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Pesome

Ieabio paGoOTHI SIBUJTACH OIICHKA YACTOTHI M BBIPAXKEHHOCTH (DYHKIIMOHATBLHBIX HAPYIICHUI JIETKUX, B3aMMOCBSI3H (DYHKITUY BHEIITHETO JTBIXaHUSI
(®B/1) ¥ KIMHUYECKUX CUMIITOMOB Y OOJIbHBIX MAMOTATUYECKUM JIeTOUHBIM (hrGpo3om (MJ1D). Marepuaisl u metoapl. B HatmonansHOM peru-
ctpe 3apeructpupoBanbl 6osbHble UIID (n = 127: 90 (71 %) myxuuH, 37 (29 %) KeHMH; cpeqHuit Bo3pact — 69,5 + 8,5 rona), k Mapty 2019 T.
npoxwuBatoie B MockBe 1 MOCKOBCKOI1 00JIaCTH; HA MOMEHT BKJTIOUSHUST B PETUCTP JUTUTEILHOCTD 3a001eBaHus cocTaBuia 3,3 + 3,1 roma (y 22
(17 %) — < 1 ropa). Anarno3 UJI® ycraHOB/IEH Ha OCHOBAHUM KJIMHUYECKOM KapTUHBI 3a00JIeBaHNUsI, PE3YJIbTAaTOB KOMITBIOTEPHOI ToMOrpaduu
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Yepusk A.B. u dp. DyHKIIMS BHELTHETO AbIXaHKs Y naneHToB ¢ MJIM: nanHbie HanmoHnansHoro peructpa mo Mockse u MO

BBICOKOTO paspelieHus] U / WIN TUCTOJOTMIECKOTO WCCIENOBAHUsI MaTepuaia, MOJYIeHHOTO TPU XUPYPTUYECKOi Ouoricuu Jierkux. [Ipo-
aHAIM3UPOBAHbBI JaHHBIE KOMILIEKCHOrO rccienoBanus OB (ciupomerpuu, 6oauruieTusmorpabuu, 1udoy3noHHOM CITOCOOHOCTH JIETKUX 110
MOHOOKcHy yriiepoaa — DLco), 6-MuHyTHOTO 11aroBoro tecta (6-MIIT) u ofpiku (oueHuBaguCh 1o mkajie mMRC) Ha MOMEHT BKITIOYEHUSI
B peructp. Pesynbrarel. CpenHee 3HaueHue mokasaresst popcupoBaHHoit xuzHeHHOH emkocTu sierkux (PXKEJT) coctaBuno 78 £ 22 %0, COOT-
HollleHHe 0b6beMa hopcupoBaHHOTO Bbimoxa 3a 1-10 cekyHmy (ODB,) / ®XKEJI — 83 £ 9 %, o6uueit emkocTtu jierkux (OEJ) — 77 £ 17 %uonx.,
DLco— 47 £ 18 %0mx. DLco, OEJI u @XKEJI 6butn cHkeHBI Y 97,5, 63 1 59 % 60JIbHBIX COOTBETCTBEHHO. [1py IPOIO/IKUTETLHOCTH 3a00J1€Ba-
Hus < 1 ropa nokaszateib DLco cocTaBuil J0CTOBEpHO 00Jiee BBICOKME 3HAUEHMUS 110 CPaBHEHMIO C TAKOBOM > 1 roga. MenuaHa pacCTOsSIHUSL, TIPOii-
neHHoro 1ipu nposeaeHnn 6-MIUT, cocraBuna 317,5 M, ompiiika 1o mkate mMRC — 2 6ayta. BeIBIeHBI CTATUCTUYECKN 3HAYUMBbIE KOPPEIsi-
LIMOHHBIC CBSI3M Mexay nokaszareiasiMu @B/l ¥ oabllIKOIi, TOJEPAaHTHOCTHIO K (hU3MYECKOM Harpyske. 3akmoudenue. Y OonbHbix WD,
BKJIIOYEHHBIX B HallMOHATBHBIN PerrucTp, PEeCTPUKTUBHbBIC HAPYIICHUS JIETOYHON BEHTWISIIMK BBISIBICHBI B OOJBITMHCTBE CITy4aeB, TTOHKEH-
Hble mokasarenu DLco — B 97,5 %. JloctoBepHO Gostee Bbicokue 3HaueHust DLco OTMeueHbI pu MPOI0IXKUTEIbHOCTH 3a00aeBaHus < | rona.
KunroueBble ciioBa: navonaTuyeckuii JerouHblii hudpo3, GyHKIIMSI BHELIHETO JbIXaHHsl, TOJIEPAHTHOCTD K (PU3MUECKOIi Harpy3Ke, OJIbIIIKa.
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HanwmonaneHoro peructpa mo Mockse 1 MockoBckoii obactu. [Tyaemononoeus. 2020; 30 (1): 31—41. DOI: 10.18093/0869-0189-2020-30-1-31-41
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Abstract

The purpose of the work was to evaluate the frequency and severity of lung functional disorders, the relationship between respiratory function (RF)
and clinical symptoms in patients with idiopathic pulmonary fibrosis (IPF). Materials and Methods. The National Registry registered IPF patients
(n=127;90 (71%) men, 37 (29%) women; average age 69.5 + 8.5 years), by March 2019 lived in Moscow and Moscow region; at the time of inclu-
sion in the register the duration of the disease was 3.3 & 3.1 years (22 (17%) < 1 year). The diagnosis of IPF is based on the clinical picture of the dis-
ease, the results of high-resolution computed tomography and/or histological examination of the material obtained by surgical lung biopsy. The data
of the complex RF examination (spirometry, Body plethysmography, lung diffusion capacity by carbon monoxide — DLco), 6-minute walking test

32 Mynemoxonorus. 2020; 30 (1): 31-41. DOI: 10.18093/0869-0189-2020-30-1-31-41



Opu

allbHbleé UCcneaoBaHuA

(6-MWT) and dyspnea evaluation according to the modified dyspnea scale (Modified Medical Research Council — mMRC) at the moment of inclu-
sion in the register are analyzed. Results. Average value of forced vital capacity (FVC) was 78 + 22% debt, ratio of forced expiratory volume for
1 s/FVC — 83 £+ 9%, total lung capacity (TLC) — 77 £ 17% debt, DLco — 47 £ 18% debt. DLco, TLC, FVC were reduced in 97.5, 63 and 59% of
patients respectively. In patients with a disease duration of less than 1 year, DLco was significantly higher than that of less than 1 year. The median
distance covered by the 6-MWT was 317.5 m, dyspnea according to the mMRC scale — 2 points. Statistically significant correlations between RF val-
ues and shortness of breath, tolerance to physical activity have been revealed. Conclusion. In patients with IPF, included in the National Register,
restrictive disorders of pulmonary ventilation were detected in the majority of cases, reduced DLco — in 97.5%. Statistically significant higher DLco
values are noted for a disease duration of less than 1 year.

