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Pecpepat. BBegeHue. Capkonaos — anmMTenMonaHOKINETOUHBIA rpaHynéMaTos, ToYHas NpuynHa pasBuUTUS KOTOPOro
HeunssecTHa. B 5-20% dopmumpyeTca néroyHbii nbpos, KOTOPbIN MOXET HEraTUBHO BNUATbL Ha MPOrHO3 NauneHToB.
Lenb. OueHka KNMHUYECKNX NPosiBReHnA (undposnpyoLLero NEro4HOro capkomMaosa U CpaBHEHME NauMeHToB, COOT-
BETCTBYIOLLMX Pa3fnnyHbIM ero oeHoTMnaMm, CorfacHo AaHHbIM KOMMNbIOTEPHOM Tomorpadumn. Matepuan un metoabl.
[MpoaHannanpoBaHbl AaHHble 81 naumeHTa ¢ Hanuumem ubposa NErkMx Ha KOMMbTEPHOM TOMOrpaMme BbICOKOro
paspeLueHus. Bce naumeHThbl 6binv 06cnenoBaHebl NynbMoHonorom. Hapsay ¢ oueHkon nabopatopHbIX, yHKLUUMOHANb-
HbIX, Ny4eBbIX AaHHbIX BCEX NaLMeHTOB, NPOBEAEHO COMOCTaBreHne YeTbipéx (PeHOTMNOB NposBneHui ubposa no
AaHHBIM KOMTMbIOTEPHOW TOMOrpadvin BLICOKOTO pa3peLleHnst, KoTopble Bbinv NPpUHATLI MexayHapoaHbIM [Jenbhuickmm
cornawexvem. Pesynbratbl n ux o6cyxaeHune. Cpean nauneHToB 6610 43 (53,1%) xeHLWwmHbl 1 38 (46,9%) MyX4uH,
cpenHui Bo3pacT kotopblx 6bin1 51,81+11,5 roga. MeamaHa cpoka dopmmnpoBaHus nbposa OT MOMeHTa BbISIBMEHUS
coctaeuna 8,20 [3,0;11,0] roga. MNMepBnyHoe obcnenoBaHve GbiNO NPOBEAEHO B MHOTONMPOMUIIbHBIX YUpexaeHuax
(53,1%), B npotnBOTYGEPKYNE3HLIX AncnaHcepax (31,1%), B oHkonornyeckux aucnaxcepax (11,1%) n 3 naunenta
ObINM n3HayanbHO obcnenoBaHbl B dheaepanbHbiXx HayvyHo-nccnegoBaTenbCkux MHCTMTYTax. ®opcrpoBaHHas Xus-
HEeHHas EMKOCTb NErKMX HuKe HopMbl Bbina 'y 58% naumneHToB, NOBLILLEHNE YPOBHS KanbLms B KpoBu 6bi10 y 6,5%, a
B CyTOYHOM Mode — Y 17,5%, noBbIleHne aHrIMOTEH3MH npeBpaLuatoero pepmenTta y 38,3% nauneHToB, Y KOTOpPbIX
3TO UccnegoBaHve 6bIno BbINONHEHO. [Mpy aHanM3e NpoBegEHHON Tepanuu, NPeLLLIecTBOBaBLUEN pa3BUTMIO prbpoasa,
BCE TpM ycnoBus eaepanbHbIX KIMHUYECKMX pekoMeHaauunn (HabnogeHne He meHee 3 MecsiLEeB Nocne yCTaHOBKM
AvarHosa, HavanbHas [o03a CUCTEMHOTO IMOKOKOpPTMKOCcTeponaa He MeHee 20 Mr,  AnuTenbHocTb He meHee 10 me-
cAueB) ObInK BbINOMHEHbI TONbKO Y 11 nauneHToB (17,5%). 55,4% nauneHTOB NOMyYMnU NOBTOPHbIE KypCbl Tepanum
CUCTEMHBbIX FMIOKOKOPTUKOCTEPOMAO0B MO NOBOAY peunanBoB 1 obocTtpeHnii. PeHotunbl B n C 6onee apyrux 6nmskme
MO KOMMbIOTEPHOW TOMOrpaMmMe BbICOKOrO paspeLleHns K uanonaTu4eckomMy néroyHomy gpmbposy, conpoBoXaanuch
HanbonbLUMM CHKEHNEM (POPCUPOBAHHON XU3HEHHON éMKOCTM nérkux u DLco. Mpu aTnx deHoTunax cucTemMHble
rMOKOKOPTMKOCTEPOUAbI YaLlle Oblnn HasHa4YeHbl cpasy Nnocne BbISIBNEHUS], pexe BbINOMHANMUCL Bce TpeboBaHns Knu-
HUYECKMNX pPEKOMEHAALNIA, pexe BCero B Ka4eCcTBe CTapTOBOW Tepanumn NPUMEHANN NEHTOKCUMUNUH 1 BUTaMuUH E, n
TOMbKO Npw 3TMX PeHOTMNax NpoBoaunack nynbc-Tepanusi. BeiBogbl. Cpeam BO3MOXHbIX MPUYMH HeBnaronpusaTHOro
BapvaHTa TeyeHus 6blno nosgHee BbiSBNEHVWE W NO3OHEe HanpaBneHue K Creumnanucty TPeTbero YpoBHS, a Takke
HecobngeHne KMMHUYECKMX PeKoMeHAauMn Ha HavarnbHOM 3Tane neveHus capkouposa. [posiBneHus NéroYyHoro
dunbposa npu capkonaose HeOAHOPOAHbLI NO NabopaTopHbIM 1 PYHKUMOHamNbHLIM nokasatenam. CornacoBaHHble
HeaBHO KOMMbIOTEPHOW TOMOrpachmer BbICOKOro paspeLleHns oeHoTunbl nbpo3npytoLlero Néro4Horo capkongosa
UMenun pasnuynsa no CTeneHn HapyLleHWN BHELLHEro AbIXaHWsa U caTypauuu, YTO CBMAETENLCTBYET O MPaKTUYECKon
3HA4YMMOCTU TaKOro AeneHns NaunmeHToB No fy4eBon KapTuHe.
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Abstract. Introduction. Sarcoidosis is the epithelioid cell granulomatosis, the exact cause of which is unknown. In
5-20% of cases, pulmonary fibrosis develops that can adversely affect the patient’s prognosis. Aim. Assessing the
clinical manifestations of fibrosing pulmonary sarcoidosis and comparing patients relevant to its various phenotypes,
according to computed tomography findings. Materials and Methods. Findings in 81 pulmonary fibrosis patients were
analyzed using high-resolution computed tomography. All patients were examined by a pulmonologist. Along with the
assessment of laboratory, functional, and radiology findings in all patients, four phenotypes of fibrosis manifestations
were compared according to high-resolution computed tomography findings, which were accepted using the international
Delphi consensus technique. Results and Discussion. Among the patients, there were 43 (53.1%) women and 38
(46.9%) men, and their average age was 51.81£11.5 years. The median fibrosis formation duration was 8.20 [3.0;
11.0] years from the detection date. The primary examination was conducted in multidisciplinary institutions (53.1%),
in tuberculosis dispensaries (31.1%), in oncology dispensaries (11.1%), and 3 patients were initially examined in
federal research institutes. Decreased forced vital lung capacity was found in 58% of patients, increased blood calcium
levels were in 6.5%, and in 17.5% it was found increased in their daily urine, and the increased angiotensin-converting
enzyme levels were found in 38.3% of the patients studied. When analyzing the therapy performed prior to the fibrosis
development, all three prerequisites of the Federal Clinical Guidelines (observation for at least 3 months after diagnosis,
an initial dose of systemic glucocorticosteroid of at least 20 mg, and duration of at least 10 months) were only met
in 11 patients (17.5%). 55.4% of patients received the repeated courses of systemic glucocorticosteroid therapy for
relapses and exacerbations. Phenotypes B and C, which are closest to idiopathic pulmonary fibrosis according to high-
resolution computed tomography, were accompanied by the greatest decrease in forced vital lung capacity and DLco.
With these phenotypes, systemic glucocorticosteroids were more often prescribed immediately after detection, while
all the requirements of clinical guidelines were met less often, pentoxifylline and vitamin E were used the least often as
starting therapy, and pulse therapy was only performed with these phenotypes. Conclusions. Possible reasons for the
unfavorable course included late detection and late referral to a third-level specialist, as well as failure to comply with
clinical recommendations at the initial stage of sarcoidosis treatment. Manifestations of pulmonary fibrosis in sarcoidosis
are heterogeneous in laboratory and functional parameters. Phenotypes of fibrosing pulmonary sarcoidosis recently
agreed upon by high-resolution computed tomography had differences in the degree of respiratory impairment and
saturation, which indicates the practical significance of such division of patients by the radiographic picture.
Keywords: sarcoidosis, fibrosis, computed tomography, phenotypes.
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C apKoOWA03 — AMUTENMOUAHOKIIETOYHBIV rpaHyné-  Hbli capkonao3s (PJ1C) nopaxaet ot 5% o 20% nauu-
MaTo3 HEM3BECTHOWN NPUPO/bI, 3y4YeHne KOTO-  €HTOB C CapkoMA030M, OfHAKO MPOrHO3 ero Becbma Ba-
poro nposoautcsa 6onee 150 nert. MNMporpeccupytowne  prabeneH u 3aBUCUT rMaBHbIM 00pPa3oM OT cTeneHn u-
1 camoorpaHuunBarLLnecs BapuaHTbl 3aboneBaHuss  6posa, BblpakeHHOCTW (PYHKLMOHAMNBbHBIX HapYyLLEHWI
onpeaensitoTCsa reHeTUYECKUMIN NPOUNAMN NALMEHTOB 1 Pa3BUTUSI NIEFOYHONM runepTeH3un. Ero neyexune aB-
[1]. Mo paHHbIM NuTepaTypbl GUOPO3MPYIOLLNIA NErOY-  NSIETCH CNOXHOW 3aadven, BKIoYas npoTMBoBocnanu-

