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Pestome. OueHKa Te4eHUs 3a601eBaHNsA U PE3YNbTATOB JIEYEeHNA Npu numdanruoneinomumomarose (JTAM) npoussoguTcs ¢ NOMOLLbIO
KOMMbIOTEPHO-TOMOrpadynyeckoro nccnenosaHns. Hanbosnee 4acTon popmoit MmaHuecTaunm 3abonesaHns 1 ero 0CNOXHEHHOro
TeYeHMs ABNAETCA Pa3BUTUE CMOHTAHHOTO MHEBMOTOpaKca. Ero neyeHme — xmpypruyeckoe BMeLIATeNbCTBO (LPEHNPOBAHNE MO
btonay) — MoXeT Bbi3BaTh Kackaj pa3pbiBa CeayoLwmnx TMMEaHr1oNenoMnoMaTo3HbiX BO3LYX0COAEPXKALLUX KNCT 1 Hebe30naceH
AN NauueHToK. PaccMaTpuBalTCA BapUaHThbl €10 MEeAUKAMEHTO3HOM0 NPeAYNPeXX AeHUs U JIeYEHNS, B TOM YUCIIE C MOMOLLbIO UHIN-
6utopos u-mTOR. Marepuansl n METOAbI. PETPOCNEKTUBHBIA aHANU3 AAHHBIX KOMMbIOTEPHONW TOMOrpadum (7) npu ANHaMN4eckom
HabnaeHun TeyeHus 3abonesannsa y JIAM-60/1bHON C peLMANBMPYIOLLUMN MHEBMOTOPAKCAMK 1 6€3 HUX HA (DOHE NeYeHNs UHTMOK-
Topamu n-mTOR. Pesynbratbl. KnuHn4eckoe HabntoAeHNe IPEPEKTUBHOrO NPUMEHEHMA CUPOSIMMYCA Y NALMEHTKN C peLNANBUPYIO-
WUMU NHeBMOTOPakcamu (7 pas). 3akaweyenmne. OnbiT UCN0NAb30BAHNA MHTMOMTOPOB U-MTOR y JTAM-60/1bHOM € peynanBupyoLwLumm
MHEBMOTOPAKCAMM NO3BONAET NPEANONIOKNTL UX TepaneBTUYeCKNi IPMEKT He TONbKO HA BHETOPaKanbHble HOBOOOPA30BaHMSA U
XWJIE3HbIN BbINOT, HO 1 HA KMCTO3HYI0 TPAHCMOPMALMIO IErOYHON TKAHU (ee cTabunn3awmio, OTCYTCTBIUE OCIOXKHEHNI CNOHTAHHLIMK
MHEBMOTOPAKCAMMU).

KntoueBble cnosa: numdanrunoneiommomaros; MCKT nerkux.
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Abstract. Assessment of the course of the disease and the results of treatment in LAM is carried out using computed tomography. The
most common form of manifestation of the disease and its complicated course is the development of spontaneous pneumothorax. Its
treatment — surgical intervention (Bulau drainage) can cause a cascade of rupture of the following air-containing cysts and is not safe
for patients. Options for its drug prevention and treatment, including with the help of inhibitors i-mTOR, are being considered. Materials
and methods. Retrospective analysis of computed tomography data (7) with dynamic observation of the course of the disease in a
LAMA patient with recurrent pneumothorax without and against the background of treatment with i-mTOR inhibitors. Results. clinical
observation of the effective use of sirolimus in a patient with recurrent pneumothorax (7 times). Conclusion. The experience of
using i-mTOR inhibitors in a LAMA patient with recurrent pneumothorax suggests their therapeutic effect not only on extra-thoracic
neoplasms and chyletic effusion, but also on cystic transformation of lung tissue (its stabilization, absence of complications by
spontaneous pneumothorax).
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BBEJEHUE