Key words: idiopathic pulmonary fibrosis, pulmonary function test, tolerance to the physical activity, shortness of breath.
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Hawnboiee yacToit ¢hopMoit MHTepCTUILIMATIBHBIX 3a00J1e-
BaHUM JIETKUX ABJISIETCS WIAONATUYECKUN JIETOUHBIN
dubpo3 (MJID) [1-2]. IIpenmomaraeTcss, 4TO OCHOBY
maroreHe3a MJI® cocraBisier HapylieHUE peryJsiun
MEXaHW3MOB BOCCTAHOBJICHUSI B OTBET Ha IMMOBPEXKICHUE
SMUTENNATBHBIX U SHIOTENIUATIBHBIX KJIETOK JIETOYHOM
napeHxumsl [3]. TTpoucxonuT u30bITOUHAS TTPOLYKIIMS
(pubpomIacTUYECKUX UUTOKUHOB, 9KCTPALEILTIONSIPHO-
ro MaTpukca M HapylleHue aHrumoreHesa [4, 5]. Pe-
3yJIbTaTOM IMAaTO(MU3UOJOTUUECKUX COOBITUIN SIBJISIETCS
HapyllleHWe apXUTEKTyphbl JIESTOYHON TKaHU ¢ (HOPMU-
poBaHueM dubpomnnactuyeckux (pokycos, dhudposa
B COUETAaHUU C «COTOBBIMM» U3MEHEHUSIMU [1—2].

NJI® Bcrpeuaercss MpeuMYILIECTBEHHO Y JIUIL Cpell-
Hell U cTapileil BO3pacTHON IPYIIbI U XapaKTepu3yeTcst
MEIUJICHHBIM, HO HEYKJIOHHBIM MPOTPECCUPOBAHUEM,
MIPUBOMISIINAM K Pa3BUTHIO IBIXaTeIbHOM HEIOCTATOTHO-
CTU M JIeTaJlbHOMY ucxomay. Ha MOMEHT mocTaHOBKM
IMarHo3a aHaMHe3 3a00JeBaHUS 4YacTO COCTaBJSIET
> 1-3 roga, korga HabIOAAIOTCS BhIpaXXeHHbIE HeoOpa-
TUMBbIC U3MEHECHMSI JICTOUHOI TKAHU, IPOSIBIISIONIAECS
B 3HAYMTEJbHOM MPOTPECCUPOBAHUU YXYIIICHUS Je-
TOYHOU BEHTW/ISIUM U Ta30TPAHCIOPTHOU (YyHKIUU
Jlerkux — (pyHkuuu BHenrHero abixanust (OBJ1) n kim-
HUYECKUX CHMIITOMOB, BBIPAKCHHOM CHIDKCHUM TOJIC-
paHTHOCTH K (pusndeckoit Harpyske (TDH).

Poccuiickum pecnupatopHbiM obiiectBoM (PPO,
2016) MHULIMMPOBAHO co3MaHKue HalmoHaaIbHOTO peru-
ctpa 6osmbpHBIX MJI®D, HAGOp OOJIBLHBIX MPOIOJIKAETCH.
B peructpe comepxutcst AeTaqbHash WHGoOpMaLUs —
XapaKTepuUCTUKa TallMeHTa, AUArHOCTUYECKUE Mpolle-
Iypbl U WX PE3yJbTaThl, XanoObl, (akTOpbl pucka,
COITYTCTBYIOIIIME 3a00JIeBaHMSI, MCIMKAMEHTO3HAS U He-
MeIMKaMeHTO3Hasl Tepanus, >XU3HEHHBII cTaryc.
HeotbemisieMoii cocTaBiisiiolieil [MarHOCTUYECKOro a-
TOpUTMa SIBJISIETCS MPOBEIEHUE KOMILIEKCHOTO UCCIIEN0-
Banust ®B/I, urparoriero BaxXHyI0 pojib TP MOHUTOPH-
POBaHUM U TTPOTHO3UPOBAHUM TEUEHUS 3a00JICBaHMUSI.

Hacrosiiiasi cratbsi mocBsillieHa aHaJIW3y 4YacTOThI
U BBIPAXEHHOCTU (PYHKUMOHAIbHBIX HAPYLIEHWIA JIer-
Kux, B3amMocBs3u @B/l M KIMHUYECKUX CHUMIITOMOB
y 6osbHBIX UJTD.

Matepuanb! n MeToAbl

B peTpocrneKTuBHOE MYJIbTUIIEHTPOBOE HEUHTEPBEH-
IIMOHHOE C KOHTPOJIEM KauyecTBa MCCIeIOBaHUE C KC-
MMEPTHON OIIEHKOM BHECCHHBIX MTAHHBIX BKIIIOYCHEI
o6ompHBIc UJID (7 = 130), mpoxkuBaromnie B MockBe

1 MOCKOBCKOI 00j1acTu, 3aperucrpupoBaHHbie B Ha-
LMOHaJIbHOM peructpe 6osibHbix MJID Ha mapt 2019 .
Hnarao3 NJI® ycraHaBimmBajcs Ha OCHOBaHWUM KJIWHU-
YeCKOM KapTUHBI 3a00JIEBaHMSI, Pe3yIbTaTOB KOMITBIO-
TepHOI ToMorpacdum BbicoKoro paspemreHus (KTBP)
U / WIM THCTOJOTUYECKOIo MCCAeNOBaHMSI MaTepuaa,
MOJYYEHHOTO TIPU XUPYPrUYeCcKOoil OMOTICUM JIETKUX.
Bospact ycraHoBleHUsT AMarHo3a coctaBui 46,5—94,3
roga (B cpegHeM — 68,6 = 9,1 roma). B aHanus Gbuin
BKJIIOUEHBI MTalMeHThI (1 = 127), y KOTOPBIX TPOBEIESHO
KoMIUIeKCHOe wucciaenoBanue POBJ (cnmpomeTpus,
o6omuruieTusmorpadusg u auddysumonnsiit tect — 107
(82 %) 60abHBIX); ciupoMeTpust U AU Y3MOHHBIN TECT
(n = 13) u TonbKo crimpomeTpust (n = 7).

Ha momenT BkimtoueHust B peructp 52 (40,9 %) na-
IIMeHTa HEe TOJydJald MEONKAaMEHTO3HYIO Tepamuio,
40 (31,5 %) 0OnbHBIX MOJyYaaud aHTU(PUOPOTUYECKYIO
Tepanuio (HUHTenaHuo — 26 (20,5 %), nuppeHnIoH —
14 (11,0 %)), 39 (30,7 %) — cucTeMHbIE TTIOKOKOPTUKO-
crepounsl, 16 (12,6 %) — MoHoTepanuio N-aleTHIIIIN-
creuHoM, 7 (5,5 %) — H2-6nokaropsl, 3 (2,4 %) — UHTU-
OUTOPBI TPOTOHHOM MoMITBI, 5 (3,9 %) — asaTHonpuH,
2 (1,6 %) — umxiodocdamun, 2 (1,6 %) — MukodeHoIa-
b1, 1 (0,8 %) — aHTUKOATYJISTHTBI.

