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Cucremuble 3a0oneBanus coeaunutensHoi Tkanu (C3CT) sBustorcs
ayToMMMyHHBIMH 3a0onieBanusMu (AN3), koTopbie pa3BUBAIOTCS Ha OCHOBE
TeHETUYECKH OOYCIIOBICHHOTO HECOBEPIIEHCTBA MMMYHOPETYIATOPHBIX MPO-
[IECCOB, MPUBOMASIIUX K OOpa30BaHHIO MHOKECTBA AHTHTEI K COOCTBEHHBIM
KJIETKaM U UX KOMIIOHEHTaM M BO3HHKHOBEHHIO HMMYHOKOMIUIEKCHOTO BOCIa-
JICHHSI, CIEICTBUEM KOTOPOTO SBISETCS MOBPEKICHUE MHOTHX OPraHOB H CHC-
TEM.

AN3 nopaxaror ot 5% no 10% HaceneHHsd pa3BUTHIX CTpaH U COCTaB-
JSIOT TPEThIO O 3HAYMMOCTH TMPHYUHY 3abojeBaeMocTH HaceneHus. A3
MOTYT TOpaxarh JIIOJeH BCEX PAacOBBIX, ITHHYECKUX M COIMAIHHO-IKOHO-
MHYECKHX TPYII, XOTS BIMSHAE PACOBOTO MPOVCXOKACHNS BapbUPYET B 3aBH-
CHUMOCTH OT KOHKPETHOT'O ayTOMMMYHHOTO 3a0oseBanus [46].

C 1950-x romoB npomwioro Beka AN3 ObutM pa3ziencHbl Ha JiBa Kiacca:
opraHocrenu(puUecKre, MpH KOTOPHIX UMMYHOOIIOCPEIOBAaHHBIC MOPaKCHHUS
JIOKAM3YIOTCS B OJTHOM OpraHe WM TKaHW (HAampuMep, B TOKENYIOYHON
Kellese TI0 THITy caxapHOoro auabera 1) m HeopraHocrenupuieckue (CUCTEM-
HBIE), IPH KOTOPBIX KMMYHHBIE peaKkIH HAIPaBICHBI IPOTHB MHOTHUX OPraHOB
M TKaHeH, YTO MPUBOAUT K UX PACIPOCTPAHEHHOMY MOPaKEHHUIO (CHCTEMHAs
KpacHas BOJIYaHKA, PEBMATOMAHBIA apTPHUT M MEepBUYHBINA cuHapoM lllerpena)
[46].

B nauane 2015 roma mporpamma ENCODE mnoka3zana TecHyro CBs3b
MEXIY SIUTCHETHUYECKUMH (AKTOpaMH, TeHETHUECKUMH (pakTopamMu W pas-
JTUTIHBIMA TIOJIMHOXECTBaMU UMMYHHBIX KiteTok [30]. Farh et al. (2015) mpo-
JEMOHCTPUPOBAJIH, YTO TeHBl BOCIPUUMYMBOCTH, CBs3aHHble ¢ AU3, Obum
CKOHIICHTPUPOBAHBI HE Ha YPOBHE I'€HOB, KOAUPYIOIIUX OENOK, a CKopee B He-
komgupyromux vactax (90%). beuto ycTaHOBIIEHO, YTO 3TH HOBBIE 30HBI  SIB-
JISFOTCS. OCHOBHOM MMIIIEHBIO SMUTEHETHYECKUX MOIM(HUKAINA, TyBCTBUTEIb-
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HBIX K DHAOT€HHBIM ()aKTOpaM, W, B YaCTHOCTH, CIEIU(PUIHBI K OJHOMY HIIH
HECKOJIbKMM TIOJMHOK€CTBaM MMMYHHBIX KieToK. Kak cienctBue atoro, pas-
Butne AU3 MOXHO paccMaTpuBaTh B KauyeCTBE MHOTOJTAIHOIO Ipolecca, B
KOTOPOM YYacTBYIOT (PaKTOpPHI OKPYKaIOUIel cpeabl M SHAOTCHHBIE (aKTOPEHI,
MPUBOJAIINE K TUCPETYISIIUNA SIUTEHETHYECKOTO MeXaHM3Ma, KOTOPHIH, B
CBOIO O4Yepellb, CIEIU(PUIECKA BIUIET HA UMMYHHYIO CUCTEMY H/WUJIH OPTaHBHI -
MUILEHH (PUCYHOK).

B nwurepatype MMeeTcss AOCTATOYHOE KOJIMYECTBO PadOT, MOJATBEPIK-
JTAIOMINX KPUTHYECKYIO M MMaTOTEHHYIO pOoJb (haKTOPOB OKPY’KAaIOIIeH cpenbl B
pazButun AU3. HekoTtopele mccienoBaHusl yKas3bIBAIOT HAa PaBHYIO CTEIEHb
y4acTHsl TCHETUKH Hu (haKTOPOB OKpyKawiel cpensl. Hapkorwku, ymbTpa-
¢uoneToBoe M3NMy4YCHHE, KypEHHE CHUrapeT, a TaKKe XUMHYECKHE BEIECTBa
MOTYT BBI3BIBATh BaXKHBIC SITUTCHETHUECKHE M3MeHeHus [19,48].

Environmental factors
(e.g., drugs, chemical, virus)

Endogenous factors
(e.g., gender, cytokiness)

Pucynokx. MHoOXecTBeHHBIE (DAKTOPBI Pa3BUTHS ayTOMMMYHHBIX 3a00JIeBaHUN
y TeHETHYECKHU MPEeAPaCcIIONIOKEHHBIX JHUIL [46]

[lpn w3y4yeHUH pONMM SHIOTEHHBIX ()AKTOPOB YCTAHOBJIEHO, YTO BO3-
JIEHCTBUE Ha MPOBOCHAJIMTEIIbHBIC ITUTOKHUHBI, Takue kak TNF-anbda u uH-
TepneikuH- 6 (IL-6), a Takoke Ha T- 1 B-KIeTKM IMMYHHOH CHCTEMBI 0Ka3aJI0Ch
o4deHb 3P PeKTUBHBIM TIpH Jieuernnn AN3 [42].

