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OpHOCTOpOHHEE NOpPaXEeHWe Nerkux
NPpu CUCTEMHOW CKNEPOLEPMUM
(onucaHue cnyyasq)

Aneknepos P.T."?% Yepemyxuna E.0.", AnanoeBa JLI.', Konesa 0.A.", JlecHsik B.H.

CucremHas ckieponepmusi (CCIl) — KIMHUYECKHU IFeTeporeHHOe 3a00J1eBaH1E, KOTOPOE XapaKTepu3yeTcs: 001 -
TEPUPYIOLIEH MUKPOAHTMOTIATHEl, ayTOMMMYHHOM akTuBaleid U puOpo30M KOXHU U BHYTPEHHUX OpraHoB. MH-
TepcTULMaIbHBIN (hubpo3 nerkux (MDJT) siBisieTcst xapakKTepHbIM BUCLepaibHbIM MopaxkeHuem npu CCJl u cun-
TaeTCsl OHOM M3 OCHOBHBIX MPUYMH WHBATUIN3AIMU U CMEPTHOCTHU 60sibHBIX. [lnarno3 MPJI, accormmpoBaHHO-
ro ¢ CC/I, yctaHaBJIMBaeTCsl HA OCHOBE COBOKYITHOCTH CUMIITOMOB, JJaHHbBIX (DU3MKAJIBHOTO 00C/Ie10BaHUS, U3-
MeHEeHM (DyHKIIMU BHELITHETO JbIXaHUsI U KOMITbIOTEPHOI TOMOrpaduu BHICOKOTO pasperieHus. @udpos jgerkux
BKJIIOYEH B KJaccubUKalMOHHbIE KPUTEPUU AMEepUKaHCKOIi Kojuternu pesmaTosoros (ACR) 1980 . u B coBmecT-
Hble iuarHoctuueckue kpurepun ACR u EBponeiickoit antupeBmaruueckoi auru 2013 r. CorjlacHO JaHHOMY

B 9TUX KPUTepUsIX onpeneieHuto, Gpuodpos gerkux npu CCJL onuckiBaeTcst Kak ABYCTOPOHHUE U3MEHEHMsI, Hanbo-
Jiee BbIpaKeHHbIE B 0a3albHBIX OTAEIaX JerK1X, KOTOpble He SIBISIIOTCS IPU3HAKOM MEPBUYHOIO 3a00J1eBaHUs
Jierkux. B mpencraBieHHOM ciiyyae onuckiBaeTcsl HabmoneHue 60abHoi CC/L ¢ MOJIHBIM CIIEKTPOM XapaKTEePHbIX
MpU3HaKOB (GUOPO3a Jerkux, KOTopble HOCUJIM OAHOCTOPOHHMUIA XapakTep. DTo ciayyail sSIBJsSIeTCsl IePBbIM ONKca-
HueM onHoctopoHHero M®PJI npu CCJl u yka3biBaeT Ha HEOOXOIUMOCTb MCKITIOUEHMSI 3a00JIeBaHUIA COEIMHMU -
TeJIbHOM TKaHU, B nepBylo ouepenb CCJL, npu BbIsIBAEHUU MOJOOHBIX U3MEHEHMUI1 B JIETKUX B COYETAHUM C BHeEJIe-
TOUYHBIMU MPOSIBICHUSIMU.

KnoueBble c/10Ba: cucTeMHasl CKIEPOAEPMUST; MHTEPCTULIMATbHBII (pUOPO3 JIErKUX; BHEJETOUHbIE MPOSIBICHUSI.

s cepuiku: Anexnepos PT, Yepemyxuna EO, AnanweBa JII1 u np. OnHocTopoHHEe MOopakeHKe JIETKUX MPU CUC-
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UNILATERAL LUNG INJURY IN SCLERODERMA SYSTEMATICA: A CASE REPORT
Alekperov R.T."2, Cheremukhina E.O.', Ananyeva L.P.', Koneva O.A.', Lesnyak V. N.*

