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Cankr-lNetepbypr

IlepuBackyasipuasi 3SNUTEJIHOUTHOKJIETOUHAS
onyxouab (ITEKoma) siBasieTcsi peakoii Heomuia-
3uell Me3eHXMMAJIbHON TKAHM, XapaKTepu3ylo-
mieiics 3Kcnpeccueil KaKk MeJIaHOUMTAPHBIX, TaK
U [IAJAKOMbIIIEYHbIX MapkepoB. K Hactrosimemy
MOMEHTY ONHCAHO He 0oJiee JecsiTH HAOII00eHui
nepBu4HOii 3j0kadecTBeHHOH ITEKombl s1erkoro.
Hacrtosiiee nHa0/oneHue o jgedeHum S9-j1eTHero
nanueHTa, KOTOpoMy, no nosoay 3,5 cM. odpa3zo-
BaHHSl, PACIHOJIO(KEHHOI0 HA TIpPaHHLe BepXHei,
cpeaHed W HHWKHel J0Jieil, BBINOJHEHA TOPAKO-
TOMHSl CHPaBa, ATHIUYHASI pe3eKUMs BepXHeid,
cpelHeil W HM:KHeH /J0JM MPaBOro JerKkoro, a0-
MOJIHEHHAS] MTICUJIATEPAJILHOM MeIUACTHHAIBHOMI
JuMponucceknueii. B mocjseonepanuoHHOM nepu-
olle MMeJI MeCTO XHJIOTOPAKC, YTO MOTpedoBaJio
JIANAPOCKONMYECKOI0 KJIMIHUPOBAHUS TPYIHOIO
auM@aTuyeckoro nporoka. IlanmeHT BbINHMCAH
Ha 10-e cyTkuH mocjie NMOBTOPHOI omepanuM B
YAOBJIETBOPUTEIBHOM COCTOSIHMH. JTHM CO00IIIe-
HHMEM MbI HAMEpPEHbl PaCIIMPUTH OIPAHMYEHHbIEC
CBeleHUSI 0 TeYeHHM M BO3MOKHBLIX BapHaHTaX
Jie4eHHusl TAKOro PeaKoro 3a0ojieBaHus, Kak mep-
BUYHas 3jokadecTBeHHasi [IEKoma jierxoro.

KiroueBble cj10Ba: MmepUBACKYJIAPHAS INMUTETU-
onHOKJIeTouHasi omyxoib; IIEKoma; xunoropakc

BBenenue

CornacHO KIaccH()MKAIMKA  OITyXOJIeH MSTKUX
TKaHed u koctel Bcemmpnoit Opranuzanuu 3apa-
BooxpaneHus (Fletcher et al. 2002), mexoma mpen-
CTaBIISICT COOON ME3EHXUMAIILHYIO OITyXOIlb, COCTOSI-
MY W3 THCTOJIOTHYECKA U IMMYHOTHCTOXUMHUYECKH
OTIPEIENAEMbIX TIEPUBACKYISPHBIX SMUTEITHOUIHBIX
KJIETOK [6]. 31M0Ka4eCTBEHHBIC TICKOMBI JIETOYHOM
JIOKaJM3allii OTHOCSTCS K PEAKHM 3a00JIeBaHUSIM.
[MpoBenennsiii Chakrabarti et al. (2017) uenenanpas-
JICHHBIN ITOMCK TIEPBOMCTOYHHUKOB TIO3BOJIMII aBTOPAM
YCTaHOBUTH, YTO B MUPOBOM JIUTEpAType OMUCAHO HE
Oosiee ECATH KIMHUYSCKUX HAOIIOACHUM MepBHUY-
HBIX 3JIOKQUE€CTBEHHBIX IEKOM Jierkux [3].

