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Pesome

JInmpanrunoneitomnomaros (JIAM) — 370 peikoe MeUIEHHO TIporpeccupyloiiiee 3abojieBaHNe, XapaKTepu3yeMoe OIyXoJIeIoq00OHBIM pa3pacra-
HMEM IJIaJIKOMBILLIEYHBIX BOJIOKOH B MHTEPCTUIIMATIbHOM TKAHU JIETKMX, BOKPYT KPOBEHOCHbIX U TUM(ATUUECKUX COCYI0B, OPOHXOB, OPOHXMOII,
B IuMdaTrueckux ysiax. 3abojeBaHKe OMKUCAHO MPEUMYIIECTBEHHO Y XKEHILIUH JIETOPOJHOTO BO3pacTa, CPEIHUI BO3pACT YCTAHOBJICHMS IMar-
HO3a — okoJ1o 35 j1eT. MaTtepuassl U MeTobl. [1poBeIeHO PETPOCTIEKTHBHOE KOTOPTHOE MCCIIEIOBAaHNE C YUaCTUEM MALIMEHTOK (7 = 16) ¢ auarHo-
30M JIAM, yctaHOBJIEHHBIM B Bo3pacte 17—53 set (Mmenuana (Me) — 39, HQ — 42,5; LQ — 30,5). [1oacuer 00beMHOI TUIOLIAAN TTOPAXKEHUST BO
BceM o0beMe JIETKUX MPOBOIAUJICS ¢ MOMOIIIbIO TiporpaMMbl GE aws 3.2 Thoracic VCAR. 1151 OLleHKM TUTOILAIU TTOpaXKeHUsI Ha TUCTOJIOTUYECKUX
cpes3ax MOACUMTHIBAIMCH TUIOIIAIM KUCTO3HBIX 00pa30BaHMUii, B CTEHKAaX KOTOPbIE ObLIM OOHAPYKEHBI [JIaJAKOMbILLIEYHbIe Y3eaKU. JIJ1si ctatucTu-
YECKOro aHajm3a Mcnojb3oBaiuch Tect KoamoropoBa—CmupHoBa, U-kputepuit ManHa—YutHu (p < 0,05) u KOppensiMOHHBIA aHaIu3
CriupmeHa. Pe3dyabratsl. [1o pesynbratam MopdoMeTpruecKoro aHaIn3a rMcTOJIOTMYeCKUX MPerapaToB JIETKUX MOKa3aHO OTCYTCTBUE CTATUCTH-
YeCKU 3HAYMMOM Pa3HUIIBI Y KeHIIMH MOJIOIOTO M CTapIIero Bo3pacTa. BhIsiBIeHa KOppesiMOHHAas B3aMMOCBSI3b MEXITy 00beMHOM TUTOIIAIBIO
TMOPaXEHMUSI M0 JTaHHBIM KOMITBIOTEPHOI ToMOTpadhuu 1 00beMoM (pOPCUPOBAHHOTO BbII0XA 32 1-10 CeKyHIY (KO3 MULIMEHT KOPPeIsiILiU COCcTa-
Bt —0,886). [pu cpaBHEHUHU MALIMEHTOB OTPE/IEIeHO, YT0 Me MIOIAaN KUCT UCXOAHO ObLa GOJIbIIIe Y JIUIL TPU YXYALIEHUN COCTOSIHUSI, B TO
BpEMsI KaK IPY MEHBIIIEH TUIOIIAIN KUCT COCTOSTHUE TIALIMEHTOB OCTABAIOCh CTAOMIBHBIM (2,677 MM? vs 1,119 MM? COOTBETCTBEHHO). 3aK/Il0YeHHE.
OO6beMHas ruioaab nopaxeHus npu JJAM koppesivpyeT ¢ yHKUMOHAIbHBIMU MapaMeTpaMu. Pazmep kuct ripu JIAM MoXeT onpeaessith npo-
THO3 TeueHUsl 3a00JieBaHMS: (hOPMUPOBAHUE KUCT OOBILEr0 pa3Mepa sIBJAsIeTCsl (haKTOPOM HeOIaronpusiTHOro MporHo3a, nmpu KOTOPOM MOBbI-
LIAeTCSl PUCK Pa3BUTUSI THEBMOTOpAKca.

KnroueBbie ciioBa: TMMGaHTHOICHIOMUOMATO3, KUCTHI B JIETKUX, KOMITbIOTepHAsT TOMOrpabust, MOpdOMeTpusl, TTaToJIormyecKast aHaTOMUSI.
KondumkT uarepecoB. KoHMOIMKT MHTEpECOB aBTOpaMU He 3asiBJICH.

