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KoppensunoHHble CBA3U

MeXAY CTPYKTYPHbIMU U PYHKLMOHANbHbIMU
N3MEHEeHUaIMM AbiXaTeJIbHOW CUCTEeMbl

y 00J1bHbIX C NMM$aHrMosIEMoOMMOMaTO30M

A.B. YepHsk'2, M.X. Myctagpuna®', M.A. MakapoBa*'-2, I1.B. Maxomos®, E.C. Mepunna®, C.[]. lop6yHKOB',
@.10. Konbinos?®

'PrbY «Hay4Ho-uccnenoBaresibCKuii MHCTUTYT rysibMoHos10run» @MBA Poccum, Poceusi, 115682, Mockaa,
OpexoBbii 6ynibBap, 28, cTp. 10

°reY3 «lopoackas knvHnyeckas 6osbHuLa umenu C. C. i0avHa» [JenapTameHTa 34paBooxpaHeHus ropoaa Mocksebl,
Poccus, 115487, r. MockBa, yn. Akaaemuka MunnnoHLwmkosa, 4. 1

SUHCTUTYT KITMHNYECKOV MeaunLmHbl umeHn H.B. Ckangocosckoro, @IAQY BO lNepsbiii MockoBckuii
rocyAapCTBEHHbIN MeANUNHCKNE yHuBepcutet umeHn Y. M. CeyeHoBa MuH3apasa Poccum

(CeyveHoBckuii YHuBepcuteTt), Poccusi, 119991, r. Mocksa, yn. Tpybeukas, 4. 8, c1p. 2

4®OrAOY BO «Poccuiickuii HaumoHa lbHbI UCC1eA0BaTe IbCKui MeaNLMHCKNEI YHUBEPCUTET

umenn H.U. Nuporosa» MuH3apasa Poccuun, Poccus, 117513, r. Mocksa, yn. OctpoButsiHoBa, A0M 1, cTpoeHue 6
SOIrbY «HaumoHabHbIi MeaNLIMHCKNK UCCIeA0BaTeIbCKU LIEHTP OTOPUHOAapuHroaorun» ®@MBEA Poccun,
Poccus, 123182, r. Mocksa, Bonokonamckoe L., 30, k. 2

SI'BY3 «[opoackasi knuHu4deckasi 6osbHuLa Ne 1 umenn H.U. Muporosa» [enaptameHTa 34paBo0XpaHeHNs
ropoaa Mocksbl, Poccusi, 119049, Mocksa, JleHnHckwii np-T, 8

Pecbepat. BBegeHue. JiumdaHrmonenommomaros — pegkoe nporpeccupytoliee cucteMHoe 3abonesaHue, KOTopoe
06bIYHO NPUBOAMUT K KUCTO3HOMY MOPaXKeHUIo nerkmx. MNpu npoBeaeHnn KOMMbIOTEPHON TOMOrpadun BbICOKOro pa3pe-
LLEHMS OpraHoB rpyAHON KNeTKu y noaaBnstoLero 60nbLLNMHCTBA XEHLMH C TMMGaHrmoneoMmoMaTo3om BbISIBASIOT
YETKO OYEPYEHHbIE OKPYIIble TOHKOCTEHHbIE KUCTbI, PACMONOXEHHbIE CUMMETPUYHO U PABHOMEPHO B 0O60OMX NETKUX.
CTpYKTYpHbIE M3MEHEHUSI NErknx NPUBOOSAT K CHUXEHUIO pyHKUMM cucTeMbl AbixaHus. Llenbro gaHHoro mccnepo-
BaHWSA SBNSMUCH OLEHKA KIMUHUKO-CPYHKLMOHAMBHbBIX U CTPYKTYPHBLIX U3MEHEHWUIA NETKMX U OnpederneHne Hanuuus
KOPPENSLMOHHBIX CBA3EN MeXAy HUMWU Y BomnbHbIX C NuMdaHrronenommomato3oM. Matepuansi u metoabl. bbino
npoBefeHo nornepeyHoe obcepBaLMoOHHOE UccrefoBaHne 36 XeHWWH ¢ NMMQaHrMonenomMmomaTo3om B Bo3pacTe
oT 28 po 68 neT, Habntogawmxcs B HaunoHansHoMm pernctpe Poccuiickoro pecnupaTtopHoro obuiectsa 60nbHbIX C
nMMdaHrMoneroMmMoMaTo3om. Y BCex nauueHToK Obifio MpoBeAeHO aHKeTMPOBaHUE, OLEHKa OAbILLIKW, aHanu3 aaH-
HbIX KOMMbIOTEPHOW ToMorpadun ¢ onpegeneHmem obbema KMCTO3HOM TpaHcdhopmaumn nerknx (%) n pesynsratoB
KOMMMEKCHOro nccrnenoBaHus yHKUMK AbixaHus. CTaTUCTUYECKUIA aHanua NpOoBOAMIM C MOMOLLBIO MPUKNagaHOro
naketa nporpamm STATISTICA 10.0 (StatSoft Inc., CLUA). [ins oueHkn xapakTepa pacnpegeneHunst KonmyecTBeHHbIX
nepemeHHbIX ucnonb3oBanu kputepuin W-tect LLanupo-Yunka. [Ans nepemeHHbIX C HOpMarbHbIM pacnpeaeneHnem
AaHHble NpeAcTaBneHbl Kak cpegHee + ctaHgapTHoe oTknoHeHue (SD), ana octanbHbIX — kak MeguaHa (Me) (HKHUI
KBapTWUMb; BEPXHWI KBapTWnb). [ANs KateropuanbHbIX NepeMeHHbIX Onpeaensinu Jono 1 abCconoTHoe KOnM4ecTBO
3Ha4yeHu. KoppensiumoHHbIN aHann3 NpoBOAUNN C UCMONb30BaHMEM paHroBoW koppensauun CnupmeHa. YpoBeHb
3HauMMocTu B uccnegosaHuy coctasun 0,05. Pesynksratkl U ux obeyxaeHue. O6bem kuct coctaBun 22 (7;34) %.
CHuxKeHne nokasarens Andpdy3MoHHON cnocobHOCTU Nnerkmx BbisiBNeHo y 25 (69%) venosek. Y 19 (53%) yenosek
AVarHoCTMPOBanu OBCTPYKTUBHbIN TUM BEHTUNSILMOHHBIX HAPYLLEHWIA. PECTPUKTUBHBIE HAPYLLIEHNS!, CMELLAHHbINA TUM U
Hecneunduyecknin naTTepH HapyLLEHNS BEHTUNSLMW AnarHocTmpoBanu no 1 cnyyato. 3HaveHne nHaekca HepaBHoOMep-
HOCTM pacnpegeneHus BeHTunsAuum coctasuno 18% (12;26), atot nokasatenb 6bin yBenuyeH y 21 (58%) naumeHTku.
BbisiBNeHbl CTAaTUCTUYECKN 3HAYNMbIE KOPPEMSILIMOHHbBIE CBA3M MEXAY KIMHUKO-(YHKUMOHANBHBIMU U CTPYKTYPHbLIMU
nokasatensMu. Havbonee cunbHble CBA3M BbISIBNIEHbI MEXAYy 06BbEMOM KUCT B MPOLEHTHOM OTHOLLEHUK OT obLuero
obbema nerkux u nokasarenem anddysmoHHon cnocobHoctu nerkux (R=-0,622, p<0,005), nHoekcom HepaBHOMEp-
HocTu pacnpeaenenus BeHTunAuum (R=0,561, p<0,005). BeiBoabl. Anddy3noHHas cnocobHOCTb NErknx CHKeHa y
BOMbLUMHCTBA XKEHLLUMH C nuMdaHrnoneriommomarosom. [ins 60nbHbIX ¢ 3TM opdaHHbIM 3aboneBaHneM xapakTepHbl
TaKne HapyLIEHNS MeXaHUKM OblXaHusl, Kak 06CTPYKTUBHbBIVA TUM BEHTUNSILMOHHBIX HAPYLLEHWIA, HEPABHOMEPHOCTb pac-
npeaeneHns BEHTUNALMMN 1 Hannyme BO3AYLUHOWN NOBYLLUKMN nerkux. KnmHMKo-yHKUMOHaNbHbIE NokasaTenu Koppenvpyot
€ 06bEMOM KMCTO3HOW TpaHcopmaummn nerkvx y 6onbHbIX ¢ MMMEaHrMonenoMmomaTo3om.

KnioueBble cnoBa: NMdaHrMonenoMmomaTos, KUCTbl B NErkunx, yHKUMUS CMCTeMbI AblXaHusl, cCnMpomeTpus, anddy-
31OHHas cnoCcoBHOCTb NErkunx, KOMMbIOTEPHAast TOMOrpadus BbICOKOrO paspeLLeHust.

Ana uutnpoBaHua: YepHsik A.B., MyctacdmHa M.X., Makaposa M.A., [1 ap.]. KoppensiunmoHHble CBA3W MeXAy CTPYKTYp-
HbIMY 1 OYHKLIMOHANBHBIMU M3MEHEHUSIMU [bIXaTENbHOM CUCTEMBI Y BOIbHBIX C NMMdaHrMonenoMmomMaTo3om // BecTHuk
COBPEMEHHOW KNnHu4eckon meguumHbl. — 2025, — T. 18, Bein. 3. — C. 87-97. DOI: 10.20969/VSKM.2025.18(3).87-97.
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and functional changes in the respiratory system
of patients with lymphangioleiomyomatosis
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Abstract. Background. Lymphangioleiomyomatosis is a rare progressive systemic disease that usually leads to
cystic lung lesions. High-resolution computed tomography of the lungs reveals well-defined rounded thin-walled cysts
located symmetrically and evenly in both lungs in the majority of women with lymphangioleiomyomatosis. Structural
changes in the lungs lead to a reduced lung function. Aim. The aim of this study was to evaluate clinical, functional,
and structural changes in the lungs and determine whether there are any correlations between them in patients with
lymphangioleiomyomatosis. Materials and Methods. A cross-sectional observational study was conducted in 36 women
with lymphangioleiomyomatosis, aged 28 to 68 years, observed in the National Registry of the Russian Respiratory
Society of Lymphangioleiomyomatosis Patients. All patients underwent questionnaires, dyspnea assessment, and
computed tomography data analysis with determination of the volume of lung cystic transformation (%) and pulmonary
function results. Statistical analysis was performed using the STATISTICA 10.0 applied software package (StatSoft
Inc., USA). To assess the distribution characteristics of quantitative variables, the Shapiro-Wilk W-test was used. For
variables with a normal distribution, data are presented as mean * standard deviation (SD), while for the others they
were presented as median (Me) (lower quartile; upper quartile). For categorical variables, the proportion and absolute
number of values were determined. Correlation analysis was conducted using Spearman’s rank correlation. The
significance level was set at 0.05 in the study. Results and Discussion. The volume of cysts was 22 (7;34) %. In 25
(69%) patients, a decrease was detected in the diffusion capacity index. Obstructive impairments were diagnosed in 19
(53%) patients. Restrictive impairments, mixed disorder, and non-specific ventilatory impairment patterns were diagnosed
in 1 case each. The value of the “poorly communicating fraction” was 18 (12; 26) %, this index was increased in 21
(58%) patients. Statistically significant correlations were found between clinical, functional, and structural indicators.
The strongest correlations were found between the volume of lung cysts in %, the diffusion capacity index (R=-0.622,
p<0.005), and “poorly communicating fraction” (R=0.561, p<0.005). Conclusion. The diffusion capacity of the lungs
is reduced in the majority of women with lymphangioleiomyomatosis. Patients with lymphangioleiomyomatosis are
characterized by respiratory mechanics disorders, such as obstructive impairments, ventilation distribution heterogeneity
at rest, and air trapping. Clinical and functional indicators correlate with the volume of lung cystic transformation in
lymphangioleiomyomatosis patients.

