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Ieabio uccae 0BaHMs SIBJsSIETCS M3yUYeHHE AHTUTEJI0TeHe3a K MaJOpacTBOPUMOMY 0eJIKYy 3JIAaCTHHY, epMeHTy
3jacTase, y4acTBylolUleMy B ero o0MeHe, U IIMPOKO PACNPOCTPAHEHHOMY B KOKe IVIMKONPOTEHAy — JaMHHUHY
NpH cKJepoaepMuyeckoM mnponecce. Crnenupuyeckue UMMYHOIJIO0YJIHMHBI K JIACTHHY, 3JacTase, JAaMHHUHY
onpeaeNsiJii B CIBOPOTKE KPOBM 00JbHBIX cucTeMHOH ckiepoaepmueii (CCA) U 310poOBBIX JHI HENPAMbIM
BapuaHToOM HMMYyHO(epmenTHOro anaiau3a (ELISA-tect) ¢ mpumenenmem  marHurocopdentos (MC). B
HccaeroBanne 0bM BKI4YeHbl 30 1oHOpoB crannnu nepeausanus kpou MY3 I'KB Ne 25 r. Boarorpana n 19
00JILHBIX CHCTEMHOH cKJiepoaepmueii ¢ aocroBepHbiM aAuarHosom CCJl, mocTraBjieHHbBIM HAa OCHOBAHMU
kputepueB ACR (2013 ELUAR). [Ipu ucciieqoBaHuH JOHOPCKHX CHIBOPOTOK ObLIO BBISIBJIEHO, YTO CPETHSS
KOHLEHTPaNus aHTUTeJ K djiacTuHy cocraBmia 0,104 ex.om.mi, k 3aacraze — 0,113 ex.on.mi., a cnenuduyeckux
aHTUTeJ K JamMuHuHY Kiaacca IgG — 0,031+0,0029 ex.on.mia. Ilpu ucciaeqoBanum cbIBOpoToK 6oabHbIx CCJL
MOBBbIIICHHbIC YPOBHH AHTUTEJ K 3JACTHHY ObLIM BbIsIBJIeHbI Y 64,8%, k amacraze —y 7,1%, Kk JJaMHHUHY — Y
78,9%. Pe3yabTaThl NPOBEACHHBIX HCCJIEI0BAHUN NMOKa3aJH BKJINYEHHE B ayTOMMMYHHOe 3BE€HO Pa3BHMTHA
CKJIePOIePMUYECKOr0 Ipolecca PacTBOPHMMBIX H MAaJIOPACTBOPHUMBIX 0€JKOB COCAHHUTEIbHOW TKAaHU —
3JaCTHHA M JAMHHHMHA, a Takxke (pepmeHTa 3jacTa3bl, yyacTByloLero B ux oomMeHe. IloBbIlIeHHbIH MPOLEHT
BCTPEYAEMOCTH AHTUTEI K JAMMHHHY Yy 00abHbIX CCJI MOKHO OOBSICHHTH NepPBOHAYAJBLHBIM JITANOM
narorede3a CCJl, KoTopblii HAYHHAETCsI C OPAaKeHHs 0a3aJIbHON MeMOPaHbI KOKH.
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The objective of this study is to research antibody response to elastin and laminin in patients with systemic
scleroderma (SSD). Antibodies to elastin and laminin, as well as to elastase, were determined in the patients’
blood serum by way of indirect immunoenzyme assay (ELISA) using immobilized magnetic sorbents. We
followed up 30 apparently healthy individuals, blood donors at the hemotransfusion center of Municipal
Hospital #25 (Volgograd), and 19 patients with systemic scleroderma; the definite diagnosis was made on the
basis of ACR (2013 EULAR) criteria. A study of blood donors’ sera showed that the mean concentration of
elastin antibodies was 0.104 absorbance units, elastase antibodies — 0.113 absorbance units, and of specific IgG
laminin antibodies — 0.031£0.00029 absorbance units. A study of blood sera from SSD patients showed elevated
levels of antibodies to elastin in 64.8%, to elastase in 7.1%, and to laminin in 78.9%. The obtained findings once
again confirm that elastin and laminin, structural components of connective tissue, are involved in autoimmune
disorder in SSD, as well as elastase, which takes part in metabolism. The higher percentage of laminin antibodies
in SSD patients can be explained by the initial stage of SSD pathogenesis, which begins with lesion of the skin
basement membrane.
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Benyuum 3BeHOM matorenesa cuctemHoiu ckiepoaepmun (CCJI) siBnsieTcs ayTOMMMYHHOE
BOCTAJICHUE COEIUHUTENbHON TKaHU. /{7 HEro XxapakTepHO BOBJICYEHHE B MATOJOTMYECKUN