Systemic scleroderma (SSD) is a clinically heterogeneous disease characterized by obliterating microangiopathy,
autoimmune activation, and fibrosis of the skin and viscera. Interstitial lung fibrosis (ILF) is a characteristic vis-
ceral injury in SSD and considered to be a main cause of disability and death. The diagnosis of SSD-associated
ILF is made on the basis of a cluster of symptoms, physical examination, external respiratory function changes,
and high-resolution computed tomography. Pulmonary fibrosis is included in the 1980 American College of
Rheumatology (ACR) classification criteria and in the joint ACR and 2013 European League against
Rheumatism diagnostic criteria. According to the definition given in these criteria, pulmonary fibrosis in SSD is
described as bilateral changes, most pronounced in the basal lung segments, which are not a sign of primary lung
disease. The paper describes a case of a SSD patient with a complete spectrum of characteristic signs of unilater-
al pulmonary fibrosis. This case is the first description of unilateral ILF in SSD and shows the need for ruling out
connective tissue diseases, primarily SSD, when such lung changes concurrent with extrapulmonary manifesta-
tions are detected.
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Cucremnast ckieponepmust (CCI) —
KJIMHUYECKM TeTeporeHHoe 3abojieBaHUE, KO-
TOPOE XapaKTepusyeTcsl O0JUTepUpYIOIIei MU-
KpoaHruomnatuei, ayTouMMyHHOI aKTUBaluei
1 (pudbpPo30M KOXM U BHYTPEHHUX OpraHosB |1,
2]. HWurepcTuuuanbHblii  ¢GUOPO3  JIETKUX
(UDJT) siBsieTcst XapaKTepHBIM BUCLIEPAIbHBIM
nopaxeHueMm nipu CCJl u cuuTaeTcsl OMHON U3
OCHOBHBIX NMPWYWH WHBAJIUAU3ALUA U CMEPT-
Hoctu GonbHbIX [3]. [IpoBenenHsiit EBpomeii-
ckoii Tpymroii o uccienosanuio CCJl ananus
IOKasajl, 4To B Koropre u3 3656 6onpHbx MDJI
BoISIBIISIICT Y 53% manueHToB ¢ audhy3HOM
ny 35% — ¢ numutupoBaHHoii popmoit CC/]
[4]. [To naHHBIM HEMELIKOTO perucTpa, BKarova-
omero 1483 GobHBIX, JJeroyHbIi (HGrUOpo3 oT-
meuascs y 34,5% w3 HUX, HO 4acToTa ero pas-
BUTHUS pasjinyaeTcsl Mpu pas3HbIX Gopmax 00-

JIe3HU u cocrtaBiser 21% Tipu JIMMUTHPOBAH-
Ho, 56% nipu nuddysHoit CCIA u 59% — npu
ckiepoaepMuu 6e3 ckiaepoaepMsl [5]. B neaom
y 12% 6onbubix CCJl ¢ UDJI pa3BuBaeTcs Xpo-
HUYecKasl AbIXaTeJbHasl HEIOCTATOYHOCTH [6],
KOTOpas aBjiseTcs NpUYnuHoii 16% Bcex aeTalb-
HBIX UcX0A0B [7]. OOBIYHO CHUXKEHUE JIETOUHOM
(byHKIIMM pa3BUBaAETCS B TEUEHME TIEPBBIX 3—35 JIET
3a00JieBaHUsI, YTO OOOCHOBBIBAET BaXXHOCTH
panHero BoisiBIeHUsT UDJI U cBOEBpeMEHHOTO
Havaja aJeKBaTHOTO JIeUeHUsI JJIsI TIPeayTIpeK-
NIeHus ero nporpeccupoBaHus. HabmonaioTrcs
WHIWBUIYaTbHBIE pasznuuus TedeHus WOJI
W TUHAMUKKA M3MEHEHWH IToKa3areieil (GpyHK-
uu BHewHero npixaHust (PBJ1), oT BsIoTEeKy-
11IeT0, CO CTAaOUJbHBIMU TOKa3aTeIsIMU JIErou-
HBIX TECTOB, 10 OBICTPOINPOTPECCUPYIOLLIETO MO-
paxkeHusl, TPUBOMASIIETO K AbIXaTeJbHOI HET0-
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HaonwopeHus M3 NpakKTukKu

CTATOYHOCTU U JIETAJIbHOMY HCXOLY B T€YeHUE KOPOTKOTO
nepuonaa BpeMeHu [8—10]. UDJI, momumo CCJI, pa3BuBacT-
CsI ¥ TIpU IPYTUX CUCTEMHBIX 3a00JIEBAHUSIX COETMHUTEIHHOM
tkanu (C3CT), Takux Kak OepMaTo/TIOJTUMHUO3UT, CUCTEM-
Hast KpacHasl Boyiuanka, cuaapom Lllerpena. CxoxecTb K-
HUUYECKUX MPU3HAKOB, 0COOCHHO Ha paHHUX CTaausX, B 25%
CJlyyaeB CYIIECTBEHHO 3aTPYIHSET AMarHOCTUKY OCHOBHOTO
3aboeBaHus y manueHToB ¢ UDJI. DT ciryyam 06bI94HO 060-
3HavaTCd Kak HenuddepeHIrnpoBaHHOE 3a00JIeBaHUE CO-
eIMHUTEIbHOM TKaHM wiu ayrouMmyHHbI UDJ [11, 12].
V 6oabuinHcTBa 60abHBIX VIDJI BhIABISIETCS IPU PEHTIEHO-
rpaduu TPyIHOM KIJIETKH, a B MOCJEIHEE BpeMs — C TIOMO-
LIbI0 KOMITBIOTEPHO# TOMOTpaduu BBICOKOTO pa3perieHust
(KTBP), xotopast Bce 6oJiee IIMPOKO TMTPUMEHSIETCST B O0BIU-
HOW KJIMHWYIECKOU TIpaKTUKe 1 00J1amaeT OoIbIleil 9yBCTBU-
teabHOCTRIO [13, 14]. [Tpuznakamu MUDJI mpu KTBP saBns-
I0TCSI: CHMMETPUYHbBIE U3MEHEHUsI JISTOYHOTO PUCYHKA, CyO-
IJIEBPAJIbHBIE KUCTHI WJIM «ITYEJUMHBIE COTBI», YTOJILIEHUE
MEX0JbKOBBIX IT€PETOPOIOK, TPAKIIMOHHbBIE OPOHXOIKTAa3bI,
yTOJILIIEHNE BUCLIEPATbHOM TMJIEBPbI, MUKPOY3€IKH B MapeH-
XUMe 000MX JIeTKUX. HeTunmmuHoe mopaxeHue JIerkux MOXeT
OBITH MPUYMHOM To3aHel auarHoctuku MDJI u 3aboneBa-
Hus1, ¢ KotopbiM MDJI accouumpyercst, 0 4eM CBUIAETEIbCT-
BYET clieqytoliiee HaOI0IeHUE.

