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I[ens uccneoosanusn. I[lposecmu cucmemamuyeckuti ananus iumepamypsi, nocsswennou I[1I9Kome, npedocmagums cospe-
MEHHbII 632110 HA NAMOo2eHe3, OUAZHOCMUKY U JiedeHue Mol peoKoll popmuvl ONyXoau.

Mamepuanst u memoodst. B 0630p sxniouenvl dannbie 3apyOelCHbIX U OmeyecmeenHvlx cmametl, Hatioennvlx ¢ PubMed
no 0anHoll meme, onyOIUKOBAHHBIX 3a nociedHue 10 nem.

Pesynomamut. [I19Komwr npedcmagnsaiom coboil 0nyxonu Me3eHXUMAanibHol Npupoobvl, COCMoswWue U3 nepusackyisapHubix
anumenuoudnvix kiemox. Knaccupurayus I[19Kom ocnosana Ha ux Mopghonocuieckux u UMMyHOSUCIMOXUMUYECKUX XAPAK-
mMepucmuKax, makux Kaxk skcnpeccust mapkepoe meianoyumos (HMB-45, Melan-A, MiTF) u moiueunvix mapkepos (SMA,
OecMuH, MUO3UH), a MAKIICE BUMEHMUHA, PEYEeNnmopos K ICMPO2EHy U OPYux.

3aknrouenue. Basicno nposecmu danvHetiuue ucciedo8anus, KOMopvie MO2yn nomModb ONpedeiums ONMUMAanibHblll ROOX00
K JleYeHUI0 OaHHOU Namono2uu.

Knroueswie cnosa: [19Koma, mopgonoeus, ouacnocmuka, ieueHue

PERIVASCULAR EPITHELIOID CELL TUMORS

L. Rostom, R. I. Knyazev, I. G. Komarov
Federal State Budgetary Institution "N. N. Blokhin National Medical Research Center of Oncology”
of the Ministry of Healthcare of the Russian Federation, Moscow
Objective of the study is to carry out a systematic analysis of the literature devoted to perivascular epithelioid cell tumors
(PEComas), to present the current view on pathogenesis, diagnosis and treatment of this rare type of tumor.
Materials and Methods. The review comprises the data of foreign and Russian academic articles, found in PubMed on the
subject, published over the past 10 years.
Results. Perivascular epithelioid cell tumors (PEComas) are the tumors of mesenchymal nature, that consist of perivas-
cular epithelioid cells. Perivascular epithelioid cell tumors (PEComas) classification is based on their morphological and
immunohistochemical characteristics, such as an expression of melanocyte markers (HMB—45, Melan-A, MiTF) and mus-
cle markers (SMA, desmin, myosin), as well as of vimentin, estrogen receptors and the others.
Conclusion. Further research, that can contribute to develop the best approach to the treatment of this pathology is re-
quired.
Keywords: perivascular epithelioid cell tumor (PEComa), morphology, diagnosis, treatment

HOCTb 3TUX HOBOOOPAa30BaHUI OCTAETCsl HENOCTa-
TOYHO OHATHOMW. Ba)XHO IIPOBECTH TaIbHENIIINE HC-

AKTYyaJIbHOCTh
[TepuBacKyIIpHBIC SMUTEINONTHOKICTOYHbIC

omyxomu (II19Kombr) npencraBinstor co0oii rpymnmmy
OITYXOJIEH, TPOUCXOIIUX U3 ME3EHXUMAITbHBIX KJle-
TOK, ¥ 00JIaIAfOIINX TIPH3HAKAMH KaK MeJTaHOIUTap-
HOM, TaK W TJIAJKOMBIIICIYHOU AU(HEPSHITMPOBKH.
bonpmmucTBO [I9KO0OM Xapakrepusyercsa nmorepeit
¢ynkuun komriekca TSC1/TSC2 na MonekyasipHOM
ypoBHe. Takke CymiecTByeT HeOoJblasi rpyrma
[T9KoMm, koTOpast XapakTepHu3yeTcsi peapaHKupoB-
kamu Jokyca rena TFE3 (Xpll) [1, 3]. Hecmotps
Ha 3HAYUTEJIbHBIC IOCTIKCHUS B U3yUECHUH OITYXO-
JIeH )KeHCKUX TI0JIOBBIX OpraHoB, BKItodast [I9Komel
Y SIUTENHAIbHBIE OITYXO0JIU, TUCTOJIOTHYECKas CYIIl-

