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CUMHOPOM SPASMYCA

KAK KPEMHUN-UHAYUUPOBAHHAS
¢dOPMA CUCTEMHOMU
CKJIEPOAEPMUU

lNpegcTtaBneHbl 0630p MTepPaTypb! N TP COOCTBEHHbIX KIIMHNYECKUX Ha-
6oneHunst cuHapoma 3pasmyca (C3) y 60J1bHbIX CUCTEMHOU CKIepoaep-
mueri (CCL). Hezasucumo ot npoaomxkutenbHoctn CCL CO passusaeTt-
CS1 Y MYXYUH, UMEBLUMX Ha MPON3BOACTBE AJINTEJIbHbINM MPOpeCcCcoHasb-
HbIVi PECNNPAaTOPHBIN KOHTaKT C KBapLEM (ABYOKUCbHIO KPEMHUS), MPNYeM
a7a /1Iero4Hasi naTosiorus Aeb0TUPYET MNPakTUYECK O4HOBPEMEHHO C Hop-
MUPOBaHNEM CUINKO3a (aHTPaKoCUINKO3a), B3auMoycyryosisis apyr apy-
ra, Hepenko Ha oHe rnpeacyLecTByoLero Tybepkynesa a1erkux, npo-
TeKaeT CO CHUXEHNEM PYHKUMUN ObIXaTe/IbHOro annaparta, rnoBbILLEHNEM
coaepxaHusi KDEMHUSI B BOJIOCax v KPOBM, COMPOBOXAAETCS akTuBaLmnen
MaTpPUKCHbIX METaJ/1/1I0NPOTENHA3, AncbasiaHCcoM KIeTO4YHOro UMMYHUTETa
C HapyLLUEHUSIMU LMTOKMHOBOW CETU, runeprnpoaykumer pakropos pocta
Y PSIA0M ayTOMMMYHHbIX pacCTPOVICTB BCaeACTBUE paroumTosa Kpuctas-
JIOB KBapLa asibBeOJISIPHbIMY Makpogaramm v pukcaumneri KpemMHusi Ha pu-
6pobnacTax, 410 ycyrybnsieTcss Heb1aronpusiTHON aTMoOCHepOori OKpyXato-
LeVi cpenbi 0 YPOBHIO BAbIXAEMOro KPeMHe3eMa B PErMOHaxX NPOXUBaHUS
60s1bHbIX. C3 MOXHO CcunTatb KPEMHUNA-UHAYLIMPOBAHHOW POPMOV rpo-
¢peccrnoHanbHori CCLly MyX4uH — CKI1€pOLEePMUYECKUM CUTUKO30M (aH-
TPaKoCUIMKO30M) MO aHasaorum ¢ cuHapomom KonvHe — KarnnaHa 'y 60/1b-

HbIX peBMaTouaHbIM apTPUTOM.