Ilepen uccnenoBanuem @B/l orleHMBaNAaCch OIBIIIKA
o MoauuLIMpoBaHHOI 1mKaje onbliku (Medical Rese-
arch Council — MRC). Namepenne @BJI npoBoamiiock
IPU CTAOMJIBHOM COCTOSTHMM TIAIlECHTA C COOIOICHUEM
crangaptoB uccienoBanust PPO (2014) u pekoMeHmalmit
AMepHMKaHCKOTO TopakalbHOTro (American Thoracic
Society — ATS) u EBporneiickoro pecrimparopHoro (Euro-
pean Respiratory Society — ERS, 2005) obwect [6—9].
[Ipu dopcrupoBaHHON CIUPOMETPUM M3MEPSUINCH TTOKa-
3aTen (pOPCUPOBAHHOM KM3HEHHOM €MKOCTHM JIETKUX
(®XKEJ), oobema (opcupoBaHHOTO BbIIOXa 3a 1-10
cexkyHny (O®B,), cpemHeit 00beMHOM CKOPOCTH Ha YJacT-
K€ KpHWBOM MOTOK—00BEM (POPCHPOBAHHOTO BHIAOXA
Mexay 25 u 75 % ®XKEJT (COCys_zs) U COOTHOILEHHUS
O®B, / ®XKEJI. Ilpu npoBeneHUM OOIUTIIICTU3MOTpA-
Gun U3MepsSITIOCh COMPOTUBJICHUE IBIXaTeJIBHBIX ITyTEH,
CTaTUYECKHE JIETOUYHBIE OOBEMBI M €MKOCTH — OOIIast
(OEJ) n xusnenHas (KEJI) eMKocTb erkux, octaTou-
HbIit 00beM Jierkux (OOJI) 1 BHYTpUTPYIHOIT 00bEM BO3-
ITyXxa B KOHIIE CITIOKOMHOTO BBIIOXA.

Jndhy3nOoHHBI TeCT MPOBOIUIICS METOIOM OIXHO-
KpaTHOTO BAOXa Ta30BOM cMmecHu, colepxalleili MOHO-
okcup yraepoaa (CO), ¢ 3aaep>XKOii IbIXaHUST U KOPPEK-
el TOJMYYEHHBIX TaHHBIX IO YPOBHIO TeMOTJIOOMHA;
U3MEepsUTUCH TToKa3aTeau 1udy3noHHON CTTIOCOOHOCTH

http:/ljournal.pulmonology.ru/pulm
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Tabauua 1

(DyHICl(HOH(l./leble u anmponomempu4vecKue nokasameau nauuenmoe ¢ UOUONAMUYMECKUM A1e20MHbIM d)u6p03om

Table 1

Functional and anthropometric values of patients with idiopathic pulmonary fibrosis

Mokasarenb O6was rpynna
n 127
Mon:
s MyXCKOW 90
o KEHCKUM 37
Bo3pacr, roabl 69,5%8,5
69,5 (12,5)
[nutenbHocTb 3a6oneBaHus, 3,331
roabl 2,7(2,9)
PocT, cm 168 £ 11
169 (13)
Macca Tena, kr 71,1145
76,0 (16,0)
WMT, kr [ m? 279164
27,5(5,9)
KypeHwue:
* pa 83
* HeT 44
Opbiwka no wkane mMRC, 6annbi 24110
2,0 (1,0)
[uctanuumsa 6-MLUT, m 305,6 £ 144,7
317,5 (240,0)
Sp, %:
* po 93,7+35
95,0 (4,0)
* nocne 848+7,0
86,0 (10,0)
Oppliwka no wkane Bopra, 6annbi:
* fo 2115
2,0 (2,0)
* nocne 5121
5,0 (3,0)
OXKEN, %opon. 77,8221
75,0 (32,4)
0By, Yogonx. 8221217
81,0 (27,6)
0®B; / ®XEN, % 831192
84,1(9,2)
COC35-75, %onon. 944+415
84,1 (60,6)
OEN, %gonx. 76,7£17,0
75,0 (24,6)
YKEN, %gonx. 174%224
74,7 (29,9)
001, Yozom. 84,8233
78,4 (29,6)
®OE, Yogonx. 83,5£19,3
80,2 (25,6)
Ra, kKMa/n/c 0,26 £ 0,17
0,21 (0,13)
DLco, %non. 473178
47,4 (30,0)
DLco / Va, Yononx. 65,9 £19,9
64,5 (32,3)

[nutenbHoCTb 3aboneBaHNsi Ha MOMEHT BKITIOYEHUs B peructp

<1ropa
22

17
5

702498
68,0 (11,3)

05403
0,6 (0.5

169+ 8
170 (10)

7714105
80,5 (16,0)

27131
28,1 (4,1)

17
5

23£10
2,0 (1,0)

3281 £138.2
3575 (223,0)

94,4423
95,0 (2,0)
87,5463
89,0 (5,0)

12409
1,0 (1,5)
52421
5,0 (3,0)

84,3+253

79,4 (28,8)

86,5+21,3

90,1 (24,9)

81,1498

79,3 (14,9)

80,6+ 38,7

74,5 (382)

82,6+175

86,4 (23,1)

86,0 + 26,7

81,6 (33,0)

89,4 +21,0

87,7 (28,1)

88,7+203

85,2 (30,6)

0,330,31

0,26 (0,08)

552+ 18,2

58,9 (37,0)

70,4 +207

74,4 (319)

‘ >1ropa
103

72
3

69,5£8,3
69,7 (12,9)

3931
31(3,0)

167 £ 11
169 (13)

7824147
75,0 (18,0)

282468
27,6 (63)

65
38
2411
20(10)

301,3 £ 147,2
310,0 (240,0)

935437
94,0 (4,0)

84,2470
85,0 (10,0)

2216
2,0(2,0)
5021
50 (3,0)

76,0£212

74,3 (30,5)

80,8 +21,6

80,1 (27,7)

83,491

84,6 (7,6)

98,1 +422

89,4 (68,9)

74,4159

71,6(212)

749£208

74,0 (25,8)

82,6 £228

71 (21,1)

81,0£17,7

76,0 (20,5)

0.24+0,11

021 (0,13)

4604173

46,3 (29,3)

65,7 19,4

64,5 (31,8)

p

0,488

0,966
0,000
0,573
0,894

0,777

0,204

0,556

0,349

0,417

0,042

0,022
0,852
0,268
0,377
0,101
0,095
0,056
0,123
0,077
0,214
0,568
0,029

0,310

Mpumevanue: UMT - nhaexe macesl Tena; mMRC (Modified Medical Research Council) - MoanduLypoBaHHas Lukana BbipaxeHHOCTH ofbiluki; 6-MLUT — 6-MUHYTHBIN WaroBbIil TeCT;

Sp - nepudpepuyeckas kucnopogHas carypaums; ®XKEN - popcvposaHas xu3HeHHas eMkocTb nerkvx; OPB; — obbem dopenposaHoro Bblgoxa 3a 1-to cexyHay; COCys 75 — cpeaHas
0bbemHast CKopoCTb Ha yyacTke KpMBOI NOTOk-06beM (hopCUPOBaHHONO Bbigoxa Mexay 25-M u 75-M % ®XEN; XEJ - xusHenHas emkocTb nerkux; OEN - oblas emkocTb nerkux;

00N - ocTaTouHblit 06bem nerkux; DLgo — AnddysnorHast cnocobHOCTb Nerkvx no MoHookeuay yrnepoaa; Va — anbeeonsphblit 06bem; POE - yHKLMOHaNbHAs 0CTaTOYHAsA EMKOCTb NIETKiX;
Raw — COMOTUBTIEHHE JbIXATENbHBIX NYTEN; faHHbIE NPEACTABNEHbI CTIEAYIOLLMM 00pa3oM: BEpXHSS CTPOKa — CPeHee 3Hauerue (M) £ cTaHpapTHOe OTKMoHeHue (SD), HuKHsIS CTpoka — Mefua-
Ha (MHTEpKBAPTUNbHBIA pa3max). CiupomeTpus BbinonHeHa y 127 6onbHbix, Gogunnetuamorpacus — y 107, ouddy3auonHsii Tect -y 120; 6-MLUT - 102 m.
Note: Data are presented as mean value (M) + standard deviation (SD) and median (Me) (interquartile range). Spirometry was performed in 127 patients, Bodyplethysmography - in 107,

diffusion test - in 120; 6-minute walking test - in 102.
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JIETKUX 110 MoHookcuay yriaepona (DLco) u cooTHoIIE-
Hus DLco / anpBeossipHoro oobema (Keo).