OPUTMHAJIbHBIE UCCNEAOBAHNA BECTHWUK COBPEMEHHOW KJIWHWYECKON MEAWULNHbI 2024  Tom 17, Bbin. 5



TenbHOEe NeYeHne, ecnu rpaHyneMaTo3Has akTUBHOCTb
COXpaHsieTcs, @ aHTUMOpOTMYECKas Tepanus MOXeT
ObITb NOKa3aHa y TLaTenbHO 0TO6paHHbIX NALMEHTOB C
nporpeccupytowmm omdposom [2, 3]. AKTUBHOE M3y4e-
Hue chnbpo3snpytoLLero BapnaHTa Te4eHMs capkomaosa
ObINO CBSI3aHO C MOSIBNEHUEM aHTUPUOPOTUYECKNX
npenapartos 1 Nyonukawumm peaynsrtatoB KINMHUYECKOro
ncenenosarus IBUILD [4]. OgHako B 3T0 MccneaoBaHmne
HUHTegaHNba GbINo BKMNtOYEeHO Bcero 12 naumMeHToB C
pUbPOo3MpYyOLLNM NETOYHbIM capkongosom (PJIC) u
3HaA4YMMOro MNpeMMmyLLecTBa B CpaBHEHMM C nnauebo
nonyyeHo He 6bino [5]. Mo uccnegoBaHmio NUpdEHN-
aoHa npu OJ1C 3aperncTpnpoBaHo 0OAHO UCcrefoBaHue
NCT03260556, koTOpOEe UMENo OYeHb NPOAYMaHHbIN
Ou3ariH 1 npegnonarano BknoyeHne 60 naymeHToOB
¢ PJ1C, ogHako naHgemus COVID-19 npuBena k 3a-
KPbITUIO LIEHTPOB, N PaH4OMMU3NPOBAHbLI ObINN TONBKO
16 nayMeHTOB BCNeacTBME YEro 3HAYMMOW pasHuLbl
Mexay rpynnamu nony4eHo He 6bino [6]. Pactywui
nHTepec K PJ1IC Hawén oTpakeHne B MeXAyHapogHOM
HenbduiickoMm KoHceHcyce No hrnbpo3npyoLLMM N He
rbpo3npyroLLIMM (hEHOTMNAM Capkomnao3a COrfacHo
KOMMNbIOTEPHON TOMOrpadumn BbICOKOTO paspeLLeHuns
(KTBP) [7]. B cBA3Kn C 9TUM NpeacTaBUIiOCh BaXKHbIM
N NPakTUYECKN 3Ha4YMMbIM NPOaHanNM3npoBaTh criyyau
@J1C, 3aperncTpmpoBaHHble NPaKTUYECKUMMU MYIbMO-
Honoramu KasaHcKkoro MeguumuHCKOro yHmBepcuTerTa.
Lienbto paboTbl Obina OLeHKa KIMHUYECKUX Mpo-
asneHun ®J1IC 1 cpaBHeHME NaUNEHTOB, COOTBETCTBY-
rowmnx pasnnyHbiM geHotunam PJ1IC cornacHo KTBP.
Martepuan n metoabl. basa nauneHToB, obpaTms-
LLUMXCA K NyNIbMOHOIOrY, BKItoyana B cebs 1661 naum-
eHTa (1075 keHLWwmH 1 586 Myx4dnH), MegmaHa Bo3pacta
KoTopbIx coctaBnsna 43 (33;52) roga (pucyHok 1).
CepeHunsi BHocunuch B 6a3y faHHbIX, pa3paboTaHHyro
Ha kadegpe pTusnonynbmoHonorum Kasanckoro My
MwuH3gpaBa Poccuu, Ha ocHoBe KoTopoi B KazaHCcKoM
(MpuBomkckom) degepanbHOM yHUBepcuTeTe Obina
paspaboTaHa guanorosas nporpaMmmMa KOHTPONMpyemMo-
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ro BBoga AaHHbIX. [pu BbIABNEHUN Y 3TUX NALUEHTOB
nyyeBble ctaguy ObiNnM pacnpefeneHbl creayroLwmm
obpasom: Hynesas — 0,8% (13), nepeas — 30,6% (508),
BTOpas 61,4% (1020), TpeTtba —6,2% (103), yeTBépTas
0,9% (15) n capkongos nnespbl — 0,1% (2). CuHapom
JIédrpeHa 6bin y 17,8% (296 naumeHtoB). B 60,0%
cnyyaes (996 nauneHToB) AuarHo3 6bin rMcToNorMYecKu
noaTBepXaéH. MNauueHTsl 6binn 06cnegoBaHbl cornac-
HO KNHNYecknm pekomeHgaumam (KP), yTBepaéHHbIM
MuH3gpaBom Poccun — aHamHes, nabopaTtopHble, nyye-
Bble, PYHKLMOHanbHbIE NCCNEeaoBaHNs, NpoBeaEHHAsA
Tepanusi.

