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KNMHWUYECKWNE, TEHETYECKME M TTPOTHOCTUYECKINE ACTIEKTDI

CUCTEMHOW CKIEPOZIEPMMM

Yponos LW.C., Axmesos X.C., Xanmetosa ®.U.

TaLLKEHTCKMIM TOCYAAPCTBEHHbIN MEANLMHCKUI YHUBEPCUTET

AHHOTauUuA

CucteMHas  cknepodepMunsa  NpeAcTaBasieT  COBOM  XPOHMYECKOe — ayTOMMMYyHHOe — 3aboneBaHue
COEAVHUTENbHOM TKaHW, XapakTepU3yHoLLLeeCs MPOrpeccupyrolMM GUOPO30M KOXM 1 BHYTPEHHVX OPraHOoB, a TakxXe
BbIDaXEHHbIMM  COCYAUCTBIMUA  HapyWeHVaMn. B nocneaHwe rogsl 0coboe BHMMaHWe YAeNAeTCs W3ydeHuto
reHeTMYeCcknx GakTopoB, BAVAIOLLMX Ha PA3BUTME W TAXECTb TeueHWa 3aboaeBaHns. KNMHWKO -reHeTuyeckuii aHanms
MO3BONSET BbIABUTL MPEAVKTOPLI HEHBNArOMPUATHOTO MPOrHO3a, UTO BaXHO A5 NMepCoHaNM3npPOBaHHOIO NMoaxoaa K
NIEUYEHMIO M MOHWTOPWHIY MauMeHTOB. B paboTe paccMaTpvBatoTCA KAMHMYECKMe MNPOSBAEHWS, MONEKYAAPHO-
reHeTMueckMe Mapkepbl U MPOrHOCTUYECKME  KPWUTEPWM, OMpejenstolie TeueHre U UCXOA  CMCTEMHOM
CKNEPOAEPMUN.
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aymoumMmMyHHble 3a60/1e8aHUSI.
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Annotatsiya

Tizimli sklerodermiya teri va ichki a'zolarning progressiv fibrozlanishi hamda gon tomir tizimining chuqur
buzilishlari bilan kechadigan surunkali autoimmun kasallikdir. So'nggi vyillarda kasallikning rivojlanishi va og'irlik
darajasiga ta'sir giluvchi genetik omillarni o'rganishga alohida e'tibor garatilmogda. Klinik-genetik tahlil noxush
prognoz omillarini aniglash imkonini beradi, bu esa davolash va bemorlarni kuzatishda individual yondashuvni
ta'minlaydi. Ushbu ishda tizimli sklerodermiyaning klinik ko'rinishlari, molekulyar-genetik markerlari va prognoz
mezonlari ko'rib chigiladi.
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Abstract