Keywords: lymphangioleiomyomatosis, cysts in the lungs, lung function, spirometry, diffusion capacity, high-resolution
computed tomography
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TepHas KNCTO3Has TpaHchopmaumns Nerknx BoisiBrieHa
Ha doHe TC.
MopaxeHune nerknx npu JIAM aBsnsetca cnencreum-

B BegeHue. llumdanrnonenommomartos (JJIAM) —
pefkoe nporpeccupyiollee CUCTEMHOE 3a-
6oneBaHue, KOTOPOe 0ObIYHO NPUBOAUT K KMCTO3HOMY

nopaxeHuto nerkux. JIJAM Bbi3biBaeTcs MyTaumsmu
B reHax TybeposHoro ckneposa (TC), kogupyoLwwmx
ramaptuH (TSC1) n TybepuH (TSC2). B pesynbrate
MyTauui B 3TMX Benkax BO3HWMKAET UHAYLMPOBaHHas
mTOR (curHanbHbIN KOMMAMAEKC MULLEHW panaMuumHa
mnekonutawwmx (mMTOR) perynupyeT KNeTouHbIN Me-
Tabonunam, pocT 1 BbKMBaHWE KIETOK) aHOMarnbHas
nponudepauns JNAM—knetok [1]. OuarHoctupyertcs
JIAM npeumyLLecTBeHHO Y xeHwwuH. Cnopagnyeckas
dopma JIAM npeobnagaet [2] u obycnoeneHa coma-
TMyeckuMmn MyTaumsmu B reHax TC. PacnpoctpaHeH-
HOCTb COCTaBnseT npubnuautensHo 1-8 crnyyaeB Ha
1 MUANKNOH XeHwwuH [3,4], no gaHHeiM Evelyn Lynn go
21 cnyyas Ha 1 MITH XeHwuH [5]. Takke BcTpevaeTcs
n JIAM, accoumnmnpoBaHHbi ¢ TC, npu KOTOPOM Xapak-

OPUTMHAJIbHBIE UCCNEAOBAHNA

eM anddysHoW MHpUNLTpaLMmM HeonnacTUYeckumMm
rnagkoMbllIeYHbIMU KNeTkaMmu numdaTnyecknx co-
CyOoB, CTEHOK AblXaTerbHbIX NyTen, KPOBEHOCHbLIX
COCYA0OB M MHTEPCTULManbHOro npocTtpaHcTea [6].
Mpn npoBegeHun komnbtoTepHon Tomorpacumn (KT)
BbICOKOTrO paspeLleHnsi OpraHoB rpyAHON KIETKN OKO-
no 80% xeHwwuH ¢ JIAM nocrnie 40 net nmetoT YETKO
OYepyYeHHble OKPYrIible TOHKOCTEHHble KUCTbIl, pac-
MOOXEHHbIE CUMMETPUYHO M PaBHOMEPHO B 060OMX
nerkux [7]. Kuctbl B nerkmx moryt obpasoBbiBaTbhbCS
BCreAcTBMe caaBneHnst bpoHxuon B pesynbsraTe npo-
nudpepaunn JIAM-knetok. MpuumHon obpasoBaHus
TaKUX KUCT TakKe MOXET ObITb HapyLLUEHNe CTPYKTYpbI
3MacTUYECKMX BONOKOH B y4acTKax rnagKoMblLLIEYHbIX
paspacTaHum [8].
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B knuHuyeckon kapTuHe JIAM npeobnagatot pe-
CnMpaTopHble M3MEHEHUs, Yalle BCEero nporpeccu-
pytoLias ofplllka, peuvMamBmpytolne nHEBMOTOPaKC
N Xunotopakc. Takke MOryT oTMedaTbesi »anobbl Ha
Kalwernb, KpoBoxapkaHbe, 60nb B rpygHON KneTke,
yctanocTb. Kpome nopaxeHus nerkmx, npu JIAM moryt
OMarHoCcTMpoBaTbCS aHIMOMMONMUMOMbI NoYek, abgomu-
HanbHasa numdageHonaTns 1 NMMQaHIMoNenoMnoOMel,
3KCTpaTopakarbHble XUIe3HblE NBMEHEHUS TaKMNe, Kak
XWME3HbIN acuMIT, XMITONepUKapaunT, XUITopes, Xnnypus,
numdarnyeckas MeTpopes.

Mpy KNMHWYECKOM NMOLO3PEHUMN Y XKEHLUUH C TU-
NMUYHON KNCTO3HOW TpaHcdopmaumen no aaHHbiM KT
Nerknx 1 BbISIBIEHWEM BHENEroYHbIiX NpOsiBNEeHuN
3aboneBaHnsi /1Ny ypoBHEM B CbIBOPOTKE SHOOTENM-
anbHoro caktopa cocygos D (VEGF-D) 800 nr/mn un
6onee, u/vnn npu Hanuuamm TC guarHo3 JTAM moxeT
ObITb C YBEPEHHOCTbIO BbICTaBIEH 63 XMPYPrnyecKon
6uoncum nerkoro [9].

BblpaxeHHble CTPYKTYpHbIE U3MEHEHNS] CUCTEMBI
Abixanusa npu JIAM npuBoAsT K xapakTepHbiM (PyHK-
LMOHanNbHbIM HapyLUEHUS CUCTEMbI AblXaHus — 06-
CTPYKTUBHbLIM HApYLUEHUSIM BEHTUIALUN U CHUKEHWUIO
anddysnoHHom cnocobHocTu nerkux (DLCO) [10]. Uc-
cnegoBaHne OYyHKUMM CUCTEMBI OblXaHWUsi PEKOMEHAY-
€TCs1 NPOBOANTL NITAaHOBO Kaxable 6—12 mecsues [11],
NOCKOMbKY pe3ynbTaTbl 06CnefoBaHNsS UrPakOT BaXKHYHO
porb He TONbKO MpU AMarHoCTUke 3aboneBaHust, HO U
npv onpegeneHnn TakTukn n adpekTMBHOCTM NPOBO-
anmon Tepanum [12]. Kpome Toro, nokasaHo, YTo Takme
yHKUMOHanNbHbIE NokasaTenu, kak obbem copcupo-
BaHHOrO Bblgoxa 3a nepsyto cekyHay (OPB1) n DLCO
ABMNSIOTCA OCHOBHbIMU hakTopamu, onpeaensaowmmMmm
BbhknBaemocTb npu JIAM [10].

Mpu cpaBHeHWUM gaHHbIX KT 1 cnupomeTpun Bbl-
ABMNAETCA KOPPENSUMOHHAs CBA3b Mexay 06beMHOMN
nnowaabto nopaxenunsa Ha KT n O®B1 [8,12,13]. He-
CMOTPS Ha Hanu4ve B NUTepaType CBUOETENbCTBO TOM,
YTO HapyLueHne rasoobmeHa, oueHmaemoe no DLCO,
HabntogatoT y 82-96% nauneHTos [10,14-17] n cuntarot
Hanbonee 4acTbiM NaTtoM3noNorMiyecknm nposiene-
Husimmn JTAM, Kak 1 yBenu4yeHne octaTtovHoro oobema
nerkux (OOJ1), faHHbIE O 3aBUCUMOCTH ra3000MeHHOM
YHKUMN NErKUX OT CTPYKTYPHbIX U3MEHEHUI NEerkmx
HOCAT NMPOTMBOPEYMBLIA XapakTep, kKak n ana OdB1
[13,18]. B gocTtynHOM Ham nuTepaType OTCYTCTBYIOT
paboTbl O CBSA3M BbIPAXXEHHOCTU HEPaBHOMEPHOCTH
BEHTMMAALMM M BO3OYLIHON NOBYLUKM OT KMCTO3HOWN
TpaHcdopMaumm nerknx no gaHHbImM KT.

Llenb uccnepoBaHus.

Llenbto AaHHOro nccnegoBaHus ABNANMUCH OLEHKa
KITMHWKO-(DYHKLMOHATbHBIX Y CTPYKTYPHBIX U3MEHEHN
Nerkux 1 onpepeneHne Hannmuns KoppensumMoHHbIX
cBsA3el Mexay HUMK y 6onbHbIx ¢ JTAM.

Martepuanbi u meTogbl.

MpoBeneHo nonepeyHoe ob6cepBaLMOHHOE UCCIe-
posaHue 36 xeHwuH ¢ JIAM B Bo3pacTe ot 28 go 68
nert, Habntogarwmxcs B HaunoHansHoMm permctpe Poc-
cuiickoro pecnupaTtopHoro obuectea (PPO) 6onbHbIX ©
numdaHrmonenommomaTosom. juarHo3 3abonesaHus
yCTaHaBnMBanum Ha OCHOBaHMU AMArHOCTUYECKUX KpK-
Tepues JIAM, cchopMynMpoBaHHbIX FPYMMNON 9KCNepToB
no nHnumaTnee EBponenckoro pecnmpartopHoro obLue-
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ctBa (ERS) B pykoBoacTBe No AuarHoCcTuKe U NeYeHUo
JIAM [12]: xapaKTepHOW KUCTO3HOW TpaHcdopmaumm
nerkux no gaHHeiM KT nerkux u ceonctBeHHon JIAM
naTonorMyeckon KapTuHbl B GuonTate merkoro unu
NauMeHTKN UMENN XapakTepHble U3MEHEHNSI B NErkmx
Ha KT B coueTaHuu ¢ xoTs1 6bl 04HMM BHENETOYHbIM NPO-
siBNeHneM 3aboneBaHns (aHIMOMUONMIMOMOWN B NOYKaXx,
XWNOTOPaKCOM, XWUMe3HbIM acLMTOM, 3a0OpHOLLIMHHON
numdaHrnonenoMmomon nnm nopaxeHnem JIAM num-
datnyecknx ysnos) unu yposHem VEGF-D 800 nr/mn
n 6onee nnu Hanuune TC [9].

KpuTepusiMu BkMoveHWs B nccrnegoBaHve Obinu:
BO3pacT cTapile 18 neT, 4OCTYNHOCTb CNOCOBOHOCTL
TEXHUYECKN NPUEMNEMO BbIMOMHUTL KOMMMEKCHoe
yHKUMOHaNbHOEe UccnegoBaHWe B COOTBETCTBUMU C
KpUTEpMAMKN KadecTBa nccnegosanus [19-22]. Kpute-
PUSIMU UCKINIOYEHUSA SBMSNUCL BO3pacT MeHee 18 net
N NepeHeceHHbI NHEBMOTOPAKC B TedeHne 4 Heaenb.