28

CJIeIOBaHUS, KOTOPbIE MOTYT MIOMOYb ONPEIEIUTh
ONITUMAJTLHBIN TIOIXO]] K JICYCHUIO TAHHOU OITYXOJIH.
B crarbe 06cyxaatoTcs pa3inyHble pa3HOBUIHOCTH
II2KoM, BX rUCTONOrnYecKrue 0COOEHHOCTH, B TOM
yrcie Mop(oIoruyeckue 1 MOJIeKyIIPHbIE aCTICKThI.
Taxoke 0CBEIIarOTCS METOBI JMArHOCTHKH, BKITFOYAsT
MMMYHOTHCTOXUMHUYECKHUE UCCIIEOBAHUS, KOTOPBIE
UTPAIOT BAXXHYIO POJIb B BEPU(PUKAIINK OIyXOJICH
Y BBISIBJICHHH X MapkepoB. [IporHo3s u jeueHue mne-
KOM >KEHCKOTO TIOJIOBOTO TpaKTa Takxke TpeOyroT
JATBHEHIIIETO WCCIISIOBAHMS U O0CYKICHHS, YIU-
TBIBasi UX PEAKOCTH M pa3HOOOpasue.
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[I9Kombl mpeacTaBisoT co0oil Omyxonu me-
3eHXHMMAaJIbHOM MPUPO/IbI, COCTOSIINE U3 TIepUBa-
CKYJISIPHBIX AMUTENNOUTHBIX KIeTok. Knaccudu-
karust [I9Kom ocHOBaHa Ha uX MOP(OIOrHIECKUX
1 IMMYHOTUCTOXUMHUYECKUX XapaKTepUCTUKAX, Ta-
KHUX KaK JKCIpeccus MapKEepOB MEIaHOLHUTOB
(HMB-45, Melan-A, MiTF) u MbImeyHbIX MapKe-
poB (SMA, necMuH, MUO3HH), a TAK)KE BUMEHTHHA,
PELETITOPOB K 3CTPOTeHY U IPYTUX. JTa reTeporeH-
HOCTb 3KCIPECCUU MapKEPOB MO3BOJISIET TPOBOIUTH
QG depeHIanbHy0 TUarHOCTHKY MEXIY pa3ind-
HeiMu noaTunamu [19Kom. Hampumep, I19Komel,
B KOTOPBIX Mpeo0IiajatoT BEpeTeHO00pa3HbIE KIET-
KU, 0OBIYHO MPOSBIISIFOT BBICOKYIO SKCIIPECCUIO MbI-
IIEYHBIX MapKEPOB M OTPAHUYEHHYIO SKCIIPECCHUIO
MEJIaHOIIMTAPHBIX MapkepoB. HampoTus, B 00bIU-
HBIX 3MUTEIHOUIHBIX KIIETKaX HaOI01aeTcs mpo-
THUBOIIOJIOKHBIN XapaKTep dKCIPECCUU MapKepoB
[2]. Tako# aHa/IM3 UMMYHOTHUCTOXUMHUYECKUX TIPO-
¢uieil ormyxonu He TOJIBKO OMOTaeT UASHTU(DUIIH-
pOBaTh pa3MYHbIE MOATUIIBI OIIYXOJIEH, HO U CIIO-
co0eH MpeAoCTaBUTh JOMOTHUTEIbHbIE CBEICHUS
00 UX OMOJOrMYECKOM MOBEACHUH U MOTEHIIHAIIb-
HBIX BO3MOXHOCTSIX TEpPAIHH.