Systemic sclerosis is a chronic autoimmune connective tissue disease characterized by progressive fibrosis
of the skin and internal organs, as well as significant vascular abnormalities. In recent years, increasing attention has
been given to genetic factors influencing disease development and severity. Clinical and genetic analysis helps identify
predictors of unfavorable outcomes, which is essential for a personalized approach to treatment and patient moni-
toring. This study focuses on clinical manifestations, molecular genetic markers, and prognostic criteria determining
the course and outcome of systemic sclerosis.
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CuctemHan cknepogepmma (CC) — 310 XpoHMYeckoe ayTOMMMYHHOEe 3aboneBaHmne Co-
EeAVHNTENbHOWM TKaHM, XapakTepu3yroLLeeca YTONUEHMEM KOXM, GEHOMEHOM PelHOo, nopaxe-
HVEM BHYTPEHHMX OPraHOB 1M ONOPHO-ABWUIaTENBHOIO annaparta, YTo NPeACTaBaAeT COBOM Ccepb-
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e3Hyr0 NpobaemMy B PEBMATONOMMM U UMMYHONOTMM [/, 8]. [aToreHe3 CUCTEMHOM CKNepoAepPMMM
BK/IFOYAET C/IOXHbIE B3aMMOLENCTBMA MEXAY MMMYHHOW CUCTEMOW, COCYAaMU 1 COEANHUTENBHOWM
TKaHbtO, YTO OBYCNABNMBAET OAHOBPEMEHHYIO ANCHYHKLMIO MMMYHHOM TONEPAHTHOCTY, SHAOTE-
MANbHOM GYHKUMM 1 OOMeHa BHekneTouHoro matpumkca [5, 10]. PazHoobpasHasa kanmHmuyeckas
KapTMHa CUCTEMHOW CKAEPOAEPMUK, BapbMPYHOLLAA OT OrPAaHUYEHHOTO MOPAXEHUA KOXM A0
INODY3HBIX CUCTEMHBIX MPOABNEHWM, NMOAYEPKMBAET TETEPOrEHHBIV XapakTep 3aboneBaHua u
HEOOXOAMMOCTb NEPCOHANM3MPOBAHHbBIX CTPATErMIA NedeHns [/, 15]. HecMoTpsa Ha OTHOCUTENBHO
HM3KYO 3a001€BAaEMOCTb, MPUMEPHO 13 CyuaeB Ha 1 MUAMOH YeNnoBeK B roj, M pPacnpocTpa-
HeHHOCTb 0kono 200 Ha T MUAAKOH, BAMAHKWE 3aboneBaHNs Ha 3ab60NeBaeMOCTb M CMEPTHOCTb
MNaLMEHTOB 3HAYMTENBHO, UTO TPebyeT MOCTOAHHbIX MCCNeA0BaHWM ero MeXaHV3MOB U TepaneBs-
TMyeckmx BmelatensctB [2,10]. ChoXHOCTL 3aboneBaHma ycyrybaaeTca pasHoobpasmnem ayToaH-
TUTEN, CBA3AHHbIX C CUCTEMHOW CKNepOAepPMMEN, BKIKOYAA aHTU-LIEHTPOMEPHbIE, aHTV-TOMOM30-
mMepasHble | 1 aHTM-PHK-nonmmMepasHelie Il aHTuTena, KOTopble KOPPEenpyroT C PasnnyHbIMU
KAMHNYECKMMM GeHOTUNaMM 1 UCXoAamu 3ab0NeBaHumA.

[VarHoCT1Ka CMCTEMHOTO CKIEPO3a MOXET BbITb MPOCTON Y MaLMEHTOB C KNaCCUYECKUMM
NPOABNEHMAMY, TaKUMM KaK CUHAPOM PeiHo, ancharnsa n ynaoTHEHWE KOXM, HO MOXET Mpes-
CTaBAATb KJIMHMYECKME TPYAHOCTM, KOTAA 3TV CUMMTOMBI HE MPOABNAKOTCA BMECTe. B Takmx cny-
YaAx NOATBEPXAatoLLMe N1abopaToOpHbIe TECTbl MOTYT MOMOYb, OAHAKO WX OTCYTCTBME HE UCKNHO-
yaeT amarHo3 [2, 11]. CUCTeMHbIN CKNepo3 — 3TO reTeporeHHoe 3aboneBaHne C Pa3HOObpPasHbIMM
KNMHUYECKMMUK NPOABAEHNAMN. KnaccndrKaLMOHHbIE KPUTEPUM CUCTEMHOTO CKIEepP03a, pa3pa-
6oTaHHble B 2013 roay AMEPUKaHCKOWM KONerein peBMaTonoros 1 EBpONenckomn aHTMpeBMaTm -
YECKOW JINTOM, BKJIKOUAKOT Pa3/IMUHbIe KIMHNYECKME U CEPONOTMYECcKne napaMeTpbl ANA ANarHO-
CTUKM 1 Knaccudumkaumy [4, 10]. 3T1 KpUTEPUM NPUCBAMBAIOT Babl TakKUM KIVHWUYECKUM Mpn-
3HaKaM, Kak yTONLLEHME KOXM, GeHOMeH PelHO 1 Npoduan ayTOaHTUTEN, YTO MOBbILIAET TOY-
HOCTb AMArHOCTUKM 1 CNOCODCTBYET ee paHHEN NOCTaHOBKE. Hannumne onpeaeneHHbIX ayToaHTM -
TeN, TakMx Kak aHTu-Tonomsomepasa | (anti-Scl-70), aHTMUeHTpOMepHble ©  aHTU-PHK-
noaumMepasa Ill, CBA3aHO C OTAENBbHBIMM KIVHUYECKUMM NOATUNAMM U MCXOLaMM 3a001EeBaAHMA.
PaHHAA AMarHOCTVIKa 1 CTpatudMKaumsa pucka MMEROT peLlarollee 3HauYeHne Ana ONTUMMU3aumm
CTpaTernin 1e4YEeHNa 1 yay4lleHnd UCXOA0B Y MaLMEHTOB C CMCTEMHbIM CKIEPO30M. HeaaBHWe
AaHHbIe YKa3bIBarOT Ha TO, UTO "CKNEPOMMO3NT," HOBbIM MNOATUN 3ab0NeBaHMA, CefyeT pacCcMaT-
pVBaTb B CMeKTpe CUCTEMHOTO CKIepo3a M ayTOMMMYyHHOro MuosuTta [2, 10]. K knaccrueckmm
CCA-cneumdryecknm aytoaHTUTeNaM OTHOCATCA aHTULLEHTPOMEPHbIE, aHTM-TOMOM30Mepasa |,
aHTM-PHK-nonvmepasa lll, aHtn-Th/To n antn-U3RNP, B TO Bpema kak ayToaHTMTENa, XapakTep-
Hble AN nepekpecTHbix cHapomos CC/, BkatouatoT aHTM-UTRNP, aHtn-PM-Scl n antmn-Ku [2,11].
AHTV-PM/Scl aHTUTena 0bHapyxuBatoTca npumepHO y 2% nauyeHTos ¢ CCJ, HO X npucyTcTBme
bonee xapakrepHo ana CC/A ¢ nepekpecTHbIM CUHAPOMOM MMO3KTa [2, 6].