CUCTEMHAY CKJIEPOAEPMUA
N KPEMHUA

CuctemHaa cknepogepmms (CUCTEMHBIR CKie-
po3, cknepogepma, CCLL) oTHOCUTCH K ayTOMMMYH-
HbIM MPOrpeccupyowmnmMm peesMmaTnyecknum 3abone-
BaHWSIM C BblP@XEHHbIMM PACCTPOMCTBAMU COCYAU-
CTOlV MUKpOUMPKYnaummn, Gpubpo3npoBaHMEM KOXN
M BHYTPEHHUX OPraHoB, HEPEOKO CBA3aHHbLIM C He-
6naronpuatHbeiMK pakTopaMm OKpYXaloLen cpenpbl
(Wei P. et al., 2016; Giacomelli R. et al., 2017). 3k30-
reHHOEe BO34EeNCTBME Ha OPraHM3M BbICOKNX KOHLLEH-
Tpauuin BObIXaEMbIX COEOVHEHNN KPEMHUSA (Hanpu-
Mep KBapua — amokcmaa kpemHus — SiO,) asnseTcs
ooHuM 13 dakTtopos pucka passutmua CCL (Rubio-
Rivas M. et al., 2017), npenMyLeCTBEHHO Y MY>XHUUH
(McCormic Z.D. etal., 2018). 3TnonaroreHeTnyeckas
ponb SiO, npm CC/L, pokasaHa Ha HOPBEXCKNX KOPUY-
HEBbIX KPbICaxX — camuax C MOAENMpoBaHneM 3abone-
BaHus (Al-Mogairen S.M., 2011). Celivac ctanu paxe
BblOENATb NpodeccnoHanbHyto dopmy CC/l, cBa3aH-
HYIO C BO34ENCTBMEM HA OPraHn3M BblCOKNX KOHLLEH-
Tpauui BO BAbixaeMoM Bo3ayxe SiO, Ha npeanpus-
TUSIX TOPHOPYAHOWN, yrnenobbiBaloLel, CTEKObHO-
KEPaMn4yeCckom n opyrmux oTpacnen NPOMbILLIEHHOCTU
(Boulanger M. etal., 2015; Mariel. etal., 2018). Y myx-
4YuMH nog Bo3aenctemem Si0O, Ha NPOM3BOACTBE YaCTO-
Ta BO3HMkHOBeHua CCL B 13 pa3 Bbilwe, 4eM B NONy-
naumm (Troldborg A. et al., 2018).

CknepoaepmMunyeckasi iHeBMoMNaTus B BUAE Neroy-
Horo dpubposa (Cakmak G. et al., 2016; Cao Z. et al.,
2016), HTepcTuumansHoro nynbmoHuTa (Spagnolo P.
et al., 2014; Launay D., 2016; Giacomelli R. et al.,
2017) 1 rmnepTeH3nn B ManoM Kpyre Kposoobpatiie-
Husa (Ranque B., Mouthon L., 2010; Ann Saketkoo L.
etal., 2017) aBnsaeTca o4HUM U3 CaMbIX HaCTbIX Bapu-
QHTOB BUCLLEPUTA N OCHOBHOW MPUYMHOM cMepTu 60/1b-
HbiX (Bastos A.L. etal., 2016), BbigBnssicb yxe B Aebio-
Te 6one3nHun y 40% HabnoneHnin CC/, (Vera-Lastra O.
et al., 2017). Takasa ¢popma 3aboneBaHus, CBA3aHHas
C OeNcTBMEM 3K30reHHoro Si0,, ABNsSeTcsa npeporaTu-
BOW MY>UMH, Y #/5 U3 HUX COMPOBOXAaeTCs MTHEBMOKO-
HMO30M (CUIMKO30M), HaNIMYNEM B KPOBU aHTUTOMO-
n3omepasHbix aHTuTen (aScl70) 1 xyawmm NporHo3om
(Zielonka T.M. et al., 2010; Freire M. et al., 2015). Noga-
YepKHEM, 4YTO BbICOKME nokasatenn aScl70 BeigBnsioT
B CbIBOPOTKE KPOBU Y 6OMbHbLIX CUIMKO30M 1 6e3 CC/,
(Hayashi H. et al., 2009).

4YTO TAKOE «CUHAPOM 3PA3MYCA»?

Y 1% 60onbHbIXx CCLL, Kak npaBnno, HocuTenen an-
nenen 0303, 0305 1 0506 HLA-DQB c nHTepcTuumanb-
HbIM MHEBMOGUNOPO30M, AMArHOCTMPYIOT «CUHOPOM
Opaamyca» (CI) nnn «cknepoaepmMm4ecknii CUIn-
KO3», Halle Yy MyX4UMH C KOMOPOBUAHbLIM TYOEpPKy1e30M
nerkux (B ¥s cny4aen), 4HTO 3aKOHOMEPHO CONPOBOXAA-
€TCS HaIMYMEM aHTUSIAEPHbIX ayToaHTuTen u aScl70
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B Kaxaom BTOpom HabnogeHun (Vetrichevvel T.P.
etal., 2010; Wang S.J. et al., 2012; Rocha L.F. et al.,
2016). Ha HavyanbHbix aTanax CO n3BeCTHbI criyvaun
pPasBUTUSA CUINKO3A Y OOJIbHBIX TYBEepKyne30M Nerkmx
6e3 Kaknx Obl TO HM BbINI0 MaHNMECTHbLIX NPOSIBIIEHNIA
CCA («scleroderma sine scleroderma») (Goyal A. et al.,
2018). MiHorpa npu 0BbIYHOM PEHTFEHONOMMYECKOM
nuccnenoBaHumM U KOMNbIOTEPHOW TOMOrpadum KoH-
CTaTMPYETCS NOPaXeHNe MeanacTUHanbHbIX TnMmda-
TWUYECKUNX Yy350B (puc. 1), Toraa kak TeHW B NErknx an-
ameTpoM 5-10 MM ABASIOTCS NOCTOSIHHBIM NPOSIBAE-
Huem C3 (puc. 2-5) (Baur X. et al., 2016).