KpomMe TOro, B COOTBETCTBMM C pPEKOMEHAAIUSIMU
ERS / ATS (2014) y 102 maureHTOB BBIMOJTHSIICS 6-MU-
HyTHbII marosbiii Tect (6-MILT) [10]. OueHuBaIuCh
JIVCTaHLIMSI, TIPOMIeHHAs 3a 6 MUHYT, iepudeprudecKast
kuciaoponHas carypauus (SpO,), ofpllliKa Mo IIKajie
Bopra no u nocne BeimonHeHust 6-MILT. IMox necaty-
pauueit moHnmanoch rnageHue SpO, < 88 % [11].

JloJKHBIE 3HAYeHUs TIPOIIEHHOTO PACCTOSIHUS pac-
CUUTBHIBAJIUCH MO (hopmyraM, MperioXeHHbIM P. Enright
etal [12]:

o st myxxuuH: (7,57 X pocr) — (1,76 X maccy Tena) —

(5,02 x Bo3pact) — 309;

* i XeHwuH: (2,11 X poct) — (2,29 X Maccy Tena) —

(5,78 X Bo3pact) + 667.

Cratuctnyeckass obpaboTKa JaHHBIX TTPOBOAMIIACH
C IOMOIIBIO TaKeTa NPUKIAZHBIX Iporpamm Statisti-
ca 10.0 (StatSoft Inc., CILIA). [laHHbIe NTpeacTaBAeHbI Kak
cpenHee 3HaueHUe (M) + cTanmapTHOe oTKIIOHeHwHe (SD)
u MmenuaHa (Me) (MHTepKBapTWIbHBIN pa3Max). Cpas-
HeHMEe (PYHKIIMOHAIbHBIX MMOKa3aTeseil y 60JbHbBIX C MTPO-
JIOJDKUTETBHOCTBIO 3a00j1eBaHms < 1 roga u > 1 roma mpo-
Boawioch ¢ momouipio U-kputepuss MaHHa—YUTHHU,
KAYEeCTBEHHBIX II€PEMEHHBIX — KPUTEPUS COLJIACHs
[Mupcona 2. KoppeIsiimoHHbIi aHaIM3 ¢ MCIIOIb30BaHMU -
€M MeTojla paHroBoil Koppessiuu CrnupMmeHa Ipo-
BOIWJICS TSI BBISIBJICHUWSI B3aMMOCBSI3U MEXKIY ITOKa-
sarenamu @BJl u paccTostHMEM, TIPOMIEHHBIM TIPU
BeinTostHeHnM 6-MILT, crerenbio ombliky. Paszmmuns
CUMTAIMCh CTATUCTUYECKU 3HAYMMBbIMU T1pH p < 0,05.

Pesynbrathl U 06CyxaeHue

C 2017 o mapt 2019 r. B HaimoHaabHOM perucTpe 3ape-
ructpupoBaHbl 6oabHbIe UJID (1 = 127: 90 (71 %) MyX-

20 - 19,3 19,3

Yucno nauneHTos, %

30-39 40-49 50-59 60-69 70-79 80-89

OXKEN, %gonx.

90-99

20 4

Yucno naumeHTos, %

<30

40-49

50-59 60-69 70-79 80-89

0PBy, %nonx(.

90-99

OpVII'VIHaJ'IbeIe nccnenoBaHua

yuH, 37 (29 %) XeHIUMH; CpedHUil Bo3pacT — 69,5 *
8,5 roga, nauTenbHOCTh 3a0oeBanusa — 3,3 + 3,1 roma),
npoxupawimue B MockBe U MOCKOBCKOII 006yacTu,
y KOTOphIX TpoBoauiioch uccienqoanue @BJI. Ha mo-
MEHT BKJIIoueHUs1 B peructp y 22 (17 %) GoJbHBIX IIPO-
JIOJDKUTEJIBHOCTh 3aboyieBaHMsl cocTaBwia < 1 rona,
y 103 (81 %) — > 1 rona; y 2 (2%) — He ykazaHa. Kpome
uccnenoanust OBJI, BHITIOIHSIIUCH CIEAYIONINE qUAT-
HocTuyeckue npoueaypsl: KTBP — 124 (97,6 %),
nynabcokcumerpus — 110 (86,6 %), 6-MIIT — 102
(80,3 %), sanexrpokapauorpadus (DKI) — 64 (50,4 %),
axokapnuorpadus (9xoKI') — 63 (49,6 %) mauueHTam;
U3MepeHre CoAepKaHUsS ra30B apTepUabHON KpPOBU
MpoBOIUIIOCh Y 57 (44,9 %) GOJIbHBIX, aHAJIU3 MapKEPOB
CHCTeMHBIX 3a00JIeBaHMII COEAMHUTEIIBHON TKAaHU —
y 51 (40,2 %), TUCTOJIOrMYECKOE HCCIEeIOBAHME MaTe-
puaja, IoJydeHHOTO B pe3yJIbTaTe XUPYPruueckoi 61uo-
IICHUH JIETKUX, — Y 8 (6,3 %).

DyHKIIMOHATBHBIE ¥ aHTPOITOMETPUUYECKUE TTOKa3a-
Ten 60bHBIX MJI® Ha MOMEHT BKITIOUEHUST B PETUCTP
MpecTaBiIeHbl B Tao. 1.
®opcupoBaHHas cnupoMeTpus. B oOliieii rpyrie BhisBIIe-
Ho cHmxenne ®XKEJI, mpum stom O®B, ocrasajncs
B Tpezeniax HOpMmbl, a cooTHomeHne OPB; / ®XKEII
MoBBICKJIOCH (cM. TabJ1. 1). I1pu aToM cHmkenue OXKEJT
oTMmeuasioch B 59 % ciaydaeB, ODPB, — B 47 % (puc. 1).
Boaunnerusmorpagmsa. B obGuieil rpymnmne ycTaHOBIEHO
caHmkeHre OEJI m JIETrOYHBIX COCTaBIISIIOIINX €€ O00be-
MoB, ocobeHHO 2KEJI (cM. Tab. 1), Ipy 3TOM CHIZKEHHE
OEJI na6monanock y 63 % GonbHbIx, a KEJI —y 59 %
(puc. 2).

IMo pesynbraTaM aHaaM3a AAaHHBIX CIIMPOMETPUU
1 0oguIuIeTU3MOTpaUM PECTPUKTUBHEIN TUIT HapyllIe-
HUIl JIETOYHON BEHTWIALUKA OTMEYEH Y 66 % OOJIBHBIX
MNJI® (y 10 gemoBeK 3aKIIOYeHWE O BO3MOXKXHOM HaJlH-
YUW PECTPUKTUBHBIX HAPYIICHUN CIEIaHO MO JaHHBIM

A

Puc. 1. PacnipeneneHue rnoka-
3aresieil y MalMeHToB ¢ UINO0-
MaTUYECKUM JIETOYHBIM huo-
po3om: A — hopcupoBaHHOI
SKU3HEHHOI eMKOCTH JIETKHUX;
B — oO6bema copcupoBaHHOTO
BbIZIOXa 32 1-10 CeKyHIy
IMpumeuanne: GKEJT — dbopcupo-
BaHHas )KU3HEHHasd €MKOCTb JIeT-
B kux; ODB, — o6beM (hopcrpoBaH-
HOTO BbIIOXa 32 1-10 CEKyHy.
Figure 1. Distribution of indices
in patients with idiopathic pul-
monary fibrosis: A, forced vital
capacity; B, forced expiratory
volume for 1 s

100-109  110-119  120-129 >130

100-109  110-119  120-129 >130
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19,7 19,7

20 4

Yueno naumeHTos, %

<30 30-39 40-49 50-59 60-69 70-79 80-89

XEN, %gonx.