CUCTEMHBIV CKNePO3 CUMTAETCH OTHOCUTENBHO PeLkMM 3aboNeBaHVeM, OAHAKO ero BAMA-
HMEe Ha 3aD0N1EBAEMOCTb M CMEPTHOCTb MALMEHTOB 3HAYMTENBHO BbICOKO. COBPEMEHHbBIE 3MMae-
MUONOTMYECKME AaHHbIE YKa3bIBAKOT Ha MPUMEPHYHO 3ab0neBaemMoCcTb 13 HOBbIX CyuaeB Ha |
MUUIMOH YeoBeK B rOJ, NP 3TOM pacnpoCTPaHEHHOCTb OLUeHMBaeTcA nprmepHo B 200 ciyyaes
Ha 1 MunnoH yenosex [8, 13]. PazHoobpasHasa KaMHUYeckas KapTvHa 3ab0neBaHns, BapbupyrO-
Wasa OT OrpaHMYeHHOro NOPaxXeHMsa KOXu 40 ANPPY3HBIX CUCTEMHBIX MPOABAEHMI, MOAYEPKM -
BaeT €ro reTepOreHHyr NPUPOAY M YKasblBaeT Ha HEOOXOAMMOCTb MEPCOHANMINPOBAHHbBIX CTPA-
TErVM NeYeHna. PaHHAR AMarHOCTMKa 1 CTpatMduKaLma pyUcKa MMErOT pellaroLlee 3HadeHre and
ONTMMM3aLMK ncxoaoBs Yy naumeHtos ¢ CCA [15].
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[eHeTnyeckme GakTopbl BHOCAT 3HAUUTEbHbBIN BKNAZ B MPEAPACNONOKEHHOCTb K CUCTEM -
HOW CKNepOAEPMUM, MPUYEM MONHOTEHOMHbIE aCCOLMATVBHBIE UCCNEAOBAHMA BbIABAAOT MHO-
XXECTBO JIOKYCOB PWUCKA, CBA3AHHBIX C Pa3BUTMEM 3aD0NEBAHMA. DTW TeHETMYECKME BapMaAHTbI 3a-
TPArMBaroOT reHbl U MyTW, CBA3AHHbIE C UIMMYHHOW CUCTEMOM, UTO AaeT NpeAcTaBaeHne 06 MMMy -
HoMaToreHese CUCTEMHOW ckneposepMmmn. OAHAKO OAHOW TONBKO reHETUYECKOM Npeapacnono-
XEHHOCTW HEAOCTAaTOUHO ANA BO3HMKHOBEHMA 3a001€BaHMA, UTO NOAYEPKMBAET BAXHOCTb Gak-
TOPOB OKPY>KaroLLlen Cpejbl B MaTtoreHese CMCTEMHOM CKNePOAEPMUNN. YCTAaHOBIEHO, YTO BO3AEN -
CTBME TakMX GaKTOPOB OKPYXatOLLEN CPebl, Kak KBapLIeBad Mblib, OPraHnyeckme pacTBOpUTEN
M HEKOTOpPbIE BMPYCHbIE MHAEKLMKM, MOXET ObiTb MOTEHUMANBHBIM TPUITEPOM CUCTEMHOM CKe-
POLEPMUM Y TEHETUYUECKM NMPEAPACNONOXKEHHDIX JFOAEN. DTN GaKTOPbI OKPYKaroLLen Cpesbl MO-
ryT aKTMBMPOBATb MMMYHHYHO CMCTEMY, CMOCOBCTBOBATHL BOCMANEHUIO U MHNLMMPOBATL GUOPO3-
Hble MPOLLECChI, XapakTePHble ANA CUCTEMHOM cknepoaepmun [2, 5]. Heobxoammbl AanbHeLLne
UCCNeL0BaHMA A1A MONHOTO BbIACHEHWA CNOXHOTO B3aMMOAENCTBUA MEXY FEHETUYECKOW MPes -
PACMONOXEHHOCTBHO M GakTOpammn OKPYKaroLLEW CPelbl B MaTOreHe3e CUCTEMHOM CKNepPOAEp-
MUK,