Momrmo 0693aTeNbHbIX MPU3HAKOB JIErOYHON Na-
Tonornu, C3 KNMHUYECKN NMPOSBASETCS BblpaXeH-
HO 0bLel cnabocTbio, 60SbI0 B rPYAHON KNeTke, Cy-
cTaBax 1 061acTu Ta3a, NOBbILLEHMEM TeMMepaTypbl
Tesna B Be4epHMe Yachl 0 CPeaHMX 1 BbICOKMX cybde-
OpunbHLIX ULMOP, Nepudepnyeckon numdbageHonaTm-
en, aucoarven, noanHenponaTnen, ynaoTHEHHbIMU
ydacTkamMm KOXU, OTEYHOCTbIO NasibLEB PYK, CUHAPO-
MoM PeliHo n TeneaHrmnaktasmamm (Chaouch N. et al.,
2011; AjlaniH. etal., 2012; Bello S. etal., 2015). 3ono-
TbIM CTAHOAPTOM CHMTAETCS BMONCUSA TKAHEN NETrKOro,
MpPW KOTOPOW BbISIBASIOT KBAPLEBBIE (PEXE U YrOSbHBIE)
[eno3nTbl Ha GOHE CUJTMKO3HbIX FPaHYEM U NUMOO-
MMCTUOLMTAPHOM KNETOYHOM nHpUnbTpaumm (Morales-
CardenasA. etal., 2016) (puc. 6-8). dyHKUMOHaNLHOE
COCTOSIHME pecnupaTopHon cuctemsl npn C3 Hanbo-
Nlee HageXxHOo OUEHMBAETCS C MOMOLLBIO NokasaTe-
na anddy3noHHon cnocobHocTu nerkux (Cakmak G.
etal., 2016; Tashkin D.P. et al., 2016).

BuioensioT age popmbl C3 npu CCL, — ¢ nHEBMO-
CUMKO30M 1 6€3 TaKOBOro, HO Toraa yXe y 60sbHbIX
C 4EeTKO YCTaHOBJIEHHbLIM KDEMHUNNACCOLNMPOBAHHBIM
BapuaHTOM 3aboneBaHus (De Miranda A.A. etal., 2013;
Ben Abdelghani K. et al., 2015). Yawe 3C otmeuvatoT
Y LIaxTepoB-yroJibLINKOB, paboynx No Nponu3BoacTBY
CTPOUTENBbHbIX KBAPLCOAEPXALMX MAaTEPUASIOB 1 O0-
Oblue kaMHel B kapbepax (Bello S. et al., 2015). UHo-
roa CO BoobLUe paccMaTpMBaeTCs Kak acCoLMnpo-
BaHHas ¢ SiO, npodeccnoHansHas ¢opma 1ero4Hom
CC/J, (Boulanger M. et al., 2015).