@uHaHcHpOBaHKe. ABTOPBI IEKJIAPUPYIOT OTCYTCTBUE BHEIIHErO (GMHAHCUPOBAHMS LTSI IPOBEICHUST UCCACIOBAHMS U MYOIMKALIMU CTAThU.
DrTryeckas skcnepTusa. Pabora mpoBonuaach B COOTBETCTBUM C MPUHIMITAMM XEIbCMHKCKOM JeKIapalu BceMUpHO METUIIMHCKOM accolua-
uuu. Y TMalMeHTOK, JaHHbIe KOTOPBIX MPUBEIEHBI B MCCIAEI0BAHWUU, TOJYYEHO MUCbMEHHOE N00POBOJIbHOE MH(MOPMUPOBAHHOE COTIJIacue.
WccnenoBanue onodpeHo KomutetoM mo atuke PemepalbHOr0 rocyIapCTBEHHOTO OIOIKETHOTO yupexkneHus «HaydHo-uccmenoBaTebCKmin
HMHCTUTYT MyJIbMOHOJIOrMK» PDeneparbHOr0 MeIUKO-0MO0I0rnIecKOoro areHTcTBa (mporokoa Ne 05-23 ot 15.05.23).
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Abstract

Lymphangioleiomyomatosis (LAM) is a rare, slowly progressing disease characterized by a tumor-like overgrowth of smooth muscle fibers in the
interstitial lung tissue, around blood and lymph vessels, bronchi, bronchioles, in lymph nodes. The disease has mainly been described in women of
childbearing age, with a mean age of diagnosis of about 35 years. Methods. This retrospective, cohort study included 16 patients who were diagnosed
with LAM at the age of 17 — 53 years (Me — 39, HQ — 42.5, LQ — 30.5). The calculation of the volumetric area of cystic lesion in the entire volume
of the lungs was carried out using the GE aws 3.2 Thoracic VCAR software. To assess the area of cystic lesion on histological sections, we calculated
area of cystic formations, in the walls of which smooth muscle nodules were found. For statistical analysis, the Kolmogorov—Smirnov test, the
Mann — Whitney U-test (p < 0.05), and the Spearman correlation analysis were used. Results. Morphometric analysis of histological preparations
of the lungs showed no statistically significant difference between women of young age and older age. A correlation was found between the
volumetric area of cystic lesion on CT and FEV, (correlation coefficient = —0.886). Baseline median area of cysts was larger in patients who later
deteriorated, while condition of patients with a smaller area of cysts remained stable (2.677 vs 1.119 mm? correspondingly). Conclusion.
The volumetric area of cystic lesions in LAM correlates with functional parameters. The size of cysts in LAM may determine the prognosis of the
course of the disease, because the formation of larger cysts is an unfavorable prognostic factor that increases the risk of developing pneumothorax.
Key words: lymphangioleiomyomatosis, cysts in the lungs, computed tomography, morphometry, pathology.
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Jlumdpanruoneitommomaros (JIAM) — peakoe MenjieH-
HO TIporpeccupyloliee 3ad001eBaHUe, XapaKTepU3yeMoe
OITYXOJIETIONOOHBIM pa3pacTaHUEM TIIaTKOMBIIIICYHBIX
BOJIOKOH B MHTEPCTUIIMAIBHON TKaHM JIETKMX, BOKPYT
KPOBEHOCHBIX U TUM@MATUUECKUX COCYI0B, OPOHXOB,
OpOHXMOJI, B IMMMATUUECKUX Y3J1aX C MOCIeaYIoIel K-
CTO3HOM TpaHc(opMalrei TerouHom napeHxumsl [1, 2].
3abojieBaHNEe BCTPEYaCTCs MPEMMYIIIECTBEHHO Y SKEHIITH
JIETOPOIHOIO BO3pacTa, CpeIHUI BO3PACT YCTAHOBJICHUS
nuarHosa — okousio 35 jet. JIAM cTtpagaioT NpuMepHO
3,4—7,8 m 1 MH >xeHIMH [1].

JnmurensHoe Bpemst IAM MOXeT IpoTeKaTh 0eCCUMIT-
ToMHO. Haubosee yacto ne6roTom 3ab601eBaHMs CTAHO-

BSITCSI CIIOHTAHHBIM ITHEBMOTOPAKC, PELIMIUBUPYIOLIUIA
XMJIOTOpPAKC WIKM TIporpeccupyloias oabiinka. Hepenko
00J1€3Hb TAKKE IUATHOCTUPYETCS IIPU BbISIBIIEHUU BHEJIE-
TFOYHOTO MPOSIBIIEHUSI — AHTMOMUOJIUIIOMbI TIOYKHU.
ITockoabKy CIeKTp KIMHUYECKUX mposiBiaeHuii JIAM
IIUPOK, a CTEMEeHb UX TSIKECTU pa3IuvHa, MOXHO Mpe-
IOJIOXUTD, YTO 00CJIEAYIOTCS, B T. Y. BBIIOJIHSIIOT F€HETH -
YECKUI aHaJIM3 Ha COMaTUYeCKue MyTalllK, TOJIbKO I1a-
LIMEHTHI ¢ BhIpaXKEHHON cuMIIToMaTuKoi. Kak mpaBuio,
B KJIETKAX IMOPaXXeHHBIX OPraHOB OOHAPYKUBAIOTCS MY-
taunu B reHe T.SC2 (tuberous sclerosis complex — TSC) |2,
3]. B Hauaze 2-ii monoBuHbl XIX B. J.L.Cornogwn H.T. En-
terline (1966) BriepBbIe OXapaKTepu30BaHbI KiieTku JIAM
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U cIesaH BbIBOM, YTO OTU KJIETKU (heHOTUITMYECKU Hau-

Oosiee OIM3KU K KJIeTKaM TJIaAKOW MYCKYyJIaTypbl U He-

OTJIMYMMEI OT JIETOYHBIX ITOPaXKeHM I, 00HAPYKMBACMBbIX

pu TyOEepO3HOM cKiiepo3e (ayTOCOMHO-IOMUHAHTHOE

reHeTUYECKM reTeporeHHoe 3aboseBanue) [4].
KonnextuBom uccinenosarteneit uz Uramum (1991)

onucaHa rucrojorudyeckasi rereporeHHoctb JIAM [5].

