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C 2002 r. B MeKIyHAPOIHON KIacCH(HUKAIMHA OMyXo0Jjeil MATKMX TKaHell M KOCTell BbIIeJIeHO ceMeiicTBO Me3eHXMMAJIbHBIX
omnyxoJieii, 0003HaYeHHBIX 001M TepMUHOM «1tekoMb» (PEComas). O030p JinTepaTypHbIX JAHHBIX MOATBEPKIAET TPYTHOCTH
CBOEBPEMEHHOIi TMATHOCTUKH M OTCYTCTBHE CYHIECTBEHHOTO Mporpecca B JeuyeHnu 60JbHbIX. HecMoTps Ha HocTHKeHHUs B
00JaCTH H3yYeHHs TIEKOM, THCTOJIOTHYECKAs IPUPO/IA ITUX HEOIIA3uii 10 CHX MOP ocTaeTcs HesicHoi. TpeOyeTcs nabHelinee
H3yYeHHe MPOTHOCTHYECKUX (DAKTOPOB JIJisi IPOBEEHNS aJeKBATHOTO JiedeHus1. BosibHbIe, MOyYHBINMeE JiedeHHe N0 NOBOIY
TIeKOM Pa3JIMYHbIX JIOKAJIM3AIMIA, TPEOYIOT TIIATEJbHOTr0 JTMHAMUYECKOTO HAOIOIeHHST HE3aBUCHMO OT MOTEHIHAJIA OMYX 0.1,
TaK KaK BO3MOKHO PAa3BUTHE MO3JHIX PENUIMBOB M METACTA30B. B cTaThe MpeicTaB/IeHbI JaAHHBIE 0 JIeUeHnH 1eBoYKH 11 jer
C MeKOMO¥i BJIATAJIMINA 1 TOCcJIeayomeM Ha0omoaeHnn B Tedenre 10 et 6e3 MPU3HAKOB MPOrpecCHPOBAHUS 3200 I€BAHNS.

HCKOMbI — OITYXOJIM ME3CHXUMAaIbHOI MPUPOJIBI,
COCTOSIIITNE U3 TIEPUBACKYIISIPHBIX ATTUTEIMOMIHBIX
KJIETOK, KOTOPBIE IKCITPECCUPYIOT KaK MeJTaHOIIMTap-
Heie (HMB-45, Melan-A, MiTF), Tak u MblllIe4HbIe
Mapkepbl (SMA, neCMUH, MUO31H), a TAKXXE BUMETHH,
PELeNTOPHI K 3CTPOTeHy M 1p. [1o ypoBHIO 3KCTIIpeccuu
MapKepoB MEKOMBbI OTJINIAIOTCS APYT OT apyra. [TlekoMbl
¢ mpeobiamaHreM BepeTeHOOOPpa3HbIX KJIIETOK ITOKAa3bI-
BalOT BBICOKYIO 3KCITPECCUIO MBIIIIEYHBIX MAPKEPOB U
OTpaHUYCHHYIO 9KCIIPECCHI0 MEJTaHOIIUTaPHBIX MapKe-
poB. B OOBIYHBIX SIMUTETMOMIHBIX KJIETKAX SKCITPECCHUS
MapKepOB HOCUT IIPOTUBOIIOIOXKHBIN XapakTep [1].

B teuenue 1991 . B meuatu nosiBUIOCh HECKOJIBKO
paboT, OTMCHIBAIOIINX KJIETKU B OIYXOJISIX JIETKUX,
MOoYeK, MEeYEHU CO CBETJIONM 303MHO(MUIBHON LIUTO-
wia3moi. I1pu reTeporeHHOCTH 3TUX OITyXOJIell OTMe-
yajach 00I1as 3aKOHOMEPHOCTb — HaJIMIHMe B KIIETKAX
OITyXOJIM MEJIAHOIIMTAPHBIX M MBIIIEYHBIX MapKEepPOB
[2—5]. B HacTos111ee BpeMsI ONMCAHbI IEKOMBI y ACTEH
0e3 MapKepoB MbIIIeYHOU TuddepeHInpoBKu [6].
Bnepsrie, mo nanHbIM Martignoni 1 coaBT., 00 0COOBIX
CBETJIOKJIETOYHBIX OITyXOJIEBBIX KJIETKaX OTMEUEHO B
pabote Apitz B 1943 1. [7]. B pabote Bonetti u coaBr.
OblTa MomuepKHyTa BaXKHasl IeTadb — POCT OMYXO-
JIEBBIX KJIETOK BOKPYT TOHKOCTEHHBIX BETBSIIIMXCS
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cocynoB [8]. TTossBujICS TepMUH «MepUBaCKYIsIpHas
SIUTENIMOIHAs KIeTKa» (perivascular epithelioid cell), B
cokpauieHHoM Bujie PEC. JlanpHeiilie KIMHUYeCKue
HCCIIeOBaHMS TTOKA3aJId, YTO, KPOME KIIaCCUUYECKOM
JIOKQJIN3alIM K, JIETKUE, TIOYKHU U TIeYeHb, OIyXOIu U3
TIePUBACKYJISIPHBIX ATTUTETMONIHBIX KJIETOK MOTYT OBITH
B TIOIXKEIYAOUYHOM Xeyesze. DTo mo3BoImIo Zamboni
1 COaBT. CDOPMYITMPOBATH MOJIOKEHUE O CEMEICTBE
MEe3eHXMMAaJIbHBIX OITyXOJiel, COCTOSIIIINX U3 TIeprBa-
CKYJISIPHBIX STIUTEINONIHBIX KJIETOK, 1 0003HAYUTh
JMAHHYIO TPYIIITY OITyXOJIEi OOIIIMM TEPMUHOM «TIEKOMBI»
(PEComas) [9]. B 2002 r. naHHbBIE OTTYXOJI1 BKJIIOUEHbI
B MEXXIYHAPOIHYIO KJIaCCU(PUKAITNIO OITYyXOJIeH MSITKUX
TKaHei u kocreii [10].

B nutepatrype mpu onmMcaHWM KJIACCHUYECKHX
JIOKaTW3aluii TIepUBACKYISIPHBIX STTUTEINOUTHBIX
OITyXOJIei Yallle Mcnoab3yloT TepMuasl AML, LAM u
CBETJIOKJIETOUHAs «caxapHasi» 00j1e3Hb jerkoro CCST,
TaK KaK OHM 0oJjiee IMHUPOKO M3BECTHBI KITMHUIIACTAM
u narojoroanaromam [7]. Tepmunsr PEComa nin
PEComa-NOS (not otherwise specified) yacTb uccieno-
BaTesIei NCITOIb3YeT TOJIBKO IIPY OTTMCAHUH OITYXOJIeH,
JIOKaJTM30BaHHBIX BHE TTOYKH, JIETKUX, MEYCHU, TaK
KaK 3TH OIyXOJIX UMEIOT OCOOEHHOCTH: 3HAUNTETLHOE
MpeodaTaHme MalMeHTOB KEHCKOTO T10J1a M HaJTnIne
SIUTETMOUIHBIX BepeTeHO0Opa3HbIX KiieTok [11]. B aty
JKe TPYIITY BXOASAT U MEKOMBI CBSI30YHOTO armapaTa
CCMMT (cBeTa0KJIETOYHBIE MUOMEIaHOLIMTapPHbBIE
OITYXOJI CePTIOBUIHOM CBSI3KM / KPYIJION CBSI3KM).
B Hacrosmiee BpeMs, 10 JaHHBIM MEXIyHapOITHOMN
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KJaccudurKalum, 3T OMyXOJU 00pa3yroT 0OJIbIIOe
ceMelcTBO 00pa3oBaHUil ME3eHXMMaJIbHOM TTPUPO/IBI,
COCTOSIIINE W3 TePUBACKYJISIPHBIX STTUTEINOUITHBIX
KJIETOK, KOTOpbIE 9KCITPECCUPYIOT KaK MeJIaHOLUTap-
HBIE, TAK 1 MBIIIIEYHBIC MAapKEePhI, ITOT OOIITNM Ha3BaHUE
PECcomas. Takoii moaxo/1 1aeT BO3MOXHOCTb U3yYeHHsI
MHOT'OUMCJIEHHBIX CJydyaeB MeKOM pa3IMYHbIX JIOKa-
JIN3alMi 1 0COOEHHOCTEN UX KIMHUYECKOTO TeUeHMSI.

PanHwme nccienoBaHus TOKa3bIBAJIN, YTO UCTOYHM -
KOM pPa3BUTHSI TIEKOM MOTYT OBITh CTEHKH COCYHOB [8]
win cnenuduueckrue MuimreuHbie Kiietku [12]. Co-
BpPEMEHHbIE JTOCTUXEHUSI SMOPUOJIOTMU MOKa3au,
YTO UCTOYHMUKOM OITyXOJIEBBIX KIIETOK MOTYT SIBIISITHCS
CTBOJIOBbIE€ KJIETKM HEPBHOIO rpedelika, criocoOHbIe
I bepeHIMPOBATHCS B IPOLIECCE PA3BUTHS B MbIIIICU-
Hble U MeJJaHoLUTapHbIe KieTku [14]. UccnemoBaHust
B BTOI 00JIACTU MPOJOIKAIOTCS.

PEComa-NOS 00bYHO UMEIOT HEOAHOPOIHYIO
TLUIOTHOCTb, XOPOIIIO OTpaHUYEHbI, HO HE UMEIOT YeTKO
BbIpaxkeHHOM KarcyJ/ibl. Ha pa3pese omyxo/iu oT cBeT-
JIO-KOPUYHEBOTO JIO CEPO-KPACHOTO 11BeTa ¢ (hOKycaMM
KpOBOU3IUSIHUI 1 Hekpo3a [14]. [lepuBackynsipHoe
pacrnoJioxkeHue OIyXoJiu, a TAKXKe MHTUMHAasl CBSI3b CO
CTEHKaMHU COCY/IOB ITOMOTalOT B AMArHOCTUKE 3a0oJie-
BaHusi. Thway u Fisher cuuratot, 4To KJIeTKU TTEKOM He
TOJIbKO OKPYKalOT COCY/IbI, HO 1 YYaCTBYIOT B (hDOPMMU-
POBaHUY CTEHOK COCYIOB, YaCTO MH(UIIBETPUPYS MITKIE
MBIIILIBI MEJIKUX M cpeaHux cocynos [ 15]. ITpu mopdo-
JIOTUYECKOM MCCJIEIOBAaHUM BO3MOXHO OOHapyXeHUe
OITYXOJIEBBIX KJETOK BOKPYT MEJKUX COCYIOB BAaIu
OT TEePBUYHOI OMYyXOJIM, a TAKXKe pacnpocTpaHeHUE
OITYXOJIEBBIX KJIETOK Ha OKpY>KaroIie opraHsl [ 16, 17].

