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TPYAHOCTUN ANDDEPEHUNANBHON ANAFHOCTUKU CKNEPOAEPMOMNOAOBHOIO
NMAPAHEOM/TIACTUYECKOIO CUHAPOMA Y CUCTEMHOW CKNEPOAEPMUN KAK ®AKTOPA
OHKOJTOIMMYECKOIO PUCKA

Pe3tome. CuctemHas cknepogepmusi (CCL) — ayToMMMyHHOe 3a60/ieBaHNE COEAMHUTENbHOW TKaHW, XapakTepusytLlleecs npo-
rpeccrpyroLmm hubpo30M KOXM 1 BHYTPEHHMX OPraHoB. XapakTepHble KnnHuyeckme npusHakm CCJL MoryT mackmpoBaTtb OHKOS10T1-
yeckme 3abonieBaHnsl, a napaHeonacTM4eckunii NpoLecc, B CBOK ovepeb, MackupyeTtcsa cumntomamv CCL,.

Llenb nccnegoBaHus — nokasaTb HEOOXOANUMOCTb AnddhepeHLNaIbHON ANarHOCTUKM CKIepoaAepMonog06HOro napaHeoniacTuyec-
Koro cuHgpoma n CC/ kak paktopa OHKOMI0rM4eckoro p1cka.

Matepuanbl u Mmetogbl. [MpoBeaeH 0630p 1 aHaNM3 AaHHbIX HaYy4YHO-MeULIMHCKONM NnTeparypbl.

PesynbTatbl nccnefoBaHUii n X 06CYXAEHUA. VIMMYHHbIe peakuuu, yyacteytowme B natoreHese CC/l, MoryT cnocobcTBoBaTth
pasBUTUIO OHKOJIOTMYECKON MaTonornm; No3TOMy nauueHTbl ¢ hakTopaMu prcka passuTusa 3aboneBaHns TpebyoT HabnaeHns 3a
BO3MOXHbIM pa3BUTMEM HeomnaacTuyeckoro npouecca. MNauneHtsl ¢ CCL n aytoaHtutenamu Kk PHK-nonumepase Il nmetot
3HauMTeNbHbIA PUCK Pa3BUTUA paka. PUCK KaHLeporeHesa Hanbosiee BbICOKMIA B NMepBbIil rog, nocne noctaHosku agnarHosa CCL. C
Apyroii cTopoHbl, cuMmnTombl CCJl MOryT 6GbITb Mackol pasnnyHbIX BUAOB paka. [MapaHeonnacTuyeckuii CknepogepMonofo6HbIl
CVYHAPOM, HEemnocpeACcTBEHHO He CBS3aH C MEPBUYHON OMyXOsbilo Y ee MeTacTtasamu, a 06YC/IOBMEH CMOXHbIMU BTOPUYHBIMU
BOCMaINTENbHO-AEereHepaTuBHbIMN U3MEHEHUSAMW CUCTEMHOTO, JIOKa/IbHOTO NGO ANCTAHTHOrO XapakTepa, 3a4acTyro NpoTeKatoLLm-
MU B BUAE NPOSB/EHUI “nepekpecta” (overlap) peBMaTtnyeckoro v onyxoseBoro 3abonesaHwii. MNpegnonaraeTcs, YTO pakoBble
KNeTKn MOTyT MHAYLMPOBaTb CUHTE3 BeLLeCcTBa, MHULMMpYIoLWero oubpos KOXu 1 BHyTPEHHMX opraHoB. duddepeHumaumsa mexay
navonartuyeckoi chopmoii CC/, cknepofepMonofo6HbIM napaHeoniacTMyeckuM CMHAPOMOM U pas3BuTMeM paka Ha choHe CCl
BblI3blBa€T MHOXECTBO TPyAHOCTEN. B cTaTbe npeacTasnieH aHann3 andhepeHumnaibHO-AMarHoCTUYeCcKUX MeponpuaTuie, npegia-
raeTcsa cxema CKpUHWMHIa A/19 BefeHns nauneHTos ¢ amarHo3om CCJl, Haxo4AaLWwmMxXcs B rpynne pyucka pasButua MasimrHmsaumn.
BbIBO,qu. PeByﬂbTaTbl aHa/m3a UCTOYHUKOB NITepaTypbl A0Ka3bIBAOT aKTyas/IbHOCTb yrny6neHHoro n3yvyeHna nauneHTa c Brnepsble

BbISIB/IEHHLIM CK/1EPOAEPMONOL06HBIM CYHAPOMOM, OCOGEHHO B MOXWMIOM BO3PACTE.

KnioueBble cnoBa: pak; ckiiepoaepmus; napaHeoniacTuyeckuii npowecc.

CucTemMHas ckiepogepmus (MPorpeccrpyoLLvA CUCTEMHBIN
cknepo3s) (CCJ)) — cTagnitHO npoTekatollee nosimopraHHoe
3a60/1eBaHNEe C XxapaKkTepHbIMU BA30CNacTUYECKUMU COCYan-
CTbIMW peakuMsamm no Tuny cuHagpomMa PeitHo n obnutepupy-
foLLieli BacKy/ionaTuein ¢ NLEMUYECKMY HapyLLEHVSAMU, NPy
KOTOPOM pasBrBaOTCA CneLmndmyeckme ayToMMMyHHbIE pac-
CTPOWCTBa, CONPOBOXJatoLLyecs aktuaumein gmbpo3oobpa-
30BaHVA 1 M36bITOYHLIM OTNIOXKEHVEM KOJI/lareHa B TKaHsX [1].

