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Cucmemnasn ckaepodepmus (CCIH) — 3aboneéanue, xapakmepusyruieecs eackynonamueii, Guopo3om Kodcu U GHYMPEHHUX OPeaHO8 U
Haubosee 4acmo 0CA0NCHANUeeCs UHMepCMUYUuatbHolm 3adoneeanuem aeekux (M3J1). 3abonesaemocms CCJHl docmueaem 20 cayuaes na 1
MAH HaceneHus 8 200, Npu SMOM UBMEHeHUs 6 Ne2KUX 00HAPYICUBAmMcs 6oaee HeM y NOA0BUHbI NAUUEHMO8 U OMAUHAIOMCS ObICMPOMOli
Hapacmanus ubposa, n1oxo KOHMPOAUPYemoll ObIXameabHol HedOCMAMOYHOCMbIO U HeOAAONPUAMHBIM NPOCHO30M.

Baxcro npocaedums ocobernnocmu gopmuposanus u meyerus H3J u e2o céi3b ¢ npogheccuoHanbHolMu 8peOHOCHAMU Y NAUUCHMO8 C
duaernozom CCJL. [Tviresasn namonoeus opearnoe Obixarus (XpoHU4eCKUll noliesoll OPOHXUM U CUAUKO3) Haubosee XapaKkmephvl 045 Ardell ¢
0AumenbHoiM cmaxicem pabomol 8 Ompacasx 20pHoi npomviunenHocmu. CUluko3 y maxkux nayuenmog moxcem conpogoxcoamocsi CCI ¢
Obicmpblm npocpeccuposanuem OPOHXUANLHOI 00CMPYKUUL, PeCMPUKMUBHBIX HAPYWEHUL, a MaKice NopaiceHuem MUOKapoa u pazeumuem
AN€2OUHOU eUNnepmeH3u.
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Interstitial lung disease associated with systemic sclerosis in a patient
with long-term employment as a marble worker
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Systemic sclerosis (SSc) is a disease characterized by vasculopathy, fibrosis of the skin and internal organs, most often complicated by interstitial
lung disease (ILD). The incidence of SSc reaches 20 cases per 1 million population per year, while changes in the lungs are found in more than
half of patients and are characterized by a rapid increase in fibrosis, poorly controlled respiratory failure, and an unfavorable prognosis.

1t is important to trace the features of the formation and course of ILD and its relationship with occupational hazards in patients diagnosed with
SSc. Dust pathology of the respiratory organs (chronic dust bronchitis and silicosis) is most typical for people with long work experience in mining.
Silicosis in these patients may be accompanied by SSc with rapid progression of bronchial obstruction, restrictive disorders, as well as myocardial
involvement and the development of pulmonary hypertension.

Keywords: systemic sclerosis; silicosis, silica; Raynaud'’s syndrome; interstitial lung disease; fibrosis.

Contact: Alina Aleksandrovna Chinova; tchinova.lina2012@yandex.ru

For reference: Chinova AA, Zatsepina MN, Ponomareva LA, et al. Interstitial lung disease associated with systemic sclerosis in a patient with
long-term employment as a marble worker. Sovremennaya Revmatologiya=Modern Rheumatology Journal. 2022;16(4):63—68.
DOI: 10.14412/1996-7012-2022-4-63-68

Cuctemnas ckneponepmust (CCJl) — penkoe 3aboseBaHue,
XapakTepu3ylolieecs: BacKysonarueit, Grudpo3oM KOXHU U BHYT-
peHHux opraHoB. CCJI BcTpe4yaeTcsl OTHOCUTEIBLHO pPEaKo, ee
yacToTa koseosercs ot 3,7 10 20,0 Ha 1 MJIH HaceJieHUs B IO,
yaiie 00JIeloT KeHIIMHbI B Bo3pacTe 30—50 jieT (COOTHOIIeHUE
JKEHIIWH U MyxuuH — 7:1) [1, 2].

[Matorene3z CCJl omocpenoBaH MMMYHHBIMU MeXaHU3MaMU,
VHUIMVPYIOIIMMU BOCTIAJIEHNE, a TAKXKE Pa3BUTHE BaCKYIOTIATUI
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C BBIPaKeHHBIMU HAPYIIEHUSIMA MUKPOITUPKYJISIIIAY U TeHEepaTv -
30BaHHBIM (rOpo3oM [3]. B 3aBuCMMOCTH OT 0COOEHHOCTEI Op-
TaHHBIX TTOPaXXEHWIl BBIIEISIOT Aumumuposannyro gopmy CCI ¢
MPEUMYILIECTBEHHO KOXKHBIMU U3MEHEHUsIMU, heHOMeHOM PeiiHo,
ckieponaktunueit, CREST-cunapomoM u dughghysuyro ¢ghopmy ¢
TSEKEJIBIM [POTPECCUPYIOLIUM MTOPaKeHUEM BHYTPEHHUX OPTaHOB.