B nutepaTtype umeeTcst Hemano padoT, MOCBSIICHHBIX U3YUCHHIO DIIHTE-
HeTuueckoi aucperyisiiuu npu AU3 [29]. Tak, npu ananuse 3¢pGeKToB ABYX
[IpenapaToB: MPOKaWHAMUJA, UCIOJb3YEMOIO JUIsl JICUCHUSI CEPACUHBIX apUT-
MUH, W THIpala3uHa, UCIOIB3yeMOro IS JISYeHUs THIIEPTOHUH, OBLIO yCTa-
HOBJIEHO, 4TO 00a mpenapara npenstcTBytoT metuiaupoBanuio JHK [26]. dpy-
roil aprymMeHT, KOTOPBIN CIIEIyeT YUYUTHIBATH B OTHOIIEHWUU IMUTC€HETUYECKOU
UCPETYJISIIAN, CBS3aH C aHOMAIbHBIM OOHApYyXEHHEM pEeTPOTPaHCIO30HOB
mpu AU3 [49]. Hedextsr metunmuposanus JJHK, oOsraHO HabmromaeMele mpu
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AUN3, ocoOeHHBI TeM, YTO BOBIICKAIOTCS pa3HBIC THITHI KIETOK. Tak, Mpw Ico-
puaze nemerunupoBanue J|HK 3arparuBaer snurenvanbHble KIETKH, PH CHC-
temHo# kpacHoU Bomuanke (CKB) — T-knerku, B-xineTku u monouuts [47].

Baxnyio poip urparoT Takxke reHetudeckue ¢axtopsl. llepBoe BBIAB-
JeHue acconmanuii Mexay AN3 u remetndecknMu (hakTopaMu OBLIO yCTaHOB-
JICHO C YeoBeYeCKNM JieHkoruTapHbiM antureHom (HLA). bomsmmHCTBO Ba-
puantoB HLA, omMcaHHBIX Ha CErOAHSIIHUI N1€Hb, UMEIOT OTHOCHUTEIbHBIE
accorualuu co crerudpuaeckumu AN3. bonee Toro, ¢ pa3BuTHEM MPOEKTa MOJI-
HOTEHOMHOTO HCCIIeIOBaHUs accoruanuii mpu AN3 ObutH ommcaHbl 10 CTa He-
HLA reHeTH4ecKknx accoIUaIlii, KOTOPHIE HE SIBISIOTCS CIIEUPUICCKUMU IS
3a0oneBanus B oraudre oT reHoB HLA [30, 43].

JaHHBIE psa aBTOPOB CBUAETEILCTBYIOT 00 ONpEAETICHHONW POJIU ayTo-
peakTHBHOCTH opranm3Mma B passutun AUN3 [46]. Tak, nmpm H3ydeHUH ayTo-
PEaKTUBHOCTH JIUM(DOIUTOB OBLIO YCTAHOBIIEHO, YTO Y 3THUX IMAllMEHTOB HAOIIO-
JlaeTcs OTCYTCTBHUE 3peNbIX T-KJIETOK M HAaKOIUIEHHE He3penbIX B-kieTok c ay-
TOPEaKTUBHBIM B-KIE€TOYHBIM perenTopoM.

Baxuyro pons B 1eATEIbHOCTH UMMYHHOW CHCTEMBI HTPAaeT CHTHAIbHAS
cuctema JAK-STAT, xoTopas sBiseTCsl KIIOUEBBIM KOMIIOHEHTOM PEryJISLIUU
nMMyHHTeTa U Temonoa3a [6]. Hucperynsauus nytu JAK-STAT cBszana c
Pa3IMYHBIMA UIMMYHHBIMH HAPYIICHHUSIMU.

YenoBeyeckuil T€HOM COJEPKUT OKOJOo 518 MpoTeMHKUHA3, KOTOpbIE
PETyNHUPYIOT OONBIIMHCTBO KJIETOYHBIX MyTeW, B YACTHOCTH T€, KOTOPHIE MpH-
HUMAIOT ydYacTHe B TPaHCAYKUMH (mepeAaye) curHana. THPO3MHKHHA3HI SB-
JISIOTCS TOATPYIIION IMIMPOKOTO Kjlacca MPOTEeMHKHHA3 U JAEATCS Ha JBa Kiac-
ca: pelenTOpHBIE M HEepelenTopHble. SHyC-KIMHA3Bl MPECTaBIAIOT co00il ce-
MEHCTBO HEpElENTOPHBIX THPO3MHKHUHA3, KOTOPBhIe OBUIM OTKPBITHI B Hadaie
1990-x rr. u Ha3BaHkI cHadana cokpaiieHHo JAK (Just Another Kinase — mpoc-
TO elle OJHAa KHHa3a), a3aTeM MOSBWIICS TEPMHH «SIHYC-KMHa3bD» Oiaromaps
MPUCYTCTBHIO B OJHOM MOIIEKyJE€ ABYX KHHA3HBIX IOMEHOB, «CMOTPSIIIHX)
B pa3Hble CTOPOHBI, HAMoOAO00He ABYX JHIl puMckoro Oora fmyca[7]. JAK —
OeJKN-9H3UMBI, ACCOLMMPOBAHHBIC C HUTOILIA3MATHYECKHM Y4YacTKOM TpaHC-
MeMOpaHHBIX PELENTOPOB IIUTOKWHOB, psAfa APYTUX OMOTOTHYECKH aKTHBHBIX
BEIIECTB M UMEIOT TUPO3WHKWHA3HBIA TOMEH, OTBETCTBEHHBIN 3a X (EepPMEHT-
HYI0 aKTHBHOCTh. B cemeiicTBo siHyc-kuHa3 BxoauT 4 cyortuma: JAKI1, JAK?2,
JAK3 u tuposunkunaza 2 (TYK?2). 'ensl, kogupytomue yetsipe JAK, nokanu-
3YIOTCSl Ha TPEX Pa3HbIX XPOMOCOMaXx: T'eHBI JJIS TIEPBOM OTKPHITON KHWHA3bl U3
cemeiictBa JAK — Tupo3uHKMHA3BI — HAXOJATCA Ha XpoMocoMme 19p13.2 coBcem
psaaom ¢ yuactkoM st JAK3 (19h13.1), rensl, konupytomme JAK1 u JAK2, —
Ha 1p31.3 u 9p24 cooTBeTcTBEHHO |3, 8].