Y GONBHBIX ¢ AaHTUOMUOJUIIOMAMU TMOYEK YacTO
ycTaHaBJAMBaeTCsl 1MarHo3 Ty0epo3HOTO cKjiepo3a
(TSC) — reHeTnueckoro 3adojeBaHUsI C ayTOCOM-
HO-TOMWHAHTHBIM TUIIOM HACJIe[IOBAaHMS, BEI3BAHHBIM
MyTtauusiMu reHoB TSCI u TSC2, nokanu30BaHHBIX Ha
xpoMocoMax 9q34 u 16p13. Tenwt 7SCI1 u TSC2 xoH-
TPOJUPYIOT KJIETOYHBIN POCT U TMposndepalnio yepes
BHYTPUMKJIETOUHBbIE cUTHaJbHbIe KoMruieKchl TORCI1
u TORC2. TOR — muiieHs panamuuuHa (target of
rapamycin). Y MJIeKOIMUTAIOIIMX JaHHAs MUILICHb UMEeT
o6o3HayueHre mMTORC1 1 mTORC2. UmmyHonenpec-
CaHT panaMUIINH TPUMEHSIICS Y OOJBHBIX C TYOSPO3HBIM
CKJIEpO30M I0C/Ie mepecaaku Jierkux. B mpoliecce ero
MPYMEHEHMSI YCTaHOBJIEH (DAKT yMEHbILIEHUS COITYTCTBY-
IOIIMX OIMYyXOJIEBbIX 00pa30BaHUI y JAHHOW KaTeropuu
0OJIbHBIX. YCTAHOBJIEHO, YTO UCTUHHON MUIIEHBIO
MMMYHOJIeTIpeccaHTa paraMUIIMHA SIBJISIETCS KOMILIEKC
mTORCI. YcraHoBaeHo, yTo noBpexaeHue reHoB 7.5C 1
n TSC2Benet K GOpMUPOBAHUIO OITYXO0JIEBLIX 00Opa30Ba-
Huii [18]. Y OONBHBIX C TYOEPO3HBIM CKJIEPO30M ITPOLICHT
Pa3BUTHSI AaHTMOMUOJMIIOM OUYeHb BbICOKHUi (0T 50 g0
80%). [1pu HATMYMY 37T0KaYeCTBEHHBIX OITYXOJIei yarie
BbIsIBIsieTCsl MyTauusi reHa 7.SC2, a He reHa T.SC1 [19].

LluToreHeTnyeckue MccienoBaHUs OMyXoJieil y
MalMEeHTOB ¢ TTeKOMaMU pa3iuYHbIX JOKaau3alui

roKasajiy, YTO XPOMOCOMHbIE HAPYIIEHUSI OTMEUYEHbI
BO BCEX CJyYasix, U OHU MMEIOT MHOXECTBEHHBIN Xa-
pakTep. HauboJiee yacTo oOHapyXMBalOTCS TTOTEPU Ha
KOpPOTKOM Tuteue 19-, 16-, 17-, 1-i1 XxpoMocoM, a TakzKe
npuodpeTeHuss Ha X-XpOMOCOMEe M JUIMHHBIX Tiedax
12-, 3-, 5-, 2-ii XxpomocoM. HacTble ImoTepu Ha KOPOT-
KOM IijIede 16-if XpOMOCOMBI, Ilie PACIOJOXeH T'eH
TSC2, yka3bIBalOT Ha 3HaY€HUE 3TOr0 'eHa B pa3BUTUU
HEOIUIa3Mii 1axKke MPU OTCYTCTBUU Y OOJbHBIX TYOEPO3-
Horo ckiepo3a [20, 21]. IIpennoiiaraercd HaJIMYMe reHa
CyIIIpeccopa OIlyXoJeBoro pocra Ha 19-it xpomocome,
MOBPEXIEHUE KOTOPOTO COMPOBOXIAETCSI PAa3BUTHEM
onyxosei [22].

HccnenoBaHust Argani ¢ cOaBT. MOKa3ajJu OYEHb
BBICOKOE YMCJIO MOBpexXaeHuil reHa TFE3 B KJieTKax
nmexkoM [6]. JApyrue aBTOpHI TakKe OTMEYalOT I10-
BpexxaeHue reHa 7TFE3, pacrojioxKeHHOro Ha KOPOTKOM
ieye X-xpomocomsl [23, 24]. benok E3, perynupye-
MBIt TeHoM TFE3 n oOHapyXXeHHBIN B OOJIBIIMHCTBE
OITyXOJIEBBIX KJIETOK, SIBJSIETCS] TPAHCKPUIILIMOHHBIM
(hakTOpOM, OTBETCTBEHHBIM 32 IEPEHOC TeHETUYECKOI
nHGopMallu BHYTPU KJIeTKU. [ToBpexXaeHus reHa
TFE3 ycTaHOBJIEHBI B KJIETKax IMEKOM U y AeTeid [25].
HccnenoBaHus MoKa3bIBaloOT, YTO MOBPEXKIEHUE TeHA
TFE3 y G0NbHBIX C IEKOMaMM COITPOBOXIAETCST KJIH-
HUYECKMMU OCOOCHHOCTSIMU: 00JIee MOJIOION BO3PacT,
MMHUMAaJIbHBIA YPOBEHb MBIIIEYHBIX MapKepoB [6].
Kpome Toro, yctaHOBJI€HO, YTO Yy 9TOU I'PYMIIbl 00JIbHBIX
tapretHas Tepanys mTOR uHruébutopamu Headdek-
THUBHA [26, 27].

Takum oOpa3om, u3ydyeHue JaHHOU TPYMIIbl OOJIb-
HBIX TT0Ka3aJI0 BIMSHUE TeHETUIECKUX HapyIIeHU I Ha
TeuyeHue 3a0oseBaHus. OrnpeaeaeHUe MOBPEKACHUS
reHoB TSC1, TSC2u TFE3 yBenuuuBaeT BO3MOKHOCTU
CBOEBPEMEHHOI MMAarHOCTUKHU 1 TIPOrHO3a JICYEHHUS, a
TaKXKe YKa3bIBaeT IyTH B pa3pab0TKe HOBBIX JIEYEOHBIX
TOAXOI0B Y OOJILHBIX C TIEKOMAaMM.

ITexoMBbl ¢ KI€TKaMM BepeTeHOOOpa3HOil (OpMBbI
conmepxar pelenTophl MporecTepoHa, YTo HABOAMT Ha
MBICJTb O BO3MOXHOU POJIU TIPOTeCTepOHa B pa3BUTUH
JAHHBIX oryxoJiei [28, 29]. Ipyrue uccienonateny yka-
3BIBAIOT HA 3HAYCHUE TIOBBIIIEHUST YPOBHS 3CTPOT€HOB
1 pEKOMEHAYIOT KOPOTKHE KypPChl TOPMOHAIBHBIX TTpe-
nmapatoB [30]. KnuHndyeckue HaOI0AeHIS TTOKA3bIBAIOT
obocTpeHue 3a00jeBaHuUs B MEpUO] 0epeMEHHOCTHU
WJIM Ha3HAYeHUS TOPMOHAJIbHBIX ITpenapatoB [31, 32].
B nuddepeniianbHoli AMarHOCTUKE C IPYTUMU OITyX0-
JisiMu MaTKu Bosincu 1 coaBT. IipeajiaraloT onpeaesaTh
PEeLeTNITOPHI MPOTecTepOHa U 3CTPOTEHOB B KJIETKax
nekomsl [33]. PelienTopbl 3CTPOreHOB U MPOrecTepoHa
YacTO OTPENEIISTIOTCS B KIIETKAX aHTMOMUOIUIIOM TT0Y-
ku [34]. U3MmeHeHue ypOoBHSI TOPMOHOB 1 BO3MOXKHOCTD
MX MMaTOJOTUUYECKOM CeKPEeIMM KJIeTKaMU TEeKOMBI
orMmeueHa Korytnaya u coaBt. [35]. V 47-nerHeit XeH-
LIIMHBI C aMEHOPEE U raJlaKTOPEEH BhISIBIICHBI BHICOKME
HuGpHl IPOJaKTUHA. YPOBHU TOPMOHA HOPMAaInU30Ba-
JIUCH TIOCTIE YIAJeHMS TTIEKOMBI OOJIBIIMX Pa3MEPOB C
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MopakeHrueM JUCTaJIbHOrO OT/Ae/a XKeJlyIKa U JBeHa -
IMaTUTICPCTHOM KUTIIKU.