B maronmormueckuii mporiiecc MOTyT BOBJIEKATHCS BCE OPTaHBI,
B COCTaB KOTOPBIX BXOAUT COeIUHUTENbHAS TKaHb, YTO OTIpe-
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e epekpectHasa (overlap): CCH +
nepmaromuosut, CCJI + peBmarou-
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* BUCIIepaJIbHASI;

* JOBEeHWJIbHASI.
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CKJIEPOICPMUSI:

* ouaroBasl (OJ1sI1IeYHast ¥ TeHepaIu-

30BaHHas);

e IMHEIHag (TUIa «ygapa cabyeii»,
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4. Ckuepenema byike.

5. MyasrudoxanbHblii Gudpo3 (J10-
KaJIM30BaHHBIN CUCTEMHBIN CKJIE-
po3).

6. MHay1MpoBaHHast CKJIEPOICPMUSI:

* XUMHUUeckasi (KpeMHUeBasl MbUIb,

XJIOPBUHUJI, OPTaHUYECKUE PACTBO-
puTesn), JekapcTBeHHas (6aeomMu-
LUMH ¥ 1p.);

* BUOpalIMOHHAs (aCCOLIMUPOBAHHAS

¢ BUOPAIIMOHHO 6OJIE3HBIO);

* IMMYHOJIOTYecKast («aaIblOBaHT-

Hast 00JIe3Hb», XpPOHUUYECKAsT peak-
LIMS OTTOPKEHMSI TPAHCIIJIaHTATa);
* TIapaHeoIIacTUYecKast, Uiu OIy-
XOJIb-aCCOLIMMPOBAHHAs.
7. IlceBnockiiepoaepmusi:
* MeTaboIn4ecKas;

Puc. 1. [lamoeenes ckaepodepmuueckoeo cuaukosa [9]. IL — unmepneiikun; T-reg — T-pe-
eyasmopHule kaemiu; CCL 18 — xemokunogoiii aueand 18; TGFS — mpancopmupyrowuii
@axmop pocma ; M1 u M2 — maxpogpaeu; o-SMA — o-akmun enadkux moiuiy,

e HaclencTBeHHas (rmopdupus, ¢e-
HUJIKETOHYPUSI, MPOTepHsl, aMUJION -
no3, cuHapombl BepHepa u Port-
MyH/JIa, CKJIEpOMUKCeIeMa U p.).

Fig. 1. Pathogenesis of scleroderma silicosis [9]. IL — interleukin; T-reg — T-regulatory

cells; CCL 18 — chemokine ligand 18; TGF[ — transforming growth factor beta; M1 and M2 —
macrophages; o-SMA — smooth muscle alpha-actin

JiesisieT MHOrooOpasue U MoauMopdu3M KITMHUYECKON KapTUHBI
CC/. B yactHOCTM, MHTEpCTUIIMATBbHOE 3a00JIeBaHUE JIETKUX
(AU3JT1) npu CCJ (M3JI-CCJ1) oTHOCUTCS K HauboJiee 4acTbiM
OCJIOXKHEHUSIM (M3MEHEHUs B JIETKUX OOHapyXXuBaloTcs OoJiee
YeM y TIOJIOBUHBI TTAallMEHTOB) M OTJIMYAETCsI OBICTPOTON Ha-
pactanust ¢pubpo3a M MI0X0 KOHTPOIUPYEMO NbIXaTeIbHOM
HelocTaToyHOCThio. [1o pa3HBIM NaHHBIM, CMEPTHOCTb MpPU
MN3JI-CCJ] npesbliiaeT aHajiornyHbie nokasareau npu CCJI
o0e3 U3JT [4].

ITpu mumutupoBaHHoii popme CCJl mopaxaroTcs MU0 U
kucty, ipu auddy3HOl — ellle 1 TyTOBUILE U OTMeUYaeTCs Ipo-
Tpeccupyoliee TeueHue.

K ckaepodepmuueckoii epynne 6one3neil OMHOCIMC:

1. CC:

* iuddysnas;

e tTuMUTUpoBaHHasi, B ToMm uucie CREST-cunnpom
(CREST-cunapom, wiu cuHapom Tubnepka—BeiicceH-
0axa — ato Tun JokanuzoBanuoit CCJl, mpu KOTOpom Ha-
psALy ¢ KaJbIIMHO30M KOXU, (heHOMeHOM PeiiHo, ckiepo-
JAKTWIMEH M TeleaHTMdKTa3usIMU 4YacTO Pa3BUBAETCS
TUTIEPITUTMEHTALIMsI, OCOOEHHO Ha yJacTKax KOXU, MO~
BEPXXEHHBIX COJTHEUHOMY OCBEIIICHUIO);