OreHKa TeueHUs 3a00IeBaHUS U PE3yILTATOB JIcUe-
HUS TIpH M daHTronaeiiomruomarose (JIAM) mpousso-
JUTCS C MTOMOIIBI0 KOMIIBIOTEPHO-TOMOTpaprueCcKOro
(KT) uccnenosanusi. Haubonee yacroit hopmoit Mmanu-
(ecranum 3a00€BaHUS U €T0 OCIOKHEHHOTO TEUCHHUS
SIBIIIETCS Pa3BUTHE CIIOHTAHHOTO IMHEBMOTOpakca. Ero
JIeYeHNEe — XUPYPTrUYECKOe BMEIATeNIbCTBO (IPEeHHU-
poBanue 110 brojay) — MOKeT BbI3BaTh Kackaj pa3pbl-
Ba CIEAYIOIUX JUM(AHTHOICHOMHOMATO3HBIX BO3IY-
XOCOJIepIKalINX KUCT U He Oe30maceH IS MalieHTOK.
PaccmaTpuBaroTcs BapHaHTBI €T0 MEAMKAMEHTO3HOTO
MIpeynpexaeHNs U JIEUeHHUs, B TOM YHCIIE C TTIOMOIIBIO
nHrunouropos u-mTOR.

Kak wuszBectHo, maru6buropsr u-mTOR naubonee
s dexTuBHBI B JIedeHUH JIAM ¢ XWJIE3HBIMH BBITIO-
TaMH W BHEJETOYHBIMHU MPOSBICHUAMH. B mociennue
ro/ibl OMyOJIMKOBAaHBl HEMHOTOYHUCIIEHHBIE HCCIIeI0Ba-
HUS 110 HCIIONB30BaHUIO cuponumyca y JIAM-nanuen-
TOK ¢ MMHEBMOTOpakcamu [1-6].

MATEPWAIbI U METOAbI

PeTpocnieKTHBHBIN aHANN3 JaHHBIX KOMIBIOTEPHOR
tomorpacduu (7) Ipyu THHAMUYECKOM HAOIOIEHUH Te-
yeHus 3aboneBanus y JIAM-0601pHONW ¢ penuauBUpY-
IOIIMMY TTHEBMOTOpaKcamMu U 0e3 HUX Ha (oHe Jiede-
Hus narudutopamu u-mTOR.

PE3YNbTAThHI

[IpuBomuM KnMHUYECKoe HabOIrofeHue dPQEKTHUB-
HOTO NMPUMEHEHMS CHUPOJIMMYyCa y MalUeHTKN C pelu-
JUBHUPYIOLIMMH MHeBMoTOpakcamu (7 pa3). [lanuen-
tKa C., 1981 roga poxacHus, cunTana ceds OOILHOM
¢ HosiOpst 2013 1., korna npu (HU3MYECKON Harpyske
pa3BuiCs JIeBOCTOpOHHUH mnHeBMoTopakc. [Ipum KT-
uccienoBanud opranoB rpynHoi kinetku (OI'K) B
BMA um. C.M. KupoBa ObUIM BBISIBIEHBI KHCTO3-
HBIE W3MEHEHWs, NpoBoamiach auddepeHnaiIbpHas
nuarHoctTuka Mexnay JIAM #w JaHTepCOKICTOYHBIM
ructuouuTosoMm. B HUM uHTEpCTULHANBHBIX U Op-
¢dannpix 3a6oneBanuit gerkux [ICII6IMY um. axan.
W.I1. I1aBoBa OBLT MIpeNIONOKEH BOSMOXKHBIN JIAM,
PEKOMEHJ0BaHa T'UCTOJIOTHYecKasl BepuuKanus nua-
rHO3a WJIM MPOBEJEHHNE HCCIeI0BaHUs KPOBU Ha Bac-
KyJ09HAOTenHanbHbld  ¢paktop pocra (VEGF-D).
VY nanuenTku 6 gexadpst 2013 1. pa3BuiICS CIOHTaHHBIH
JIBYyCTOPOHHHI MHEBMOTOpakc, 12 aexadbps 2013 . —
JIEBOCTOPOHHUH CIIOHTaHHBIA ITHEBMOTOPAKC, OBLIO
BBINIOJIHEHO JIPEHHPOBAHHE IUJIEBPAIBHON IOJIOCTH.
C 31 mapra no 4 anpenst 2014 1. 6onpHast npoxoauia
oOcyienoBanue B HaunoHaabHOM HHCTUTYTE 340POBBS,