nmponecc pas3jindHbIX OpraHOB W CHUCTEM, KOTOPOC IIPUBOAUT K IATOJIOTHMYCCKOMY COCTOSIHHIO



COCJIMHUTENIbHOM TKaHM U cTeHOK cocynoB. KitoueBas pons B pasButuu CCJ] oTBomutcs
nucOalaHCy  JTOMMHHUPYIOIIETO  MajlopacTBOPUMOIO  3JIEMEHTAa  MEXKKJIETOYHOIO  BEIECTBA
COEIMHUTENbHOM TKaHu — 3nacTuHa (puc. 1, 3) [1, 2].

W3BecTHO, YTO B €ro JAerpajalvy MPUHUMAIOT Y4YacTHE 3JIacTas3bl, KOTOpbIE B OOJBIIOM
KOJIMYECTBE BBIACIAIOTCS M3 TIPaHyJOLUTAPHBIX JU30COM B ouarax BocnaneHus (puc. 2) [1].
VMeHHO OT paBHOBECHsI B 3TOH cHCTEME 3aBUCUT HOPMAaJbHOE (DYHKIMOHUPOBAaHHE OPraHOB U
TKaHEH, COCTOALIMX W3 AJIACTMYECKMX M JAPYrMX OENKOBBIX KOMIOHEHTOB. IloBpexparomiue
(akTOpBl Pa3IMYHOTO MPOMCXOXIACHUS BBI3BIBAIOT BHIPAOOTKY ayTOAHTUTEN K €€ KOMIIOHEHTaM,

MPUBO/IS K BOCMIAJICHUIO, a B JAIBHEHIIIEM — U K IECTPYKIIUHU TKaHu [1].

PactsxeHue CokpateHue

OrpensHas monekyna
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Puc. 2. Ilpocmpancmeenuvie cmpykmypbol 21acmasbl



NH. NH,

oSS

NH,

A

Sers

NH,
NH,

NH,,
INH,

NH,

decmosun

U300eCMO3UuH

Puc. 3. Yposnu cmpoenus snacmuna

BOSMO)KHO, OJHUM U3 KIHYCBBIX 0eIKOB COGI[I/IHHTGHLHOP'I TKaHHU, YYaCTBYIOIIIUM B

IIyCKOBOM Pa3BUTHUU BocnaiauTenpHoro npouecca npu CCJ, apnsercs ntaMuHuH [3].

0azanpbHOM MeMOpaHBbI,
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CTPYKTYpPHBI HEKOJUIAT€HOBBIA  TJIMKOMPOTEU]

v

JlaMmuHNH

i BeTBH (puc. 4) [4].
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Puc. 4. Cmpyxmypa namununa

[Toscuenus:

binds to surface receptors of many cells and nidogen — cBsS3bIBacTCS C TOBEPXHOCTHIO PEIENITOPOB

Pa3IUYHBIX KJIETOK M HUJOTEHA

A chain (molecular weight = 400000) — nerp A (Monexyssipaas macca = 400000)

B1 chain (molecular weight = 215000) — nens B1 (Monekymnsipaas macca = 215000)

Binds to collagen, sulfated lipids — cBsi3pIBaeTCs ¢ KOJIareHOM, CyJib(paTUPOBAHHBIMU JTUTTUIAMHU