IMokazaHo, uto kiieTku JIAM cocTosT 13 CyOrnomyJsumii

JIBYX TUTIOB:

* 1-i1 — MuodubpobIacTONOI0OHbBIE BEPETEHOOOPa3-
HBIE KJICTKH, SKCITPECCUPYIOIINE CIeIN(UIHBIC IS
[JIAIKOM MYCKYyJIaTyphl OeIKM (a-aKTUH, TeCMUH, BU-
METHUH);

* 2-fi — BIUTEIMOIOA00HbBIE KJIETKU, IKCIIPECCUPYIO-
mue rmkorporenH S100, SBISIOMMIACS CIIenpu-
YeCKMM MapKepoM MeJaHOMBI M He3PEeJIbIX MeTaHO-
LIUTOB.

ONUTETMONOA00HbIE KIETKN TaKXKe XapaKTepU3yIOTCs
BBICOKOIT MMMYHOPEaKTUBHOCTBIO TIPY B3aMMOIEICTBUN
C MOHOKJIOHAJIbHBIM aHTUTEJIOM K YePHOIT MeJITaHOME Ye-
noBeka-45 (HMB-45) [6].

[Tpu MUKPOCKOMMYECKOM MUCCISTOBAHUN JIETKUX BbI-
SIBJIIETCS] TpMAA TTaTOJIOTUICCKUX U3MEHCHMIA:

o muddy3Has mpoaudepanus rIagKOMBIIIEYHBIX KJIETOK
B UHTEPCTULIUU JIETKUX;

* Hanuuue JIAM-KJeToK, peACcTaBAEHHbIX HEYIOps-
JIOYeHHO TTPOIN(EePUPYIOITUMHY KIETKAMH 2 TUTIOB —
SIUTETNONIHBIX U TJIaIKOMBIIIICYHBIX;

* (hopMHUpOBaHUE KUCTO3HOI TpaHChOopMaLU.

B 80 % cnyyaes Ha moBepxHOCTH JIAM-KiIeTOK 00-
Hapy>XMBAIOTCS TIPOreCTePOHOBEIC W 3CTPOTCHOBEIE pe-
LIETITOPBI, YTO MOATBEPKIAaeT TOPMOHATBHYIO 3aBUCH -
MocTb 3aboiieBaHus. bojiee Toro, Bo3HukHoBeHue JIAM
y XKEeHIIWH MTPEUMYIIECTBEHHO JETOPOIHOTO BO3pacTa,
npoBokauus nposisieHuilt JIAM BcienacTBue JiedeHUS.
SCTPOreHaMM, BO BpeMsI MEHCTPYyaIluy WK OepeMeHHO-
CTH, a TAaKXXe OJIaronmpusITHOE TeUSHUE TTOC/Ie HACTYTUICHUST
MEHOITay3bl TaKXKe CBUIAETEILCTBYIOT B MOJIb3y TOPMO-
HO3aBUCHMOM TIPUPOIBI JaHHOM Tatojoruu [7]. OmHa-
KO OKOHYATEJIbHO POJIb TOPMOHOB B naroreHese JIAM
OCTaETCd HESACHOW.

Taxkum obpaszom, ciopaguyeckuii JTJAM MoxHO pac-
CMaTpHUBaTh KaK MYJIBTULIEHTPUYHBIN OITyXO0JIEIIOI00-
HBII TIPOLIECC, 00YCIOBICHHBIN TeHETUUSCKIM Ie(PEKTOM,
KOTOPBIM OIIPENesIsIET aHOMAJAbHBIN OTBET NPEUMYIIIE-
CTBEHHO TJIAAKOMBIIIEYHBIX KJIETOK Ha KEHCKHUE MOJIO-
Bble TOPMOHBI. JIAM-K/1eTKU 00/1a1ai0T CIIOCOOHOCTHIO
K OECKOHTPOJILHOMY POCTY, SKCIIPECCUN TOPMOHAITBHBIX
PELIeNTOPOB U MPOTeas, a TAKKe CKJIOHHBI K METacTa3M-
poBaHuio [8].

KnHmaecky BeIIEISIETCS OTIPeNe/ICHHBIN, BEPOSITHBIN
WY BO3MOXHBIN criopanmdeckuit TJAM. CriopammyaecKuit
onpeneneHHbIN JIAM ycTaHaBIMBaeTCsl HA OCHOBE XapaK-
TepHOI KMCTO3HOM TpaHCc(hOpMaLMY JIETKUX MO JaHHbIM
koMmmbloTepHoii ToMorpaduu (KT) Beicokoro pasperie-
Hus (KTBP) u npu Hanuuum xapakTepHbIX MOP(HOJIOTH-
yecKUuX MMpU3HAKOB B OuomnTate Jierkoro. Kpome atoro,
IMarHo3 onpeaeiaeHHbIi JIAM MoKeT ObITh YCTaHOBJIEH
HEWHBA3WBHO MPY HAJIMINU XapaKTePHBIX U3MEHEHUI
B jerkux mo naHnHeiM KTBP B couetaHuu ¢ aHruoMuo-
JIMTIOMOM TIOYKU U / UKW XUJIOTOPAKCOM, XMJIJIE3HBIM
acuuToM, TUMQAaHTUOJIEHOMUOMOI, TIOPpaKEHUEM JIUM -
daTuyeckux y3jioB, ypOBHEM SHIOTEIUABHOTO (hakTopa
cocynoB D (VEGF-D) B ceiBopoTKe KpoBu > 800 11T / M1,
TP HAUTMYKMH TyOEepO3HOTO CKJIepo3a. B ocTaibHBIX CiTy-
qasix IJisl yCTAaHOBJGHUSI TOUHOI'O AUMarHo3a TpedyeTcs
OUOTICUST JTETKUX.