KnuHnyeckrne n naTonornyeckue nposineHns saborne-
BaHUs ABNAIOTCA pe3yNbTaToM TPeX pas/INyHbIX NPOLLECCOB:
(1) HapylweHna paboTbl BPOXAEHHOTO 1N NPUOBPETEHHOIO
3BEHbEB MMMYHHOI CUCTEMbI, NPMBOASALLME K aHOMa/INAM
rymopasibHoro (Npov3BoACTBO ayTOAHTUTEST) U KNIETOYHOTO
UMMYHUTETOB, (2) donbponponvdepatmsHas Backyonatuns
COCy0B Mas10oro kanunépa 1 (3) aucdyHkumsa onbpobiacTos,
npuBOAALWAsA K N3ObITOYHOMY HaKOM/IEHWIO Ko/iareHa v
OPYrUX MaTpUKCHbIX KOMMOHEHTOB B KOXE, KPOBEHOCHbIX
cocyax 1 BHYyTPEHHUX opraHax [2].

Mporpeccupytouee TeveHne CCL NpuBOLUT K Pa3BUTUIO
HeobpaTUMbIX (PUBPO3HLIX 3MEHEHWIA, NPUBOASALLMX K Ha-
pyLEHNIO PYHKLMM BHYTPEHHWX OPraHoBs, YTo onpejesnseT
BbICOKYH) MHBa/IMAM3aLMI0 60/IbHBIX 1 NI0XON NPOrHo3 3a-
6onesaHus [3]. PacnpoctpaHeHHocTs CCJl 6onblue cpean
nauveHTOB eBPONeouaHOM U MeHbLUe B MOHIOI0MAHON MNo-
nynaumnii. 3abonesaemocts CCJ, Bapbupyetcsi ot 10,9
cnyyasn no 43 cnyvaes Ha 1 MWIZIMOH HaceneHus B rof [4].
3a60/1eBaEMOCTb BbILLE Y XEHLLWH, YEM Y MYXUWH, U Npu-
YMHa 3TOro HECOOTBETCTBUS OCTaeTCsa ANCKYyTabenbHoi [5].
Bonee Tsxenoe n 6bicTponporpeccrpytoLlee TeyeHne 3a-
60neBaHMsi 0OTMeYaeTcsa y adpoamMeprikaHLes, NauMeHToB
cTapllero BospacTta, 1 npeobnagaeT B nonynauum cpeam
XeHLWWH. CpefHuiA BO3pacT Havana 3abosieBaHust cocTas-
nsaet okono 40-50 net [5].
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AmepuikaHckas Konnerns pesmartonoros (ACR/EULAR)
paspaboTasia knaccumkaumoHHble kputepumn CCL (Tabn. 1),
KOTOpble NO3BOJIAKT yCTaHaB/IMBATb OCTOBEPHbIV AMArHO3
Ha nboi cTaguy 3aboneBaHns U faxe Npu OTCYTCTBUS
YNIOTHEHUSA KOXMU [6].

MaumnenTsl, “Habupatome” B cymme 9 n 60nee 6annos,
KnaccudmumpyroTca Kak nmetoLme goctoepHyto (definite)
CCJA. YyBCcTBUTENBHOCTL HOBbIX KpUTEpUeB coctasuna 91%
n cneunduyHocTb — 92 %.

OpfHako xapaktepHble kanHuyeckne npusHakm CCL mo-
ryT MackMpoBaTb OHKOJIOrMYecKne 3abo/1eBaHus, a napaHeo-
naacTuyeckuii npowecc, B CBOK o4yepefb, MackupyeTcs
cumntomamu CC/L. Matodn3nonornyecknii MexaHnsm
cKniepoepmonofo6HOro napaHeon1acTMYeckoro CMHApPoMa
U3y4yeH He NosIHOCTb. CornacHo OAHOWM U3 Teopwii, npea-
nosiaraeTcs, 4YTO pakoBble KAETKM MOryT MHAYUMpOBaTb
CMHTE3 BELLECTBA, MHULMMPYIOLWErO (OUOPO3 KOXU N BHY-
TPEeHHUX opraHoB [7]. C Apyroi CTOPOHbI, MHOTWE Uccneao-
BaHWA NOATBEPXAAIOT, UTO MauneHTbl, cTpagawmne CCL,
0cob6eHHO cTapwe 50 neT, UMerT cTaTucTuyeckn Gosnee
BbICOKWIA pUCK pa3BuTUs paka [8].

CyuiecTByeT psag, uccnefoBaHuid, B KOTOPbIX U3yyanu
accoumaumio 3710Ka4ecTBEHHbIX HOBOOOGPa30BaHWii 1 cke-
pogepmun. B patckom uccnefoBaHuy M3 HauMOHaIbHOMO
peecTpa nayneHToB, cTpagatowmx CCL B nepuog ¢ 2000 no
2010r., A. B. Olesen u coaBT. [9] o6Hapyxunn 222 cny4yas
paka y nauueHToB C NOATBEPXAEHHbIM anarHo3om CCJ, B
aHamMHese B TeueHune 1-2 nocnegHux net. B aTom uccnepo-
BaHUM BbISI0 yCTAHOB/IEHO YBE/IMYEHNE CTaHAaPTU30BaHHO-
ro koagpdpmumeHTa 3abonesaemoctun pakom (CK3P) go 1,5.
My>XUnHbI MeNn 60/1ee BbICOKMI ypOBEHb 3a60/1€BaeMoCTH
pakoMm, yem xeHwmuHbl: CK3P y MyxunH coctasBun 2,2
(1,7-2,8), ay xeHwwmH — 1,3 (1,1-1,6).
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Ta6nuuya 1. KnaccudmkaumoHHble Kputepun cuctemHoii cknepogepmumn (ACR/IEULAR) (2013)