KomnnekcHoe dyHKUMOHanNbLHoe mnccnegosaHue,
BKItovatoLee B cebs hopcupoBaHHy0 CNMPOMETPULO,
bogunneTtnsmorpacuio, nccnegosaHne auddy3noH-
HOW CMOCOBHOCTM ferkux Mo MOHOOKCWAy yrnepoga
(CO) meToOgoOM OAMHOYHOTO BOOXA C 3aEPXKKON OblXa-
HWS, BBIMOMHANN B 2 MEOULIMHCKUX YYPEXOAEHUAX — B
®IrbY «HayuyHo-uccnegoBaTenbCKUN MHCTUTYT MNynb-
moHonoruny ®MBA Poccnn (HUW nynsmoHonorum)
MU B YHUBEPCUTETCKOM KNUHU4YecKkon 6onbHuue Ne1l
OrAQY BO [epBoro MockoBCKOro rocygapCTBEHHOTO
MeauumMHCKoro yHusepcuteta umenn W. M. CeveHoBa
M3 P® (CeueHoBCKOM yHMBEPCUTETE) B pamKax rpaHTa
PH® Ne 24-15-00549 1 HMLMATUBHOW Hay4HO-UCCrie-
noBarenbckor paboTel «PaspaboTka METOOOB HEVHBA-
31BHOW AMArHOCTUKN XPOHUYECKMX 3aboneBaHnii NErknx
C MCMONb30BaHWEM MPOTOHHOW Macc-CNeKTPOMETPUU
BblbIXaeMoro Bo3gyxa.

Bce naumeHTbl nognucanv gobpoBorbHoe UHAOP-
MUPOBaHHOE cornacue Ha yvyacTue B UCCneaoBaHUM.
Nccneposanme npowno ogobpeHne aTMYeCcKnM Ko-
muteToMm CeveHoBCKoro yHuepcuteTta (JlokanbHbIn
aTnyeckumi npotokon Ne 02-23 ot 26.01.2023), a Takke
npoBeaeHO B COOTBETCTBMM C XeNbCUHKCKOM Aeknapa-
umen n 3apernctpmpoaro Ha canTe ClinicalTrials.gov
(NCT05727852).

PyHKUMOHaNbHbIE UCCreoBaHMS NPOBOAUIN C CO-
6niogeHnemM ctaHOapToB KavecTBa uccregosaHus [19-
22] ¢ nomoLbto 0b6opynoBaHusi PowerCube Diffusion
(Ganshorn, l'epmaHus) u MasterScreen Body (Jaeger
Erich Viasys Healthcare, lepmanus). 1o BeinonHeHns
KOMMneKkcHoro obcrneaoBaHms y BCeX MauueHTOK K3-
Mepsinn pocT U Maccy Tena (6e3 obyBu n BepxHem
ogexabl).

AHanusmposanu cnepyloLime napameTpsil:

1) dhopcmpoBaHHOM CNMPOMETPUM: POPCUPOBAHHYIO
XWN3HEHHYIO eMKoCTb nerkux (PXKEJT), OPB1, OPB1/
DOXKEJ, cpeaHtoto 06beMHYH CKOPOCTb Ha y4acTKe Kpu-
BOW NOTOK-06BbEM (hOpPCUPOBaAHHOIO Bblgoxa Mexay 25
n 75% OXKEJ1 (COC25-75), MmakcumarnbHyto 0ObEMHYIO
CKOpOCTb Mpu Bblgoxe 75% ®XEJT (MOCT75);

2) 6ogunnetmamorpadun: XM3HEHHY0 1 0bLyto
emkocTu nerkmnx (XKEJ1 n OEJ, cootBetcBeHHO), OO/,
OOJN/OEJ, dyHKUNOHANbHYO OCTaTOYHYH €MKOCTb
nerknx (POE), pesepBHbIi 06bem Bbigoxa (POBbIA) 1
emkocTb Booxa (EBg);
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3) namepeHust 4 dy3noHHOM CNOCOBHOCTN NErKKX:
DLCOc — DLCO c koppekuunein Ha reMornobuH, anb-
BeonsapHbin obbem (VA) 1 hakTop, KOTOpbI oTpaxaet
notpebneHne CO B nerkux (KCOc).

4) NHpeKc HepaBHOMEPHOCTU pacnpenenexHus
BeHTUNauun (MHB), rae MHB=(1- VA/OEJT)*100% [23].

PesynbraTbl NpeacTaBnieHbl B NPOLIEHTaX OT O0MK-
HbIX 3Ha4YeHUN (%[0rK.: OTHOLLEHME NONMyYEHHOro 3Ha-
YeHUst K OOIMKHOMY 3Ha4YeHMI0, pe3ynbTaT YMHOXEH Ha
100%) n z-oueHke, rae z-oLeHKa — 3TO YMCHOo CTaHaapT-
HbIX OTKMOHeHWN (SD) mexxay namepeHHo BENMUYMHON 1
OOMKHbIM 3Ha4YeHneMm). B kayecTBe AOMMKHbIX 3Ha4YEHUI
MCNonb3oBany ypaBHEHUSA pedepeHCHbIX (OOMKHbIX)
BenuunH GLI (Global Lung function Initiative), pa3pa-
6oTaHHasa 1 pekoMeHayemas 4nsi ucnonb3oBaHus E.-
ponerckuM pecnmpatopHbiM o6ecTBoM (ERS) [24,25].

Hanunune naTonornyeckux OTKITOHEHUN MHLEKCOB
PYHKLMM CUCTEMbI ObIXaHUS ONpeaensnun no 3HavyeHmto
Z-OLEHKN, rae HOopMarbHbIMU 3HAYEHUSIMU Z-OLEHKM
cyuTanu gunanasoH ot —1,645 go +1,645 u Bblgensanu
3 CTEeNEeHU TSHKECTU CHDKEHUS UMW YBENUYEHNS MHOEK-
COB: TErKy0, CPeHIoto 1 Tsxenyto [25].

[ns oueHKN TUMOB BEHTUMSALMOHBLIX HapyLUEeHUN
MCMNOnb30Banu CTaHAapTHbIE KPUTEPUU: ANs 0OCTPYK-
TUBHbIX HApPyLUEHUN — CHUXeHue OoTHoLleHns OPB1/
DOXKEJ Huxe 5-npoueHTuns (HWXKHAS rpaHiua HOpMbl
(HIH) paBHa z-oueHke=-1,645); ons pecTpPUKTUBHbIX
HapyweHun — cHmwkeHne OEJT Hwxe 5-npoueHTuns;
[OIS1 CMELLIAHHbIX - CHUKeHUe oTHoLleHns OPB1/PXKET
n OEJ1 ogHOoBpeMeHHO Hke 5-npoueHTuns [25]. Takke
BblAENANM Hecneunduyeckmii naTTepH HapyLleHus
BeHTUNAUUK — cHmkeHne OXKEJT unn OPB1 npu oT-
HoweHun OOB1/®XKEST n OEJT > HI'H [25].

Bcem nauneHTam nposogunack KT opraHoB rpygHon
KocTun Ha Tomorpadge Canon Aquilion One 640 (Canon
Medical Systems Corporation, Anonwus). ccnegosaHus
NPOBOAUINCH B NOMOXEHMM NaLUMEHTA NeXxa Ha CnvHe
C 3a[epXXKON ObIXaHUs Ha MakcumarnbHOM BOoxe, 6e3
BHYTPUBEHHOTO KOHTpacTupoBaHus. Obnactb ckaHu-
pOBaHUs oxBaTbiBana BEPXyLUKY N OCHOBaHWE Nerkux.
HanpsikeHne Tpy6kun coctaensno 120 kB, cuna Toka
HacTpavBaeTcs aBTOMaTU4ecku B 3aBMCMMOCTU OT
TOMorpaMmbl; HanpaBrneHWe CKaHUPOBaHUS — OT Aua-
parMbl k BepxyLukam nerkux; none obsopa (FOV) —
500 mwm; TonwmHa cpesoB — ot 0,5 o 1,25 mm; punetp
pekoHcTpykuum (kernel) — FC56/FC30. CkaHnpoBaHue
BbIMOJSHANOCH NPW 3afepXKe AblXaHusa Ha rnybuHe
BOOXa.

MocTobpaboTka NonMyyYeHHbIX AaHHbIX NMPOU3BO-
avnacbk Ha paboyen ctaHuum AW GE HealthCare
(Advantage Workstation Bepcumn 4.7, GE HealthCare,
CLA) c nomowbto nporpammHoro obecnedyeHus
Thoracic VCAR (Volume Computer-Assisted Reading),
KOTOPOE MCMNONb3yeT CIOXHble anroputMbl A4S a.-
TOMaTUYECKOrO BbISBIIEHUS U CErMeHTauumn fnerkux u
ObIXaTenbHbIX NYTEN, YTO CHWXKAET BPEMS U NOBbILLAET
TOYHOCTb paboTbl. [porpaMmmHoe obecneyeHne Takxke
No3BOSIET pPa3denuTb Nerkne Ha gonu ans donee ge-
TanbHOro aHanmaa.

KonuwyecmeeHHbIl aHanu3

lMporpamma KonmM4YecTBEHHO OLIEHUBAET NErOYHYH
napeHxMmy no guanasoHam MAOTHOCTU U NpegocTaB-
NSeT LBETOBOE KApTUPOBAaHWE Ha OCHOBE MOPOrOBbIX

OPUTMHAJIbHBIE UCCNEAOBAHNA

3Ha4YeHUn B npegenax CerMeHTUpPoOBaHHOW obnacTu
(4TO NO3BONSAET BLIABUTL KNCTBI, 3MU3EMY, KOHCOMK-
Aaumio unm matoBsoe cTekno). Mbl ncnonb3oBanu ans
aHarnm3a noporoBble 3HaYEHWs A1 MONyYeHNs CerMmeH-
Taumm obomx Nerkmx u KONMYeCTBEHHOW OLEHKU KUCT
(—1024/-950 en. XayHcunga; cHUIM LBET), 340POBON
neroyHon napeHxmmbl (—950/-703 en. XayHcdhunga;
XenTbIN UBeT).

AHanus ObixameribHbIX nymeu

Thoracic VCAR aBTOmMatnyeckn cermeHTupyeT
N TpaccupyeTt 6poHxManbHoe AepeBo, HavyuMHasi oT
Tpaxeu 1 3akaHuuBasi bonee menkvmu 6poHxamu. Mbl
oueHunBanu guametp u anuHy 6poHxos B1 n B10 B
NpaBoOM FEerkoM.

OpabllWKy oueHMBanu ¢ NOMOLbID MOANULNPO-
BaHHou wkanbsl MRC (Medical Research Council) B
OeHb NpoBefeHNst PYHKLUMOHANbHOro uccrnegoBaHus
00 NPOBEAEHNs TECTUPOBAHUS.

CratncTmyeckun aHanvMs nNpoBoAWM C NOMOLLbIO
npuknagHoro naketa nporpamm STATISTICA 10.0
(StatSoft Inc., CLLUA). [ina oueHkM xapakTepa pacnpe-
AeneHnst KoNMYeCTBEHHbIX MePEMEHHbIX MCNONb30Banm
kputepun W-tect Lanupo-Yunka. Ans nepemMeHHbIX ¢
HOpMarnbHbIM pacnpeaeneHvem AaHHble NnpeacTasre-
Hbl KaK cpefHee * cTaHgapTHoe oTknoHeHue (SD), ons
ocTanbHbIX — kak MeguaHa (Me) (HWKHWIA KBapTWnb;
BEPXHWUI KBapTWUmb). [Ina kateropuanbHbiX NepemMeH-
HbIX onpeaensany Oon U abcomnoTHOE KOMMYecTBO
3HayeHun. KoppenaumoHHbli aHanua npoBoauIivu ¢
MCnonb30BaHWeM paHroBow koppensumn CnvpmeHa.
YpoBeHb 3HaYMMOCTH B uccregoBanHum coctasun 0,05.

