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AHHOTauua. CucmemHas cKnepodepmusa npedcmasndem coboli XpoHuyeckoe
aymoummyHHoe 3ab0s1e8aHuUe, xapakmepu3syroujeeca pazsumuem ¢pubpo3a, noparceHuem
MUKPOUUPKYAAMOPHO20 pycaa U HAPYWeHUAMU UMMYHHoU peayasyuu. Lensro
uccned0o0B8aHUA ABUAOCL U3y4yeHue rokazamesnel UMMYHHO20 cmamyca U YUumoKUHOB8020
npoguna y nayueHmos ¢ cucmemHoll CKnepodepmuell, a MAaKm#e OUEHKA ux CeA3U C
KAUHUYeCKUM meyeHuem 3ab6onesaHus. B uccnedosaHue 8KawuyeHo 20 nayueHmos ¢
yCMaHo8MAeHHbIM OuazHo30M. [IposedeH QaHAAU3 K/Aemo4Ho20 U 2YMOpasbHO20
UMMyHUMema, aymoaHmumesn U CblBOPOMOYHbIX YyposHell UUMOKUHO8. YcmaHo8seHo,
umo 0ucbasnaHc UMMYHHOU cucmemMsl U HAPYWeEHUA YUMOKUHOBOU peayaayuu uzparom
3HAYUMYH POsab 8 Pa3suMuUU U npoepeccuposaHuu 3abonesaHus. llonyyeHHble OAHHbIe
noomeepxcoarom uenecoobpasHocMs paHHel OUYeHKU UMMYHOM02U4eCcKUX rnokasamenel
0719 NPO2HO3UPOBAHUA MevyeHUs 6os1e3HU.

KnioueBble cnoBa: cucmemHas CKnepooepmus, UMMYHHbIU cmamyc, UUmoKuHsl, IL-6,
TNF-a, TGF-8, pubpo3, aymoaHmumena, KAUHUYECKOe meYyeHue

BBEOEHUE

CuctemHaa cKknepoaepmMmAa  OTHOCUTCA K YUCAY  C/NIOXHbIX  ayTOMMMYHHbIX
3ab60neBaHU COEAUHUTENBHOM TKAHM, COMPOBOXAANLWMXCA WM3ObITOYHBIM CUHTE3OM
KONNareHa, nopa*keHnem cocyaoB U BbipaXKEHHbIMU MMMYHOI0MMYECKMMUM HAPYLLUEHUAMM.
HecmoTps Ha 3HAYMTENbHbIE AOCTUXKEHMA B U3YYEHUM NaToreHe3a 3abosieBaHUA, BONPOCHI
PaHHEN ANMArHOCTUKKU M NpeaynpeXaeHns ero NporpeccnpoBaHmnA OCTalOTCA aKTyalbHbIMMU.
B nocneaHue roapl ocoboe BHUMaHUE yAENSAeTCs POAN UMMYHHbIX HapyLlleHWU, BKAKOYan
M3MEHEeHUs UMTOKMHOBOro 6anaHca u GyHKUMOHA/IbHOM aKTUBHOCTM MMMYHHbIX KNETOK.
BbisiBNneHMe AaHHbIX U3MEHEHMN Ha PaHHMX 3Tanax 3aboneBaHUA MOXKeT cnocobcTBoBaTb
YAYYLIEHMIO AMArHOCTUKM U NPOrHO3UPOBAHMUA.

Martepuanbl u metogbl. B nccnegosaHue BKAoYeHbl 20 NauMeHTOB C CUCTEMHOM
CKNepoaepmunen, AnarHo3 KOTOpoMm YCTaHOBAEH HAa OCHOBAHUM OBLLENPUHATBIX KANHUKO-
MMMYHOIOTUYECKMUX KpuTepueB. Bce naumeHTbl gann MHPOPMMPOBAHHOE COrnacue Ha
yyactme B wuccnepgoBaHun. OueHKa MMMYHHOrO CTaTyca BK/AKO4Yana uMccnenoBaHue
KNIETOYHOro 3BEeHa MMMyHUTEeTa C onpeaeneHvem T-AMm@pouuToB M KX cybrnonynsuum
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(CD4+, CD8+), a TakXe aHanM3 nokasaTesiel rymopanbHoro ummyHuteta (IgG, IgM, IgA).

[JONoONHUTENbHO NPOBOAWNAOCH BbIABNEHUE ayTOAHTUTE/, BKAKOYAA aAHTUHYKAeapHble
aHTutena (ANA), aHTUUEHTpoOmepHble aHTUTena U anti-Scl-70. OnpepeneHue
LMTOKMHOBOrO nNpoduaa OCYLWEeCTBAANOCb MYyTEM OUEHKM CbIBOPOTOYHbIX YPOBHEM
npoBocnanuTeNbHbIX UMTOKMHOB (IL-6, TNF-a, IL-1B), npoTMBOBOCNANNTENILHOIO LUMTOKMHA
(IL-10), a Takxe npodpumbpoTnyeckoro UMtToknHa (TGF-B). KnnHMYecKkaa oueHKa BKaoYana
onpeaeneHne CTENEHU KOXHOIO MopaXeHMUs C MCNoAb30BaHMEM MOAUPULMPOBAHHOM
WwKanbl Rodnan, BbiaBneHne ¢peHomeHa PeHO, OLLEHKY BOB/JI€YEHNA BHYTPEHHUX OpPraHOB
(nerkve, cepaue, Kenyoo4yHO-KMLIEYHbIA TPAKT), a TaKXKe aHanu3 AJINTEeNIbHOCTU W
aKTMBHOCTM 3aboneBaHuA. CTaTucTmyeckaa o06paboTKa AaHHbIX NpoBoAMNACL €
MCNO/NIb30BAaHMEM  CTAaHAAPTHbIX METOA0B. BbINOMHEH  KOPPEenAuMOHHbIA  aHanu3
B3aMMOCBA3EN MeXKAYy MMMYHO/IOTMYECKMMM MNOKA3aTENAMMU, YPOBHAMU LUTOKMHOB U
KTMHUYECKMMM NPOABAEHUAMMN.