Coepemennas peemamonoeus. 2022;16(4):63—68

Otuonoruss CCJl He ycTaHOBJIEHA.
CoenrHeHusI KpeMHUS pacCMaTpUBAIOTCSI
KaK BEpPOSITHBIE TPUITEPHI MTATOTOTMYECKUX
W3MEHEHW B BUIe MUKpoaHTHonaTuu u ¢hubposa. M3BecTHo,
YTO BIBIXaHUE KPEMHUEBO ITBUIH TTOBBIIIAET BEPOSITHOCTD BO3-
HukHOBeHUs muddysnoit popmer CCJH ¢ M3J1, a Takke crio-
COOCTBYET TsDKEJIOMY TeUeHUIO 3a0oaeBanusd |5, 6]. K dakropam,
BIMSIOIIMM Ha XapakTep M CTeNeHb BbIPAXKEHHOCTU peakluu
JIETOYHOW TKaHU Ha MUHEPAIbHYIO MbLIb, OTHOCSTCSI KOHLIEHT-
palys IMbUTA, MHAMBUAYaJIbHAsT IyBCTBUTEIBHOCTD, TIPEAPacIio-
JIOXKEHHOCTh K BO3HUKHOBEHUIO (hpubpo3a u reomMeTpuieckue
pa3mMepsl yactuil. M3BecTHO, 4TO yacTuilsl pazmMepoM 0,5—5 HM
CMOCOOHBI TPOHUKATH B HYDKHUE OT/IEJbI PECTTMPATOPHOTO TPaKTa
¥ HakariuBaThes B HUX |7]. Takoii BapuanT passutus CCJI Bo3-
MOXEH Yy paOOTHUKOB TOPHOW MPOMBILIIEHHOCTH (LLAXTepHl,
TPAaHUTYUKHU, MPAMOPIINKK), KOHTAaKTUPYIOIIUX C BBICOKUMU
KOHIIEHTPALUSIMU COENMHEHUI KPEMHUS, T. €. TaHHast ipodec-
CHOHAJIbHASI TPYyTIIa MoABepKeHa MoBbIIeHHOMY pucky U3JT u
CCJl. CknepoaepMUIeCKMil CMJIMKO3 Y TAKUX TTAlIMEHTOB HOCUT
Ha3BaHUe cuHApoMa Dpasmyca. B nmepsoit mydaukanum (1948),
MOCBSIILIEHHOW TaHHOMY CUHAPOMY, CWJIMKO3 paccMaTpUBasCs
KaK eIMHCTBEHHO BO3MOXHasi (hopMa ITHEBMOKOHKMO3a, COITPO-
BOXKIAIOMIAsICsT TUTIepTpodueil W Tutepcekpenueil cam3nucToi
0007109k OpoHXOB [8]. OMHAKO CUCTEeMHBIC TIPOSBICHUS XPO-
HUYECKOTO BOCTIAJICHVSI TTLIEBOI 3TUOIOTMY HE OTPAHUYUBAIOTCS
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ckeponepmueii. B nurepaTtype onucanbl Takxke cuHApoM Ko-
nHe—KaraHa, Tak Ha3bIBaeMblii peBMaTOMIHBIN CUIMKO3, WU
CUJIMKOAPTPUT, a TAKXKE COUETaHME CUJIMKO3a C CUCTEMHOM Kpac-
HOI1 BoJTYaHKoOI [9].

B cpaBHeHUU ¢ 1pyruMu 3a00JieBaHUSIMU COETUHUTETHHOM
TKaHU paclpoOCTPaHEHHOCTh CMHApOMa Dpa3Myca HeBeJUKa,
MMEIOTCSI COOOIIECHMST BCETO O HECKOJIbKUX TaKUX MallleHTaXx.
M3BecTHO, YTO MPU 3TOM CUHIPOME, B OTJIUYHME OT UAMOIaTUYe-
ckoro BapuaHta CCJI, HaGmonaloTcst 6oJiee yacToe nopaxeHue
JIETKUX U Hanmuue antutel K Scl-70 [10].

CkiiepoiepMUYeCcKUil CUIIMKO3 BeTpeyaercs peako. Kak u
MpH APYIrUX ITHEBMOKOHMO3aX, B IMaToreHese 3a00JieBaHUS J10-
Ka3aHOo y4yacTue MMMYHOKOMITETEHTHBIX KJIETOK, TIPEXIE BCETO
crnelM@uIecK aKTUBUPOBAHHBIX MbLIEBBIMU YaCTUIIAMU MaK-
podaros. B nanbHeiiiem rnepcucTeHIMsI MbIJIEBOTO BO3IEUCTBUSI,
a TakKe MEeXKJIeTouHoe B3aumoeiicteue T-muMbouuTroB, Mak-
podaroB u Grudpo6JACTOB MPUBOJSAT K pa3BUTUIO (PUOPO3UPYIO-
IIIETO Mpoliecca, a TAKKe K BOBJIICYCHUIO B OOIIIYIO LIEITh MEXKKJIe-
TOYHBIX peakIiii peHUH-aHTUOTEH3NH-aIbI0CTePOHOBOM 1 9H-
JIoTeauaabHOM cucteM. B pesynbrare peMoaeampoBaHMs KA~
JISpHOTO pycia (hOPMUPYIOTCS U3MEHEHMS, XapaKTepHbIe IS
ckaepoaepmuu (puc. 1) [9].