[eHeTnyeckme GakTopbl CYLLECTBEHHO BAMAOT Ha NPeAPaCcnoONOXEHHOCTb YeNOBEKA K Ch-
CTEMHOMY CKN1EePO3Y. [10SHOTEHOMHbIE aCCOLMATUBHbIE MCCNEAOBAHMA ChIrPav KIFOUEBYHO POJb
B BbIABNEHNMN MHOXECTBEHHbIX IOKYCOB PUCKa, CBA3AHHbIX C pa3BuTMeM 3aboneBaHns [4, 11]. 31
reHeTnYeckme BapuaHTbl YaCcTO 3aTPATMBAKOT reHbl M MyTH, CBA3AHHbIE C UMMYHHOW CUCTEMOW, UTO
A3AeT UEeHHY0 MHbOpMaLUMo 0B MMMyHOMaToreHese CUCTEMHOrO ckneposa. OAHako OAHOW
TONIBKO FEHETNYECKOWN NPEAPACMONOXEHHOCTM HEAOCTATOYHO AN BO3HMKHOBEHWA 3a001€BaHMA,
YTO NOAYEPKMBAET KPUTUUECKYHD POb GAKTOPOB OKPYXKatoLel cpesbl B 0bLeM natoreHese 3a-
bonesanma [2].

HepaBHKWe nccneaoBaHMA, Kak yka3aHo B BaleM AOKYMEHTE, Hauyanu BbIABAATL Cneumdu -
yeckue reHetTnyeckme GakTopbl, CNOCOBCTBYHOLLME Pa3BUTUIO CUCTEMHOIO Ckiepo3a. Hanpumep,
reHbl U3 CEMeNCTBa MHTErpyHOB, Takue Kak ITGAS, ITGB2 1 ITGB5, 6b1am naeHTMOMUMPOBaHbI Kak
YYaACTHMKM MATONOTMYECKMX NMPOLECCOB Mpu CMCTEMHOM ckaepo3e [7,10]. 3TO yka3biBaeT Ha mX
BOBJ/IEUYEHHOCTb B MEXaHM3MbI MPOABAEHNA 3a00N1EBAHMA, XOTA ANA NMOJHOTO MOHUMaHNA MX TOY -
HbIX PONIEN HEOOXOAMMbI AaNbHENLLIME nccneaoBaHua [2, 13].