Mopddoorus

Knetku xapakrepusyroTcs HeOOIbIIUMU, OT
KPYIVIBIX JIO OBAJILHBIX, SITPAMU C HE3aMETHBIMU HY-
KJICOJISIMHU, HHOIJIA C 0Y4aroBOM SIZICPHOM aTHUIIMEH,
Y IUTOIUIa3MOM, OKPAIIEHHOM OT MPO3PavyHOu 10
703uHOPIITEHON. HOpMasIbHBIX KIIETOK ¢ aHATOTUY-
HBIMHU XapaKTePUCTUKAMH HEe OOHAPYKEHO, BCIIE-
CTBHC YEro M BO3HMKIA rumore3a, 4to I1DKoMmbl
BO3HHUKAIOT JIN00 13 HeMubHepeHIIMPOBAHHBIX KJIe-
TOK HEPBHOTO IPEOHSL, SKCIIPECCUPYIOIINX KaK TIaj-
KOMBIIIICYHBIN, TaK ¥ MEJTaHOIUTAPHBIN (DEHOTHIL,
1100 MUOOJIACTHBIX KIIETOK, COJEPKAIINX MOJIEKY-
JASpHbIE U3MEHEHUS, MPUBOASIINE K IKCIPECCUU
MEJIaHOIIUTAPHBIX MAPKEPOB, 8 BOZMOXKHO — U3 TIe-
punuTapHbix kietok. Kierku B [I9Komax 00b1dyHO
pacnosararTcs BOKPYr KPOBEHOCHBIX COCY/IOB H,
MO-BUUMOMY, 00pa3yroT 000JI0YKY COCY/Ia, YaCTO
MHOUWIBTPUPYS TIAIKYI0 MYCKYJIaTypy COCYIOB Ma-
Joro u cpenHero pasmepa [4, 7]. B npouecce uc-
CJIeJI0OBaHM BBISIBIIEHO, UTO KJeTKH II9KoMbBI 00bI4-
HO DJKCHPECCHPYIOT crnenmupuyeckue OeNKH,
B OCHOBHOM aJib(ha-IIaJKOMBIIIECYHBIA akTHH (al-
pha-SMA), a Takxe MeIaHOLUTapHbIE MapKephl,
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BKJIIOYAs! TPAHCKPUIIIMOHHBIN (haKTOp, aCCOLIMUPO-
BaHHBIN ¢ MukpodTanemuenn (MiTF), (HMB45),
HMSA-1 u MelanA/Mart1,2,3, a Takxke perenTopsl
ACTpOreHa U nmporectepoHa. B To xe Bpemst uMmmy-
HOPEAKTUBHOCTb JIJI BAMEHTHHA, KaK IMPaBuIo, OT-
punaTeNbHas WK He3aMeTHas [4, 5].

CemeiicTBO MEPUBACKYIAPHBIX SMTUTEIUOUIHO-
KJICTOYHBIX OITyXOJIeH BKJIF0OYAET aHTHOMUOIIUTIOMY,
CBETJIOKJIETOUHYIO «CaXapHYIO» OIyXOJb JIETKHX,
auM$paHTHoIEHOMHUOMATO3, IEPBUYHYIO BHEJIET0U-
HYIO «CaXapHY0» OITyX0Jb, CBETIOKICTOUHYIO MU-
OMEJIAaHOLIUTAPHYIO OMYXO0JIb CEPIIOBUIHBIX CBA30K,
OPIOIIHO-TA30BYI0 CAPKOMY M3 MEPUBACKYJISPHBIX
SIUTETMOUIHBIX KJIETOK U JIpyTrHe MoI00HbIE OMy-
XOJIA Pa3IMYHBIX JIOKATU3AIUH.

[Tokazano, uro [IT9Koma moxeT ObITH accolnu-
pOBaHa C TEHETUYECKUMHU U3MEHEHUSAMH B T€HaX
KoMmIIekca Tyoepo3noro ckieposa (TSC), Takux
kak TSC1 unu TSC2, KoTOpBIE YUaCTBYIOT B pery-
nanuu cur"ainpHoro nytu PI3K/AKT/mTOR.
[{uTOreHeTHYECKUMHU UCCIECAOBAHUSIMU OIyXOJIEH
y nanueHToB ¢ [I9Komamu pa3nuyHbIX JTOKaJIU3a-
[I1I TOKa3aHO, YTO XPOMOCOMHBIE HAPYIICHUS [TPH-
CYTCTBYIOT BO BCEX CIIy4asiX U UMEIOT MHOKECTBEH-
HbIll Xapaktep. Hambonee yacTo BBIABISIOTCS
MOTEPHU Ha KOPOTKOM Tuieue 19-i1, 16-u, 17-ii u 1-i1
XPOMOCOM, a TaKXKe MPUOOpeTeHus Ha X-XpOMOCOME
U JUTMHHBIX 11edax 12-i, 3-if, 5-i u 2-if XxpoMOCOM.
Oco0eHHO YacThle OTEPU Ha KOPOTKOM ILIEYe
16-#1 xpomocomsl, T7ie pactiosioxkeH reH TSC2, cBu-
JETEeNbCTBYIOT O 3HAYUMOCTH 3TOTO T€Ha B pa3BH-
TUU OITyXOJIeH Jake P OTCYTCTBHUH y MAllMEHTOB
Tybepo3Horo ckiepo3sa. [Ipennonaraercs, 4To
Ha 19-ii XxpoMmocoMe MOXXET HaXOJHUThCS TEH-
CYIIPeccop OITyXOJIEBOTO POCTA, M €TO MOBPEXKICHHE
MOJKET COMPOBOXKAATHCS pa3BUTHEM oITyxoJieil. Bee
9TU U3MEHEHHUS MOTYT IPUBECTU K HEKOHTPOJIUPY-
eMoMmy pocTy u nponudepanuu kietok [19Kombr
[1,6].