ITo nanHBIM cTaHmapTHOW peHTreHorpaguu (PI)
opraHoB rpynHoit kietku (OI'K), xak mpasuio, mpen-
wectBytouieit KTBP, nuameHeHus1 BLISIBASIOTCS JUIIb
Ha MO3IHUX CTaAusIX 3aboseBanus, y 25 % 6onbHbIX PI'-
KapTUHA MOXKET COOTBETCTBOBAaTh HOpMe. BmecTe ¢ Tem
nepBuuHbie faHHbIe PT" OI'K MoryT oka3atbcst 1moae3HbI-
MU, T. K. B 50 % Hab1r0eHMi1 TIepBbIM MPU3HAKOM 3200-
JieBaHUS SIBJISIETCSI CIOHTAHHBII MTHeBMOTOpakc [9—12].

XOTs HAIW4YKME KHUCT B JISTKUX MOXHO 3ar0I03pUTh
npu PI' OI'K, Bce-taku KTBP — 3t0 mpuoputeTHoe
nccnegoBaHue B nuarHoctuke JIAM. XapakTepHbIMU
npusHakaMu JIAM no nanubiM KTBP OI'K saBnsitores
YEeTKO OUepUECHHBIC OKPYTJIBIe TOHKOCTEHHBIC KUCTHI,
PacCITOJIOXXEeHHBIE CUMMETPUYHO M PABHOMEPHO B 000MX
nerkux (puc. 1). Paamepbl KUCTO3HBIX MOJOCTEN MOTYT

£

B

|

Puc. 1. [Tauuentka K. 45 net. JlIumbanruoneitommomaros. KomnerotepHas Tomorpamma Jierkux: 1uddy3Ho pacrnosoXeHHblE TOHKOCTEHHbIE
KHUCTO3HBIE TTOJIOCTU, A — CarrMTajibHbIi cpe3, B — hpoHTaIbHBIM cpe3

Figure 1. Patient 45 years old. Lymphangioleiomyomatosis. Computed tomography of the lungs: diffusely located thin-wall cystic cavities, A — sag-
ittal section, B — frontal section
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OpuruHanbHble uccnefoBanus « Original studies

cocTaBisITh 1—45 MM B nuameTpe, TOJIIMHA CTEHOK —
OT ITOYTU HEBUIUMON 00 2—4 MM, OT €IMHUIHBIX KUCT
IO TIOYTH TTOJTHOTO 3aMeIeHUST MU JIETOYHOI TKaHMU,
OT BepXYyIIeK A0 HIKHUX oTAeaoB [12]. PasMmepsl Kuct
OOBIYHO KOPPEIUPYIOT CO CTENEHbIO MOpaxkKeHUs TKa-
Hu jierkux [ 13]. Kuctsl B 1erkux npu JIAM obpasyrorcst
BCJICACTBHE BO3IYIIHON JIOBYIIKKA B OPOHXMOJIAX, COAB-
JICHHBIX B pe3y/abTaTe Mpondepany IIaaKuX MbIIIIII.
ITpyunHoit 06pa3oBaHMUsI TAKMX KUCT TAKXKE MOXKET ObITh
HapyllIeHUe CTPYKTYPHI 3TACTUIECKUX BOJIOKOH B yJacT-
Kax TJIaIKOMBIIICYHBIX pa3pacTaHUA.

Hecmotpst Ha HanW4YKMe B TUTEpaType CBUACTEIHCTB
0 TOM, 4YTO (DYHKIIMOHaJdbHasli aKTUBHOCTb JIETKUX
y naureHToB ¢ JIAM cHMXKaeTcs ¢ TeUeHUEM BpeMe-
HU, TaHHBIE 00 X 3aBUCHUMOCTH OT OOBEMHOM TIJIOIIA-
N TIOpaXkeHUs JIeTOYHOM TKaHU OTCYTCTBYIOT. Kpome
TOT'0, OCTAETCSl HESICHBIM, BIIMSIET JIM 00BbEM MOPaXKeHMSI
Ha MPOTHO3 TeYeH s 3a00JeBaHUsI U (DYHKIIMOHAIbHOE
COCTOSTHME OpTaHa.

Llenpo HacTOSIIETO UCCICAOBAHUS SIBUJIACH OIICH-
Ka Mop(oMeTpuyecKUX nokaszaTeseil opaxxeHusI Jier-
Kux 1ipu JIAM y ITaniieHTOB pa3HBIX BO3PACTHBIX TPYITIT
U oTIpeneieHe B3aMMOCBSI3Y STHX IToKa3artesieit ¢ (pyHK-
LIMOHAIBHBIM COCTOSTHUEM JICTKHX Y IIPOTHO30M TEUCHUS
3a00JIeBaHUS.