XpoHMYecKoe BOCITaJieHNe B MHTEPCTUIIMM JIETKUX (JTbBEO-
JIUT) ¥ BOBHUKAIOIINI (PUOPO3 ABJISIOTCS OCHOBHBIMU MEXaHU3-
MaMU ITHEBMOKOHMO3a. B Hauane BocmajauTesIbHOTO Tpoliecca
YaCTULIbl BAbIXaeMOM TMbUIM (harOLUTUPYIOTCS aJIbBEOISIPHBIMU
makpodaramu. Makpodaru moBpexaaloTcss U akTUBUPYIOTCSI C
BBICBOOOXXIEHHEM ITUTOTOKCUIECKUX WM JIN30COMATTbHBIX (hep-
MEHTOB 1 BOCTIAJINTEIbHBIX IINTOKMHOB, TAKMX KaK (haKTop HEK-
po3za omyxomu o, (PHO«), unrtepneiikun (WUJI) 1 u ap., koTopsie
CTIIOCOOCTBYIOT BO3HMKHOBEHHUIO aJIbBEOJIUTA, MOBPEXKICHUIO
SMUTENIMATBHBIX KJIETOK M BIPAOOTKE MPOBOCIATUTENbHBIX 11 -
TOKMHOB. [Tpu aTOM (pyHKIIMOHAJIbHAsl aKTUBHOCTb Makpoharon
M3MEHSIETCSI, YTO MOKET CITOCOOCTBOBATh BOSHUKHOBEHUIO ayTO-
WMMYHHOTO TTOBPEXIEHUS JIETKUX. AJTbBEOJISIpHBIe MaKpodharu,
JTMMMOLUTHI U HEUTPODUITBI SBJISIOTCS OCHOBHBIMU KJIETKAMU,
orpenesomumMu popMrpoBanre GruOpo3Horo pyona. Pudpos-
HBII1 TIpoliecc (penapaTuBHas U (Guopo3Has daza) MpoTeKaeT ¢
yuactueM ®HO«, WNJI1, dakTopa pocta GubGpo6IacToB, TPOM-
douuTapHOro (akTopa pocTa, MHCYJIMHOMOA00HOro hakTopa
pocTa, CTUMYJIMPYIOLINX MpoJrdepaliio MHeBMOLIMTOB U (puo-
po6aactoB Il Tuma, MHAYUMPYIOIIUX CUHTE3 (PUOPOHEKTUHA U
KoJiareHa (puc. 2).

TspxecThb TeUeHMSI, YaCTOTa OCJIOKHEHMI, BBICOKast CMEPTHOCTD
npu CCJI onpeaesioT akTyalbHOCTh PAHHETO BbISIBIICHUS TTPU-
3HAKOB ITOPAaKEHUsI JITKIUX U CBOEBPEMEHHOTO Ha3HAYCHUST Te-
panuu.

IIpencrasnsieM HaGMIOACHYE MAIIMEHTA C CUHIPOMOM Dpa3-
Myca (KpeMHUI-MHIYIMPOBAHHOM CKIEPOJAepMUEii), Mporpec-
CUPYIOIIUM Ha MTPOTSKEHUH TTOCIEIHUX 2 JIET.

Kaunuuecroe nabarodenue

Ilayuenm K., 69 nem, nocmynun ¢ Kiunuky peemamonoeuu,
Heghponoeuu u npogpnamonoeuu um. E.M. Tapeesa 6 oxkmsbpe 2021 e.
€ 2cano60ii Ha 00bIUKY NPU YMePeHHOU Pu3u1eckoli Hazpy3ke U Ma-
JN0NPOOYKMUBHDII Kauiens.

Anamnesis vitae, ocobeHnocmu: ¢ meuenue 48 nem paboman
MPAMOPUUKOM, 2PAHUMHUKOM (KOHMAKMUPOBAn ¢ NblAblo, NAU-
MOYHBIM KAeeM, 3AHUMANCA CBAPKOIl, pe3a MPaMOp, SPaHUm, umen
KOHMAaKm ¢ 0peeecHoll nulavio 80 8pems pabom no oepegy). Bpeonvie
npuevluKu (KypeHue) ompuyaem.
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Puc. 2. [lamoeenemuueckas cés136 @pudpo3a necouHoll MKaHU
U cunuKo3a.

NIP — necneyugpuueckas unmepcmuyuanrbHas NHEGMOHUS,
CINC — yumoxuH-unoyyupo8aHHwlii XeMoammpaKmanm Heumpo-
Gunos; O-AAM — okucnennbie Memabdoaumsl apaxudoH080l Kuc-
aomvt; FGF — ¢haxkmop pocma gpubpobaacmos;

PDGF — mpomboyumapHwiii pakmop pocma;

IGF — uncyaunonodobnuiii hakmop pocma
Fig. 2. Pathogenetic relationship between lung tissue fibrosis and
silicosis. NIP — non-specific interstitial pneumonia; CINC — cyto-
kine-induced neutrophil chemoattractant; O-AAM — oxidative
arachidonic acid metabolites; FGF — fibroblast growth factor;
PDGF — platelet-derived growth factor; IGF — insulin-like growth
factor

Cemetinblil anamues: He OMAOUIeH.

Anamnesis morbi: 5 rem nHazaod cmana 6ecnoKoums CUHIOUHOCb
1V=V naavyes nesoii kucmu Ha x0100e, a 6CKope — 6cex NAAbUes
8ePXHUX KOHeYHOCmell, Hapacman omek nanbles.