NATOFrEHE3 CUHOPOMA 3PASMYCA

MepBbiM 3TanoM B NaToreHeTU4ecknx nocTpoe-
Huax CO aensieTca daroymtos anbBEOASPHBIMU Ma-
kpodaramm kpuctannos SiO,, HTO MOXHO BbISIBUTb
npu UMTONOrMYECKOM NUCCNeoBaHNN BGPOHXNANBHO-
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ro naeaxa (Gil K. et al., 2017). BosgelicTBue Ha op-
raHnam SiO, sBnsieTcs NpeankTopom GopMMPOBaHMS
NPOTUBOSOEPHBIX, MPOTUBOrMCTOHOBbLIX U MPOTUBOTO-
nomaomepasHblx aHTuten 1-ro tmna (Chaouch N. etal.,
2011; Giacomelli R. et al., 2017), a Takxe aHTUHENTPO-
PUIBHBIX LUTOMNAa3MaTUYECKMX (HaNpPaBAEHHbIX K MUe-
nonepokcuaase n nportemHase-3) (Farhat S.C. et al.,
2011; Makol A. etal.,2011) (puc. 9). HacTuubl 3K30reH-
Horo SiO, Yepea akTMBauUMio MaTPUKCHbIX METaI0MNPO-
TenHas-1 n -3 yCcunmBearoT CUHTES TPAHCKPUMLMOHHbIX
dakTopOoB 4719 NPOBOCHANIUTENBHBIX LUTOKUHOB N HE-
koTopbIx dakTopos pocTa (Lafyatis R., York M., 2009;
Wei P. et al., 2016).

KntoyeBbiMM nocpepHukamm purnbporeHesa
npu KpeMHum-mnuayumposaHHon CCJL asnatoTcs
TpaHchopmMmpyloLwmin pakTop pocta-f n Tpomboum-
TapHbIn pakTop pocTta-D, a 6nokMpyloT Takoe Oen-
cTBue IkB-kmnHasa n nHrnomtop BMS-345541 (Charni
Chaabane S. et al., 2014). BHayane npoucxognT Gpuk-
caums Si Ha HopMasbHbIX GnbpobnacTax, Bbi3biBast
npodnbpoaHyto akcnpeccuio reHoB COLTA2, COL3AT,
MIVIP1, TIMP3, CTGF c uaMeHeH1eM KONIMYeCTBEHHO-
ro M Ka4eCTBEHHOI0 UX COCTaBa, ycyryonsis npouecchi
dopMnpOoBaHMs cknepoaepmMmnieckoro pubporeHesa
(YangY.etal.,2013; MurdacaG. etal., 2016). Cnenyet
OTMETUTb, 4TO Ha 3Tanax natoreHe3a CC/] kBapueBas
Mbllb U3MEHSAET 6anaHc KNeTok ¢ peuenumen CD152
n CD279 (Rocha M.C. et al., 2012).

COBCTBEHHbIE HABJIKOAEHUSA
CUHAPOMA 3PASMYCA

Hamu Habnopganuck 3 Myx4inH ¢ C9 n3 17 ¢ CCL,
B Bo3pacTe 35; 44 n 52 neT (Npoao/KMTENBHOCTL 3a-
6oneBaHus coctaBuna 2; 3 roga u 5 net, a nerouy-
HOM NaTonorMm — COOTBETCTBEHHO 2, 31 4,5 roaa).
Bo BCcex cnydaax nmenm Mecto CKAepoaaKTUIns
C cuHgpomMmom PeinHo, gmucumpkynartopHasa sHueda-
fonatus 1 nopaxeHue cepaua (HapyweHus Bo30y-
OMMOCTN MMOKapaa v SNeKTpuyeckor NpoBOANMO-
CTU, N3BMEHEHNS KaMep U KnanaHHoro annapara). Bce
o6cnepoBaHHble OblIM CEPONO3UTUBHBI MO PEBMATO-
noHomy daktopy (aHanusatop «Olympus-AU-640»,
AnoHus») nno aScl70 B kpoBu (MMMYHOBNOT «Euroline-
Euroimmun», F'epmanus). MNpun peHTreHorpadum op-
raHoB rpygHon knetku (annapat «Multix-Compact-
Siemens», [epMaHns) BbISIBASIN OKPYIble Y3E/IKOBbIE
3aTreMHeHns padmepom 2—10 Mm Ha HpoHe NHTepCTU-
LUManbHbIX U3MEHEHWI, HE MPOTMBOpPEYaLLMe AnarHo-

