHHocTel SSc-ILD n naeHTHdUKanus Hagex-
HBIX IPOTHOCTUYECKUX OHMOMapKepoB HEOOXOMMMBI JJI ONTHMAIBLHOTO BeJleH!s 3a0oneBanus. [latorenes gpubdposa
mpu SSc-accorpupoBadnoM ILD (SSc-ILD) BKiIoYaeT KIETOYHOE MOBPEKICHHE, aKTHBALNIO/ AU HEPEHIUPOBKY
ME3eHXHMAJIbHBIX KJIETOK M MOP(OI0orniecKre/Ononornieckine M3MEHeH!s B SIUTEIHaIbHBIX/3H0TeINAIbHBIX
kierkax. daxrops! pucka nporpeccupoBanus SSc-1LD BKITIOUAIOT MOXUIOH BO3PACT, My»KCKOH IIOJI, CTEIICHb I10-
paKeHUs JITKUX Ha 0a30BOM KOMIBIOTEPHOW TOMOrpaduu C BBHICOKMM paspeuieHueM. Peryasropusie T-kineTku
(Tregs) MMEIOT NIEPBOCTENICHHOE 3HAYCHHE IS TIOEPKAHNS HIMMYHOJIOTHYECKOH CaMOTOJIEPAaHTHOCTH ¥ UIMMYH-
HOTO TOME0CTa3a, XOTsS OHU COCTABIISIIOT TUIIb 0Koo 5—10 % nepudepuueckoro CD4+ T-kieTku y denoBeka.

KiioueBble cj10Ba: CKJIepPOJEPMHSs, CHCTEMHAs CKJIEPOAEPMHUS, JJOKATH30BAHHAS CKIIepoaepMusi, paKTOPbI pHCKa,
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SYSTEMIC AND LOCALIZED SCLERODERMA

Grechneva E.V., Sharonova Yu.V.
Chuvash State Medical University n.a. I.N. Ulyanov, Cheboksary,
e-mail: lizakisonka@mail.ru, y-sharonova@list.ru

Scleroderma is divided into a systemic form, called systemic sclerosis, and a localized form, also called morphea.
Skin biopsy is recommended only in case of diagnostic doubts in other scleroderma-like diseases (scleromyxedema,
scleredema, nephrogenic systemic fibrosis). In the histological picture of the skin with localized and systemic
scleroderma, microvascular changes and chronic inflammation are initially detected, and in later stages, fibrosis
of the skin prevails. Localized scleroderma (LS) or morphea includes a number of subtypes that are classified
more according to their clinical manifestations than histopathological patterns. However, some histopathological
changes may be useful for differentiating one object from others and from other sclerodermoid diseases. A better
understanding of cellular and molecular pathogenesis, genetic risk and distinctive features of SSc-ILD and
identification of reliable prognostic biomarkers are necessary for optimal disease management. The pathogenesis
of fibrosis in SSc-associated ILD (SSc-ILD) includes cellular damage, activation/differentiation of mesenchymal
cells, and morphological/biological changes in epithelial/endothelial cells. Risk factors for the progression of SSc-
ILD include old age, male gender, and the degree of lung damage on basic high-resolution computed tomography.
Regulatory T cells (Treg) are of paramount importance for maintaining immunological self-tolerance and immune
homeostasis, although they account for only about 5-10% of peripheral CD4+ T cells in humans.

Keywords: scleroderma, systemic scleroderma, localized scleroderma, risk factors, biomarkers

CkiiepoepMust — XpOHWYecKoe 3abole-
BaHHE COEIUHUTEIbHON TKAaHH HEW3BECTHOU
ATHOJIOTUH, KOTOPAs BHI3BIBACT OOIITUPHOE MHU-
KPOCOCYIMCTOE MOBPEKJACHUE U H30BITOUHOE
OTJIOKECHHE KOJUTareHa B KOXKE W BHYTPEHHUX
opranax. CKIEpoAEpMHUI0 MOXHO PpPa3IeIUTh
Ha JIOKaJIM30BaHHYIO U CUCTeMHYT0. JIokanm3o-
BaHHAs CKJICPOIEPMHUS, MUK MOpdest, XapaKTe-
pH3YETCS IEPBUIHBIM CKIICPO30M, OTPaHUICH-
HBIM KOK€W, MHOT/Ia BOBJICKAIOIIUM >KUPOBYIO
TKaHb, MBIIIIIGI ¥ (aciuu. CUCTEMHAs CKJIePO-
JEPMHUS XapaKTEepHU3yeTcs MOPaKeHUEM KOXU,
COCYZIOB, OIOPHO-ABUTaTeIbHOTO ammapara
Y BHYTPEHHUX OPraHOB (JeTKHE, Cepille, IH-
[EBAPUTEIBHEBIN TPAKT, ITOYKH), B OCHOBE KO-

TOPOTO JICKUT HAPYIICHUE MUKPOLIUPKYIISALUH,
BOCITaJICHUE W TeHEepaIu30BaHHBINA (Gropo3 [1].