Jlemom 2019 2. nosigunace HecmabuibHOCHb ApMepUanbHo20 0ae1eHUs
(Al), maxcumanvroe A/l 6 meuernue ncusnu — 160/110 mm pm. cm.
Boin ecocnumanuzuposan 6 kapouoyeHmp no Mecmy Jcumenscmed,
nocae gvinucku Al — 120—140/80—95 mm pm. cm., peeyaspuas
anmueunepmen3ueHas mepanus He npogoouaacs. B ageycme 2019 e.
80 8peMs Npebbl8aHUs @ CAHAMOPUU B03HUKA0 YYECMEBO Jcapa, mem-
nepamypa meaa nosvicusacy do 39,5 °C. Ilocae 6o3spauienus Ha
pabomy ommemun pe3Koe CHUjceHue pabomocnocooHocmu, mo.ne-

DAHMHOCMU K U3UHECKOil Hazpy3Ke U 00blUKY 80 8peMs NepeHocd
MANCENbIX NPeOMemos, ueeo panee He Habawdarocs. Crabocms u
o0viwika Hapacmanu, u nayuenm oopamuacs 6 I'bY3 Mockoeckoii
obnacmu «Mockoéckuii 06aacmuoil HAYHHO-UCCAe008AMENbCKULL
Kaunuyeckuti uncmumym um. M.D. Baadumupckoeo» (MOHUKH
um. M. B. Braoumupckoeo), ede 66110 6bi61€HO NOGbIUIEHUE YPOBHS
CENT-B-anmumen (maprxep CREST-cundpoma). [lpu komnwvromeproi
momoepagpuu (KT) nabaodanroce Henoauwoe paspeuieHue ocmpoii
08yCmopoHHeli cecMeHmapHoli NHeBMOHUU ¢ peaKyueil 6HympuepyoHsix
aumpamuueckux y3108. B eepxueii done npagoeo neekozo paccesinol
eOuHuYHble KatbluHamol (4—6 mm) Ha gpoHe 02paHu4eHHo20 3630~
uamoeo gubpo3a, nueemockaeposa. llpu Koncyassmayuu pmuzuampa
Obln uckarouen mybepikynesnwlil npouecc. B nosope 2019 e. nayuenm

ovin eocnumanuszuposan 6 MOHUKH um. M.B. Bradumupckoeo ¢
duaenozom CCJ, nodocmpoe meuenue, ymepeHHOU aKMUBHOCMU C

nopaiceHuem neekux, gaiane naivues (CKkaepooaKmuius), MUKpo-
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Knaccudukanuonnsie kpurepun CCJL y nauuenrta K.
Classification criteria for SSc in patient K.

Kpurepnii Hanuune kputepus Bamibt
YronuieHne KoXu 06erx pyK BbIIIe OtcyTcTBYyeT 9
MSICTHO-(DaTaHTOBBIX CYCTaBOB
YTonmieHne KOXU MmajblieB YToeHs! Bce MajbIlbl AUCTAIbHEE TISICTHO-(aJlaHTOBBIX CYCTaBOB 4
JlururanbHas UIIeMUsT:
SI3BOYKU OTCYTCTBYIOT 2
pyOUMKHI 3
Teneanruskrazuu NwmeroTcest B 061aCTH IJIEYEBOTO Mosica 2
Kammnisipockonmueckue n3MeHEeHUsT OTCYTCTBYIOT 2
Jlerounast aprepuaibHast TUTIEPTEH3UST BrisBnenst mpu Oxo-KI' u KT Bbicokoro pa3pernieHust 2
Y/WJTM MTHTEPCTULIMATTBHOE TIOPaXXeHHE JIETKUX
®eHomeH PeitHo Bo3HMKaeT CIIOHTaHHO ¥ TIPY OXJIaXKICHUN 3
Cneuunduueckue ayroanturena (AT x Scl-70, OOGHapyXeHbI 3

k PHK-nmonmumepase 111), antutientpomepHbie AT

ITpumeuanue. Dxo-KI — saxokapnuorpacdusi.

aneuonamueli 6 sude curndpoma Peiiro. [pu obcaedosanuu 6 anaruzax
Kpoeu 303uHouaus 8,9%, nosvluleHue yposHs NPIMO20 U HeNPIMO20
OUAUPYOUHA NPU HOPMANLHOM YPOBHE WeA04HOU (hocgama3svl, aH-
mumen (AT) k JIHK, anmuneiimpogunbrbixX yumoniazmamu4ecKux
anmumen, aumumen K YUKAUHECKOMY YUMPYAAUHUPOBAHHOMY Nen -
muady (AL[LIIT), Scl-70, AT k kapouoaununy. [locae évinucku Hauan
mepanuio Muxkogerorama mopemuiom 2 /cym, 00HaKo uepes He-
CKOAbKO OHell nPeKpamus ee U3-3a 3Hauumo20 YCUuaeHus 00blUKY U
Kauns.

B gespane 2020 e. nocmynun 6 Knunuky peemamonoeuu, Hegh-
ponoeuu u npogpnamonoeuu um. E.M. Tapeesa 6 césa3u ¢ nepcucmu-
posanuem ooviuxu u caabocmu. Qbnapyucervt npuznaxu CREST-
cunopoma: cunopom Peiino, 330haeum, eunomonus nuweeoda u
CKAepoOaKmunusl. 3apecucmpuposarsl NOAONCUMENbHbIE DE3YAbMANbL
mecma na CENT-B, anmunykaeapnuiii paxmop (AH®) — 1:320.
TIpu KT 6bvisi61eHbl nOpadicenue neekux no muny opeanusyroueics
NHe6MOHUU 6 PAMKAX CUCEMHO0 CKAePO3a, 04a2U KOHCOAUIAUUU.