Pesyneratbl 1 nx obcyxaeHue.

KnuHuyeckasi xapakmepucmuka.

MauuneHTbl pasnuyannce No ctaguv v ANUTENbHO-
cTn 3abonesaHus. CpegHun Bo3pacT coctasun 49+11
ner, poct — 16515 cm, macca tena 66+13 kr 1 UTM —
24,0447 Kr/m2.

MegawnaHna ogpiwkm no wkane mMRC = 2 (1;2).

KypeHnue: 35 (97 %) XeHLWMH HUKOr4a He Kypunu,
0OOHa nauMeHTKa — aKTUBHBIN KYPUNbLLUK.

YacToTa BCTpe4aeMOoCT/ NEroYHbIX 1 BHENEroYHbIX
NPOSIBNEHNI, a Takke NpUHMMaeMble feKapCTBEHHbIE
npenapatbl NnpeacTaBneHsl B mabnauye 1.

MNMHeBMOTOpaKC B aHamHe3e Obin ogHOKpaTHO Yy 6 na-
uneHToK (17%), oBaxabl —y 2(6%), Tpvxabl —y 4(11%),
yeTbipe pasa — Yy 1 (3%), naTb —y 2(6%) v wectb — y
2 naumeHToK (6%).

DyHKLUMOHaNbHAsA XapakTepucTuka nauneHToB C
JIAM npegctasneHna B mabnuue 2.

JleroyHas BeHTUNALMSA

Y 22 (61%) naumeHTok ¢ JIAM Obinu BbISIBNEHbI BEH-
TUNSAUMOHHbIE HapyLueHns, n3 Hux 'y 19 (53%) yenosek
OVarHoCTMpoBanu 06CTPYKTUBHBIA TUM HAPYLLEHUS BEH-
TMNAUMK. PeCTPUKTUBHbBIE HapyLLEHWS], CMELUaHHbIV TUN
1 Hecneundun4ecKkMn NnaTTepH HapyLLEeHUA BEHTUNSALUN
AvarHocTmpoBanu 3HaumTensHO pexe — no 1 cny4yato
(no 3 % kaxgoro, COOTBETCTBEHHO).

Mo cTeneHn TAXXECTN BEHTUNALMOHHBIX HapyLLEHUI
nauneHTbl pacnpegenunuce cregywmm obpasom:
He ObINo BbISIBIEHO BEHTUMSALMOHHBIX HApyLUEHWA y 8
(22%) naumneHTOB, HapyLLeHnsa nerkon ctenexu (-2,50
< z-ouenka O®B,) — B 21%, cpeaHeii ctenenn (-4,00
< z-oueHka O®B, < -2,50) —y 7 (19%) naumneHToK ¢
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Tabnuua 1

YacToTta BCTpe4aeMoCTH JIeroYHbIX U BHENEeroYHbIX
NMPOSABNIEHUN, a TaKke NPMHUMaeMble flIeKapCTBEHHbIe
npenaparbl Y 605bHbIX C IMM{aHIMo1enoMMOMaToO30M

Table 1
Frequency of pulmonary and extrapulmonary
manifestations and medications used in patients
with lymphangioleiomyomatosis

N (%)
[MHeBMOTOpakc 17 (49%)
JlerouHoe kpoBOTeYEHME, KPOBOXapKaHbe 10 (29%)
B aHamHese
AHIMMOMMOMMNOMBI MOYEK 23 (71%)
XWNo3HbIV NneBpanbHblii/abaoMMHanbHbI 11 (31%)
BbINOT B aHamMHe3e
JIumdbaHrnoneriommoma 16 (46%)
MopaxeHne numdartnyecknx ysnos 2 (6%)
Tepanus nHrnbutopamm mTOR 13 (37%)
(cvponumyc, a3Beponmmyc)
Bpoxxognnartatopamu 17 (49%)
cTepouaamu (MporecTepoH) 0 (0%)
CUCTEMHbIMU CTepongamm 0 (0%)
XUMUYECKNIA/XNPYPruyecknii NneBpoaes3 1(3%)
B aHamHese
Kncnopogotepanus 1(3%)

Tabnuua 2

DyHKUMOHANbHbIE NOoKa3aTenun 60NnbHbIX
¢ MMM aHrMoNenoMMomMaTo3om

Table 2
Functional indicators of patients
with lymphangioleiomyomatosis
% 005K, Z-oLleHKa

PXKEN 92 (70;102) -0,65 (-2,16;0,12)
OodB1 79 (46;97) -1,64 (-3,48;-0,19)
OdB1/OXKEN 85 (72;95) -1,82 (-2,89;-0,64)
COC,, 42 (20;88) -2,21 (-3,27;-0,38)
MOC,, 57 (33;88) -1,32 (-2,00;-0,23)
OEN 104 (98;117) 0,36 (-0,18;1,37)
XKEN 83 (71;96) -1,32 (-2,22;-0,31)
oon 148 (121;193) 1,55 (0,69;2,46)
OOJ/OEN 147 (128;177) 1,89 (1,17;2,99)
®OE 122 (107;152) 1,03 (0,35;2,25)
POBbIA 100 (64;125) 0,03 (-0,92;0,48)
Esn 83 (66;99) -0,88 (-1,75;-0,07)
DLCOc 63 (46;86) -2,90 (-4,62;-0,99)
KCOc 71 (55;88) -2,26 (-3,53;-0,90)
VA 93 (84;100) -0,58 (-1,44;0,02)

NAM n Takenon ctenexn (z-oueHka OPB, < -4,00) -y
7 (19%) naumeHToK.

MnepuHdpnauma nerkmx (z-oueHka ®OE > 1,645
npu Hannuum obcTpykummn) 6bina BeisiereHa y 9 (25%)
naumeHtoB ¢ JIAM. Hanunuve BO3OyLUHbIX JTOBYLUEK
(z-oueHka OOJT n z-oueHka OOJI/OEJ1 6onee 1,645
npu Hanmuum obeTpykumm) obHapyxmnu y 12 (33%)
nayueHToB ¢ JIAM.

Lucbgby3uoHHasi crnrocobHocmb neakux

Mokasatenu neroyHoro razoobmeHa (DLCOc u
KCOc) B rpynne 6binun cHxeHbl (Tabn. 2). Npn aTom
cHkeHre DLCOc 6bino BbisiBNeHo y 25 (69%) yenoBek,
KCOc — y 23 (64%) naumenTok ¢ JIAM. Mo cTeneHu
TkecTn cHmwkeHnss DLCOc naumeHTbl pacnpegenu-
nuch criegyowmnm obpasom: nerkyto creneHb (-2,50 <
z-oueHka DLco < -1,645) guarHoctuposanu 'y 5 (14%)
yenoBek, cpegHtoto cteneHb (-4,00 < z-oueHka DLco <
-2,50) —y 7 (19%), Tsbkenyto cTeneHb (z-oueHka DLco <
-2,50) —y 13 (36%).

HepaBHOMEPHOCTb BEHTUNSALMM

3Havenne NHB B rpynne coctasun 18% (12;26).
Mpu atom oTHoweHne VA k OEJ ot 85 go 105% 6bino
BbIfABNEHO y 15 (42%) naumeHToK. Y 21 naumeHTKn 3ToT
nokasaTens coctaBun meHee 85%.

[HaHHbie KT

PesynbraTel KT npegctaenexs B Tabnuue 3. Hanu-
4YMe KUCTO3HbIX U3MEHEHUI B NErknx 6bio BbISBNEHO
Y BCEX MaLMEHTOK, CTEMNEHb BbIPAXXEHHOCTUN KMCTO3HON
TpaHcopmaLmK LIMPOKO BapbMpoBanachk U MeguaHa
cocTtasuna 22% (7;34) (mabn.3). Npvmep cermeHTaumm
BO3AYLUHbIX NONOCTEN (KACT) B 060MX Nerkux npeacras-
neH Ha pucyHke 1.

Bbinu nocumMTaHbl Takxe ANS NpaBOro nerko-
ro gnuHa 6poHxos b1 n b10 — 38,5 (28,7;45,7) mm
n 57,9 (46,9;73,5) MM, COOTBETCTBEHHO, a Takxe
3Ha4YeHus nnowanen B NpoKCcUManbHOW U AuUC-
TanbHon Yactn 6poHxos b1 (4,15 (3,60;4,70) Mm? 1
1,30 (0,95;1,75) mm2, cooTBeTcTBEeHHO) 1 B10 (4,30
(3,55;4,85) mm? 1 1,15 (0,80;1,60) MM?, COOTBETCTBEH-
Ho). MNprmep nogcyeTa NpeacTaBneH Ha PUCyHKe 2.

Tabnuuya 3
Pe3ynkTaThl KOMNbLIOTEPHON TOMOrpadum BbICOKOro
paspelleHns y 60MbHbIX MMM AHIMONIeNOMUOMaTO30M
Table 3
High-resolution computed tomography findings
in patients with lymphangioleiomyomatosis

MpumevaHue: EBg — emkocTb BAoxa; XXEJT — xu3HeHHas
emkocTb fierkux; JTAM: numdanruonenomomaros. MOC, . —
MakcumanbHasi 06beMHas ckopocTb Npu Bblaoxe 75 % PXKEN;
OEJ - o6wasa emkocTb nerkmx; OO — ocTaToYHbI 06bEM NETKUX;
POsBbIa — pesepsHbIft 06bem Bbigoxa; COC,, .. — cpeaHan o6b-
eMHasi ckopocTb; POE — pyHKUMOHaNbLHasA 0OCTaTo4Has eMKOCTb;
DXKEJT — dopcupoBaHHas xusHeHHast emkocTb; DLCOc — noka-
3aTenb Anddy3MOHHON CNOCOBHOCTUN NETKUX KOPPEKTUPOBAHHbIN
no remorno6nuHy; KCOc — otHowweHne DLCO k anbBeonsipHoMy
06beMY KOpPEKTMPOBaHHOE Mo remornobuHy; VA — anbBeonsip-
Hblh 06beM. [aHHble NpeacTaBneHbl kak MeamaHa (Me) (HKHWI
KBapTWIb; BEPXHUI KBAPTUIb). %O0MK.: % OT AOMKHbIX 3HAYEHUN.
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Jntpbl %
[MpaBoe nerkoe
O6wuii obbem 2,50 (2,26;2,88) 100
O6bem kuct 0,49 (0,17;0,89) 21 (7;35)
JleBoe nerkoe
06Kt 0bbem 2,21 (2,00;2,51) 100
O6bem Kuct 0,41 (0,16;0,78) 22 (7,;35)
[MpaBoe u neBoe nerkue
O6Lwmit 06bemM 4,72 (4,30;5,42) 100
O6beM Kkuct 0,87 (0,33;1,62) 22 (7;34)

Mpumeyanue: JTAM: numdaHrmonenommomaTtos. [daHHble

npeactaBneHsbl kak megmaHa (Me) (HWKHWIA KBapTUNb; BEPXHUI
KBapTUIb). %A0MXK.: % OT OOMKHbIX 3HAYEHUIA.
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3HaJyeHnA -
Ha3paHue guanaszoHa MNpaeoe nerkoe Jleece nerkoe 06Kl 06bem Nerkux
AWanasoHa
Mpaeoe nerkoe JleBoe nerkoe KoMGMHMpOBaHHbIE Nerkue

-950 HU - 3 % 35,0541 % 34, 1,6551L
»=-050 HU 6 9 64,9459 % ¥: 526 L

2,6774 1L 2,1304 L 4,8078 L

B

Puc. 1. A. KopoHanbHoe KT nsobpaxeHue nerkmx. b. KopoHanbHoe KT nsobpaxeHue ¢ cermeHTaumen KucT B 060mx nerkmx.
B. Pe3ynbratbl cermeHTauuy BO3AYLLUHbIX NONOCTeR (KUCT) B 0OOMX NErKUX B NIUTPaxX U NpoLeHTax
Fig.1. A. Coronal CT image of the lungs. B. Coronal CT image with segmentation of cysts in both lungs.
C. Results of segmentation of air cavities (cysts) in both lungs in liters and in percentages

Puc. 2. CermeHTauusi 6poHxos B1 1 B10 B npaBom nerkom ans npoBegeHns MophoOMETPUM AaHHbIX
cermeHTapHbIX OpOHX0B
Fig. 2. Segmentation of bronchi B1 and B10 in the right lung to perform the morphometry of these segmental bronchi
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KoppenayuoHHsie cesasu

PesynbraThl KOppenAuMOHHOTO aHanmsa npeacras-
neHbl B mabnuue 4.