90-99

Yueno naumeHTos, %

<30 30-39 40-49 50-59 60-69 70-79 80-89

OE1, %ponx.

90-99

CITMPOMETPHH, T. K. boguIieTu3Morpadust He IIPOBOIM-
J1ach), OOCTPYKTHMBHBIN TWIT HApyHIeHW YCTaHOBJICH
B 5 % cily4aeB, cMELIaHHbIA TUIL — B 5 %; y 24 % nauu-
€HTOB HapyLIEHU JIETOYHOM BEHTUJISILIMY HE BBISIBJICHO.
Juddy3nonHas cnocodHoCcTb Jerkux. CHIDKEHHUE TTOKa-
3areneit DLco BbIsiBIICHO Y 97,5 % GOJIbHBIX OOILIEH TPyTI-
el (eMm. Tabi. 1), Kco —y 72 % (puc. 3).

6-MUHYTHDBI mIaroBeiii Tect. Y OosbHbIX WMJID menu-
aHa PACCTOSTHUSI, TIPOMIEHHOrO 3a 6 MUHYT, COCTaBMIIA

25 1 225

n
(=3
L

o
L

Yucno naumeHTos, %

o
L

<20 20-29 30-39 40-99 50-59 60-69

DLco, %nonx.

20 - 17,6

o

o

Yieno naumeHTos, %

<20 20-29

30-39 40-99 50-59 60-69

Kco, %nonx.

70-79

70-79

Puc. 2. PacnipeneneHue noka-
3aTesieil eMKOCTH JIETKUX

y MalMeHTOB C UaruoIaTuye-
CKHM JIETOUHBIM (h1OPO30M:
A — XM3HEHHOI, B — o011eit
IMpumeuanue: XKEJI — XusHeHHas
emkocTb Jerkux; OEJI — obmias
€MKOCTb JIETKUX.

Figure 2. Distribution of lung
capacity in patients with idio-
pathic pulmonary fibrosis: vital
(A); general (B)

100-109  110-119  120-129 >130

100-109  110-119  120-129 >130

318 M, TIp1 3TOM OTMeuaioch cHIxXeHue SpO, (MeanaHa
majgeHust Sp coctaBuio 8 %) W yBeJIMUYCHUE OIBIIIKU
(MeamaHa pocTa ONBIIIKHK Mo InKane bopra — 3 Gaia)
(cm. Ta6a. 1). Aucranuuio < 300 M ripoiwiu 43,2 % 60J1b-
HbIX (puc. 4). Hecatypauus (magenue Sp < 88 % [12])
nipu BeinoTHeHUU 6-M LT BoIsiBIcHa Y 62,4 % GONBHBIX.
Koppensuuonnsie cBsi3u MexXKAy MOKasaTesssMu (pyHKumMu
BHEIIHET0 IbIXaHUS M OJbIIIKOIi, TOJEPAHTHOCTBIO K (hH3H-
YecKoil Harpy3ke. BbISIBJICHBI CTATUCTUYECKU 3HAYMMBbIC

A

Puc. 3. Pacnipenenenue nud-
(by3MOHHOI CITOCOOHOCTH
JIETKHX 110 MOHOOKCULY YIJjIe-
pona (A) U COOTHOLIEHUE
nokazareneii andby3noHHOI
CIMOCOOHOCTH JIETKUX 1O
MOHOOKCH/IY yIJIEpoia U ajlb-
BEOJISIPHOTO 00beMa Y Malu-
€HTOB C MIMONATUYECKUM
JIerouHbIM (hudposom (B)
IMpumeuanue: DLco — nuddy-
B 3MOHHAsI CIIOCOOHOCTB JIETKUX IO
MOHOOKCHUIY yriaepoa; Vi — alib-
18,6 BeoJIsIpHbIit 06beM; Ko — coot-
HoueHue DLco / Va.
Figure 3. Distribution of lung
diffusion capacity by carbon
monoxide (A); ratio between
lung diffusion capacity by car-
bon monoxide and alveolar
volume in patients with idio-
pathic pulmonary fibrosis (B)

80-89 90-99

80-89 90-99 100-109
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KOPPEJSAIIMOHHBIE CBSI3W MexXmy mokasareiassmu DB/
n oxpiikoit, TOH (tad:. 2).

CpaBHeHMe 0OJIbHBIX HAMONATHYECKUM JIETOYHbIM hudpo-
30M C JJMTEIbHOCTHIO 3a00eBanns < 1 roma u > 1 roga.
IIpu cpaBHeHnu GombHBIX MJID, pacnpeneleHHBIX Ha
2 TpyIImbl B 3aBUCUMOCTHU OT JJIMTEIBHOCTH 3a00JieBa-
HUSI, BBISIBJIEHBI CTATUCTUYECKN 3HAYMMBbIE Pa3IuIusI 110
DLco: ipu mmtenbHOCTH 3a0osieBanus < | roma moka-
3atemb DLco cocTaBimsr mocToBepHO 0osiee BBICOKHE
3HAYEHUSI TI0 CPaBHEHUIO C TAKOBBIM MPU JUIUTEIbHOCTH
3aboseBanms > 1 roma (cm. Tabir. 1), gymcio 6ombHbIX MJTD
B otux rpymnmnax ¢ DLco < 40 % 0nx. OBIJIO COMOCTABUMO
(28,6 u 42,3 % cootBeTcTBeHHO; X = 1,35; p = 0,245).
Taxoke BBISIBACHBI CTATUCTUYECKU 3HAYMMBbIC Pa3IMUMS
nokaszateneit Sp mociae 6-MIIT mexay rpynmnamw,
TOT/Ia KaK paccTOsiHUE, TPOIEHHOE TIPU BBHITTOJTHEHUN
6-MIIT, 6buto comoctaBUMbIM (cM. Taba. 1). [eca-
Typalusl Ipu IJIUTEIbHOCTH 3abosieBaHMs < 1 roma oT-
Mevanach B 38,9 % ciyuyaeB, Torga Kak Ipy JJIATEIbHO-
ctu 3a00s1eBanHus > 1 roga — B 67,1 % ciyuaes ()2 = 4,98;
p=0,0206).