[TpuBomMM omucaHue ciaydast

boavnasn, 38 aem, nocmynuna 6 kaunuxy Hayuno-uccae-
dosamenvckoeo uHcmumyma peemamonoeuu ¢ mapme 2009 e.
¢ acanrobamu Ha cyxoil Kauleab, 00bIUKY NPU YMePeHHOU gu3u-
ueckoil Haepyske, cyope6punbHyIo AUX0paoky, NOCUHeHUe Nalb-
yee Kucmetl Ha xon00e, 06wYI0 c1abocmo, ObicmMPy0 Ymomase-
MOCHb.

boaeem ¢ 2006 e., koeda noseusacs nogviueHHas 340-
KOCMb ¢ u3MeHeHuem OKpacku (nocuHeHuem) naivyed Kucmeil

Puc. 1. YTONLLEHNE 1 YNNOTHEHNE KOXM NasbLies KUCTEN

Ha xon00e, cman 6ecnoOKoUms Cyxol Kauleab;, NOCMeneHHo npu-
COCOUHUAUCH OMEYHOCMY U YNAOMHEHUEe KOJCU HA NAAbYAX KU-
cmeii. Habawdaracy no mecmy dycumenscmea ¢ npeonoaaede-
MbIM XPOHUHECKUM OPOHXUMOM, 8 C8A3U C 4eM nepuoouecku
npuxumana omxapkuearoujue npenapamoi. B dexabpe 2008 e.
nouyecmeosana pezkoe yxyouieHue CAMOYy8CMEUs, YycuieHue
00blUKU, NOSBUAUCH KAUWEAb C CePO3HOU MOKPOMOIl, Nosblule-
Hue memnepamypul 0o 37,8 °C. B meuenue 2 ned amobyramopro
npogodusacy aHmubaxkmepuaivhas mepanus (4eghazonun eHy-
mpumbluleuHo) 0e3 yayHuleHus, COXPaHsIAcs Kaueas ¢ MOKpO-
moil, memMnepamypa ocmaeandacs Ha npexcHem ypoghe. B anea-
pe 2009 e. npu penmeenoepaguu neekux 8visgaeHa NPagocmo-
POHHSISL HUNCHEO01e8asi NHeBMOHUS, NOGMOPHO NOAYHANA AHMU-
ouomuxu 6e3 cyuecmeernoeo sgppexma. C nodosperHuem Ha
mybepiyne3 604bHASL 20CHUMANUZUPOBAHA 8 NPOMUBOMYOEPKY -
Ae3HbLil ducnancep, ede cneyuduueckoe nopaicenue neeKux Obl-
210 uckaruerno. Tam ace no pezyaomamam KTBP eviseaenvt un-
mepcmuyualbHoe nopadcenue npasoeo Ne2K020, YMepeHHAs
aumepadenonamusi. B mapme 2009 e. nocmynusa 6 HUH pes-
mamonoeuu, ede ycmanosaern duaeno3d: CCJl, aumumuposannas
@opma, cundpom Peiino, unmepcmuyuansHoe nopasicerue npa-
8020 N1€2K020.