Onucanue KJIMHMYECKOro cuayuasi. [larment
H., 59 ner, moctynui Ha Jie4eHHE B OHKOJIOTHYe-
CKO€ OTACNICHUE XUPYPTUYECKUX METOAOB JICUCHUS

Bosrorpagckoro  00macTHOTO  KJIMHHUYECKOTO  OH-
Kojoruueckoro aucrnancepa 21.11.2018. Ilpu mo-
CTYIUICHUM aKTHBHBIX Jkajo0 He mpenbssisul. U3
aHaMHe3a YCTaHOBJEHO, YTO B pe3yJbTare ouepen-
HOTO PEHTTCHOJIOTUYECKOT0 MCCIIEAO0BAHUS OPTaHOB
IPYIHON KJIETKH OBLIO BBISIBIEHO HOBOOOpa3oBaHHE
B MPOEKIMH MPaABOTO JIeTKoro. M3 comyTcTBYOMUX
3aboneBanmii y OompHOTO ompenenensl MUBC, kap-
muockiiepo3 H I @K 11, arepocknepo3 aopTsl U Ju-
oMa MATKUX TKaHEW TPYJHON CTEHKH.

B xome moomepallmOHHOTO WHCTPYMEHTAIBHOIO
oOcnenoBanns mpu (puOPOOPOHXOCKONIMK OHKOIIA-
tonoruu He BeiABIEHO. [Ipu CKT opranos rpynHoit
MOJIOCTH OOHApy)keHO o0pa3oBaHHe S3 MPaBOro
nerkoro, pu [I9T KT — kaptura MeTabomndecku
aktusHoro (SUV=17,0 r/mn) oOpa3oBaHus CpeaHEi
JIOJIH TIPaBOIO JIETKOTO.

28.11.2018 nocie OOKOBOI TOPaKOTOMHH CIIpaBa
no V Mmexpebeppio Ha rpanune S3 ¢ S4 BBISBICHO
nepudepuueckoe 00pa3oBaHHE CEPOBATOIO IIBETA
MJIOTHO?JIACTUYECKOW KOHCHUCTECHIMHU 10 3,5 cM. B
JMaMeTpe C WHBELHPOBAHHBIMH B ITOH 30HE CO-
CylaMH BHCLEpaJbHON TuieBpbl. Takxke ObUIM BBI-
SIBIICHBI HECKOJILKO OTAENBHBIX 0OpazoBanuid oT 0,5
Jo 1,2 cM B iuaMeTpe B CpeAHENH M HIUKHEW JOJSX.
brina npousBeneHa aTUNUYHAS PE3EKLUs BEPXHEH,
cpenHed M HIKHEH noned mpasoro Jerkoro. Ilo
pe3yasTaTaM CpOYHOTO THUCTOJOTMYECKOTO HCCIIe-
JOBaHUSI M BEPOSITHOM METACTAa3UPOBAHUU HH3KO-
T depeHIUPOBAHHON OMYXOIH ME3CHXHUMAaJIbHOTO
refe3a oObEM Omepaluyl JIOTONHEH HIICHIIaTepalb-
HOW MeJnacTUHANBHON nuMdonucceknueit. [lnes-
paibHasg TOJOCTh JpeHHpoBaHa mo biomay uepes
oTHensHy0 KoHTpammeptypy B VII-om mexpebe-
pre. IlocneonepanyonHas paHa yIIMTa IMOCIOMHO.
BrimonHeHo ynaneHne MHKANCyITMPOBaHHOTO HOBO-
00pa3oBaHUsl MSATKUX TKaHEH JIeBOH OOKOBO#l moO-
BEPXHOCTH T'PYJHOH CTEHKH 0 5 CM B JUaMETPE.
ITo 3akmOueHHI0 CPOYHOTO MOP(OIOTHIECKOrO HC-
CJIEJIOBaHUS — JIUIIOMA.

Co 2-X CyTOK IOCJIEONEpPalMOHHOIO Mepruoaa
y OOJBHOTO BBISBIEHO MNOCTyIUIEHHE 1,5 JUTpOB
XHWJIE3HOTO COAEPKMMOTO IO JPEHaXy, 4To ObLIO
CBSI3aHO C BBINOJHEHHOH MEIUACTHHAJIBHOM JIMM-
tdonuccekumeir. HecMoTpss Ha KOHCepBaTHBHBIC
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MEPONPHUATHUS 10 KYIUPOBAHUIO Pa3BUBIIETOCS OC-
JIO)KHEHUs, aKTUBHOE TOCTYIUICHHE XHIJIE3HOTO CO-
JIEPKUMOI0 COXPAHAJIOCHh B T€UEHHE 3-X HEIEINb, B
cBs3U ¢ ueMm, 20.12.2018 BeImoHEHA JTaImapoCKOIIHS,
KJIMIUPOBAHUE TPYAHOTO TUM(PaTHIECKOro MPOTOKa
B 00JacTH MPaBOW HOXKU TUAPpParMBL.