81 naumeHT ¢ ®JIC 6bIn pa3genéH Ha 5 nogrpynn,
4 — cornacHoO HefaBHO MPUHATOMY MEXAYHapOAHOMY
[enbgumnckoMmy KoHceHcycy 1 1 nogrpynna, He COOT-
BETCTBOBABLUAsI H/ OQHOMY BapuaHTy. T heHOoTUMbI
npeacTaBneHbl B COOTBETCTBUU C OpUTMHANbHOWN
nybnukaumen KoHceHcyca Ha ocHoBaHun KTBP Ha
pucyHke 2 — A) OBYCTOPOHHUE PETUKYNspHble BPOH-
XOLeHTpUYeCKne U3MEHEHWs1, ceTyaTble U3MEHEHNS
NEroyHoro pucyHka; B) obwupHas cummeTpuyHas
BpOHXOLEHTPUYECKAs CETYATOCTb 1 KCOTOBOE MNETKOeY;
C) pmbBpo3HO-NONOCTHbIE U3MEHEHUS, B TOM YuCre C
npu3Hakamv MULETOMbI BHYTpU nonocTer; D) nnoTHble
[OBYCTOPOHHME BPOHXOLEHTPUYECKME MACChl, KapTUHA
nporpeccupyoLLero MaccmBHoro pmbposa B coueTaHum
C 04aroBbIMU TEHAMU B NErkux [7].

Matepuan 6bin cTaTucTuyeckn obpaboTtaH ¢ nomo-
Wbto nporpammbl SPSS-18 (IBM). KonnyecteeHHble na-
paMeTpbl ObINM MPOBEPEHbI HA HOPMarnbHOCTb pacnpe-
nenexuns panos no Konmoroposy-CmupHosy (Z, ). Mpu
HOpMarnbHOM pacnpegeneHn paccunTbiBany cpegHue,
OLUMBKY cpegHen 1 cTaHaapTHOE OTKITOHEeHWe, Npu OT-
KMOHEHUW OT HOpPMarbHOTO OTKITOHEHWS — MeAnaHy 1
MEXKBapTUMbHbIA MHTepBan. [pu cpaBHeHWUM YacToT
SIBMIEHMI NPOBOAMMCS pacdéT kputepusa Xu-kBagpaT
(x2) ans Tabnuy 2x2 n pacyét kputepusa Kpyckana-
Yonnuca c¢ ykaszaHuem cteneHu ceobogbl (d.f.). Ctatu-
CTUYECKM 3HAYMMbIMU NPUHMManuUch 3HadeHns p<0,05.

Cpeanee = 42,84
CraHpapTHoe oTKAoHeHe =

12,187
N=1881

PucyHok 1. Pacnpegenexue obLeii 6a3bl
[AaHHbIX NaLNeHTOoB
C CapKoOWA030M Mo BO3pacTy.
Figure 1. Distribution of the general
database of sarcoidosis patients by age.
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PucyHok 2. MNprumepbl n306paxkeHnint KOMMNbOTEPHOW TOMorpadmm Belcokoro paspelleHuns (KTBP) yeTbipex naumeHTos,
OEMOHCTPUPYIOLNX YeTbIpe heHoTMNa, KOTOpble AOCTUIM KOHCEHCYCa B npouecce [enbdu no Hanuumio y Hux dounbposa.
(A) KTBP-n3obpaxeHne Ha ypoBHE KapUHbl C ABYCTOPOHHEN OPOHXOLIEHTPUYECKOW peTUKyNnaumen; B 060Mx NErkmx
TakkKe MMEETCA PUCYHOK PbIXMON ceTyaTomn CTpykTypbl. (B) KTBP-uzobpaxeHne BepxHUx fonemn, AEMOHCTpUpYoLLee
©onee O6LUMPHYIO CUMMETPUYHYIO OPOHXOLIEHTPUYECKYHD CETHATOCTb U «COTOBOE nérkoex. (C) KTBP-n3obpaxeHne
YyTb BblLLE KApWHbI, AEMOHCTpUpYtoLee hnubpo3HO-NoNocTHoe 3aboneBaHne BEPXHEN [0NW, B TOM YMCIe C Npu3Hakamm
muueTombl (cTpenka); (D) KTBP-n3obpaxeHne 4yTb HMKEe KapuHbl, 4EMOHCTPUPYHOLLLEE NIOTHbIE ABYCTOPOHHNE
BOPOHXOLIEHTPUYECKE MacChl, CO3AAtOLLMNE KapTUHY NPOrpeccupyoLLero MaccBHoro nubposa; B 1eBOM NErkom MmeeTcs
HECKOSbKO PacCesiHHbIX MEefKMUX 04aroB, HO 3TO HE AOMUHMpYoLWas aHomanus [7].

Figure 2. Exemplary high-resolution computed tomography (HRCT) images of four patients demonstrating the four
phenotypes that reached a Delphi consensus on whether they had fibrosis. (A) HRCT image at the carina level with bilateral
bronchocentric reticulation; both lungs also have a pattern of loose mesh structure. (B) HRCT image of the upper lobes
demonstrating a more extensive symmetrical bronchocentric reticularis and honeycomb lung. (C) HRCT image just superior
to the carina demonstrating fibrocavitary disease of the upper lobe, including features of mycetoma (arrow); (D) HRCT
image just inferior to the carina demonstrating dense bilateral bronchocentric masses creating a picture of progressive
massive fibrosis; there are several scattered small lesions in the left lung, but this is not a dominant abnormality [7].

Pe3ynbrathl uccrnegoBaHuUm.

OO6Lan xapakTepucTUKa naumMeHToB ¢ hubpos3n-
pyoLMM CapKoMO030M.

Y 81 nauueHTa (4,88%) cneumanuctbl No ny4esomn
anarHocTtuke onucanu unbpos, bbina noaTeepXxaeHa
yeTBépTas nyyesas ctagus — PJ1C, n oHn ctanum npes-
METOM JaribHewnLwero geTansHoro aHanusa. Cpeam H1x
66110 43 (53,1%) XeHWwmHbl 1 38 (46,9%) MyxuuH. B
oTnnyKne ot obLert obcneqoBaHHOM rpynnbl NALUMEHTOB
BO3pacT UMen HopmarnbHoe pacnpenenedve (Z, . =
0,623; p = 0,832; pucyHok 3), ot 24 po 73 net, 51,81
11,5 (1,3) roga.

MegawnaHa cpoka HabnogeHus y nyribMoOHosora co-
ctaBuna 4,54 [00; 7,0] roga, Toraa Kak UICTUHHas Onu-
TenbHOCTb 3aboneBaHnsa Gbina novtn B 2 pasa 6ornb-
we — 8,20 [3,0;11,0]. DT nmapameTpbl HOpMarbHOro
pacnpeaeneHnsa He UMenu (pucyHok 4). daHHbIn dakT
CBUAOETENLCTBYET O MO3AHEM OOpaLleHMN naumeHTa K
NySIbMOHOSOrY 3KCNEPTHOMO YPOBHS NALMEHTOB, Y KOTO-

OPUTMHAJIbHBIE UCCNEAOBAHNA

pbix B UTOre passuricst pubpos. Bpems ot nosisneHus
CMMMNTOMOB [0 NEPBMYHOrO 0OpaLleHnss naumeHTa K
Bpa4y y 9,9% (8 yen.) coctaBuno 1 rog, Torga Kak K
nynbMOHOMOrY yupexaeHus TpeTtbero ypoBHs 35,8%
(29 yen.) 6bINM HanpaBneHbl BNepPBbIE YXKe C HanMunem
npu3HakoB onbpo3a NErkmx.

52 nauneHTa (64,2%) 6b1nM xuTENamm TatapcraHa,
a ocTtanbHble — 13 gpyrux 18 pernoHos Poccuun. Yawe
BCEro AmarHo3 capkouao3s Obin BbiCTaBrneH Tusna-
Tpamn — 33 cny4vas (40,7%), nynbmoHonoramu — 20
cnyyaes (24,7%) v TepanesTamun — 14 cnyyaes (17,3%).
Ha peHTreHOnoroB 1 OHKOMOroB NPULLINIOCH MO 6,2% (no
5 cnyyaeB), a eLle 4 cryyas BbISIBUNU XUPYPIU.