MapameTp BapwuaHT nprsHakoB Bann

1. YNnoTHeHWe u YTOMNLEHUE KOXM 06enX PyK Bbille NACTHO-hanaHroBbix cyctaBoB (MPC) 9
2. YNOTHEHVE U YTOJLLEHME KOXN NasibLeB * OTeK nanbLes 2

¢ Bce nanbubl guctansHee MNeC 4
3. AurntanbHas nwemms ¢ F13BOYKN 2

* Py6umkm 3
4. TeneaHrnakrasum 2
5. Kannnnapockonuyeckne n3meHeHus 2
6. JleroyHast aptTepuanbHas rmnepTeH3nst /A UHTEPCTULMAIbLHOE NOPaXXeHWe Nerknx 2
7. deHomeH PeiiHo 3
8. CneumdpuyHble aytoaHtutena (aHtu-Scl-70, aHTuueHTpomepHble, K RNA-nonmmepase i) 3

CnepfyeT OTMETUTb €elLle 0HO KOrOPTHOE MUCCiefoBaHne
B lOro-3anagHoi AHrnum, nposeaeHHoe K. Siau v coasr. [10],
B KOTOPOM Y4eHble MU3yyasn Hamume 3/10Ka4yeCTBEHHbIX
HOBOOOpa3oBaHWii y naumeHToB ¢ CCJl. BbisiBneHo 15 3110-
KayeCTBEHHbIX HOBOOGpa3oBaHuii y 68 nauneHtoB ¢ CC/.
XoTa obuee yncno cnydyaes CCJ 6bls10 HU3KMM, aBTOpbI
paccuntanu oTHOCUTENbHbIN puck paka — 3,15 (CK3P —
1,77-5,20) n 06Hapyxunnu, 4To Hanbonee yactas BbIsIB/IEH-
Has 3/10KkavyecTBEHHas Narosorisa Gbina cBA3aHa c nopaxe-
H/eM OpraHoB KPOBETBOPEHUS.

HepasHue nccnefosBaHus NPOAEMOHCTPUPOBa/N, YTO
nauneHTsl ¢ CCA v aytoaHTutenamu k PHK-nonnmepase lll
MUMEIOT 3HAUNTE bHbIA PUCK Pa3BUTUSI paka B TeYeHWe He-
CKOJIbKMX J1IET MOC/E HaYasia OCHOBHOTIO 3a60/1eBaHus. bbinn
NAEHTUPMLMPOBaHbI U3MEHEHNSA B reHe, kogupytoem PHK-
nonumepasy Il (POLR3A), 1 nauneHTbl ¢ coMaTU4eCKUMN
MyTaumamm B POLR3A MMeKT faHHble 0 cneumdmnyecknx
MyTaumsax MMMYHHOTo oTBeTa T-K/1eToK ¢ o6pa3oBaHVeEM
ayToaHTUTes, nepekpecTHo pearvpyowmnx ¢ PHK-nonu-
mepasorii Il [8, 11].

B nccnegoBaHumn A. Onishi n coaBT., CyMMUpysi NOBbI-
LUEHHbI PUCK Pa3BUTUS 3/10Ka4eCTBEHHbIX HOBOOGPa3oBa-
HW Y NaLMEHTOB C CUCTEMHbIM CK/IEPO30M, IEMOHCTPUPYIOT,
4TO PUCK Pa3BUTUS paka Hanbonee BbICOKWIA B MEPBbIA rof
rnocse nocTaHoBkn anarHosa CC/A [12].

Kpowme Toro, psig astopos [13,14] 06beanHna 6 opurnHasib-
HbIX nccrenoBaHuii n3 Lseuwn, LWoTtnaHanm, ABCTpasiun,
CLWA, OaHnm 1 TariBaHW, B 00LLIEN CNOXHOCTN — 6641 nauneH-
T0B ¢ CC/l. lNauneHTbl C CUCTEMHbLIM CK/1ePO30M UMESN MNOBbI-
LUEHHbI pUCK pa3BuTUA Bcex BMAoB paka (CK3P — 1,4), y
MY>KYUH pUCK 6bin Bbiwe (CK3P —1,85), uem y xeHwmH (CK3P
—1,33). MaypeHTbl ¢ CCL Men BbICOKMI PUCK Pa3BUTUS paka
nerkoro — (CK3P — 3,18), MO4eBOro My3bIpst (TO/IbKO XXEHLLMHBI,
CK3P -2,80), opraHoB kposeTBopeHus (CK3P — 2,57), neueHun
(CK3P — 3,6) 1 koXu (He MenaHoMa) (TosIbKo My>4mnHbl CK3P
— 2,34). He 6b110 OTMEYEHO MOBbLILLIEHHOTO prcka OMyXosei,
cneundmnyHbIX ANs ONpefeneHHoro nosa nauMeHToB, Takmx,
KaK pak npefcraresibHO Xesnesbl, Wekn MaTku Wiv MaTtku,
MOJIOYHOV Xere3bl. ABTOPbI TAKKE NPOBE/M BTOPUYHbI aHau 13
[JaHHbIX 13 pedepasibHbIX LIEHTPOB Y 0OHAPYXWM NOBbILLEH-
HbIli pycK pa3BuTus paka nuulesoga (CK3P — 9,59), paka po-
TOINOTKKU, NpU4yeM ofHO uccnegosaHne B CLUA BbisBUIO
25-KpaTHoe yBenmyeHve 3ab0/1eBaeMOCTY pakoMm sA3blka [15],
YTO MO BCEIN BUAMMOCTU CBSI3aHO C Hanmumem asodparnta u/
UIN racTpoasopareasibHOro pedustokca.