Haunbonee cunbHble KOPPENSUNOHHbIE CBSA3W Bbl-
ABneHbl Mexay 06beMoM KUCT B % oT obLiero obbema
nerkmx n DLCO, NHB (puc.3), POE.

ObcyxneHne

B HacTosiwen paboTe NpoaeMOHCTPMPOBAHO, YTO
y BCex naumeHTok ¢ JIAM, npuHaBLINX yYyacTue B UC-
cnegoBaHuK, BbiIBNieHA KUMCTO3Hasi TpaHcopmauums
nerknx no gaHHbiM KT opraHoB rpygHom KneTkn. Kuctol
paBHOMEPHO pacnpeaensinuce B 0060Mx Nerkux, u Meau-
aHa obbema kucT coctaBuna 22%. O6bem KUCTO3HbIX
M3MEHEHMI LUMPOKO BapbupoBan y obcrenoBaHHbIX
NauMeHTOK, HXHUIA U BEPXHWUIA KBApTUM cocTaBunu 7
1 34%, cOOTBETCTBEHHO.

Mpn KomMnnekcHoM dhyHKUMOHanbsHom obcneno-
BaHUM Hambonee 4yacTbiM NAaTOPU3NONOrNYECKUM

Ta6bnuuya 4

Pe3yl1bTaTbl KoppensaunoHHOro aHanusa
MexXxay CTPYKTYPHbIMU U KHVIHVIKO-beHKLIMOHaﬂbeIMVI
nposABneHusiMmn y 60nbHbIX J'IMMd)aHrMOﬂeﬁOMVIOMaTOSOM

Table 4

Results of analyzing the correlation between structural
and clinical-functional manifestations in patients
with lymphangioleiomyomatosis

Ob6bem nerkux, n O6bem kucT, %

BospacT, rogbl 0,237 0,455
WMT, kr/m? 0,013 0,025
mMRC, 6annbl 0,292 0,492
®XXEJ, z-oueHka 0,266 -0,231
O®B1, z-oueHka 0,022 -0,385"
OdB1/OXKEN, -0,225 -0,490™
Z-oLeHKa

COC,, ,;, Z-0ueHka -0,063 -0,417
MOC75, z-oueHka -0,069 -0,366"
OE/, z-oueHka 0,574™ 0,371
YKEJ1, z-oueHka 0,313 -0,208
0O/, z-oueHka 0,278 0,483"
OOJ/OE/, -0,009 0,419
Z-oLeHKa

®OE, z-oueHka 0,492 0,524™
POBbIA, z-oLeHKa 0,440" 0,222
EBn, z-oueHka -0,049 -0,406°
DLCOc, z-ougeHKka -0,131 -0,622™
KCOc, z-oueHka -0,325 -0,662"
VA, z-oueHKa 0,375 -0,174
NHB, % 0,075 0,561
VA/OEN, % -0,077 -0,562™

Mpumevanue: EBg — emkocTb BAoxa; XXEJ1 — xu3HeHHas
emMkocTb nerkmx; MMT — nHgekc maccel Tena; JIAM - numdaHru-
oneiommomaros. MOC,, - MakcumarsbHas o6bemMHas CKOpoCTb
npu Bblgoxe 75 % ®XXEJ; OEJ1 — obwas emkocTb nerkmx; OO —
ocCTaTouHbIN 06beM nerkux; POBbIA — pe3epBHbIN 06bEM BblA0Xa;
COC,, ,.— cpeaHsas obbemHas ckopocTb; POE — dyHKUMOHaNbHas
ocTaTtoyHas emkocTb; PXKEJT — dhopcrpoBaHHast XKM3HEHHast eM-
kocTb; DLCOc — nokasatens Anddy3noHHON CnoCoBHOCTM Nerknx
KOPPEeKTMpOBaHHbIN Mo remornobnuHy; KCOc — otHowwenne DLCO
K anbBeonsipHoMy 06beMy KOPPEKTMPOBAHHOE MO reMornobuHy;
mMRC — wkana ogpiwku; VA — anbBeonsipHbi 06beM.

[aHHble npeAcTaBneHbl Kak KOI(MULMEHT paHroBon Kop-
pensaumm R-CnnpmeHa. * — p<0,05; ** — p<0,01; *** — p<0,005.
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OTKNOHeHueMm 6bino CHuxeHue ANdOPY3NOHHON
CMOCOBHOCTM NErknx, KOTopoe BbIsIBNSANOCHL B 69%
cnyyaes. 1o nuTepaTypHbIM AaHHBIM YacToTa Hapy-
LUEHUSI ra3000MEHHON PYHKUNW, Kak NpaBumio, UMeeT
bonee Bbicokne 3HayeHus 82-96% [10,15-17]. OTtu
pasnuumsa MoryT BbiTb CBsi3aHbl C BbIODOPOM CUCTEMbI
pedepeHCHbIX (ormkHbix) 3HavyeHmin DLCO. o 2017
roga LMpoKoe pacnpocTpaHeHue nonyyuna cucrema
OOMXKHbIX 3Ha4YeHun EBponeiickoro coobLuecTtsa yrns
n ctanu (ECCS) [26], ogHako ycoBepLUeHCTBOBaHne
obopygoBaHusa U nporpammMmHoro obecneyeHus npu-
Benu K paspaboTke akcnepTHOW rpynnon EBponein-
CKOro pecnupaTtopHoro o6LlecTBa no ctaHgapTusaumm
neroyvHbiX yHKumoHanbHblX TectoB (GLI) HoBowm
CcUCTeMbl OOIXHbIX 3HayYeHun [27]. B HoBon cucTe-
me GL| gomkHble 3HadveHus ana DLCO okasanucb
Huxe, kKak n HIMH. Tak ecnu ncnonb3oBatb CUCTEMY
ECCS B obcnenoBaHHOM HaMu rpynne naumMeHToK ¢
JIAM, T0 megnaHa DLCOc coctaBuna 6bl 54 (39;74)
Y%aomx. (z-oueHka -3,14 (-4,04;-1,80), a CHWxeHuns
Onddy3nmoHHON cnocoBHOCTM Nerkux BbIsIBNANOCH
66l y 29 (81%) naumeHTok. Mpu cHmxkenun DLCOc B
BonbLUMHCTBE Cry4YaeB BbISIBASKOTCA U 06CTPYKTUBHbIE
HapyLUEeHWS BEHTUNALNN, HO Y 5 NaLMEHTOK CHKEHNE
DLCOc onpeaeneHo y nauMeHTOB C HOpMalbHbIMU
rnokasaTensmMmu cnmpomMeTpum n 6ogunnetTmamorpadun.
3710 cornacyetcs ¢ HabnoaeHUaMu gpyrux nccneno-
BaTernen, 4To y HeKoTopbix nauneHToB ¢ JIAM Habnto-
[aetca nsonunposaHHoe cHkeHne DLCO. HekoTopble
eHOTUMbI, XapaKTepuayoLwmnecs MHOroYMCcneHHbIM1
MErNKUMM KUCTaMM, Kak NpaBuIio, CBsi3aHbl C 6onee Bbl-
paKeHHbIM HapyLUEHNEM ra3oobMeHa, YemM MeXaHUKN
ObixaHua [28]. HepaBHee vccriegoBaHune nokasaro,
YTO ynbTpamarible KUCTbl B NEPBYIO O4Yepedb Cnocob-
CTBYIOT CHWXeHuo DLCO, ¢ MUHMManbHbIM BIUSHUEM
Ha OPB1 [29]. Courtwright ¢ coaBTOpamu Bbicka3anu
npeanonoXeHue, YTo N3onMpoBaHHoe cHuxeHne DLCO
MOXET ObITb TaKKe CBSA3AHO C COMYTCTBYHOLLEN Neroy-
HOW runepTeHsmen, nubo us-3a nHesasum JIAM-kneTok
N pEMOAENUPOBaHNS CTEHKM NErOYHOM apTepun, Moo
C NnerovHow Basogunaraumnei n lWyHTUpoBaHMeM 13-3a
NOBbILLIEHHON MPOAYKLMM CMHTa3bl okcuga asota
Tuna JIAM-knetkamu [30].

KuctosHasa TpaHcdhopmauna nerkux npy JIAM npum-
BOAMT He TONMbKO K CHUXKEHMI0 anddy3noHHOM cnocob-
HOCTMW Nerknx, HO U HepaBHOMEPHOCTN BEHTUNALUN
N HapyLUEeHUAM MexaHukn AbixaHusa. OB6CTPYyKTUBHbIN
naTTepH SBAANCS NPeNMyLLECTBEHHbIM TUMOM BEHTUNSA-
LIMOHHbIX HapyLLeHui 1 BcTpedancs y 53% nauneHTok,
Torga kak B 39% cnyyaeB HapyLleHW BEHTMASUUn
He BbISIBNIEHO. AHaNOrMMYHbIN pe3ynbsTaT NonyYeH npm
aHanu3e gaHHbiX 230 nayMeHToB, BKITHOYEHHbIX B
peructp 60onbHbIX JIAM HaunoHanbHbIM MHCTUTYTOM
cepaua, nerkux n kposu (NHLBI): 06CTpyKTUBHBIN
TN BEHTUNSAUMOHHBIX HapyLleHWA OMarHOCTUPOBaH
y 57,3% naumeHToB, Torga kak y 33,9% pesynbratbl
cnupomeTpum 6b1nm HopmanbHbiMu [31]. CyxeHne npo-
cBeTa OpOHXOB, 0COBEHHO MENKNX AblXaTeNbHbIX NyTEN
BO3HUKAIOT B pe3ynbrarte nx caasneHns JIAM-knetkamu,
KOTOpble pacnosnaratoTcs BAob GPOHXMOT, a Takke Kpo-
BEHOCHBIX U NMM@aTn4ecknx cocynos, obpasys yanbl
pasHon BenuumHbl. B pesynbrate caaBneHus Menkux
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Puc. 3. 'ameHeHne hyHKUMOHANbHbIX NokasaTtenern B 3aBUCMMOCTN OT 06beMa KMCTO3HbLIX M3MEHEHUI NTErKMX No AaHHbIM
KOMMbIOTEPHOW TOMOrpacum BbICOKOro paspelueHus: A — A dy3MoHHOM CnocoBHOCTM NErkux No MOHOOKCUAy yrrepoaa
¢ koppekumen Ha remornobuH (DLCOc); b — nHaekca HepaBHOMEPHOCTN BEHTUNALNN
Fig. 3. Changes in functional parameters depending on the volume of cystic changes in the lungs according
to high-resolution computed tomography: A — diffusion capacity of the lungs for carbon monoxide with correction
for hemoglobin (DLCOc); B — ventilation unevenness index