HUccnenoBanusmu, npoBeneHHbIMU P. Argani, To-
Ka3aHa OYeHb BHICOKAsl 4aCTOTa MOBPEKJACHUN T'eHa
TFE3 B knetkax [19Kowm [10]. dpyrue uccnenoBanus
TaKKe MOoATBepk1atoT noppexaenre rena TFE3, ko-
TOPBIN PACTIONOKEH Ha KOPOTKOM Iuiede X-XpOMO-
comsl [11, 12]. benox TFE3, perynupyemslii 3Tum
TeHOM U OOHAPY>KCHHBIN B OOJIBIIMHCTBE OITyXOJIe-
BBIX KJIETOK, SIBJISIETCS] TPAHCKPUIIIMOHHBIM (pakTo-
POM, OTBETCTBEHHBIM 3a Iepefady ITeHeTHUeCKOu
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uHopMaIuu BHYTpHU KiIeTKU. [ToBpexaeHus rena
TFE3 BBISBICHEI B KJIETKaX IIEKOM. YCTaHOBJICHO,
yto noBpexaeHue rena TFE3 y manuentos
¢ [I9Komamu cBsi3aHO ¢ onpeAeIeHHbIMU KIUHU-
YeCKMMH 0COOEHHOCTIMH, TAKMMHU KakK 0ojiee MO-
JIOA0¥ BO3pacT U MUHUMAaJIbHBINA YPOBEHb MbIIIECY-
HBIX MapkepoB [13].

Korna peub uzneT o nepuBacKyIsipHbIX TIUTE-
JUOUIHBIX OMYyXOJsX, I KJIACCUUYECKUX JOKa-
JU3anui B IUTEpaType yalle BCero UCIOoIb3yI0T-
cs1 TepMuHBI, HanpuMep AML (arrroMuonumnoma),
LAM (mumpaHrnoMruOoMaTo3) U CBETIIOKIIETOUHAS
«caxapHas» 6one3Hb yerkoro (CCST), Tak kax
OoHU OoJiee pacrpoCTpaHEHbl U 3HAKOMBI MEIU-
UUHCKUM crenuaituctam. OJZHAKO TEPMUH:
PEComa nnu PEComa-NOS (aeknaccudummpo-
BaHHBIN) HEKOTOPHIE UCCIIEA0BATEIIH MPEATIOUH-
TalOT MCIO0JIb30BaTh TOJIHKO Il OMUCAHUS OIy-
XOJIeH, JIOKAJTU3YyIOIUXCS BHE MOYEK, JETKHUX
Y TIEYEHU, TaK KaK 3TU OMYXOJIU UMEIOT CBOU OCO-
OCHHOCTH, TaKUe Kak peobIagaHue MalueHTOB
YKEHCKOI'0 IMoJia U HAJIMYKUe SMUTEITUOUIHBIX Be-
pereHooOpa3ubix kineTok. PEComa-NOS 06b14HO
HMMEIOT HEOJJHOPOAHYIO TNIOTHOCTb, XOPOILIO Orpa-
HUYEHBI, HO HEe 00JaJlal0T YeTKO BBIPAXKEHHOMU
karicysnoi. [lo BHemIHeMy BUY Ha pa3pese omy-
XOJIU MOTYT MUMETh OT CBETIIO-KOPUUHEBOTO
70 Cepo-KpacHOro IBeTa, HHoraa ¢ (hoxycamu
KpPOBOM3IUAHUN U HEKpo3a [9].

C y4eToM OOJBIIOrO KOJWYECTBA COOOIEHUN
0 pa3JIMYHBIX JIOKaJIU3auusax npouecca, [19Komy
CUMTAIOT «Be3Jecyuiei» omyxomnsto. J. L. Hornick
u C. D. Fletcher mpoBenu aHanu3 auTeparypHbIX
JAaHHBIX U CBOMX COOCTBEHHBIX HAONIOACHHH, YTO-
OBl BBISIBUTH Hauboyiee YacThle JOKAIU3ALHNU
PEComa-NOS. HccrenoBanue 1moka3ano, 4To Hau-
0oJiee 4yacTo MOpa)xarTcsi 3a0PIONIMHHBIC TKAaHU
U Oprasbl, OpraHbl OPIOIIHOMN MOJIOCTH U Majoro
Taza: 23 % — KellyA0uYHO-KUIIIEYHbII TPaKT U OpbI-
xeika, 19 % — 3a0promuHHOE MPOCTPAHCTBO,
9 % — maneblii Ta3, 7 % — marka, 33 % — MArkue
TKaHu. [Ipu nmopakxeHuM KeayqouyHO-KUIIEYHOTO
TpakTa [I9KoMbl MOTYT BCcTpeuarbCsi B TOJICTOM
kuike (58,3 %), npsamoii kuike (20,8 %), ToHKOU
kumke (8,3 %), IBeHaJUATUIIEPCTHON KHIIKE
(8,3 %), u xenynke (4,3 %) [14].