SHyc-KnHa3bl BXOJST BO BHYTPHUKJIETOYHYIO CHUTHAJbHYIO CHCTEMY
JAK-STAT, xotopas BKIIOYaeT TakKe CHTHAIBHBIA OEIOK-TPAaHCAYKTOpP H
aktuBatop TpaHckpurmuuu STAT (Janus Kinases — Signal Transducer and
Activator of Transcription). Ilpu coeaunennn unTokuHOB ¢ penentopamu I u 11
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JAK dochopunmmpytor curaansabie Moiaekyiasl STAT (B 1. u. STATI1, STAT2,
STAT3, STAT4, STATSA, STATS5B u STAT6) c yaactuem AT®D. AxrtuBu-
poBaHHBIe TakuM oOpazom Oenku STAT mpoHMKaIOT B sApO KIETKU. TaM oHM
caMH WM C Y4acTHEM JPYTHX OENKOBBIX (PaKTOPOB AKTUBUPYIOT TPAHCKPH-
IIIMI0 COOTBETCTBYIOIIMX I'€HOB, 3a MHAYKIHUIO KOTOPHIX OTBEYAaeT IAaHHBIH
nutokuH (uuTtokuHbl). benku STAT oTBedaror 3a mepemady curHanma Oomee
yeM 60 LUTOKWHOB, TOPMOHOB U (DaKTOPOB pOCTa, PETyIUPYIOIUX KIIOYEBEIE
KJIETOYHBIE TPOIECChI, TaKWe KaK BbDKUBAaHUE, Mposudepanus, TuddepeHiu-
poBka 1 amonTos [8, 12].

[IpumeuatensHo, uTo MyTarmuu W momuMopdmsmel reHoB JAK-STAT
CBSI3aHBI C MIMMYHOIIATOT€HE30M ayTOMMMYHHBIX 1 UIMMYHOAC(UIIMTHBIX 3200-
JIEBAaHUM U 3JI0Ka4eCTBEHHBIX HOBoOoOpa3zoBaHuil. Hanpumep, mytammu JAK3 u
TYK2 sBmstrorcs mpuuuHOW nMMyHomedumuToB, a momuMmopdusMm JAK2 u
STAT3 accomuupyercss ¢ pa3sBUTHEM HMMYHOBOCHAIUTEIHHBIX 3a00JCBaHUM,
BKJIIOYasl BOCIIANMTENbHBIE 3a00JIeBaHMsl KUIICYHHKA, TICOpUa3, aHKUIIO3UPYIO-
i cioHAmIUT U Oose3Hs bexuera. Mytarnun JAK?2 BeisiBisttores 6osee yem
y TIOJIOBHHBI MAIMEHTOB C MHUEIONPOIN(EPATUBHBIMU OIYXOISIMU (MCTHHHAS
MOJMLIUTEMHUS], SCCEHIMAIbHAs TPOMOOLMTEMHUS U MEPBUYHBIN Muenodguopos)
[32].

Cnenyer oco00 MOMYEPKHYTh, YTO, XOTS CHUTHAIM3AIMS HECKOIBKUX
«IIPOBOCTATATETRHBIX» IUTOKHHOB (DPHOa«, WJIlo/B, MJI17 um HEKOTOpPHIX
IpYTUX), UTPAIOIINX (YHAAMEHTANbHYIO POJib B HMMYHOIIATOT€HE3€ NMMYHO-
BOCTIANIUTENBHBIX peBMAaTH4ecKuX 3aboneBaHuid, He KoHTponupyercs JAK-
STAT, ux perynsauus u ouonormdeckre 3PQGEeKTsl MOTYT OBITh HANIPAMYIO (MIH
omocpenoBanHo) cBsa3aHbl ¢ JAK-STAT, kak Ha MOJIEKYJIIPHOM YPOBHE (B3awm-
monetictBue JAK-STAT ¢ npyruMu CUTHANBHBIMH MOJIEKYJIaMH), TaK W Ha
KJIETOYHOM YPOBHE B paMKax «LIUTOKHHOBOMH ceTu» [8].

AHanu3 3HaYUMOCTH OCHOBHBIX TPYII XPOHUYECKHUX COCTOSHHUH (cep-
JIeYHO-COCYAUCTBIC, aIEPrUIecKre, HEBPOJIOTHUECKUE, FeMAaTOIOTHIECKUe 3a-
OoJsieBaHMS, XPOHUYECKUE 3a00JIeBaHMA JIETKUX, CaXapHBIH Jua0eT, OHKOJIOTH-
yeckre 3a00JieBaHMS U JIp.) MOKa3bIBAaeT, YTO MMEHHO pPEeBMaTHUYECKHE 3a00-
JIEBaHUS BHOCST HAaMOONBIIUI BKIJIAJ] B CHWXKEHHE pabOTOCIIOCOOHOCTH, yXY.-
LIEHHE OOILIEr0 COCTOSIHHS 3/I0POBbs IAIMEHTa U KOJUYECTBO OOpalleHuil
K BpayaM IepBUYHOro 3BeHa [9]. PeBMaTnueckue 3aboneBaHHsI 0OOCHOBaHHO
paccMaTpUBarOTCs MEIUIMHCKUM COOOLIECTBOM Kak (aKTOPHI pHUCKa Pa3BUTHUS
TSKEJIBIX COIMYTCTBYIOUIMX XPOHWYECKHX COCTOSIHUM, CIIEZICTBHEM KOTOPBIX
HEPEIKO CTAaHOBATCS CMEPTENbHBIE KaTacTpodsl (MHPAPKT MUOKapAa, HHCYIIBT,
TpoMOO3Bl APYTHX KPYHHBIX COCYIOB, OCTpasi M XPOHHYECKasl MOuYeqHas He-
nocTatoyHocTh W Ap.) [3, 17]. HecmoTpst Ha TOo 4TO peBMarhyeckue 3abo-
JeBaHus BKIIOYArOT Oosee 80 Ooyie3HEH ¥ CHHIPOMOB, MEIUKO-COLMATLHAS
1 3KOHOMHYECKasl Harpy3ka Ha OOILIECTBO B IIEPBYIO Ou€pelb CBA3aHA C PEB-
MatougHbeiM aptputoM (PA), cmonmunoaprpuramu, C3CT, a Takxe c 110-
narpoit u ocreoaptpo3om [3, 51]. Tak, Hanpumep, B Poccuiickoir ®eaeparuu
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€XKETr0JIHO BIIEpBbIE JUArHOCTUPYrOTCA 70 700 ThIC. HOBBIX Cly4aeB BOCIAU-
TEJBHBIX U JIeTeHepaTHBHBIX 3a0oneBanmii cycraBoB u C3CT [2].

