CucTteMHas ckneponepmus

CucTteMHas ckneponepMnst (CUCTEMHBIN CKNEPO3) — XPOHNYECKOE peEBMATMYECKOe
3abonesaHune C NPenMyLECTBEHHbIM NMOPaXEHNEM KOXM, ONMOPHO-ABUraTeNbHOro annapara u
BHYTPEHHUX OPraHoB, NPOTEKalwWee ¢ NPOrPecCrpyoLLM CKNEPO30M LePMbl, CTPOMbI
OpraHoB 1 COCY[0B.

OcHOBHble POpMbl CUCTEMHOW CK/IepOAEpPMUN:

andpysHas (dSSc) — ¢ pacnpocTpaHEHHbBIM NopaXXeHNEM KOXN U PaHHUM BOB/IEYEHMEM B
NpouecC BHYTPEHHUX OPraHoB;

orpaHuyeHHas (ISSc) — co cneundgnyeckum nopaxeHnem nanbLues, Npeanneynin, nuua,
6onee No3OHMM PasBUTUEM BUCLIEPASNIbHBIX U3MEHEHWIA.

Kpome aTrx OCHOBHbIX (DOPM NPU CUCTEMHON CKNEPOAEPMUN CYLLECTBYIOT HECKONbKO
crneumdunyecknx cuHapomos, Hanpumep, CREST-cMHOPOM 1 NepekpEéCTHbIN CUHOPOM.

0 CREST-cungpoM: kanbumHo3 (Calcinosis) Markux TkaHen, cuHgpom PenHo (Raynaud),
nopaxeHue nuwesona (Esophageal dysmotility), cknepopaktunusa (Sclerodactyly),
TeneaHrmnaktasum (Telangiectasia).

0 MNMepekpéCTHbIN CUHOPOM: coYeTaHne NPOSIBNEHNIA CUCTEMHON CKNepoaEPMUN C
pPEBMATOMOHLIM aPTPUTOM (CMCTEMHAS CKNEPOaEPMUS + PEBMATONIHBIA apTpuT), AepmaTo- n
NONMMMO3NTOM (CUCTEMHAS CKepoaepmMns + gepmaTtomMmoanTt/nonmmmosnt) nnm CKB
(cuctemHas cknepogepmus + CKB).

Anupemuonorus. 3a60neBaeMoCcTb CUCTEMHOW cKnepoaepMuein coctasnset 2,7—12 cnyvaes
Ha 1 MNH HaceneHuns B rod. bonetoT Yalle XeHWnHbI, 4eM MyX4MHbI (COOTHOWeEHne 7:1), B
OCHOBHOM, B Bo3pacTte 30-50 net. Y gerten cucteMHas ckneponepmmns O4eHb peaka,
NpoTeKaeT OCTpee, YEM y B3POCHbIX, BONEIOT yauwe AEBOYKN (COOTHOWeHMne 3:1).

A1mnonorus 3abonesaHns He yCTaHOBJIEHa. I'Ipe,unonararoT HECKOJ/IbKO 3TUOJIOrM4eCKmnxX

dhakTopoB . OonH n3

HUX, BOBMOXHO, LNTOMEranosumpyc.

0 Mukpoxmmepunam. B nocnenHee BpeMsi 3Ha4eHve npuaaoT aMbpuoHanbHbiM knetkam. OHu
NpeononeBaroT nnaueHTapHbli 6apbep BO BpeMsi 6epeMEHHOCTM U LMPKYIPYIOT B
MaTepPMHCKOM KPOBEHOCHOM pycrie NN oMKCMPOBaHbI B TKAHSIX Pa3nyHbliX OpraHoB. 310
SIBNIEHNE Ha3bIBAOT MUKPOXUMEPM3MOM, NMOCKOJIbKY B OpraHM3mMe poXXeHuL, 0bHapyXunearoT
HE3HaYMTENbHOE YMCNO KNEeTOK, FeHEeTUYECKM HEMOXOXMNX Ha COBCTBEHHbIE. [AnnTensHo
CyllecTByowWwme B opraHmame 601bHbIX CUCTEMHOI CKNepoaepMmNein KNeTk MoryT y4acTBoBaThb
B naToreHese 3aboneBaHns, Bbi3biBas NaToNOrM4yeckme NpoLEecchl No TUMy XPOHNYECKON
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CucrteMHas cknepoaepmust

peakunn «TpaHCcnnaHTaT NPoOTMB XO0341Ha».