B2 chain (molecular weight = 205000) — nens B2 (Monekymnsipaas macca = 205000)

type IV collagen binding site — tun IV KosmareHCBsA3bIBAIONINN YU4aCTOK

a-helical coiled coil — «BuHTOBas» HaMOTaHHAasI KAaTyIlIKa

disulfide bonds — nqucynshunHbIE MOCTHKH

binds to surface receptors on neuritis — cBS3bIBaeTCA C pelienTOpaMH Ha HEBPUTAX

heparan sulfate, proteoglican binding site — remapancyibdaTt, MPOTEOTITUKAHCBA3BIBAIOIINN YUACTOK
Kaxxnas nenp JlaMUHUMHA COCTOUT M3 HECKOJBKHX  JIOMEHOB, Ha KOTOPBIX HMEIOTCS

AKTHUBHBIC ILIEHTPHl B3aUMOJACHUCTBUS C PA3IUYHBIMU OHUOJOTMYECKH AKTUBHBIMH BEIECTBAMH,

TakUMH Kak koyuareH [V tuma, HugoreH, puOpoHeKTHH, TTI00YIIMH, TOJIOBBIE TOPMOHBI, IMEIOIIUN

MoJteKyssipayto Maccy ot 400 mo 900 x/la. HumoreH cocTouT w3 OAHOW CYIb(haTH3UPOBAHHOMN

MOJIMNIENTUAHON LEenH, KOTopasi CONEPKUT TP TIIOOYISIPHBIX JTOMEHAa M 00pa3yeT ¢ JaMHUHUHOM

MajopacTBOPUMBIN, HEKOBAJICHTHO CBS3aHHBIA KOMIUJIEKC, MPUYEM €ro CBSI3b C JIAMUHUHOM

HaMHOTO CHJIbHEE, 4YeM ¢ KojuiareHoM IV tuma. HupgoreH 3aHMMaeT LEHTpaIbHOE MECTO B

CTPYKType KJIETOYHOTO MaTpHKCa, 0OYCIIaBIMBAIONICIO KOBAJICHTHOE CBsI3bIBaHHE KojurtareHa [V

tuna 1 JamuHuHa. [locnennuil puKcupyercs ¢ KIETKaMH, YTO ONpeAeNseT TIaBHYIO (YHKIIHIO

JaMUHMHA KaK aJre3uBHOrO OelKa Ppa3IUYHbIX SMHUTETUANbHBIX U ME3EHXMMAJbHBIX KIETOK,

0o0ecreynBaloOIUX YCTOMUMBOCTh TKaHEH K paCTSHKEHHIO, W BIHUSAET Ha POCT, MOPQOJIOTHIO,

QG GepeHITMPOBKY U MX MOABIKHOCTH (pHcC. 5) [5].
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Puc. 5. Cmpoenue komnnexca 1amunun — HUOO2eH