MaTepMan bl U MeTOAbI

[TpoBeneHo peTpOCEeKTUBHOE KOTOPTHOE MCCIeI0Ba-
HUE C y4aCTHEM MaLMeHTOK (7 = 16) ¢ nuarHo3om JIAM,
yCTaHOBJIEHHBIM B Bo3pacte 17—53 (39 (30,5— 42,5) net
(memuaHa (Me; MHTepKBapTUIBHBIN pa3Max).

JuarHos 3a00j1eBaHMs yCTAHOBJIEH Ha OCHOBAHWU I -
arHoctuyeckux kpurepues JIAM, cchopMyaTupoBaHHBIX
IpyMIIoN SKCHEPTOB Mo nHuMatuee EBponeiickoro pe-
CIIMPATOPHOTO OOIIECTBA B PYKOBOICTBE 10 TMATHOCTUKE
u neyeHuio JIAM [12]. IIpeobnaganu auua co cropaau-
yeckuM JIAM — 13 (81 %), y 3 (19 %) — JIAM, acconuu-
POBaHHBI ¢ TYOEPO3HBIM CKIEPO30M.

KypeHnue B aHaMmHe3e ycTaHoBIeHO y 3 (19 %) nanu-
€HTOK.

Ha MOMeHT ycTaHOBJIEHUS AUarHo3a MOpGhOMETPHST
rpoBonmiack o naHHbIM KT u ructonmorun. IMeprox Ha-
OJITOJIEHUSI HA MOMEHT MCCJIEOBAaHUS COCTaBIII OT | roga
1o 8 Jer.

B xone uccienoBaHus OBUTH TTOJTYYEHBI TIPOCTIEKTHB-
HbIe JaHHbBIC. [TalMe TR OBUTN pacIipee/IeHbI Ha 2 TPYII-
TTBI COTJIACHO HATMYMIO TN OTCYTCTBUIO KPUTEPHUEB YXYII-
meHust. KputepusiMmu yxyaiieHusi CUMTaaIUCh XOTsI Obl
OIIMH M3 CJIEIYIOIINX:

* (aKkT MHEeBMOTOpPAKCA;

*  YXyIIIeHUE CITUPOMETPUIECKUX TIOKa3aTeIel (CHIXe-
HUe o0beMa (POPCUPOBAHHOTO BbIAOXA 3a 1-10 CEKyHAY
(O®B,) na > 120 ma B ron).

[Toncyet 06BbEMHOI TIJIOIIANN TTOPAKEHUST BO BCEM
00BeMe JIETKMX TTPOBOMUJICS C TTIOMOIIBIO TIPOrPaMMBbI
GE aws 3.2 Thoracic VCAR. B nerkux BbIAEISUINCH 30HbBI
MMapeHXUMBI ¥ BO3AYXOHOCHBIX ITyTEi, YTO OBUIO HEOO-
XOIVMO JUTS MaJbHeHIIe nuddepeHIIMPOBKU KHUCT, 3a-
ITOJTHEHHBIX BO3AYXOM, U MITKUX TKaHEl MapeHXUMBbI
O TJIOTHOCTH (pucC. 2) B COOTBETCTBUU CO IIKaNION Xa-

-_—

Puc. 2. [Taunentka K. 30 ner. Jlumbanruoneitommomaros. Kommnbio-
TepHasi ToMorpaMma Jierkux ((poHTabHBIN pa3pe3): CUHUM LIBETOM
BBIZIEJICHBI KUCTO3HBIE TTOJIOCTU

Figure 2. Patient 30 years old. Lymphangioleiomyomatosis. Computed
tomography of the lungs (frontal section): cystic cavities are highlighted
in blue

yHchunna (HU), oTpaxaltomeit f1eHCUTOMETpUYECKIE
MOKa3aTeJHu.

JIJIsT OLIEHKM TIIOIIAIM MOpPaXXeHMWs Ha THCTOJIOTH-
YeCKMX Cpe3ax ImperapaThl ObUTM OTCKAaHMPOBAHEI C 110~
MOIIIbIO aBTOMATUYECKOTO IU(PPOBOro CKaHUPYIOILIETO
mukpockona 3DHISTECH Pannoramic Midi (Zeiss, I'ep-
MaHus). C momompio mporpamMmbl CaselViever (Bepcus
2.4) MOACYNTHIBAJIMCH TUIOIIANN KUCTO3HBIX 00pa3oBa-
HUi, B CTeHKaX KOTOPBIX ObLIM OOHApPYKEHBI IIagKo-
MblllIeuHbIe y3eJaku (puc. 3). [lnoiaau BbICYUTHIBATUCH
10 3HAYCHUIO TTIepUMETpa KMCTO3HOM ITOJI0CTH Ha TUCTO-
JIOTUYECKUX Cpe3ax.

JJ1st cTaTUCTUUYECKOTO aHaar3a MPUMEHSIJIUCh TECT
Koamoroposa—CmupHosa, U-kpurepuit MaHHa—YUTHU
(p < 0,05) 1 koppenaIoHHBIN aHanmM3 CIIMpMeHa.

Pesynbrarthl

ITo pesynbraTtam aHanu3a naHHbix KT B gerkux namu-
eHTOB ¢ JIAM BBHISIBIICHBI IBYCTOPOHHNE TOHKOCTEHHBIE
KUCTBI AuamMeTpoM 1—10 MM U TONILMHOM CTEHOK 10 2 MM
0e3 MperuMyI1LeCTBEeHHOI JIOKaIU3aluy B KaKUX-JI100 Cer-
MeHTax (cM. puc. 1).