OblxaTernbHbIX NyTen, KNCTO3HOW TpaHcopMaLuum nNpo-
WNCXOAMT HapyLleHe paBHOMEPHOCTM pacnpegeneHms
BEHTUNALUN N BO3HUKHOBEHWE HEBEHTUNMPYEMBbIX
WY NNOXO BEHTUMMPYEMbIX YHaCTKOB B Jerkux, Ko-
TOopble PYHKLMOHANbHO MOXHO BbISIBUTb C MOMOLLbIO
6oaunnetuamorpadcdumn n uccnegosanuto DLCO. MHB
nokasbiBaeT Hackonbko VA HepooueHuBaet OEJ. Y
60onbHbIX XOBJ1 IHB siBnsieTcsa nyylumm npeamKkTopom
CHWXXEHMS TONEPaHTHOCTU K (PM3NYECKON Harpyske u
TshkecTn oablwku, yem ODPB1 [23]. N3 nutepaTypHbIX
OaHHbIX HOpManbHbIMKU 3HadYeHuaMn MHB aenstoTcs
10+3% [23], 9+3% [32], T.e. BI'H asnsetca 14-15%,
B Hawem nccnegoBaHun MIHB yBenuueH y 21 (58%)
naumeHTkn ¢ JIAM. 4To CBUOETENBLCTBYET O 3HAYNTESb-
HOM HamnuMuMnM BO3gyxa B HEBEHTUIMPYEMbIX yYacTKax
nerkmx. Torga kak TpaguUUOHHbIE KpUTEPUM Hanmnuus
Bo3ayLwwHown nosywku (OOJT u OOJ/OEJT Bbiwe BIH)
No3BONWNN AMarHOCTUPOBaTh €€ TOomnbko B 33% cnyya-
eB. KoppensuunoHHas 3aBucumocTts MIHB ¢ o6bemom
KMCTO3HbIX M3MEHEHUI Obina Takke Gonee CUIbHON,
YyeM y TPaaULMOHHBLIX MHOEKCOB.

Haunbonee cunbHble KOPPENSILMOHHbLIE CBA3W Obl-
NN BbISIBNEHbI MeXAY CTPYKTYPHbIMW U3MEHEHUSIMU
nerkmx n nHagekcamu guddysmnonHoro tecta (DLCOc,
KCOc), 4To eLLe pa3 NnogyepkmBaeT BaXXHOCTb N3Mepe-
Hus DLCO npwu JIAM. Torga kak mexay 06beMoM KUCT
B nerkux n OPB1 cBA3b Gblna X0Tb U CTAaTUCTUYECKN
3Ha4YMMON, HO MeHee CUMbHOW. B nuTepaTtypHbIX nc-
TOYHUKAX KO3 PULMEHT KOpPENSLMM 3HAYUTENBHO OT-
nuyaetcs ot —0,357 [13] 0o -0,886 [8] ans O®B1 n ot
-0,447[13] po-0,85[18] ana DLCO. Avila ¢ konneramu
OLEHUINN KOPPENsIUMOHHBbIE CBA3U Mexay O00bemoMm
nerkux 6e3 kucT (%) 1 PyHKLMOHaNbHbIMK NoKasaTe-
namm y 37 xeHwuH ¢ JIAM 1 Hawnu ctatmctTudeckn
3Ha4MMble koppensauum ¢ OPB1 (0,67; p<0,001), DLCO
(0,48; p<0,005), OOJN/OEN (-0,65; p<0,001) n OEN
(0,34; p<0,04) [33]. Takne BblpakeHHbIE pa3nMyus

OPUTMHAJIbHBIE UCCNEAOBAHNA

3HaAYEHU KOPPENALNOHHbIX KO3(ULNEHTOB MOryT
ObITb 00YCNOBEHbI pa3MepoM BbIOGOPKM, BO3PACTOM
naumeHToB B aHanM3mpyembIx rpynnax, gnMTensHOCTH
3aboneBaHusi, OCNoOXHeHWI 3aboneBaHnst, TpUHUMae-
MO Tepanum 1 BbiIbopom pedepeHCHbIX 3Ha4YeHUIN A1
yHKUMOHanbHbIX Nnokasatenei. Tak B pabote Cam-
coHoBoun M.B. n konner npoaHannanpoBaHbl AaHHbIE
6 naumeHTok ¢ JIAM, npu atom OPB1 coctasun 71
%Q00rmK., a 40N KNCTO3HOTO NOPaXKeHUs Mo SaHHbIM
KT -3,8 (2,2-6,1) % [8], Toraa kak naumeHTbl B uccre-
posaHun Taveira-DaSilva n coaBT. xapakTepusoBanucb
bonee BblpaXXeHHON cuMmnTomaTukon (33 naumeHTam
pekoMeHZoBanu NponuTy NpeaonepaLymoHHbIN 0TOop
B LiEHTpax TpaHcnnaHTauuu, 8 - npoBefeHa TpaHc-
nnaHTaunsa nerkux), npm aToM ob6bemM KUCTO3HOro
nopaxeHusi B 4aHHOM uUccrneaoBaHnm coctasmn 48,1+
9,4%, O®B1=36,5 +9,1 %nomnx., a DLCO =35,0£10,7
%porxk. [13]. B Hawewn paboTte Ans oueHKM yHKLMO-
HarnbHbIX NoKasaTenen Ncnornb3oBany CUCTEMY LOSXK-
HbiX 3Ha4YeHun GLI n z-oueHka B kayecTBe 3HaYEeHUNn
nokasarenew B KOppensLMoHHOM aHanmse. Hecmotps
Ha CyLLeCTBYOLWME pa3nnums B BbIOOpKe NaumeH-
TOB, OLIEHKe nokasaTenen, MOXHO C YBEPEHHOCTbIO
KOHCTaTUpOBaTb HanM4ymMe CTaTUCTUYECKN 3HAYUMbIX
KOPPENSLMOHHBIX CBAA3EN Mexay 00 beMOM KUCTO3HOM
TpaHcopmMaunm nerknx 1 nokasarensamm yHKLMm
CUCTEMbI AblXaHusi, YeM bonblue 06bemM nopaxeHus,
TeM xyxe (PyHKUMOHanbHble NHOEKChI.

OepaHuyeHusi uccredosaHusi

He y Bcex mauuveHTOK, npoLlewmx KOMMAreKkcHoe
dyHKUMOHanbHoe obcnegoBaHue, 6binv 4OCTYNHbI ANs
aHanuaa pesyneratbl KT opraHoB rpyaHON KNETKN, Y4TO
He MO3BONWIO AaTb MOSHY XapakTepUCTUKY NauneH-
TOB, y4acTBywLMX B pabote no Teme «PaspaboTka
METO40B HEWHBA3VMBHOW OMArHOCTUKN XPOHUYECKUX
3aboneBaHuii NerkMx ¢ UCrnorb3oBaHMeM MPOTOHHOM
Macc-CrneKTpOMETPUN BblbIXaeMoro Bo3ayxa u MeTo-
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0B UCKYCCTBEHHOIO MHTENMeKTay u HabnogarLmxcs
B HauunoHanbHoM perncrtpe Poccuinckoro pecnmparop-
Horo obwecTBa (PPO) 60nbHbIX C MM aHrnonenomm-
OMaTO30M.

BbiBOAObI.

Onddy3noHHast cnocoBHOCTb NErkMX CHWXeHa y
onbLUnHCTBA XeHLWmMH ¢ JTAM. Mpu atom 3abonesaHnmn
XapaKkTepHbI TakMe HapyLLEHNS MEXaHUKUN OblXaHWs, KakK
OBCTPYKTUBHBIN TUN BEHTUNALMOHHbBIX HAPYLUEHWI, He-
pPaBHOMEPHOCTb pacnpeieneHnsl BEHTUNSALMMN B NOKOe
N HanuumMe BO34YLUHbIX NOBYLUEK B nerknx. KnmHuko-
(PyHKLMOHanbHbIe NoKa3aTenm CTaTUCTUYECKN 3HAYMMO
KOpPPEnupyrT C 06bEMOM KMCTO3HOM TpaHcdopMaLmm
nerkux y 6onbHbix ¢ JIAM.

lpo3pavyHocmb uccnedoeaHusi. Paboma eblirnori-
HeHa ripu noddepxxke PH® (npoekm Ne 24-15-00549
no meme «Pa3pabomka Memodo8 HeuH8a3u8HOU
duacHOCMUKU XpOHU4Yeckux 3aboneesaHuli neakux ¢
ucrnonb308aHUeM MPOMOHHOU Macc-CcrieKmpomempuu
8bl0bixaemMo20o 8030yxa U Memodo8 UCKYyCCME8eHHO-
20 UHmMennekma») u 8 pamkax uHuyuamugeHol Ha-
y4YHo-uccrnedogamenbckol pabomsbl «Pa3pabomka
Memo0o8 HeuHea3Uu8HOU OuasHOCMUKU XPOHUYECKUX
3abonesaHull n1éaKUx C UCMOMbL308AHUEM MPOIMOH-
HoU macc-criekmpomMmempuu 8bl0bixaemMoao 8030yxa»
®edepanbHoeo 2ocydapcmeeHHo20 b60dXemHo20
yypexoeHus «Hay4yHo-uccrnedoeamernbckull UHCMU-
mym nynbmoHornoauuy ®edeparnibHo20 Meduko-buo-
noauvyeckoz2o aezeHmcmea Poccuu. Aemopbl Hecym
MOSIHYI0 OMeemcmeeHHOCMb 3a fpedocmassieHue
OKOHYamersibHOU 8epcuu pyKonucu 8 nedams.

Heknapayusi o gpuHaHcoebIx u Opy2ux 83auMo-
omHouweHusix. Bce asmopsi npuHumanu yyacmue 8
paspabomke KoHUenuuu u du3alHa uccredoeaHust u
8 HanucaHuu pykornucu. OKOHYamesibHasi 8epcusi py-
Konucu 6bina o0obpeHa secemu asmopamu. A8mopbl
He rony4Yanu 2oHopap 3a uccnedosaHue.

JINTEPATYPA / REFERENCES

1. Hodges AK, Li S, Maynard J, Parry L, et al. Pathological
mutations in TSC1 and TSC2 disrupt the interaction
between hamartin and tuberin. Hum Mol Genet. 2001 Dec
1;10(25):2899-905. DOI: 10.1093/hmg/10.25.2899

2. MakapoBa M.A., AegeeB C.H., MepxoeBa 3.M.
CoBpeMeHHbIN B3rnag Ha nNMMMaHrnonenomMmomaTos:
3TMOMOrns, NatoreHes, KnuMHUKa, AnarHocTuka u ne-
yeHune // Consilum Medicum. — 2015. — Ne17 (11). —
C.60-63. [Makarova MA, Avdeev SN, Merzhoeva ZM.
Sovremenniy vzglyad na lymphangioleiomyomatos:
ethiologiya, pathogenes, clinica, diagnostika, lecheniye
[The modern view of lymphangioleiomyomatosis:
etiology, pathogenesis, clinical features, diagnosis and
treatment]. Consilum Medicum. 2015; 17 (11): 60-63.
(In Russ.).]