Lens paboThl — aHATNM3 UCTOYHUKOB Hayd-
HOM MEIMIMHCKON JMTEPAaTyphl, aKTyalbHbIX
MaTepHalioB Hay4YHO-HCCIIEeI0BaTeNbCKUX pa-
0OT, MOCBAICHHBIX CKICPOJICPMUHU.

Marepuansl 4 METOABl HCCICAOBAHMUS:
3apyOeKHbIE M POCCHICKHE HAayYHBIE HCTOY-
HUKN 110 Teme «CHcTeMHas M JIOKaJIH30BaH-
Hasl CKJICPOJCPMUS.

®ubpo3 MOXKET BO3HUKAThL KaK Ha paH-
HHUX, TaK W Ha IO3JHUX CTagusax SSc, uMme-
€T MEPEMEHHYI0 KIMHUYECKYIO IPOrPECCHUI0
U, KaKk NIpaBWIO, IJIOXO pearupyeT Ha Tepa-
nuro. I'UCTONnOrn4ecKkre UCCIeqOBAHMS KOXKU,
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JIETKUX, Ceplla U APYTUX OPraHOB IMpPHU CKIIe-
POAEPMUH JEMOHCTPUPYIOT YBEIMYCHUE KOJIH-
yecTBa (uOpoOIacTOB, HO OOBIYHO HamboIee
3aMETHO HaJIMYHE IUIOTHBIX OTIIOXKEHHH KoJIIa-
reHa ¥ BHEKJICTOYHOTO Marpukca. OuOpo3HbIi
npollecC OCHOBaH Ha CBEPXaKTHBAIWH, Iepe-
MIPOTPaMMHUPOBAHUN U TIOTEPE HOPMAIBHBIX
FOMEOCTAaTHYECKUX CBOWCTB (uOpobiacToB,
YTO MPUBOAUT K HX TpaHcauddepeHunpos-
K¢ B TpoiH(epaTUBHBIE W METaO0OIMYCCKH
akTuBHBIE MHO(HOpOOITAcTE B Tepudepmye-
CKOM TKaHH.

®ubpo3 MOXKET BOSHHUKATh MOYTH BO BCEX
opraHax rpu SSc, Ho HanboJjee 3aMeTHO OTMe-
4aeTcs B KOXKe, JIETKUX, CEPALE U JKEITyTOYHO-
KHUIIeIHOM TpakTe. [lepBHUHBIN TpHU3HaK 3a00-
neBaHus, GuOPo3 KOXKU, OOBITHO TPOSBIISAETCS
KaK YTOJICHHE W YIUIOTHEHHE KOXKH M MOXKET
MPOSIBISITECS JTMOO B OTPaHMUYEHHOH (OOBIYHO
KOXXa JUCTajJbHEE JIOKTeH M KOJeHeH), oo
B nuddy3Hoii (Oosee arpecCHBHON U MIMPOKO
pacrpocTpaHeHHOH) kapTuHe [2]. YV manmeH-
TOB C OIPaHNYCHHBIM 3a00JI€BaHNEM KOXKH Te-
yeHue pubpo3a 0OBIMHO TOOPOKAYECTBEHHOE
U HE BBI3BIBAET 3HAYMTEIBHOW WHBAIMAHOCTH,
XOTS 3TH MALMEHTHI YacTO CTPaNaloT OT OOJIb-
IIEro KOJMYECTBA COCYAUCTBHIX OCIOKHEHHH.
B muddysnoit monrpymnme manueHToB (HUOpPO3
KO)KM UMEET TEHJCHIHUIO OBICTPO YCKOPSTHCS
B IEPBBIE TAThH JIET KIMHUYECKOro 3a0oieBa-
HHsA, U GUOPO3 IPyruX OPraHoB OOBIYHO HAYH-
HaeTcsl B 3TOM ke OkHe [3].