[Tpu rUcTOIOrMIECKOM MCCACIOBAaHUYU B TTAPEHXUME
JIETKUX BBISIBJISLIACH Y3€JKU U3 TPOJUMEepUPYIOIINX, Me-
CTaMHM BEPETEHOBUIHBIX IIaTKOMBIIIEUHBIX KJIeTOK. [Tox
HEKOTOPBIMM U3 HUX c(hOPMUPOBAIACh IPaHYISIIMOHHAS
TKaHb ¢ paCIIUPEHHBIMU TOHKOCTEHHBIMM COCYIaMM.

PesynbraThl MOp(OMETPUYECKOI OLIEHKN KUCTO3HOTO
ropaxkeHus 1Mo faHHbIM KT 1 Ha THCTOJIOTMYIeCKX cpe3ax
MIpUBeACHBI B TA0OIUIIE.

[Ipu nccnenoBaHUM B3aMMOCBSI3M BOSHUKHOBEHUS
TOBTOPHBIX THEBMOTOPAKCOB U (haKTa KypeHUsl y alieH-
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Puc. 3. [MTaunentka M. 25 ser. JlumdanruoneitommomaTos. MopdomeTpusi KUCTO3HBIX MOJOCTEN Ha TMCTOJIOTMYECKOM cpe3e: MepuMeTp KUCT
0003HaUeH KPACHBIM IIBETOM, TPAHUIIA TTAPEHXUMbI — CHHUM IIBETOM; OKPAacKa reMaTOKCUITMTHOM U 903MHOM

Figure 3. Patient 25 years old. Lymphangioleiomyomatosis. Morphometry of cystic cavities on a histological section: the perimeter of the cysts is
indicated with red, the border of the parenchyma is indicated with blue; hematoxylin and eosin staining

Tabauua
Pesyavmamot mopghomemputeckoli oueHKU KUCMO3HO020 ROPAXCEHUS NPU AUMPan2uoaeiomMuomamose no 0aHHoIM
KOMNbIOMEPHOU MoMOozpaguu 1e2Kux u Ha SUCMOA02UMECKUX CPe3ax

Table
Results of morphometric assessment of cystic lesions in lymphangioleiomyomatosis according to computed tomography
of the lungs and histological sections

[lons KMCTO3HOro NopaxeHus
Ha KT, %

38 (22-6,1)

KonuuectBo kuct
Ha rMCTONOrNYECKNX Cpesax

11 (6-13,2)

Mnowagb KUCTbI
Ha MUCTONOrMYECKNX Cpe3ax, MM?

0,23 (0,10-0,64)

Mnowagb kuctol Ha KT, Mm? Konnyectgo kuct Ha KT

7,8 (4,2-12,2) 67,5 (45,8-161,8)

Mpnmeyanue: KT — komnbloTepHas TomMorpacins; AaHHble NPECTaBneHbl B BUAE MeaVaHb! (MHTEPKBAPTUMbHbIA pasMax).
Note: Data are presented as median (interquartile range).

ToB ¢ JIAM nokaszaHo, UTO Y KypsIILU1X, B OTJUYKE OT He-
KypSIINX, CTATUCTUIECKN 3HAYNMO Yallle Pa3BUBACTCS
TTOBTOPHBIN ITHEBMOTOpPAKC (puc. 4).

ITpu MopdoMeTprdecKoii olieHKe 00BeMHOI TUTOIIAIN
KHCTO3HBIX MTOJIOCTEM B ieTkux 1o naHHbIM KT u rucro-
JIOTUYECKOTO MCCIICAOBAHUS CTATUCTUIECKN 3HAUMMBIX
pa3InM4mMii y XKeHIIUH MOJIOAOTO U CTapIIero Bo3pacTa
HE BBISIBJICHO.

B pesynbrare ucciaenoBaHus B3aUMOCBSI3U Mexny Me
rromaan KucT Ha KT ¥ rucToIornyecKux cpe3ax MeTo-
IIOM KOppeJISIInoOHHOTO aHann3a CrimpMeHa 3HAUNMOM
KOPPEIIIIMOHHON B3aUMOCBSI3M HE 00HapyKEHO.

[Tpu KoppeaIIMOHHOM aHalu3e MEeXIy 00bEeMHOM
mowmanbio nopaxenus Ha KT u nannsivu O®B, o6Ha- 04
pYXeHa CHJIbHAsT KOPPEJISIIMOHHAsT B3aUMOCBSI3b (1 = 6)
(koabuneHT koppensiuuu coctabui —0,886; p < 0,05).

C MOMEHTa YCTaHOBJIEHUSI IMarHo3a 3a MaleHTKaMu
MPOBOIWIIOCH TMHaMUUecKoe HabmoneHue. [Tpu kaxkmom

10,0 -

8,0 - : p=0,03

6,0 4

40-

2,04

Yucno noBTOPHLIX THEBMOTOPAKCOB

Hekypswme Kypsiwme

Puc. 4. Pa3nuuus yucia MHEBMOTOPAKCOB B IPyIIIaX KypsIuX U He-

BU3UTE OLIEHUBATNCH (DYHKIIUST BHEITHETO JIbIXaHUS,
OIIBINIIKA IO OMPOCHUKY BpUTAaHCKOTO MEIUIIMHCKOTO
coseta (Medical Research Council Dyspnea Question-