3. Harknett EC, Chang WY, Byrnes S, et al. Use of variability
in national and regional data to estimate the prevalence of
lymphangioleiomyomatosis. QJM. 2011 Nov; 104(11):971-
9. DOI: 10.1093/gjmed/hcr116

4. MakapoBa M.A. JlumdaHrmonenommomatos // B KkH.:
PecnupaTtopHas megunuyuHa. Pykosoacteso: B 3 T.; T.
3 / nog pea. A.l. YyyanuHa. — M.: Nlutteppa, 2017. —
464 c. [Makarova MA. Limfangioleyomiomatoz; V
knige; Respiratornaya meditsina: Rukovodstvo v
3 tomakh; tom 3; pod redaktsiyey AG Chuchalina

10.

1.

12.

13.

14.

15.

BECTHWUK COBPEMEHHOW KJIMHWYECKOW MERUUNHBLI 2025 Tom 18, Bbin. 3

[Lymphangioleiomyomatosis; In the book; Respiratory
Medicine: Manual in 3 volumes; Volume 3; edited by A.G.
Chuchalin]. Moskva: Litterra [Moscow: Publishing house
«Litterra»]. 2017; 464 p. (In Russ.).

Lynn E, Forde SH, Franciosi AN, et al.; Northern European
LAM Prevalence Consortium. Updated Prevalence of
Lymphangioleiomyomatosis in Europe. Am J Respir Crit
Care Med. 2024 Feb 15;209(4):456-459. DOI: 10.1164/
rccm.202310-1736LE

Ferrans VJ, Yu ZX, Nelson WK, et al. Lymphangiolei-
omyomatosis (LAM): a review of clinical and morphological
features. J Nippon Med Sch. 2000 Oct;67(5):311-29. DOI:
10.1272/jnms.67.311

Cudzilo CJ, Szczesniak RD, Brody AS, et al. Lymphan-
gioleiomyomatosis screening in women with tuberous
sclerosis. Chest. 2013 Aug;144(2):578-585. DOI: 10.1378/
chest.12-2813

CamcoHoBa M.B., Tumodpeea A.C., Maxomos MN.B., [n
ap.]. JlumdaHrnonenommomaTos: peHTreHoMopgorno-
rmyeckme conoctasnenus // NMynemoHonorus. — 2024. —
T. 34, Ne 1. — C. 50-58. [Samsonova MV, Timofeeva
AS, Pakhomov PV, et al. Lymphangioleiomyomatos:
rentgenomorfologicheskiye sopostavleniya [Lymphangio-
leiomyomatosis: X-ray morphological comparisons].
Pulmonologiya [Pulmonology]. 2024; 34(1):50-58. (In
Russ.). DOI: 10.18093/0869-0189-2024-34-1-50-58
Makaposa M.A., YepHsak A.B. JlumcaHruonewno-
MMoOMaTOo3: MyTb K AMArHo3y peakoro KMCTO3HOro
3aboneBaHnsa nNerknx Ha npumepe KINMHUYECKOro
HabntogeHus // MynemoHonorusa. — 2023. — T. 33,
Ne 3. — C. 427-433. [Makarova MA, Chernyak AV.
Lymphangioleiomyomatos: put’ k diagnozu redkogo
kistoznogo zabolevaniya legkih na primere klinicheskogo
nabludeniya [Lymphangioleiomyomatosis: diagnosis
of a rare cystic lung disease in a clinical case].
Pulmonologiya [Pulmonology]. 2023; 33 (3): 427-433. (In
Russ.)]. DOI :10.18093/0869-0189-2023-33-3-427-433
YepHsak A.B., Makaposa M.A., AsgeeB C.H. ®yHkuusa
BHELUHEro AblxaHusa y 60nbHbIX NMMdaHrnonenomm-
omarto3om // bronneteHb usanonornn n natonorun
abixaHus. — 2021. — Ne 79. — C. 21-31. [Chernyak AV,
Makarova MA, Avdeev SN. Legochnaya functiya u bolnih
lymphangioleiomyomatosom [Lung function in patients
with lymphangioleiomyomatosis]. Bulleten’ fiziologii |
patologii dihaniya [Bulletin Physiology and Pathology
of Respiration]. 2021; (79): 21-31. (In Russ.)]. DOI:
10.36604/1998-5029-2021-79-21-31

McCormack FX. Lymphangioleiomyomatosis: a clinical
update. Chest. 2008 Feb;133(2):507-16. DOI: 10.1378/
chest.07-0898

Johnson SR, Cordier JF, Lazor R, et al.; Review Panel
of the ERS LAM Task Force. European Respiratory
Society guidelines for the diagnosis and management
of lymphangioleiomyomatosis. Eur Respir J. 2010
Jan;35(1):14-26. DOI: 10.1183/09031936.00076209
Taveira-DaSilva AM, Gopalakrishnan V, Yao J, et al.
Computer grading of lung disease severity in patients with
lymphangioleiomyomatosis referred for transplantation.
BMC Pulm Med. 2022 Sep 24; 22(1): 362. DOI: 10.1186/
$12890-022-02123-7

Yao J, Taveira-DaSilva AM, Colby TV, Moss J. CT grading
of lung disease in lymphangioleiomyomatosis. AJR Am
J Roentgenol. 2012 Oct; 199(4): 787-93. DOI: 10.2214/
AJR.11.7888

Kitaichi M, Nishimura K, Itoh H, Izumi T. Pulmonary
lymphangioleiomyomatosis: a report of 46 patients
including a clinicopathologic study of prognostic factors.
Am J Respir Crit Care Med. 1995 Feb;151(2 Pt 1):527-33.
DOI: 10.1164/ajrccm.151.2.7842216

OPUTMHAJIbHBIE UCCAEAOBAHNA




16.

17.

18

19.

20.

21.

22.

23.

Taylor JR, Ryu J, Colby TV, Raffin TA. Lymphangio-
leiomyomatosis. Clinical course in 32 patients. N Engl
J Med. 1990 Nov 1; 323(18): 1254-60. DOI: 10.1056/
NEJM199011013231807

Urban T, Lazor R, Lacronique J, et al. Pulmonary
lymphangioleiomyomatosis. A study of 69 patients. Groupe
d’Etudes et de Recherche sur les Maladies “Orphelines”
Pulmonaires (GERM”O”P). Medicine (Baltimore). 1999
Sep; 78(5): 321-37. DOI: 10.1097/00005792-199909000-
00004

. Yao J, Avila N, Dwyer A, et al. Computer-Aided Grading

of Lymphangioleiomyomatosis (LAM) using HRCT. Proc
IAPR Int Conf Pattern Recogn. 2008 Jan 23; 2008(8-11
Dec. 2008): 1-4. DOI: 10.1109/ICPR.2008.4760991
KameHeBa M.IO., YepHsk A.B., AicaHoB 3.P. [u ap.]
CnnpomeTpus: MeToamMyeckoe pykoBOACTBO MO MpoBe-
OEHWNIO UCCNEefoBaHWSA 1 MHTepnpeTauu pesynsraTos /
MexpernoHanbHasa obLliecTBeHHas opraHusaums «Poc-
cuickoe pecnupaTtopHoe obecTBoy; ObLepoccuiickas
obLecTBeHHas opraHusaumst «Poccuiickas accoumaums
cneumanucToB OyHKUMOHaNbLHOW anarHocTukuny; ObLe-
poccuiickast obLecTBeHHasi opraHm3aumsa «Poccuiickoe
Hay4HO-MeauMUMHCKoe 06LLecTBo TepaneBToB // MynbMo-
Honorus. —2023. — T. 33, Ne 3. — C. 307-340. [Kameneva
MYu, Cherniak AV, Aisanov ZR, et al. Spirometriya: metod-
icheskoye rukovodstvo po provedeniyu issledovaniya | in-
terpretatsii resultatov Mezhregionalnaya obschestvennaya
organizatsiya «Rossiyskoe respiratornoye obschestvo»
Obscherossiyskaya obschestvennaya organizatsiya «Ros-
siyskaya assotiatiya spetsialistov functional’noy diagnos-
tiki» Obscherossiyskaya obschestvennaya organizatsiya
«Rossiyskoye nauchno-meditsinskoye obschestvo terape-
vtov» [Spirometry: national guidelines for the testing and
interpretation of results Interregional Public Organization
“Russian Respiratory Society” All-Russian Public Organi-
zation “Russian Association of Specialists in Functional
Diagnostics” All-Russian Public Organization “Russian
Scientific Medical Society of Therapists”]. Pulmonologiya
[Pulmonology]. 2023; 33 (3): 307-340. (In Russ.)]. DOI:
10.18093/08690189-2023-33-3-307-340

Graham BL, Steenbruggen |, Miller MR, et al. Standard-
ization of Spirometry 2019 Update. An Official American
Thoracic Society and European Respiratory Society
Technical Statement. Am J Respir Crit Care Med. 2019 Oct
15; 200(8): €70-e88. DOI: 10.1164/rccm.201908-1590ST
Bhakta NR, McGowan A, Ramsey KA, et al. European
Respiratory Society/American Thoracic Society technical
statement: standardisation of the measurement of lung
volumes, 2023 update. Eur Respir J. 2023 Oct 12; 62(4):
2201519. DOI: 10.1183/13993003.01519-2022

Graham BL, Brusasco V, Burgos F, et al. 2017 ERS/ATS
standards for single-breath carbon monoxide uptake in
the lung. Eur Respir J. 2017 Jan 3; 49(1): 1600016. DOI:
10.1183/13993003.00016-2016

Neder JA, O’'Donnell CD, Cory J, et al. Ventilation Distribu-
tion Heterogeneity at Rest as a Marker of Exercise Impair-

24.

25.

26.

27.

28.

20.

30

31.

32.