Yale Bcero nepeunyHoe obcrenoBaHne 6bino npo-
BEEHO B MHOronpousbHbIX yupexaeHusx (43 yen.,
53,1%), B npoTMBOTYBEpPKYNE3HBIX AncnaHcepax (26
yen., 31,1%), B oHKonormyeckux gucnaHcepax (9 ven.,
11,1%) n 3 naumeHTa 6bINM 3Ha4YanbLHO obCrnenoBaHbI B
henepanbHbIx HayyHo-uccrnenoBaTenbCkMx MHCTUTYTax.
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PucyHok 4. AnutenbHOCTb HAbNAEHNS U ANUTENBbHOCTL 3aboneBaHns y NnaunmeHToB ¢ h1OpPO3NPYHOLLIMM CapKOM4030M.
Figure 4. Follow-up duration and disease duration in fibrosing sarcoidosis patients.

[dnarHocTnyeckunii Nonck y 6oMbHbIX Capkongo3om,
Yy KOTOPbIX K MOMEHTY OAHHOro aHanusa pasBusics
¢unbpo3, Yale Bcero HadmHancsa c Tybepkynésa — 27
cnyyaeB (33,1%), ¢ nHeBMOHMU — 14 cnyyaeB (17,3%)
1 Tonbko B 12 cny4asx (14,8%) cpasy npeanonoxunm
capkongos. B ocTtanbHbIX criydasx npegnonaranucb
pasnuyHble guMarHo3bl, Takne kak GpPOHXUT, Aauc-
CEMUHaALNS HESAACHOTO reHe3a M Jaxe XPOoHW4yeckas
obcTpykTMBHaAsA GonesHb nérkux. MNMocne nepBMYHOrO
obcnenoBaHus Ha 1-2 ypoBHE Oka3aHUs MEAMLIMHCKON
nomMmoLy AmarHo3 capkomgos 6bin BbicTaBneH 53 na-
uneHTam (65,4%), Torga kak y 12 naumeHTtoB (14,8%)
ocTaBanoch nogospeHne Ha Ty6epkynés. B 4 cnyvasax
(4,9%) npeanonoXxmnu ngmonaTn4ecknim NEroYHbIN
dnbpos. OcTanbHble BapuaHTbl BTOPUYHbLIX AMAarHO30B
(Mo ogHOMY Ha Kaxdbli) Takke LUMPOKO BapbupoBanu
(OT OHKONOrMKM A0 rMNepPYyBCTBUTENBHOIO MHEBMOHUTA
1 6poHxmTa). B uenom B xoae AMarHOCTUYECKOro Nnomc-
ka 31,1% (26 yen.) nony4nnu npoTUBOTYBEPKYNE3HYIO
«MPOGHYO» Tepanuio.
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Cpeav BHENEroyHbIx NposiBNEHU capkomaosa B
11 cny4asx (13,6%) 6611 capkomaos koxu, B 11 criyya-
ax (13,6%) — cyctaBHom cuHapom, B 1 cniyyae (1,2%)
6bin yBent u ewe B 1 cniyyae (1,2%) — npMaoLMKNnT.
B 1 cnyvyae (1,2%) 6bin capkongos ueHTpanbHOW
HepBHOW cuctembl U B 3 criyvasx (3,7%) — nepude-
pudeckas Herponatuna. Y 2 nauneHToB (2,5%) 6bino
BOCnarneHne NOoAYEentoCTHLIX CIOHHBLIX Xenés, B 9
cnyyvasax (11,1%) capkongos nepudepuyeckmx nnum-
daTudecknx y3nos. Y 5 naumeHTos (6,2%) capkongos
6bIN CEMEWNHBIM.

Benyueii npyynHon neperyHOro obpatleHms obinm
»anobbl CO CTOPOHbI OpraHoB AblxaHus (34 ven., 42%)
M HarnpaeneHue nocne npoguiakTu4eckon noopo-
rpacpumn (34 yen., 42%). 5 naumeHToB (6,2%) GbINN
BbIsIBNEHbI NPWU peHTreHorpadun, NPpoBeAEHHON BHE
CBA3M Xanobamy Co CTOPOHbl OpPraHoB AblxaHus. Y 3
naumeHToB (3,7%) Obina n3HavanbHO HeoObsACHMMas
cnabocTb, y 2 (2,5%) — nopaxeHue koxu. Mo 1 cnyyato
NPUWLLSIOCH Ha BbISIBNIEHME CBSI3U C CyCTaBHbIM CUHOPO-

OPUTMHAJIbHBIE UCCAEAOBAHNA




MOM, yBeNnu4YeHnemM nepndepruyecknx NMMmgaTnieckmx
y3rnoB n nposegeHumn PKT.

Bce naumeHTbl 6b1nv 6narononyyHbIMM No counanbs-
Homy cTaTycy. bonblwmHcTBo — 43 ven. (53,1%) nvenn
Bbiclwee obpasoBaHue, 29 ven. (35,8%) — cpegHee
cneunansHoe un 9 ven. (11,1%) — nonHoe cpegHee 06-
pasoBaHue. 3HaunMbIX BPeAHbIX aKTOPOB BHELLHErO
BO3AECTBMSA YCTAHOBIEHO He ObIno.

Ha momeHT obpalueHuns k nynsmoHonory 5 (6,2%)
Kypunu (4 — curapeTbl U 1 — 3NeKTPOHHbIE CUrapeThl), a
20 (24,7%) xypunu paHee He meHee 10 neT u 6pocmnu.

28 nauneHToB (34,6%) nepeHecnn COVID-19, npu
aToM Tonbko 4 naumeHTam (4,9%) notpeboBanach
rocnutanusauus. 16 nauyneHtoB (19,8%) 6bInn Bak-
LUMHMPOBaHbI OT KOPOHaBUPYCHOW MHMEKLUN, BO BCEX
cnyyasx OCMOXHEHUIN BakuMHaLUMn He ObIno.

Mpn obcnegoBaHuun y nynbmoHonora nevyebHo-
NpoUNaKkTUYECKOro yupexaeHns TPeTbero ypoBHS
46 (56,8%) naumeHToOB OTMeYanu oabILKy Npu urau-
yeckom Harpyske, 14 (17,3%) — oAbILKy Npy OObIYHON
xoabbe n 21 (25,9%) xanobbl Ha oapbILIKY He npeab-
asnanu. 67 nauventoB (59,3%) xanoeanuck Ha bec-
NPUYMHHYIO0 cnabocTb U yTOMNAEMOCTb. ToNbKo 4 nauu-
eHTa (4,9%) menu noBsbILLIEHWE TeMnepaTypbl Terna Ao
cybdebpunbHon. 69 nauneHToB (61,7%) xanoeanuco
Ha Kawenb (48,1% — cyxon, 12,3% — co cnnancTomn mo-
kpoTorn n 1,2% — ¢ rHOMHOM MOKPOTON). 17 NauneHToB
(21%) oTmeyvanu gnckomdopT 1 HebonbLuylo 6onb B
rpyaHoOM KrieTke.

Mpu ayckyneraumm y 75 (92,6%) ObixaHve ObIno
XEcTkum, y 5 (6,2%) BesukynsapHbim 1y (1,2%) oc-
nabnenHbIM. Y 32 (39,5%) Obinu BbiCyLIaHbl Cyxue
xpunbl, y 25 (30,9%) — «Tpeck uennodaHa» un 'y 24
(29,6%) xpunoB He Gbino.

Bce nauneHTbl Nnepea koHCynbTauuer nynbMOHOMo-
ra 6binn ob6cnenoBaHbl Ha TyOepkynés (BHe 3aBUCHMMO-
CTU OT NEPBUYHbIX UccriegoBaHuin). Mpoba MaHTy 6bina
nposefeHa 64 nauuneHtam (79%), y 55 (67,9%) oHa
Gbina oTpuuaTensHown, y 2 (2,5%) — COMHUTENBHOW U Y
7 (8,7%) nonoxuTtenbHoW. [uacknH-TecT Obin NPpoBeAEH
41 naumeHTy (50,5%) — BO BCcex cnyyasx pesynsrar
Obin oTpuuaTteneHbiM. MokpoTa Ha KMCMOTOYMNOpHbIe
mMukobaktepumn (KYM) 6bina nccnegosana y 71 naum-
eHTa (87,8%), pesynbrar Obin oTpuuatenbHbiM. Y 3
nauveHToB Gblna nNpoBegeHa nonvMepasHas LenHas
peakums MokpoTbl Ha KYM Takke ¢ oTpuuartenbHbIM
pesynsraToMm.