KypsILLIX

Figure 4. Differences in the number of pneumothoraxes in the groups of
smokers and non-smokers
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2 Puc. 5. BzaumocBsi3b o6bema hopcupo-
] BaHHOTO BbI0XA 32 1-10 CEKYHIY U 00b-
= 10 €MHO TIJIoLIAAU MOpaxKeHMUsI JTEeIrKUX
;’ 110 JAaHHBIM KONIHL}OTCpHO]VI TOMOIpa-
s hun
2 [Mpumeuanue: OPB, — 06vem hopcupo-
% BAHHOTO BbI0Xa 32 1-10 CeKYHY.
g 5 Figure 5. The relationship between the
= forced expiratory volume in 1 second
C] and the volumetric area of lung damage
§ according to computed tomography
8 L findings
[
0 .
55 60 65 70 75 80
00B,
O6cyxaenue
4,0
C BHeApeHUEM B LIMPOKYIO KIMHUUYECKYIO MPaKTUKY
S 5 KTBP OI'K nosiBujiack BO3MOXKHOCTb BBISIBJICHUSI 00J1b-
o = o
g% 30 mroro crnekTpa Iud@y3HBIX KUCTO3HBIX 3a00JIeBaHUI
£8 E snerkux. OTIBITHBIN Bpad-peHTIEHOJIOT, 3HAKOMBIN C Xa-
o o
§ g pakrepucTukaMu Buszyanusauuu JJAM u npyrux peakux
G 8 20 KMCTO3HBIX 3a00JIeBaHUI JIETKUX, MOXET AUAarHOCTUPO-
E = BaThb JIAM ToabKO Ha ocHOBaHuU naHHbIX KTBP OT'K
=
% g (4yBCTBUTENBHOCTD — 87 %, cnietiupudHocts — 97 %) [14,
EZ 0. 15]. Meron KTBP OI'K npu JIAM ueHen Kax uis nep-
y
== BUYHOI IWArHOCTUKU, TaK U JJIsI OLIEHKW TEYEeHUs 3a-
0OoJieBaHUS, OAHAKO TIPU 3TOM UAET aKTUBHBIN IMOUCK
0 3 : - MpOorHocThYecKrx pakTopoB npu JIAM, T. K. B HacTosIIIIee
YXyAweHue cocTosHus 0 CocrosiHue cTabunbHo BpEMsI H OAWH 13 HUX HE TTOATBEPKAEH MPOCHEKTUBHO.

Tpynnbl

Puc. 6. Paziuuust pa3MepoB KUCT y MalMEHTOB ¢ 3a00JieBaHUEM CTa-
OWJILHOTO TeYEHUsI U TIPU YXYIIIEHUN COCTOSTHHSI

Figure 6. Differences in cyst sizes in patients with stable disease and
those who deteriorated

naire — MRC) 1 BbIpaXXeHHOCTb AbIXaTeAbHON HEI0-
CTaTOYHOCTH TIPU TTOMOIIX MYJTLCOKCUMETPUHU B TTIOKOE
" TIpu GU3NIECKON aKTUBHOCTH, BBISIBIISUTACH (DaKTHI
ITHeBMOTOpaKca.

[Tpu cpaBHEeHUU MALIMEHTOB 00EUX TPYTII BHISIBICHO,
YTO UCXONHO Me MIOLIaaN KUCT Obljia O0JIbLIe Y MalueH-
TOB C YXYIILICHNEM COCTOSTHUS, B TO BpeMsI KaK y IallieH-
TOB C MEHBIIIEH TUIOIIAIBIO KUCT COCTOSTHAE OCTaBaJIOCh
cTabuabHbIM (2,677 Mm? vs 1,119 mm?) (puc. 6).

ITpu npoBeaeHM OMHAPHOI JIOTMCTUYECKO perpec-
CUU OIpeieieH oKa3areib R? Haiimkenkepka, KOTOpbIii
coctaBui 0,806 (p = 0,01). BeposiTHOCTb HEOIArOIIPUSIT-
HOTO MPOTHO3a TeUeHUs 3a00JIeBaHUs y TallMeHTa Mpu
HaJIMYMU KKUCT IUIOIIAABIO > 10 MM? MPOAEMOHCTPUPOBaHA
IIPY TIOMOIIIY CJICAYIOIIETO YPABHEHUS:

P=1/(1+¢Y),
rae z = 7,089 x X1 — 13,699 x X2 + 9,52 (X1 — Me

Iomaa KUCT; X2 = 1 Tpu HAJIMYUU KUCT TUIOIIAAbIO
> 10 mM?, X2 = 0 11py UX OTCYTCTBUM).