Puc. 1. PentreHorpamma
OpraHoB rpyfHON KNeTku
6onbHoro CCA ¢ C3. Cu-
NNKO3, N3MEHEHNe Meau-
aCTMHaNbHbIX MM OY3N0B

Puc. 2. PeHTtreHorpamma
OpraHoB rPyfHONA KNeTku
6onbHoro CC/l ¢ C3. Cu-
VKO3, MHTEPCTULMANbHDIi
NHEBMOHUT

Puc. 3. PeHtreHorpamma
OpraHoB rPyAHOI KNeTkn
6onbHoro CCA ¢ C3. Cu-
NIMKOAHTPAK03, NeroyHas
runepTeH3us

Puc. 4. KomnbiotepHas T0-
MorpaMma OpraHoB rpya-
HoW kneTkn 6onbHoro CCJL,
¢ C3. Cunukos (cpes 1)

Puc. 5. KomnbtotepHas 10-
mMorpaMma OpraHoB rpyg-
HoI kneTkn 6onbHoro CCJL
¢ C3. Cunmko3 (cpes 2)

YKPATHCbKWM PEBMATOOTIYHUW XYPHAJ o Ne 4 (74) o

2018



NIKAPKO-NPAKTUKY

Puc. 6. Buontat nerkoro 60nbHOro
CCJ ¢ C3. Cunmkos, kpynHas cunm-
KOTUYEeCKas rpaHynema, IMMoorncTu-
oumtapHble uHouUnbTpaThl. Okpacka
remMaToKCUIMHOM 1 303uHOM. YB. 80

Puc. 7. buontat nerkoro 60nsHoro
CCJ c C3. AHTpakocuUnukos, CUIUKo-
THYeckas rpaHynema, IMMQorucTmo-
uMTapHble MHdunbTpathl. Okpacka re-
MaTOKCUAMHOM 1 3031HOM. YB. 100

Puc. 8. buontat nerkoro 60nbHOro
CCL c C3. AHTpakocunmkos, cunu-
KOTUYecKasi rpaHynema, KpynHole fie-
no3uTbl YronbHoii nbinn. Okpacka re-
MAaToKCUIMHOM 1 3031HOM. YB. 200
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Puc. 9. Cxema natoreHe3a C3

3y CMJIMKO3a, BCErga oTMevann PeCTPUKTUBHbBIA TUM
BEHTUISIUMOHHBIX paccTponcTs (cnuporpad «Master-
Scope-Jaeger», lepmaHud), napamMeTpbl cpeaHe-
ro naBfieHUs B IErO4YHOW apTepun y obcneaoBaHHbIX
OblIN NOYTU BABOE MOBbILLEHBI (COOTBETCTBEHHO 50;
48 n 53 mmHg (axokapguorpad «HD-11-XE-Philips»,
Hupepnanabl), a AndPy3MoHHOM cnocobHOCTN Nner-

kux (annapat «Master-Screen-Body-Jaeger», lepma-
HWA) y 06cnenoBaHHbIX — MPakTUYeCcKn BABOE CHUXe-
Hbl, cocTaensas 5,9; 5,8 n 5,2 mmonb/MnH/MMHQ.
Heobxoanmmo oTMeTUTb, YTO ABOe OOJbHbIX pa-
Hee paboTann NPoOXoAyMKaMm Ha YroJibHOW LaxTe
(noa3eMHbIli cTax paboTtel — 151 16 neT), a o ANH —
dOPMOBLUMKOM INTEMHOIO Lexa (cTax — 22 rona).
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Ecnn cpeaoHune nokazatenu 3arpa3HeHnsa KpeMHe-
3eMomM no [oHeukon obnactn B CpeaHeM COCTaBu-
nm 4,2+3,56 o.e. Ha 100 TbiCc. HaceneHus, To B pe-
rMOHax NpoXmBaHua aTux 60abHbIX ¢ CO — cooT-
BeTcTBEeHHO 5,3; 10,9 n 8,9. YpoBeHb Si no gaHHbIM
aTOMHO-abcopOuUMOHHONM cnekTpoMeTpumn («SolAAr-
Mk2-MOZe» ¢ anekTporpadutoBbIM aTOMN3aTOo-
pom, BennkobputaHumsa) B Bonocax coctasnsn 59,6;
44,2 n 66,3 MKr/r, a KOHLLEHTPaLNSA 3TOro MUKpPOae-
MeHTa B CbIBOPOTKE KPOBU — CcOOTBETCTBEHHO 500,2;
608,0 n432,1 mkr/n. CnegyeTt Nnoa4epkHyTb, 4TO Cpes-
HVe 3Ha4veHusa Si B BONocax U UX CTaHAaPTHbIE OTKJ10-
HeHus y 6onbHbix CCL, coctaBunu 28,1+22,49 mkr/r,
a B KpoBU — 246,7+122,93 mkr/n.