B panbHelimeM mnocieonepaluoOHHBIA HEPUON
npoTekan 0e3 ociokHeHui. HaxoruieHue xwuies-
HOM KHUJKOCTH B IUIEBPAJIbHOM MOJOCTH MPEKPaTU-
nock. [lanMeHT BbIMHMCAH B YAOBJIETBOPUTENHBHOM
COCTOSIHUU

ITo pe3ymbraraM NaTOIOrOaHATOMUYECKOTO HC-
cleAoBaHus omnepanuoHHoro marepuana B HMUIL]
onkonoruu uM. H.H. Ilerposa ot 20.02.2019 ycra-
HOBJIEHO, YTO Yy TMAallME€HTa HMeJa MECTO 3JI0Kaue-
CTBEHHAsI TIEPUBACKYJSIPHAS JIHUTEITHOUIHOKIETOU-
Has OIyXOJIb — IE€KOMa JIETKOT0, a TaK)Ke aHTPAKO3
BCEX HCCIEOBAaHHBIX JHM(pATUYECKHX Y3JIOB U B
TKaHU JIETKOTO.

OcHoBHO#l nuarno3: (C34.8, 3HO (3moxaue-
CTBEHHAs MEKOMa) BEPXHEH IOJU MPaBOTO JIETKOTO
C UHBAa3UEU CPEIHEU NONH.

Oo6cy:xneHue

[TepBuuHBbIC 3710KaY€CTBEHHBIC IEKOMBI JICTKUX
SBIISTIOTCST peKOCThI0. Ha ocHOBaHMM aHanmm3za mep-
BOMCTOYHHKOB U C YY4E€TOM COOCTBEHHOTO HaOMIOIIE-
aus Chakrabarti et al. (2017) ycranoBwim, 9To, O
coctostHuIo Ha 2017 ron, B MEOUIIMHCKON JIUTEpaTy-
pe omyOJaMKOBaHO 7 ClydaeB JUArHOCTHPOBAHHBIX
3JIOKaYeCTBEHHBIX ITekoM Jyierkux (Parfitt et al. 2006,
Ye et al. 2010, Yan et al. 2011, Lim et al. 2013,
Sambo 2015, Liang et al. 2015, Chakrabarti et al.
2017) [3, 8, 10, 12, 14, 16, 17]. Takxke, HE UCKIIIO-
4aeTCss BO3MOXKHOCTh MIEPBUYHO MHOXKECTBEHHOM (B
TOM YHCJIE JIETOYHOH) JIOKAIH3AIUK 3710Ka4eCTBEH-
Heix niekoM (Parfitt et al. 2006) [12].

XapakTepHOW OCOOCHHOCTBHIO TIEKOM SIBIISICTCS
MIePUBACKYJSApHBIA pocT. s ocoboro Buma Kie-
TOK, OITMCAaHHBIX BIlepBhie B 1943 Karl Apitz B an-
ruoMuonunomMe nodyku, Bonetti et al. (1992) npen-
JIOKUJT WCIOJIb30BaTh TEPMHH «IEPUBACKYJISIPHAS
SIUTEINOUAHAS KiIeTka» [2]. Zamboni et al.
(1996) cran 0603HauaTh HOBOOOPA30BaHUS U3 MPO-
T epyomuX MePUBACKYIIPHBIX STUTEIHONUTHBIX
kietok kak nexombl (The perivascular epithelioid
cell -PEComas) [18]. C yueToM BceX BO3MOXHBIX
JIOKaNHU3aIui, a IEKOMbl MOTYT HaXOJUTHCS B JIET-
KHX, TCUYCHH, IMOYKaX, MOJKEIYIOUHON Keye3e H
IPYTUX OpraHax, 3TH HOBOOOpPA30BaHHS CTAIH OT-
HOCUTh K ME3EHXMMAaJBHBIM OMyXoJsaM (Zamboni
et al. 1996) [18].