Mopdosornuecke M3MEHEHUs] B JIETKUX, TIPUCY-
mue MJI®, mpuBomdT K TMaTodU3MOJOTUISCKUM Ha-
PYIICHUSIM, TIPOMCXOOSIINM B WHTEPCTUIUATLHOMN
JICTOYHOIT TKaHU, B T. 4. B JHIOOTCIUU KaIlWLISIPOB
n ajbBeossipHoM anurteaun. [Ipu MJID ormevaercs re-
TEPOTreHHOCTH IMaTOJIOTMYECKUX M3MEHEHUIM KaruuIsip-
HOTO pyCJia M JIETOYHOI TKaHU, a UMEHHO — 4epeaoBa-
HHEe 30H (pubdpo3a ¢ HOPMAJIBHOM JIETOYHOM TKAHBIO.
Mopdosornyeckue M3MeHEHUsT HaXOOST CBOE OTpaxKe-
HUE B M3MEHEHMM (DYHKIIMOHAJIBHBIX ITApaMETPOB JIeT-
KNX, 3 AIMCHHO — B PECTPUKTUBHBIX BEHTUJISIIMOHHBIX
HapyIICHUSIX M M3MCHEHUM Ta30TPaHCIOPTHOI (hyHK-
uuu nerkux [13—18]. B HacTosmem ucciaegoBaHUU
PECTPUKTUBHBIC HApYIICHUS JIETOYHON BEHTUJISIINT
BBISIBJICHBI Y 66 % GoibHbIXx UJID, cpeaHee 3HaYeHUE
OEJI cocraBuino 77 %om., PKEI — 78 %uonx., ODPB; /
D®XKEJI — 83 %. Iloxoxue pe3yabTaThl IOJIYYEHBI
MpU aHajM3e perucTpoB 00IbHBIX MJID B npyrux crpa-
Hax, TpaBaa, B OOJILIIMHCTBE CTPaH aHAIM3UPOBAINCH
IaHHBIE TOJBKO crmmpoMmeTpuu (cM. Tabdn. 3) [19—24].
JlanHbple OomurieTU3Morpaduu MpeAcTaBlIeHbl B He-
MEIIKOM U IIBeICKOM peructpax [25, 26]; OEJI 6wuia

allbHbleé UCcneaoBaHuA
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Puc. 4. PacnipeneneHue mokasaTesieil TUCTAaHIIUU, MMPOWICHHON TTPU
BBIMOJIHEHUM 6-MHHYTHOTO LIArOBOTO TeCTa MalMeHTaMU C UAMOMa-
TUYECKUM JIETOUYHBIM (hrOpPO30M

IMpumeuanue: 6-MIIT — 6-MUHYTHBII LIATOBbIT TECT.

Figure 4. Distribution of the distance covered by the 6-minute walking
test in patients with idiopathic pulmonary fibrosis

CHIXCHA, €€ cpemHee 3HadeHUe cocTaBisio 70,2—
70,6 % n0nx. [25—26], ®2KEJ — 65,1—81,0 % nonx. [19—26],
ODB, / ®XKEJI — 81,5-90,0 % [23, 25, 26].

W3 ta6m. 3 BugHo, uro ®XKEJI n OEJI, xax mmpaBuiio,
OBUTY CHIDKEHBI B guara3oHe 65—81 11 66—78 % ,onx. COOT-
BETCTBEeHHO. B HacrosiieM ucciaenoBanuu y 5 % 60Jib-
HBIX MJID BBISIBICHBI OOCTPYKTUBHBIC HApYIICHUS, TaK
Xe y 5 % — cMmelllaHHbIe HapyIIEHMsI JIETOYHOW BEH-
twgunn. [lpn ananmse ganaeix KTBP y 70 % stux
6osibHBIX BbIgBIeHBI KT-mpusnaku couetanuss UJID
u sMbu3eMsl (puc. 5) — 3a0oyieBaHUI, KOTOPbIE Tpaau-
IIMOHHO CYMTAIOTCS OTHECIBHBIMUA HO30JIOTUYECKUMU
dopmMaMm U TIPUBOISIT K pa3HOHAIIPABICHHBIM M3MCEHE-
HUsM o0beMa j1erkux — ymenbiieHuio OEJI nmpu UJID
u yBenuueHuto OEJI npu amduzeme. OnHaKO MOCKOIb-
Ky 00a 3T 3a00JieBaHUSI UMEIOT 001I1ii (pakTOp pUcKa —
KypeHHe, MHOTAA BCTPEYaeTCsS MX COYeTaHME, OIMCaH-
HO€ KaK CHHIPOM COYeTaHMS SM(PU3EMbl U JIETOUHOTO
¢uobpo3za [1, 2, 27]. B 3aBUCUMOCTH OT BBIPAXKEHHOCTU
OOCTPYKTUBHBIX HapYIICHWI, KOTOPHIE «MACKUPYIOT»
pectpukTuBHbIe HapymeHus:, OEJI mmurenbHOe BpeMst
MOXeT ocTaBaThcs coxpaHHoii. [To ganusiM KTBP mpo-
JIEMOHCTPUPOBAHO, YTO cOYeTaHue SMGbU3EMaTO3HBIX

Tabauua 2

Kosghdpuuuenm paneoesoii koppeasuyuu Cnupmena mexcoy noxazameasamu (YHKUUU 6HelwHe20 0bIXAHUA U 00bLUKOIL,
MoAepaHmMHOCmbIO K (usu1eckoil Hazpyske y nauuenmos ¢ UOUONamu1ecKum 1e204Hbvlm puopo3om

Table 2

Spearman correlation analysis between respiratory function and shortness of breath, exercise tolerance

Mokasatenb, %, | OAblwka no mMRC ‘ Sp0;, %
OXEN -0,395** 0,173
0B -0,440*+ 0,174
OEN -0,244* 0,103
XEN -0,394*+* 0,192*
DLco -0,183* 0,435**
Keo -0,230* 0,383*+*

DOucrtanuums 6-MLUT, m ‘ IuctaHuus 6-MLUT, %ozom.

in patients with idiopathic pulmonary fibrosis

SpO; nocne 6-MLUT, %

0,313* 0,361*** 0,259*
0,267 0,342 0,261*
0,249¢ 0,264* 0,168

0,317* 0,371** 0,305*
0,234* 0,288* 0,299*
0,238* 0,313* 0,298

Mpumeyatne: mMRC (Modified Medical Research Council) - MoguduLmpoBaHHas Lkana BbipaxeHHOCTI ofbiluki; 6-MLUT - 6-muHyTHbIR Wwarosblit TecT; SpO, — nepudepuyeckas K1UcnopoaHas
carypaums; ®XXEN - hopcuposarHast xv3HeHHas emkocTb nerkux; OOB; — 06bem dopcupoaHHoro Bblgoxa 3a 1-io cexyHay; OEN - obwas emkocTb nerkux; XEJT - xu3HeHHast eMKOCTb Nerkvx;
DLco - AvchdbyauoHHas cnocoBHOCTb Nerkvx no MoHooKeuay yrnepona; Keo — oTHoweHue nokasarteneit DLco v anbBeonsipHoro obbema; SpOy; * - p < 0,05; ** - p < 0,005; *** - p < 0,001.

Note: *, p < 0.05; **, p < 0.005; ***, p < 0.001.
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Tabauua 3

Ocnoenvle nokazamenu nauueHmMos ¢ UOUONAMUUECKUM Ae204HbIM Puopo3om, npoxcusarousux 6 Mockee u Mockoeckoi
obaacmu, u cpasHenue ux ¢ OaHHLIMU HAUUOHAALHBIX PEUCHIPOG U KAUHUHECKUX UCCACO06AHUL

Table 3

Main values of patients with idiopathic pulmonary fibrosis living in Moscow and Moscow region and their comparison

with data from national registers and clinical trials

Ccbinka ‘ Maumentbl, n | Myxckoi non, % | Bo3pacr, rogbl ‘ Hekypsiwme, % OXKEN, %gon. OEN, %gonx. DLco, %omom.

