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Pesome

Jlumdanruoneitommomaros (JIAM) — peakoe mnporpeccupyloliiiee 3ad00jieBaHie JETKUX HEOIJIaCTUYECKOrO XapakTepa, XapaKTepru3yeMoe upe3-
MepHOU Tiposideparivieil rIagKOMBIIIEYHBIX KJIETOK U MPUBOJSIINEe K Pa3BUTUIO KMCTO3HOTO MOPaXeHUs JIerKuX. B ocHoBe 3abosieBaHus —
MyTallMM B TeHax KomIuiekca TyoeposHoro ckieposa 7.SCI unum TSC2. Crpanator JIAM npeuMyllecTBEHHO XeHIMHbl. JIAM perucrpupyercs
y GOJIBHBIX € TYOSPO3HBIM CKJIEPO30OM U B KaUeCTBE CrIopainyecKoro 3aboseBaHus. Lleabto paboThl SBISIOCH AEMOHCTpalust 0030pa JUTepaTyphbl
M TaHHBIX KIMHUYECKUX HaOoaeHui 3a manueHtamu ¢ JIAM. Marepuaisl u Metoabl. KpaTkuit 0630p JIMTEpaTyphl MOATOTOBIIEH C UCTIOIb30Ba-
HUeM pecypcoB Scopus u PubMed. TIpuBeneHbl JaHHbIE COOCTBEHHBIX KIIMHUUYECKUX HaOmoneHuii. PesyapraTel. [1penctaBieHbl 0030p JTuTepary-
PbI U 2 KIMHAYECKUX HaOJI0IeH s 3a auueHTaMu ¢ JIAM, 1o pe3ysibraTaM KOTOPbIX CTpaTU(hUIIMPOBaHbI (haKTOPbl HEOIArONPUSTHOIO MPOTHO-
3a: MHOXECTBEHHbIE TOHKOCTEHHbIE BO3IYILIHbIC KUCThI y 1-i1 60JIbHOI B TpeMeHOIay3aJbHOM TepUO/Ie, OCTOXHMBIIMECS PELUANBUPYIOIIMM
IMTHEBMOTOPAKCOM, TMOPaXXEHUEM JIEBOI MTOYKHU (aHTMOMUoIUIoMa). Y 2-it 60JbHOI Ha (hoHE IprueMa KOMOMHUPOBAHHBIX OpabHBIX KOHTpAleT -
TUBOB pa3BWJIACh MPOTPECCUPYIOLIAST IbIXaTeIbHAsK HEAOCTATOYHOCTD, BhISIBJIEHBI AM(D(Y3HO pacripoCcTpaHeHHbIE TTPOrPECCUPYIOIINE TOHKOCTEH-
HbIe KMCTBI B JIETKUX, COMTPOBOXKIAIOIINECS MageHrueM UM EOY3MOHHON ClTOCOOHOCTH JieTKUX. 3aKmouenue. Uit iepBUUHOM nruarHoctuku JIAM
TpeOyeTcsl MyJIbTUAMCIUITIMHAPHBIN MOAXO/, a IPU €ro BbISIBIEHUM HEOOXOAMMO TIIATeIbHOE 00CIeI0BaHNE U BHUMATEJIbHOE HAOI0ICHKE.
KiroueBbie ciioBa: TuMdaHT1oIeiOMMOMAaTO3; aHTMOMUOIMIIOMa, HrMouTopbl mTOR.

KondamkT uHTEpECOB. ABTOPHI 3asIBJISIIOT 00 OTCYTCTBUM KOH(JIMKTA MHTEPECOB.

®unancuposanune. GrHaHCHPOBaHME UCCIEIOBAHUS CTOHCOPAMU OTCYTCTBOBAJIO.

DTHyecKas sKcnepTu3a. Y Kaxaoro rnauveHTa rnojgyyeHo NucbMeHHOe MH(MOPMUPOBAHHOE COIIache Ha MyOJIMKaLMIO.

® Jlemenko U.B. u coasr., 2026

Hnst umtupoBanus: Jlenenko W.B., I'mymikosa T.B., [Tonomapesa H.J1. JIluMmdaHTrroaeiioMrMoMaTo3: KpaTKuit 0030p JTUTepaTyphbl U KIMHUYECKHE
HabmoneHust. ITyavmononoeus. 2026; 36 (3): 489—496. DOI: 10.18093/0869-0189-2026-36-3-489-496

Lymphangioleiomyomatosis: a brief literature review
and clinical cases

Igor V. Leshchenko = >, Tatiana V. Glushkova?, Natal’ya D. Ponomareva*

! Federal State Budget Educational Institution of Higher Education “Ural State Medical University” of the Ministry of Health of the Russian Federation: ul. Repina 3,
Ekaterinburg, 620028, Russia

' Ural Federal Research Institute of Phthisiology and Pulmonology — a Branch of National Medical Research Center for Phthisiology, Pulmonology and Infectious
Diseases, Healthcare Ministry of Russia: ul. 22-go Parts’ezda 50, Ekaterinburg, 620039, Russia

3 Limited Liability Company “Novaya bol'nitsa” Clinical Association: ul. Zavodskaya 29, Ekaterinburg, 620109, Russia
4 State Autonomic Healthcare Institution of the Sverdlovsk Region “Sverdlovsk Regional Clinical Hospital No.1”: ul. Volgogradskaya 183, Ekaterinburg, 620102, Russia

Abstract

Lymphangioleiomyomatosis (LAM) is a rare, progressive, neoplastic lung disease characterized by excessive smooth muscle cell proliferation,
leading to the development of cystic lung lesions. The disease is caused by mutations in the tuberous sclerosis complex (7.SCI) or TSC2 genes.
It predominantly affects women. LAM is diagnosed in patients with tuberous sclerosis (TS-LAM) and as a sporadic disease (sporadic LAM, sLAM).
The aim of this study was to review the literature and present clinical data on patients with LAM. Methods. A brief literature review was prepared
using Scopus and PubMed databases. Data from our own clinical observations are presented. Results. A literature review and two clinical
observations of patients with LAM are presented, stratifying factors of an unfavorable prognosis. The first patient was premenopausal and had
multiple thin-walled air cysts, complicated by recurrent pneumothorax and left kidney damage (angiomyolipoma). The second patient was taking
combined oral contraceptives and presented with progressive respiratory failure with diffusely distributed progressive thin-walled cysts in the lungs,
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accompanied by a decrease in the lung diffusion capacity. Conclusion. Initial diagnosis of LAM requires a multidisciplinary approach, and once