[Ipy MUMMYHOTHCTOXMMHUYECKOM HCCIIEJOBAaHUH,
B mekomax, B 50% — 100% ompenensercs 3Kc-
npeccuss XOTss Obl OJHOTO W3 MEaHOIMTAPHBIX
(HMB-45, Melan-A, MiTF), a takxe B 50% —
80%, mprmeynsix aktuH-crieruduanbix (HHF-35)

MapkepoB (bmuzatokoB 2010, Zamboni et al. 1996,
Martignoni et al. 2008) [11, 18, 19].

[Ipu oueHke TeHETUYECKUX (aKTOPOB OHKOTe-
He3a (Hewymkuaa 2016, Crino et al. 2006, Saxton
et al. 2017), oka3pIBalOUIMX BIMSIHUE HA Pa3BUTHE
U TEYCHHE IEeKOM, HEOOXOJMMO YYHTHIBATH BO3-
MoxxkHble MyTaruu reHoB TSC1 u TSC2, (Tuberous
sclerosis complex — TSC), 4To Takxe NPHUBO-
AT K Pa3BUTHIO TyOepoO3HOTO CKieposa (0oie3Hb
Bypuesumns) [4, 20]. TSC1 u TSC2 otHOCcsATCS K
TreHaM cyrnpeccopaMm HoBooOpazopaHuit. OHE ompe-
NS0T CUHTE3 OeJIKOB raMapTHHa W TyOepuHa U
(YHKIMOHUPOBAHWE ONHON M3 BHYTPUKIETOUHBIX
MPOTENHKWHA3 CEPUH-TPEOHWHOBOH crienu(puaHo-
ctu (pochopUIUpyIONyI0 OCTaTKH aMHUHOKHCIIOT
U WM3MCHSIIONIYI0 CTPYKTypy Oenka) o0o3Hadae-
Myto kak TOR, Tak kak oHa SBISICTCS MUIICHBIO
panamuiuHa (Target of rapamycin — MuieHb
panamunuHa). IIpu stom TOR sBasercs wactpio
curHanbHbIX KoMmIUiekcoB TORC1 u TORC2 ot-
BETCTBEHHBIX 3a CHHTE3 OelKa, pa3MHOKEHUE W
BbpKHBaHUe kietok (Crino et al. 2006, Saxton et
al. 2017) [4].

[Ipu u3ydyeHnn cepun HaONIONCHHIA MEPHUBACKY-
JSIPHBIX  SMUTEITMOUIHO-KIETOYHBIX HOBOOpa3oBa-
Huii, Folpe et al. (2005) 6pL10 MpemIokeHo pasfe-
JISITh TIEKOMBI MSTKHX TKaHEH M TMHEKOJIIOTHYECKUX
OpraHoB Ha MO0OpOKadeCTBEHHBIE, C HEYTOYHEHHBIM
MOTCHIUANIOM 3JI0KaYeCTBEHHOCTH (HESCHBIM TIO0-
TEHIIHAJIOM DPOCTA) W 3JIOKAYECTBEHHBIE, a TaKKe
MCXOAS W3 WX TOMOTPapuUecKOrO PaCIIONOKEHHS
(bmusutokoB 2010) [19].

K OoCHOBHBIM mIpH3HaKaM BO3MOXKHOH MaJMTHU-
3anun Folpe et al. (2005) oTHOCAT pa3mep OmyXonu
Oonee 8 cMm. (MO JaHHBIM APYTHX aBTOPOB Ooiiee
5 CcM.), HajgM4YMe HEKPO30B OIyXOJEBOW TKAHU U
mutotuueckuit uuaaekc 1/50 HPF (per High Power
Field — mone 3peHust Ha OONBIIOM yBETUYCHUH)
[7]. Taxke HEOOXOAMMO YYHUTHIBATH (DAKTOPHI WH-
Ba3WH COCYNIOB, HH(HIBTPATUBHEIN POCT M KJIETOY-
Hyto arunuio (bnmsniokoB 2010, Shih-Hao Tang et
al. 2017) [15, 19].