Cosoanue muogubpodbracma cxiepodepmui

OubpoOIacTel MpPeACTaBISIOT co00 Me-
3€HXHUMaJIbHBIC MAaTPUKCHBIC KIETKH, KOTOPBIE
OOBIYHO He 00JafaroT BBICOKOM MeTabonude-
CKOM aKTHBHOCTBIO, HO 00J1a/lal0T CIIOCOOHO-
CTBIO aKTUBUPOBATHCS, TUPPEPEHINPOBATHCS
B Muo(uOpobnacTel W MPOSYLUUPOBATH Ma-
TPUKC B OTBET Ha MOBPEXKJICHUE TKaHU. Muo-
(hnOpoOITACTH PETYTUPYIOT pEMOJIETMPOBAHHIE
COCTMHNTEIBHON TKaHM, yJacTBys B CHHTE3€
BHEKJICTOYHOTO MAaTpUKCa, a TaKXke JIEMOH-
CTpUpPYs LUTOCKEJETHBIE XapaKTEPHCTHKH
COKPaTUTEJbHBIX INaAKOMBIIIEYHBIX KIIETOK.
MuoduOpobnacTel BHOCAT 3HAYHTEIHHBII
BKJIaJ] B PEMOJCIHPOBAHNE COCIUHUTEIHHOMN
TKaHU, OKa3bIBas TATOBBIC CHJIBI U CHHTE3H-
pys KOMIIOHEHTBHI BHEKJIIETOYHOTO MaTpHKCa
(ECM). Onu perpeccupyIoT iU YMHUPAIOT ITy-
TEM aronTo3a MpH MUTETU3ALNN PaHbl, HO CO-
XpaHATCA B (PHOPO3HBIX CUTYaIHSAX, TaKHX
Kak SSc, I7ie OHU SABIISIOTCS KIFOYEBBIMH (ak-
TOpPaMH B TIOCTOSHHOM LHMKJIE MOBPEXKICHUSI
opranoB [3]. OcTaeTcst psia BAXKHBIX BOIIPOCOB
0 ¢pudpobmacTax SSC OTHOCUTEIIBHO TOTO, MO~
YeMy OHM WMEIOT XapaKTepHbIH (QHOPO3HBII
(deHoTHII. DTH BONPOCH BKIIOYAIOT B ceds,
oTkyna OepyTcst MHOGUOpPOOIAaCThI, KaK aKTH-
BUPYIOTCS (HUOPOOIACTRI, YTO TOIACpPIKUBA-

€T TOCTOSHHYI0 akTUBalui (GpuopodIacTos,
KOHKpeTHBIe THIEI PubpodnacToB, Hambomee
BakKHbIE UL SSc, n pasnuuus Mexxry Gpuopo-
OyactaMu B pa3HBIX opraHax [4].

Ilamozenes

IlpuurHa Kak JIOKaJM30BaHHOW CKIIEpO-
nepmun (Mopden), Tak U CHCTEMHOH CKJIepo-
JIepMuM HensBecTHa. [ eHeTHyeckmii (JOH B CO-
YEeTaHUH C IK30T€HHBIMH TPUITEPAMH, TAKUMH
kak BupycHole (BOb, BerpsiHas ocna) u Oak-
tepuansHbie (Borrelia Burgdoferi) nadexunn,
MECTHBIE TPaBMBbI, XUPYPIHUECKHE OIEPaLU
n mnpuBuBku (BLDX), npeamonoxurensHo
urparot ponb B Mopdee [5]. [Ipu cucremHoit
CKJIEPOICPMUH  HEKOTOPBIE 3KOJIOTHYECKHE
TPUITEPHI, TAKHUE KaK BUHWIXJIOPUI, JHOKCH]
KPEMHUS, HEKOTOPbIE YIVIEBOIAOPOIBI, 3IIOK-
CHJIHBIE CMOJIBI U PAILICOBOE MACIIO, JIEKapCTBa
WJIM HEKOTOPBIE JIEKAPCTBa, TAKKUE KaK O1eoMu-
UH, TpUNTO(aH M CPENCTBA, MOAABISIONINC
anmneTUT WM WHPEKIMOHHBIE areHTHI, BKIIIO-
yast Bupycel (LIMB, BOb, napsosupyc B19),
OaxTepuu (XeIMKOOaKTep MUIOPH), MOTYT Ha-
yarh 0O0JI€3Hb Ha NPEIPACIIOIOKEHHOM TI'eHe-
TUYECKOM (POHE.