Anruomuonunoma (AML) — Me3eHxuMasbHas omy-
XOJIb, Han0oJIee YacTo MopaxaeT MOYKHU, IeYeHb, PEIKO
JIpyrue aHaToMuueckue 30Hbl. Criopagryeckue cirydau
AML mouek BCTpevaroTcs y MalueHToB B 4—6-1f meka-
Jax XW3HU, 3HAYUTEJTBHO TPe00IaatoT KeHITUHEI,
KakK MpaBuj0, OJHOCTOPOHHUE, OOJIbIIIMX Pa3MEPOB.
AHTMOMUOJIUTIOMBI TTOYEK TMaTHOCTUPYIOTCS U B 60JIee
MOJIOJIOM Bo3pacTe, B 3—4-ii nekamax Xu3Hu. B aTtom
cllydae HeT BbIpaxK€HHOTO IMpeobyagaHus MalMeHTOK
SKEHCKOTO M0J1a. AHTHOMMOIUITOMBI ITOYeK HEOOITBIITIX
pa3MepoB, ABYCTOPOHHUE, MOTYT MMETh MYJIbTHU(O-
KaJibHbIN pocT. JlaHHOe TeyeHMue 3a0oJieBaHUS yalle
0oOHapyxuBaeTcsl y 00JIbHBIX C TYOEPO3HBIM CKIIEPO30M.
Kpome pazButusgs AML, y GoJibHBIX ¢ TyOepO3HBIM
CKJIEPO30M pa3BUBAIOTCS CUMIITOMbI MOPaXKeHUS
LIHC (ymcTBeHHasl OTCTaJIOCTh, CYIOPOTH), KOXKHbIE
mposiBiieHus: (aHruopuopoma aulia), pabaoMUOMBbI
cepiua, acTpoldToma, runotupeos. IlopaxeHue re-
YeHW TUaTHOCTUPYETCS TONBKO ¥ 5—10%, BO3MOXHO
00YCJIOBJIEHHOE CITOpaauYeCKUMM CIydasiMU ¢ MOTe-
peii TeTepO3UTOTHOCTU 16p-XpOMOCOMEL. Y OOJBHBIX
¢ TyOEpO3HBIM CKJIEPO30M Yallle TMarHOCTUPYIOTCS
JI0OpPOKauYeCTBEHHbIE TTOPAXEHUS, OJHAKO BO3MOXKHO
3JI0Ka4eCTBEHHOE TeueHune mpoiecca [11].

JIumpanrnommomaros (LAM) — Gosiee peakoe 3a60-
JIeBaHUE, IUArHOCTUPYEMOE Y XKEeHIIUH MTpeMeHoray-
3aJIbHOTO Bo3pacTa. 3a0ojieBaHUE MMEET Criopaauye-
CKUIA XxapakTep, HO MOXeT ObITh 1 'y 30% mallMeHTOK C
TSC[17]. OTmMeuaeTcst AByCTOPOHHEE MHTEPCTULIA AT~
Hoe nopaxkeHue Jerkux. [IporHo3 pa3nnyHbIil, OAHAKO
B OOJIBIIIMHCTBE CllyyaeB 3a00JIeBaHUE MEIJIEHHO MTPO-
IPeCCUpYeT ¢ pa3BUTHUEM JIETOYHOM HEIOCTaTOUHOCTHU
1 HeOOXOIMMOCTBIO TTPOBeAeHUS TpaHCIIJIaHTAIUN
JIETKOTO KaK eIMHCTBEHHO BO3MOXHOTO CIToco0a Jieue-
Hust. CpeTHSSI TTPOIOJIKUTEIBHOCTD XKU3HM 0€3 TpaHC-
mrantauny 8—10 geT. LAM MoxkeT ObITh OOHapy:KeHa
B JUMpaTUUeCKUX y3jiaX, CpeIOCTEHUN, MaJIOM Tasy.
B atux cinydasx oOpazoBaHuWE MMEET YETKUE XOPOIIIO
OrpaHUYEHHbIC OMYyXOJIeBble MacChl MU 0003HAYaeTCs
Kak tuMdaHrnommuoma [36].

CBeTI0KJIeTOYHASA «CcaxXapHas» ONMyXo0Jb JErkKoro
(CCST) — peakoe 3aboyieBaHUe, BIEpBble OMUCAHO
Liebow n Castleman B 1963 1. [37, 38]. JanbHeiiine
KCCIIeI0BaHUS MMOKAa3aan, YTO B KJIeTKaxX JAHHOTO HO-
BooOpa3oBaHust o0HapyxeH mapkep HMB-45 u uto
9THU KJIETKUA UMEIOT MHOTO OOIIETO C SIMTUTETNONTHBIMU
kiaetkaMu AML [2]. M3yyeHue KJIETOK OMyXOJu Mo-
3BOJIMJIO TIPeanonoXuTh, 4To AML n CCST gBngioTcs
KJIMHUYECKUMU MPOSIBICHUSIMUA OJHOTIO U TOTO Ke
nopaxenus u CCST gBiisieTcs MOHOKJIETOUYHBIM Bapy-
anToM AML [12]. BoabIIMHCTBO 3TUX OIYXOJIei SIBJIsI-
10Tcst noopokadecTBeHHbIMU [39]. OgHako emie B 1988 1.
OIKCAHO TOSIBJIEHUE METACTa30B B MeUyeHU yepe3 9 jieT
rocJie yaajaeHus 100poKauecTBEHHOI caXapHOii OITyxo-
nm jierkoro [40]. IMocne onmrcanusg B 1996 . Zamboni

U COAaBT. [9] CBETJIOKIETOUHON «caxapHOI» OIyXOJIU B
MOIKETYI0YHOM XKee3€e MOosBUI0Ch COOOIIEHUE O M0~
paxenuu MaTku [41]. C Toro BpeMeHM OrcaHo 0OIb-
110€ KOJIMYECTBO aHATOMUYECKUX 00J1acTeid, rae Oblia
obHapyxeHa CCST. ITocienoBaso BblaeeHUE TaHHBIX
MopaxkKeHU B OTIMYUE OT KJIACCUYECKUX TEPMUHOM
«BHeJieroyHbie» CCST wiM neKOMbl IpYyTUX JOKaan-
3anuii. Bce 310 B HacTosiiiee BpeMst 00beIMHEHO MOJ,
tepMrHoM PEComa-NOS (not otherwise specified) [ 14].
3a nocseaHue robl MOSIBUIMCH ITyOJIMKALIMU O TTopaxe-
HUU KPYIJIOU CBA3KHU MEUYEHU, TIEYEHU, TPSIMOI KUILIKMU,
BYJIbBBI, BJIarajuiia, SMYHUKa, cepalla, MOJIOYHOM Xke-
JIe3bl, OOIIIETOo KETYHOTO MPOTOKA, MOYEBOTO Iy3bIp,
MPOCTAThI, yPETPhI, OCHOBAHUSI Yeperia, OpOUThI, KOXH,
KOCTel, MSITKMX TKaHel Oelnpa, mepegHell OpIOIIHOMN
CTeHKM U T. 1. [42—54]. YuuTbiBasi 00JIbI1I10E KOTUYECTBO
COOOIIICHUIT O pa3TMYHBIX JOKaJIM3aIUsIX TIpolecca,
MEKOMY CUMTAIOT «Be3IeCyIIeii» OMyXOJblo.

Hornick u Fletcher mpoaHann3npoBaiu 1o JaHHBIM
JIMTEepaTyphbl U CBOUM HaOII0IeHUSIM Har0oJiee YacThie
nokanuzauuu PEComa-NOS [11]. YcranosneHo, 4to
HanboJjiee 4yacTo nmopaxaeTcs 3a0pIOIMIMHHOE MPo-
CTPAHCTBO, OpraHbl OPIOIIHOM MOJIOCTU Y MAJIOTO Ta3a:
23% — XeJymo4YHO-KUILEYHBIH TpaKT U OpbIKeiKa,
19% — 3a6pIOLIMHHOE ITPOCTPAHCTBO, 9% — MaJIblii Ta3,
7% — matka, 33% — msarkue Tkanu. [1pu nopaxkeHuun
JKeJyTOYHO-KUIIIEYHOTO TpaKTa MeKOMBI MopaxKaloT
TosicTyio KUIIKY (58,3%), npsmyio kuiiky (20,8%),
TOHKYIO KUIIKY (8,3%), AIBeHaALaTUIIEPCTHYIO KUILIKY
(8,3%), xenynok (4,3%) |55]. B manom ta3sy meko-
MBI MOTYT OBITh Ha CTEHKE Ta3a WM B AYIJIACOBOM
MpOCTpaHCTBE, Hapylias QYHKINUU OKPYXKaAIOUINUX
opraHoB [56—358]. [1peobiagaoT mopaxkeHus y XKeH-
IIMH, COOTHOILIeHKE 6:1, HE3aBUCUMO OT JIOKau3a-
uuu npouecca. [lo mnanHeiM Armah u Parwani, 38%
Bcex PEComa-NOS cocTaBisioT nmopaxkeHus1 MaTKH,
cpeaHMi BO3pacT ManueHToK 54 rona [14]. [Ipu apy-
rux jJoxkanusauusx PEComa-NOS Tak:ke oTMedeHO
npeobiaagaHue XeHIIUH. B 3Ty XXe rpynmny BXOIST U
0OJIbHBIE CO CBETJIOKJIETOYHBIMU MUOMETaHOLIMTap-
HBIMU OITYXOJISIMU CEPIIOBUAHON CBSI3KU / KPYIJIOW
cBsa3ku (CCMMT). O1u ommyxoau IUarHOCTUPYIOTCS
B OCHOBHOM Y JIEBOYEK CO CpEeIHMM Bo3pacToM 11 Jiet.
TUNUMYHBIMU 3KaJ100aMU SIBJISIIOTCS HAJTM4Ke O0JIe3HEH-
HOTO 0Opa3oBaHus B xkuBote [49, 59].

MHuoxectBeHHbIe mopaxkeHuss PEComa-NOS yvanie
BCETO YCTaHABIMBAIOTCS TP TTOPAKEHUHM MaJIOTO Ta3a
U IOJIOBBIX OpraHoB y 00JibHBIX ¢ TSC. Takoe siBjieHue
TTOJTYYMJIO Ha3BaHWE MEKOMAT03. Y OTHOM MallMeHTKU
¢ TSC u mekomoii 1IeHKM MaTKM YCTAaHOBJIEHO MHTPa-
abIOMHUHAIBHOE pacIipocTpaHeHUE Mpoliecca — MeKo-
MAaTo3 ¢ MMopaXXeHNEeM TOHKOHN KUIITK!, BOPOT IMIYHUKA.
JaHHbBI} cayvait ObUI paclieHeH KaK MYJIbTU(POKATbHBIN
PpOCT, HaOJII0JaeMbIii IPU MOPaXKEHUN TUMGOY3/I0B aH-
ruomuosnnomoit mouku [60]. [TekomaTo3 guarHOCTH-
POBaH U y IPYTUX OOJIBHBIX C TYOEPO3HBIM CKIIEPO30M.
B aHrnos3p14HOI TUTEpaTYype OMMCAHbI 5 OOJBHBIX C
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MMOIOOHKBIM TeueHMeM 3a0ojeBaHus. OTMeUeH cirydaid
rnekomMaro3a 1 y 00JbHOI 0e3 Ty0epOo3HOTO CKJIepo-
3a [61, 62].