KnuHunyeckni aHanu3 KpoBW He BbISBMM OBLLMX
HeratuBHbIX TeHaeHuun. iameHeHns AnAT, AcAT n
KpeaTMHUHA KpOBU He BbINu KIMMHUYECKM 3HAaUYUMbIMU.
AKTUBHOCTb aHMMOTEH3VH NpeBpaLLatoLLero epmMeHTa
(AMN®) kpoBM ObiNa onpefeneHa TonNbKo y 26 naumneH-
TOB, Npu 3ToM y 10 13 Hux (38,5%) oHa Gbina Bbilwe
70 en.

Y 62 nauueHToB 6Gbln M3MeEpPeH ypoBeHb 00LLEero
kanbuusi kposu. Cpean Hux y 41 (66,1%) oH 6bin Hop-
ManbHbIM, ¥ 17 nauneHToB (27,4%) Obin Huxe 2,23
MMorb/n, a 4 (6,5%) — Bbiwe 2,57 mmone/n. Kanbumn
CYTOYHOW Mouu Bbin onpegenéH y 40 nauneHToB. Cpeam
HUX y 25 (62,5%) aTOT NokasaTenb 6bln HopManbHbIM, Y
8 (20,0%) noHwxeHHbIM, ay 7 (17,5%) — NOBbILLEHHbIM.

OPUTMHAJIbHBIE UCCNEAOBAHNA

YpoBeHb 25-OH ButammHa D 6bin namepeH y 21
naumeHTa 1 Tonbko B 1 criydae oH 6bln HopMarbHbIM,
a B oCTanbHbIX — BbIN HUXe HopMbI. YpoBeHb 1.25-OH
BuTammHa D3 B KpoBM Obin M3MEPEH TONBKO Y 7 Nauu-
€HTOB, Y 5 OH ObIN HMXE HOPMbI U Y 2 — HOPMaribHbIM.

YpoBeHb 06Wux MMMyHornobynuHos A, M, G 6bin
n3mepeH y 36 naumeHToB, Tonbko y 1 nauueHTa 6bin
CHWXeEH ypoBeHb IgA, Toraa kak y ocTanbHbIX BCE UMMY-
HOrnMo6ynMHbl ObINM B HOPME MU HEMHOTO NOBbILIEHbI,
YTO MO3BOSMMIIO UCKIIOYUTE UMMYHOOEMULNTHBIE CO-
CTOSHUSA, KaK NPUYMHY rpaHynémarosa.

CornacHo faHHbIM CNMPOMETPUM (OPCUPOBAHHOTO
Bblgoxa hopcupoBaHHasi XM3HEHHast EMKOCTb MErKMX
(PXKEN) 6bina Huxe 80% OT AOMKHON y 47 NauneHToB
(58%), npuyem y 16% — Huxe 50% oT JOrmKHOW. 3Ha-
YeHus1 o6bEMa (HOpPCMPOBAHHOMO Bbl4oXa 3a MEPBYHO
cekyHay (O®B,) 6binu Huxe 80% OT gorkHoro y 57
(70,4%), npn atom 25,9% — Hmxe 50% OT LOSMKHOrO.
OtHoweHne O®B,/OXKEN 6bino Huxe 70% Tonbko
y 30 (37%) nauneHTOB. YpOBEHb caTypauun KpoBK
6b1n Hke 95% y 24 naumeHToB (29,6%), Npnyém y 6
(7,4%) — Hnxe 91%.

OnddysmoHHasa cnocobHocTb Nérknx bbina nsme-
peHa y 30 naumeHTOB, TOnbko y 4 (13,3%) oHa Bbina
Bbiwe 80% ot gormkHon, y 11 (36,7%) 6bina B npeaenax
60-79% ot gormxkHbiX, y 12 (40%) — 40-60% OT [OMKHBIX
ny 3 (10%) — Huxke 40% OT OOMKHbIX.

YnbTpasByKOBOE MCCINEAOBaHNE CeNe3éHKM Obino
nposBegeHo 63 nauneHTam. CnneHomeranus 6oinay 15
(23,8%), y 4 (6,3%) BbInn 04aroBble TEHW B CeNne3éHke
ny 1 (1,6%) ceneséHka bbina yganexa.

Mpwn onucanumn KTBP aTux nauneHToB ¢ npudHakamm
prbpo3a nérkux, Obinm Takke OTMEYEHbl yBENUYEHHbIE
(6onee 10 Mm) BHYTpUrpyaHble NUMdaTMyeckue yanbl
B 51,9% cnyvyaeB (42 4yen.), odyarn/gucceMmHaLmsa B
nérknx B 54,3% (44 yen.), B 30,9% (25 yen.) koHconuaa-
ums, 6,2% (5 4en.) yyactku «maToBoro ctekna». Kpome
Toro, B 5 cny4asx (6,2%) 6bina penakcaumst 0gHOro 13
Kynonos gnadparmbi.

B 37% (30 yen.) dnbpos bbin onmcaH Kak orpaHu-
YeHHbIM 1 B 63% (51 yen.) kak obwmpHbIN. JlydeBas
KapTuMHa Oblna conocTaBneHa ¢ Ny4YeBbiMU (PEHOTU-
namu ¢pmubposa, onpegeneéHHbIMU MeXayHapOoaAHbIMN
aKkcrnepTtaMmu npu gocTtmxeHun [denbduUmnckoro co-
rnaweHunsa. Yawe Bcero ato 6bin Tmn A — 46,9% (38
yer.) OpoHXOLEHTPUYECKast PETUKYNSLNS C HanM4mMem
PbIXIIOA CeTYaTon CTPYKTYpbl NErOYHOro pucyHka. B
15 cnyyasx (18,5%) 6emn Tn C — dmbpo3HO-NonocT-
Hble NopaxeHus, nHorga ¢ muuetomon. B 13 cnyvasx
(16%) — ABYCTOPOHHUE BPOHXOLEHTPUYECKME MACChI,
co3garoLime KapTUHy NporpeccupyoLero Macc1BHOro
¢pubposa. ¥ 11 naumeHtoB (13,6%) Gbina onucaHa
0o6LWMpHasa cuMmeTprYHas GpoHXoLIeHTpUYecKkas ceTb
C Npu3HaKamy COTOBOrO NErKOoro (kapTuHa, CXofgHas ¢
nguonaTMyeckum néroyHbim cunbposom). B 4 cnyda-
ax (4,9%) kapTuHa He ynoxunacb HU B OAWH U3 4-X
deHOoTMNOoB. OTO ObINY NaUMEHTblI C OrpaHUYEHHbBIMM
yyacTtkamu pmbposa nérkmx.

MpoBenéHHas Tepanua. [auneHTbl 3a Bpemsa nx
HabnoaeHUst oT BbISIBNEHMS A0 hopMm1poBaHusi prubpo-
3a nonyyanu B 31,1% (26 4en.) npoTMBOTYGEPKYNE3HYIO
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Tepanuto, 35,8% (29 ven.) NHransUMOHHbIE FIHKOKOpP-
Tukoctepondsl (UFKC), 77,8% (63 yen.) cuctemHble
rntokokopTmkocTeponabl (CIKC), B 3,7% (3 ven.) nynbc-
Tepanuto, 91,4% (74 yen.) anbga-Tokodepon, 13,6%
(11 yen.) HecTepougHble NPOTUBOBOCNANUTENbHbIE
cpenctea (HIMBC), 3,7% (3 4en.) xnopoxuHel, 59,3%
(48 yen.) neHtokcudpunnuu, 30,9% (25 yven.) meto-
Tpekcart, 11,1% (9 4en.) nednyHomung, 33,3% (27 ven.)
N-aueTunuucTemnH.