BaxHbIM MEXaHU3MOM TPU UMMYHHOM BOCHAJICHWU MPH PEBMAaTUYECKUX 3a00JICBAHUAX, B
tom uucie u npu CCJI, sBiusercs oOpa3oBaHHE ayTOAHTUTEN U IUPKYIUPYIOMIMX UMMYHHBIX
KoMIUIeKcoB. [loaToMy wu3ydeHHe aHTUTEeN000pa3oBaHMUs K JIAMUHHUHY, C KOTOPOTO MOMXET
HAaYMHATBCS JI€30pTraHU3alMs COCOUHUTEIBHOM TKAaHM MOJ JACHCTBUEM MEXAHM3MOB MMMYHHOTO
BOCIIAJICHUS, SIBJIACTCS MHTEPECHBIM U 3HAUMMbIM [6, 7]. OOHMM M3 HHCTPYMEHTOB IOHCKA
OMOJIOTMYECKH AaKTHBHBIX YYaCTKOB MOJICKYJIBl CTall OTPAaHWYEHHBIM MPOTEONU3 JIAMHHHHA
pasTuYHBIMU (epMeHTaMu (TPOTea3oi, 3JiacTa3oil). BeUIO yCTaHOBIEHO, YTO JTAMUHUH HMEET 2
OCHOBHBIX MECTa JJIs B3aUMOJACHCTBUS ¢ KiIeTkamu — Bo ¢parmenTtax P1 u E8. BzammoneiictBue
¢dparmenTa P1 sBrsercs HEaKTUBHBIM, CKPBITBIM B MHTAKTHON MOJIEKyJie, HO OHO, MO-BHAUMOMY,
aKTHUBUPYETCA TMyTeM TNpOTeon3a B IMpolecce pemMojaenupoBaHusi TKaHU. CKpPUHUHT
CHHTETUYECKUX TENTHUJIOB BBIIBIII TIOCIIEIOBATEILHOCTh aMUHOKUCTOT Y IGSR, mpucytcrByonnyto
B III momene B-1 menu, KkoTopast 00JIagaeT CrIoCOOHOCTHIO CBA3BIBATHCS ¢ KiIeTKaMi. HO OCHOBHBIM
MECTOM MPUKPEIUICHUS KJIETOK sBisieTcs ¢pparMeHT ayuHHOro ruieya E8. Bo3nukaer Bompoc: He
ABISAIOTCA JIM aHTUTENa K JaMUHUHY, a HMMEHHO K ¢parmentam Pl, E8 wu mnentumgHoii
nocnenoBarernbHocTH YIGSR B III nomene B-1 menu, ogHUM U3 MyCKOBBIX MEXaHHU3MOB Pa3BUTHUSA
MaTOJIOTMYECKON pesnuTenu3auuu B TkaHsAx opranusma npu CC/? KoHueHtpauus naMUHHUHA B
ia3Me KpoBU Y MyK4MH B mpeaenax 180—720 MKI/MJI M HECKOJIBKO MEHbBINE Y IKCHIIHH.
OtcyTcTBHE MOAPOOHBIX PAOOT MO U3YYCHHUIO HAYaIbHBIX MOMEHTOB ITATOJIOTHYECKOTO U3MCHECHHUS
CTPYKTYpbI COEIMHUTEIbHON TKAHH, BKJIFOUasl JIJAMUHHUH M aHTUTEJIOIEHE3a K HEMY, MOXKET SIBUTHCS
Ha4yaJOM CKJIEPOJEPMHUYECKOTO Tpolecca M OCHOBOM [JIi pPaHHUX JMATHOCTUYECKUX U

nporaoctudeckux tectoB npu CCJ.



Lenb: wm3ydeHWe aHTUTENOTeHE3a K MajopacTBOpUMOMY O€lKy »dJacTHHY, (pepMeHTy
J1acTa3e, y4acTBYIOIIEMY B €r0 0OMEHE, M IUPOKO PaclpOCTPAHEHHOMY B KOKE TJIMKONPOTEHY —
JAMUHUHY TpU CKJIEPOAECPMHUECKOM IpoIiecce.

MaTtepuajbl H METOABbI HCCJICI0BAHNSA

UccnenoBanach ceiBopoTka 30 qoHopoB (12 sxenmuH u 18 My»)4uH B Bo3pacte oT 22 1o 64
net) u 19 GonbHbIX (17 XeHmMUH W 2 MYyX4YWH, 4ed cpemHuid Bo3pact Obut 40,1+4,8 Toma) c
noctoBepHbIM auarHozom CCJl, moctaBneHHbIM Ha ocHoBaHuu kputepue ACR (2013 ELUAR).
KoxHbIi cMHIpOM B pa3nu4HbIX Gopmax Habmromascs Bo Beex ciaydasx CCJ (y 52,6% O60abpHBIX
BBISIBJSUIACh CTagusl IUIOTHOro oreka, y 42,1% — wunaypauuu, y 5,2% — craaus arpoduu,
BackyJjomnatuu —y 15% OonbHbIX, apTpanruu —y 89,5% O6onbHbix CCJI).