0 eHeTnyeckne goakTopsbl. I3BeCTHA CBA3b CUCTEMHOW CKNEPOAEPMUN C aHTUFEHAMN
TKaHeson comectumoctn (HLA-10, B35, Cw4) cpean naumeHToB C CUCTEMHOM
cknepogepmuein n ¢ aHTureHamm HLA-B8 npu Havane 3abonesaHusi B Bo3pacTe Ao 30 ner.

0 OcobeHHOCTU ryMopanbHOro MMMyHMTEeTa. Y 60MbHbIX CUCTEMHOM CKNepoaepmueit
obHapyXunBatoT creunduyeckne aHTULEHTPOMEPHbIE U aHTUToNon3omMepasHble (aHTK-Scl70)
aHTUTena, aHTUHYKNeONsIPHbIE ayTOaHTUTeNa, aHTUTena K KNeTo4YHsIM MeMbpaHam
gombpobnacTos, konnareHy Tunos | n IV.

0 Opyrue goakTopbl (AEACTBME XMMUYECKUX BELECTB, TPpaBMbl, BUOpaums, oxnaxaeHue,
MHCPEKUMMN) TaKXe OEeNCTBYIOT Ha SHAOTENMA COCYA0B C NOCNEAYOWMM Pa3BUTUEM MMMYHHbIX
peakumii. Beicokunin puck 3a60n1eBaeMoCcTv UMEIOT WaxTEépbl.

MNMaroreHe3. Hen3BeCTHbIN 3TNONOrNMYECKNA PakTop Bbi3biBAET WUMMYHHbIN OTBET , BEOYLWNN K
aKTmBaumMn ombpobnacToB 1 NOBPEXAEHNIO COCYANCTON CTEHKN, a B UTOre — K pnbpoay.
MNoBpexoeHve 3HOO0TEeNUs COCYN0B HEACHOW 3TUONOrnK (MokasaHo, YTo aHTUTeNna NPoTuB
LUMTOMEranoBmpyca MoryT Bbi3biBaTb anonTo3 sHAOTENNanbHbIX KNETOK) BEOET K arperauum u
akTusaumm TpoMOoUUTOB. Ba30KOHCTPUKTOPHBIE CTUMY b (XONOA, OTpMUATENbHbLIE AMOLIN,
TpoMmbokcaH A2, CEpOTOHMH) MPOBOLUMPYIOT CNa3M COCYA0B 1 pa3BuTne goeHomeHa PeiiHo B
KOXe 1 BHYTPEHHUX opraHax. [1pn nopaxeHun cocynos NoYyek BO3HUKAET UWEMUS UX KOpPbI,
aKkTuBaLMs lOKCTar noMepynspHoOro Komnnaekca n CTUMynaums peHnH-aHrnoTeH3nHOBOW
cucTembl. MNpy NporpeccnpoBaHn CUCTEMHON CKNEPOAEPMUN 3TN N3MEHEHNS NpuobpeTaroT
XxapakTep NopoYHOro kpyra. AKTUBMPOBaHHbIE B pe3ybTaTte aaresnm Kk 6asanbHoi membpaHe
cocynoB TPOMOOUUTbI BbICBOOOX AAIOT (0akTOPbl, CTUMYMPYIOWME NEPUBACKY NAPHDIN
punbpo3. MponcxoamT HakonneHne ceHenbunmampoBaHHblx CD4+ T-nMMEOLMTOB B KOXE 1
LPYrux opraHax ¢ BbICBOBOX AEHNEM LMTOKMHOB, yCunmBawowmx obpasoBaHune konnareHa
gombpobnactamu.
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CucrteMHas cknepoaepmust

n HTepeCHble CTaTbW:

1) TloBpeXOeHne sHepPreTukn KneTku

2) Knaccugumkaums guctpodounia

3) Xwuposas guctpodpus Mmokapaa
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