33.

ment in Mild-to-Advanced COPD. COPD. 2015 Jun; 12(3):
249-56. DOI: 10.3109/15412555.2014.948997

Quanjer PH, Stanojevic S, Cole TJ, et al.; ERS Global
Lung Function Initiative. Multi-ethnic reference values
for spirometry for the 3-95-yr age range: the global lung
function 2012 equations. Eur Respir J. 2012 Dec; 40(6):
1324-43. DOI: 10.1183/09031936.00080312

Stanojevic S, Kaminsky DA, Miller MR, et al. ERS/ATS
technical standard on interpretive strategies for routine
lung function tests. Eur Respir J. 2022 Jul 13; 60(1):
2101499. DOI: 10.1183/13993003.01499-2021

Cotes JE, Chinn DJ, Quanjer PH, et al. Standardization
of the measurement of transfer factor (diffusing capacity).
Report Working Party Standardization of Lung Function
Tests, European Community for Steel and Coal. Official
Statement of the European Respiratory Society. Eur
Respir J Suppl. 1993 Mar; 16: 41-52. DOI: https://doi.
org/10.1183/09041950.041s1693

Stanojevic S, Graham BL, Cooper BG, et al.; Global Lung
Function Initiative TLCO working group; Global Lung
Function Initiative (GLI) TLCO. Official ERS technical
standards: Global Lung Function Initiative reference values
for the carbon monoxide transfer factor for Caucasians.
Eur Respir J. 2017 Sep 11; 50(3): 1700010. DOI:
10.1183/13993003.00010-2017

Steagall WK, Glasgow CG, Hathaway OM, et al. Genetic
and morphologic determinants of pneumothorax in
lymphangioleiomyomatosis. Am J Physiol Lung Cell
Mol Physiol. 2007 Sep; 293(3): L800-8. DOI: 10.1152/
ajplung.00176.2007

Matthew BP, Hasani AM, Chen YC, et al. Ultra-Small Lung
Cysts Impair Diffusion Without Obstructing Air Flow in
Lymphangioleiomyomatosis. Chest. 2021 Jul; 160(1):199-
208. DOI: 10.1016/j.chest.2021.01.077

. Courtwright AM, Baldi BG, Kidambi P, et al. Charac-

terization of lymphangioleiomyomatosis patients
with discordance between spirometric and diffusion
measurements of pulmonary function. Sarcoidosis Vasc
Diffuse Lung Dis. 2018; 35(3): 206-212. DOI: 10.36141/
svdld.v35i3.6321

Ryu JH, Moss J, Beck GJ, et al; NHLBI LAM Registry
Group. The NHLBI lymphangioleiomyomatosis registry:
characteristics of 230 patients at enrollment. Am J Respir
Crit Care Med. 2006 Jan 1; 173(1): 105-11. DOI: 10.1164/
rccm.200409-12980C

Chernyak A, Krasovsky S, Naumenko Z, et al. Ventilation
heterogeneity in adult patients with cystic fibrosis (CF). J
of Cystic Fibrosis. 2022; 21 (suppl 1): S87-88 (P089). DOI:
10.1016/S1569-1993(22)00422-2

Avila NA, Kelly JA, Dwyer AJ, et al. Lymphangio-
leiomyomatosis: correlation of qualitative and quan-
titative thin-section CT with pulmonary function tests
and assessment of dependence on pleurodesis.
Radiology. 2002 Apr; 223(1): 189-197. DOI: 10.1148/
radiol.2231010315

MHOOPMALINA OB ABTOPAX:

ABOUT THE AUTHORS:

YEPHSIK AJIEKCAHAP BJIAGQUMUPOBUY, ORCID ID: 0000-
0002-2001-5504; kaHa. men. Hayk, e-mail: achi2000@mail.ru;
3aBeayoLmii naboparopueii natopu3nonornm bixaHusl,

@rbY «HUW nynsmoHonorum» @MBA Poccuu; Bpay
(YHKLMOHAIbHOV ANarHOCTUKY OTAENEHUSI PECTNPATOPHOM
meanumHbl, [ocyAapcTBEHHOE BIOAXETHOE y4pexaeHne
3apaBooxpaHeHusi roposaa Mocksbl «[opoackast KnmHu4eckasi
6osbHMLA umenn C.C. I0anHa [enapTameHTa 34paBoOXpaHeHus
ropoaa Mocksbi», Poccus, 115682, r. Mocksa, OpexoBblii OyibBap,

ALEXANDER V. CHERNIAK. ORCID ID: 0000-0002-2001-5504;
Cand. sc. med., e-mail: achi2000@mail.ru;

Head of the Laboratory of Respiratory Pathophysiology, Federal
State Budgetary Institution “Pulmonology Scientific Research
Institute” under Federal Medical and Biological Agency of Russian
Federation; Physician of functional diagnostics, Department

of Functional and Ultrasound Diagnostics, City Clinical Hospital
named after S.S. Yudin, Moscow Department of Health;

28 Orekhovy Blvd., Bldg. 10, 115682 Moscow, Russia.

a.28,c1p.10. 2.

I T3 OPUIVHAJBHBIE UCCNEJOBRHMA BECTHWK COBPEMEHHOW KJIWHWYECKON MEAWLWHbI 2025 Tom 18, Bbin. 3




MYCTADUHA MAJIUKA XAPUCOBHA, ORCID ID: 0000-0002-
0250-9949; kaHa. mes. Hayk,

e-mail: mustafina_m_kh@staff.sechenov.ru;
JI0LIeHT Kapenpsl Kapamonornm, QyHKLMOHaIbHOU 1
Y/IbTPa3BYKOBOW ANArHOCTUKU VIHCTUTYTA KITIMHUYECKO MEANLIMHBI
um. H.B. Cknmgocosckoro @rAOY BO lMepssiii MTMY

um. Y. M. CeyeHoBa (Ce4eHOBCKUii YHUBEPCUTET); CTapLLmii
Hay4Hblii coTpyaHuk OIBY «HUW nynemoHonorum» ®MBA, Poccus,
119991, r. Mocksa, yn. TpybeLkas, a. 8, cTp. 2.

MAKAPOBA MAPUHA AJIEKCEEBHA, ORCID ID: 0000-0003-
4913-087X; kaHA. men. Hayk, e-mail: mma123@list.ru;
JIOLEHT Kagpenpsbl rys1bMOHOA0M NN, UHCTUTYT HEMPEePbIBHOIO
06pa3oBaHus ¥ NPogeccroHaabHoro pa3sutus, GrA0y BO
«PHUMY vnmenn H.U. Nuporosa» MuHucTepcTBa 34paBoOOXpaHEeHNs
P®; Hay4HbIi COTPYAHUK 1a60PATOPUN MHTEHCUBHOW Tepaniu u
NbIXaTeNIbHOV HeJoCcTaTo4YHOCTH, OIBY «HUW nynbmoHonornm»
OMBA; Bpay — nysibMOHOJIOr OTAENEHMS PECMIMPATOPHOM
meanumHel, F'6Y3 ropoga Mocksbl «[opoackas KnnHndeckas
60nbHuLa umenn C.C. I0anHa [lenapTameHTa 34paBoOXpaHeHNs
ropoaa Mocksnbl»; Poccus, 117513, r. Mockaa,

yn. OcTpoBUTsSIHOBA, AOM 1, CTPOEHME 6.

MAXOMOB MNMABEJ1 BJIAOUMUPOBUY, ORCID ID: 0000-
0002-7608-9334; e-mail: pavel.v.pakhomov@gmail.com;
MEALLNIA HRYYHBIV COTPYAHUK HaYYHO-KITMHUYECKOro otaena
JNy4eBoii anarHocTvkm OIrbY «HaumoHanbHbii MeANLIMHCKI
NCCNeA0BaTeIbCKUI LIEHTD 0TOPUHOAaPUHIronorum @MBA»,
Poccusi, 123182, r. Mocksa, Bonokonamckoe ., 30, k. 2.
MNMEPLLUUHA EKATEPUHA CEPIEEBHA, ORCID ID: 0000-0002-
3952-6865; kaHa. men. Hayk, e-mail: pershina86@:mail.ru;
pykoBoauTesb LieHTpa nydeBoii anarHoctuku 6Y3 ropoaa Mocksbi
«[opoackas knmHn4eckas 6obHuLa Ne 1 umenn H.U. Muporosa
JenaptameHTa 3apaBooxpaHeHus ropoga Mocksbl», Poccus,
119049, Mocksa, JleHuHckuiA np-T, 8.

rOPBYHKOB CTAHUCJIAB AMUTPUEBUY, ORCID ID: 0000-
0002-8899-4294; nokt. mes. Hayk, e-mail: sdgorbunkov@mail.ru;
JIOLIEHT, NepBbIii 3aMeCTUTE b ANPEKTOPA 10 KIIMHNYECKO paboTe,
rnasHblii Bpay OIbY «HUW nynsmoHonornm» ®MBA, Poccus,
115682, r. Mocksa, OpexoBbivi 6ynbBap, 4. 28, c1p. 10.

KOIbIJ1I0B ®UJIUMI FOPbEBUY, ORCID ID: 0000-0002-4535-
8685; nokt. men. Hayk, e-mail: kopylov_f yu@staff.sechenov.ru;
npogeccop, AMpekTop VIHCTUTYTa NepCOHaIN3UPOBaHHON
kapavonoruy LieHTpa «LjngppoBoii GroamsaiiH n
repcoHann3npoBaHHoe 3apaBooxpaHeHne» rA0Y BO

Mepsbii MITMY um. U.M. CeveHoBa MuH3apaBa Poccum
(CeyeHoBckuii YHusepcuter), Poccus, 119991, r. Mocksa,

yn. Tpybeukas, a. 8, cTp. 2.

BECTHWUK COBPEMEHHOW KJIMHWYECKOW MERUUNHBLI 2025 Tom 18, Bbin. 3

MALIKA KH. MUSTAFINA. ORCID ID: 0000-0002-0250-9949;
Cand. sc. med., e-mail: mustafina_m_kh@staff.sechenov.ru;
Associate Professor at Cardiology Department, .M. Sechenov
First Moscow State Medical University (Sechenov University);
Senior Researcher, Federal State Budgetary Institution
“Pulmonology Scientific Research Institute” under Federal Medical
and Biological Agency of Russian Federation; 8 Trubetskaya str.,
Bldg. 2, 119991 Moscow, Russia.

MARINA A. MAKAROVA. ORCID ID: 0000-0003-4913-087X;
Cand. sc. med., e-mail: mma123@list.ru;

Associate Professor at the Department of Pulmonology,

Institute of Continuing Education and Professional Development,
N.I. Pirogov Russian National Research Medical University;
Researcher, Laboratory of Intensive Care and Respiratory Failure,
Federal Research Institute for Pulmonology, Federal Medical

and Biological Agency of Russia; Pulmonologist at the Respiratory
Medicine Department, City Clinical Hospital named after S.S. Yudin,
Moscow Department of Health; 1 Ostrovityanov str., Bldg. 6, 117513
Moscow, Russia.

PAVEL V. PAKHOMOV. ORCID ID: 0000-0002-7608-9334;
e-mail: pavel.v.pakhomov@gmail.com;

Junior Researcher, Scientific and Clinical Department

of Radiation Diagnostics, National Medical Research Center

of Otorhinolaryngology, Federal Medical and Biological Agency

of Russia; 30 Volokolamskoye Hwy., Bldg. 2,

123182 Moscow, Russia.

EKATERINA S. PERSHINA. ORCID ID: 0000-0002-3952-6865;
Cand. sc. med., e-mail: pershina86@mail.ru;

Head of the Radiation Diagnostics Center, N.1. Pirogov City

Clinical Hospital No. 1, Moscow Health Department; 8 Leninsky Ave.,
119049 Moscow, Russia.

STANISLAV D. GORBUNKOV. ORCID ID: 0000-0002-8899-4294;
Dr. sc. med., e-mail: sdgorbunkov@mail.ru;

Associate Professor, First Deputy Director for Clinical Activities;
Chief Physician, Federal State Budgetary Institution “Pulmonology
Scientific Research Institute” under Federal Medical and Biological
Agency of Russian Federation; 28 Orekhovy Blvd., Bldg. 10,
115682 Moscow, Russia.

PHILIPP YU. KOPYLOV. ORCID ID: 0000-0002-4535-8685;

Dr. sc. med., e-mail: kopylov_f_yu@staff.sechenov.ru;
Professor, Director, World-Class Research Center of Digital
Biodesign and Personalized Healthcare, .M. Sechenov

First Moscow State Medical University (Sechenov University),

8 Trubetskaya str., Bldg. 2, 119991 Moscow, Russia.

OPUTMHAJIbHBIE UCCAEAOBAHNA