Cpeaou 63 naumenToB, nonyyaswmnx CIKC, B 49,2%
(31 yen.) cnyvasx ropmoHanbHas Tepanus Obina Havata
cpasy 6e3 HabnogeHus NepBUYHON AMHAMWKU NpO-
uecca, a B 50,8% (32 yen.) — yepes 3 mecsiLa n 6onee
HabntogeHus. Y 11 naumenTtoB (17,5%) HavanbHoe
NpUMeHEeHNe rOPMOHOB BbINo orpaHuMyeHo 1 mecauem,
a y 4 naumeHToB (6,3%) B MHTEPMUTTUPYLLEM PEXUME.
B 44,4% (28 4en.) B aHamHese ObIn TOMbKO OAMH KypC
npumeHeHus CIKC, B 30,2% (19 yen.) — aBa kypca, B
15,9% (10 yen.) — Tpu Kypca, B 9,5% (6 yen.) — 4 kypca.
Y 46 (73%) Ha4yanbHas gosa CI'KC 6eina 25 mr 1 6ornee,
ay 17 (27%) — meHee 25 Mr. HavanbHbI Kypc neveHus

CIKC y 24 (38,1%) coctaBun 10 mecsaues n bonee, a
y 39 (61,9%) — meHee 10 mecsueB. Bce Tpu ycnosus
denepanbHbix KP (HabntogeHne He meHee 3 MecsILEB,
no3a He meHee 20 mr CI'KC v anutenbHOCTb HE MeHee
10 mecsLeB) 6binn BbINOMHEHbI TONbKO Yy 11 naumeHToB
(17,5%), npotus 52 (82,5%). Tonbko ogHa nauneHTka ¢
KTBP deHoTvnom B nonyyana HuHTegaHub, Ha doHe
kotoporo ®XXEJ1 npogormkuna cHMXaTbCsl, a Hexerna-
TenbHble SABNEHMA B BUAE TOLIHOTHI M 4acToro cTyna
MPVBEN K CHXXEHMIO MacChl Tena (koTopast usHadarnbHO
Obina Huxe Hopwmbl). Criegyet OTMETUTb, YTO aHTUdK-
OpoTuyeckasi Tepanusi Obina Ha3Ha4YeHa No3aHo, YXKe Ha
doHe cHkeHna OXKEJT no 53% oT AormkHOM (CHU3Mnach
nanee 0o 47%) v gecatypaumu B nokoe Ao 82%.

CpaBHeHue deHoTUnoB. bbino npoeseaeHo cpas-
HEeHue napameTpoB MaUMEHTOB, KOTOPble, COrMacHoO
OaHHbIM KTBP, 6b1nn 0THECEHbI K OQHOMY M3 YETLIPEX
(eHOTMNOB 1 NOArpynna, He YroXMBLLAACSA HU B OAWH
13 PeHOTUMNOB, pe3ysbTaTbl KOTOPOro NpPencTaBreHbI
B mabnuuyax 1 n 2. ConoctaBneHune 3HavyeHnn OXKEJ
oTpaXkaeT pUCyHOK 5.

Ta6nuya 1

MNapameTpbl NaLuMeHTOB, KOTOPbLIE, COrMAacHO AAaHHbLIM KOMMbIOTEPHOW TOMOrpadun BbICOKOrO pa3peLLeHus,
ObINN OTHECEHbI K OAHOMY U3 YeTbIPEX heHOTMNOB U NOArPYNMNa, He YNOXMUBLUAACA HA B OAUH U3 heHOTMNOB

Table 1

Parameters of patients who, according to high-resolution computed tomography findings, were classified
into one of four phenotypes, and a subgroup that has not fitted into any of the phenotypes

NapameTos: deHoTnn A deHotnn B deHotun C deHoTtun D He(’(;ﬁHngggéH CoasHenme
pamerp N=38 N=11 N=15 N=13 ,\ﬁ:i‘ P
1 2 4 5 6 7
BospacrT (neT) 51,29+1,85 49,9+4,14 (13,7) | 51,8+2,55 (9,86) | 51,77+3,36 | 62,25+4,50 P 0076
(11,43) (12,11) (8,99) 26
Mon: - . —4-
Myxckoin 18 (47,4%) 3(27,3%) 8 (53,3%) 8(61,5%) | 1(25%) X2‘3'18643d4f--4’
XKeHckui 20 (52,6%) 8 (72,7%) 7 (46,7%) 5 (38,5%) 3 (75%) =0,
[aBHocTb 6onesHn 8,87+1,09 (6,71) | 7,45+1,96 (6,49) | 6,40+1,52 (5,89) | 9,62+2,59 6,00+1,47 P,,=0,24
(aHen) (9,34) (2,94) P,,=0,297
XKEN%n[ 82,8+3,66 59,69+5,67 57,7+4,24 (16,42) | 76,27+4,78 104,67,4 P,.=0,02
(22,56) (18,81) (17,24) (14,86) P, ,=0,001
XKEN=80%4 20 (52,5%) 2 (18,2%) 2 (13,3%) 6 (46,2%) 4 (100%) X2=14,818;
XKEN<80%A4 18 (47,4%) 9 (81,8%) 13 (86,7%) 7 (53,8%) 0 d.f.=4; p=0,005
OoB1/ 25 (65,8%) 10 (90,9%) 7 (46,7%) 6 (46,2%) 3 (75%)
DOXKE270% X2=7,255; d.f.=4;
ooB1/ 13 (34,2%) 13 (34,1%) 8 (53,3%) 7 (53,8%) 1(25%) p=0,123
OXKEN<70%
$a0,295% 30 (79,9%) 8 (72,7%) 6 (40,0%) 9 (69,2%) 4 (100%) X2=9,578; d.f.=4;
8a0,<95% 8 (21,1%) 3(27,3%) 9 (60,0%) 4 (30,8%) 0 p=0,048
DLco280%n 2 (22,2%) 0 1(12,5%) 1(16,7%) 2 (100%) x2=1,696; d.f.=4;
DLco<80%n 7 (77,8%) 5 (100%) 7 (87,5%) 5(83,3%) 0 p=0,791
Mmnokanbuninypus 6 (28,6%) 1 (20,0%) 1(33,3%) 0 0 223754 - d.f =4
Hopwma 2,5-7,5 13 (61,9%) 2(40,0%) 1(33,4%) 6 (75,0%) 2 (100%) X 7=O 440 T
mnepkanbumnypus 2 (9,5%) 2 (40,0%) 1(33,3%) 2 (25,0%) 0 p=t
AM®<70 EQ 8 (66,7%) 2 (40,0%) 0 2 (33,3%) 1 (50%) ¥x2=3,077; d.f.=4;
AMo>70 EQ 4 (33,2%) 3(60,0%) 1 (100%) 4 (66,7%) 1 (50%) p=0,545
CeneséHka:
He nopaxeHa 26 (81,3%) 7(77,8%) 3(33,3%) 6 (54,5%) 3 (75%) X2=8,959; d.f.=4;
MopaxeHa 6 (18,8%) 2 (22,2%) 6 (66,7%) 5 (45,4%) 1(25%) p=0,062

Mpumeyanue: AP — aHrMoTeH3nH npespaLuatowmn depmeHTt, PXKEJ1 — dhopcupoBaHHas XM3HEHHas EMKOCTb nérkux, XKEN —
KU3HEHHas éMKocTb nérkunx, OPB1 — 06bEM hopcupoBaHHOTO BblJOXa 3a NMEPBY CeKyHAY. 3HAaYMMOCTb paccyuTaHa no KpuTepuio
Kpyckana-Yonnuca u no kputeputo CtblogeHTa Ans He3aBUCUMbIX BapUaHT.
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Tabnwuua 2