detected, a thorough examination and close monitoring are necessary.
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JInmpanrnoneitommomaros (JIAM) — penkoe rporpec-
cUpylollee HeolJlacTuueckoe 3ab0jeBaHue, XapaKTepu-
3yeMoe aHOMaJIbHbIM pa3pacTaHUeM TJIaJKOMBbILLIEUHbBIX
KJIETOK B KPOBEHOCHBIX, TMM(MATHUECKUX COCYIax 1 ajlb-
BeoJIax, MPUBOIsAIIee K (OPMUPOBAHUIO KHCT B JIETOU-
HOI TKaHU U Pa3BUTUIO PECIIUPATOPHBIX CUMIITOMOB,
YCTAJIOCTU, CHUKEHUIO TOJEPAHTHOCTHU K (hU3UUECKOI
Harpy3ske [1]. TTopaxaeT nmpeumMyecTBEHHO XXEeHIIUH
JIIETOPOIHOTO BO3pacTa, paclpoOCTPaHEHHOCTb COCTaB-
JIsieT 5 ciiydaeB Ha | MUTH XXEHIIMH, CpeIHUIT BO3pacT —
34 rona [2, 3]. [To MUPOBBIM JaHHBIM, PaCITPOCTPAHEH-
HOCTb B Hactogiee BpeMs coctabisieT 80 000 60JbHBIX
Ha 4 mupn keHuH [4]. B penkux ciydasx JIAM Bctpe-
YyaeTcs y My>KUMH [5].

JIAM MoXeT mposIB/ISITbCSI B KAYECTBE CAMOCTOSITE T b-
Horo 3a0ojeBaHus (copamndyeckuiit JTAM — C-JIAM)
WJIY B aCCOLIMAIIUU € TyOepo3HBIM cKiiepo3oM (TC-JIAM).
Pacnpoctpanennocts TC-JIAM B 5—10 pa3 BbllIe
no cpaBHeHuto ¢ C-JIAM [3].

OcHoBy matorere3a JIAM cocTaBisieT TuIepaKTHUBa-
LIMsI CUTHAJIBHOTO TIyTH panamuiHa-1 (mTOR1), koTo-
PBIii perympyeT mpoLecchl mpojudepalnnn KJIeTok [6].
AKTHBaIMS YKa3aHHOTO MyTU TTPUBOAUT K YPE3MEPHOMY
JIEJICHIIO aHOMAJTbHBIX TJIaMKOMBIIICYHBIX KIIeTOK (JIAM-
KJIETOK), ME€TacTa3MpOBaHNE KOTOPKIX IO KPOBEHOCHBIM
U TUMGbaTUUECKUM MYTSIM O0BSICHSET MOJMOPraHHOCTh
TPOSIBJICHUM.

[Marorenetnueckast ocHoBa C-JIAM u TC-JIAM — 310
MyTaiuu B komruiekce reHoB 1SC 1 unu TSC2 (Tuberous
Sclerosis Complex — TSC). Ognako npu C-JIAM pa3Bu-
BatoTcs comaTuyeckue mytatuu B reHax 7.SC 1 vnu TSC2,
a He 3aponbliieBble, Kak npu TC-JIAM. UMeHHO 3TUM
00BICHSIOTCS (DEHOTUTTMYECKHE pa3Indrs B Mpeodiaga-
JOLLEM MMOPaKEHUM PECITMPATOPHON CUCTEMbI, OTCYTCTBUM
CUCTEMHBIX TIPOSIBJIEHUI U HACJEACTBEHHOTO OpeMeHU
y 60abHBIX ¢ C-JIAM 1o cpaBHeHuio ¢ TC-JIAM [2].
Knerku JIAM MOTYT COCTOSITh U3 ABYX CYONOITYISIIINIA:
MHo(pUOPOOIACTONIOIO00HBIE BEPETEHOOOPa3HbIe KIIET-
KM, 9KCIIpeccupylolmne 0eJKy riaaakoil MycKyJaTypbl
(0-aKTWH, IECMUH, BUMEHTUH), U SIUTEJIMONON00HbIE
KJIETKH, 3KCcIpeccupyomye raukonporenH S100 (cre-
nuduIecKuii Mapkep MeJaHOMBI U He3pesbIX MeJaHo-
LIUTOB, BBISIBJSIIOLIMICS MPU KOHTAKTE C aHTUTEJIaMU
K KJIETKaM YepHOil MelaHoMbI yenoBeka-45 (HMB45)
MIPY UMMYHOTMCTOXNMUYECKOM HccienoBanun) [7]. Jdo-
MOJHUTENIBHO IKCITPECCUPYIOTCS PELIENITOPHI K 3CTPOTeHY
U TIPOTeCTEPOHY, CTUMYJISILIMS KOTOPBIX MTPUBOAUT K YCH-
JleHuto npoaudepauny u murpaunu JAM-kieTox [2].
KpomMme mipeacraBieHHBIX JaHHBIX, B HACTOSIIIEE BPEeMS
B MaToreHese yAeJasieTCsl BHUMaHUEe HeraTUBHOMY BJIMSI-

HUIO MAaTPUKCHBIX METAJJIONPOTENHA3-2 U HEUTPOPUIIO-
CTUMYJIUPYIOLINX (PaKTOPOB Ha TeueHue 3a0oneBaHusI [2].

JuarHoctuka JIAM cTpouTcs Ha OCHOBAaHUM KJIMHM-
YECKUX, PEHTTeHOJIOTUIECKIX, Ta00OPaTOPHBIX U, TIPU He-
00XOIMMOCTH, TeHeTUYeCKNX naHHbIX. [lnarnos TC-JIAM
MOATBEPXKAACTCS MPU YCIOBUU HAJTMYMSI YCTAHOBJIEHHBIX
kputepueB (0onbiux U Manbix). Juarnos C-JIAM, npu
uckimoyeHuu TC-JIAM u apyrux KMcTO3HbIX 3a6071€e-
BaHUI1 JIETKUX, YCTaHABIMBACTCS KaK OIpenesIeHHBINH,
BEPOSITHBIN UJIM BO3MOXKHBI [8].