[Nopaxxenus paznuunbix opranoB u cucreM npu C3CT BecbMa MHOTO-
oOpa3Hbl. YacToTa W BapHaHTHl MOPAXEHUS IBIXATEIbHONW CHCTEMBI CYILECT-
BeHHO paznmuatotcs mpu C3CT, okas3piBasi 3HAUUTEIHFHOE BIIMSHUEC HA MX KITH-
HUYeCcKre 0cOOCHHOCTH W mporHo3 [21,40]. B peBMaromormueckoil mpakTHKE
HanboJiee 4acTo BCTpevyaeTcsl CyCTaBHOM CHHIPOM, BMECTE C TEM CUCTEMHOCTD
MATOJIOTHH, SBJISIOMIASACS «BU3UTHOM KapTOUKOW» PEeBMATOJOIMYECKUX Ooe3-
HeH, mpearnoaraeT HapyImIeH!usI ¥ CO CTOPOHBI JIPYTHX OpraHoB. B wacTHOCTH,
MOPAKEHHUIO JIETKUX 3a4acTyI0 He MPHUIAETCS AODKHOTO 3HAYCHHMsSI, 2 OCHOBHOE
BHUMAaHHE Bpauei yaensercs JOKalbHBIM W Haubojiee OYEBHIHBIM MPOSB-
neHusiM 3abojeBaHus. BmecTe ¢ TeM MMEHHO CHCTEMHOCTH MOpaXKeHUs Ompe-
JeJsIeT TPOTHO3 3a0oyieBaHusa W majdbHEHyo cyap0y marmenta [24]. Cpemu
oprano-muuieHed npu C3CT nerkue 3aHUMAIOT OJAHO M3 BEAYLIMX MECT IO
gactore nmopaxkeHus [25]. [lo maHHBIM MHOTOYHCIEHHBIX HCCIEIOBAaHUM, MPH
C3CT opransl IbIXaHHsI BOBIIEKAIOTCS B MaTOJIOTHUeCKuil mporecc y 20-95 %
OOJBHBIX B 3aBHCHMOCTH OT Ho3o0JioTmueckoil Gopmel [39, 44]. Ctons 3HAYH-
TEJIhHOE YYaCTHE OPTaHOB JBIXaHUS B CIIEKTPE MOIUOPTaHHON MMaTOJIOTHH 00yC-
JIOBJICHO TPUCYTCTBHEM B HHUX CIHM3UCTBIX, CEPO3HBIX O0OJOYEK, COCIUHH-
TEJIHHOTKAHOTO KapKaca M COCYJIOB, JJII KOTOPHIX XapaKTEPHO BOBJICUYEHHE B
CHCTEMHOE BOCHaJIEHHE MPHU peBMaTHUecKnuX 3aboneBanusx. OQHAKO pecrrpa-
TOpHAsl CUCTEMa MOXET MOBPEXKIAThCS M BTOPHUYHO, B Pe3yJbTaTe MOOOYHOTO
(TOKCHYECKOTO WM MMMYHOOIIOCPEIOBAHHOTO) NEHCTBHUS MEAWKaMEHTO3HBIX
MpenapaToB, UCTIOJIb3YyEMbIX JUIS JIEYEHHUA 3TUX IMaTOJIOTHH, YTO CYIIECTBEHHO
ycaoxHseT auddepeHIanbHbIN nrnarao3 3adoneBannii jnerkux, C3CT-acco-
LUMPOBAHHBIX U JIETOYHBIX JIEKAPCTBEHHO-UHAYLIUPOBAHHBIX MoOpaxkeHu# [21].
[TaTonorus opranoB asixanud npu C3CT ommcana npu PA, cucremHoll kpac-
noit Bomuanke (CKB), cuctemuoii ckneponepmun (CCH), cuaapome Illerpena,
WIVOMATHYECKAX BOCIIAJUTEIHHBIX MHOIATHAX, TAKUX KaK MOJUMHO3ZHUT H
JIepPMaTOMHUO3UT, CMEIIaHHOM W HeauddepeHIINPOBAaHHOM 3a00JIEBaHUAX COE-
IUHUTENIBHON TKaHW, aHKWIO3UPYIOIEM CroHauinoapTpure. Hepenko ocmox-
HEeHUs, 00yCIIOBJICHHbIE MHTEPCTUIHAIBHBIM IOpaX€HHEM JIeTKHX, Ha (oHe
C3CT cranoBsTCS BeAyUIUMH B ompeneieHuU mporHosa [52]. Tak, npu CCJI
BOBJICUEHHE JIETKHX B MATOJOTMYECKUH TpoIecc B BUIE JIETOYHOTO (udpo3a
W/WIK JIETOYHOTO BAacKYJMTa SIBISIETCS ONPEIeNsSIOmUM MPEeIuKTOpoM HeOa-
TONIPUSTHOTO TEYEHHUs 3a00JIeBaHUA, a MO0 KIMHUYECKOW 3HAYMMOCTH IpPEBOC-
xomut mopaxkenus modek [10]. Bapuanter BoBineuenmss nerkux mpu C3CT
JIOBOJIBHO MHOTOOOpPa3HBl M BKJIFOYAIOT MOPaKEHHUE IUICBPHI, WHTEPCTUIIHATH-
HbIC TTHEBMOHUH (CaMblii YacTHI BapHaHT), OpOHXHANbHBIE H3MEHEHHs (OpoH-
X09KTa3bl U OPOHXUOIUTHI), JIETOYHYIO apTepHalIbHYI0 THrepTeHsuio [13, 54] u
ATBBEOJISIPHBIA TEMOpPPAaruiIecKuii CHHAPOM 32 CYET MOpaKEeHHUsS COCYIOB JIeT-
KHX, WHQEKIMOHHBIC 3a00JIeBaHUS JIETKUX, THIIOBEHTHUJISAIMOHHBIA CHHAPOM
(mpu MOpakeHUH IBIXAaTENLHOW MYCKYJaTypbl) WU HeKoTopble npyrue. Cpean
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BCEX HHTEPCTHITMAIBHBIX 3a0oiieBanmii yierkux Ha nomo C3CT-accormuupo-
BaHHBIX MpHUXOIUTCS OT 15 mo 25 % ciydaeB u okono 2 % Bcex cMepTed OT
pecnupaTopHbIX 3aboseBanuii [28,44]. [Ipubnu3uTeabHO % BCEX MAIIMEHTOB C
C3CT-acconmuupoBaHHEIMU ~ MHTEPCTUIIMATBHBIMA  3a00J€BAHUSAMU  JIETKUX
coctapistroT Jana ¢ PA u CCJ. Ilpu mo6om C3CT BO3MOKHO OBICTpOIIpOTpeC-
CUpYIOIIee TeUeHHE JIETOYHON MATOJOTHH C Pa3BUTHEM KapTHHBI OCTPOTO pec-
MUPATOPHOTO AUCTPECC-CUHIPOMA, OJHAKO Yallle BCTPEYaeTCs MpH IepMarto-
Muo3ute / momumuosute [52]. Hepeako oTMeHarOTCs IUJICBPUTHI, MOPAKECHHUE
OpOHXHMAILHOTO JepeBa B BUAE OpOHXHUTA, OPOHXHONMNTA, OpoHXO03KTa3ui [41].
OmnucaHa MaToyNOTUs ABIXaTeIbHON MYCKYJATyphl (Jalie BCETO NMPH IOJIUMHUO-
3uTe / NIepMaTOMHO3UTE), YCYTyOIsiomas AbIXaTeJIbHYIO0 HEI0CTaTOYHOCTh,
00yCIIOBIIEHHYIO TIEpBOHAYAIbHO MHTEPCTUIHAIBHBIMU HapyIIeHUAMHU. B cBOIO
oduepenb, IEBPUTHI dare BerpedaroTcs npu PA u CKB [41].