SAKJTIOHEHUE

Ha ocHoBaHMM gaHHbIX IUTEepaTypbl U COOCTBEHHBLIX
Tpex KIMHNYECKNX HabNoaeHn caenaHo cneayiollee
3aksloyeHne, uMeloLLLee onpeaeneHHylo npakTmye-
CKYIO0 3HQYMMOCTb 1 HAYYHYIO TEOPETUHECKYIO Hanpas-
NeHHocTb. Hezasucumo ot npogomkutensHoctn CCL,
C3 pasBuBaeTcs y My>X4nH, MMEBLUNX Ha NPOM3BOS-
CTBE ONIMTENbHbIN NPOdECCNOHANbHBIN pecnnpaTop-
HbI KOHTaKT ¢ SiO,, NprYeM Takas JIero4Hasi NaTonorms
nebloTnpyeT NpakTM4eckm 0O4HOBPEMEHHO C HOPMMPO-
BaHMEM CUNNKO3a (aHTPaKOCMIMKO3a), B3aMMoyCcyryo-
n§a opyr apyra, Hepenko Ha GpoHe NpeacyLLecTByO-
wero Tybepkynesa nerkmx, NPOTEKAET CO CHUXKEHMNEM
GYHKUMK OpixaTelbHOro annapaTta, C NOBbILLEHWNEM CO-
nepxaHus Si B BOJIoCax U KPOBM, COMPOBOXAAETCS aK-
TMBaUMEl MaTPUKCHbIX MeTannonpoTenHas, ancoba-
JIAHCOM KJIETOYHOIO MMMYHUTETA M HAPYLLEHUSMN Li-
TOKMHOBOW CeTU, rmnepnpoaykuuen ¢gakropoB pocta
1 pSiOOM ayTOMMMYHHbIX PaCCTPOMCTB BCreacTBme da-
rounTtosa kpuctannoB SiO, anbBeonApHbLIMU MakKpo-
daramu n pukcaumein Si Ha pnbpobnacTtax, YTo ycyry-
onseTcsa HebnaronpuaTHON aTMOCGHEPO OKPYXKatOLLLE
Cpeapl C BbICOKMM YPOBHEM BOIXAEMOIO KPEMHEIEMA
B permoHax npoxuneaHms 60sbHbIX. C3 MOXHO cumTaTb
KPEMHUN-NHAYLMPOBaHHOM popMon NpodeCcCnoHarb-
Hon CCLy My>X4nH — CKIiepoaepMmnyYeCKMM CUIMKO30M
(aHTpakoCuNMKO30M), N0 aHanormm ¢ cMHapPomom Ko-
nmHe — KannaHa y 601bHbIX pEBMaTOUAHBLIM apTPUTOM.
B aTOIn CBA3M KakK HE BCMOMHUTL BblpaXXeHNE N3BECT-
Horo peHTtreHonora C.A. PeiiHbepra (1897-1966): «<Het
penknx 6onesHen, ecTb peakme anarHosbi».
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CUHOPOM EPA3SMYCA
AK KPEMHIU-IHOAYKOBAHA ®OPMA
CUCTEMHOI CKNIEPOAEPMII