Ilpu nocmynaenuu cocmosiHue y0081emeopumenvroe;
boavHas nogvluienHo2o numanus; memnepamypa meaa 37,7 °C;
YMepeHHas OugysHas eunepnueMenmayus ¢ moYeHHbIMU 04da -
eamu 0enueMeHmayul Ha Koxjce CRUHbL U KOHEYHOCmel; Ymo-
WeHue u ynaomHeHue Kodcu auya, Kucmeii u npeonieyuil; He-
8bIPAdICEHHbIE ceUbamenbHble KOHMPAKMYpPbl nAAbyes Kucmell
(puc. 1). Koxcnwviii cuem cocmaeasn 11 6annoe (maba. 1).
Ilpu ayckyasmayuu nad nuscheii 0oaeli NPago2o Ne2K020 Gbi-
caywuearomes ocaabaennoe ovixanue u eOUHUYHbIe XPUNbl M-
na «mpecka yearogpana». I[lo ocmanbrbim opeanam u cucme-
mam uzmeHenuil He visieasinoce. Ilpu uccaedosanuu kpogu om-
Meuanoch 3Ha4umenbHoe NOBblULeHUE YPOGHS AHMUMeN K MON0-
usomepase-1 (Scl-70) u xonecmepuna do 6,28 mmons/n, oc-
manvHole noKasamenu Oviau He usmenensl. I1o danubim penmee-
Hoepaguu 6 neeKux onpeoessinucy HeoOHOPOOHble 3aMeMHeHUs.
cpednell doau ¢ 0bpazosanuem s4eex U yMeHvuleHuem obsema
doau, BbICOKOE NoA0dCeHUe Npasoeo Kynoaia ouappazmbol.
IlIpu KTBP 60 6cex 0oasix npasoeo ne2k02o 8blaAAnuUch Oug-
@y3Hble UBMeHeHUs MUNa Mamoeoeo CMeKAd, ¢ npeumyuecn-
6EHHbIM 606AeHEHUEM NePeOHeHAPYICHbIX OMOenos, YNnaomHe-
HUe Menc001e6020 UHMEPCMUYUs, COMOgoe Ae2Koe U MPaKyu-
OHHble OPOHX0IKMA3bL; 8 Ne60M Ne2KOM KapmuHa Oviaa 6au3Ka
K Hopme (puc. 2). Hccaedosanue ynkuuu neekux nokaszaio
CHUdICEHUe OPCUPOBAHHOI ICUSHEHHOU eMKOCMU AeeKUX
(DXKEJI) 0o 64,7% om 0doaxcrnozo ypoeHs u Ougpghy3uonHoil
cnocobnocmu aeekux (JCJI) do 72,5% (cm. maoa. 1). Ilpu ka-
nuanapockonuu Hoemegoezo noxca (KHJI) onpedensiacs akmue-
Hblll cKkaepodepmuteckuli mun uzmenenuil (puc. 3). boiio na-
3HaueHo neuenue: memunped 12 me/cym, mukogenorama mo-
gemun 2 o/cym, auyemuryucmeur 600 me/cym, nenmoxcugpui-

Tabnuua 1 [IMHaMnKa 0CHOBHbIX KNMUHNYECKNX, MHCTPYMEHTaNbHbIX

1 nabopaTopHbIX NOKa3aTenei
Mokasarenu MapT 2009r. Mapr2010r. Mapr 2011 r. fuBapb 2013 r. despanb 2014 1.
KoXHbli c4eT, 6annbl 11 8 6 5 5
OXE, % 64,7 66 73 82 75,3
0cn, % 72,5 57 52 65 -
CLOJTA, MM pT. CT. 35 - 31 31 33
YpOoBeHb X0NecTepuHa, MMOIb/N 5,58 6,45 427 4,54 4,92
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Puc. 2. I3ameHeHuns B nerkux npu KTBP, caenanHble B 2009 .

aun 600 me/cym (maba. 2). Ha ¢pone nposodumoii mepanuu
6 meueHue Hedeau YAYHULUAOCH CAMOYYECMBUE, 3HAYUMENbHO
YMeHbUUAACh 00Was caabocms U HOPMAAU308AAACH MeMnepa-
mypa. B meuenue nocaedyrouux Heckoabkux Hedeab nOCmeneH-
Ho npouten kawenv. [loemoprnoe obcaedosanue 610 npogedeno
6 mapme 2010 e. 3a ucmekwuii ¢ npedvidyweil eocnumanusa-
yuu nepuod 3NU30008 NOBbIUUEHUS MeMnepamypbl He Ha0A0a-
a0cy. Coxpansnoce ynaomueHue Kojcu Auya U naivyes Kucmeil.
Jlannvle ¢usukarvHoeo 06c1e008aHUS BHYMPEHHUX OPeAHO8 He
OMAUHAAUC, 0m npedblOyuUX pe3yabmamos. B anaiuzax kposu
COXPAHANCS NOBbIUEHHDBL 00 6,45 MMOAb/n YPOBeHb Xoaechme-
puna. Ha DKI' — nepeepysxa (eunepmpogus) npagoeo npedcep-
ous; He uckauames pyoyosvle UsMeHeHUs MUoKapoa nepeo-
Henepe2opodouHol obaacmu negozo dceayoouxa. Ilo danuvim
KTBP coxpansauce oughgpysnvie unmepcmuyuaibHvie uzmene-
HUS 8 NPABOM N1€2KOM C npeobaadanuem nopajiceHus nepeoHe-
HAPYICHbIX 0mM0enos, comosoe nezkoe; 6 Ne60M Ae2KOM NO-
npedcHemy U3MeHeHUs MUHUMAAbHbIe; O CDAGHEHUIO ¢ npedbl-
dyujum uccaedogaruem OUHAMUKU He Onpedensinocy. Yuumolieas
CmMabuAU3ayUI0 NOPadcenus NeekKux, meHOeHyu K yMeHbule-
HUIK pACnpOCMPAHEHHOCIU U 8bIPAICEHHOCMU YNAOMHEHUS KO-
acu cymouHnas 0doza memunpeda Ovina cHudcena 0o 10 me.
B cés3u ¢ coxpansroweiics eunepxonrecmepuremueil u 6 yeasx
AH2UONDOMEKMUBHO20 8030€licmeUs K AedeHuro 000asieH
amopseacmamutr 6 doze 10 me/cym. Boavhas npodoaxcara npu-
HUMamo Mukogernosama mopemun, NeHMOKCUDUALUH U ale-
muayucmeutn 6 npexcHux 0ozax. B nocaedyrowem exnceeoono
npo8ooUNUCy KAUHUKO-UHCMPYMEHMANbHble U 1a00pamopHbie
uccaedosanus. Ilpu KTBP, nposedennoii 6 gespanre 2014 e.,
BbIABAAAUCH PACHPOCMPAHEHHble USMEHEeHUs 6 YMeHbUleHHOM
6 00beme NPAsoM NecKOM, NPUYEM NPEUMyULeCmeeHHo 8 Hapyic-
HbIX ec0 omdenax ¢ makcumanvuovim nopaycenuem VI u IX cee-
MeHmoe8 HudycHell doau (cm. puc. 2). B neeom neekom cywecm-
BCHHbBIX UBMEHeHUIl No-npescHemy He Habawdanocs. [lpu cpas-
HeHUU ¢ OaQHHbIMU NPedblOYUUX Mpex UCCAe008aHULl He omMe-
4an0ch KaKou-aubo cyuwecmeeHHoll OUHamMuKu Kaxk no ouggys-