CIOA (National Institutes of Health, USA). Iloka3a-
TEJIM KOMIUIEKCHOTO (PyHKIIMOHAJIBHOTO UCCIICIOBAHNUS
BHEIITHETO NBIXaHWs OBLIN: 00BeM (OpPCHPOBAHHOTO
Bbioxa 3a 1 ¢ (O®B,)— 3,02 11 (96,8% ot 1), nuddy-
3uoHHas crocooHocTh Jerkux (ACJ) — 14,56 (64,3%
ot /1), odbmas emroctsh jerkux (OEJI) — 5,16 1 (90%
ot J1). boibHO#1 OBLT yCTaHOBJIEH BEPOATHBIN TUMpaH-
rHOJICHOMHOMATO3 JIETKUX U PEKOMEHI0BAaHO KaXKIble
3 Mecsiia uccaenoBarh (PyHKIUIO JIETKUX U MPOBOIAMUTH
KT OI'K 2 pasa B roj st KOHTPOJIS TeMIa Mporpec-
cupoBaHusi 3aboneBanus. [Ipu OBICTPOM CHHXKEHUH
rokazareseid @BJ] Ob10 MTpenIoKeHo HavaTh JeueHue
cuposumycoM. [lanuenTke Takxe ObUIO pEKOMEH10Ba-
HO M30eraTh yrnoTpeOaeHus] MPOAYKTOB, COAEPIKAIIUX
JCTPOreH, ¥ MCIOIb30BaTh TOJBKO MPOTECTEPOHOBBIC
MIPOTHBO3a4aTOYHbIE CPEACTBA, TAK KaK OEPEeMEHHOCTh
HEe)XeJlaTeJlbHa IPU ITIOBBIIICHHOM PHUCKE Ppa3BUTHUS
CIIOHTAHHOTO ITHEBMOTOpPAaKCa W BO3MOXKHOTO J1ajlb-
HeHIero cHukeHus: QyHKINMU JerkuX. bonbHo# ObLTH
MIPOTHBOINOKA3aHbl KOHTAKTHBIE BUABI CIIOPTa U pe3-
KHe Tepenaibl BhICOT (KHKOOKCUHT, (hyTOOMN, MPBIKKH
C MapaloToM, IIOJBOAHOE IJIABAHNE C AKBAJIAHIOM M
[TyOOKOBOHBIE MTOTPYKECHHUS).

Hecmotpst Ha cobirofeHne BceX pPEeKOMEHIALMA,
y OonbHOM ¢ anpest mo Maid 2014 r. Bo3HUKIM 4 CIIOH-
TAaHHBIX JIEBOCTOPOHHUX MPEBMOTOpAaKCa, CaMOCTOS-
TEJIBHO HE PAa3pelINBUIMXCSA U HOTPEOOBABIINX APEHU-
poBaHMs TUIeBpajbHON monoctu. B mae 2014 1. mpo-
Be/IcHAa MHIYKIHNS TUIEBPO/IE3a TAIbKOM U BBITIOJTHEHA
Bujeoropakockonus (BTC) ¢ 6uoricueit ieBoro jierko-
ro (BMA um. C.M. Kupoga), BepuuinpoBas 1uartos
JIAM c ucnonp3zoBanneM uMmMmyHoructoxumun (MI'X)
¢ HMB-45. B utone 2015 r. mosBuiInCch /Ba 3MM304a
KpOBOXapKaHbsl (CaMOCTOSITENILHO 3aBEPLIMBIINXCS).
B asrycre 2015 . 8 HUM nynemononorun ®MBA
PEKOMEH/IOBAHO HauyaTh TEPAIMIO CHUPOIUMYCOM IIO
1 wmr/cyt odd-neiion (off-label), Tak kak He ObUIO
paspetienust Ha ero npumenenue M3 P®. B oktsibpe
2015 r. manMeHTKa caMoCTOsTEIbHO TproOpera npena-
par u Havasa euenue. Ha ¢poHe Tepanuu cuponnmycom
¢ 2016 mo 2021 rT. OHa OTMEUACT YIIyqIIeHNE CaMOUyB-
CTBHS, OTCYTCTBHE KPOBOXapKaHBs i THEBMOTOPAKCOB,
crabunu3aiuio 1uGQy3nOHHON CIOCOOHOCTH JIETKUX
(JACJI) (tabm. 1) mpu yMEepeHHOM HapacTaHWUU KHCTO3-
HbIX u3MeHenwnii pu KT-uccnenoanum OI'K (puc. 1).