B peructp CBepaioBcKoit 061aCTH BKITIOUEHBI 16 ma-
uneHToB (100 % — xeHimuHbl), Y 3 (19 %) u3 HUX AU-
arHoctupoBaH TC-JIAM, y octanbHbIX — C-JIAM. Xu-
pypruueckasi Bepudukauus 3ad0ogeBaHUs BbITIOJTHEHA
y 10 (62 %) GonpHbIX, y 8 (50 %) 13 HUX BepUDUITNPOBAH
C-JIAM, y 2 (12 %) — TC-JIAM. O6paiaet Ha ceOst BHU-
MaHMe (HaKT TPOXUBAHUS 4 TTAIIMEHTOK, HE MMEIOIINX
MEXIy cCOO0OI poACTBa, B OMHOM ropoje (HacejJeHue —
160 000 yenoBeEK).

Knunnyeckoe HabnropeHue Ne 1

[MammenTtka U. 1990 rona poxnenust. Cuuraer cedst 60IbHOMN
¢ 22.10.19, korma nociie pe3Koro noabemMa U3 MoJoXXeHUs Jiexa
OTMETWJIA TTOSIBJICHUE OCTPOIi OOJIM B TPYIHOM KJIETKE CIIpaBa,
conpoBoxaawuieiics oaplkoi. 'ocnuranu3upoBaHa HEOT-
JIOXKHO B CTAl[MOHAP IO MECTY XKUTEJIbCTBA, [JI€ AMAarHOCTUPOBAH
MPaBOCTOPOHHMI TTHEBMOTOPAKC, BBIITOJIHEHO IPEHUPOBAHTE
rieBpaibHOi nojoctu no IletpoBy. B cBsi3u ¢ BhIsIBIeHUEM
MHOXECTBEHHbBIX TOHKOCTEHHBIX BO3IYIIHBIX KUCT MO TaHHBIM
KOMIIbIOTepHOI ToMorpaduu Beicokoro paspetieHus (KTBP)
3aI10J03peH BriepBbie AuardHo3 JIAM. B cBsi3u ¢ HeyI0BIETBO-
PUTENBHBIM pa3pelieHneM ITHeBMOTOpaKca IepeBeieHa B TO-
pakajibHOE OTAEJeHUE IPYTroro MeAULMHCKOTO YUPEXKACHUSI.

07.11.19 BBITTOTHEHBI BUIEOTOPAKOCKOIINS CIIPaBa, KOHBEP-
CHST B TOPAKOTOMMIO, pe3eKIMs S3, 6 M YacT! almKaJIbHOTO TIpa-
BOTO JIETKOTO, TieBpoae3. [1o JaHHBIM TMCTOIOTMYECKOTO UC-
cienoBaHus Mopgosiornyeckasi KapTuHa cooTBeTcTByeT JIAM,
WMMYHOTUCTOXUMUYECKOE UCCIIEA0BAHNE HE MPOBOIUIOCE.

12.10.20 mocyie He3HAYMTETBHOI (PU3MIECKOI HATPY3KH pa3-
BUJICSI CTIOHTAHHBII MTHEBMOTOPAKC ciieBa. HeoTioxHo rocnu-
TAJIM3UPOBAHA B CTALIMOHAP MO MECTY XKUTEJIbCTBA, BHITIOTHEHO
JNpEeHUpPOBaHUE JIEBOM TJIEBPATbHOM MOJOCTH.

19.06.21 cneunanucTaMu YpajlbCKOro HayYHO-MCCIEI0-
BaTeTLCKOTO MHCTUTYTA (DTU3NOITYTbMOHOJIOTUY — (Drinaa
denepaabHOro rocyaIapcTBEHHOIO OIOIKETHOTO YUPEXKICHUS
«HanmoHnanbHbIT MEAUTIMHCKUI UCCIENOBATETLCKUI TIEHTP
GTU3MOTTYTEMOHOIOTUN W MHGMEKIIMOHHBIX 3a00JIeBaHU»
MuHucTtepcTBa 3apaBooxpaHeHust Poccuiickoit @enepanmu
ycTaHoBJieH nuarHo3 JIAM. Ha3zHaueHa naToreHeTu4eckas Te-
panusi ”HTMOMTOPOM MUIIEHU parlaMULIMHA Y MJIEKOITUTAIOIINX
(mTOR) — cuponumyc 1 Mr B CyTKH, cTapT Teparuu — 13.05.22.
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B 2022 r. ycranosnena Il rpynma naBanmugHoctu. 29.09.22
TTOBTOPHO KOHCYJITUPOBAaHA B OKCIIEPTHOM IieHTpe. B cBs3n
co cHuxeHueM (c 44,6 no 31,9 %) nuddysznonHoIi criocoGHO-
CTM JIETKMX 10 MOHOOKcuy yriaepona (DL ) nosa npenapara
yBeJIWYeHa 710 2 MT B CyTKM B TMHaMUKe. B HacTosIiee Bpems
TIO3UPOBKA COXPAHSIETCS TIPeXHEN (2 MT B CYTKH).

Kimanyeckast kapTiHa 6pOHX000CTPYKTUBHOTO CUHIPOMA,
TTOATBEPKICHHASI COOTBETCTBYIOIIMMU JTAHHBIMU CITUPOMETPUH.
PexoMennoBana 6poHxonuTHYEeCKast Tepanus (MHIAKaTepO
150 MKT 110 1 103€ B CYTKM IJIUTEIbHO). B manbHeiiem uH-
JaKaTepos 3aMeHeH Ha TUOTPOTHS OpoMuz 2,5 MKT 110 2 TO3bI
1 pa3 B CyTKH B CBA3M C ILIOXOH IIEPEHOCUMOCTEIO [3,-arOHKMCTa
B BUJIe TAXUKAPIUU.

Anamnes xcusznu. [1o TaHHBIM PETYISIPHOTO €XETOTHOTO
PEHTTEHOJIOTUIECKOTO UCCIIeNOBAHNUS U3MEHEHNUS B JIETOUHOM
TKaHU HUKorna He onpenensiauch, KTBP opranos rpynHoit
kietku (OI'K) He mpoBoaMIACE.