AHTHTENa K 3JIaCTMHY U JIAMUHHMHY, a Takke K anactaze omnpexaensiu B ELISA-tecte ¢
WCIOJb30BAHUEM  MArHUTOYNpaBIIeMOro  copOeHTa ¢  MMMOOMJIM30BaHHOM  (opmoi
cooTBeTCTByIONIero antureHa (momucdukamus [ontapr W.II. u coart., 2002) [8]. Meromom
SMYJIbCHUOHHOHN IOJIMMEpPU3alUU MPOBOAWIM (PUKCALUI0 HM3Y4aeMbIX OHONOIMMEPOB B IOTOKE
razoobpasHoro aszora. B  kauectBe cyOcTpara Ui ONpejAeieHus  crenuduyecKux
MMMYHOTJIOOYIMHOB K (PepMEHTy HCIOJIb30BAIM KOMMEpPYECKHH Mpemapar »jacTta3bl U3
MOJKEITY JOYHOH jkese3bl CBUHBH ¢ akTUBHOCTHIO 4 EJI/Min (kommannu SIGMA-ALDRICH, CHIA),
IIPU ONpEAETICHUN CHEIU(PUUECKUX HMMYHOIJIOOYJIMHOB K MalopacTBOPUMOMY O€JIKY 3J1aCTUHY
OBLT TIPUMEHEH KOMMEPUYECKHH Mpemapar 3JacTHHAa M3 JIETKuX denoBeka (kommanuu SIGMA-
ALDRICH, CIIA). B xauecTBe aHTUT€HA MIPH OIPENEICHUU aHTUTEN K JJAMUHUHY ObUI IPUMEHEH
KOMMEpUECKHH Npenapar u3 mianeHTsl yenoeka L 6274-5MG. Pe3ynabpTaTsl yUNTBHIBAIN HA pUIEPE
Multiskan EX (Thermo Electron Corporation, Illanxaii, KHP) mpu 490 HM, OHM CUHTAJIHCH
MOJIOKUTEIBHBIMU TIPH TNPEBBILICHUN TOKa3aTeleld ONTHYECKOH IMJIOTHOCTH CPEIHUX 3HAYCHUH
CBIBOPOTOK KOHTPOJILHOW I'pyMIIbI HE MEHEe YeM Ha 2 CTaHJapTHBIX OTKJIOHEeHHs. IIporpaMMmHbIe
naketsl STATISTICA 6,0 «buocraructuka», SPSS 12.0 mo3Bomwim 1ocToBepHO 00padboTath
MIOJTy4YE€HHBIE PE3yJbTaThI.

Pe3ynbTaThl HCCICA0OBAHUSA M UX 00CYK/IeHUE

KonngectBo cnennpuyeckux UMMYHOITIOOYJIMHOB K 3JIACTHHY W 3J1acTa3e ONpelesiin y
30 mpaktuyecku 370poBbiX Jul U 19 GompHbix CCJl. PacnpeneneHune ONTHYECKOW IUIOTHOCTH
COOTBETCTBOBAJIO HOPMAaJIbHOMY THITY: JJIsi 3nacTuHa Kodd¢uiment KoamoropoBa—CmupHOBa —
0,704 mpu p=0,604, nnsa snactrazel — 0,990 npu p=0,281. OnpenenuB CpeaHIO KOHIEHTPALIUIO
aHTUTEJI K 3JIaCTHUHY U 3JacTa3e B JIOHOPCKMX CBIBOPOTKAaX, BBIYMCIMIN YPOBEHb HOPMaJbHBIX
nokasareneil B uHTepBaie M+2c. Mcxoas U3 3TOro mpH MCMOJIb30BAaHUM MMMOOMIM3UPOBAHHBIX

AQHTUTCHHBIX CHCTEM B UMMyHodepMeHTHOM Meroae 3HaueHus skctuHimu 0,104 u 0,113 npu



OTIPENICICHU aHTHUTEN K 3JaCTUHY M dJlacTa3e OBLIM MPUHSATH 32 BEPXHIOI TPAHUILy HOPMBI, a
3HAYEHUS, MPEBBIMIAONINE 3TU HUPPHI, CUUTAIHUCH MTOJIOKUTEIHHBIMU.