[13] 131 72 59,4 30 72,5 73,0 60,6
[14] 80 50 62* 35 67* 72 50*
[15] 81 63 61,5 37 67,2 71,6 52,4
[16] 63 52 65 46 79 68 48
[17 15 80 56 20 73,9 65,6 438
[18] 61 85 55,4 21 72,0 - 46,6
Mocksa u MockoBckas 06n. 127 14| 69,5 35 77,8 76,7 473
[lanus [19] 121 77 67,4 19 72,0 - 42,3
®uHnsanaus [20] 1M1 60 73,5 44 80,4 - 57,3
Yexus [21] 514 70 67* 47 80,0 - 45,6
Benbrus n lliokcembypr [22] 217 7 69,6 27 80,6 - 46,9
LliBeiiuapus [23] 40 98 70* 20 65,1 - 433
ABctpanus [24] 647 68 70,9 28 81,0 - 484
lepmanus [25] 502 78 68,7 39 72,2 70,2 35,5
LliBeuus [26] Il 70 70* 28 72,3 70,6 52,1

Mpumevatue: GXEN - hopcupoBaHHas ku3HeHHast emkocTb nerkix; OEN - obiiast emkocTb nerkwx; DLoo — AnddyanorHast cnocobHOCTb Nerkux No MOHOOKCHAY Yrnepoaa; * — AaHHbIe Nped-

CTaBMeHbI B NPOLIEHTAX UMW B BUZE CPEMHETO 3HAYEHIS | MeayaHsl.
Note: *, data are presented as a percentage or as a mean value/median value.

U3MEHEHUI U JeroyHoro ¢pubdpo3a oTMedaeTcs y ornpe-
neJleHHOTO 4wncia 6oiabHbIX MJI®D. Tak, 1Mo JaHHBIM
peructpa bensrun u Jliokcemoypra PROOF, couera-
nue NJID u smpuzemsr Hadmoganocs y 11 (4,0 %) 60i1b-
HbIX [22], B HeMelkoM peructpe INSIGHTS takoe cove-
TaHue BcTpevyasoch vamie — y 51 (10,2 %) nanuenTa [25],
Torga kak B peructpe Apcrpaiuu AIPFR coyeranue
NJI® u xpoHnYecKoil 0OCTPYKTUBHOM OOJIE3HM JIETKUX
BbIsIBIIEHO B 197 (36 %) ciydasx [24].

M3 Tabn. 3 BUOHO, YTO HapylIeHUE MNapaMeTpPOB
Jerou”oro razooomeHa (DLco, Kco) 0110 Oostee BoIpa-
JKeHHBIM 110 CPAaBHEHUIO C TTapaMeTpaMu JIETOYHOI BeH-
Ty, nokasateab DLco coctaBisn 36—61 %,onx.
Camxenne DLco ormeuanocs B 97,5 % ciyuaes. I[pu
IUATHOCTHKE (DYHKIIMOHAIBHBIX HAPYIICHUH y OOTbHBIX
MNJI® nokaszatens DLco sBasieTrcss Hambosiee 4yBCTBU-

e

TEeBHBIM cpean Beex mokasateneit MBJI. Cratucru-
YeCKM 3HAUMMEBIC KOPPEISTIIMOHHEIE ¢BSI3U Mexkny DLco
U cTeneHblo 3abojieBaHMsI, BhIssBIIeHHOro rnpu KTBP,
SIBJISTIOTCSI Hau0oJiee CUJIbHBIMM 110 CPABHEHUIO C TTOKa-
3aTeIIMU KaK CIIUPOMETPUM U OOIMILIeTU3MOrpaduu
[28, 29], Tak ¥ ¢ KTUHUYECKUMU CUMIITOMaMHU (CTETIEHb
TSDKECTH ONBIIIKM W Kallllsd, AecaTypalldsl U IpOMmeH-
Hoe paccTostHue npu BeimoaHeHun 6-MIT [30]).
WUsmepenne aubGy3MOHHONM CMOCOOHOCTU JIETKUX
BaXXHO TaK:Ke IUIS OILIEHKM TIPOTHO3a. B mcciaemoBaHnm
H.R.Collard et al. [15] mokazano, 4to DLco < 40 %0mx-
SIBJIIETCSI JOCTOBEPHBIM (haKTOPOM pHUCKa CMEPTU 00JIb-
Horo MJI®. B mpencraBieHHOM MaTtepuajie CHUKCHUE
DLco < 40 %05 BoIsiBIIEHO B 41 % ciydaeB, U3BMEHEHUE
Kco — B 71,5%. MoOKXHO IIpeaIonoXuTh, YTO HOpMasib-
Hoe 3HaueHMe nokasatenst Kco nmpu cHumkeHun DLco

Puc. 5. KommbiotepHast ToMorpaMma NaieHTa ¢ MIMOMaTHIeCKUM JIETOUHBIM (hUOPO30M: A — aKCHUAIbHBIN Cpe3 Ha yPOBHE BEPXYILEK JIETKOTO;
B — pedopmanus B carutranbHoi miiockoct; C — akCHallbHBI cpe3 Ha ypoBHE 0a3ajibHbIX CETMEHTOB. B BepXHUX HOJSIX JTeTKUX — MHOTOYHUC-
JIEHHBIE BO3IYLTHBIE MTOJIOCTU MapaceNTaIbHOI dMbU3eMbl 1 OyJUTbL. YIUIONIeHWe Kyroia nuadparMbl. B 6a3albHBIX CETMEHTAaX — PETUKYIISIP-
HbIe U3MEHEHUSI, «COTOBOE JIETKOe» U TPAKLIMOHHbIE OPOHX0KTa3bl, O0JIbLIE BHIPAXKEHHbIE B IPABOM JIETKOM

Figure 5. Computer tomography of a patient with idiopathic pulmonary fibrosis: A, axial slice at the level of the lung top; B, reformation in the sagit-
tal plane; C, axial slice at the level of basal segments, there are numerous air cavities of paraseptal emphysema and bulla in the upper lobes of the
lungs Diaphragmatic cupula flattening In basal segments, reticular changes, "honeycomb lung" and traction bronchoectases, more expression in the
right lung.
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CBHUIIETEIBCTBYET O HAaYaJIbHBIX 3Tarax (GopMUpPOBAHUSI
MaTOJOTUYECKOro Tpoliecca, T. €. COXpaHEHMHU O0CTa-
TOYHOTO 00BEMa HEU3MEHEHHOI JIETOYHOU TKaHU C HOP-
MaJIbHBIM Ta3000MEHOM.

K coxanenuro, meton namepeHust DLco HemoctaTou-
HO AOCTYIIeH B Hallleii CTpaHe, OJHAKO MO CBOEU auar-
HOCTUYECKON M TPOTHOCTUYECKONH 3HAYMMOCTH STOT
ITOKAa3aTe)Ib HE MOXET OBITh 3aMEHEH IPYIUMH, Oojee
nmoctyrmHbMA. B To ke Bpemst 6-MILT — meron, nocTyr-
HBIIl TIOBCEMECTHO M He TpeOYyIoIIMii CreluaJbHOro
JIOPOTOCTOSIIIIETO O0OPYIOBaHNUS, TaKXkKe UCMOJb3YETCs
POCCHUICKMMU BpayaMU HE B TIOJIHOW Mepe, XOTS MO3BO-
JISIET CYIIECTBEHHO JOTOJHUTH MH(MOPMAIINIO O KINHU-
yeckoM TedyeHun HMJID y KOHKpeTHOTO OOJBHOTO,
BBISIBUTh apTepUATbHYIO TMITIOKCEMUIO TPY MOBCEIHEB-
Holi (pusnueckoit Harpyske (PH), KoTopass He nuarHo-
CTUPYETCS MPU UCTIOJIB30BAHUU NPYTUX METOOB UCCIE-
JIOBaHUSI, IPOBOAMMBIX B COCTOSIHUM TTOKOS MallleHTA.
I[To MHEeHHIO MHOIMX HcclenoBaTeseil, necaTypalus
npu ®H, ocobeHHO cHMkeHUe Sp K KoHIy 6-MIIT
<88 %, y 6onbHbix WJID cBs3aHa C IOBBIILIEHUEM
pMcka JetajabHoro ucxoaa [2, 11].