Hpyroil BO3MOXHBIM MaTOT€HETUYECKHUI

MEXaHU3M — MUKPOXHMEpPU3M. MHUKpPOXH-
MEpPU3M — 3TO JJHUTEIBHOC BBDKUBAHUE all-
JOTHITHYECKUX  TUMMOITUTOB  (eTanbpHbIe

T-xneTku, mpruoOpeTeHHBIE BO BpeMs Oepe-
MEHHOCTH, WJH T-KIIETKH, TOTy4YeHHBIE ITyTeM
NepeIMBaHus KPOBH MJIM OPTaHOB TPaHCILIAaH-
Tara) B HUPKyIUpyromei kposu. deranbHbie
MUKpPOXMMEpHBIE KIIETKM 4Yalle BCTpPEYaroT-
cs y manueHToB ¢ DCSS u oGHapyxuBatoTcs
B KJIETOYHBIX MHQWIBTpaTax 04aroB CKIEPO-
JIepMuH. XOTsi Mopdest 1 CHCTEMHasi CKJIepo-
JEPMHS — COCTOSIHUS C Pa3IMYHBIM KIMHUYE-
CKUM BBIp@KEHHEM, OHHU Pa3leiiioT OOLIUi
MATOJIOTUYECKUI M TaTOTeHEeTHUYeCKUH MeXa-
HU3M, YTO TPUBOJUT K MOBPEXKIEHUIO COCY-
JIOB, ayTOMMMYHHUTETY (aKTUBAIlM WMMYHH-
TeTa) ¥ N30BITOYHOMY OTIIOKCHHUIO KOJUIareHa
[6]. AxTuBamusi UMMYHHOW CHCTEMBI SIBIISI-
€TCsl ellle OJHUM BaXKHBIM IIar B MATOTCHE3e
Kak Mop(ea, Tak ¥ CHCTEMHOHN CKIEpOJepPMHUsl.
[Ipeobnamator CD4+ T-muM@ouTsl, MOHOHY-
KJIeapHble WH(QWUIBTPATHI KOXKH, BBI3BIBAIOIINE
BBICBOOOXKIeHEe uHTepieikuubl (UJI-2, mpo-
¢ubpornueckuii NJI-4, NJI-6 u peuentop NJI-
2) u paKTOpHl pocTa, TaKUe Kak TpaHcHopMu-
pytomue poctoBele Oera-akropsl (TGF-B),
KOTOpBIE WHUIUHPYIOT W/UIN YBEKOBEUHBAIOT
nporecc Gudpo3a U MOBPEKACHIS COCYIOB.

Jloxanuzosannas ckiepooepmus

basimkoBumHas Mopdea — Hambonee 4va-
CTBIN BapuaHT TMPOABIACTCA NPHUIIOAHATHIM
WY BIABICHHBIM KOPUYHEBAThIM WIIM JKell-
THIM 0E€JIOBAaTBIM HAJICTOM, OKPY)KCHHBIM CH-
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He-0arpoBBIMHU dpUTEMaMH (CUPEHEBOE KOJIb-
110) Ha TYJIOBHIE MM KoHeuHocTsX. [1o mepe
MHOUIBTPAlUA KOXXHM HACTyMaeT arpodwus,
MPOSBIIAETCS BBINAJEHUEM BOJIOC U CaJbHBIX
JKene3 M Tullep- WIM TUIONUTMEHTalUeH.
JluneiiHas CKIepoIepMUs  XapaKTEepU3YETCs
JMHEWHBIMH TIOJIOCAMHU CKJIEp03a, KOTOpbIe
MOTYT PacIpOCTPaHATHCSA Ha AEPMY, HOIKOXK-
HBIH CJI0M, MBIIIILIBI U KOCTH, BBI3BIBAIOLIUE JIE-
(hopmanmu. 910 HanboIIee pacpoCTpaHESHHBIH
MOBUJL Y JIeTeH U MOAPOCTKOB C MOPAKEHUEM
MIPEUMYIIECTBEHHO KOHEYHOCTEH M TYJIOBU-
ma, 0cOOEHHO y JIEBOYEK LIKOJIBLHOTO BO3pac-
ta. ['enepanuzoBanHass Mopdea, Xapakrepu-
3yIOLIAsACd JUCCEMUHUPOBAHHBIM CKJIEPO30M
KOXKH Y B3pPOCIHBIX, HAUMHAETCS HA TYJIOBHUIIE
Y BBI3BIBAET KOHTPAKTYPHI U AeopMauu Ko-
HeuHocTel. [loBepxHOCTHAs Mopdea — 3TO He-
JIaBHO OIIMCAHHBII BAPUAHT, BCTPEYAOLIUICS
y MY>K4MH, IPA KOTOPOM YIIJIOTHEHHE, TUIIEp-
WY TUINONUTMEHTUPOBAHHBIE ISITHA MUHU-
MaJIbHBI K aTpOdOICPMHUH.