Kpome Toro, nayneHTsl ¢ CC/LL umetoT 60/1ee BbICOKMIA
pYICK pa3BMTWS paka npu BbICOKON akTMBHOCTM 60Ne3HN 1 B
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CBSI3M C Ha3HAYEHHbIM sleyeHnem [16, 17]. DTO MOXHO 06b-
ACHWUTb NOBPEXAEHVEeM BCeACTBME XPOHUYECKOro BOCna-
neHusi n rmbposa, HTO MOXET NPMBECTU K 3/T0KAYECTBEHHOI
TpaHcopMaLmm KNeTok B HEKOTOPbIX opraHax [18]. Hanpu-
mep, V3T MoxeT cnocobCcTBOBaTbL Pa3BUTUIO paka JSIerkmx
[19], a naumeHTbI C TAXKeNoi pedpakTepHoOii racTpoazoda-
reasibHOV pedy/IOKCHOM 60/1e3HbI0 1 NULLEBOAOM BbappeTTa
MOryT MMeTb 60/1e€e BbICOKMI PUCK Pa3BUTUSA paka NULLEBO-
na [20]. Osepnan cuHgpom CC/Jl, ¢ nepBUYHbIM GUINAPHLIM
LUMppo30M, Habnwgaemblii 601ee 4acTo y NauMeHToB C
NIVMMUTVUPOBAHHON (DOPMOW 1 aHTULLEHTPOMEPHBLIMU aHTU-
Tenamu, ABNAETCA (DaKTOPOM pucka pasBuUTUSA 3/M0Kadve-
CTBEHHbIX HOBOOGOpa3oBaHuUin neveHn [21, 22].

ViMmyHOCynpeccuBHaa Tepanus, ucnosb3yemas Ans
NleYeHnss CKepoaepMmm, Takke MOXEeT Cnocob6CTBOBaTb
pasBUTUIO ManUrHu3auumn. ITo TakMe npenaparbl, Kak: Mo-
heTuna mvkodeHonar n yuknodocdammng, 4acto UCnosib-
3yeMble A/18 evyeHns aktueHom andbdpysHoii CCL, 31 vnm
MMo3uTa npu cknepogepmun. XopoLLo U3BECTHO, YTO yBe-
NINYEHNE KyMYATUBHOW 403kl LyKiogochammnia noBbILa-
€T PVCK BO3HNKHOBEHUSI paka MOYEeBOro nys3bIpsi 1 remarto-
NIOrMYecKMX 3/10Kka4eCTBEHHbIX HOBOOOPAa3oBaHwii [23, 24].
MaumeHTbl, y KOTOPbIX pa3BMBaETCA CKIepoAepMust B Mo-
XXNIOM BO3pacTe, Takke UMEHOT NOBbILLEHHbIV PUCK pa3BUTHA
paka [16, 25].

MapaHeonnacTUYeCcKuii CKepoaePMOBUAHBIA CUHAPOM.

13BECTHO, YTO CK/IepoAepmMums cama no cebe, a Takke ee
NleyeHune MoryT crnoco6CcTBoBaTh Noc/eayLemy passuTuio
ManurHusaummn. OgHako cnegyet OTMETUTb, YTO Yy YacTu
nauyeHToB C NepBUYHbIM NapaHeon/iacTUYeCK M NPoLLEeCCoM
pasBMBaETCS CKIepoAepMOBUAHbIN CUHAPOM Mocne ava-
rHOCTWKU OHKOJIOTMYECKOro npoLecca, 4To, B CBOK 04epesb,
CBUAETENbCTBYET O POV CNeLndMUecKoin Tepanim pakoBbIX
3ab0n1eBaHnin B pa3BUTUK ckiepogepmun. B cooTBeTcTBUM
C 3TOV rMNoTe30i NPUBOAATCSA COOBLLEHNST O TOM, YTO Bre-
OMULVMH, kapbonnaTuH, reMumTabuH 1 nakaMTakcen moryT
VMHULMMPOBATb TSXe/bli heHOMEH PeiHO, KpUTUYeckyto
OUTUTaNbHYIO ULLEeMUIO U/unn onbpos Koxm [26, 27]. mmy-
HoTepanus, HanpasfeHHas Ha YHUUYTOXEHWE Onyxosn 3a
CYEeT MCMNOoJ/1Ib30BaHNa UIMMYHHOIO OTBETa “X03ANHA", MOXET
CMpPOBOLMPOBaTb pasBUTE ayTOMMMYHHOI naTonorum [28],
B CBOI 04Yepe/b, /lydeBas Tepanus MoXeT CTUMY/IMPOoBaTh
pasBUTUE JIOKASTM30BAHHOWN CKIIEPOAEPMUN U YCYTYOUTb
paHee cyLecTBOBaBLUY0 ckiiepoaepmuto [29].