[I2KoMb1, BO3HUKAIOIINE B KEHCKUX MOJIOBBIX
opraHax, TakKuX Kak BYJbBa, BJIArajuiie H IIeiika
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MaTKH, OTHOCSATCSI K TPYIINE OIyXOJied HUKHEro
’KEHCKOI0 ToJIoBoro tpakra. [lepBoe coobuienue
o nopaxennn mMatku [ID9Komoii OblI0 caemaHo
M. Pea B 1996 rony [23]. K HacTosIEMYy BpeMEHH
B aHIJIOSI3BIYHOM JIUTEpAType OMUCAHO OKOJIO 78 CITy-
yaeB [19Kombl MaTtku. OmyXoib MaTKH Yalie BCEro
OTHCHIBAETCA B BUJIE OJIUIIOBUIHOTO HOBOOOPa30-
BaHUsA sHAOMeTpusA. B uccinenosanusax R. Vang
u R. L. Kempson Bbiienens! ase rpynnsl [I19Kom
MaTku: Tpynna A, rae kietku omyxonn HMB45-
MO3UTUBHBL, U Tpynmna B, rie nabmonarorcs hokychl
HMB45-1103UTHBHBIX KJIETOK U BBIpAKEHHASI PEAK-
s Ha akThH U gecMuH. O0sryno I1DKoMer MaTku
UMEIOT JOOpOKauYeCTBEHHOE TEUEHUE, OJTHAKO BO3-
MOYKHO BBISIBJICHHE METAcTa30B B MOMEHT IE€PBUY-
Horo oOparienus. Cs3b [19Kom marku ¢ TSC mano
ucclieioBaHa, Ho nipu couetanuu ¢ TSC HaOmona-
ercsa Oojee arpeccUBHOE TeueHHe 3a00JeBaHUs.
HekoTopble uccinegoBaTeNu YyKa3blBalOT Ha
[I9KomaTo3 Kak OTIAENbHBIM MOATUN TEYECHUS
[19Kom runekonorudeckoro tpakra [24]. Kpome
MaTKH MOTYT OBbITh BOBJIEYEHBI JUM(paTHYECKUE
y3J1bl, IIUPOKAsi CBSI3KA MATKU, OOJIBINON CalbHUK,
OprollIMHA U CTEHKA KHUIIKUA. Pa3Mephl 0myXosieBhIX
nopakeHuii MoryT konedarbes ot 0,8 10 6 cm. V na-
nueHTok ¢ [[9KomamMu ruHEKoI0rnyeckoro Tpakra
TaKKe MOTYT JUarHOCTUPOBATHCS CKIEPO3UPYIOIIIE
[19KoMbI, MPOTrHO3 KOTOPBIX U3Yy4AETCH.

[TopakeHne SIMYHUKOB, BYJIbBBI M BiIaraJIMINa
BCTPEUAETCsl 3HAUUTEIBHO PEXKE, YEM MOpaKEeHUE
Mmartki [ 15]. [TopaxkeHue ByIbBBI U BIaraauiia Obi-
1o BrnepBele onucaHo H. D. Tazelaar B 2001 roxy
y 20-neTHelt narueHTk. OHM TaKKe OMUCAIH CITy-
yall THTaHTCKOM 3110KadyecTBeHHOU [IDKombI mein-
KM MaTKHU ¥ Biaraiumia y 52-meTHel KEHIIMHBI.
[NanmeHTKa npo1uia npeaonepaioHHYO JIy4EeBYIO
Tepanuto 6e3 3pdexra, a 3areM ObLIa TOIBEPTHYTA
paJuKaJIbHOM ONEepalnu, BKIOYABIIEH yIaleHUe
MAaTKH, BIarajiuiiia, MO4YeBOT0 My3bIPs U PE3EKINI0
KUK [16].

B pa6ote J. K. Schoolmeester 65110 00HaApY-
KEHO, UTO TOJBKO Y TpeX u3 16 ommucaHHbIX 00JIb-
HbIX ¢ [I19KoMaMu THHEKOIOTHYECKOTO TPaKTa OblI-
JI0 TOpake€HWEe MPUIATKOB W Biarajuiia, B TO
BpeMsi KaK OCHOBHAsl 4acTh OblJIa JIOKAJIU30BaHa
B matke [17].