ITepBoe coobiieHME O TTOpakKeHUN MaTKU CAEIaHO
Pea 1 coaBt. B 1996 1. [41]. K HacTosIIEMy BpeMeHH B
aHTJIOSI3BIYHOM JIMTEpaType OonucaHo 78 ciyyaeB Tie-
koM maTku [1]. OmyxoJib yalle ONnuchiBaeTcs B BUE
MOJUMOBUIHOTO HOBOOOpPA30BaHUSI SHAOMETPUSI.
HccnenoBanms Vang u Kempson [63] 1T03BOJMIN BBI-
JIeJIATD IBE TPYIIbI IEKOM MaTKU: rpyrna A — KJIeTKU
onyxoau HMB45-nio3utuBHbl, rpynna B — ¢okycsl
HMB45-103UTUBHBIX KJIETOK 1 BbIpaKeHHas peaKius
Ha aKTUH U JecMUH. [TeKoMbl MaTK1 OOBIYHO UMEIOT
JIoOpoKauyecTBEHHOE TeueHre 3a00JieBaHUs, OHAKO
9TO HE UCKJIIOYAEeT BBISBICHUE METACTa30B MEKOMBbI
MaTKA B MOMEHT MEPBUYHOTO obOpaieHus [64, 65].
OueHb MaJio coo0IIeHU T 0 ¢BsI3U TlekoM MaTku ¢ TSC.
B ciayyae couetanus riekombl MaTku ¢ TSC ormedeHO
arpeccuBHoe TeueHue 3aboseBaHus [33]. Ha mekoma-
TO3 KaK OTIEIbHbII MOATUM TeUEHUs MEKOM T'MHEKO-
JIOTMYEeCKOro TpakTa ykasbiBatoT Conlon u coanT. [1].
Kpome maTku, KoTopast mopaxaetcsi HauboJsiee 4acro,
B MPOLIECC MOTYT ObITh BOBJIEUEHbI JUM(aTUIECKUE
y3JIbl, IIUPOKAsI CBSI3KA MaTKU, OOJIbIION CalbHUK,
OplolIMHA U CTeHKa KUIIKKU. PazMepbl omyXoaeBbIX
ropaxeHuii koneomoTest ot 0,8 10 6 cm. Kpome Toro,
y OOJIBHBIX C NMEKOMaMU F'MHEKOJOTUYECKOTO TpaKTa
JMarHOCTUPYIOTCS CKJIEPO3UPYIOIUe MEeKOMBI, TPOTHO3
3200J1eBaHMsI KOTOPBIX M3yuaeTcsi. ABTOPBI yKa3bIBaloT,
YTO OOJIBIIMHCTBO MEKOM I'MHEKOJOTMYeCKOro TpakTa
HUMEIOT CIIOPAAMYECKUIA XapaKTep U He CBS3aHbI C Ty-
OEpPO3HBIM CKJIEPO30M.

[TopaxkeHue SMYHUKOB, BYJIbBBI, BJlarajIuila BCTpe-
yaeTcsl 3HaAUYUTEIbHO peXe, yeM MOpaXeHUs] MaTKU.
Anderson 1 coaBT. [66] BriepBbIe OIMMCAIN MOPAKECHHE
SUYHUKA y 00JbHOU 39 JIeT ¢ TyOepO3HBIM CKJIEpO-
30M, JIBYCTOPOHHUMU aHTMOMUOJUIIOMAMU TTOYEK.
B nuTepaType onucaHo 5 cilydaeB MEeKOM SIMYHMKA.
B 3 cay4yasix, onmmcaHHBIX B OCJIEIHUE TO/IbI, OTMEUEHO
noBpexaeHue reHa TFE3[23, 24]. [TopaxxeHue BYIbBbI
Y BJIarajuiia BrepBbie onucaHo Tazelaar u coaBT. [39] B
2001 r. y 20-neTHeit maimeHTKU. [MraHTcKas 3j10Kave-
CTBEHHasl TeKoMa IIeMKU MaTKH U BJIarajuiia onyicaHa
Takke y naiueHTKu 52 jet. [IpoBeaeHa npegonepaim-
OHHasl JJyueBasi Tepanusi 6e3 apdexra ¢ mocieayroliei
paavKaabHON orepaleil B o0beMe yaaleH!sl MaTKu,
BJIaTaJIMIIA, MOYEBOTO ITy3bIPST U Pe3eKIIMU KUIIKHA [67].
Schoolmeester 1 coaBT. [26] TpY U3y4EHU U TIEKOM T -
HEKOJIOTMYEeCKOTO TpakTa y 16 GOJbHBIX YCTAHOBWIIH,
YTO TOJILKO Y 3 GOIbHBIX ObLIO MOpaXkKeHUe MPUIATKOB U
BJIArajuila, OCHOBHAs Macca OMyXO0JIeBbIX MOPakKeHU I
ObliIa JJOKAJIM30BaHa B MaTKe.

IMocne onucanug B 2000 . Folpe 1 coaBT. meKoM y
JIeTeil U MOAPOCTKOB OT 3 JieT 10 21 roia ObLIM yCTaHOB-
JIEHbI KIMHUYECKue U Mopdosiornyeckre 0COOeHHOCTU
MekoM ageTckoro Bo3pacta [59]. CpegHuit Bo3pact
Jereii ¢ nekomaMu coctapiisgeT 11 et B 6onblinHeTBe

cydyaeB oOpa3oBaHUsl, JOKAIU30BaHHbBIE B OPIOIIHOM
MOJIOCTU, SBJISIMCH MPUYMHON 00JIEBOTO CMHIpOMA.
OrnyxoJseBble KJIETKU UMEJIU BepeTeHOo0pa3Hylo (op-
My. [laHHas rpyrnmna omyxoJieil mojiyyusnaa Ha3BaHUE
«CBETJIOKJIETOYHbIE MUOMEIAHOIIMTAPHbBIE OIYXOJIM»
WJIN «BEPETEHOKJIETOYHBIE MEKOMbI». JlaHHBIE OMmy-
XOJIM BO3HUKAJIU B OCHOBHOM B CBSI3Kax, MO3TOMY B
CEMEMCTBE NIEKOM HAa3BaHUE 3TUX OMYXOJel yTOYHEHO
KaK CBETIOKJETOYHbIe MHOMEJIAHOIMTAPHBIE OIMYXO0JIH
cepnoBuaHO# cBsi3kM / Kpyrioii cBs3ku (CCMMT). Onu-
CaHO TMopakeHUe IMPOKOI CBSI3KM MaTKM y 12-1eTHel
JIEBOYKU C PELIMAMBOM B MajioM Ta3y uepes 1 rox [68].
OnHaKo OMyXOJIM CBSI30K BCTPEUYAIOTCS Uy B3POCIBIX
ManyeHToB [69], B TOM YKCIe ¢ TOpaskeHUeM KPYIJIoi
cBsI3KU Matku [70].

[IpoBeneH aHanM3 MO JAHHBIM JIUTEPATYPHI 10 Ya-
croTe nnekom y neteit [71]. OrmeueHo 6omee 40 ciiyyaen
MEKOM B JIETCKOM Bo3pacTte. Kak mpaBuio, MeKOMbI
JIUarHOCTUPYIOTCS y AeTeii crapiue 5 eT. B 9% ciydaes
OHM IMArHOCTUPYIOTCS KaK BTOPbIE OMYyXOJU TOCTe
JIeYeHUs JeTell ¢ HelpobaacToMaMy MU pabaoMuo-
capkomamu. B 0030pe nmpuBongTcs 1aHHbIE O 33 IeTsax
¢ TIeKOMaMU pa3JIMYHbIX JoKanu3auii. ITopaxkeHnue
CBSI30K ycTaHOBJIeHO y 30% nmeTeii, mopaXxeHue Kuiey-
HoWt TpyoKu — 27%, mopaxkeHue Majioro taza — 15%,
BJarajuiina u MaTku — 6%. Jpyrue jokaausanuu (Mo-
JIoUHas Xeje3a, ypeTpa, Ia3) OMMChIBAIOTCS B BUJE
eIMHUYHBIX CJTyYaeB.

OnucaHa rnekoMa MaTKu y I€BOUYKH 9 JieT, KoTopast
rocJie ornepauuu noayduia 45 Ip Ha Majblid Ta3 U XU-
MUOTEepanuio rpernaparaMy BUHKPUCTUH, UdocdaMu
u gokcopyouimH. Yepes 16 mMec mocsiae oOKOHYaHUS
JIeUeHHUs y NeBOYKHM YCTAHOBJIEH IMAarHO3 OCTPOTO
JuM@dOoOIaCTHOIO JIeiKo3a, OT KOTOpOro 0oJibHas
ymepaa [72, 73].

IlepBhlii ciayyaii II€KOMBI Bilaraauiia y 8-jJeTHei
neBouku onucad B 2007 1. JIeBouka 1ociie 0MoIcumn
OITyXOJIM U YCTAaHOBJIIEHHOM pabmoMHOCapKOMBI Bia-
rajuina nojayduiaa 3 Kypca xumuorepanuu. Ha done
JIeYeHHsI OTTyXOJIb YBETMUIMIACh B pa3Mmepax. [1pousse-
JieHa pe3eKIIMs BJlarajnila BMECTE C OITyXOJIbIo, TTOCIIe
KOTOPOI YCTAHOBJICH AUAarHO3 MeKOMbI. JlaabHEeHIIIero
JieueHus IeBOUKa He rosydana [74]. Bropoe cooOuieHue
0 MEeKOME BJIarajuiia y 6-JeTHei 1eBOYKM OIyOIMKO-
BaHO B 2014 1. [75]. B oboux ciiydasix mocjie yaajJleHus
OITYXOJT! TAJTbHEHIIIETO JIeYeHUST OOJTbHBIC HE TTOTyYalli.
OnHako uMeeTcs COO0IIeHNEe O peLIMABE 32001 BaHs
y 16-1eTHE MaLMEHTKH ¢ TIEKOMOIA BJIarajniia mocie
yIaJIeHUsT OITyXOJIM U XUMHUoTeparnuu [76].