JleueHune nauneHToB, KOTOpble, corfnacHo AaHHbIM KOMHbIOTepHOI;I Tomorpa(bvm BbICOKOIo paspeLiueHus,
ObINN OTHECEeHbI K OAHOMY U3 ‘-IeTblpéX (*)eHOTI/InOB U nogrpynna, He yrioxmsLwiasica HU B O4UH U3 (*)EHOTI/IHOB.
Table 2

Treatment of patients who, according to high-resolution computed tomography findings,
were classified into one of four phenotypes, and a subgroup that has not fitted into any of the phenotypes

NapameTob: ®eHoTun A deHoTun B PeHotun C | deHotun D Heq;:H:TzzéH CoasHeHme
pamerp N=38 N=11 N=15 N=13 Ned P
He nonyyanu CI'KC 9 (23,7%) 2 (18,2%) 3 (20%) 1(7,7%) 3 (75%) X2=8,127; d.f.=4;
Monyyanu CT'KC 29 (76,3%) 9 (81,8%) 12 (80%) 2 (92,3%) 1(25%) p=0,087
Mepuog Habn-Hus
He 6bino, cpasy CI'KC 14 (48,3%) 6 (66,7%) 7 (58,3%) 4 (33,3%) 1(100%) X2=3,628; d.f.=4;
Bbin 3 mec u Gonee 15 (51,7%) 3 (33,3%) 5 (41,7%) 8 (66,7%) 0 p=0,459
OpuH kypc CI'KC 1(37,9%) 3 (33,3%) 5 (41,7%) 8 (66,7%) 1(100%) X2=4,562; d.f.=4;
[MoBTOpPHbIE KypChbl 18 (62,1%) 6 (66,7%) 7 (58,3%) 4 (33,3%) 0 p=0,335
[Josa CIKC < 25 mr 7 (24,1%) 2 (22,2%) 3 (25%) 5 (41,7%) 0 x2=3,710; d.f.=4;
[Hosa CIKC = 25mr 22 (75,9%) 7 (77,9%) 9 (75%) 7 (58,3%) 1(100%) p=0,447
CIrKC < 10 mec 16 (55,2%) 5 (55,6%) 8 (66,7%) 10 (83,3%) 0 X2=2,652; d.f.=4;
ClKC = 10 mec 13 (44,8%) 4 (44,4%) 4 (33,3%) 2 (16,7%) 1(100%) p=0,618
KP He cobniogeHb! 22 (75,9%) 8 (88,9%) 12 (100%) 10 (83,3%) 0 x2=3,812; d.f.=4;
KP cobntopeHb! 7 (24,1%) 1(11,1%) 0 2 (16,7%) 1(100%) p=0,432
Mynbc-Tepanuu He Bbino 38 (100%) 10 (90,9%) 13 (86,7%) 13 (100%) 4 (100%) X2=6,825; d.f.=4;
Mynbc-Tepanusa Gbina 0 1(9,1%) 2 (13,3%) 0 0 p=0,145
WI'KC He npumeHsnu 22 (57,9%) 9 (81,8%) 9 (60%) 8 (61,5%) 4 (100%) X2=4,473; d.f.=4;
WIKC npumeHsanm 16 (42,1%) 2 (18,2%) 6 (40%) (38,5%) 0 p=0,346
ButamuH E He npumeHsnu 3 (7,9%) 2 (18,2%) 2 (13,3%) 0 0 x2=3,280; d.f.=4;
ButamuH E npumensnu 35 (92,1%) 9 (81,8%) 13 (86,7%) 13 (100%) 4 (100%) p=0,512
[NeHTOKCUMNNNH: _ i .
He NpUMeHsAM 13(34,2%) | 7 (63.6%) 9(60%) | 4(30,8%) 0 X2=BARS; 14
MpumeHsnu 25 (65,8%) 4 (36,4%) 6 (40%) 9 (69,2%) 4 (100%) P=0;
MeHTOoKCUDUNNNH
cTapToBasi Tepanus X2=8,532; d.f.=4;
He HauvHamu 24 (63,2%) 10 (90,9%) 14 (93,3%) | 10(76,9%) 4 (100%) p=0,074
HauMHanu ¢ Hero 14 (36,8%) 1(9,1%) 1(6,7%) 3(23,1%) 0
MertoTpekcart: _ g,
He npumensini 26 (684%) | B(727%) | 9(60%) | 9(69.2%) | 4(100%) | XPT2A18 G4
MpumMeHsanu 12 (31,6%) 3(27,3%) 6 (40%) 4 (30,8%) 0 p=0,
IedpnyHomuna: _ g,
He npumensiiy 32 (84,2%) 1(100%) | 15(100%) | 10(76,9%) | 4 (100%) X2'6'3§71’7d1'f"4’
MpUMeHsnm 6 (15,8%) 0 0 3(23,1%) 0 p=0,

Mpumeyanne: CIKC — cuctemHbie rmokokopTukocteponpl, MMKC — nHransumoHHble rmiokokopTukocTepounabl, KP — knnHnyeckne
pekoMeHaaumn. 3Ha4MmocCTb paccuuTaHa no kputepuio Kpyckana-Yonnuca.

O6cyxaeHue nony4YeHHbIX pe3ysbTaToB.

WMccnepoBaHme nokasarno, Y4To Yalle BCero naumeH-
Tbl ¢ PJIC nonaganu k cneumanucTy 3KCnepTHOro ypoB-
HS (TPEeTUn YpOBEHb OKa3aHUsA MEAMULMHCKON MOMOLLIN)
cnycTa 4-5 net nocne BbISBMNEHWUs capkougosa. AToT
CpOK peanbHo 6bin ewe 6onblue, NOCKOmNbKY OT NosiB-
NeHus NepBbIX CUMNTOMOB [0 BbISIBIIEHWS capkonao3sa
B cpegHeM npoxoawn roa. bonee, yem B nornoBuHe cny-
YaeB NepBUYHas AUArHoCTMKa U Ha3HaYeHNe NeveHns
NPOXOANIO B MEAUNLIMHCKNX YYPEXKOEHNSAX, HE MMEBLUMX
nynbMOHOOMMYecKoro Npocunsi, U n3HavanbHoO ava-
rHO3 capkoungos 6bin npegnonoxeH Tonbko B 14,8%.

Kouranos V. v kon. [8] nog4épkunsarnu porb Bpaven
nepBUYHON MeQUKO-CaHUTapHOW NOMOLLM B ANArHOCTK-
Ke, Ne4eHnn 1 HabnaeHnn 3a naumMeHTamm ¢ capKkou-
A030M, 1 yKasbiBanu Ha HeobxoanMoCTb pa3obpaTbes
C MyTaHUUen, CBA3aHHOW C NOKa3aHWUsIMU K NIeYeHWIO,
NPOJOMKUTENBHOCTBIO U MOHUTOPWUHIOM feYeHus na-
LUMEHTOB C Capkovao3oM Ha aToMm aTtane. OgHa TpeTb
nauMeHToB M3HayvanbHO Haxogunack B NpoTuBoTy6ep-
KyNE3HbIX y4pEXAEHMAX U Norny4yana He MeHee 3 Mecs-

OPUTMHAJIbHBIE UCCNEAOBAHNA

LieB NpoTMBOTYOEpKYNE3HbIE NpenapaTthbl. HecmoTpsi Ha
GonblLuMe ycrnexu B YETKOM pasrpaHuyYeHnun capkongosa
n Tybepkynésa, aguddepeHumansHaa anarHocTuka
3TMX 3aboneBaHnn 0OCTaéTCst NPegMETOM COBPEMEHHbIX
nccnegosaHun [9; 10]. AKTyanbHOCTb UCKITHOYEHUS
Ty6epkynésa Ha NepBMYHOM 3Tane AMarHOCTUKM BCEX
MHTepcTUUManbHbix 3abonesanui (U3J1) nérkux obo-
CHOBaHa MeTaaHanM3oM, NoKa3aBLUUM, YTO Y KaXgoro
aecsitoro nayunenTa ¢ U3J1 6bin Ty6epkynés [11].