Juarnoctuka [I9KoMm jxeHCKOro mosiaoBoro Tpak-
Ta BKJIFOYAET PA3JIMYHbIE METO/IbI, TAKHE KAK YIIbTpa-
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3BYKOBOE HCCJIEIOBaHNE, MATHUTHO-PE30HAHCHAs
tomorpadus (MPT), kommeroTepHast Tomorpadus
(KT), a Tarxokxe 6Guorcust 1 MIMMYHOTHCTOXUMUYECKUN
aHanu3. [IporHo3 u neyeHne nekom 3aBUCST OT UX
JIOKaJIM3allH, pa3Mepa, CTereHn AU GepeHIpOBKA
Y HaJIMYIHSI METACTa30B.

NmMmyHorucroxumms

NMMyHOTHCTOXUMUYECKOE UCCIIEIOBAHUE SIBIIS-
€TCsl BAKHBIM UHCTPYMEHTOM B TUArHOCTUKE U HC-
cnegoBanuu [ I19KoM. Dtot MeTon ucnons3yercs 1uis
omnpezesieHUs: IPUCYTCTBUS U PACTIPEICTICHUs pa3-
JIMYHBIX OCJIKOBBIX MAapKEPOB B TKAHSIX OITyXOJCH.
NMMyHOTHCTOXMMHYECKUE MapKephl, UCIOIb3Ye-
MbI€ JUIsl AMArHOCTUKM U Xapakrepuzanuu [19Kowm,
BKITIOYAIOT OCTKHM, XapaKTePHbIE /ISl MEJIaHOLIMTOB
(mammpumep, S100, Melan-A, HMB-45) u magkoMsi-
meuHor quddepennupoBku (Hanmpumep SMA, des-
min). KomOuHaIwms1 3THX MapKepoB MO3BOJIIET Oojiee
TOYHO UAeHTU(HIMpOoBaTh U OIeHUTH [IDKomy,
a Taxke TudepeHIPOBaTh OT APYTHX OIMTyXOJICH.

Oxenpeccuss HMB45 u Melan-A — uMMyHOTH-
CTOXUMHYECKHE MapKEPhI YaCTO UCIOIB3YIOTCS IS
muargoctuxu [I19Komer. HMB45 — 510 MOHOKIO-
HaJIbHOE aHTUTEJIO, HATIPABJICHHOE MPOTUB TIIUKO-
nporenHa S-100, KOTOpbIM 3KCHpeccupyercs
B [ID9Komax. Melan-A (Takke HM3BECTHBIA Kak
MART-1) Taxxe sSBISETCS MapKepOM sl KIETOK
ITUX OITyXOJIEH.

SMA (2naoxkas myckynamypa akmumna) — AM-
MYHOTMCTOXMMHUYECKOE HccienoBanne Ha SMA mo-
KeT ObITh MoJie3HbIM 1151 tuddepentmarmu [19Kom
OT JIpyrux omyxoiel, Tak kak [I9Komsl yacTo mpo-
ABJISIIOT MMO3UTUBHYIO peakiuio Ha SMA.

Desmin — mapkep 0ObIYHO MOKa3bIBAET MOJ0-
xKuTenpHyto peakuuto B [I19Komax. Desmin sBis-
€TCsI MapKEePOM JIJIsl MBILIICUHBIX KJIETOK, U €0 9KC-
Ipeccuss MOXET MOMOYb B MOJATBEPKACHUHU
MHOMMOTE€HHOM MPUPOBI OMYXOJH.

AEI/AE3 — KOKTEWIIb aHTUTEN OOBIYHO HC-
MIOJTE3YETCSI JIJISl ONIPEICIICHHUSI KEPATHHOB, OCJIKOB,
KOTOpbIE PUCYTCTBYIOT B SMUTEIHAIbHBIX KIIETKAX.
[To3utuBHas peakius Ha AE1/AE3 MoxeT yka3bi-
BaTh Ha SIIUTEINATBHBIN KOMIIOHEHT B COCTaBE OITy-
XOJTH, YTO MOXET OBITh TIOJIE3HBIM MPH JU(QepeH-
[UAJILHOU JUAarHOCTHKE.

CD117 (C-kxumumn) — MapKep MOXKET OBITh I10-
noxurensHeIM B [IDKomax. CD117 sBnsiercst map-
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KEpOM [JIsl KJIETOK, MHTEPCTULHAIBHBIX KIETOK
Kanny.