CucTeMHan CkNepoaepMUA XapakTePU3YETCA LUMPOKMM CMEKTPOM KIMHUYECKMX MPOABAE-
HWI, 3aTparvBan PasvyHble CUCTEMbI OPTaHOB M MPUBOAA K PA3HOOOPAa3HbIM KIMHUYECKUM de-
HOTMNaM. CTEMNEHb M TAXECTb MOPAXEHMA KOXM, HaaMume cneumdmryeckmx ayToaHTUTEN M XapaK-
TEP BOB/IEYEHWA OPraHOB OMpPeAenatoT OTAeNbHbIE KAMHUYECKME MOATUMbBI CUCTEMHOW CKIepO-
AepMun. JIMMUTUPOBAHHAA KOXHaAa GOpMa CUCTEMHOM CKNEPOAEPMUM, XapaKTepPM3YHOLLaACH
YTO/ILLEHVEM KOXM, OTPAHNYEHHbBIM AUCTANBHBIMK OTAENAMM KOHEYHOCTEN M INLIOM, OObIYHO ac-
COUMMPOBAHa C aHTULEHTPOMEPHBIMY aHTUTENAMM M MEHBLLMM PUCKOM THXENOTO MOPAKEHWS
BHYTPEHHMX OpraHoB. AnddysHan KoxHaa GopMa CUCTEMHOM CKNEPOAEPMUM, XapPaKTePMU3YHOLLa -
ACA PACNPOCTPAHEHHBIM YTOALWEHWEM KOXM C BOBEUEHNEM TYNOBMLLAE M MPOKCUMANbHBIX OTAE -
JIOB KOHEYHOCTEW, CBA3aHa C aHTUTenamm K tonomsomepase | n PHK-noammepase Il n nobiweH-
HbIM PUCKOM Pa3BUTUA GMOPO3a NErkMx 1 NoYeYHOro Kpusa. VIHTepctumanbHoe 3abonesaHve
NErknx ABNAETCA YaCTbIM U TXENbIM OCIOXKHEHMEM, BCTPEYAROLLMMCA Y BOBLIOTO MPOLEHTa Na-
LMEHTOB C CUCTEMHOW CKNEPOAEPMUEN, CTAHOBACL OCHOBHOWM MPUUYMHOM CMEPTHOCTM B 3TOW MO-
nynaumm [9, 13]. BHeapeHne KOMMbOTEPHOM TOMOTPaPMK BbICOKOTO Pa3peLLeHma YayULwnio Am-
arHOCTVIKY M MOHUTOPWHT SSc-ILD [4]. [TopaxeHue cepaua, Bktouaa Grbpos Mrmokapaa, nepm-
KapAMT W NETOYHYIO TMMNEPTEH3NIO, ABNAETCA 3HAUMTENbHOM MPUUMHOM 3ab0NeBaeMOCTU U
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CMEPTHOCTU MPU CUCTEMHOWN CKneposepMmn. KOBEHWMNbHAA CUCTEMHAA CKNEPOAEPMUA — PESKOe
MYIbTUCUCTEMHOE ayTOMMMYHHOE 3300NeBaHMe, XapakTeEPU3YHOLLEEeCs Backynonatmen n Myib-
TMOPraHHbIM GrbPo30M [8, 9]. bblNno 0OHapyXEHO, UTO reHbl CEMENCTBa MHTEMPUHOB, Takme Kak
ITGAS, ITGB2 1 ITGB5, y4actBytoT B MaTONOMMUECKMX MPOLECCax CUCTEMHOW CKNEPOAEPMMM, XOTA
TPEbYHOTCA AanbHenwne nccneaoaqHma [1, 6).

[aToreHes cMCTeMHOTO Ckiepo3a BKAKOYaET B CeOA CNOXHOE B3aMMOAENCTBME HapyLle-
HUA UMMYHHOW perynaumm, noBpexaeHmsa COCyL0B 1 akTuBaLMmn GrnbpobaacTos, UTO MPUBOANT
K YpE3MEPHOMY OTJIOXEHMIO KONareHa v Gnbposy TkaHen [3, 15]. AKTVBaLMA MMMYHHBIX KNETOK,
Takmx Kak T-knetky, B-knetkm mn makpodarm, cnocobctByer GOPMMPOBAHMIO BOCMANNTEBHOM
Cpesbl NpW CUCTEMHOM CKNEPO3e, CTUMYAMPYA BbICBODOXAEHWE NPOBOCMANMUTENBHbIX LIUTOKMHOB
M XEMOKMHOB, KOTOPblE MOAAEPXMBAOT GUOPO3HLIV Npouecc [2, 9]. TpaHCPOpMUPYHOLWMIA dak-
TOP POCTa 3 UrpaeT KAKOUEeBYHO POb B Mpouecce dnbponponmdepaumn, 1 B 3TOT NpOLLECC BO-
B/IeYEHbl MHOTME LIMTOKMHBI, Takue Kak GakTop pocTa COeANHUTENBHON TKaHW, UHTEPNENKMNHDI U
xemokuHbl [5, 10]. AHOManbHas akTmeauma GubpoOacTOB, OCHOBHbIX KNETOK, MPOAYLIMPYHOLLIMX
KOMNareH B KOXe W BHYTPEHHWMX OpraHax, Mp1BOAUT K YPE3IMEPHOMY OTIIOXEHUIO KOMMOHEHTOB
BHEKNETOYHOrO MaTpMKCa, UTO BbI3biBAaET GUOPO3 TKaHel 1 AnchyHkumo opraHos [1, 4]. Okuc-
JUTENBHBIV CTPECC ObIN BbIABAEH B MATOreHe3e CUCTEMHOIO CKNepo3a, C yBEAMUYEHNEM BbIPabOTKM
aKTVBHbIX POPM KMCIOPOAE M HapyLUEHNEM aHTUOKCUAAHTHOM 3aLLUMThI, UTO CMOCOOCTBYET aKTu-
Baumm GrbpobaacToB 1 NOBPEXAEHMIO TKaHel [5]. dnureHeTnyeckne Moand1KaLmy, Takme Kak
meTuampoBaHmne AHK 1 auetmarpoBarme rmcTOHOB, Bblav OBHapYXeHbl B PETYAALIMM SKCMPeCccum
reHoB B pMbpobaacTax NP CUCTEMHOM CKNEPO3€, YTO CMOCODCTBYET COXPAHEHNIO GUOPO3HOrO
deHoTnna. Makpodarm - 370 BaXHble KAETKW, KOTOPbIE BbIMOAHAOT QYHKLMM BPOXAEHHOTO U
a4anTBHOrO MMMyHMTeTa [9, 14]. OAHAKO HECNOCOBHOCTL Pa3peLUnTb akTMBALMIO Makpodaros
MOXET MPUBECTM K XPOHUYECKOMY BOCManeHuto 1 ¢pnbposy [6, 12].