JononHuTe nbHble anuaeMmnonornieckie aHHble [EMOH-
CTPVPYIOT, YTO Y TEX MaLMEHTOB, Y KOTOPbIX CKIEPOAEPMUS
MaHVecTUpyeT B MOXUIOM BO3PaCTe, MOXET UMETb MECTO
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NepBMYHO NapaHeonactuyeckoe 3abonesaHve ¢ Hebob-
LM BpeMeHHbIM nHTepsasioM [30]. MNapaHeonnacTuyeckuii
cuHgpom (MHIC), HenocpeACTBEHHO He CBSA3aH C NepBUYHOIA
Onyxo/ibl0 U ee mMeTactasamu, a 06yC/IoBNEH CMNOXHbIMU
BTOPUYHBLIMW BOCNa/INTENIbHO-AEreHepaTnBHLIMN U3MEHe-
HWSMUW CUCTEMHOrO, /I0Ka/IbHOTO /IGO0 AUCTAHTHOrO Xapak-
Tepa, 3a4acTyio NpoTeKarLWwy M1 B BUAE NPOSBIeHNii “nepe-
KpecTta” (overlap) peBMaTnyeckoro 1 onyxosieBoro 3abone-
BaHuii [31, 32].

MexaHn3Mm hopMnpoBaHnsa napaHeonIacTMyeckoro
CVHAPOMa CBA3aH C OMyXO/1eBbIMW aHTUreHaMu, Ha MnosiB-
JNleHne KOTOpbIX MMMYHHas cucTema 4esioBeka pearvpyer
obpasoBaHvem ayToaHTUTEN, B TOM YMC/Ie aHTUTES K TOMOo-
n3omepase 1 aHTUHYK/eapHbIX aHTUTesN. B HacToslee
BpeMs n3BecTHo 60nee 400 TUNOB Taknx aHTUreHos [33].

OnpefenéHHble NPU3HaKkn B KIMHWYECKON KapTyHe 1 faH-
Hble 06CejoBaHNst MOTYT HaLENMTb Ha HasMyve ckiepoaep-
MOMOZO6GHOro NapaHeon1acTYecKoro CUHAPOMa Ha paHHel
CTaAyun AMarHoCTUYecKoro npotecca. K HUM OTHOCATCS:

* KOPOTKWIA BPEMEHHOW UHTepBaa Mexay AMarHO30M
o6oux 3aboneBaHuii;

* MO0l BO3pacT NayMeHTa,;

* OTATOLLEHHbIV HACNeCTBEHHbIN aHaMHe3 B OTHOLLEHUN
OHKOJ/10rM4eckoli naTonoruu;

° Ha/IMYMEe B aHaMHe3e XW3HW napaHeon/1IacTU4ecknx
3aboneBaHwii;

* ACUMMETPUYHBIA hMBPO3 KOXN;

¢ OTCYTCTBME UM aCUMMETPUYUHbI CUHAPOM PeliHo;

* OTCYTCTBME aHOMasInii, xapakTepHbix gns CCJ npu
Kanunnspockonuu;

* OTCYTCTBWE aHTUTES, XapaKTepHbIX A/15 CKIepogepmuu;

* Ha/iure o6LLMX CUMNTOMOB, Takue, Kak nMxopagka u
noTeps Beca,;

* OTCYTCTBME OTBETA Ha CTaHapTHOE /leveHune (40BOSIb-
HO C/I0KHO OLLEHUTbL B C/lyHae CKIepoAepMum, NockosbKy [0
HaCTOsALLLEero BpeMeHU He 6b110 06HapyeHO athheKTUBHO-
ro IekapCTBEHHOrO cpeAcTBa A/1A NpekpaLleHns nporpec-
CYpOoBaHus 3a601eBaHNS);

* ycyesHoBeHve cumntomoB CC/Jl nocsie NpoTMBOPakoBO-
ro JIeHEHNA 1 VX MOSAB/IEHWE NPU paKe, BbI3BaBLUEM PEaKLMIO.

Y naumeHToB ¢ CC/] B HECKO/IbKMX UCCeA0BaHMsAX Oblna
npoAeMOHCTPUpPOBaHa akTusaunsa nepndepunyecknx
B-nMoLmUTOB € HapyLLEHHbIM MPOLLEHTOM anonTOTUYECKMX
K/IETOK MO CpaBHeHWIo co 340poBbiMK [34]. Mpu CCL, BbKKM-

BaeMOCTb 1 aKTuBaums B-kneTok yBennynsaeTcs, ysenmym-
BaeTCH TakK e U MPOLEHT MeHee 3pesibix B-numdoLunTos, 4To
Nno-BMAMMOMY, NMPVUBOAUT K BbICOKOMY PUCKY PasBUTUA NIM-
chounaHoro kaHueporeHesa [35]. Bonee Toro, Y. Wang v coasT.
[36] 06Hapyxuamn, YTO YpOBHM aLeTUIMPOBaHNA U METUINPO-
BaHWs r’MCTOHOB (OTBETCTBEHHbIX 38 YCU/IEHNE TPaHCKPUNLIK
reHa) B B-knetkax y nauneHtos ¢ CC/LL KOppenmmpytoT ¢ akTuB-
HOCTbHO 3ab60neBaHusA. CrefyeT OTMETUTD, YTO Y NaLUEHTOB
¢ CCJl 06HapyXm1BaroT NoBbILLEHHbIE CbIBOPOTOYHbIE KOHLIEH-
Tpaumu LUTOKNHOB, PEryiMpyroLwyX akTMBHOCTb, BbhKMBaE-
MOCTb 1 nponudepaumto B-knetok [34]. B aTom cBeTe Mbl
MOXEeM MPeLNosioXUTb, YTO CKIepoAEPMUYECKME NaLeHTbI
C NJ10X0 KOHTPO/IMPYyEMbIM 3a60/1eBaHneM (60/1ee BEpOATHOE
Ha paHHen ctagmn CC/L) 60nee CKIOHHbI K pa3BUTUIO reMa-
TOMTOTMYECKMX 3/10Ka4eCTBEHHbIX HOBOOOPa3oBaHuii. B Ta-
6nuue 2 oTpakeHa auddpepeHumanbHas guarHoctrka CCL
1 CK1EPOAEPMOBUAHOMO NapaHeon1acTMyeckoro CuHapomMa.