3AKNIOYEHUE

OmnbIT ncnosib3oBaHusi uHrHOMTOpoB H-MmTOR 'y
JIAM-6onpHON ¢ peNUOWBHPYIONIUMH ITHEBMOTO-
pakcamH TO3BOJISIET MPEIIIOIIOKUTh UX TepareBTHYE-
CKUH 3(PPEeKT He TONBKO Ha BHETOpPaKalbHbIE HOBOO-
Opa3oBaHUsl U XWUJIC3HBIH BBINOT, HO U HA KUCTO3HYIO
TpaHchOpMaIUIO JIETOYHOW TKaH! (€€ CTaOWIH3aIuio,
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Tabnuya 1
Junamuka ypoBHs 1udy3nonHoii cnocodoHoctu jgerkux (JCJI) 1 KOHIEHTPAIMH CHPOJIMMYca B IIa3Me KpoBH nauuentku C.

Ton Jlo3a cuposmmyca, Mr/cyT ACJ, % ot [ KoHuentpauusi cuposimmyca B mjiasMme KpoBH, HI/MJI
2015 1 41,3 -

2016 3 39,0 4,9

2017 4 44,8 4,5

2018 3 45,0 -

2019 4 62,0 -

2020 2 46,5 3,9

2021 2 45,0 3,1

22112013 r. 6 221020151 B 31.07.2018 r. r 09.09.2021r.

Junamuka Tomorpadguu opranoB rpyaHoii kierku namuentku C., 1981 rona poxnenusi, Ha (poHe NMpUemMa CHPOJTUMYCA
(nepuop HaomoaeHus ¢ 2013 mo 2021 rr.): g — cocTosiHME NOCJIe JPEHUPOBAHUS I'PYIHON KI€TKH 10 NOBOAY CIIOHTAHHOIO
NHEeBMOTOPAKCA: JpeHakHas TPYOKa, HeG0J/IbII0e KOJIHYeCTBO CBOOOJHOI0 ra3a B JIeBOii INIeBPaIbHOM 0JI0CTH, eIMHIY-
Hble MeJIKHE BO31yX0coepiKale KHCThI B sIACPHBIX 0T/AeJaX JIeTKHX ¢ 00euX CTOPOH; 0, 6, 2 — He3HAYMTeIbHOe Hapa-
CTaHHe KOJINYeCTBA H Pa3MePOB KHCT B JIETOYHOH TKAHH, OTCYTCTBHE ITHEBMOTOPAKCOB Ha (hoHe MpHeMa CHPOJUMYca
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OTCYTCTBHE OCJIO)KHEHHMH CHOHTaHHBIMH ITHEBMOTO-
pakcamm).

AOMONHUTENBHAA UHOOPMALIUA

Bkuiag aBropos. Bece aBTOpBI BHECIH CyLIECTBEH-
HBIN BKJIaJ B Pa3pabOTKy KOHLENLNH, IPOBEACHUE HC-
CJIEIOBaHMS M MOATOTOBKY CTaTb, IIPOWIM M 0400pH-
Jiu UHATBHYIO BEPCHUIO Mepe]] MyOInKauen.

Kon¢puaukr wuHTepecoB. ABTOPHI JEKJIApPUPYIOT
OTCYTCTBHE SIBHBIX M NOTCHUHAJIBHBIX KOH(IUKTOB
WHTEPECOB, CBS3aHHBIX C IMyOJIMKauMeld HacTosen
CTaTbHU.

HcToyHuk (pyuHAHCHPOBAHUSA. ABTOPHI 3asBISIIOT
00 OTCYTCTBUM BHEIIHEro (PMHAHCHPOBAHHS TPH MPO-
BEJICHUM HCCIIEIOBaHUS.

HNudopmupoBaHHoe coriacue Ha MyOJIMKALMIO.
ABTOpBI TIOTYYHJIM THCHMEHHOE COTJIacHe MaIMeHTa
Ha MyOJIMKALNI0 MEIUIUHCKHIX JaHHBIX.
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