[IpoBeneHHbIN aHANMN3 TUTEPATYPHI TTOKA3HIBAET,
YTO TMEKOMBI, BBISBISIEMbIC B JIETKHX, B OCHOBHOM,
OTHOCSITCS K TOOPOKaYE€CTBEHHBIM OMyXOJIsM. JInm-
(aHrHONEeHOMHUOMATO3 BBI3BIBAET MEIJIEHHO IIPO-
rpeccupyloliee ABYXCTOPOHHEE WHTEPCTUIHAIBHOE
nopaxeHue. CBETIIOKIETOYHBIE «CaXapHBIE» OITy-
xonmu nerkoro (clear cell «sugar» lung tumor —
CCST), BmepBbie MOAPOOHO MPOaHATH3UPOBAHHEIE
Liebow et al. (1971), Takke uMmerT n0O0poKaue-
CTBEHHYIO TIPHUPOAY M, KaK TPaBWIO, IMPOTEKAIOT
O6eccuMnTOMHO [9].

Onmcano M BTOPUYHOE METACTaTUYECKOe Iopa-
KEHHE JIETKOTO, B YaCTHOCTH IPH 3JI0KAYECTBEH-
HOM TIEKOME MATKHX TKaHEH TMepemaHeil OpIoUTHOM
credku (Shih-Hao Tang et al. 2017) [15]. Emgé
Oonee Ka3yHCTHUYECKUM SIBIISIETCS METACTaTHUECKOe
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MOPAYKEHUE JIETOYHON TKAaHU M3 MEPBHYHOM IEKO-
MBI KOHTpanarepanbHoro yerkoro (Lim et al. 2013)
[10].

AHanu3 NepBOMCTOYHUKOB HE IMO3BOJISIET OIpe-
JIeNUTh HauboJiee MPEeINOYTHTENbHBIE TOIXOIbI
B JICYCHUU TMEPBUYHBIX 3JI0KAYECTBEHHBIX ITEKOM
nerkux. llpn oleHKe OTHENbHBIX HaOMIONEHUI],
ONHCHIBAIOIINX WX JICYCHHE, MOXKHO IPEAINOIIO-
XKHUTb, YTO OCHOBHBIM METOJOM JICYCHHS IEPBUY-
HBIX 3JI0KaUE€CTBEHHBIX IEKOM B JIETKHX SBIAETCS
UX XHpypruyeckoe ynaieHue. B mectn w3 cemu
ONmyOJIMKOBaHHBIX B Ie4aTu HAaOJIOACHUH, TaK XKe,
Kak ¥ B ONHMCAaHHOM HaMmH ciiydae (Obuta BBITION-
HEHa aTUIHU4YHAs DPE3eKLHUs BEepXHEH U cpeaHen
JIOJIell TpaBOro JIETKOT0), MAIMEeHTHl TepeHec-
JU pe3eKuHoHHble onepanuu. OZHOMY NalMEHTY
(Sambo 2015) ObLia BBIIOTHEHA JIEBOCTOPOHHSSA
MTHEBMOHAIKTOMUS, TSITEPO — TEPEHECIN Pa3liny-
Hble J003kToMuM (Ye et al. 2010, Yan et al. 2011,
Lim et al. 2013), B ToM 4mcie OHIOOIKTOMHUIO
(Chakrabarti et al. 2017) 1 KOMOMHUPOBAHHYIO JIO-
oakromuto (Liang et al. 2015) [3, 8, 10, 14, 16,
17]. C yueroM MHOXXECTBEHHOCTH IMOpakeHus (To-
JIOBHOM MO3I, 00a JIETKUX, JIEBBIH HAIIOYEHHHUK)
olepaTUBHOE BMENIATENLCTBO Ha JIETKHX HE OBLIO
UCIOJIb30BAHO B JICYCHUH TOJBKO ONHOW IMAIlUCHT-
ku (Parfitt et al. 2006) [12].

OnHako, pEe3eKLUOHHBIE BMELIATENbCTBA HE
JIAIOT TIOJIHOW TapaHTHM BBI3NOPOBIEHU. B mepuon
HaOMIONIEHUSI OT YeTBhIPEX JI0 CEMU MECSIEB ObLIO
ONHMCaHO mporpeccupoBanue 3aboneBanust Lim et
al. (2013), Liang et al. (2015), Chakrabarti et al.
(2017) [3, 8, 10].