JIOCTOBEpHBIX pazNuuMii B COJEPKaHWU aHTUTEN B 3aBHCHUMOCTH OT IOJa M BO3pacTa B
JAaHHOU TPYTIIE BBISBICHO HE OBLIO.

Cpenusisi KOHIEHTpaNus Crienn(UIecKUX aHTHTEN K JIaMUHHMHY Kiacca IgG B HOHOPCKHX
ceiBopoTKax cocraBuia 0,031+0,0029 eguHuil ONTHYECKOW IJIOTHOCTH. 3a BEPXHIOK TI'pPaHUILY
HOPMBI [CPEIHETO + CPEeIHEKBaIpaTUYHOTO OTKIOHEHUs (X + 20)] Obuta mpUHATA SKCTUHIIMS
0,062 enuHUIl OITUYECKON IJIOTHOCTH B UCIIOJIB3yEMOM BapHaHTE UMMYHO(GEPMEHTHOTO aHAIN3a B
Hare MoauQUKaIy ¢ MPUMEHEHHEM CIeU(PUIECKIX UMMYHOCOPOEHTOB.

[loBbIlIeHHBIE YPOBHU aHTUTEN K 3JacTUHY ObUIM BhIABIEHBI Y 64,8% Oonpubix CCI, K
anactaze —y 7,1% manueHToB, kK 1TaMuHuHy — Y 78,9%.

BoiBoabl. bonee Beicokne ypoBHHM aHTHTeNn y OOnbHBIX CCJl K »macTwHy, sjacTtasze u
JAMUHHHY TIO CpPaBHEHHIO CO 3J0POBBIMH JIMIIAMH €IIE pa3 MOATBEPXKAAIOT BKIIOUYEHHE B
ayTOUMMYHHBI TIpOLIECC TMPU CHUCTEMHOM CKJIEpO3€ dJacTUHA W JIAMUHUHA, SBISIOIIUXCSA
COCIMHUTEIIbHOTKAHHBIMU ~ CTPYKTYPHBIMM KOMIIOHEHTaMH, W 3J1acTa3bl, Y4YacCTBYIOIIEH B HX
oOMeHe. CTaTUCTHYECKH 3HAYUMBIA MPOLEHT BCTPEYAEMOCTH AHTUTEN K JAMUHHHY Y OOJBHBIX
CCHl ™MoxHO OOBSICHUTH MepBOHAaYaNbHBIM 3TanoMm mnatoreHe3a CCJI, KOTOpbIii HayMHAeTCsS C
nopaxeHus: 6azanbHON MeMmOpaHbl Koxkwu. [losiBIeHHE 3HAYUTENHHOTO KOJMYECTBA AHTUTEN B
CUCTEME  «IJIACTUH — DJJlacTa3a»  CBUJAETEIbCTBYET O IIIyOOKOM  JAECTPYKTHUBHOM
CKJIEPOICPMUYECKOM TPOIECCE, BOBJEKAIOIIEM BHYTPEHHHE OPIaHbl M CHUCTEMBI, COAepIKallne
MasopacTBopuMblidi amactuH. B muarnoctuke CCJ] Hamo HaliTH HauvajdbHBIE M IOCIETYIOIINE
MPEIUKTOPBl 3a00JIeBaHUs, IO KOTOPBIM MOXKHO CYIUTh O JIUHAMHKE MATOTeHe3a W KOHTPOJIE
3G GEKTUBHOCTH MPOBOIMMON Teparnuu. MccinenoBanne ypoBHS aHTHTEN K AJIACTHHY, JJIacTa3e u

JJAMUHWHY TIO3BOJIMT YIIIyOUTh 3HaHus o natorenese CCJI.
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