PAA KIMHUYECKMX M NabOPaATOPHbLIX MAPAMETPOB Obll ONpPeAeneH Kak BaxHble MPOrHOCTM -
yeckmne GakTopbl MNPY CUCTEMHOM CKNePO3e, MO3BONAROLLME CTRATUPULIMPOBATL PUCK M MPOrHO-
31pOBaTh NCXOAbl 3ab0neBaHNA. CTeneHb NOPaxXeHWa KOXM, Hannume cneumdruecknx aytoaH-
TUTEN U XapaKTep BOBNEUYEHWA OPraHOB ABNAKOTCA BaXHbIMKU MNPEAMKTOPAaMK MPOrPeccMpoBaHma
3a00/1eBaHVA 1 BbIXMBAEMOCTM NPV C1CTEMHOM cknepo3e [1, 4]. MMaumeHTsl ¢ Anddy3HOM KOX-
HOM GOPMOM CUCTEMHOTO CKNepO3a, aHTM-TOMOW30MepPa3HbIMK | aHTUTENaMM K NeroYHbIM GUb-
PO30M MMEROT XYALUMI MPOrHO3 MO CPABHEHWIO C MaLMEHTaMM C OTPaHNYEHHOW KOXHOW GOPMOW
CUCTEMHOTO CKNEePO3a, aHTULIEHTPOMEPHBIMM aHTUTENAMK M OTCYTCTBMEM MOPaXeHUA OpraHoB.
[NoBbIWeEHME YPOBHA ONpeaeneHHbIX OMOMapKepOoB, Takix kak C-peakTMBHbIM Benok 1 CKOpOCTb
OCe/laHNA IPUTPOLMTOB, CBA3AHO C MOBbLILLIEHHOW aKTUBHOCTBIO 3a601eBaHNA 1 Boee BbICOKMM
PUCKOM MOPaxXEHUA OPraHoB. BoigBneHe HaZeXHbIX MPOrHOCTUYECKMX GaKTOPOB MMEET pelua-
toLLiee 3HaUeHue And OnpeaeneHua TakTUKM NeYeHma M ONTUMMU3aLMM BEAEHNA NALMEHTOB C CM1-
CTEMHbIM CKIEPO30M.