Cucmemnas cxnepooepmus

Ilpu cucteMHON CKJIEpOAEPMUM YILIOT-
HEHHE 3aTparuBaeT ANCTaJbHBIE M IMPOKCH-
MaJIbHbl€ YacTH KOHEYHOCTEH, JHIa U TYJNo-
BHI[A U CHCTEMHOE BOBJICUEHUE MPOUCXOIUT
Ha paHHUX cTaguax 3aboneBaHus. [pyrue
W3MEHEHUS JIMIAa BKIIOYAIOT MHKPOCTOMHUIO,
KJIIOBOBUHBIM HOC M IE€pHOpaibHbIE OOPO3-
Ibl, KallWUISIPHbIE aHOMAJIMK MPOKCHMAIIb-
HOTO HOTTEBOIO BaJlMKa PYKHU TPHUCYTCTBY-
0T MOYTH Y BCEX MAalMEHTOB C CUCTEMHOM
CKJIEPOEPMHUEH W JIydlle BU3YaIU3UPYIOTCS
pu AepMatockonuu. Taxoke HabmogaeTcs mo-
pa’KeHHE OIOPHO-IBUIaTeNbHOTO alapara,
JKEITyAOYHO-KHUIIIEYHOTO TPaKTa, CepAeYHO-
JIETOYHON CUCTEMBI U Touek [7]. ApTpanruu,
IIYM TPEHUs CYyXOXKMJIUH M MBIIIEYHas Cla-
0ocTb, 00LIME HApyLIEeHHWS MOTOPHUKM IHUILE-
BoJa ¢ peIoKcoM U Iucdarus 3aTparuBaroT
KETYTOUHO-KUIIIEUHBIA TPakT [8].

Jlerounas runeprensus (JII') apnsercs ga-
CTBIM U TSKEJBIM OCJIOXKHEHHEM CHUCTEMHOTO
cKiepo3a. JTO CIOKHOE 3a00sieBaHHe, Xapak-
Tepu3ylolieecs MOPaKeHUEM KOXH U Pas3iIny-
HOW CTENEHBIO MOPAKEHHsI OPraHOB, BKIIOUAst
Kak Jierkue, Tak u cepaue. Kak cnencreue, PH
IIpU JaHHOM 3a00JIEBaHUHM MOXET OBITH 00Y-
CJIOBJIEH u30aupoBaHHbIM JIAT, mopaxaronium
MeJIKHE JIeroynble aptepun (rpynma 1 oOHOB-
nennol knaccuduranuu PH). Hemocrarounoe
MIOCTYIIJICHUE B OPraHU3M BHUTaMHMHA A mpu-
BOOUT K T'MCTONATOJIOTMYECKUM H3MEHEHUSIM
B allbBEOJIaX JIETKHMX, HApyHIAlOmUM (H3HO-
JIOTHYECKHE TPOIIECCHI B JIETKUX U MPEAPaACIIO-
JIararouuM K pa3BUTHIO TKaHEBOW THMIIOKCHH.
PetnHonapl y4acTBYIOT BO MHOTHX (HU3HO-
Jorudyeckux mpoueccax. Jdeguuur ButamuHa
A BBI3BIBAET MJIOCKOKJIETOYHYIO METaljIa3Hio

pECHUPATOPHOro SIUTENNS, PECHUTYATHIE DIIU-
TEIHAIbHBIC KIIETKU 3aMEHSIOTCS CKBAMO3HBIM
STUTENIUEM, TIPU 3TOM MPOUCXOJUT CHUKECHHUE
BBIPaOOTKH cim3| [8].