Kpome mopakeHUs ApIXaTenbHON CHUCTEMBI y OOJNBHBIX CO CKJIEpOIep-
MHUEH cleayeT OoOpaTUTh BHMMAaHWE Ha TEJICAHTMIKTAa3WH Ha JIHMIE, ryoax,
JIAJIOHHBIX TTOBEPXHOCTSIX KUCTEH M JOCTYMHBIX OCMOTPY CIU3UCTBIX 000JI0Y-
Kax, a TaKXKe APyTHue BO3MOXKHBIEC TPOSIBIICHUS BACKYJIOMATHH — IIPaMbl («ca-
OenmpHBIC yIapb») W S3BEHHBIC IOPaXXCHHS TUCTAIBHBIX (DallaHT MajbIIeB.
Kpome toro, y nmanuentoB ¢ nogo3penuem Ha CCJ] Hepenko MOXHO oOHapy-
KUTh «OIyXIINE» TallbIBl — CKIepomakTmio [15]. XapakTepHble KOXKHEBIE
CUMIITOMBI SIBJISIFOTCS HEOTHhEMJIEMOM NUArHOCTUYECKOH COCTaBISAIOLIECH nep-
Matomuo3uTa. «Pyka mMexanuka» (orpyOeBimas, MOTpeCKaBIIascs Koxa JaJdo0H-
HBIX TIOBEPXHOCTEW 00eUX pPyK) SBJISCTCS XapaKTEPHBIM HHJUKATOPOM aHTH-
CHHTETAa3HOT0 CHHAPOMA, PAcCMaTpUBAEMOTO B paMKax MOJUMHO3UTA / aep-
MaTOMHO3HUTa, HepeaKo amuonarmdeckoro BapuanTa [21]. Ilamymnsr ['orTpona u
spuUTEMa BEPXHETO BEeKa C JIMIIOBATHIM OTTEHKOM («IEpMaTOMHUO3UTHEIE OUKH)
SBIISIIOTCS BBICOKOCTIEN(UYHBIMU MapKepaMu AepMatoMuosura [15, 53].

[louku SBASAIOTCS OAHMM M3 OPTaHOB, HauOOJIEe YacTO BOBJIEKAEMBIX B
MATOJIOTHYECKHAN TPOLIECC y TAIEHTOB C CHCTEMHBIMH PEBMATOJIOTHIECKIMHU
3a0oneBaHUsAMH. B TOW WM WHOW CTENEHW HapylleHne (QYHKIUW IOYeK
npucytcrByet npu MHoruxX C3CT: y 50% 6onpabix CKB, y 5% — CCJ, pexe —
MIpH BOCTIAJIMTEIBHBIX ayTOMMMYHHBIX MuonaTtusx, PA u cunapome Illerpena
[14]. TloueuHble TIPOSBIICHUS MOTYT BaphbHPOBAaThH OT OECCHMIITOMHBIX ITOpa-
KEHHH 70 pa3BUTHA TEPMUHAIBHOHN MMOYEYHON HemocTaTouyHOCTH. [lamueHTs! ¢
MEePBUYHON XpoHUYecKol Oone3Hbto mouek (XBII) MoryT mMmMeTh BTOPUYHEIC
peBMaToornueckue cuMnTomsl. K mpumepy, 1nann3o0yciaoBIeHHbBIN aMUIOU-
7103 ¥ BTOpWYHAA Tojarpa. ACCOIMHPOBAHHBIN C TUAIM30M aMHJIOMA03 TJaB-
HbIM 00pa3oM OOYCJIOBJIEH HAaKOIUIGHHEM [2 -MHKpOTJIOO0yJIHMHAa B KOCTSX,
CycTaBaxX W MEPUAPTUKYISAPHBIX TKAHSIX M KIMHUYCCKH TPOSBISETCS KaK Xpo-
HUYeCKUi noanapTpuT. CHUKEHHE SKCKPELMH MOYEBOI KHUCIOTH Y TallUEHTOB
¢ XBII o0ycroBIMBaET CTOMKYIO THIICPYPUKEMUIO, IPUBOIS K Pa3BUTHIO XPO-
HUYeCKOH TO(yCHON MOarpsl ¢ MOPaKEHUEM CyCTaBOB pa3NUYHbBIX rpynm [33].
XpoHHUYECKOE BOCHAIICHHE SABISECTCS BEAYIIUM NaTO(QU3MOIOTHYECKHM MeXa-
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HA3MOM OOJIBIIMHCTBA PEBMATHYECKUX 3a00JICBaHMM, 00YCIOBIHBAs BHICOKYIO
KOMOPOHIHOCTh U Pa3BUTHE, B YACTHOCTU CEPICUHO-COCYIUCTHIX OCIOXKHEHUI
n XBbII. IIocTosSHHBIM IIpUeM MPOTHUBOPEBMATUYECKUX JIEKAPCTB, BKIIOYAs
HEeCTEepoHIHbIE TNpoTHBOBOcHanuTensHbie mnpenapatsl (HIIBIT) u OGone3Hb-
Momuduiupyromue npemnapatsl (DMARDS), MoxeT BBI3BAaTh IMOYCUHYIO ITHC-
¢yHkmo, passutHe TiomepyioHedpura (I'H), TyOymomHTepcTHIHMAIBLHOTO
Hedputa (TUH) [55].