CoBpeMeHHble TepaneBTMyeckme NOAXOAbI K CUCTEMHOMY CKNepO3y Hanpas/eHbl Ha KOH-
TPOJIb CMMMATOMOB, MOAABAEHME BOCMANEHNA W NPEAOTBPALLEHNE UV 3aMeLNeHMe NPOorpeccu-
pOBaHMA 3aboneBaHNA. VIMMYHOCYNpPeCcCHBHbIe Mpenapathbl, Takme Kak MeToTpekcaTt M Mukode-
Honata MOGETM, OBbIMHO MCMONB3YHOTCA ANA YMEHbLIEHWA BOCMaNeHna M NpesoTBpalleHna
JanbHeNLero noBpexaeHna OpraHoB Npu CUCTEMHOM CKepo3e. B HEKOTOPbLIX Ciyyasx npuMe-
HALOTCA UKnodochamma n putykcumab [2, 9]. MNMpeactaBneHne O TOM, UTO GMOPO3 ABNAETCA He-
0bpaTMMbIM M3MEHEHMEM CTPYKTYPbl OPraHOB, ObIN0 ONPOBEPTrHYTO Kak B AOKAMHUYECKMX, TaK U
B KNIMHNYECKMX nccnenoBanmax [1, 3]. Bo3aencreume Ha nHtepaenkmnH-10 MOXeT MMeTb MOTEeHLMaN
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B KauecTBe aHTMOUOPOTUUECKOW Tepanunmn baarogapa ero NPOTMBOBOCMAANTENbHBIM CBOMCTBAM
[/, 8]. HoBble TepaneBT1Ueckmne CTpaTeriy, HaueneHHble Ha cneumdunyeckime MoNekynapHble NyTu,
ydacTByrolime B dMbPo3e, Takme Kak CUrHabHbIM NMyTb TpaHCchopMmpytroLLero ¢dakTopa pocta-f3
M akTMBauma GrbpobaacToB, HAXOAATCA Ha CTaamMM Pa3pPaboTKM 1 OOELArOT YAYULLINTL Pe3yib-
TaTbl IEYEHNA CUCTEMHOTO CKIepO3a. [oaBAeHME aHTUPUOPOTUUECKMX MPENaPaTOB, M3HAYaIbHO
M3YYEHHbIX 1 OA0OPEHHbIX ANA IeYeHNA MAMONATUUYECKOrO NeroYHOro Grbpo3a, OTKPLIIO HOBbIE
BO3MOXHOCTM ANA NeUEHUA NHTEPCTULIMANBHOW OONE3HW NErkmX, CBA3aHHOM C CUCTEMHBIM CKe-
po3om [10, 15]. TepaneBTMYECKMA MNA3MOOOMEH M3yYancs Kak cTpaTerns neyeHms, OCHOBaHHas
Ha naee, 4To yAaneHue LMpPKyIMPYOLWmx GakTopOB, Takmx Kak ayToaHTUTeNa NN MMMYHHbIE KOM-
MEKChl, MOXET YAYULWNTb CUMNTOMBI [5, 12]. CAR T-knetoyHad Tepanus, HanpasneHHasa Ha CD19,
NoABMAACh KaK MOTEHLMaNbHaa CTpaterna AnA HOPMaam3aLmm HapyLLEeHHOTO ayTOMMMYHMUTETa
NPV CUCTEMHOM CKNepo3e nyTeM ryboKoro uctollennsa B-knetok [2, 11].

[aHHble peanbHON KNMHWYECKOW MPaKTMKM NOATBEPXKAANOT IPOEKTUBHOCTL U Be3onac-
HOCTb HUHTeAaHMba B NeUEHNN NHTEPCTULIMANBHOTO 3aD0NEBaHMA NETKMX, CBA3AHHOIO C CUCTEM -
HOW cknepoaepmmelt (SSc-ILD), ocobeHHO Ha paHHel CTaamm 3aboneBaHMa NPy HaaUUMM He Me-
Hee 10% dnbpo3a nerkmx NO AaHHbIM KOMMLFOTEPHOM TOMOrpadum BbICOKOTO pa3pelleHus
(KTBP) [3, 8]. JleueHure nHTEPCTULMANbHbIX 3ab0NEBaHUIA NETKMX, CBA3aHHbIX C BONE3HAMM CO-
eAMHNTENIbHOW TKaHW, NPeACTaBNfeT TPYAHOCTU M3-3a OTPAHNYEHHOrO KOAMYeCTBa A0Ka3aHHO
3PPEKTUBHBIX METOA0B ieveHud [2, 13].

Vlcnonb3oBaHHaa auteparypa:

1. Akhmedov K. et al. Changes in the immune system with rheumatoid arthritis in the
background of the influence of environmental factors of the external environment
//International Journal of Advanced Science and Technology. — 2020. = T. 29. = N2. 5. - C.
1907-1917.

2. Buranova, S. N. "Akhmedov Kh. S., Razakova FS Cartilage oligomeric matrix protein
(COMP) in early diagnosis of osteoarthritis." The Chinese Journal of Occupational Diseases
of Labor and Health 7.39 (2021): 93-100.

3. Buranova, S. N. "Akhmedov Kh. S., Razakova FS The Importance of Treatment Aimed at
the Dynamics of Cartilage Oligomer Matrix Protein (COMP) in Patients with the Knee Joint
Osteoarthritis." American Journal of Medicine and Medical Sciences.-2021 11.2 (2021): 148-
153.