B cenmsabpe 2020 e. o6cnedosan 6 OI'BHY « Hayuno-uccaedo-
s8amenvbckuil uHcmumym peemamonoeuu um. B.A. Haconoeoi»: an-
muyenmpomepnvie AT — 39,5 Ed/mn (nopma 0—10 Ed/mn). Ilo
OaHHbIM KANUAASPOCKONUU — DAHHULL HEAKMUGHbLI CKAEPOOepMU-
YecKuil mun usmeHeHuil. B anammnese npucmyn yoyuibs 60 épems
pacnuna 00CoK 6 2apasice, NOCAe 4eeo CIMan 3ame4ams 3ampyoHeHHoe
Ovixanue Ha evidoxe u ceucm npu ovixanuu. Ilposedena mepanus
Densapom ¢ NOAOHCUMENbHBIM IPPHEKMOM.

Quepednoe obocmpenue 6 mapme 2021 e.: 00biuika npu HeboAbUOU
@usuueckoli Haepyszke, nobeseHue KOHHUKO08 NAAbUEE HA X0100e,
oouwas crabocme.

Cnupomempus: 6eHMUAAYUOHHbBIE HAPYUIeHUS NO 00CMPYKMUG-
HoMy muny msicenoti cmenenu. Popcuposantas JHcU3HEHHAS EMKOCHb
neekux (DXKEJIL) — 95%, o6sem gopcuposarroeo evidoxa (ODPB:1) —
48%, ODB1/DXKEJ — 0,39, oughdy3uonnas cnocobHOCMb Ne2KuX
no CO (DLCO) — 76%, omnowenue DLCO k anveeonspromy o6semy
(DLCO/VA) — 73%. Ilpusnaku eenepanu308anHoil GPOHXUANLHOL
obcmpykyuu. Peaxuus na carv6ymamon nosoxcumensnas — 22%.
Juaenocmuposana 6poHxuanbHas acmma, Ha4amo AeveHue.

Coenacro kpumepusam CCH ACR (American College of Rheuma-
tology) u EULAR (European Alliance of Associations for Rheumatology),
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navuuenm umeem oowiyro cymmy 6asnoe 14, umo nosgonsem noo-
meepoums docmosepHulii duaenoz CCIH (cm. mabauyy) [11].

Kaunuueckuii ouaenos: CCJ, aumumuposanuas ¢opma, ¢ no-
padcenuem neeKux (0peanusyruascs NHeeMoHuUs), nuueeooa (eu-
nomonus), Koxcu (ckaepooakmuaus), cunopomom Peiino. Conym-
cmeyroujue 3a001e6aHUA — GPOHXUANbHAS ACIMMA CMEUWAHHO20 MUNd,
CpeOHemsNCeN020 MeHeHUs,, HeNOAHbLIL MeOUKAMEHMO3SHbLI KOHMPOb.
Tunepmonuueckas 6one3us 3-ii cmenenu, 11 cmaduu, puck cepdeu-
Ho-cocyducmuix coobimuil — 4.

AmbyaamopHo 6bina Hauama mepanus.: euranmepon 100 mke/cym
+ aymuraszon 22 mxe/cym + ymexaudunus opomud 62,5 mrxe/cym,
Mmurogenorama mogemun 750 me 2 paza 6 cymku, cunrdeHagun
25 me/cym, mpeaedncu 0OHOKPAMHO YMPOM C HOAONCUMENbHBIM
aghghexmonm.

Hacmosuee obocmpenue 6 meuenue 2 ned, ommeuaem ycuineHue
00bIUKY NPU (U3UHECKOl AKMUBHOCMU U Kaulenb.

Status praesens: pocm — 167 cm, macca mena — 58 ke, undexc
macewvt meaa —20,80 ke/m?, uucao ovixamenvhvix 0gudicenuii — 19
6 munymy, camypauusi — 93—98% e nokoe. AyckysvmamusHo 6
Ae2KUX ObIXAHUE JIceCmKoe, GbICAYUUBAIOMCS COUCIMAUUE XPUNbL
Hao écell NOBEPXHOCMbI N€2KUX.

Kooucnobie nokposvl ymepenno eaadichvie. Hmeromes npusHaxu
cunopoma Peiino (omeunocmu u 6aednocms ecex nasvyes). AH® —
1:640. ALILII, pesmamoudHnwiii hakmop, yposeHsb KpuoeaodyiurHos
6 Hopme. OOwuil aHau3 Kpoeu, OUOXUMUUECKUN AHAAU3 KPOBU U
Koaegynoepamma 6e3 ocobeHHocmeil.

Ilpu Ixo0- KT npusznakos neeounoii eunepmeH3uu He 8bi61€HO.
Cucmonuueckoe dasnerue 6 neeouroii apmepuu (CIUIA) — na éepxneii
2panuye Hopmbl.