[opaxenne mnouyek mnpu CKB ocraercs oguuM u3 Hambojee pac-
IIPOCTPAHEHHBIX, TSXKEIBIX U MPOTHOCTUYECKU HEOJArONPHUATHBIX BHCLIEPUTOB.
VY mopaBnsfOLIero 4yucia MalKMeHTOB pa3BUTHE BoiddaHOYHOro Hedputa (BH)
HaOdromaeTcss B TEUCHUE MEPBBIX 5 JIeT OT Hayana 3abojeBaHusi, a B 85%
CIly4aeB — B TeueHue nepBoro roma. ¥ 5% manuentoB ¢ CKB BH saBnsercs
neOoTHRIM TposBicHHeM [38]. VIMEHHO BOBJICUYCHHE B IMATOJIOTHICCKHUI
MpoLeCC MOYEK MpeIOonpeaessieT NPOrHO3 3a00JIeBaHusl, a OCIOXHEHHS, CBS-
3aHHBIE C JIIOMyC-HE(QPHUTOM, SBISIFOTCS OCHOBHOH NMPUYUHON JIETaBHOCTU Y
naHHoW karteropuu OompHBIX [23]. BH — 310 mapamurma (mMojens) ummy-
HOKOMIIJICKCHOTO BOCIIJICHUSI, MEXAaHU3M Pa3BUTUS KOTOPOI'O OTpaXkaeT Ia-
torene3 CKB B uenom [34]. Ilopaxenue nouyek npu CKB npencrapusiercs
MHOTOIUIAHOBBIM: 00BIYHO BbIIensoT BH ¢ 6 mopdomnornueckumu BapuaH-
TaMH, UHTEPCTUIHANBHBIA HEQpPUT W cocyducThie mopaxeHus. CocyaucTbie
MOPa)KeHHUsI MOT'YT OBITH OOYCJIOBJIEHBI KaK OCHOBHBIM IPOIIECCOM, TaK M CO-
mytcTBytommM aHTudochomumuaasiM cuaapomom (ADC). s CKB xapak-
TEPHO HE TOJBKO MHOTOIJIAHOBOE IMOpPaKEHHE IO0YeK, B Te4YeHHEe OOJIe3HU
BO3MOHa TpaHc(opMalys OTHOTO BapuaHTa B APYroi. DTo KacaeTcs Kak Mop-
¢donornyeckux xiaccoB camoro BH, Tak um koMOMHAIMM HO30JIOTMYECKUX
¢dopm, Hanpumep, codetanust BH ¢ cocynucteiMu nopaxenusimu. B otinuuue ot
CKB Bosneuenue nouek npu PA Bctpeuaercs He Tak 4acTo. CorylacHO TaHHBIM
JUTEepaTypsl, PAaclIpOCTPaHEHHOCTh MOPAXEHHs IOYeK Yy MaluueHToB ¢ PA
BapwHpyeT oT 5 10 50 % [37,45]. Tem He MeHee HedpomaTus y mauenTos ¢ PA
SBIISIETCS BaXKHBIM IIOKa3aTesieM IUIoXoro mporHosa. ®opmuposanue Hedpo-
naTuu npu PA uMeeT cl0XHBIH MHOTO(AaKTOPHBIA XapakTep M IMPOSBISCTCS
pPa3IMYHBIMU  KIMHUKO-MOP(OJOTHUYECKUMH BapuHaHTaMH. Tak, W3BECTHHI
pasnuyHbIe KIMHUYecKrne (opMbl TopaxkeHus modek npu PA: ['H, amumonmos,
peke — pEeBMATOMIHBIN I'paHyJIeMaTo3 U peBMAaTOMIHbBIN BaCKyJIHUT modek. [lo-
BOJIFHO 4acTO BCTPEYAIOTCs STPOTreHHbIE HedpomaTu, oOyCIOBICHHBIE IMPO-
BOJUMBIM JieueHHueM: JekapcTBeHHBI TUH, memOpano3nas Hedpomatus, me-
3arrronponudeparuBHeid TIoMepyioredput. [Ipu CCJ] BecbMa XapaKTepHBI
Ba30CMACTHYECKHE COCYAMCTHIC PEAKUMHU MO TUIY cuHApoma PeiiHo, a Takxe
o0yuTepupyomas BaCKyJONaThs C WIIEMHYSCKUMH HapyIICHUSMH, TPH KO-
TOpOW Pa3BHBAIOTCS CIEUU(PHUECKHE ayTOMMMYHHBIC PacCTPOWCTBA, COMpO-
BOXIArOIIHecs akTuBanuel pudpo3000pa3oBaHmsa U N3OBITOYHBIM OTIIOKCHHEM
KoJutareHa B TKaHsx [27]. Bucuepansusie nposisieHuss npu CCJI BkimroyaroT u
MOpakeHHE IO0YEK, KOTOPOE BapbUPYET OT HE3HAUUTEJIBHOM MPOTEHHYPHUH C
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COXpaHEHHOW WJIM HE3HAYUTEIHFHO CHIDKEHHOW CKOPOCTHIO KITyOOYKOBOMA
¢unprpanmu (CK®) 1o 6osee BBIpaKEHHOTO CHIDKEHUS MMOYEYHOTO KPOBOTOKA
C HapymeHueM (QYHKIMH TIOYEK BCIEACTBUE pPAa3BUTHS ME3aHTHOIPOIIH-
¢epatuBaoro ['H u tspxenmoro ocrporo mospexacHus nouku (OI) w/mnm
pa3BUTHS TEPMHUHAIBHONW XPOHHUYECKOW IMOYedHOH HemoctarodHoct [50].
Haubonee rpo3Hoe u xopomo u3BecTHoe mopaxkeHue mouek mpu CCJ —
ckieponepmuueckuii nmoueunslit kpu3 (CIIK), oOycioBiIeHHBIH W30BITOYHOU
JKCTpeccreil MPOBOCTIATUTENFHBIX IMTOKWHOB U OBICTPHIM CHUKCHUEM (PYHK-
mun modek [35]. Yacteimm kmmamMYeckuMu cummrtoMamu CIIK  sBisroTcs:
37I0KaYeCTBEHHAs] TUTIEPTEH3HUs, TOJOBHAs 0OJb, IMXOPAIKa, CIa00CTh, OJIBIII-
Ka, MPOTeHHYpHsl (10 HEPPOTUIECKOTO YPOBHS), TeMaTypusi, TUIIEPTOHUYECKas
peruHonatus U sHuedanonarus. CIIK pazsuBaercs npuMepHo y 5% nanueHToB
¢ CCJl, 9acTo COIpOBOXKAACTCS TEMOJIUTHICCKOW aHEMHEH C IMHCTOIMTAMH,
TPOMOOIIUTOTIEHUEH, TPOMOOTHIECKOH MUKPOAHTHONATHEH, pa3BUTHEM HEBPO-
JIOTHYECKON cuMnToMaTukH. [lopaskeHHe MoYeKk Hpu MEepPBHYHOM CHHIpOME
llerpena (IICII) BcTpeuaercs y 4,2— 67% manuentoB [31]. CymecTBeHHBII
pa3bpoc 00ycIOBIEH Pa3TUYHBIMH JHATHOCTHYECKUMHU KPUTEPUAMH, TU3AHHOM
HCCIEAOBAaHUM M MAJOYUCICHHBIMU KOropTamMM nanueHToB. lIpornos3 mopa-
xenus nouek npu [ICHI oTHOCHTENEHO OIaronpUsATHEIN, a MPOrpecCUpOBaHUE
XBII BcTpedaercss OOCTATOYHO PEAKO. OKCTparjaHAyNSApHBIE IPOSBICHUS
[ICIII — 3TO BOBIIEYEHHE JIETKUX, KPOBEHOCHBIX COCY/IOB, KOXH, JKEIYyAOTHO-
KHIIEYHOTO TpaKTa, IEHTPAIbHOW W Tepu(epudecKol HEPBHOW CHUCTEMHEI,
ckeneTHo Myckynatypsl u mouek. [Ipu IICIH moxker Takxke HaOmomaTbes
CYXOH KepaTOKOHBIOHKTUBUT  W/WIM KCEPOCTOMUHU. BTOPHYHBIA CHHApOM
[llerpena cBA3aH C APYTMMH pPEeBMATHUECKUMHU 3a00JIEBaHUSMH, TaKUMH Kak
PA, CKB, CCJH u npyrue. AyTOMMMYyHHBIE MHOIATHH, & HMEHHO JepMa-
tomuo3ut (JIM) u nmonumuo3zut (IIM), umerot o0IMe KIMHUYECKUE MPU3HAKH,
TaKue KaK MPOKCHMAJbHAS MBIIIEYHAs clab0oCTh, MUO3UTHI, HAJIHYHE CIElH-
(hMIeCKUX ayTOAHTHUTEN, TOBHIIIEHHBIE YPOBHU MBIIIEYHBIX ()ePMEHTOB, JJIEKT-
poMuorpaduueckie W3MEHEHHs W OpPTraHHBIE MBIIIEYHbIe MposBieHus. He-
CMOTpsl Ha KIMHH4Yeckoe cxonactBo, M wu IIM paznuuarorcss mo JaHHBIM
OMOTICUH KOKHO-MBIIIEYHOTO JIOCKYTa ¥ HAJIMYUSI WX OTCYTCTBHS BOBJICUCHHUS
koxu. Y marueHToB ¢ JIM u [1IM darre BCero BBISABISIOT OCTPBIA TyOYIISIPHEII
HEKPO3 KaK MOCIeCTBIE pabIOMHONIN3a C BRICBOOOXKIeHneM MuorioouHa. [Ipu
octpoM TeueHnd M TspKenass HEpCUCTUPYIOIMAs MHOTJIOOMHYPHUS MOXKET
MPUBECTH K PAa3BUTHIO MOYEYHOM HEIOCTaTOYHOCTH BCIEACTBHUE OCTPOTO
MMATMEHT-aCCOITMAPOBAHHOTO KaHAJIBIIEBOIO Hekpo3a [22]. Heobxomumo oOT-
METUTh, YTO MOPaKEHUE IOYEK Yalle BO3HUKAET MPU NEPEKPECTHBIX CHUHI-
pomax, B ocHoBHOM ¢ CC/I.