4. Denton CP, Khanna D. Systemic sclerosis. Lancet. 2017 Oct 7;390(10103):1685-1699. doi:
10.1016/S0140-6736(17)30933-9. Epub 2017 Apr 13. PMID: 28413064.

5. Katsumoto TR, Whitfield ML, Connolly MK. The pathogenesis of systemic sclerosis. Annu
Rev Pathol. 2011,6:509-37. doi: 10.1146/annurev-pathol-011110-130312. PMID: 21090968.
6. Khalmetova, F. I, X. S. Akhmedov, and G. A. Alibekova. "Features of the course of the joint

syndrome in various forms of reactive arthritis." Galaxy International Interdisciplinary
Research Journal 11.4 (2023): 832-837.

7. Lurje I, Gaisa NT, Weiskirchen R, Tacke F. Mechanisms of organ fibrosis: Emerging concepts
and implications for novel treatment strategies. Mol Aspects Med. 2023 Aug;92:101191. doi:
10.1016/j.mam.2023.101191. Epub 2023 May 24. PMID: 37236017.

8. Madina B. Rakhimova. (2023). IMPARED ENDOTHELIAL DYSFUNCTION IN COVID-19: AN
OVERVIEW OF EVIDENCE, BIOMARKERS IN PATIENTS WITH ANKYLOSING SPONDYLITIS.

462



Journal of modern medicine N24 (11), 2025

10.

11.

12.

13.

4.

15.

IMRAS, 6(7), 20-27. Retrieved from
https://journal.imras.org/index.php/sps/article/view/427

Misra DP, Singh K, Rathore U, Patro P, Tomelleri A, Campochiaro C, Agarwal V, Sharma A.
The effectiveness of tocilizumab and its comparison with tumor necrosis factor alpha
inhibitors for Takayasu Arteritis: A systematic review and meta-analysis. Autoimmun Rev.
2023 Mar;22(3):103275. doi: 10.1016/j.autrev.2023.103275. Epub 2023 Jan 15. PMID:
36652977.

Muller, C., J. Jagermeyr, J.A. Franke, A.C. Ruane, J. Balkovic, P. Ciais, M. Dury, P. Falloon, C.
Folberth, T. Hank, M. Hoffmannn, C. Izaurralde, I. Jacquemin, N. Khabarov, W. Liy, S. Olin,
T.AM. Pugh, X. Wang, K. Williams, F. Zabel, and J.W. Elliott, 2024: Substantial differences
in crop yield sensitivities between models call for functionality-based model evaluation.
Earth's Future, 12, no. 3, e2023EF003773, doi:10.1029/2023EF003773.

Pattanaik D, Brown M, Postlethwaite BC, Postlethwaite AE. Pathogenesis of Systemic
Sclerosis. Front Immunol. 2015 Jun 8;6:272. doi: 10.3389/fimmu.2015.00272. PMID:
26106387, PMCID: PMC4459100.

Rakhimova, M., et al. "Endothelin-Tbiomarker Features In Patients With Ankylosing
Spondylitis After COVID-19." Journal of positive school psychology 6 (2022): 6.

Soskis A, Hallowell R. Antifibrotic Therapy: Is There a Role in Myositis-Interstitial Lung
Disease? Respiration. 2021,100(9):923-932. doi: 10.1159/000515607. Epub 2021 May 5.
PMID: 33951665.

van Caam A, Vonk M, van den Hoogen F, van Lent P, van der Kraan P. Unraveling SSc
Pathophysiology; The Myofibroblast. Front Immunol. 2018 Nov 13;9:2452. doi:
10.3389/fimmu.2018.02452. PMID: 30483246, PMCID: PMC6242950.

Abpypaxumos A.l, Xanmetosa ©.M. HecteponaHble MpOTMBOBOCMAAMTENbHbIE NPenapaThl
y MauMeHToB C AePOPMUPYHOLLMM OCTEOAPTPO30OM M apTepuanbHOW TMNepTeEH3MeEN:
aHaNM3 BAVAHMA LeNeKoKcMba M MEeNoKCMkama Ha aHTUIMNepTeH3MBHbIE CPEeACTBa.
OnTtmm3auma NeyeHums. ATepocknepos. 2023;19(3):186-187.
https://doi.org/10.52727/2078-256X-2023-19-3-186-187

463