Hcxons U3 TOro, 4To y MalMEeHTOB CO 3J0Kaye-
CTBCHHBIMH TIEKOMaMH UMEETCS TIOpaXKeHue JuMda-
TH4Yeckux y3ioB, (Darai et al. 2004) mumdonuccek-
IO CIIENyeT paccMaTpUBaTh KaK HEOThEMIIEMYIO
4acTh pajuKajbHBIX omepauui [5]. B Hamem Ha-
OmtoneHny TUMQOIUCCEKIMsI Oblla BBIIOJIHEHA, HO,
IIPY 3TOM, METaCTaTHYECKOTO MOpaxeHus! TUM(GOoy3-
JIOB HE BBISBIICHO.

C yderoM XapakTEepHBIX JUIS TICKOM H3MEHe-
HUMl Ha reHeTmuyeckoM ypoBHe (Mytamuu TSCI1 wu
TSC2 reHoB), UHTHOUTOpP MPOTEMHKHHA3 paraMu-
IUH (CHPOJIMMYC, TEMCHUPOJIMMYC) HCIIONB3yeTCS B
ux nedenuu (Benson C. et al. 2014) [1]. Onmnako,
JleTabHas OIeHKa 3((EeKTUBHOCTH 3TOTO Tpemnapa-
Ta MPH 3J0KAYECTBEHHBIX MEKOMaX JIETOYHOH TKaHU
TpebyeT MaabHEHIIEero U3y4ICHHS.

3aKkIoueHue

Takum oOpa3om, MepBUYHAS 3JIOKAYEeCTBEHHASL
[IEKoma nerkoro siBiasieTcsi peiKuM 3a0oJieBaHU-
eM. Bce arunmnuHbIe KapIIUHOMBI JIETKOTO JOJIKHBI
KCCIEA0BaThCSI MMMYHOTMCTOXMMHYECKH C MPHU-
MeHeHueM aHtured, cnennduunbix ans [TEKombr.
OCHOBHBIM METOJOM CHELHAIbLHOr0 JIEUeHHUs Ha

HAaCTOAIIMI MOMEHT SBISETCS XUPYPTHYECKUM.
JlexapcTBeHHBIE IpemapaTsl Ha OCHOBE HMHTHUOU-
TOpa NMPOTEMHKUHA3 MOKa3aldu CBOIO 3(P(PEeKTHUB-
HOCTh B JIEYEHMHM 3TOH IaTOJOTHHU, OJHAKO, HX
nonrocpouynbie 3¢ deKTsl TpeOyoT NajdbHEHIIero
U3yYCHHUS.

Konghnuxm unumepecos: asmopul 3asensiom 00
OMCYymcmeuly KOHQIUKMa uHmepecos.

Qunancupoganue: ucciedosanue He
CHOHCOPCKOU NOOOEPIHCKUL.

umeino
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Clinical case of a malignant PEComa
of the lung
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Perivascular epithelioid cell tumor (PEComa) is a rare mes-
enchymal neoplasm characterized by expression of both mela-
nocytic and smooth muscle markers. Only 10 primary malig-
nant lung PEComas have been reported up to date. We report
a 59-year-old male who presented with a lung neoplasm, found
during the routine X-ray examination. Preoperative CT-scan re-
vealed the 3,5-cm-sized mass, located at the border of the upper,
middle and lower lobes of the right lung. Patient underwent a
thoracotomy, resection of the upper, middle and lower lobes of
the right lung accompanied with mediastinal lymphadenectomy.
After surgery, chylothorax was revealed. Conservative treatment
was unsuccessful, so we performed laparoscopic clipping of the
thoracic lymph duct. Patient was dismissed from hospital on the
10-th day after the second operation in good condition. In this
report, we intend to increase the limited knowledge relating to
natural history and optimal treatment of such a rare condition
as a primary malignant lung PEComa.

Key words: perivascular epithelioid cell tumor; PEComa;
chylothorax
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