onwaeHNs U3 NPaKTUKHN

(@), 2010r. (6) n 2014 r. (B)

HOMY UHMePCMUUUANbHOMY KOMHOHEHMY, MAaK u no noaocm-
HbIM 00paA3068aHUAM U U3MeHeHUAM Oponxos. Ha epems nocaed-
Heeo 00caedosanuss cocmosHue 00AbHOU HA Gone nposooumoll
AeKapCmeeHHol mepanuu 0Cmaganoch cmabuibHbiM, O Yem
ceuUdemenbcmeyiom 0CHOGHbIE Pe3YAbMambl elce200HbIX UCCAe-
dosanuii (cm. maoba. 1). boavnas ocmaemces nod nabaodenuem.

O6cyxpeHue

TMopaxkeHue JIErKUX Ha CETOAHSIIHUI NeHb SIBISICTCS
BeIyllleil MPUIMHOM JeTanbHbIX McxoaoBy 6oabHbIX CCJI [3].
OcHoBHBIMU (hopMamu ntaTosioruu Jerkux mpu CCJI aBasiroT-
ca Gubpo3 W JerouHast apTepuanbHas TUTEPTEH3US,

Puc. 3. Kanunnapockonn4eckne N3MeHeHNs, YKas3blBatoLLMe Ha CKIle-
poOLEPMUYECKNIA TUM MUKPOAHTNONATAN C NPU3HAKAMWN aKTUBHOCTMU:
CHVKEHWE NMNOTHOCTN Kanuniapos ¢ popMuposannem 6eccocynn-
CTbIX Y4aCTKOB (CTPEsiKa) U pOCTOM KYCTOBUAHbIX Kanunnapos
(OBOIHasA CTpenka)

Ta6nuua 2 (DapMaKOHOI'VI‘-IeCKVIVI aHaMHe3

Mpenapatbl Mapt 2009r. Mapt2010r. Mapr 2011 r. fluBapb 2013 r. ®despanb 2014 1.
Metunpea, mr 12 10 8 8 8
Mukocberonara mocpetun, r/cyt 2 2 2 2 2
AuetunumcTenH, mr/cyt 600 600 600 600 600
MeHTokcuunauH, mr/cyT 600 600 600 600 600
AtopBacTaTuH, mr/cyT - 10 10 10 10
Buconponon, mr/cyt - 2,5 - - -
Omenpason, Mr/cyT - 20 - - 20