IIpogpeccuonanvhas epednocmn: MacTep MaHuKiopa ¢ 2022 1.
Craxa kypenus HeT. TpaBMbI 1 oniepaninu otpuniaet. Hacien-
CTBEHHOCTb He oTsroieHa. bepemenHocTeit — 1 (CpoyHbIE POIBI
B 2016 r.). B Teuenne nmocaenHux 6 Mec. o0 aeOioTa CIIOHTaH-
HOTO TTHeBMOTOpakca crpasa (22.10.19) mpuHuMana KoMOUHM-
poBaHHbIe opanbHble KoHTpauenTusbl (KOK), HazHaueHHbIE
TMHEKOJIOTOM.

Ilepsuunoiii 06wuit ocmomp. 10.02.26 pusuKaIbHbIE JaH-
HbIe — 63 OTKJIOHEHU I OT HOPMBbI. 6-MUHYTHBIIA IIATOBBIIA TECT
(6-MIIIT): HachILIEHNE KUCIIOPOIOM IFeMOIIOOMHA KAITMJUISIP-
HOIi KPOBH, M3MEPEHHOE METOIIOM TyJibcoKcumeTpun (Sp0,), —
95—-94 %; uactora cepneuHbix cokpameHuit (YCC) — 71—-112
B MUHYTY; OZBIIIKA IT0 mKayue bopra — 1—3 6aa; pacctosiHue,
MpoiiaeHHOe I1pu BhimosHeHnu 6-MIIT, — 480 m.

Pezyasmamor 1a60pamopHbIX U UHCMPYMEHMAaNbHbIX 00ced0-
eanuii. [lokazarenyn oOMIEKTMHNIECKUX UCCIEIOBAHUN KPOBU
Y MOYU, OMOXMMUIECKOTO aHaIN3a KPOBY HAXOIMJIUCH B TIpeIe-
J1ax pedepeHTHBIX 3HAYSHU N, TTOITOMY B JAHHOM ITyOIMKAIIUN
TOPOOHO HE TIPUBOMISITCS.

15.05.21 nmo marHbM KT opraHoB GpIOIIIHOM MOJIOCTH ¢ KOH-
TPACTHBIM YCWJIEHHEM BbIsiBIieHa KpyrHast (97 X 64 X 62 MM)
anrnomuonumnoma (AMJ]) B ieBoii ToUKe, HETIOTHOE YABOSHUE
JIEBOI TIOYKM, MHOKECTBEHHBIE JINTIOMBI B TIPaBOii AOJIE TTeve-
Hu. KoHcympTHpOBaHa ypoaoTroM, peKOMEHIOBAaH aKTUBHBIN
KOHTpOJIb Haa pazmepamu AMJIL.

07.04.22 BBITIOJIHEHA 2HIOBACKYJISIpHAS SMOOIM3ALIMST CO-
cynoB AMJI neBoit mouku.

Ha ocHoBanuu mpoBeneHHbBIX 00cenoBaHmii chopmMym-
poBaH nmuarHo3 criopagyeckuit JAM, onpeneneHHbIN, OCIOX-
HEHHBIN pelUINBUPYIOIINMU ITHeBMOoTOpakcamu (22.10.19 —
crpasa, 12.10.21 — cineBa). Mopdomornyecku BepruhUIIMpoOBaH
(07.11.19 — BUIEOTOPAKOCKOIIHSI CIIPaBa, KOHBEPCHS B TOPAKO-
TOMUIO, pe3eKIust S3, 6 U YaCTu anMKaaIbHOTO MPABOTO JIETKOTO,
IJIeBpOe3 CIIpaBa). XpOHUIecKasl bIXaTeTbHasl HeIOCTaTOq-
HocTb | crenenn. Kpynnas AMJI sieBoit, 4aCTMUHO YIBO€HHOM
ITOYKH. DHIOBACKYIIsSIpHast aMbosm3aiust cocynoB AMJI 07.04.22.

Jlonoanumenvroe obcaedosarnue. Dxokapauorpapust oT
05.07.23 — B penenax (pU3MOIOTMIECKOM M BO3PACTHOI HOPMBI.

VasrpasBykosoe uccnenosanue (Y3W1) opraHoB Manoro taza
(OMT) ot 27.10.24: xucTa 1eBOro SMYHUKA ((OJTUKYISIpHAS).

JnHaMuka moxasateneil GyHKIIMOHAIBHOTO UCCIeTOBAHIST
PpeCIIMPaTOPHOIL CUCTEMBI ¥ YPOBHsI catypauuu ¢ 2021 mo 2026 r.
npenacrabieHa B TaoI. 1.

Jdunamuka nanubix KTBP ¢ ykazanuem neHcutomerpu-
4eCKOro (KOJIM4YeCTBEHHOT0) nHaekca sMmbusemsl (IND, %),
npencrasieHa Ha puc. 1. IUD paccuutan B COOTBETCTBUU
C TUTOTHOCTBIO JIETOYHOU TKaHU, COOTBETCTBYIOIIe —950 emnu-
vt Xayachwuina (HU) [9].

WD B 2020 r. cocraBmn 23 %, B 2026 1. — 21 %. YMmeHb-
mieruie JIND Ha 2 % oOBbSACHSIETCsI MOJHBIM PErPeccoM Majioro
JIEBOCTOPOHHETO ITHEBMOTOPAKCA.

Pazmepnst AMJI 3a BpeMst HaOII0AeHUS YMEHBIIMINUCH. 1~
HaMMKa IIPOIEMOHCTPUPOBAaHA Ha puC. 2.

B Hacrosiiiee BpeMsi COCTOSTHYME TIAIIMEHTKU OLIEHUBAETCST
Kak ctabunbHoe ¢ 2022 1. [IpomoirkaeTcst akTUBHBIN TUHAMU-
YECKUI KOHTPOJIb.
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IMauuentka I'. 1973 roga poxaeHust BriepBbie oOpaTUIach
K IyJIbMOHOJIOTY B HOsi0pe 2022 T. ¢ >Xajio0aMU Ha MPOrpeccu-
PYIOIIYIO OJIBIIIIKY B TeUeHUe | Tona 1 CHIKeHUE TOJIEPaHTHOCTH
K (pusnyeckoii HarpysKe.