Cpeny U3BECTHBIX MPUYMH Pa3BUTHS YBEUTOB OCHOBOIIOJIATAIOIIYIO POJIb
3aguMaroT C3CT. U3 Bcex BOCHATUTENBHBIX MPOIECCOB COCYAMCTOTO TPaKTa
rna3 ux 4acrtora coctaBisieT 15 m 50% cpeau mepegHHX YBEHUTOB. Y BEHTEHI
YacTO COMPOBOXKIAIOT TAKWE CHCTEMHBIE 3a00JIeBaHHS COCTUHUTENBHON TKaHH,
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KaK CepOHETaTUBHBIC CHOHIMIOAPTPUTHI, IOBEHWIBHBIH XPOHHYECKUI apTpuT,
Oone3np bexuera, Oome3Hb bexTepeBa, peBMAaTOWIHBIA apTPUT, PEAKTUBHBIN
apTPUT, CUCTEMHBIC BACKYJIUTHI, ICOPHATUICCKUI apTpuT [4].
W3BecTHO, uyTO 0K0JI0 20% ManMeHTOB peBMATOJIOTHUYECKHUX IIEHTPOB HE
MMEIOT KOHKPETHOTO PEBMATOJIOTHIECKOTO THarHo3a WM y HUX HaOIIOaroTCs
4epThl ABYX W Ooyiee peBMaTHYeCKHX 3a00JIeBaHUH M OHH KypUPYIOTCSA C
IUarHo3oM «HeauddepeHIpoBaHHOe 3a00JICBAHUE COCIUHHUTCIBHON TKaHW
(H3CT), mepekpecTHBI CHHAPOM, WU «CMEIIaHHOE 3a00JIeBaHUE COCIMHU-
tempHOM TKaHW» (CM3CT) [1, 11, 56]. CM3CT — peakoe 3abojieBaHUE, €TO
gactoTa coctaBnseT 1,9-3,8 Ha 100 Thic. HaceneHus. 3aboneBaHne Pa3BUBACTCS
MPEUMYIIECTBEHHO Y XCHIMUH B 28—48 JieT, HO MOXET MaHU(ECTHPOBATH B
mo00M BO3pacTe, B TOM YHCIE B JETCKOM W IOHOIIECKOM. HebnmaronpustHbIi
MPOTHO3 ¥ BBICOKass cMepTHOCTE pu CM3CT cBsI3aHBI ¢ TTOpaKEHUEM JICTKHX,
B MEPBYIO O4Yepellb C JISTOYHON apTepHabHON TUIepTeH3uel. Kak moka3sBaroT
JIAaHHBIC JINTEPATYPHI, B HACTOAIICEC BPEMs OTCYTCTBYIOT Y€TKUE PEKOMEHIAIHH
[0 AWMATHOCTUKE W JICUCHUIO MAHHOW Tpymnmsl manueHtoB [18]. EBpomeiickas
rpymma ERN-ReCONNET mo CM3CT cuutaeT HEOOXOIUMBIM CO3JaHUE
KOHKPETHBIX PEKOMEHIAWN I 3TOro 3a0ojeBaHus. KIMHUUECKUMU TIPOSB-
JICHUsIMH 3a00JIeBaHusE MOTYT ObITh: (heHoMeH PeitHo (mpumepHo y 75-90%),
cumntomsl CCJ[, CKB [20, 36]. BoBnedeHue CycTaBOB SIBIISICTCS PaHHUM H
gacteiM cumnromoM CM3CT (mpubnuzurtensuo y 60-70% mnaruentos), y 40—
90% OGonbHBIX oTMeyaercsi BoBiedeHue Mpimi [20]. Jlerounsle HapylieHHs
SIBIIIIOTCS OJHUM W3 HaumOonee cepbe3Hbix mposiBieHuit CM3CT wu moryT
MpPOTEKaTh C JIETOYHOW apTepuaibHOM runepreHsueit [59]. Knununueckoit oco-
OEHHOCTBIO CUHMTAIOT YaCTOE COYETaHWE JIETOYHON apTepHaTbHON TUIIEPTEH3UU
¢ mepukapauToM. OTMEYAIOTCS TaK)Ke apTepUaibHBIE U BEHO3HBIE TPOMOO3HI,
MEPUKAPINT, TPOJIATIC MHUTPAILHOTO KIalaHa, MHOKAPAWUT, HAPYIICHHE MpO-
BOJAMMOCTH CEpJLa, AMACTOJUYecKas AUCHYHKIUS JICBOro xeimymodka [16].
[Topaxenne xemyI09HO-KHUIIIEYHOTO TpaKTa HadmronaeTcs yacto (66—74%) [36,
58], a mopakeHue MOYEK U HEPBHOU cUCTEMBbI BcTpeuaercs peako [36, 57].
OTKpBITHS HOBBIX 3BCHBEB MATOICHE3a CIOCOOCTBOBAIM pa3paboOTKe
COBPEMEHHBIX JIEKAPCTBEHHBIX CPEIACTB C Pa3TUYHBIMH MEXaHH3MaMH JEHCT-