Jlugpgepenyuanvrasn ouacnocmuxa

OO6prgHO MOpP(EI0 HEBO3MOXHO THCTOJIO-
THYECKH OTIIMYHMTH OT CUCTEMHOU CKIIepojep-
mun. OIHAKO BOCHANUTENbHBI WHPUIBTpAT
Ha paHHUX CTagusx Mopgen Oonee BHIpaXKEH,
YeM IIpH CUCTEMHOH CKIEPOIEPMHU, W CO-
CYIWCTBIE W3MEHEHUs, XapaKTepH3YIOLIHecs
YTONIIEHHEM U THATUHHU3AINEH CTEHOK COCY-
JIOB ¥ CY’)KEHHEM IPOCBeTa, 00Jiee BHIPAKEHBI
IIPU CUCTEMHOM cKiiepoaepmut [9]. 3aTBepeB-
1asi Koka MOXET OBITh MPOSIBJICHUEM COCTOSI-
HUH, Ha3bIBAEMBIX CKIEPOIESPMOTOAO0HBIMHU
paccTpoiicTBaMU WM WMHUTATOPaMU CKJIEPO-
nepmun. CKiIepoMHUKceaeMa MposBIIIeTCs Tud-
(Gy3HBIM BBICBIIIAHHEM BOCKOOOPa3HBIX MeJ-
KMX IaIyJl Ha YTOJLIEHHBIA U YIJIOTHEHHBII
KOKHBIA (JOH B COYETAaHHMH C MOHOKJIOHAJIb-
HBIM OeKkoM. Yarlie BCcero CTpaaaroT B3pOCIble
JIONW CPEIHeTo Bo3pacTa. bromcus Koxu va-
CTO SIBISIETCS JUArHOCTUYECKOH, AEeMOHCTpH-
pysl THIIMYHYI) MHKPOCKONHUYECKYIO TPUATY
OTJIOKEHUSI MyluHa, npoiudepanun ¢udpo-
OnmactoB u ¢ubpo3a winu Ooliee peaKo — WH-
TEPCTUIMANBHYIO KOJBIIEBHIHYIO TPAaHYIEMY.
CxuiepenieMa XapakTepu3yeTcsl TBEPIbIM, CHM-
METPUYHBIM YIUIOTHEHHEM Ha IIee, IuIedax
W BEpXHEH 4acTW CIWHBI Y MAlUEHTOB C JHa-
OetoM, WH(QEKIHEH BEPXHUX AbIXaTebHBIX
nyTel wiam mapanporeuHeMuei. OHa Takxke
MOXeT OBITh uauomnarmyeckor. JIuio pemxo
BOBJIEKAETCS, B TO BPEMS KaK MajbIlbl COXpaHe-
Hbl. DUOPO3 MOXKET BO3HUKATH TIOYTH BO BCEX
opraHax Npu CHUCTEMHOM CKJIepo3e, HO Hau-
Oosiee 3aMETHO OTMEUaeTcs B KOXKe, JIETKHX,
Ceple U XKeTylouHo-KuleyHoM Tpakte [10].
OcHoBHOM mnpu3HaKk 3a0ojneBaHus, (HuOPO3
KOXH, OOBIYHO TPOSBIAETCA KaK YTOJIIEHUE
Y YIJIOTHEHHNE KOXKM U MOXET MPOTeKaTh JH00
B OrpaHMYCHHOM (OOBIYHO KOXa JHMCTaJIbHEE
JIOKTeH u KoJeHel), mbo B nuddysHom (6o-
Jiee arpecCUBHOM U PaclpoCTPaHEHHOM) BUJIE.
Y manueHToB ¢ OrpaHUYEHHBIM 3200JIEBaHUEM
KOXXKH TeueHHe (puOpo3a OOBIIHO ITOOpOKade-
CTBEHHOE M HE BBHI3BIBAET 3HAYMTEIHHOW WH-
BAIMIHOCTH, XOTS 3TH MAIlUCHTHI YacTO CTpa-
AT OT OOJBILETr0 KOJUYECTBA COCYIUCTBIX
ocnoxHeHnit. B nuddysHoit moarpynme mna-
UEHTOB (HUOPO3 KOXKU UMEET TEHICHIIUIO Obl-
CTPO YCKOPSITHCS B TIEPBBIE TATH JET KITMHIYe-
CKOTO 3a00JIeBaHus, B ((PHOPO3 APYTUX OPTaHOB
OOBIYHO HaYMHACTCS B ATOM ke OkHe. MmeroT-
Csl PEHTI'€HOJIOTHYECKHE AO0Ka3aTrenbcTBa (u-
Opo3a snerkux Oonee yem y 90% nauueHTOB
C CHCTEMHBIM CKJIEPO30M, U OH CTaHOBUTCS
KJIIMHUYECKH 3HauUMbIM y 25% MalHueHTOoB.
ITo cpaBHEHUIO ¢ PUOPO30M KOXKH, TIIE TCUCHUE
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OOBIYHO MPEKpPaIlaeTCs U YIy4IIaeTcs Mocie
HayaJlbHOTO Iepuosa, pudpo3 Nerkux npu cu-
CTEMHOM CKJIEp03€ OOBIYHO MPOIPECCUPYET.

3akJjoueHue

JlMarHocTuka CKICpoAepMHUU TPYOHA: He-
00X0IMMO aHAJIM3UPOBaTh KIMHUYECKHUE CHM-
NTOMOKOMITJIEKCHI, KOMOWHUPOBATh PE3yibTa-
TBI MOP(OJIOTHYECKOTO, HHCTPYMEHTAIBHOTO,
KJIIMHUYECKOTO U MMMYHOJIOTHMUYECKOTO HCCIIe-
JnoBaHMW. [mcTonaronoruss MOxeT OBITH He-
OTIMYMMa OT O00pa3lOB HMCTHHHOIO Mopdea
WIK CHUCTEMHOIO CKJepo3a, HO AMAarHo3 cra-
BUTCS HA OCHOBAaHMH KJIMHUYECKOTO KOHTEK-
cra. Cucremunii ckiepos (SSc, ckuepomep-
MHUSI) SIBJISIETCSl CIIOKHBIM MYJIBTHCHCTEMHBIM
3a00J1eBaHIEM, XapaKTEPU3YIOLINMCS ay TOUM-
MYHUTETOM, BaCKYJIOTIaTHEH U, IPEXE BCETO,
dbubpozom [11].