Anamnes 3abonesanusn. Cuutaer cebdst 6onbHOI ¢ 2021 1.,
KOTZIa BIIEpBhIE CTajla 3aMevaTh ONBIIIKY B OBITY M Ha pabore.
B teuenue 2022 r. ofpliiika MeIJIEHHO MTPOTpeccupoBaia, CHU-
3WJIaCh TOJIEPAHTHOCTD K BHITIOJTHEHUIO OBITOBOI (hr3MuecKoi
Harpy3ku. 12.11.22 nanueHTKa KOHCYJbTUPOBaHA ITyJIbMOHOJIO-
TOM U HaIpaBJieHa Ha JOTOJTHUTEIbHOe 00CIeI0BaHMe.

Anamnes scuznu. VI3BeCTHO, UTO MO JAHHBIM PETYJISPHOTO
€eroIHOTO PEHTTEHOJIOTUIECKOTO UCCIeNOBAHUS N3MEHEHUS

Tabauua 1

Jlunamura noxasame.eii )yHKUUOHAAbHOO0 UCCACO08AHUSL PECNUPAMOPHOU CUCHIEMbL U HACBIWEHUSA 2eM02A00UHA

Kanuaaapuou kpoeu kucaopooom (2021—2026)
Table 1

Changes in the functional parameters of the respiratory system and oxygen saturation of hemoglobin in capillary blood

(2021 — 2026)

weormen | Ol OEN, %, oon, %, 00B /OKEN | O0B,%,, | OKEN%, | e
10.06.21 146 724 684 083 678 83,1 %
25.01.22 356 - - 0,95 524 551 )
30.01.24 370 - - 103 65,7 634 %
124224 27 88,6 136 092 793 826 %
17.07.25 27 8 145 091 59,7 564 %
0202.26 23 87 144 083 59 61 %

Mpumedatie: DL ., — BucDy3uoHHas CnocoBHOCTb nerkvx no MoHookenay yrnepoda; OEN ~ obuwas emkocTb nerkix; OO ~ ocTatouHbii 06bem nerkix; OOB, — 0bbem dhopcuposarHoro Bbifoxa
3a 1-to cekyay; ®KEN - dhopenposaHHas xu3HeHHas eMKoCTb nerkwx; SpO, — HachiLeHve remornobiuHa kanunnapHoi KpOBU KWCTIOPOOM, U3MEPEHHOe MeTOROM NynibcoxcumeTpuu; 6-MLLT -

G-MVHYTHIV LIAroBbIN TECT.
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Puc. 1. IlunamMuka KOMIIbIOTEpHOI TOMOTpacduu opraHoB rpyaHoii kietku: A — ot 12.10.20; B — o1 06.02.26

Figure 1. Chest computed tomography scans: A — October 12, 2020; B — February 06, 2026

Puc. 2. AHTHOMMOJIMITOMA JIEBO ITOYKU 0 U ITOC/Ie SHAOBACKYIISIpHOI aMOom3aiuu cocynos 07.04.22: A — ot 15.05.21 (97 X 64 X 62 MMm); B —
ot 15.07.25 (37 X 37 X 30 MMm)

Figure 2. Angiomyolipoma of the left kidney before and after endovascular embolization of vessels on April 07, 2022: A — on May 15, 2021 (97 X 64

X 62 mm); B — on July 15, 2025 (37 x 37 x 30 mm)

B JIETOYHO! TKaHW HUKOTIA He omnpenesiiuck. [Ipodeccro-
HaJIbHasT BPEIHOCTh He oTMeueHa. HaciencTBeHHOCTR: y oTiia
3J10Ka4ecTBEHHOE HOBOOOpa3oBaHUe JTeTKnx. bepemMeHHOCTEH
4 (2 cpoOYHBIX pOIOB, 1 METUIIMHCKUIT a60pT, 1 BEIKMAKIII). [To-
ciemHue cpouHbie poasl — B 40 et (2013). B TeueHme mocimenHuX
16 et npuanmana KOK, Ha3HaueHHbIE THHEKOJIOTOM.

Ilepeuunviii 0owuit ocmomp. 17.02.26 dusuKaabHbIE JaH-
Hble — 6e3 OTKJIOHEeHM#t 0T HOpMbL. 6-MIT: SpO, — 9585 %,
YCC — 87—107 B MuHYyTY, OIbIIIKa IT0 IKane bopra — 2—3 6ajna,
paccTostHue, ITPOiIeHHOE TIpK BoirmonHeHnn 6- MIIT, — 320 M.

Pezyasmamor 1a60pamopHbIX U UHCMPYMEHMAaNbHbIX 00cAed0-
eanuii. TTokazatenyn oOMIEKTMHUIECKUX UCCIeIOBAHU KPOBU
Y MOYU, OMOXMMUIECKOTO aHaTN3a KPOBY HAXOIWJINCH B TIpele-
Jax pecdepeHTHBIX 3HAYSHU N, TTOATOMY B JAHHOM ITyOIMKAIIUNT
TTOPOOHO HE TIPUBOMISITCS.

DyHKIIMOHAIBHBIE PECTTUPATOPHBIE TOKA3aTEIN TIPEICTaB-
JieHbl B Ta6u. 2, nanasie KTBP — Ha puc. 3. Onpenensitorcst
nuddy3HO pacTipocTpaHeHHbIE TOHKOCTEHHBIE KUCTBI, OKPY-
JKeHHBbIe HEM3MEHEHHO JIETOYHON MTapeHXUMOM, YTONIIEHIEe
BHYTPHIOJIBKOBBIX TIeperoponok. JIAM (?).

Paccuurana nuHamuka JND:
¢ 01.12.22 =21 %;
¢ 19.02.25—34,6 % (+13,6 %);

+ 10.02.26 — 36,5 % (+1,9 %).

ITo pesynbratam nepuoanueckoro KTBP BoisiBiaeHO 1po-

rpeccupoBanue JIND ¢ 2022 mo 2025 r. [Tpu oTcyTcTBUM N3Me-

penus [JVD BusyanbHast olleHKa KOJIMIECTBA U pa3Mepa KHUCT
TPENCTaBISIIACH 3aTPYTHUTELHOM 1 COCTABIISIIIA JIOXKHOE BIIE-
YaTJeHNe O CTAOWILHOM TeUeHUM 3a00JIeBaHUSI.

B 2022 r. mo peKoMeHIaIMY THHEKOJIOTa 3aBepIIeH ITpUeM
KOK.

18.01.23 manmeHTKa KOHCYJIbTHPOBaHA JePMaTOJIOTOM: JIep-
MaTOJIOTUIECKH 3I0POBA, KOXHBIX MTPOSIBICHUI TyOepO3HOTO
CKJIepO3a HeT.