Ha nueBMoTOpaKc xasyrorcs '/, NauueHToB, a pa3Bu-
BaeTCs OH B TeueHue 6one3nn y */, 601bHbIX. YacToTa ro-
BTOPHOTO CITOHTAaHHOTO ITHeBMOTOpakca mpu JIAM Belitie,
YeM MPU IPYTUX XPOHUUECKHUX JIETOUHBIX 32a00JIeBaHUSIX.
ITokazaHo, uTo (hakTOpaMu prucKa MOBTOPHOTO Pa3BUTHUSI
nHeBMoTopakca npu JIAM sBisieTcs NpeaiecTBYOIM i
mHeBMoTopakc [16], a Takke kypenue [17]. I[To gaHHBIM
HACTOSILIIETO UCCIIeIOBaHUs BbISIBIEHA B3aIMOCBSI3b KY-
peHUsI U BOBHUKHOBEHMSI CIIOHTAHHOTO MTHEBMOTOPAKCa.
Kpome Toro, cnoHTaHHbIE peLUAMBUPYIOIINE THEBMO-
Topakchl Tipu JIAM cBsi3aHBI ¢ 6osiee OBICTPHIM TEMITOM
cHmxenuss OPB,, 6onbimu pazmMepamu KUCT [18] u Ge-
peMeHHOCThI0. Takke y MalMeHToK ¢ 60s1ee BhIpakeHHOM
KHUCTO3HOM TpaHcdopmalimeit nerkux rno naHueiM KTBP
OTMEYaJINCh TTOBTOPHBIC ITHEBMOTOPAKCHI 1 TIPOTPECCUPY-
toutee cHkeHne OPB, B cpaBHEHMHM C TAKOBBIMU Y JIWLL
C MEHbIIei 00BEMHOI TIOIIAIBIO MOPAXKEHUS JIETOYHOMI
TKaHU.

CornacHoO JIUTepaTypHbIM TaHHBIM, (PYHKIIMOHATbHAS
aKTUBHOCTD JIETKMX y TTauueHToB ¢ JIAM mporpeccus-
HO CHUXKaeTcs ¢ TeueHueM Bpemenu [19, 20]. A.M. Tav-
eira-DaSilva et al. (2022) moka3aHoO, 4TO Y MallMEHTOB
¢ JIAM, BKIIIOUEHHBIX B JIMCT OXMAAHUSI TpaHCILJIaHTa-
LIV U JIETKUX, 00beMHasI IJI0IAAh KUCTO3HOTO MTOPaXKeHHUSI
nocruraet 50 %, pasmep kuct koppenupyet ¢ OPB , a ux
YUCIIO — ¢ AMPEDY3MOHHOM CITOCOOHOCTHIO JIETKUX IO MO-
Hookcuny yriepona [21]. Takum o6pa3oM, yCTaHOBIEHNE
B3aMOCBSI3U MEXIY MOP(POMETpUUECKMMMU ITOKa3aTesl-

The article is licensed by CC BY-NC 4.0 International Licensee https:/icreativecommons.orgl/licenses/by-nc/4.0/ 55


https://sciwheel.com/work/citation?ids=14824473&pre=&suf=&sa=0
https://sciwheel.com/work/citation?ids=14127843&pre=&suf=&sa=0
https://sciwheel.com/work/citation?ids=14812174&pre=&suf=&sa=0

Camconosa M.B. u dp. JlumbaHruoneiioMuoMaros: peHTrTeHoMopdoaornyeckrie COnoCcTaBaeHUS

MM, XapaKTepU3YIOIIMMU KUCTO3HYIO TpaHCGhOpMaIInIo
JIETKUX U (DYHKUMOHAJIbHBIMU MapaMeTpaMu, sIBJISIETCS
BAaXXHOU U akTyanbHOU 3amaueii. [To pe3ynbratam ucciie-
IOBaHUS TIPOJIEMOHCTPUPOBAHO, YTO TTOSIBJICHUE KUCT
momansio > 10 MM? gBisieTcs (PaKTOPOM, ONPENEIISIO-
LLIMM TIPOTHO3 TeUeHUSs 3a001eBaHMUSI.

ITo pe3yabraTaM MpOBEIEeHHOTO MCCICAOBAHUS HE
ObLIO BBISIBJIEHO B3aUMOCBSI3U MEXIY 00BEMOM KUCTO3-
HOTO MopaXeHusl JIerkux 1o naHHbiM KT-uccienoBanus
1 00bEeMOM, 3aHMMAaeMbIM KMCTaMU Ha TUCTOJOIMYECKUX
cpe3ax.

OOHapyXeHHasl B TaHHOM HCCJIeI0BaHUN B3aMMO-
CBSI3b TUTOLIANM KUCTO3HOTO nopaxenust Ha KTBP u cko-
POCTHBIX MTOKa3aTeieil CIMPOMETPUH B LIEJIOM OTpaXkaeT
IaToreHe3 BO3HNKHOBEHUS KMCTO3HBIX MojtocTeit. Mme-
tomecst npu JIAM y3enku 1o Mepe mporpeccupoBaHus
MOTYT MPUBOAUTDH K OOCTPYKIIMU MEIKUX OPOHXOB, UTO
BbI3bIBAET paclIMPEeHUE TUCTATbHO PACOJOXKEHHBIX ajlb-
BEOJIIPHBIX XOIOB.

3aknioyeHue

[MonyueHHble TAHHBIE CBUACTENBCTBYIOT O TOM, YTO MOP-
(omeTpuueckue nokaszaresn KUCTO3HOTO MOPAXKEHUSI
JIETKUX B3aMMOCBSI3aHbI C UX (PYHKIMOHAIbHOW aKTUB-
HOCTbI0, a (GOPMUPOBAHUE KUCT OOJIBIIETO pa3Mepa MO-
XKeT ObITh OMHUM U3 (HaKTOPOB (yXyalleHre PyHKINO-
HaJIbHBIX MOKAa3aTeNeil JerKuX U pa3BUTHE MMOBTOPHBIX
IMTHEBMOTOPAKCOB), OMPENEIISIIOIIMX TPOTHO3 TEUEHUSI
3ab0JeBaHUs.
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