HecMoTpst Ha KOJIMYECTBO 3aperUCTPUPO-
BaHHBIX aCCOLIMAIM, TeHeTHYecKre Guomap-
Kepbl, OTHOCALMECs K pucky ILD y nmanueHToB
¢ SSc, ele He YCTaHOBJIEHBI C YBEPEHHOCTBIO.
MHorue oOTAenbHbIE MCCIEAOBaHUSA, COO00-
mampe 00 accouuanyax I'€HEeTHYEeCKHX
BapuaHToB ¢ SSc-ILD, ObutH HEOOMBIIHUMH,
a TOCJIEAYIONNE HCCIIEAOBAaHUS KOHKPETHBIX
accolManuii a0 OTCYTCTBYIOT, JHOO CO-
JepKaT MpOoTHBOpeuuBhe NaHHbIe. [losTomy
HEOOXOOMMBbI COITIACOBAaHHBIE YCHJIUS C yda-
CTHEM OOJIBIIOTO YuCla HAlMEHTOB Pa3HOU
STHUYECKOW MPHUHAJICKHOCTH IJIsl YCTaHOB-
JeHust Ooliee OIpENENeHHBIX T€HETHYEeCKHX
¢dakTopoB pucka pazsutusi SSc-ILD u ero
nporpeccupoBanusi. GakTopsl pucka, cBi3aH-
Hble ¢ nporpeccupyromuM ILD cpenu manu-
eHToB ¢ SSc, BitouaroT nudy3HbIIH KOKHBIH
SSc, Myxckoit o, ahpoaMepUKaHCKYIO pacy.
Jpyrue nokazarenu TspKecTd SSc Takke ObuUTH
CBSI3aHBI C IPOTPECCUPYIOLINM 3a00JIEBaHHEM,
BKJIIOYAsl CTENECHb 3a00JIeBaHUsl TIPH KOMIIBIO-
TepHOU TOMOrpauu ¢ BBHICOKUM pa3peLIeHU-
eM [12]. AnamorudHo, (pakTOpsI pUcKa CMEpPT-
HOCTH TIpH SSC BKITIOYAIOT MOXKMIION BO3PAcT,
MYKCKOW TIOJ, CTENIEHb 3a00JIeBaHusl IIPH BU-
syanuzauun HRCT. buomapkeps! CBIBOPOTKH
KpoBH win OanbHO# kuakoctu (BALF) mo-
TyT OBITH TMONIE3HBI B MuarHoctuke SSc-ILD
1 B IPOrHo3upoBaHuu. beul uaeHTHdUIMPO-
BaH psii NOTEHIIMAIBHBIX OMOMapKepoB, KOTO-
pble MOTYT YKa3bIBaTh Ha MOPAaKEHHE JIETKUX
y ManueHToB ¢ SSc. AyToaHTHUTENa SBISAIOTCS
€IMHCTBEHHBIMH MapKepaMu KPOBH, JOCTYII-
HBIMH B HACTOsIIE€E BPEMsI B PyTHUHHOM KIIMHU-
yecKod mpakTuke. Hanmuuuve aHTUTEN NpPOTUB
Scl-70 u orcyTcTBHE aHTULIEHTPOMHBIX aHTH-
Ten B SSc yKa3bIBaIOT Ha MOBLIIICHHYIO BEPO-
SITHOCTBh MporpeccupoBanus ILD. Acconma-
UM 3TUX AHTUTEJ C OCHOBHBIMU aHTHUTCHAMH
KOMIUIeKca ructocoBMectuMoctu I mommep-
JKUBAIOT TeHETHIECKYI0 ocHOBY SSc-ILD [13].