Cnupomempus: 6eHMUAAYUOHHbIE HAPYUIEHUS NO 00CMPYK-
MUeHOMY muny msxicenoti cmenenu. [IpusHaxu eeHeparu308aHHol
bpoHxuanvHoli oocmpykuuu. Peaxuus na 6ponxodusamamop no-
aoxcumenvhas — 30%. Jleekas (noepanuunas co cpedHemsidicenoil)
cmenens chudicenust DLCO (76%), e 6 nponopuyuu K anb8eoaspHomy
ob6semy (DICO/VA — 64%). PXKEJT — 8§6%, ODB:1 — 40%,
ODBi/DXKEJ — 0,36.

KT neexux: kapmuna xponuueckoeo opornxuma. B oboux neekux —
Kpyeavle ouaeu 00 5 MM, KaabyuHamol U 6030YUIHble KUCMbL 00 8§ MM
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Ha oHe uHMepCMULUUANbHBIX U3MEeHEeHU,
umo coomeemcmayem OuaeHo3y CUNUKO3aA.
B naespanvroii nonocmu caesa onpedensemcs
HebobuIoe KoauHecmeo dJcudKxocmu, 4a-
cmu4Hoe 00bi136ecmeneHue nPUKOPHeabiX
aumpamuueckux ysnoe. Ilo cpagnenuio c
KT opearos epyoroii knemku, 8b1n0AHEHHOI
6 gespane 2020 e., ommeuaemcs ucuesHo-
8eHue 04ae06 KoHcoaudayuu (puc. 3).

Oocyxnenne. CCJ1 — MyJIBTUCHUCTEM-
Hoe 3aboJieBaHMe, XapaKTepu3ylolleecs
BBIPAXKEHHBIM BOCTIATUTEIbHBIM MTPOLIEC-
coM U (pubposom [12]. B nureparype nipen-
CTaBJIEHO BCEro HECKOJIbKO CIyJaeB pas-
BuTUs1 CC/] COBMECTHO C CUTUMKO30M. Y
32-71eTHero My>X4MHbI ¢ 17-71€THUM CTakeM
paboTeI ¢ KBapieM (6oee KOPOTKUiA 110
CPaBHEHUIO C HAIITUM MALlMEHTOM MEPUO

paboThl B YCIOBUSIX 3albUIEHHOCTH) OT-
MEYEHBI 0oJiee TSKeJIble CUMIITOMBI: 1O-
MHMO CKJICPOITAKTWIMM, OIBIIIKA U He-
MPOIYKTUBHOTO KAIIlJIsI, IPUCYTCTBOBAIA
mucarust 1 aptpanruu [ 13]. Takke onvcan
26-JIeTHUIA TTALUEHT C S5-JISTHUM CTaXeM
paboThl KAMEHIIMKOM M TaKUMU CUMII-
TOMaMHU, KaK Cyxoi KallleJib, TOOJIeAHEH e
MaJiblIeB Ha XOJIOJE, apTpaJITuu, CKIIEPO-
NAKTWIUS, CTIHYTOCTh KoxXxu jgula [14]. [IpumeuaTesnbHo, 4TO
ne6tor CCJI BO3HUK yKe Toce 3 JIET TOCTOSTHHOTO BO3IEeCTBUS
MUHEpPaJIbHOW MblIU. Takue pa3nuuus B TSKECTH TeUEeHUS
00J1e3HU, HE 3aBUCSIINME OT AJUTETbHOCTU MAaTOT€HHOTO BO3-
JNEUCTBUST, MOXXHO OOBSICHUTh TEHETUUECKOI MpepacnonaokeH-
HOCTbIO, HAIIpUMEP OCOOEHHOCTSIMU MEeTaboM3Ma IKCTpalles-
JIIOJIIPHOTO MAaTPUKCa, SHAOTEIUAIbHON aKTUBHOCTBIO, CHIEIU-
(UYecKUM UMMYHHBIM OTBETOM M ap. [15].

OTIMYUTETbHON YePTOi HACTOSIILIETO HAOIONEHNST TT0 CPaBHE-
HUIO ¢ Ki1accuyeckuM BapuanToMm CC/I crajio HaJlnuue 04aroBbIX
M3MEHEHUIA B JIETKMX, BOCIIPOU3BOISILIMX MMaTTEPH OPraHU3yIo-
1Ieiicsl MHEBMOHMU C dJieMeHTaMU (UOPO3HO-KUCTO3HOTO pe-
monenpoBaHusi, Toraa Kak st CCJI 6osee xapakrepHa Hecre-
mndudeckas MHTEPCTULINATTbHAS TTHEBMOHUSI.

IIpu conocrasnenuu pesyasratoB KT u cnupomerpuum y
OMUCAHHOTO HAaMU MalMeHTa CIYCTsI 7 MeC MocJie TOCIeTHErO
000CTpeHMsI 3aperucTpMPOBAHO MPOrPecCUPOBaHKE OPOHXUATBHOI
006CTpYKIMK Ha (hOHE MHTEPCTULIMATBHBIX U3MEHEHUH, TIPY 3TOM
TpeobIIanany MpU3HaKu 0OCTPYKTUBHBIX HAPYIIEHU I, PECTPUK-
TUBHBIE N3MEHEHWSI ObLTM MEHee BhIPaXXeHHBIMU (CM. pHC. 3).