YuuTtbiBas BbllLECKa3aHHOE, U accoumaLmio cknepoaep-
MUV C NOBbILLEHHBIM PUCKOM Pa3BUTUSA paka, y NalyeHToB ¢
CC/ fo/mkeH NpoBOAUTLCA LiefieHanpaseHHbIVi CKPUHUHT
3/10Ka4eCTBEHHbIX HOBOOOPAa30BaHUiA.

B 0630pe Mbl X0Tenu 6bl NPeAIOKUTbL aIfTOPUTM CKPY-
HMHra napaHeon1acTM4eckoro npouecca, KOTopbIi JOKEH
BbIMOMIHATLCA Y NauneHTos B Aebtote CCL (puc. 1) B 3aBU-
CMMOCTM OT BO3pacTta 1 nona nauveHToB. JTOT a/iropuTm
BK/IOUAET B cebs KomMsiekcHoe hm3mkasibHoe o6cnenoBa-
HVe, BKoYaa nasbnauvio nepegHnx U 3afHuX LUenHbIX,
HaAKMOUYNYHBIX, MOAMBILLEYHbIX U NAax0BbIX IMMAATNHECKNX
Y3/10B; CKaHWPOBaHWe KOXUN C HETUMNYHLIMU NOPaXKEHUSAMMU,
0COBGEHHO C acUMMeTpUelt, HeYeTkKMM rpaH1Lamu, LBeTo-
BbIM pa3Hoo6pasvem navm 60ablWwrM gnametpom (>6 mm);
TwarebHbIi OCMOTP NOMIOCTM PTa; U Nasibnaums WToBna-
HO >Xenesbl. [na NOXWabIX NauWeHToB, ¢ MaHuecTHol
cKepoepMuneit, Mbl npegiaraeM NOBTOPHTL KOTOHOCKOMMIO
nnu masok lManaHukonay OAvH pas, faxe ecnn naumeHT
npoLuen TUMWYHbIA BO3pacT A/15 paka TONCTON KULWKK (>75
NeT) AW CKPUHUHTa Ha Mas3ok lManaHukonay (>65 nerT).
XKeHwwmHam fomkeH GbITb Ha3HayeH Mammorpaduyeckumii
CKPUHUWHT Ha pak MOJIOYHOM enesbl, BHe 3aBUCUMOCTW OT
Bo3pacTa. [lanbHelinii LeneHanpasBieHHbIA CKPUHUHT MO-
XeT noTpeboBaTbCA B 3aBUCUMOCTU OT HA/TMUNS KOHKPETHBIX
(pakToOpoOB pucka, kak mokasaHo Ha pucyHke. CnepgyeT oT-
METUTb Ha/InymMe y Takux nayMeHToB “KpacHbiX ¢hnaroB”:
ayToaHTuTena k PHK-nonumepase lll, 6onee crapLumii Bos-

Ta6nvua 2. fudrpepeHumanbHas AUArHOCTUKa CUCTEMHOIA CKIIepoepMUN U CKNePoepPMOBUAHOTO NapaHeon1acTM4eckoro

cuHapoma
CknepofepMOBUAHbINA
Mpu3sHak CCL napaHeoniacTuyeckuii
CUHAPOM
CVMMETPUYHbI cuHapom PeliHo ++ - (WM acUMMETPUYHbIN)
OCNOXHEHHbIN HACNeACTBEHHbIN aHaMHe3 B OTHOLLEHWE pakoBbIX 3a60n1eBaHui - ++
Hanunuve NCTOYHMKOB KaHLieporeHesa - ++
ACMMMETPUYHBIV hUBPO3 KOXM NN HOYpaLMs - (CUMMETPWYHBII) ++
AHOManNMM Ha KanunaspocKonum ++ -
Perpeccusi cknepogepmMasibHbIX CUMNTOMOB Ha (hOHEe NPOTMBOPAKOBOV Tepanuu - ++
Peunave cknepofepmMasibHbIX CUMITOMOB MPY akTyBaLymn OnyxoneBoro npowecca - ++
Hayano B noxuaom sBo3pacre - ++
AHTUHYK/1IeapHble aHTuTena ++ +
AHTVLEHTPOMEPHbIE aHTUTeNa ++ (MMMUTMpOBaHHas -
dopma CCL)

AHTVTONOM30MepasHble aHTuTena | (aSCL-70) ++ (andpcpysnas CCLI) -




MpeaBapuTeNbHbIN
AuarHos
CUCTEMHbBIW CKNIEPO3
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Mon

daKkTopbl pMCcKa

KpacHble dnarm

CocrosHua PekomeHpauun

KT OTK

Bce

oo TwartenbHoe
obbekTBHOE
uccnesoBaHue:
BK/IIOYaA
nanbnauuio
LWMTOBUAHOMN
Ke/esbl; 0CMOTP
pOTOBOI4 NoNOCTH

>50 ner;