Ha ocHoBanuu mpoBeneHHBIX 00CIeTOBaHUI YCTAHOBIIEH
mrarHo3 C-JIAM (BeposITHBIN). XpoHUUECKasT TbIXaTeIbHast
HEIOCTaTOYHOCTH 11 cTeneHu.

COBMECTHO C MTAIMEHTKOM MPUHSITO PEIIeHNe BO3MEPKATHCS
ot Mopdoorndeckoii Bepubukaimy 3adoneBanus. [IposeneHo
OCBUIETETLCTBOBAHNE MEIUKO-COIUATBHON SKOHOMUYECKOU
Komuccuei, B anpesie 2023 r. ycranosneHa I1 rpymma naBamm-
HOoCcTH. BpaueOGHoIT KoMuCccHei MPUHSTO pellieHne 0 Ha3Havye-
HUU MaleHTKe MmaroreHeTnueckoit tepanmuu. C mioHs 2023 r.
Havaro nedyeHne nHruoutopom mIOR — cuponmmyc 2 MT B cyT-
KU; B CBS3U C OPOHXOOOCTPYKTUBHBIM CTHIPOMOM Ha3HaueHa
WHTASIIIMOHHAST OPOHXOJIMTUYECKAsT Teparnvis (PUKCUPOBAHHOMN
KOMOWHAIIMEeH olonaTepost / THOTPOTTHST OPOMULI.

Jlonoanumensroe obcaedosanue. 1o naHHBIM 3XOKapAMOTpa-
un ot 28.02.24: cTeHKM aOPTHI YIJIOTHEHBI, MUTPAJIbHAS I TPH-
KycnupanbHast peryprutammst 0—I crenenu, dppakiust BeIopoca
(o Simpson) — 60,9 %, cucronnueckoe AaBICHUE B JIETOUHOM
apTepuu — 23 MM PT. CT., IepuKapa 6e3 0COOEHHOCTEI.
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3ametku u3 npaktuku « Clinical cases

B

c

Puc. 3. lunamuka KOMIBIOTEpHOI ToMOrpacdun opraHoB rpyaHoii kieTku: A — ot 01.12.22; B — ot 19.02.25; C — ot 10.02.26
Figure 3. Chest computed tomography scans: A — December 01, 2022; B — February 19, 2025; C — February 10, 2026

Tabauua 2

ﬂunamurca noxasameaeri ¢yﬂl€l(u0ﬂa/lbll020 uccaedosanus pecnupamopnozi CUCMeMbl U HACHIWECHUA 2emo2100una

Kanuaaapuoi kpoeu Kucaopooom (2022—2025)
Table 2

Changes in the functional parameters of the respiratory system and oxygen saturation of hemoglobin in capillary blood

(2022 — 2025)

ue cnf;;: _ DLy, %y OEN, %,,., oon, %,,,, 00B, / GXEN 00B,, %, OKEN, %, Sgﬁzu:';fg/le
01.12.22 42 148 196 0,68 7 106 85
02.02.23 38 140 200 0,62 61 98 76
14.06.24 325 135 203 0,58 54 93 86
07.02.25 295 134 210 0,59 50 84 86
03.10.25 33,1 137 191 0,60 61 102 88
12.02.26 295 143 219 0,66 57 86 86

Mpumedarive: DL ., — Bucdy3uoHHas CnocoBHOCTs nerkvx Mo MoHookeuay yrnepoa; OEN ~ obuwas emkocTb nerkux; OO ~ ocTatouHbii 06bem nerkux; OOB, — 0fbem dopeuposarHoro Bbifoxa
3a 10 cekyhay; OXKEN - dopenpoanHas kuaHeHHas eMkocTb nerki; SpO, — HacblLLgHVe reMornoBuHa KanunnapHOi KPOBY KCTIOPOOM, MaMEPEHHOE METOTIOM nynbcokeumeTpuu; 6-MLLT —

6-MUHYTHbIV LLArOBBII TECT.

Y3U opraHoB Opro1IHO nojocTu 1 rmovek ot 21.03.24: nud-
(y3HbBIE U3MEHEHNST TTOIXKETYTOUHON KeJe3bl.

VY31 OMT 10.07.24: samomeTpro3, oopa3oBaHue JEBOTO
auyHuka (kucta). KT opraHoB OpIoIIHOI MOJOCTH, 3a0pIo-
mUHHOTO npocTtpaHcTBa, OMT ¢ BHYTPUBEHHBIM yCHJICHUEM
ot 16.04.25: xucta SVII neyenu, BeposTHO, remaHruoma. Krcter
SIMYHUKOB C AIBYX CTOPOH.

3a manuMeHTKO! MPOIOJIKeHO NaibHeiilee HabIoaeHE.

JvHamuka riokasateseil GyHKIIMOHAIBHOTO UCCIIeTOBAHMS
pecnupaTopHoil cucteMbl U ypoBHs SpO, (2022-2025) orpa-
KeHa B Tabj1. 2. CniupoMeTpuyecKue rmokasaTeju MpuBeaeHbI
0 pe3ysabTaTaM OPOHOXOIUTUYECKOTO TECTA.

YuuTeiBasi mporpeccupoBaHue 00JIE3HU B BUIE YXYALICHUS
(yHKIIMY pecnpaTOpHO CUCTEMBI, HAPACTAHUSI OCTATOYHOTO
obbema Jierkux u IV, cBuneTebCcTByoIIee 00 OTPUTIATETLHOM
nuHamuke JIAM, c aBrycra 2024 1. 110 pelieHuo BpauyeOHOM
KOMMCCHHM YBEeJIMYEeHA TO3MPOBKA CUPOIMMYCA 110 3 MT B CYTKU.
CnmpoMeTpuyecKkue nokasarejau Ha (poHe OPOHXOIUTUYECKOM
Tepanuu COXpaHsTUCh Ha MpexHeM ypoBHe. CTabuibHOE Te-
yeHne JIAM ycTaHOBIIEHO HA OCHOBAaHMY KIMHUKO-(GYHKIINO-
HaJIbHBIX ITOKa3ateseii ¢ 2024 1., MoaTBepKIeHHOE Pe3yIbTaTaMKi
KTBP or 10.02.26 (GoJbire Ha 1,9 % 1o cpaBHeHuIO ¢ 2025 1.).