Perynsatopusle T-knerku uenoseka (Tregs),
9KCTIpECCUpyIomuUe (aKTop TPAHCKPHIILUH
FoxP3, urpart pemarnoinyoo poib B NOAAEp-
JKaHUH HMMMYHOJIOTHYECKOW CaMOTOJIEpaHT-
HOCTM W HMMMYHHOro romeocrasa. Iloreps
JOMHUHHUPYIOIIEH nepudepruieckoil ToJepanT-
HOCTH, TposiBisiemMas Tregs, MOXET MPUBECTH
K ayTOMMMYHHBIM 3200JICBaHHSM, HWMMYHO-
MATOJIOTHH, AJUIEPTHH WIA MeTabOINIeCKUM
3a0oneBaHmsIM. XOTsS TaroreHe3 SSc CIokeH
M OCTAaeTCs He MOJIHOCTHIO TOHTHIM, UCCIIEA0-
BaHMS B OTOH 0ONACTH MOATBEPAMIH, YTO HM-
MYyHHast JUC(YHKIUS SIBISETCS OJHUM K3 BaXK-
HEHIINX KOMIIOHEHTOB HaroreHe3a. MOo)KHO
HAOIIONATh BPOXKICHHBIE M aalTHBHBIE WM-
MYyHHBIE HapyIIEHWs], KOTOpPbIe 3aBEPIIAOTCs
BBIPAOOTKON ayTOAHTHUTEN U aKTHUBAIEeH Kile-
TOYHO-OIIOCPEOBAHHOTO  ayTOMMMYHHTETA.
Kpome TOro, MMMyHHBIE KJIETKH MOTYT BBI-
3BIBaTh CIOXKHBIE OMOXMMUYECKHE U MOJIEKY-
JSIpHBIE M3MEHEHHUs, KOTOPBIE CIIOCOOCTBYIOT
BacKyionaru ¥ ¢Guoposy. JleHCTBUTENBHO,
MOSABIISIETCS] BCE OOINBIIE J0KA3aTeNbCTB TOTO,
YTO UMMYyHHAs aKTUBAIUs SIBISIETCS IIPHUU-
HOHW, a HE CIEACTBUEM BacKyjlomatuu u ¢u-
Opo3a. Bo-mepBbIX, THCTONOTHYECKUE HCCIIE-
JIOBaHUS TIOKa3bIBAIOT, YTO BOCIHAIHTEIHHBIN
WHQUIBTPAT MPUCYTCTBYET Ha OYEHb PAHHUX
CTanusX, MPEANIeCTBYIONNX Hadary (pubdposa
[14]. Otu kieroyHble WHQOUIBTPATBI COCTO-
AT B OCHOBHOM U3 T-KIETOK, KOTOpbIE Mpe-
UMYIIECTBEHHO ABIAIOTCS kietkamu CD4+.
Bo-Brophix, ¢ubpobracTel ¢ MOBBIIICHHOMN
skcnpeccueit MPHK npoxonnarena I u III tu-
MMOB 9acTO MOXKHO HICHTH(HUIMPOBATH B 00-
JacTsaX, MPUICTAIMNX K HHPHIBTPUPYIOIIUM
MOHOHYKJIeapaM. B-TpeTbux, T-KkeTku B koxke
U B nepugepruieckoil KpoBU MalMEeHTOB ¢ SSc
SKCIPECCUPYIOT pEerepTyap OIUTOKIOHHBIX
T-xneTounsix penentopos (TCR), uTo cuiibHO
yKa3bIBaeT Ha Mponudepanuio 1 KIOHATBHYIO
JKCITAHCHIO 3TUX KJIETOK B OTBET Ha crienudu-
gyeckuit Ag(s). Kpome Toro, Heckonpko uccne-
JIOBaHUH TMPOJEMOHCTPHUPOBAIN ACCOLUAINIO
koHKpeTHbIX ajuiened HLA ¢ SSc, xoropsril
MOJIEP>KUBAET KOHIETIIHIO Ag-yIIPaBIsieMOro
T-xnetounoro orBera B SSc. [lostomy cpe-
¥ 3TOro abeppaHTHOTO MMMYHHOTO OTBETa
T-nmuMbounTH, MO-BUAUMOMY, UMEIOT 0c0oboe
3HaUEHUE B maroreHese SSc. OTH KIETKU Mpe-
UMYIIECTBEHHO TPEACTaBISIOT coboit CD4+-
KIIETKH, JEMOHCTPHUPYIOIINE MapKephl aKTH-
Bauy, ¢ mpeodnanaromuM Th2-MUTOKHHOBEIM
npoduieM, XapaKTePU3YIOIUMCS BBICOKUMHU
ypoBHsamH [L-4, IL-5 u IL-13 B koxe, Jerkux
u mnepudeprdeckol KpoBH. ITa KIOUeBas
pons mponudpepannn T-KIETOK U CEKperuu
IIHTOKUHOB B SSc Mpenarmonaraet, Y10 3TO CO-
CTOSTHHE€ MOXKET OBITh CBS3aHO C JC(PEKTHBIM
KOHTpoJieM akTuBauuu T-knetok. [Ipu uzyue-
HuY Treg-KIeToK NMpu Takux 3a00JCBaHUSIX HE-
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00XOIMMO YYHTBIBAaTh Pa3HOCTH MOTEHIUAIIOB
Mexay Treg-kineTkaMmu, MOJyYeHHBIMH W3 Tie-
pudepudecKoii KpOBH, U BOCIIAJICHHBIMH Opra-
HaMU (KOXKa, JIETKHE) C TOUYKH 3peHUS PyHKITUN
¥ 49acTOTHl. B oTnnume OT JNerkux, pe3naeHt-
HBIE B KOKe Tregs akTHBHO MCCIIENYIOTCS, Be-
POSITHO, M3-32 OTHOCHTEIBHOH JIETKOCTH [0-
cTyna K o0pasuam TkaHei [15].
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