BMepBble
BbIfAB-

NeHHaa

CCA

OrpaHuyeHune
KypeHus,
UHCONAUMU.
KonoHockonua nan
®rAcC natoc

<40 net

Bce

21-40 net

40-65 net

RRS, PSA

Y3U anuex

Y31 OMT
Masok, ocmoTp
rMHeKonora

Masok, MNATr-TecT,
OCMOTP TMHEKOI0ra,

KypeHue: 30+ nayko-

net uan bpocun <15
NeT Hasaa+Bo3pact
55-80 net

Bbicokuit puck U3/1

Linppos

Muuwesopa bappeta

PedparrepHan [SPb

KT ¢ Bbicokoi
paspeLuatoien
€nocobHOCTbIO

Y31 neyenn, ACT,
ANT, dubporect

3®r/C 1-3 pasa B rog

3®rAcC 1-3 pasa B rog

Anti-RNA
nonumepasa lll +

Hauano pe6iota CCLL
>65 net

ArpeccuBHoe,
aTunuyHoe,
pe3nCTeHTHoe K
NledeHmio TeyeHne
cca,

MoTepsa Beca uan

OAK, 6enok n
dpakumn, Y3 OMT,
Y31 wutoBugHoOM
xenesbl,
MCKT ¢
BHYTPUBEHHBIM
YCUNEHWEM OpraHoB
rPYAHOW KNeTKH,
6ptoLWwHO NonocTH,
OpraHoB Masoro
Ta3a, KOC, 3PrAc,

>75 net cUrmomnaocKonus exeroaHasn 30¢aruT 3I/C 1-3 pasa B rog, -~ M3T-KT, oHKo-
paeHHble
mammorpadusa mapkepsl (CA- 125,
CUMMTOMBI, HE CA-19-9 P3A 1
>65 net Mas3ok 1 pas 8 rog, Luronenua OAK, 6enok 1 KoppenupyioLme ¢ rLie)
OCMOTp FMHeKosIora, bpakunm TeyeHnem 6onesHn ApY,
mammorpadus i
pad Jleyexue Ld ExxerogHbii OAM, OHKONOrMyecKkue —
SIS P RACITE (el aHamHes B cembe
Neuenne MM ExeroaHoe nany nauneHTa
MCCNEA0BaHME KOXN
[1lepMaToCcKonom
Oucdarua KoHcynbtauua JIOP,

UCKNKOYeHUe paKa
ronoBbl 1 WwWen

Puc. 1. Anroputm AuarHoCTUHeCcKoro nomcka BO3MOXHbIX NapaHeonnacTUu4yeckux NpoLeccoB WM 3/10Ka4eCTBEHHOrO HOBOOGPa3oBaHUs npu
CUCTEMHOI cknepogepmumn: Y3 — ynbTpassykoBoe nccrefoanne; MIT KT — NO3UTPOHHO-3MUCCUOHHASA KOMMbOTepHas Tomorpacust; IPrAC —
33oubporacTpockonus: KOC — konoHodumbpockonusa; KT OFK — komnboTepHasa Tomorpadua opraHoB rpygHoi knetku; 9draCc —
330dparoractpogyogeHockonus; OMT — opraHbl Masioro Tasa; MCKT— mynbTucnvpasbHas KoMnbloTepHas Tomorpadus.

pacTt Havasna cknepogepmun (>50 neT), aTunMyHoe TeyeHmne,
oTCyTCTBME 3hchekTa OT sieveHns, NoTeps Beca, OTArOLEH-
HbI HACNeACTBEHHbI aHaMHe3 Mo OHKOJIOTMYeCcKUM 3abo-
neBaHusM. Takum naumeHTam Aos/hkHa ObiTb HaszHavyeHa
06LWVpHas BU3yasnm3aums, Takas, kak KOMnbioTepHas TOMO-
rpadous rpyaHON KNeTkn, GPIOLIHOM MOI0CTU 1 Tasa unu
BCEr0 Tefa, a Takke nabopaTopHble ncciefoBaHus (an1ek-
Tpochopes CbIBOPOTKM / MOYU, ONyXOsIEBbIE MapKepbl).

B paboTe Mbl XOTe€NU NOAYEPKHYTb, YTO NOSABAEHME
CMMMTOMOB CK/1EPOAEPMUN Y MOXM/bIX NALWEHTOB ABNSET-
€S BO3MOXHbIM NapaHeoniacTMyeckm ckepogepmonosob-
HbIM CMHAPOMOM, OfHAKO HE UCK/IYEHO NOosBAEeHue nep-
BMYHOM CC/] B TakoM Bo3pacTte. Kpome TOro, y nayneHToB
¢ CC/Ji cyuwiecTByeT NOBbILIEHHbIA PUCK 3/T0KAYECTBEHHbIX
HOBOOGPa3oBaHwWii. Tak, 06LLIMPHbIA UbP03, ahdeKT ayTo-
aHTUTEsT 1 UICNO/Ib30BaHNe MMMYHOLENPECCaHTOB (0CO6EH-
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DIFFICULTIES IN DIFFERENTIAL DIAGNOSIS OF SCLERODERMA-LIKE PARANEOPLASTIC SYNDROME AND SYSTEMIC
SCLERODERMA AS A FACTOR OF CANCER RISK

Summary. Systemic sclerosis (SSc) is an autoimmune connective tissue disease of unknown origin, characterized by progressive
fibrosis of the skin and internal organs. The characteristic clinical signs of SSc can mask oncological diseases, and the paraneoplastic

process in turn is masked by symptoms of SSc.

The aim of the study — to demonstrate the differential diagnosis necessity between scleroderma-like paraneoplastic syndrome and

SSc as a risk factor for oncology.