Ki-67 — mapxkep sIBISETCS UHANKATOPOM KJle-
TOYHOH TIponuepaliii U MOXKeET ObITh IMOJIC3EH IS
OTpEeIeHHUs CTENIEHN aKTUBHOCTHU OITyXOJIEBOIO
mporecca.

Okcrnpeccus TFE3 moxeT 0bITh cBsizana ¢ [1DK-
oMaMH, 0COOEHHO B cllyyasix, Korjaa Habmromaercs
COTPSIKEHHAS [1aTOJIOTHSL.

MIMMYHOTMCTOXMMIYECKHE UCCIIEIOBAHMUS TIEKOM
MIPOBOJWIMCH MHOTUMH YYEHBIMU U UCCIIEA0BATENb-
CKUMH TrpymnmamMu. B gacTHOCTH, pabOTHI B 9TOM 00-
nactu OpLM rpoBeeHsl JI. Bosincu, kKoTopblii B cBO-
€M HCCIIEIOBAaHUH 00CY>KAaeT 3HAYeHUE PELIETITOPOB
MPOTeCTEPOHA U ACTPOTreHOB B KieTKax [IDKoMel.
B uccnenoBanum naHa OlleHKA SKCIIPECCUH ITUX pe-
nenTopoB B kieTkax [I19Kombl 1 ux cBs3M ¢ KIMHU-
YECKUMH ITapaMeTpaMH, TAKUMH KaK MPOTHO3 U A(]-
(beKTUBHOCTD JiedeHHs. Perientopsl mporecrepoHa
¥ 3CTPOI€HOB MOTYT OBITh K TOPMOHOTEpAIuH, 103-
TOMY IIOHMMaHHe UX poiu B narorenese [1OKomel
MMeeT BaKHOE 3HAUCHHUE 115 pa3pabOTKU HOBBIX Me-
TOJIOB JICUEHUS U YIYUIIECHUs PE3YJIbTAaTOB TePaU
[18]. Taxxe B pabotax P. Argani noapo6Ho onmcana
BbICOKas yactora nospexxaeHuii rena TFE3 B kier-
kax [I9KomM, 9To sSBIsIeTCS KITFOYEBBIM aCIIEKTOM IS
MOHMMAaHUs NaTorenesa 3o omyxonu [19]. Kpome
toro, B uccienoBanusix J. L. Hornick u C. D. Fletcher
IIPEACTABIEHbI JIaHHBIE O PACIPOCTPAHEHHOCTHU
[T9KoM B pa3inyHbIX OpraHax U UX OCHOBHBIX Xa-
pakTepucTikax. Onucanbl MOPQOIOrHIECKUE 0CO-
o6ennoctu [19Kombl, BKITtO9ask CTPYKTYPY KIETOK
Y TKaHEH OIyXO0JH, a TAKXKe IPOBEJICH aHAJIU3 M-
MYHOTHCTOXHMHUYECKUX XaPAKTEPUCTHUK, TAKHUX
KaK dKcrpeccHsi OEIKOBBIX MapKepOB, YTO MTOMO-
raeT B AuMarHoctuke u kiaccudukanuu [1IKomer
[20]. OTu 1 MHOTHE IpyTUe UCCIIE0BATENIN BHEC-
JIY 3HAYUTEIbHBIN BKJIAJ B IOHUMaHUE OUOJIOTHH,
JUAarHOCTUKU U JICYEHHUSI TIEKOM.

JleyeHnune

XHUPyprudecKoe yIaJIeHHE OMyXOIH OCTaeTCs
OCHOBHBIM METOJIOM JICUCHUS, OJTHAKO B CIIyJae pe-
[IU/IMBA UM METACTa30B MOXKET MOTPEOOBATHCS 10-
MOJIHUTEIbHAST XUMUOTEpanus, JJyuyeBasi Tepanus
WJIM TapreTHas Teparmsl.

[TpoBenennsiii A. Musella u coaBT. ananmm3 gaH-
HBIX JIUTEPaTyphl 3a nociueaaue 70 JeT noka3biBaer,
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YTO XUpypruueckoe jJeueHne 6omapHbIx ¢ [IDKomamu
TMHEKOJIOTHYECKOTO TPaKTa OCTAETCSI OCHOBHBIM
METOZIOM, a IIPOBE/ICHUE aIbIOBAHTHON T€paruy Mo-
KEeT ObITh PEKOMEHJOBAHO OOJILHBIM C BHICOKUM PH-
CKOM IIpOrpeccupoBaHus 3a00JIeBaHUs B KAUECTBE
MTONBITKH KOHTPOJISI TEUEHUS OITyXOJIEBOT'O MPOLIEC-
ca[22].