NJI® xapakTepusyercst TpOrpecCUpyoIINM TeUeHM -
eM. B mmpencraBiieHHOM MCCIIeAOBAHNHT TAKKE BEISIBIICHO
IIporpeccupylolee yxyaieHne GyHKIIMOHAIbHBIX ITapa-
METpOB Jierkux. Tak, Mpu IIUTEIbHOCTH 3a00JeBaHUs
> 1 roma cTaTMCTUYECKM 3HAYMMO YXYAlllajJach ra3o-
TpaHCTIOPTHAsA (DYHKIMS JIETKUX TI0 CPAaBHCHUIO C Ta-
KOBOIf TIpM MEHBIIEH IIUTCILHOCTH 3a00JIeBaHUS.
BeposiTHO, 3TO 00yclOBIeHO OONbIICH YYyBCTBUTEb-
HOCTBbIO NTUMOY3MOHHOTO TecTa K MaroMopdosornye-
CKMM WM3MEHEHUSIM B WHTEPCTUIMAIBLHON JIETOYHOI
TKaHU.

Kpome Toro, mpu IIUTEIbHOM TEYEHUM 3a0ojieBa-
HUS necaTyparust py BeimosHeHuu 6- M T BhIsiBeHa
y 67 % MallMeHTOB, TOTIA KaK B TPYIIe GOJTbHBIX CO CTa-
keM 3aboneBaHus < 1 roga — Toinbko B 39 % ciydaes.
[TomoGHBIE pe3yabTaThl MOJYyYEHBI TIPY aHAIM3e HeMell-
koro peructpa INSIGHTS, B xoTopoM mpoBoauoCh
CpaBHEHUE OOJBHBIX C UIMTEIBHOCTBIO 3a00J€BaHUS
> 6 mec. [25]. CraTtucThyecKM 3HA4YMMbIe pa3Iddust
BoIsIBIeHBI 10 DLco — raszooOMmeHHast (yHKIUSI Obl-
Jia BbIllIE B Ipymrie OOMbHBIX CO CTaXXeM 3a00JieBaHUS
< 6 Mec., Torma Kak I0Kas3aTelMd JIETOYHOM BEHTUIISI-
MM W PACCTOSIHMS, TPOMIEHHOTO IPU BBIITOJHEHUM
6-MILT, Mexxmy rpyrninamMy CTaTUCTUYECKU HE pa3inya-
quck. [lomydeHHbIe pe3yabTaThl MOTYT CBUIIETEIbCTBO-
BaTh 00 YJIYYIICHWM B ITOCJICIHUE TOIBI TUAaTHOCTUKU
NJII® B Poccuiickoit Denepannm, a TakKe CIYXUTh
TOTIOJTHUTEJIbHBIM CTUMYJIOM IJISI paHHETo Havyaja aHTHU-
ubpoTnueckoii Teparmu NJI1D.

3aknroyeHue

V 66 % 60nbHbIX NJI®D, BInToueHHBIX B HanmoHaibHbIiH
perucTp, mpeobiamaloT PECTPUKTUBHBIC HaPYIICHUS
JIETOYHO} BEHTUJISILIMK, OIHAKO IPU HAJTMYUKA OOCTPYK-
TUBHBIX M3MeHeHuil muarHo3 WJID He uckiovaercs,
ITOCKOJIBKY MOXKET OTpakaTh CUHIpOM coueTtanuss MJID
¢ ambusemoii. B 97,5 % ciaydaes 1o Mepe Mporpeccupo-
BaHUA 3a00J1€BaHNS OTMEYEHO CHDKEHNE U YXYIIIEHUE

allbHbleé UCcneaoBaHuA

DLco. IMokazatenu MBJI 1ocToOBEpHO KOppeIrpoBaaIn
co crerneHbo oablku 1 TOH. Y nmauueHToB ¢ 1InuTeb-
HOCTBIO 3a00seBaHus < | roga oTMeJaeTcsT COXpaHHas
JlerouHast (byHKIIHSI ¢ MeHee BBIPAaXKCHHBIMU PECTPUK-
TUBHBIMU HapYyIICHUSIMM, HApyIICHUSIMH Ta3000MEH-
HOI (DYHKIIUM JIETKUX M apTepUaTbHON TUITOKCEMUEN
npu ®H.

OrpanuyeHus CClIeI0BAHUS

B 1aHHOM HMCCIIEIOBaHUN MPOAHAIM3MPOBAHBI ITOKA3aTeIN MCCIIEN0-
BaHUSl (PYHKLUMM BHEIIHETO [bIXaHWsI HAa MOMEHT BKJIIOUEHUS B
HanmoHasbHBII PErUCTP TOJIBKO Y TeX MAIMEHTOB C MIUOATHIECKUM
JIETOYHBIM (prOPO30M, KOTOPBIE CMOTJIN BBITOJHUTh TEXHUYECKHU YIOB-
JIETBOPUTEIIbHBIE JIbIXaTeJIbHbIE MaHEeBPBI. TsKesbie G0JIbHBIE, Y KOTO-
pBIX HEe OTMe4YeHO (YHKIIMOHATBHBIX JAHHBIX, W3 aHaIW3a ObUIN
ucKIouYeHBI. [10CKOMBbKY B 3TOM MCCIIENOBaHUY MPOAHATU3MPOBAHbBI
TOJIKO MCXOITHBIC TOKA3aTeNd JIETOYHOM BEHTWISILIUUA U JIETOYHOTO
ra3000MeHa, TO BBISIBUTH (haKTOPBI, BIUSIIOIINE HA IPOTHO3 U TEYCHUE
3a00JIeBaHMsI, OKa3aJoCh HEBO3MOXHO. K orpaHWYeHUsIM JaHHOTO
UCCIIEIOBAHUS MOXHO OTHECTH MAJIYI0 BBIOOPKY MAIIMEHTOB C WIHO-
MaTUYECKUM JIETOYHBIM (UOPO30M, MPONOIKUTEIBHOCTh 3ab0JIeBa-
HUST Y KOTOPBIX COCTAaBWJIAa MeHee | roma My KOTOPBIX BBITOIHSINCH
crnupomeTpust, donurieTuaMmorpabust U Iudby3MOHHBI TECT.

Study limitation

This study analyzes the study of respiratory function at the time of inclu-
sion in the National Registry only in those patients with idiopathic pul-
monary fibrosis who were able to perform technically satisfactory respi-
ratory maneuvers. Severe patients with no functional data were excluded
from the analysis. Since this study only analyzes baseline values for pul-
monary ventilation and pulmonary gas exchange, it is impossible to
identify the factors affecting the prognosis and course of the disease. The
limitations of this study include a small sample of patients with idio-
pathic pulmonary fibrosis with a duration of less than 1 year who had
spirometry, Body plethysmography and diffusion tests.
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