Pe3ynbtaTtbl. Y NauMeHTOB BblAB/IEHbl BbIPa*KeHHbIE U3MEHEHUA UMMYHHOTO CTaTyca.
OTMeYeHO CHUXKeHue cooTHolleHusas CD4+/CD8+, yTo CBMAETENbCTBYET O HapylUeHUM
KNETOYHOr0  MMMYHWUTETA. BblABNEHO NOBbIWEHWE  YPOBHA  UMMYHOrNobynuMHOB,
npemmyLLecTBeHHO 1gG, oTparkatowee akTMBALMIO F'YMOPaAbHOro 3BeHa. Y 60/blIMHCTBA
nauneHToB oO6HapyKeHbl aytoaHTuTena (ANA, anti-Scl-70). AHanuM3 UUTOKWMHOBOFO
npodmas NoKasan MoBbllLEHUE YPOBHEM MPOBOCMNANUTENbHbIX LUTOKUHOB IL-6 n TNF-a.
YpoBeHb TGF-B 6b1a1 4,0CTOBEPHO Bbile Y NALNEHTOB C BblPa*KEHHbIM KOXHbIM GUBPO30M.
CHmKeHune IL-10 yKasbiBasio Ha HEAOCTAaTOYHYH MNPOTUMBOBOCMANUTENLHYIO Perynauuio.
YcTaHOBNAEHA 3aBUCMMOCTb MeXAY MMMYHOJIOTMYECKMMMN NOKa3aTeNAMM U KAUMHUYECKUM
TeyeHnem 3abonesaHua. MosblweHHble ypoBHU IL-6 n TNF-a accounmposanucb c bonee
BbICOKOWM aKTUBHOCTbIO 3a60/1€BaHNA M BOBIEYEHMEM BHYTPEHHUX OpraHoB. YpoBeHb TGF-
B NONOXKNUTENBHO KOPPENNPOBAN C BbIPAKEHHOCTbIO KOXKHOIO NOpaxKeHus. Y NaumeHToB C
6onee BbIpaXKEHHbIMM UMMYHHbIMU HapyLIEeHMAMM OTMe4vanocb bonee arpeccmBHoe
TeyeHue 3aboneBaHmA.

O6cykaeHue. MNonyyeHHble pe3ynbTaTbl NOATBEPKAAOT 3HAYMMYIO POb UMMYHHbIX
HapyWeHMA U LMTOKMHOBOrO AmucbanaHca B MaToreHese CUCTEMHOM CKNEepoAepMUM.
MoBbllleHNEe  YPOBHEMW  MNPOBOCNANAMUTENbHLIX U NPOGUOPOTMYECKUX  LUTOKUHOB
ceugetenncteyetr 06 wmx yyactum B ¢dopmmpoBaHuMn ¢GuMbposa M NporpeccupoBaHnM
3aboneBaHUA. BbisBNEeHHblE KOppPenaumMn mexay UMMYHONOrMYECKMMM MOKasaTeNsmm m
KNMHUYECKMMWU  MPOSIBNEHUSMU  NOAYEPKMBAIOT Ba*KHOCTb  KOMMJIEKCHOM  OLLEHKMU
MMMYHHOro cTtaTyca. [lpegnonaraertcA, 4TO MMMYHONOTMYECKNE W3MEHEHUA MOryT
npeawecTsoBaTb KAWMHUYECKUMM MNPOABAEHUAM, YTO AeflaeT WX MNOTeHUUANbHbIMMU
MapKepamMun paHHEN AMArHOCTUKMU.

3aknoyeHue. HapylweHMAa MMMYHHOrO CTaTyca WUrpatoT BaXKHYK pPOab B PA3BUTUMU
CUCTEMHOM CKNepoaepmMunun. Jucperynayma UMTOKMHOB, B YAaCTHOCTW MOBbILEHME YPOBHEN
IL-6, TNF-ao n TGF-B, TeCHO cBA3aHa C TAXKECTblO M NporpeccupoBaHMem 3aboneBaHus.
PaHHAA OUEHKA MMMYHO/IOTMYECKUX MOKa3aTesie MOXKEeT MMeTb AMArHOCTUYEeCKoe U
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MOXeT bbITb MCMONb30BaH A8 ONTUMMU3ALMN BeAEeHNA NaLMeHTOB.
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