Materials and Methods. The review and analysis of scientific and medical literature data is carried out.
Results and Discussion. Immune reactions taking part in Ssc pathogenesis may contribute to cancer development; therefore patients
with risk factors for this disease require observation for a neoplastic process. Patients with SSc and autoantibodies to RNA polymerase
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11l have a significant risk of the cancer developing. The risk of carcinogenesis is highest in the first year after the diagnosis of SSc. On
the other hand, the symptoms of SSc can be a mask of various types of cancer. Paraneoplastic scleroderma-like syndrome is not
directly associated with the primary tumor and its metastases, but it is caused by complex secondary inflammatory-degenerative
changes of systemic, local or distant nature, often occurring as manifestations of "overlap" of rheumatic and tumor diseases. It is
assumed that cancer cells can induce the synthesis of a substance that initiates fibrosis of the skin and internal organs. The differentiation
between the idiopathic form of SSc, scleroderma-like paraneoplastic syndrome and the development of cancer in the background of
the SSc causes many difficulties. This paper presents an analysis of differential diagnostic procedures which were performed and led
to the final diagnosis, mentions types of cancers cooccurring with Ssc and suggests a screening scheme for cancer development in
patients with a diagnosis of Ssc.

Conclusions. The results of the literature sources analysis prove the urgency of in-depth study of the patient with the newly discovered
scleroderma syndrome, especially in the elderly.

Key words: cancer; scleroderma; paraneoplastic syndrome.
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TPYAHOL ANDEPEHLIAHOI AIAFTHOCTUKU CKNEPOAEPMOMOAIEHOMO MAPAHEOM/TIACTUYHOIO CUHAPOMY A
CUCTEMHOI CKJ/IEPOAEPMIi AK ®AKTOPA OHKOJIOMYHOIO PU3UKY

Pestome. CuctemHa cknepogepmia (CCJl) — aBToiMyHHE 3aXBOPIOBaHHS CMOJTYYHOI TKAHUHU, LLIO XapakTepusyeTbCs NPorpecyounm
(hibp0O30M LUKipK Ta BHYTPILLHIX OpraHiB. XapakTepHi kniHiuHi o3Hakm CC/, MOXyTb MacKyBaTV OHKOJ/IOTiYHi 3aXBOPHOBaHHS, @ napaHeo-
NNacTVYHWIA NpoLec, y CBO Yepry, MackyeTbcsa cumntomamun CCJ,

MeTa gocnifkeHHs — nokasaTv Heo6XiAHICTb AndepeHLiiHOT AiarHOCTVKM CKNepPoAePMOnoiGHOro NapaHeon1acTMYHOro CUHAPOMY
Ta CC/ 5K dhakTopa OHKOJIONYHOr0 PU3MKY.

Martepianu i meTogu. MNMpoBeaeHo ornag Ta aHauis JaHnX HayKoBO-MeAVYHOT NitepaTypu.

Pe3ynbTaTu focnimkeHb Ta iX 06roBopeHHA. IMyHHI peakuii, o 6epyTb yyacTb y natoreHesi CC/L, MOXyTb CNpUSTU PO3BUTKY
OHKOJIOTYHOT NaTosIoril; TOMy nauieHT! 3 hakTopamy pUsnKy PO3BUTKY 3aXBOPIOBaHHA BMMAratoTb CMOCTEPEXEHHSA 3a MOX/TMBUM
PO3BUTKOM HeoniacTuyHoro npouecy. MauieHtn 3 CCL i aytoanTuTinamm go PHK-nonimepasu 1l MaloTb 3HAYHWIA PU3KK PO3BUTKY
paky. Pun3uk kaHueporeHesy HaiBULLWIA y NepLumii pik nicns noctaHoBku diarHody CC/. 3 iHworo 6oky, cumntoMu CCL MoXyTb 6yTn
Mackot pi3HUX BUAIB paky. MapaHeonnacTuyHuii CknepoaepMonogibHuii cuHapom, 6e3nocepeHbo He NOB’A3aHWi 3 NEPBUHHOID
NyXAVHOIO i Ti MeTacTaszamu, a 3yMOB/IeHUIA CKNagHUMN BTOPUHHUMU 3anasibHO-AereHepaTuBHUMU 3MiHaMU CUCTEMHOTO, /TOKasIbHO-
ro abo AMCTaHTHOrO xapakTepy, 4acTo nepebiraloTb y BUMALI NPOSBIB “NepexpelleHHn” (overlap) peBMaTv4yHOro Ta Nyx/JIMHHOro
3axBoploBaHb. [NepeabayacTbes, WO pakoBi KMITUHU MOXYTb iHAYKYBaTU CUHTE3 PEYOBUHY, LLUO iHILioe (DiBPO3 LUKIPU | BHYTPILLHIX
opraHis. AudepeHuiauis Mix igionatuyHoro popmoto CC/, cknepofepMonoioHNM napaHeon1acTUYHNM CUHAPOMOM | PO3BUTKOM
paky Ha Tni CC[l cnpuymHsie 6e3i4 TpyAHOLLIB. Y CTaTTi NpeAcTaBeHo aHani3 AndepeHLiiHo-AiarHOCTUYHNX 3aX0/iB, NPOMNOHYETh-
CA CXema CKPUHIHTY 151 BeleHHA nauieHTiB i3 giarHozom CCJ, Aki nepebyBatoTb y rpyni pysnky po3BUTKY MaslirHisadii.

BucHoBKU. Pe3ynbTati aHaniy mxepesn nirepatypu AOBOAATb akTyaslbHiCTb NOrIMOIEHOro BYUBYEHHS NaLjieHTa i3 BnepLue BusBIe-
HVMMU CKNepoAepMonoAibHUM CMHAPOMOM, 0COG/IMBO B NOXUIOMY BiLyj.

KntouoBi cnoBa: pak; CKnepogepMisi; napaHeon1acTUYHMIA npoLec.
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