[MponoskaeTcst akTUBHBIN TUHAMUYECKHUI KOHTPOJIb.

O6cyxaeHue
HDCI[CTaBI[eHHI)Ie KIIMHUYECKUEC HaﬁﬂlO,Z[eHI/IH HE SABJIAIOT-

Cs YHUKAJIBHBIMU, KaK pa3 Ha000poT, MMPOIEMOHCTPUPO-
BaHO JOBOJIbHO TUITMYHOE Pa3BUTHE COOBITUM y MallMeH -

ToB ¢ JIAM. MenieHHoe nporpeccupoBaHue, OTCYTCTBUE
IpyObIX MAaTOJOTUYECKUX U3MEHEHUI B JISTOUHOM TKaHH,
JIOCTYTTHBIX (hII0OporpacuuecKoMy UCCIEA0BAHUIO B TIEP-
BbIE TO/IbI 3a00JIEBaHMsI, CITOCOOCTBYIOT HE3AMETHOMY IS
KJIMHULMCTOB M CAMOTO IMallMeHTa OeOI0TY IEPBhIX CUM-
ToMoB 0osie3Hr. OTHOBPEMEHHO C 3TUM ITaTOreHEeTHYe-
CKU TeYeHHUe 3a00JIeBaHUsI YCYTYOIsIeTCsl B PENPOIYKTUB-
HoM Bospacte, npu nnpueMe KOK u 6epemenHoctu [10].

Knunuueckue nposiBienust JAM mMoryT ObITh BeCbMa
pa3zHooOpa3HbiMu. Hanbonee TMIMMUHBIMY BHEJIETOYHBI -
MU TIposBlieHusMU sBisieTcss AMJL: y 90 % manmeHTOK
¢ TC-JIAM u 30—40 % — ¢ C-JIAM. [10]. [THeBMOTO-
pakc, XujIoTopake, TMMMaHTUOJIeHOMUOMBI, a TaKXKe
pa3HooOpa3Hble BHeleTouHbIe TiposiBiieHnst TC crienyeT
yuuThiBaTh npu auarHoctuke JIAM [11]. Cpeau Hau-
0osee MHMOPMATUBHBIX TaOOPAaTOPHBIX OMOMapKEPOB
BBIIEJISIETCS M peKOMEHIYETCs MCCIIeNOBaHNE YPOBHS
dakropa pocra sugorenusa cocynoB D (VEGF-D) [11,
12]. OnHako JaHHBINM BUI MCCIeOOBaHUS TOCTYIEH
B O'PAaHUYEHHOM YHCJIE [IEHTPOB U HE UCIIOIb3yeTC s
B PYTUHHOM TIPaKTHUKE B OTEYECTBEHHOM 3[paBOOXpaHe-
Huwm [12, 13]. OnHUM U3 «HAIEXKHBIX», HO B TO K€ BpeMs
TpaBMaTUYHbIX [IJIs1 TALIMEHTa METONOB TMAarHOCTUKU SIB-
JIsieTcs xupypruueckasi ouorcus jgerkoro [11]. Hepeako
MaHHdecTalns 3a00JIeBaHUS IIPOUCXOIUT CO CITOHTaH-
HOTO ITHEBMOTOpPAaKca WM OCJIOXKHEHUS, BBI3BAHHOTO
AMIJI (Hanmpumep, He(PIKTOMUS MO MOBOAY OOJILIINX
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pasmepoB AMJI). DT 00CTOATENBCTBA CITOCOOCTBYIOT
MopdoIornuecKoit BepudurKaluy AMarHo3a u qajibHei -
el MapIIPyTU3ALUHU B CIICIINAIN3UPOBAHHBIC IICHTPHI.
VY yacTu ManMeHTOB TUCTOJIOTUYECKOE TTOATBEPKICHUE
nuarHo3a JIAM oTcyTcTByeT, OMHAKO AOIMOJHUTEIbHbIE
METOIbI 00CIeIOBAaHNSI U HAJIMIME 0003HAYCHHBIX KPU-
TepueB 3a00JIeBaHUS TTO3BOJISIOT YCTAaHABINBATH KaK
C-JIAM, tak u TC-JIAM.

HecmoTpst Ha miuTenbHOE pa3BUTHE U TeueHUE 3a00-
JIeBaHUsI, HE CTOUT HEJO0OLIEHNBATh HEOTIACTUYECKYIO
npupony JIAM M, COOTBETCTBEHHO, peaqnu3yeMblii Me-
TacTaThnyeckuii moreHuan. Kiacrepusriit anamms JIAM-
KJIETOK MTOKa3bIBAET MX CXOACTBO CO 3JI0KAYECTBEHHBIMU
KJIETKaMM paka MOJIOYHOM KeJe3bl, KeJlyaKa, JerKux
1 YPOTEHUTAIBHOTO paka [12]. Y mammeHToK, mepeHeCImx
TPaHCIUIAHTAIINIO, B HOBBIX JISTKUX BHOBb OOHAPYKMBa-
I0TCSI KJIETKM, TeHeTUYeCKU uaeHTuYHbIe JIAM -kneTkam
yIAJIEHHBIX JIETKUX, YTO CBUAECTEILCTBYET O MeTacTaTIe-
CKOM TIOpaXkKeHUU PECITUPATOPHON TKAHU U HUBEJIUPYET
MOJIOXKUTENbHBIN 3(P(PeKT, Kazanoch Obl, paguKaJIbHOTO
Metona aeyeHus [ 14]. Kpome atoro, JIAM-KJeTK1 MOTYT
OOHaApYKMBAaTLCI BO BCEX OMOTOTMUCCKUX KUIKOCTSIX
opranusma [15]. Jleuenue JIAM oCHOBBIBaeTCSI Ha COB-
PEMEHHBIX TIPEICTABICHUSIX O TTATOreHe3¢e 3a00JIeBaHNS.
OcHoBHas rpymnia Ha3HavYaeMbIX ITpernapaToB — 9TO UH-
ruoutopsl MTOR (cuponumyc, aBeponumyc). [lonreep-
XKJIEHO UX BJIMsSHWE HAa yMeHblleHue pazmepoB AMJI,
JICUeHUE XWJIOTOpaKca, yBeJandeHne oobema hopcupo-
BAHHOTIO BbII0Xa 3a 1-10 cekynay (OPB)), samennenue
TeMmIa rmagaeHust GyHKIUU Jerkux [16].