TMpumeyanne. CONA — cuctonuyeckoe AaBneHne B NEroYHoiA apTepum.
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MPU 3TOM TEPBBIN 3HAYUTENBHO TIpeBanupyeT. KnnmHnyecku
3HAYUMBIN GUOPO3 JIETKUX pPa3BUBAETCS MPUOIU3IUTETHHO
y 40% 6onbHbIX [6]. Kak cieactBue y 4 uz 10 6onpHbIX CCJI
BoIsiBIsgeTCsT UDJI co cHmkenueM MXKEJI meHee uem 75% ot
NIOJKHOW BeuuuHbI [15]. MakcuManbHOe CHUXEeHUE PyHK-
MU JIETKUX OTMeYaeTcsl B TeUeHWe TepBBIX 3—4 JIeT mocie
nosipneHus: npusHakoB CC/l, momumo cunHapoma PeiiHo
(CP) [16]. DTu HaGmomeHUsT YKa3bIBalOT Ha TO, 4YTO (hubpo3
JIETKUX SIBJISIETCSI OTHOCUTEJIbHO PAaHHUM OCJIOXHEHHEM
CCJl. Bo MHOrMX MccClieq0OBaHUSIX MOKA3aHO, YTO 3HAYUTEb-
HbIii (puOpo3 nerkux Ha paHHeit craaguu CCJI siBisieTcst mpe-
IUKTOPOM HEOJAarompusTHOTO ucxona 60e3HU U (aKTOpoM
BBICOKOTO pucka cmeptu [15, 17, 18]. Ha 310 ykasbiBawoT
U pe3yNbTaThl PETPOCIIEKTUBHOTO aHaIM3a 9-JeTHe! BBIKU-
Baemoctu Yy 953 GonbHbix CCJI, kotopasi cocraBuia 72%
y 6OJTbHBIX O3 BEIPasKEHHBIX OPTAaHHBIX TTOPAXKEHUI U TOITHKO
30% y 6omabHbIX ¢ UDJT [19]. UDJT npu CCJI pa3BuBaercs
MPENMYILIEeCTBEHHO Y O0JIbHBIX ¢ 11 dy3HOI hopmoit bones-
HU, KOTOpasl XapaKTepu3yeTcsl IPOTPeCcCUpPYIONINM TeUeHUEM
U HeOJaronpusaTHbeIM TporHo3oM. Cummnromel MUDJT mpu
CCJl Hecnneuu@pUUHbI, U B T€YEHUE JIUTEIBHOIO BpEeMEHU
HN®DJT moxer mpoTekaTh 0ecCMMNTOMHO. Bce BhIIIeCcKa3aH-
HOe 000CHOBBIBAET aKTyaJlbHOCTb paHHel auarHoctuku CCJI
u accouuupoBaHHoro ¢ Heit UDJI ¢ 1enpio cBoOeBpeMEHHOTO
Havaja aJeKBaTHOU Teparnui.

B npencrasiaenHoM ciydae nuario3 CCJI ObL1 ycTaHO-
BJIEH C 3aJiepXKoi Ha 3 rona. JlmarHo3 COOTBETCTBYET KpUTe-
pusim AMepuKaHCKOU Koyuternu peBMmatosoroB (ACR)
1980 r.: y OoJabHOU MMeach MPOKCUMalibHash CKJepoaep-
MHUSI — eIMHCTBEHHBIN OOJIBIION KPUTEPUii, HATUIUS KOTO-
poro AOCTaTOYHO JJIs TMOATBepxkAcHUs nuarHo3a [20]. Jlo-
MOJHUTEIBHO K OOJBLUIOMY KPUTEPUIO Y OOJBHOU MMEINUCH
J1Ba MaJiblX KPUTEPUs — CKJIEPONAaKTUIUs U HudbpPO3 Jerkux.
JluarHo3 siBsieTcst JOCTOBEPHBIM U MPU MPUMEHEHUU HOBBIX
COBMECTHBIX AuarHoctuuyeckux kpurepueB ACR u EBponeii-
ckoii antTupeBmatuueckoii suru (EULAR) 2013 1., B koTO-
PBIX BIIEpBbIe TPUMEHEHA OaJlTbHAsI OLIEHKA ITUX KPUTEPUEB
[21]. B cooTBeTCTBUM C HUMHU Y 00JIbHOI MMeeTcs 12 6aioB
(CP — 3, ckneponmakrmmusg — 2, UDJI — 2, KanmiasapocKomm-
yecKue U3MeHeHus — 2, antutena K Scl70 — 3) mpu Heobxo-
IUMOM JUTSI TMarHo3a MuHuMyMme B 9 6amoB. Kak mokasbiBa-
eT 9TO HaOJIoJeHWe, KIWHUYeCKUe OCOOCHHOCTM Havaja
U TeUyeHUsT 0O0JIe3HU, a TakKe BBISIBJICHUE aTUITMIHBIX M3Me-
HEHUII MpPU MCIOJIb30BAHUM MHCTPYMEHTAJIbHBIX METOJO0B
MOTYT ObITb IPUYMHOM To3aHel quarHoctTuku Kak CCJI, Tak
U accounnpoBaHHoro ¢ HUM UMDJI. B Hamem ciaydyae Taku-
MU ocobeHHocTsIMU ObLK: 1) nedrotT CCJl ¢ mpu3HaKoB Mo-
paxkeHust JIETKUX, KOTOPbIe MOSIBUINCH 0OqHOBpeMeHHOo ¢ CP;
2) pazsutrue MUDJI y 6onpHOI ¢ TMMUTUPOBAHHON (opMOit
CC]Jl Ha paHHeil cTanuu 3a00jieBaHKs; 3) BBISIBICHUE aHTH-
TeJl K Tonon3oMepase-1 npu aumutupoaHHoit popme CCJI
u 4) OMHOCTOPOHHMI XapakTep M3MEHEHWI B JIETKUX TIPU
KTBP. OnHako Bce nepeyuciaeHHble 0COOEHHOCTU, 3a MC-
KJTIOYeHUEM TIOCJIEHEro MyHKTa, TOCTaTOYHO IIUPOKO OTIH-
caHbl y 60onbHBIX CCJI.