310KavyecTBeHHOE TeYeHne TEeKOM KUIIKW, MaTKH,
Maioro taza ormeueHo Bonetti u coaBt. B 2001 r. Ha
OCHOBaHUU BBISIBJICHUS METAcTa3oB B IMMdoy3iax u
sauyHuke [77]. HabmoneHue mocje onepanuy moKa-
3aJ10 JajbHeulee pa3BUTUE OTHAJIEHHbIX METAacTa30B
B TTIEYCHU, JIETKUX, KOCTIX. [locTerneHHo B IuTeparype
HaKaruIMBaJIOCh KOJMYECTBO ITyOIMKAIIUf O BO3MOX-
HOCTH 3JIOKaYeCTBEHHOTO TEYCHUS TIEKOM KaK y KeH-
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IIAH, TaK U Y MYXXYMH, KOTOpPOE MOXET BO3HUKHYTh
B OTHaJIeHHBIE CPOKH TTIOCJIe OMePAaTUBHOTO JICYCHMUS
[33, 78—81]. Martignoni u cOaBT., aHATTU3UPYS JINTE-
patypHble JaHHbIE, cOODIIaloT 0 55 ciyyasx 3j0Ka-
YeCTBEHHOTO TEUEHUS TTEKOM, U3 HUX TOJIbKO v 14,5%
0OJIbHBIX HET MPU3HAKOB 00JIe3HU Mocie JeueHus [7].
YacTu marmeHTaM IPOBOIMIIOCH [TOBTOPHOE UCCEUEHHE
omyxonu. OT IIporpeccupoBaHus 3a00JIeBaHKS TTIOTUOIN
22 (40%) manmenTta. HactymieHne cMepT OTMEYEHO
B CPOKHM OT 3 MecC 110 5 JIeT ¢ MOMEHTA YCTaHOBJICHUS
JIMarHo3a. boIbIIMHCTBO MAlIMEHTOB ITOTMOATH ITepPBhIe
1,5—2roma. CmMepTh HacTynaia Ha poHe TTPOrpecCrpo-
BaHUS 3a00JIeBaHUS C TTOpaKeHUEM TTeYeHHU, JIETKUX,
JTMM(bATHIECKUX Y3IIOB, TMTOSBICHUS PELIMIUBOB U T. JI.
O6paiaer Ha ce0s1 BHUMaHue (hakT, YTO ¢ MpU3HaKa-
MM 00J1e3HU KUBYT 24 (43,6%) mamyeHTa ot 6 Mec 1o
10—11 et mpu HAIUYUM METACTA30B B JIETKUX, TICUCHU,
JTMMbaTIIeCKUX y371aX. MeTacTa3bl TOSBIISTIOTCS Yepes
MHOTHE TOIBI TOCIe YIaJIeHUs TePBUIHOM OITyXOJIH.
OmnmcaHo KIMHNYeCKOoe HabTioIeHne, KOoTma 60JIbHOM
MocJie yaajJeHnsI TIEPBUYHOM OITyXO0JIN 3a0PIOITMHHOTO
IMPOCTPAHCTBA OTIEPUPYETCs IBaKAbl: depe3 9 JieT 1mo
ITOBOTY METACTa30B B TICUEHN 1 B TUMYCE M JIETKUX Uyepe3
17 net [82]. OnucaHo KIMHUYECKOE HAOIIOAeHHE T1a-
LIMeHTa, KOTOPHIH XXWB B TeUeHUE 4 JIeT ITOCIIe YIaleHHUS
3a0pIOIIMHHON TTEKOMBI TP HAJIMYMKU METACTa30B B
TOJIOBHOM MO3T U Jierkue [16].

Takum 00pa3oM, 3710KaYeCTBEHHBIE TEKOMBI Pa3Iny-
HBIX JIOKAJTM3AIU I UMEIOT 0COOEHHOCTH KIIMHITYECKOTO
TedeHMs 3a00seBaHud. [locie ymaneHusT mepBUIHOM
OITyXOJIM TPYIHO TIpeICcKa3aTh 3]I0KAa4eCTBEHHOE Tede-
HMe poliecca, a MeTacTa3bl IMOSBIISIIOTCS Yepe3 MHOTHE
TOJIBI ITOCITe yAaeHUST oImyXor. CII0KHOCTH TIepBUYIHOM
JMWarHOCTHKY TTOATBEPKAaeT HaOIIoIeHe TallieHTKH,
OITepPHPOBAHHO ITO TTOBOAY reNaTole/ IO PHOTO paKa
npaBoit monu. Yepe3 9 neT y mMallMeHTKN BBISIBICHBI
MHOKeCTBEHHbBIE METACTA3bI B JIETKHE, TTOIKEITYTOTHYIO
KeJIe3y, MOUeBOM ITy3bIph, MATKIE TKaHH. TOJTBKO TTOCITe
MOP(dOJTOTIIECKOTO IMepecMOTpa YIaTeHHOU OITyX0In
TIeYeHN YCTAaHOBJICHO HAJIMYKe MeKOMBI TieueHu! [83].
B 60 IbIIMHCTBE ClTydaeB y O0TbHBIX CO 3]TOKAYeCTBEH-
HBIMM TIEKOMaMU B TIEPBYIO OYepeb OTMEUaeTCs ITopa-
>KeHue TuMdaTudecKux y3a0B [84]. M3yueHue 4acTOThI
MTOSIBJIEHWSI METACTa30B Y OOJIbHBIX C TEKOMaMK MaTKH1
ITOKa3aJio, 4TO TOJIBKO y 6,8% ciiydaeB QUarHOCTUPY-
JOTCS MeTacTaTUJeCKKe MOpakeHUs JIETKUX, KOCTEH,
SUYHUKOB, TMeYeHU, HANIMOYSUYHNKOB, MapreTaIbHOM
U BUClLepaibHOI OptoinHbl [85]. [To mTaHHBIM Ipyrux
aBTOPOB, JIOKAJbHBIE PELWUANBBI TMArHOCTUPYIOTCS Y
8,7%, a meracrasbl y 20,3% GoJIbHBIX [64].

Y4uThiBasi TaKMe KIMHUYECKUE OCOOEHHOCTU Teue-
HUS TIeKOM, BO3HUKJIA HEOOXOAMMOCTb OIpeneaeHus
KPUTEPUEB 3I0KAYECTBEHHOCTU, KOTOPbIE MTO3BOIUIU
CBOEBPEMEHHO MOCTaBUTh MPAaBWIbHbIN AMarHo3. beliu
pa3paboTaHbl KpUTEPUH 37I0KAUECTBEHHOCTH Ha OCHO-
BaHMM M3YYEHHUsI OITyXOJICBBIX KJIETOK y 26 GOTbHBIX ITe-
KOMaMH pa3IMYHbIX JoKaau3auii [64]. [To ux 1TaHHBIM,

PUCK peliMAuBa WIM Pa3BUTHSI METAaCTa30B CBSI3aH C
pa3Mepamu oIyxoJjiu (6oJjiee 8 cM), HATUYUEM HEKPO30B
B OITyXOJIM, MUTOTUUYECKUM UHIeKcoM >1/50 HPF (tone
3peHus Ha 60bIIOM yBeandeHun). Kpome Toro, umerot
3HauYeHUe UHOWIBTPATUBHBIN POCT, KIIeTOUHAsI aTUIIHS,
WHBA3MA COCYIOB U IPYre HAaXOAKU, KOTOPLIE MOTYT
CBUIETEIHCTBOBATH O BO3MOXKHOCTHU 3/I0KAUYECTBEHHOTO
pocta. [Ipu paccMOTpeHUU KPUTEPUEB BCE OMYXOJIU
ObLTM pa3nesieHbl Ha TPU TPYTIIbL: J0OPOKAYECTBEHHBIE,
OITyXOJIM C HESICHBIM MOTEHLIMAJIOM POCTa U 3j10Kaye-
cTBeHHbIe. OnyX0Ji1, He UMEIOIII1e HY OHOTOo hakTopa
puUcka, SBISIOTCS JOOPOKAYEeCTBEHHBIMU, OIYXOJIHU,
HMMeEIoIIMe ONUH 13 MPU3HAKOB, — OIYXOJIM HESCHOTO
MPOrHO3a U OMYyX0JH, MMerolIre 2 1 0oJiee pakToOpoB,
SIBJIAIOTCH 3710KaueCTBEHHbIMU. OCOOEHHO MOAYEePKU-
BaeTcs 3HaYeHUE pa3MepoB OIyxoJiu. Pazmepsl onmyxoau
0oJjiee 8 ¢M TIpU OTCYTCTBUM APYrux (pakTopoB pHUcCKa
TpeOyIOT OTHECTH TaHHYIO OITyXOJIb B TPYIIITY OITyXOJieit
HESICHOTO TPOrHO3a. 3aTeM MOSIBUIMCh MOAM(UKALIMU B
OlIEHKE KPUTEPHUEB MPOTHO3a. Jlpyrue aBTopbl CYUTAIOT
KPUTHUYECKUM pazMepoM 5 cM [85, 86]. [Tpu ananusze 234
ciyyaeB PEComa-NOS, onucaHHBIX B aHTJIOSI3bIYHOM
JIUTepaType, TOJIbKO pa3Mepbl OMYXOJH CBBIIIE 5 CM U
BbICOKast MUTOTUYECKast akTUBHOCTH (1/50 HPF) aB-
JISTIOTCSI TOCTOBEPHBIMU (PaKTOpaMU pEeLIMINBOB MTOCTE
yaaneHus onyxonu. Omyxou, He UMeIOII1e H OMHOTO
13 3TUX MPU3HAKOB, CUYUTAIOTCS HOOPOKAYECTBEH-
HBIMU, a OIYXOJHU, UMEIOIINEe ONUH U3 MPU3HAKOB,
OTHOCSTCS K OITyXOJISIM C HESICHBIM MpPOrHo3zom [87].
DTHU XKe aBTOPHI B IPYTrOM COOOIIEHU N YKA3bIBAIOT, YTO
[P HAJIMYUU KPUTEPUEB 3JI0KAYeCTBEHHOCTH Y 71%
0O0JIbHBIX Pa3BUBAIOTCSI METACTa3bl WM peLuauB [88].
Jpyrue aBTOpbl yKa3blBalOT Ha 3HadyeHue 4 u Ooliee
(akTOpOB 11 OTpeneseHns 3I0Ka4YeCTBEHHOTO M0~
paxkeHus [26].