PectpukTuBHBIE HAapyIIEHNS XapaKTePU30BAINCH HApacTa-
HHUEM IMHEBMOCKJIEPO3a C TUMMUYHBIMU IS CUJIMKO3a PETUKY-
JIIPHBIMU U CIMBHBIMU HOLYJISIPHBIMU JIEMEHTAMU B COUETAHUU
¢ KOHCOJTMAALIME| ¥ MpU3HAKaMU MTHTEPCTULINATLHON ITHEBMOHUY
U COTIPOBOXKIAINCH CHIKEHUEM KU3HEHHOU eMKOCTH JIETKUX U
nokazaresieil popcrupoBaHHOTO Bhimoxa: Mapt 2021 . ®KEJI —
95%, O®B1 — 48%, O®Bi/®XEJI — 0,39; okrsa6ps 2021 .
OXKEJ — 86%, OPB1 —40%, ODBi/DPXKEJ — 0,36. Crout ot-
MeTuTh, uyto rpu CCJI ¢pubpo3 3aTparuBaeT He TOJIbKO JIETOUHYIO
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Puc. 3. KT aeexkux. Kanvyunamor u 6030yuivie Kucmul Ha (poHe UHMepPCMUyUaNbHbIX
usmenenutl y nauuenma K. ¢ npusnaxamu CREST-cundpoma, pabomarowezo 6 ycaosusx
N0GbIUUEHHOU KOHUEHMPAyUY cOeOUHeHUN KPeMHUs

(npogeccuonarbHo 00yCA08AeHHbLI CUNUKO3)

Fig. 3. Computed tomogram of the lungs. Calcifications and air cysts with the background of
interstitial changes in patient K. with signs of CREST-syndrome,
working in conditions of high concentration of silicon compounds

(occupationally caused silicosis)

MTapeHXMY, HO 1 COCYIIbI, B PE3YJIbTaTe Yero UX PeMOICTMPOBaHEe
npuBoauT K rnoseiieHuo CIJIA. M3BecTHO, 4TO APYrUM CU-
CTEMHBIM ITPOSIBIECHMEM XPOHUYECKOTO BOCTIAJICHUS CTAHOBUTCST
MacTOIMIeCcKast TUCQYHKIIMS KETYT0YKOB, BO3HUKAOIIIAS IO
JIeiCTBUEM MEIMATOPOB MTOBPEXICHUSI HA MUOKAP/I C Pa3BUTHUEM
ero ¢udposa [9]. OnHako B HallleM ciyyae rnokasarean Dxo-KI'
COXpaHsUTMCh B Ipelesiax ILEJeBbIX 3HAYCHUH, YOeTUTeIbHBIX
MPU3HAKOB JIETOYHOU TUMNepTeH3UMn He BbisBiaeHO, xoTss CIJIA
OBLJIO Ha BepXHEl rpaHULIe HOPMBI.

Ha ocHoBaHMM HaHHBIX TUTEPATYPhl U COOCTBEHHBIX KIIM-
HMYECKUX HAOMIONCHU I MOXKHO C/IeIaTh ClIeAylollee 3aKII0UeHHE:
TMblJeBast MaTOJOTUsI OPraHoOB JAbIXaHUsT (XPOHUYECKUI MbLIEBOI
OpPOHXUT U CUJIMKO3) HamOoJiee xapakKTepHa JUIsl MalMeHTOB ¢
IJTUTEJIBHBIM CTaskeM pabOThI B OTPACIISIX TOPHOM MTPOMBIIIIICH-
HocTu. CHJIMKO3 MOXeT compoBoxaaTbes pazButueM CCII.
J1e610T 00IE3HM OTMEUAETCS B pa3Hble CPOKHU TTIOCIIe Havasa Ipo-
(beccruoHanbHOI NeATEILHOCTH Ha BPETHOM ITPOU3BOACTBE (OT 3
110 48 J1eT) 1 oTpeessieTCs FeHETUYEeCKU IETePMUHUPOBAHHBIMU
(akTopamu. Y Takux G0JbHBIX CPEIU TOUYEK IPUIOKEHHUS Tepa-
TIEBTUIECKOTO BO3MEMCTBUS pacCMaTPUBAIOTCST IHIOTENH (Ba-
30aKTUBHAs Teparvst), UMMYyHHas cuctemMa (MMMYHOCYITPECCHS)
U crcteMa (pudpooaacToB (aHTU(HDUOPO3HAS TEPATTHST).

PaboTHMKOB TOpHOIT MPOMBIIILIEHHOCTH CJIEAYeT OTHOCUTD
K TpyIIe pucka, BeCTU 0co00e HAOII0AeHNE 3a COCTOSTHUEM UX
3JI0POBBSI U MPOBOANTH peryisipHble ckpuHuHTH. CCJl omacHa
MOBPEXACHUEM ITOYEK, Cepiala, JeTKUX W APYTUX KU3HEHHO
BaXHBIX OPTaHOB, TTO3TOMY paHHSSI IMArHOCTHUKA JaHHOTO 3a-
OosieBaHUsI KpaliHe BaxkHa JJISI CBOGBPEMEHHOTO JICUCHUS U
MpeayNpexXaeHUS OCTOXHEHUIA.

Coepemennas peemamonoeus. 2022;16(4):63—68
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