Kak cBuaeTenbCTBYIOT HallM HAOMIOAEHUSI U TaHHbIE
npyrux aBTopoB [22—24], UDJI mMoxeT ObITH MEPBHIM
U enuHCTBeHHbBIM TposiBiieHueM C3CT, B Tom uucie u CCJI.
B uenom C3CT BbIsBAAIOTCS NPUOIU3UTENBHO Y 15% Gob-
Hbeix ¢ UDJI [25]. [Ipeamnonaraercst, YT0 y HEKOTOPBIX 00JIb-
HBIX, HE MMEIOIINX JOCTATOYHO KPUTEPUEB IUISI MOATBEpP-
XKIEeHWST MUArHo3a, MOXET MMEThb MECTO <«IPEeUuMYIIecT-
BeHHO JierouHass ¢opma» C3CT [11]. [To 3Toii mpuumHe,
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COTJIACHO TIOCJICIHUM COBMECTHBIM PEKOMEHIALMAM AMe-
pukaHckoro u EBpomeiickoro TopakajdbHBIX OOIIECTB IO
IMArHOCTUKE M JiedeHUIo uauonarudeckoro UMDJI, y 6071b-
IWHCTBA 3TUX OOJBHBIX, JaXe MPW OTCYTCTBUU MPU3HAKOB
C3CT, ciaeayeT NpoOBOAUTDH CEPOJIOTUYECKUE TECThI, BKIIIO-
yasi oIpeeieHre PeBMaTOUIHOTO (hakTopa, aHTUTEN K K-
KJIMYECKOMY IIUTPYJTMHUPOBAHHOMY TTENTUIY, aHTUHYKJIe-
apHoro ¢akropa [26].

Xots UDJT accoummpyercs ¢ auddysHoit hopmoit CCJI,
JMAaHHOE OCJIOKHEHUE HEPEIKO Pa3BUMBAETCS TaKXKe Y OOJbHBIX
C JTMMUTUPOBaHHOU (opMoii 3abosieBanus. [Ipu peTpocnek-
TUBHOM aHaJIM3€ YaCTOTHI Pa3BUTUSI KIMHUYECKM 3HAUMMOTO
¢ubposza nerkux y 398 6onpubix CCJl 3a 15-meTHuUil mepuon
HDJI BoisiBiieH y 42% GombHbIX ¢ auddy3Hoi u'y 22% 60b-
HBIX C JUMUTUPOBAHHOU (popMaMu 3a00jIeBaHMS. DTU XKe aB-
TOpBI MOKa3ajlu, YTO pa3BUTHUE 3HAYUTETbHOTO (udbpo3sa jer-
KWX Ha paHHe cTagnu 60J1e3HN, He3aBUCUMO OT KITMHUYECKO
(opMbl 3a00JieBaHMsI, OoJiee yeM B 2 pa3a MOBBIIIAET PUCK Jie-
TaJibHOTO Mcxona [27].

YV 6onbmmHcTBa 60bHBIX CCJI BBISIBISIIOTCSI aHTUHYK-
JieapHble aHTUTEJa B BHICOKUX TUTPAX, U Yallle BCEro HyKJIeo-
JIIipHOTO TUMa. M3 00JILIIOro Yymuciia ayToaHTUTel HauboJiee
cneuuduunbiMu g CCI sBasiiorest aHtutesa K Scl-70,
PHK-nonumepase 3 u aHTUIleHTpOMepHBIe aHTUTena. Cpenu
3TUX ayTOAHTUTEJ TOJbKO aHTUTeNa K Scl-70 TecHO accomm-
upytorcsa ¢ UDJI. YacTtoTa MX BBISIBICHUS Cpeau OOJbHBIX
CCJI ¢ nerouyHbsiM (UOPO30M COCTABIISIET MPHUOIM3UTEIBLHO
45% [28]. Aututena K Scl-70 accOlMUPYIOTCS KaK C HAJTWYM -
€M, TaK W C BBIPAKEHHOCTHIO PEHTTEHOJIOTMUECKUX MTPU3HA-
koB UDJI [29, 30]. Takke mokazaHo, 4To aHTUTeNa K Scl-70
KOPPEIMPYIOT C BBIPAXKEHHOCTBIO PECTPUKTUBHOTO TTOpaXxe-
HUSI JIETKMX U YMEHbIIEHUS JIeTOYHbIX 00beMoB [31, 32], xo-
TS Takasi accollualiys HabJonanach He BO BCex McCCaea0Ba-
Husix |33, 34]. B npocniektuBHoM uccienoBanuu GENISOS,
11eJIbI0 KOTOPOTO OBbLIO BBISIBJIEHUE MPEAUKTOPOB CHUKEHUS
®XKEJI npu nnurenbHOM HabmogaeHnu (B cpenHeM 3,8 roaa)
266 GOJNIBHBIX, EAMHCTBEHHBIM (haKTOPOM, KOTOPBII acCOLH-
npoBajcsa ¢ yCKopeHHbIM cHKeHneM MXKEJI, 6b110 Hamm-
yue anturen K Scl-70 [35]. Kpome Toro, 210 uccienoBanue
TIOATBEPANUIIO PE3YJIBTaThl TIPENBIAYIINX PabOT, B KOTOPBIX
OBLTO TTOKa3aHo, uTo ncxomHas MXKEJ <50% asnsgeTcs npe-
JUMKTOPOM BBICOKOTO PHMCKa JieTaJlbHOTO rcxoa [6, 36]. BMe-
CT€ C TeM B HEKOTOPBIX MCCIIeNOBaHMSAX aHTUTeNla K Scl-70
BBISIBJISLTUCH TPUOAN3UTENbHO Y 10% GOIBHBIX C TUMUTUPO-
BaHHOI (opmoit CCJI [28, 37]. B oagHoM U3 cooOlLIeHUI
NpUOIUBUTESbHO Y 1/3 GOJBbHBIX C 3TUMU AaHTUTEIAMU UME-
snack tumutupoBaHHas popma CCJI [4]. Takke onucaHbl OT-
JeJIbHBIC CJIydyau BbIsIBAeHUsT aHTUTEN K Scl-70 y OOJIbHBIX
¢ TumuTupoBaHHo opmoit CCJI [38].