Xupypruueckoe JedeHne OCTaeTCs OCHOBHBIM Me-
TOJOM JICUCHUS OOJbHBIX C TIEKOMaMM Pa3InuHbBIX
Jnokanu3auuit. K coxaneHu1o, XUuMUOTeparus 1 Jiyde-
BOE JIeUeHNEe He TT0Ka3aau KaKUX-JIM00 3HAUUTEIbHBIX
pe3yJbTaTOB KaK y B3pOC/bIX, TaK U Yy aeteid [§9—92].
XUpypruueckoe Je4yeHUe OCTaeTCss OCHOBHBIM Me-
TOIOM M TIpU JICYEHUN PELIMANBOB WJIM METAacTa30B.
IIpoBenenHsbiit Musella 1 coaBT. aHAJIM3 IMTEPaTYPHBIX
JTAaHHBIX 32 TTOCJIEIHNE CEMBECST JIET TOKAa3bIBAET, UYTO
XUPYpPrudecKoe JedyeHne O0TbHBIX C TIeKOMaMU TUHE-
KOJIOTMYECKOTO TPAaKTa OCTAeTCSI OCHOBHBIM METOIOM
JIeYeHUsI, a TPOBeIeHNE aIbIOBAHTHOM Tepariy MOXKET
OBbITh PEKOMEHI0BAaHO OOJIbHBIM C BBICOKMM PHUCKOM
MpOrpeccupoBaHms 3a00IeBaHUS B KAUeCTBE IMOITBITKU
KOHTpOJISI TEUEHUS OIyX0JIeBOro Ipoiecca [93].

PenxocTh maHHBIX OIMyXOJieit 3aTPyaHSIET UCCIEI0-
BaHUS T10 MCTIOJIb30BAHMIO HOBBIX TPETapaToB U MX
PEXMMOB Y OOTBHBIX IEKOMAaMU Pa3TMIHBIX JTIOKAIM3a-
uuii. Bleeker v coaBT. mpoaHaau3upoBajiu ieueHue 234
MMallMeHTOB, OOJBHBIX 3JTOKAYeCTBEHHBIMM ITEKOMaMH,
MpeaCTaBIeHHBIX B aHIJIOS3bIYHOM InTeparype [87, 88].
Porb HeoambI0BaHTHOM TepaIiy 10 CUX TIOP OCTaeTCs
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HESICHOW M3-3a MaJIOTO KOJIMYyecTBa HAOJIOAEeHUIA.
DddekT oT JieueHUs1 MpaKTUUECKU OTCYTCTBYET WJIU
OH MUHUMAaJIbHBI. VI3y4yatoTcst BOMpOCh MPUMEHEHUS
XUMHOTEPANUM Y OOJIbHBIX C ITJIOXUM MPOTHO30M MOCJIe
onepanuu. KoauuyectBo peliuiuBoB B 3TOM TpyIine
OoNIbHBIX cocTaBisieT 45%, a cmepTeil oT GOJIE3HU —
15%. ABTOpPHI AeialoT BBIBOMA, YTO XUMUOTEPAITHs,
JiyueBasi Tepanusi Hed(h(hEKTUBHBI B TaHHOW TpyrIie
00JIbHBIX, BO3MOXHO, CJiefyeT 0OpaTUTh BHUMaHUE Ha
MPpUMEHEHME TapreTHHIX MTPernaparTosB.

Panavunun (maruoutop m-TOR) Gbit TIpemiokeH
Kak TeparneBTUYECKUI areHT MpU JeUeHU N aHTMOMUO-
JINTIOMBI TToYeK 1 JuMdaHruoneiitommomarosuca. Mce-
cienoBaHus rokaszaiu, 4To mTOR-uHru6uTopsl HOp-
MaJIU3YIOT KJIETOUHYIO Mpoudepalnio 1 aHTMoreHe3 1
BO3MOXKHO MOTBITATHCS TPUMEHUTh TaHHbIN MTpernapar
U €ro aHaJIOTH TIPU JICUeHUU 3710KaUeCTBEHHBIX TTEKOM
Ipyrux jokanusauuii [7, 34, 94, 95]. PerpocniekTuBHOE
HccienoBaHue TpuMeHeH st UHruouTopoB m-TOR (cu-
pPOJMMYC, TEMCUPOJUMYC) MOKa3aJ0 OYeHb KOPOTKUIA
a¢deKT JieyeHus . Y yacTu 00JIbHBIX OTMEUYeHa TOJbKO
CTabMIM3aLIvsl MW IIPOrpeccupoBaHue mpoiecca [96].
WccnenoBare/iv MoauepKuBaloT ObICTPOE BOCCTAHOBJIE-
HUe 00beMa OITyX0JIeBbIX MaCC MOC/Ie OKOHYaHUs TTPU-
ema cuposimmyca [97]. UccnenoBanus Schoolmeester u
COABT. TTI0Ka3aJIn, 4TO TpaHcjaokaus reHa 7T FE3 MoxeT
COMPOBOXKIAThCS MOTepel 3(PHEKTUBHOCTU JIeUSHUS
uHruouropamu m-TOR [27]. KpoMe Toro, Heobxoau-
MO MOMHUTB, YTo MHruomuTopel m-TOR (cuponumyc,
TeMCUPOIUMYC) 3 (hEeKTUBHBI IPU MOBPEXKAESHUN FeHA
TSC1. Ilpu 3m0Ka4eCcTBEHHbBIX (hopMax valle MoBpexK-
naetcsi reH T.SC2.

KpoMme TOro, yctaHoBJI€HO, YTO JieYeHUE Tap-
TFeTHBIMU MpenapaTaMu COMPOBOXAAETCS OOJbIIUM
KOJMYECTBOM OCJIOXXKHEHU, OOJbIIMHCTBO KOTOPHIX
CBSI3aHO C TeHepaTM30BaHHOI aHTUTIPOIUdEpPaTUBHOMI
aKTUBHOCTBIO. MHOXECTBEHHBIE SI3BbI UMEIOT 103032~
BUCHUMBIH 3¢ GekT. [Tpu yMeHbllIeHUH 103kl ITpernapara
KOJIMYECTBO sI3B cokpaiaercs. OTMeueHo MosiBJieHue
3HAYUTEIbHBIX OTEKOB HUXKHUX KOHeUHOCTel. [Tpume-
HEHUe IpernapaTroB 3HAUUTEILHO YXY/ILIAET 3aXKUBJICHNE
MocJieonepalMOHHbBIX paH, YTO CIEAYeT YUUTHIBATH TPU
Ha3HaYeHUU Tperapara 00JbHbIM, KOTOPbIM TUIAHUPY-
eTcs1 orepaTUBHOE iedeHue. HapyieHust XupoBoro 06-
MeHa (TUMepXoJieCTepUHEMUSI, TUTIEPIIMLIEPUHEMUS ),
OCTpbIe MHTEPCTULIMATIbHbIE THEBMOHUM, MPOTEUHY-
pUsi, CKIOHHOCTb K pa3BUTHIO MH(PEKIINI TaKXKe OTMEe-
YEeHBI Y MAILMEHTOB, TTOIyJYaroluX MHTIMouTopbl m-TOR.
OTMeueHa roHaJaabHas TOKCUYHOCTh C yMEHbIIIEHUEM
criepMaroreHesa y My>XXuuH. Y 52% >XeHIIWH oTMede-
HO HapylleHue MEHCTPYyaJdbHOTO 1iMKjaa. boibHbIE,
nosayvarmiue MHruoutopsl m-TOR, m0o1KHBI ObITH
UH(GOPMUPOBAHBI 00 YKa3aHHBIX OCIOXHEHUsX [95].

[TpeanpuHUManUCh NOMBITKY MIPUMEHEHUST UHTH-
outropoB m-TOR u y neteii. [leBouka 2 JieT IO MOBOLY
HeorepadeTIbHOI OITyX0JIM OPIOITHON ITOJOCTH U Ma-
JIOTO Ta3a Mojiyyusia 2 Kypca XuMHOTeparnuu mpernapa-

TaMU BUHKPUCTUH, JAKTMHOMULIMH, udochamun 6e3
addexra. brlia BbIMoMHEHA MOMBITKA XUPYPTUYECKOro
JIeYeHUsl, Mocje KOTOPOro YyCTaHOBJICHO, YTO OMYXOJb
WCXOMUT U3 MyMOYHON CBI3KU. BblI0 Mpou3BeneHo
yaajeHue OMyXOJH, pe3eKlUs caJbHUKA U y3JI0B Ha
OpromuHe. XMMUOTEpanus NpoJokKeHa ¢ JobdaBie-
HMEM B CXeMY JIedeHHUs anpuaMuiinHa. Yepes 6 mec
rocJie JeueHus1 IMarHoCTUPOBaH PELIMINB B BUAE MHO-
JKECTBEHHBIX y3JI0B B OPIOLIHON MOJOCTU U METacTas
B neueHu. [lpoBeaeHne XMpypruyeckKoro u Jy4eBoro
JIeyeHUs1 ObLIO MPpU3HAHO HEBO3MOXKHBIM. briia nipen-
TIPUHSITA MOMBITKA JICYEHUS] CUPOJIMMYCOM COBMECTHO
¢ atono3uaoM. ITonydyeH yacTUUHbBINA 3PPEKT TOJBKO
B OTHOIIIEHMM MeTacTa3a B nedyeHu. B teueHue 3 jet
oTMeyvaJsicsd MeAJeHHBI pocT obpa3oBaHuii. Ilocie
MOsIBJICHUH Xaj00 Ha 00JM B XKMBOTE M HapyILICHUS
raccaxa Io KUIIKe IeBoYKa oreprpoBaHa MOBTOPHO.
IIpousBeaeHa pe3eKiMs MOAB3IOIIHON KUIIKK. Ha
ornepainyu YCTaHOBJIEHbI MHOXKECTBEHHBIE MTOPaXKeHU ST
OpIOLIMHBI, MAJIOTO Ta3a U KuieyHuka. Crycts 6 jier
MOoCJIe YCTAaHOBJAEHUS TMAarHo3a Mpyu HAIMYUKU MHOXe-
CTBEHHBIX TOpaxKeHU i OPIOLITHOM MOJIOCTU M MeTacTase
B MEYEHM JIeBoukKa xkuBa [71].