BUA.
Ilocmynuna 23.09.22

Cwpulguljub hntujwsph hwdwljupqujhtt hhjwungnipniuutph
wupngkutqh dudwbwlwulhg wunlkpugmdubpp
©. L. Pujpudjub, U. L. Edptdhnny, £.9. Ghunuju

Cuwpwlgulwi hnrudwsph hwdwlupgquyhtt hhwunmpnitubpt wnt-
unhUdmt hhpuwiunmpinitubp b, npnig qupqugdwi hhdpnid puljus L gk-
ubnhynptt yupdwtwnpjus huntbwupquynphy dbjuwthqlubph wopuw-
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wnwliph puwbqupnudp, Epp wnwowinmd tu puquuphy hwlijwdwpdhuubp
ubthwlwt pohoutph b npuig pununphsutph hwinby, huntbwlyndw|tpuwghe
poppnpnid, hist b hwugbginid E dh owpp opqubi- hwdwlwupgbph wwnw-
hupdwi: Ununnhdnit hwdwlupquyhtt hhuingnipnibitiph  wpwewgnidp
puquugnpént wpngbu b, nputn Ukd nhp mubkh pk wpnwpht gnpsnbibpp
(pUpwiyniptp, Shuwunwn, phuhfuwnbtp, Jhpnutbp b wy) b pk Ukpphb
(byghgkubwnpl dEpwuhqdutph ppwpwpnid, npb | wgnmd £ hunit hwdw-
Yupgh wphimwnwuph Ypu b pipmd phpwju opquibph Juwudwi) gnpént-
ubpp: Punit hwdwlwupgh gnpénttbinipjut Uk owwn Juplnp ghp £ juwunnid
JAK-STAT ubkppoouhtt mqnuipwiuhtt hwdwlwunpgp, npp Ynguynpnn qgkubph
Untnwughwt jud wynjhunpbhqup hwbqhgunid £ dh pwipp wnunnpdntl, hunt-
twnkbhghinnughtt hhpwiunmipnitubph b swpnpwly unpugnjugnipniuubph
wnwowgdwi: [(Fudwwinnghwuljut hhjwunmpnittibph dwdwbwl wdbkiuhg
hwdwj wppnwhwpymd E hktwpwnpdhy hwdwljupgp, puyg nhidwwnninghugh
«ujgipuipunp» httg whinmwhwpmdubph hwdwlwupquyhtt ptnypt b Upunw-
hwpynud kb popnp opquit hwdwljupgbpp, puyg wpufbjuybu’ shswnulwb
hwdwlupgp, Ephudubpp, dwolp, puyg npod whonwhwpnudp g tupw-
punyp £ b juhidws L hhyuunnipniihg (tbdwnnhn wpephwn, hwdwlwupqught
Yupdhp quyupun, hwdwlupgquyht ujiipngipdhw b wyj): hdwnninghw-
jwt hhJwunubph unnn 20%-p, wjuniwdbuuyguhy, sh nitkunud nbdwwnnin-
ghuljut yntuyptn wppnnpnonid, puth np hwdwdwtwly tiny hhyunh dnwn
phunymd tu Ukjhg wykh npbdwwnninghwjut hhwinmpinitubphtt punpny
wpawnwtthoubp:

Modern Concepts of Pathogenesis of Systemic Diseases
of Connective Tissue

T. L. Bayramyan, M. L. Efremidu, K. V. Ginosyan

Systemic disorders of connective tissue are autoimmune diseases, the
development of which is based on the disruption of genetically determined
immunoregulatory mechanisms, when many antibodies are produced against their own
cells and their components, immune complex inflammation, which leads to a damage to
a number of organ systems. The occurrence of autoimmune systemic diseases is a
multifactorial process in which both external factors (drugs, tobacco, chemicals, viruses,
etc.) and inner factors (violation of epigenetic mechanisms, which affects the
functioning of the immune system and leads to a damage to target organs) play a major
role. A very important role in the functioning of the immune system is played by the
intracellular signaling system JAC-STAT, which the mutation or polymorphism of
coding genes leads to the emergence of a number of autoimmune, immunodeficiency
diseases and malignant neoplasms. The musculoskeletal system is mostly affected in
rheumatological diseases, but the "calling card" of rheumatology is the systemic nature
of the lesions. All organ systems are affected, but mainly the respiratory system,
kidneys, and skin, besides the lesion is very diverse and depends on the disease
(rheumatoid arthritis, systemic lupus erythematosus, systemic scleroderma, etc.).
However, about 20% of rheumatological patients do not have a specific rheumatological
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diagnosis, since the same patient simultaneously has symptoms typical of more than one
rheumatological disease.
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