O.B. CuHsiveHko, B.S1. Mikykcrc,
M.B. EpmonaeBa

Pe3iome. lNogaHo ornsa nirepatypu i Tpy B/1ACHI
KJIIHIYHI criocTepexeHHs1 cuHapomy Epaamyca (CE)
y XBOpUX Ha cuctemHy cknepoaepmito (CCL). He-
3anexHo Big Tpuasnocti CCL CE po3BuBaeTbcs
Y 4OJ10BIKIB, SIKi Masiu Ha BUPOOHULTBI TpuBanni
npogeciviHNKi pecnipaTtopHnr KOHTAKT i3 KBap-
uem (ABOOKUCOM KPEMHIID), Npu4oMy Us ere-
HeBa narosoris AebTye NPakTMYHO ogHoYac-
HO 3 pOpMyBaHHSIM CUJTIKO3Y (aHTPaKoCUIIIKO3y),
B3aeMOrocuIIioYy oanH 04HOro, HePIAKo Ha TJ1i
nepenicHyr4Horo Tyo6epkybo3y iereHb, nepeobir
BiAGYyBa€ETLCS 3i 3HUXEHHSIM QYHKUIT AnXaibHOro
anapary, nigBULLIEHHSIM BMICTY KPDEMHIIO Y BOJIOCCi
Ta KPOBI, CyrnpOBOAXYETbCS aKTUBALLIEIO MATPUKC-
HUX MeTas0npoTeiHas, ancbasnaHCcoM KAiTMHHOIO
IMYHITETY 3 NMOPYLLUEHHSIMU LUNTOKIHOBOI Mepexi,
rinepnpoaykuieto YNHHUKIB 3POCTaHHS | HU3KOHO
ayToiIMMYHHUX P0O3/1a4iB BHACAIAOK paroumto-

3y KpucTtasiB KBapLy asibBeOJIIPHUMU Makpoga-
ramu Ta ¢ikcauieto KpeMHil Ha gibpobnacTax,
LLJO MOCUJITIDETLCS HECTIPUSITIIMBOID aTMOCGHEPOI0
I0BKI/1/151 38 PIBHEM KPEMHE3EMY, KUV BOANMXAETHCS,
B perioHax npoxwBaHHs xeopux. CE MoxHa BBaxa-
TV KPEMHIVi-iHAYKOBaHOO ¢OpMO rnpogeciviHoi
CC/J y yonoBikiB — ckinepoaepMidHUM CUTIKO30M
(aHTpakocuaiko30M) 3a aHasIorieto i3 CUHAPOMOM
KoniHe — KarnnaHa y XxBOpux Ha peBMaTtoigHuii ap-
TPUT.

Knio4oBi cnoBa: ckiepogepmiss cucteMHa,
JlereHi, cunikos, KBapL, KPEMHIN.

ERASMUS SYNDROME AS SILICON
INDUCED FORM OF SYSTEMIC SCLEROSIS

O.V. Syniachenko, V.Ya. Mikuksts,
M.V. Yermolaieva

Summary. We present a literature review and three
own clinical observations of Erasmus syndrome (ES)
in patients with systemic sclerosis (SSc). Regard-
less of the duration of SSc, ES develops in men who
have had long professional respiratory contact with
the quartz (silicon dioxide) in the manufacture, with
such pulmonary pathology debut almost simultane-
ously with the formation of silicosis (anthracosilico-
sis) mutually exacerbating each other, often against
a background of pre-existing tuberculosis, proceeds
with reduced respiratory system function, increas-
ing the silicon content in the hair and blood, accom-
panied by the activation of matrix metalloproteinas-
es, the imbalance of cellular immunity with impaired
cytokine network, overproduction of growth fac-
tors and a number of autoimmune disorders due to
phagocytosis of quartz crystals by alveolar macro-
phages and fixing silicon on fibroblasts, which exac-
erbated with the pollution of the environment by the
level of respirable silica in patients living areas. ES
can be considered as a silicon induced form of pro-
fessional SSc in men — scleroderma silicosis (an-
thracosilicosis), by analogy with Colin-Kaplan syn-
drome in patients with rheumatoid arthritis.

Key words: systemic sclerosis, lung, silicosis,
quartz, silicon.
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