MprymMHON NEPBUYHOTO ANArHOCTUYECKOIO NOMCKa B
42% 6binun pesynbsTaTbl NPOUNaKTUHECKOro ny4eBoro
nccnegoBaHns 1 Tawke 42% — xanobbl CO CTOPOHbI
OpraHoB AbixaHust. [pyrmue npuyrHbl 06paLleHus, Takme
Kak crnabocTb, NOpaXxXeHne KOXu, CyCTaBHOW CUHOPOM
BCTpeYanuch pexe. HeratmeHoe BNUsiHUE 3aePXKN B
OnarHocTuke capkovgosa Obinio NnpeamMeToM KrmHu4e-
ckoro uccnegosarua PROSPERO [12].

Cpeam pesynsraToB nabopaTopHbIX UCCReaoBaHnn
TaKoW Npu3HaK akTUBHOCTW, Kak nosbiweHne AN 6bin
y 38,3% nauueHTOB, Yy KOTOPbIX 3TO MCcregoBaHue
ObINI0 BbLINOMHEHO. OTO MO3BOMWIIO NPEANONOXMUTb,
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PucyHok 5. YactoTta pasHoi cteneHun cHumkeHns OXKEJT % oT JomKeHCTBYOLEN NpY pasHbiX TUnax rubposnpyoLwmx
deHoTUnoB capkomaosa (x2=24,571; d.f.=12; p=0,017; kputepun Kpyckana-Yonneca x2=19,383; d.f.=4; p=0,001)
Figure 5. Frequency of different degrees of decrease in FVC % of the expected value for different types of fibrosing
phenotypes of sarcoidosis (x2=24.571; d.f.=12; p=0.017; Kruskal-Wallis test x2=19.383; d.f.=4; p=0.001)

YTO TONbKO y TpeTn naumeHToB ¢ PJIC Gbina BbicoKas
aKTMBHOCTb npouecca. OgHako, Kak criegyet u3 no-
cnegHux nybnukaumn, akTuBHOCTb AP CbIBOPOTKM
KPOBM HEOOCTATOMHO HadeXHa, YToObl MCMONb30BaTh
€€ 130MnMpoBaHHO, Hanpuvep, 4N ackanauum Tepanuu
capkovgosa [13]. lNoBbiweHne ypoBHSA KarnbLmMs B KDOBU
Obino y 6,5%, a B cytodHon moye —y 17,5%, 4To cooT-
BETCTBOBAsio pesynsratam Takux UCCrnegoBaHui npu
capkongose Bcex ctagun [14].

PUBPO3HBIE N3MEHEHMWS B COMETAHWUM CO CHIDKEHUEM
NEro4YHON PyHKLMN CONPOBOXOAOTCH CHMKEHNEM Bbl-
XneaemocTu [15]. B Hawem nccrnegoBaHMmn 3HavYeHus
OXEJ Huxe HopMmbl 6bInn y 58% naumeHToB, YTO
No3BOSISANO rOBOPUTEL 06 OTHOCUTENBHO XOPOLLEM MNPO-
rHO3e BbDKMBaHWS NMOYTU Y MOMOBWHbLI NALMEHTOB.

Mpwn aHanuse npoBegéHHON Tepanun, NpeaLwecTBo-
BaBLLelN pa3suTMio pubposa, Bce Tpu ycrnosusa deae-
panbHbix KP (HabntogeHne He MmeHee 3 MecsLieB nocne
yCTaHOBKM AnarHo3a, Ha4danbHas gosa He MeHee 20 Mr
CIKC n gnutensHocTb He meHee 10 mecsueB) Gbinu
BbINOMHeHbI Tonbko y 11 naumeHtoB (17,5%). Bonee
NonoBuHbI NauneHToB (55,4%) nonyynnm NOBTOPHbIE
KypCbl CTEPOVAHOWN Tepanuy No NoBOAY PeLuanBoB U
obocTpeHuin.

deHotunbl B n C — 6onee apyrmx cxogHele no KTBP
C nguonaTnyecknum nErovyHbiM prbpo3om, conposo-
Xaanvcb HambonbLwmm cHmkeHem ®XXEJTn DLco. MNpwn
aTnux peHotnnax MKC vaule Obinm HasHadeHbl cpasy
nocne BbISIBNEHUS, pexe BbIMNONHANUCL Bce Tpebosa-
Hua KP, pexe Bcero B Ka4yecTBe CTapTOBOM Tepanuu
NPUMEHSNN NEHTOKCUMUNUH 1 BUTaMuH E 1 Tonbko
npu aTnx oeHoTnNax NpoBoaunack NynbCc-Tepanmusi.
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PesynbtaTthl paboTbl CBUAETENLCTBOBANO O TOM,
4YTO MoKasaHusa K aHTMMOPOTUYECKON Tepanum npu
capkongo3se TpebytoT AanbHenLwero u3y4yeHus, ¢ akLeH-
TOM MIMEHHO Ha MPOrpecCHpyOLLMA BapuaHT TeYEHUs
@J1C, Ha KOTOPbIN YKa3blBaNM y4acTHUKN UCCNELOBaHNS
INBUILD [16, 17].

3akntyeHue. [poBegéHHOE PETPOCNEKTUBHOE
HabnogaTeneHoe nccnefoBaHne nokasano, Yto ®JNC
XapakTepeH Ans XPOHWMYECKOro Te4eHus capkomaosa.
Cpeoun BO3MOXHbIX NPUYMH 3TOr0 HEBNaronpusiTHOro
BapuaHTa TeyeHus cnegyet OTMETUTb NO3gHee Bbl-
SIBIEHME U MO34HEee HanpasfeHue K crneunanucty
TpeTbero ypoBHS, He criefoBaHWe Ha HayanbHOM
aTane KMMHMYECKMM peKOMeHJauusaM Mno feyveHuto
capkovgosa, nosTopHble Kypcbl CIKC. MNpossneHus
nérovHoro ¢nbposa npu capkonaose HeOQHOPOLAHO
no nabopatopHbIM 1 PYHKLMOHAMNbHLIM NoKasaTensm.
CornacoBaHHble HegasHo KTBP deHoTunbl J1C umenn
pasnuyuns nNo CTeneHn HapyLeHUn BHELLIHEro AbIXaHns
M caTypauuu, YTO CBUAETENLCTBYET O MPaKTUYECKOW
3HaYMMOCTUN TaKoro AeneHunst NauMeHToB Nno ny4eBon
KapTuHe.

lMpo3pavyHocmb uccnedoeaHusi. MiccredosaHue
He umerio crioHcopckoli ModdepXKKU. AeBmopbl Hecym
MofIHyt0 omeemcmeeHHOCMb 3a rpedocmasneHue
OKOHYamersibHOU 8epcuuU pyKOMucu 8 rnevame.

Heknapayus o ¢puHaHcoebIx u Apyaux 83aumo-
omHoweHusix. Bce asmopsi npuHumanu yyacmue 8
paspabomke KoHuenyuu, dusaliHa uccredosaHusi U 8
HanucaHuu pykonucu. OKOHYamesibHasi 8epCcusi PyKo-
nucu 6bina odobpeHa ecemu asmopamu. A8mopbi He
ronyyanu 20Hopap 3a uccredosaHue.

OPUTMHAJIbHBIE UCCAEAOBAHNA
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