CornacHo uccnenosanusim C. A. Ilponenko,
[IPOrpecc B IOHUMAHUU MOJIEKYJISPHBIX MEXaHU3-
MOB pa3BHUTHUSA 37I0KadecTBEeHHBIX [[DKom npusen
K BHEJPEHUIO B KIIMHUYECKYIO MPAKTUKY TAKHUX
npenapaTtoB, kak mTOR-UHrHOUTOPEI, YTO CTAJIO
CaMbIM 3HAYMMbIM U3MEHEHUEM B JICUEHUU JTaHHON
narosioruu. [IpumMenenne panaMuniHa 1 €ro aHa-
JIOTOB TIO3BOJISIET B OOJbIIIEH CTENEHU MOBBICUTD
BBKMBAEMOCTh M Kaue€CTBO JKM3HM MAlHEHTOB
B OTJIMYKE OT CTAHJIAPTHBIX PEXKUMOB XUMHOTEPA-
nuu. Cienyer NOMHUTH, YTO BBISABJICHUE Iepe-
crpoiiku reHa TFE3 conpoBokiaeTcst pe3ucTeHT-
HoCcThI0O K MTOR-uHrubutopam, u 3T0 TUKTyeET
HEOOXOIMMOCTb ONPEACTICHHUS My TAlIHOHHOTO CTa-
tycareroB TSCI1, TSC2 u TFE3 y 601bHBIX C BBI-
COKHM 3JI0Ka4€CTBEHHBIM MOTEHIUAJIOM JJIs BbI-
0opa onTUMaNbHOW TaKTUKH JeueHus [21].

Pe3epBHbIM, HO MeHEE 3PPEKTUBHBIM METOIOM
MO/IIEP>)KUBAIOIIET0 KOHTPOJIS HaJl 3a00IeBaHUEM
OoCTaeTcs Tepanus MHIUHOUTOpaMH aHTHOTeHe3a

KaK B MOHOpEXHUME, Tak U B couetanuu ¢ mTOR-
WHTHOUTOpaMU, a TAaKXKe Teparusi HHTHOUTOpaMu
KOHTPOJIbHBIX TOUEK UMMYHHOTO OTBeTa. Hanuuue
B [I9Komax skcripeccuu petenTopoB K 3CTPOreHy
U TIPOTECTEPOHY MPHU UCCIEIOBAHUM FOPMOHAIIb-
HOTO NMPOo(UIs — 10Ka3aTeabCTBO TOTO, YTO 3CTPO-
TEHBI SBJSIOTCS aKTyaJlbHON MULIEHBIO 1JI SHJ0-
KpUHOTEpanuu JaHHOU onyxonu. [ns peuieHus
poOJIEMBI MPEOOJICHHS PE3UCTCHTHOCTH JIeUue-
aus [19Kom HeoOXoauMBl TajIbHENRIIINE UCCIIEN0-
BaHMS B 3TOH oOmacTu [21].

HecMmoTpst Ha 3HaUUTENBHBIE YCIIEXU B U3y4Ye-
auu [1DKoMm Bce elje HET Y€TKOro MOHUMaHUS TH-
CTOJIOTMYECKOM MPUPOJIBI ATUX ommyxoneil. [Toatomy
Ba)KHO MPOJIOJIKATH UCCIIEI0BAHUS TPOTHOCTHYE-
CKHX (PaKTOPOB, KOTOPHIE MOTIIUA OBI TIOMOYH OTIPe-
JIJIATH HAWTYYIINN TTOIXO0/ K JieueHuto. [larueHTsl,
TOJTyYMBILIME JICYEHUE 10 TOBOAY MPEAPAKOBBIX CO-
CTOSTHUI U OITYXOJIEH pa3IMUHBIX OPTaHOB,OJIEKAT
TUHAMUYECKOMY HaONIOACHUIO HA MPOTSKEHUH
BCEro BPEMEHH, HE3aBUCUMO OT XapaKTEPUCTHUK
arpecCUBHOCTU OIMYXOJU. DTO HEOOXOIUMO st
PaHHETO BBISBICHUS PELUIMBOB U METACTA30B, UTO
MOKET MOBJIHATH Ha KOPPEKIIUIO JIeYeOHBIX CTpa-
TETUW U YIYUYIIUTh MPOTHO3 JJIsl TAIUEHTOB C TIe-
PHUBACKYJISIPHBIMHU 3MHUTEIUOUIHOKIETOYHBIMHA
OIYXOJISIMH.
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