EcTb cooO11eHMsI 0 MOIbITKAaX FOPMOHOTEPANNH C
KPaTKOBPEMEHHBIM U OYEHb OTPAHUUYEHHBIM OTBE-
ToM [57]. YuuThiBasg HaJIu4uMe B OMYXOJU PELICIITOPOB
MporecTepoHa U 3CTPOTEHOB, MPEINPUHUMAIOTCS
TIOTIBITKM JICUSHUSI MHTMOMTOpaMU apoMaTasbl, CHIDKA-
IOIIMMU YPOBHU 3CTPOreHoB. B TeueHue roga 00abHOM
C 3a0pIOIIMHHON MEeKOMOM MPOBOAUIMCH MOIbITKA
JIy4eBOI Teparnuu, XUMHUOTEPANTUU TOKCOPYOULIMHOM,
JleueHue cuposimMmycoM. JleueHue agdexra He Aajo.
Pe3ko HapacTtana gbixaTeabHas HEIOCTaTOYHOCTbD.
YuuteiBass, 4To 90% OIyXOJIeBBIX KJIETOK COAEpKaIn
peLenTOphl 3CTPOTeHOB M MPOrecTepoHa, Ha3HavYeH
JIETPO30J1 — MHTMOUTOP apoMaTasbl, aHAJIOT TAMOKCH -
¢ena. Yepes 12 Hen sedyeHUs] MOJIyYeH BbIpaKeHHBIN
KJIMHUYECKUN 3¢ heKT, He TpeOOBaIOCh IIPOBEACHUS
okcureHorepanuu. DpdekT HabII0gaICsI B TeUCHHUE
16 mec HaGaroneHus [98].

Takum oOpa3oM, paTuKaabHOE XMPYPruyeckKoe BMe-
[IATEILCTBO OCTAETCS OCHOBHBIM METOIOM JICUCHUS.
AIbIOBaHTHOE JiedeHne (XHMHOTepanus, JydeBas Tepa-
nMsT) PACCMATPUBAETCS JIMIIb Y OOJIBHBIX C JIOKAJIbHBIMH
penuaIuBaMK MM TIPH HAJIMIMHA MeTacTa3oB [72, 99].

OcraeTcs OueHb BHICOKMM ITPOLIEHT OOIbHBIX, KUBY-
VX IPU HATMYMH OTTYXOJIEBBIX ITOpaXkeHW . boabHbIe
SKCTPEHHO OMEPUPYIOTCS MOBTOPHO MPU BO3ZHUKHO-
BEHUU OCJIOXKHEHUH, TOJbKO 43,75% OOJbHBIX KUBbI
0e3 nmpu3HakoB 0ojie3Hu. CpeaHuii CPOK HAOIOACHUS
26 mec [26].

MBI TpUBOIMM KIIMHUYECKOE HAaOTI0IeHIE TIEKOMBI
BJIaTAJIMIIA Y 1eBOYKHU 11 j1eT.

M3 anamHe3a M3BeCTHO, 4TO B 11 JIeT y AeBOYKM
TTOSIBUJIMCH KPOBSIHUCTBIE BBIIEICHUS U3 BiIarajuila,
KOTOpbIE ObUIM paclieHEeHbl Kak menses. BoineneHust
PE3KO0 YCWIMIIMCH TIOCTIe TTageHNsI. [leBouKa SKCTPEeHHO
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TFOCIUTAIU3UPOBaHA B OOJbHUILY MO MECTY XKUTEJb-
ctBa. [Ipu obciienoBaHNM yCTAaHOBJIEHA OMYXOJb Bia-
rajuina, pasmepamu 2x3 cMm. buoncus obpazoBaHus
COIIPOBOXIanach OOMIBHBIM UM Y3HBIM KPOBOTE-
yeHueM. C IMarHO30M «HEBYC Bjiarajiuiia» 0oJibHas
HampasieHa Ha KoHcyabsrauuio B HU JJOI' POHLI
nM. H.H. bioxuna.

[To naHHBIM YJIBTPa3ByKOBOTO UCCIIEOBAHNSI, B IIPO-
€K1Y TIPABOW CTEHKW BJIAraJIMINA U MaJiOW MOJOBOM
ryobl 00beMHOe 00pa3oBaHKe HeMTPaBUIbHOM (POPMBI,
pasmepamu 2x3 cM. O6pa3zoBaHUE C MHOXECTBEHHbBIMU
cocymnamu, nuametpom 0,1—0,15 cM, ¢ KosmaTepaabHbIM
CIIEKTPOM KPOBOTOKA.

28.09.2006 1. orryxo:1b Baraauiia ynaixeHa. OTMeda-
J1ach BbIpaXKeHHast KpOBOTOYMBOCTD. JleBouKa rosryuuia
TOJIbKO XUPYPTrUYECKOe JIeYeHUE.

Makpockonu4eckoe OnucaHue yaajJeHHO omyxoamn

®dparMeHT CTEHKHU BJIaTajlHIa pa3MepoM
3,5%2,5%2,5 ¢cM co cIm3ucToii oboioukoit. B Tomme
creHkH Ha pacctosHuu 0,1—0,2 cM oT OmKarIImx
KpaeB pe3eKLUU OIpeaesieTCs] OIyXOJIeBhIi y3el ¢
YeTKMMU TpaHuLiamu 2,2 CM B IMaMeTpe. Y3el uMeeT
MSITKO-3JIaCTUUECKYI0 KOHCUCTEHIIMIO U MECTPYIO, Ce-
pOBaTO-KOPMYHEBYIO TTOBEPXHOCTH pa3pesa.

i mpoBeneHNsT WCCIenoBaHWi MaTepruan GuK-
CHpOBAJICS B HEUTpaIbHOM (popManHe, TPOBOIMICS
10 OOIICIIPUHSTON METOAMKE, 3aJIMBaJICS B ITapaduH,
pe3anuch cpe3bl TOJIUHON 5 MUKPOH. [IJ19 yTOUHEeHMST
TUCTOTeHE3a OMYyXO0JIU, KpOMe TPaAULIMOHHBIX OKPACOK
reMaTOKCUJIMHOM U 303UHOM, TUKpoyKcuHOM, PAS
peakIiny, oKpacka Ha XeJie30, OBIITU TTOCTaBICHBI M-
MYHOTHCTOXMMHMYECKIE PeaKIINN:

BumentuH, kioH Bi(V9), BloGenex, passeacHue
1:1400; LnTokepatun 7, kioH (OV-TL12/30), Cell
Marque, passenenue 1:140; Llutokepatun 18, KJIoH
(DC10), DBS paseaenue 1:700; Llutokepatun 19
(xmon RCK108, DAKO paszseaenue 1:700); KaibnoHuH
(xkmon CALP BioCare, pazsBenenue 1:700); HMB45
(CellMarque, pazseaeHue 1:140); Melan A (k101 A103,
pasBeneHue BioGenex, 1:700); MITF (xmon C5/05,
CellMarque, pasBenenue 1:140); AE1/AE3 (DBS,
pasBeaeHue 1:350); c-kit (ko YR145, CellMarque,
pa3BeaeHue 1:140); S-100 (knoxn Rb, DAKO, pa3sene-
"ue 1:500); P53 (xion DO-7, BioGenex, pa3BeneHue
1:1400); CD99 (xnon 12E7, DAKO, pa3seaenue 1:700);
NSE (kiion MRQ-55, CellMarque, pa3eaenue 1:140);
TEF3 (knon MRQ37, CellMarque, pa3seacHue 1:140);
CD10, (kmon 56C6, CellMarque, pa3BeneHue 1:140);
Cdx2 (xmon EPR2764Y, CellMarque, pa3Benenue 1:70);
Ki-67 (xmon SP6, CellMarque, passenenue 1:210);
Tuposunaza (kjgon T311, DBS passenenue 1:210);
OMA (xmon E29, DBS, paspenenue 1:1400); Iltagko-
MblllIeuHbI akThH (KJIoH 1A4, BioGenex, pa3BeaeHue
1:3500); Kansaecmon (kiaoH h-CD, BioGenex, pa3Be-
neHue 1:350).

MuKpockonayeckoe onucanme

Ha manoM yBeIWYeHUM BUIHBI YE€TKHUE TPAHUIIBI
OITYXOJIEBOTO y3J1a C TICEBIOKATICYJION U aJTbBEOJISIPHBII
XapakTep ee CTPYKTyphl. TOHKHE cocyaucTo-(puopo3s-
HbIE MPOCIONKH JIEJISIT OIYyXOJIEeBYIO TKaHb Ha JOJbKHI
pa3Horo pa3Mepa. YacTb T0JIeK TTOYTH MOJTHOCTHIO BbI-
TTOJTHEHA OITyX0JIeBBIMU KJIETKAMU, YaCTh XK€ BBICTIaHA

OJTHUM CJIOEM KJIETOK, OCTABJISISI ITYyCTBIMU IIEHTPaJIbHbIE
UX oTaesbl (puc. 1).