ITo maHHBIM psiAa UCCIIeAOBAHMIT ITOKAa3aHO TTOBBIIIIE -
HHE YPOBHSI META0OJIMTOB TMCTAMUHA KaK B OKPYXEHUM
JIAM-xJieToK, Tak 1 B HUX camMux. B HacTosiiee Bpemst
y3Ke TIPOBOJISITCST COOTBETCTBYIOIINE MCCIIEAOBAHMS (KOM-
OuHauus nHruouropa H -rucraMmHoBoOro peuenropa jio-
paTaauHa U parnamuuuHa) [16, 17].

Ponb uMMyHHOI cucTteMbl, B YacTHOCTU T-numdo-
LIUTOB, U3yJaeTcs B psiZie HAyYHBIX paboT [16]. Dkcnepu-
MEHTaJIbHO, Ha MBIIITMHBIX MOEIISIX, TTOKa3aH ITOJIOXKM -
TeJIbHBIN 3 (MEKT TapreTHOTO BO3AEICTBUS Ha 0COObIE
oenxku T-nmuMbouuToB B BuAe 3aMeuieHus pocta JIAM-
KJIETOK [16]. OOCYKIAIOTCS ¥ UCCIEAYIOTCS UHTUOUTOPBI
Src-kmHa3H (HepelenTOPHBIe TUPO3UHKIUHA3KI 1 TIPO-
TOOHKOTCHBI, YYaCTBYIOIINME B IMIPOIrdepaim, moaBIK-
HOCTHU M BbIXKMBAHUU KJIETOK), UHTUOUTOPHI ayTo(aruu
U TOPMOHBI Ut JieueHnst JIAM [16].

IMporro3 mist 60abHBIX ¢ JIAM cepbe3nbrit. CunTa-
eTcsl, uTo Oosiee 0JIaroNpUSITHHIM T€UEHUEM COIIPOBO-
xnaetcss TC-JIAM, no cpaBHeHuto ¢ C-JIAM. OgHako
UMEIOTCSl UCCIIeIOBaHUSI, KOTOPbIE HE MOATBEePKIAIOT
TAHHYIO TUIIOTE3y W IeMOHCTPUPYIOT OIMHAKOBYIO CKO-
poctb naaeHust pyukimm jerkux [18]. ITo onbiTy MHOTO-
JIETHETO M3y4eHUsl 3a00JeBaHUs onpeaeaeHbl (haKTOPbl
071aroNpUSITHOTO U HEOJIAronpusiTHOTO mporHosa [18].
K dakTopam 01aronpusITHOTO TIPOTHO3a OTHOCATCS T10-
xwuoit Bospact, O®B, > 70 %WX Ha MOMEHT YCTaHOBJIe-
HMSI TMarHo3a, MMOCTMEHOMay3aJIbHbIN CTaTyC; (haKkTopaMu
HeO0JIaroNpUSITHOTO TTPOTHO3a CUMTAIOTCSI TIPOTPECCUPY-
oIIIasT OIBIIIKA IIPY OOpaIlleHUH, TTpeMeHOTIay3aTbHbIN
nepuoa, OPB < 70 %mm Ha MOMEHT YCTaHOBJIEHUS
IMarHo3a, oopatumMasi OOCTPYKIIMS AbIXaTeJIbHBIX ITy-

Tel, KUCIOPOI03aBUCUMOCTb, 00Jie€ BHICOKME YPOBHU
VEGF-D (> 800 ur / mu") [18].

B npencraBieHHBIX KITMHUYECKUX HAOMIOACHUSIX CTpa-
TUDULIMPOBAHBI (haKTOPHI HEOJIATOIIPUSATHOTO MTPOTHO3A.
Hns 1-i1 malilueHTK — MHOXECTBEHHbIE TOHKOCTEHHbBIE
BO3IYIIHBIE KMCTHI B MIPEMEHOIIay3aIbHOM ITepuoe,
OCJIOXKHUBIIHMECS PeUUANBUPYIOIIUM ITHEBMOTOpPaK-
COM; TSI 2-11 TAlIMEHTKU — IIPOTPECCUPYIONIAsT OMBIIITKA
Ha ¢oHe npuema KOK, mporpeccupytoiias abixatenab-
Hast HeIOCTaTOYHOCTH ¢ T PY3HO pacpoCTpaHEHHBIMU
IIPOTPECCUPYIOIINMUA TOHKOCTEHHBIMU KMUCTAMU B JIET-
KHX, CONpoBOXaaouuecs naaennem DL . DTu naHHbIe
TOTIOJIHSIIOT Pe3yabTaThl (PYHKIIMOHATBHBIX U JTYYEBBIX
00cJieIoBaHMi B TPOTHOCTUYECKOM OLIEHKE TeUEHMS 3a-
OosieBaHMsI.

O6muM hakToM B HAOIIOAEHUSX SIBJISIETCS MTPUEM
KOK Ha MmomeHT BoigBieHust JJAM. U3BecTHO, uTO O€-
pemeHHocTh U pueM KOK MoryT crioco6¢cTBOBaTh Mpo-
rpeCCUPOBAHMIO 3a00JICBAaHUS 3a CUET 3CTPOTEHOBOM
CTUMYJISILIUY CUTHAJIBHOTO MYTHU MPOoJnepaliny KIeTOK
mTOR [19].

3akntoyeHue

JIAM — penkoe cucteMHoe 3a00JieBaHUE, KOTOPOE ac-
COLIMMPYETCS ¢ KUCTO3HOM AECTPYKIIMEH JETKUX, TIPO-
IPECCUPYIOIINM MagecHUEM PeCITMPaTOPHBIX (DYHKIINO-
HaJIBHBIX TTOKa3aTesieli, pa3BUBAIOIIMMCS JTM00 Ha (DOHE
TyoeposHoro ckiieposa (TC-JIAM), nubo criopaguuecku
(C-JIAM). [1nsa nepBuuHoii nuarHoctuku JIAM tpebyercs
MYJIbTHIACHMIUIMHAPHBIN TToaxon. [1pemapaTamu BeIOOpa
ISt iedeHus saBisioTess nHruouTopsl mIOR. Tlpu po-
rpeccrpoBaHUM 3a00JIeBaHUS TTOKa3aHa TPaHCIIaHTaLUs
JIETKUX.
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