Jdunarno3 U®JI, accoumupoannoro ¢ CCJI, yctaHaB-
JINBAaeTCS HAa OCHOBE COBOKYIMHOCTH CHMIITOMOB, JaHHBIX
dusnKaabHOrO 0b0cIenoBanus, ndMeHeHnit ®BJI 1 KapTUHBI
npu KTBP [39, 40]. [1pu stom KTBP ob6nanaer Haubosee
BBICOKOI YYBCTBUTEIBHOCTBIO M CITEIIM(PUIHOCTHIO, TTO CpaB-
HEHUIO C IPYTUMU MeTomaMu. JlaHHbBIN METO TI0O3BOJISIET BU-
3yaJu3upoBaTh U3MEHEHUS TUIA MaTOBOTO cTekaa U (pubdpos
JIETKUX, KOTOPbII aCCOLIMUPYETCSI C PETUKYISIPHBIMU 3aTeM-
HEHUSIMU U MHOTJA C TPaKILMOHHBIMU OpOHXO3KTazaMu [41,
42]. Uzmenenusmu KTBP, nmo3BojsiioliMu 3arono3puTh
N ®DJ1, ansaioTcst HEpe3KO ouepueHHbIe CYOIIeBpabHbIC MH-
(GuUIBTpaThl WM YIJIOTHEHUS B 3aJHUX CEIMEHTAaX HIKHUX
IOJIeH, PEeTUKYJISIPHBbIE WHTEPCTUILIMATbHBIE WHOUIBTPATHI
¥ cyOTUIeBpajbHbIC MI3MEHEHMS TUTIA «MEIOBBIX COT». [10 Me-



pe mporpeccupoBaHus OOJE3HU Pa3BUBAIOTCS TPAKIIMOHHbBIE
OpPOHXO0B3KTa3bl M OOJbIIME KUCTO3HBbIE M3MeHeHUs [42].
B xnaccuduxammonnsix kpurepusx CC/, mpeniokeHHbBIX
ACR B 1980 . m 10 TOC/eTHEr0 BPEeMEHU WCITOTb3YeMbIX
U KakK JMarHOCTUYECKUE, B KAYECTBE OJHOTO U3 KPUTEPUEB
yKa3aH JABYCTOPOHHMII Oa3albHBIN JlerouHsiit ¢puopos [20].
CorjlacHO TaHHOMY B 9TUX KPUTEpHUSIX OIpeaeeHuo, hbuo-
po3s aerkux npu CCJI onuchiBaeTcs Kak 1BYCTOPOHHUIA peTH -
KYJISIPHBIIA TUTI TMHEUHBIX WU TMHEHHOHOLYISIPHBIX YITJIOT-
HEHUI, KOTopble HauboJee BbIPaKeHbl B 0a3adbHbIX OTIEIaX
JIETKUX Ha CTAaHAAPTHBIX PEHTTeHOrpaMMaXx IPYIHOM KIETKU;
MOTYT UMeThb BUA NUG@Y3HBIX BKpAIJeHUN WU COTOBOTO
JIETKOTO U HE SBJSIOTCS MPU3HAKOM TepBUYHOTO 3abosieBa-
HUS JIeTKUX. TeM caMbIM TOmguepKuBaeTcs, 9YTo GubOpo3HbIe
u3meHeHust ipu CCJl SBASIOTCS ABYCTOPOHHUMMU, CUMMET-
PUYHBIMU W OXBaTBHIBAIOT TPEUMYIIECTBEHHO Oa3aibHbIe
U cyOruieBpajibHble OTHEsbl JieTKUX. B Hamem ciydae npu
KTBP HabGmionancst MoJHbIM CHEKTP XapaKTEPHBIX MpU3HA-
KoB (ubpo3za gerkux npu CCJI, HO 3TU U3MEHEHUS] HOCUJIU
OJTHOCTOPOHHUI xapakTep. [lepBuuHoOe 3a001eBaHME JETKUX
OBLJIO UCKITIOUYEHO MO pe3yibTaTaM 00CieA0BaHUI B MyJIbMO-
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