OO011iee BrieyaT/IeHE OITYXOJIM B 1IEJIOM HEKOTOPOiA
«TutIepHePOUITHOCTH». CXOJACTBO CO CBETIOKIICTOY-
HBIM PaKoOM, B TOM YHCJIe pAKOM TTOYKH, Ype3BbIYatHO
BBICOKO (puc. 2).

Puc. 1. O0muii BUI OIyX0JiH, OKPACKA reMATOKCHIMHOM H J03H-
HOM, YB. x4

Puc. 2. To ke camoe, Ha 00JIbIIOM YBEJTHYEHIH, OKPACKA reMaTOK-
CHJIMHOM ¥ 903UHOM, YB. x10

ITo Bceii ToJIIIE OITyXO0JI1 pa30pOCaHbl B BUAE THE3I
pa3Horo pazmMepa Makpodaru co CKOIieHueM 0yporo
MUTMEHTa B LIUTOIIa3Me. BcTpewaioTes: cKoruieHus
JMGOMIHOM TKaH! 63 (hopMHUPOBaHMST (DOJUIMKYIIOB C
TIPUMECHIO OOJTBIIIOTO YMCIa TUCTHOIIMTOB, B TOM YHCTIE
MHoTros1aAepHbIX. OnyxoieBble KJIETKM B IIpeodiaaa-
fo11IeM OOJIBITMHCTBE UMEIOT «3IMUTENATbHBIN» BUI.
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dopma X TOTMTOHATBHAS C XOPOIIIO 0YePUEeHHOM Kile-
TOYHOU rpaHuiieii. LluToriazma B meprHyKJIeapHOii 00-
JIACTU 503MHOMUIIbHAS C TIOCTENEHHBIM ITPOCBETIEHU -
eM K Iiepu@epudecKiM OTAE]IaM LIMTOIUIA3MbI, B IPYTUX
KJIETKaX LIEJIMKOM OITUYECKHU ITycTas. Sapa OKpyrible,
XpPOMATUH TOHKOAVCIIEPCHBIN U COAEPXKUT HECKOIBKO
MEJIKUX SAPBILIEK, CPeAU KOTOPBIX OJHO SAPBILIKO
3HAYUTEJIbHO KpyIHee, aMdoduibHoe. Hebonbiras
KJIETOYHAS TTOIYJISILIMSI UMEET BEPETEHOKIIETOUHBII BUJT
C D03MHOMUIBHON LMTOIUIA3MON U OOHApPYKUBaETCs
yalle BOJIM3U KpOBEHOCHBIX cOCy10B. BeTpeuatorest ne-
pexoabl MexX 1y 000MMU TUTTAMU KJIETOYHBIX 3JIeMEHTOB.
[TpuzHaKM MUTOTUYECKOI aKTUBHOCTU HE BBIPAXKEHBI.
B onyxoneBoii TKaHM MHOTO KarUJUISIPOB CaMOii pa3HO-
obpa3Hoit hopmbl 1 Kaiaudpa. [Tpu okpacke Ha Xene30
YacThb MUIMEHTHBIX MaKpo(aroB 1aeT MOJ0XKUTEIbHYIO
peakumio. PAS-peakiinst oTpuiiaTesbHas.
[TpoBeneHHbIE C 1Iebl0 YTOUHEHUSI TUCTOreHe3a
HOBOOOpPa30BaHUSI UMMYHOTUCTOXUMUYECKUE PeaKIur
Jany cleaylolie pe3yabTaThl: B OTAEIbHBIX KJIeTKax
TFE3 (puc. 3); moaoXuTeJbHbIMUA OKa3aJIUCh peak-
mun K HMB45 — uHTeHCMBHAsI, paciipocTpaHeHHAas
(puc. 4); Tupo3uHasza (puc. 5); uHmekc mMetku Ki-67

Puc. 3. [lonoxurenpnas peaknus Ha TEF3. NmvmyHorncroxumu-
Yyeckas OKpacka, yB. x10

Puc. 5. IToaoxutebHas peakuus Ha TUPo3uHa3y. VIMMyHorucTo-
XUMHYECKasi OKpacka, yB. x10

HU3KWI 1 He TpeBbIaeT 5% (puc. 6, 7); C-kit okpa-
mmBaeTcst o4aroBo (puc. 8); Melan A; mpumepno B 10%
onyxoJeBbIx KiieToK peakiivsi AE1/AE3 ciaboouaroBast

Puc. 6. Peaknusa Ha Ki-67 B oyarax ¢ Hu3Koii nposmdepaTHBHOI
AKTHBHOCTHIO. IMMyHOTHCTOXMMIYECKAS OKPAcKa, yB. x 10

Puc. 4. ITonoxurensnas peakuus ia HMB45. Immynorucroxu-
MHYecKas OKpacka, yB. x10

Puc. 7. Peakus na Ki-67 B ouarax 6oJiee BbIpazKeHHO# nposde-
panuu. UMMyHorucTOXMMHYECKas OKpacKka, yB. x10
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Puc. 8. Peakuus Ha c-kit. IMMyHorncToxumMuyeckass OKpacka,
yB. x10

(puc. 10); peakuust DMA cnaboouaronasi, CD 99 pac-
MpOCTpaHeHHOE cllaboe MeMOpaHHOe OKpallliBaHUe.

OcraybHbIe ”MMYHOTUCTOXUMIYECKIE PEaKIIMKI Ha
kanbrnonuH, K7, LIK 18, IIK 19, S-100, p53, BumeH-
TuH (puc. 9), NSE, rinaakoMblllieuHbIi aKTUH, Kalb-
necMoH, Cdx2, CD10 orpunatensHbl. MITF kpacutcs
TOJIBKO B MaKpodarax.

Taxum 06pa3oM, OITMCaHHOE HAOJTIONEHHE TTPEACTaB-
JIsIeT OO0 GOJTBIION MHTEPEC C TOYKU 3PEHMS THCTO-
JTIOTMYEeCKOM BeprUKay Ararto3a. [1o m3HavambpHOM
KOHIICTIIINH TIeKOMa — 3TO OIyXO0JIb, KIIETKA KOTOPOI
JMIEMOHCTPUPYIOT OTHOBPEMEHHOE HaJIMYNe MapKepoB
MeJIAaHOLIMTAPHOW W TJIaIKOMBIIIEUHOU TuddepeH-
HUPOBKK. B HamieM HaOmomeHUM MellaHOIMTapHast
HaIIpaBJIeHHOCTh AN(GepeHINPOBKN yOeTUTEIbHO
JIoKa3aHa, OTHAKO TIaJKOMBIIIEYHBIE MapKEPHI B OTTY-
XOJIEBBIX KJIETKAX He orpenetsiiores. [1o mutepaTypHbIM
JTAHHBIM, TTOI00HAsI HETTOTHOTa (PeHOTHUITA XapaKTepHa
IIJIST OITyXOJIeil TeTCKOro Bo3pacTta. Y JeTeil MeKOMBI
YaCTO HE IKCITPECCUPYIOT MIAAKOMBIIIEYHBIE MApPKEPhI.

Puc. 9. ITos0KuTEIbHAS PEAKIMSA HA BAMEHTHH B KJIETKAX CTPOMBI.
HMMmyHOrMCTOXMMHYECKAs OKpPacKa, YB. x10

Puc. 10. OuaroBas peakuusi Ha AE1/AE3. IMmyHorncToxummye-
CKas oKpacka, yB. x10

BoszHukaeT Bonpoc, KakK B MOAOOHbBIX CIyYasx UCKITIO-
YUTh OMYXOJU YMCTO MEJaHOLMTAPHOM MPUPOALI —
MeJIaHOMBI, HeBychI? B HallleM HaOII0IeHUY MeJITaHOMY
MOXXHO MCKJTIOUUTH Ha OCHOBAaHUY MUKPOCKOTTNIECKOI
KapTUHBI HOBOOOPa30BaHUsI, 00HAPYKEHUSI MapKEPOB,
He XapakKTepHbIX /11 MejaHoMbl (Hanpumep, TFE3),
otcytcTBUe S-100 1 KIMHUYECKOTO TeUeHUsI Mpoliecca.
JeBouka HaOonaercst B TeueHue 10 jeT, 1aHHbIE O
HAJIMYWM OITYXOJIEBBIX 00pa30BaHUI TIPU PETYISAPHBIX
00C/IeIOBaHUSIX HE TTOJYyYEHbI.

OmHaKo, HECMOTPS Ha TOCTUIKEHUS B O0JIACTH U3Y-
YeHUs MIEKOM, TUCTOJIOTMYecKas pupoIa 3TUX Heorla-
3Uii 10 CUX MO OocTaeTcsl HesicHoi [8, 34]. Tpebyercst
JIanbHelIee n3ydeHrue MPOTHOCTUIECKUX (PaKTOPOB
JIJIsI TIPOBEICHUSI afieKBAaTHOTO jieueHus [92]. bonbHbIe,
TTOJTYIUBIITNE JeUeHNE TT0 TTOBOMY TTeKOM Pa3IMIHBIX
JIOKAJIN3aLM i, TPeOYIOT TINATEIBHOTO TMHAMUYIECKOTO
HaOJII0IeHUsI HE3aBUCHMMO OT IMOTEHIMala OIMyXoJiH,
TaK Kak BO3MOXHO Pa3BUTHE MO3THUX PELIMAMBOB U
MEeTacTa3oB.
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The family of mesenchymal tumors called PEComas (Perivascular Epithelioid Cell Tumors) has been included in the Inter-
national Classification of Soft Tissue and Bone Tumors since 2002. Literature review confirms difficulties of timely diagnosis
and absence of progress in the treatment results. In spite of advances in research of PEComas histological nature of these
tumors is still unclear. Further research of prognostic factors is needed to give proper treatment. Patients with PEComas
of different primary sites require close follow-up after the treatment irrespective of malignant potential of tumors, as late
recurrence and metastases are possible. This paper presents a case report of 11-year-old girl with vaginal PEComa, who is
disease-free 10 years after the treatment.
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