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M3Koma TEJIA MATKUA

Onyxonu 13 nepmuBacKynsipHbIX 3nMTennonaHbix knetok (M3Kombl) — pen-
Kne HoBooGpa3oBaHUsA Me3eHXMMarnbHOro MPOUCXOXKAEHNS, TMCTONIOTUYECKM
N UMMYHOTMNCTOXUMUYECKN CXOHbI C NepuBacKynsipHbIMU 3MUTENNONAHbIMN
knetkamu. M3Kombl He nmetoT cneundrUYeckon KINHMYECKON KapTUHbI, HET
KOHKPETHbIX KpUTepreB ManurHmsauumn. OKoHYaTenbHbIN ANarHo3 BO3MOXEH
TONbKO MOCAe UMMYHOFMCTOXMMUYECKOro uccnepoBaHus. MpuseaeH cnyyan
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M3Kombl Tena Mmatku.

OrnyXoJ11 U3 IepUBaCKYJISIPHBIX STTUTE-
nuounaHbix kiaeTok (IT9Kombl) — penkue
HOBOOOpa30BaHUS Me3EHXMMaJIbHOTO
npoucxoxaenus. Tepmuu «[13Koma»
npenioxeH G. Zamboni u coaBTOpamMu
B 1996 r. [1]. [IDKoMBI MOTYT JIOKaJTM30-
BaTbCs BJIIOOOM OpraHe, HO HauboJiee YacTo
BO3HMKaAIOT B MaTtke. B rpyrnmy I[19Kowm
BXOJISIT: @HTUOJIEOMMOJIUIIOMA, CBETIO-
KJIETOYHAsI «caxapHasi» OTyXOJb JIETKOTO,
JIMM(DAHTHOJIeIOMUOMA, CBETIOKJICTOUHAST
MUOMeJIaHOLIUTapHasi OTMYX0Jb KPYTJaoi
CBSI3KM MATKHU, CEPIIOBUIHON CBSI3KU Tie-
YeHM, OPIOIITHO-Ta30Basi capkoMa 13 Tiepu-
BaCKYJISIPHBIX SITUTETMOUIHBIX KJIETOK [2].

Kpurtepuu manurauzanuu [1DKowm
JI0 CUX MOP He pa3paboTaHbl BBUIY PEIKO-
ctu naHHoi onyxoiu. [To nanHbM A. Folpe
U COaBTOPOB, KPUTEPUSIMU 3JTI0KAYECTBEH-
HOCTHM MOTYT CUMTAThCS: pa3mep >8 cMm,
MUTOTUYECKass aKTUBHOCTb >1 MUTO3a
Ha 50 mosieit 3peHMsT, HAJIMUME HEKPO-
30B [3]. Kiimnunueckast kaptuHa [1DKowm
HecneuuduyHa, oTMevaeTcs OoJsieBast
CHMIITOMaTHKA U MATOYHbBIE KPOBOTEUCHUSI
npu [I19Komax Tena matku. Yacro 3a6ose-
BaHUE MPOTeKaeT 6ECCUMIITOMHO, U OITy-
XOJIb SIBJISICTCSI CIIy9alfHOI HAXOOKOI [4].

JlaHHOE 3710KayecTBEHHOe 00pa3oBa-
HUE COCTOUT M3 KJIETOK SMUTEIUOUIHOTO
TUIA CO CBETJION MJIU C1ab0203UMHODUIIb-
HOW, cofiepXXallei MeJIKUe TpaHyJibl, LIMTO-
MJIa3MOM, pacroyiaralolmxcst MpeumMyIe-
CTBEHHO BOKDYT COCYIOB M MMEIOLIUX PsiT
MMMYHOTHMCTOXUMHMYECKHX OCOOCHHOCTEI:
9KCIIPECCUPYIOT BUMEHTHUH, PELETITOPHI
K 3CTpPOTeHaM, MeJIAaHOLIMTapHbIE Map-
kepsl: HMB-45, Melan A, TupasuHasy,
NKI/C3, a Takxe MBIIIEYHbIE MapKephl;
B OITyXOJIEBBIX KJIETKAaX OTMeYaeTcsl ciadast
M HEINOCTOSTHHAST DKCIPEeCcCusl 1eCMUHA;
9KCIPECCUN LIUTOKEPATUHOB HE BBISIBJIE-
Ho [3]. BepeTeHOBUIHBIE KJIIETKHU, TIOXOXHE
Ha IJIaIKue MMOLIMTBI, KaK MPaBuIIo, OTpe-
NeJISIIOTCS B OTIAJIEHUU OT cocyoB. CTpoma
OITyXOJI MOXKET OBITh TMAIMHU3MPOBaHa.

Nuddepenuupopats [1DKomy Tena
MaTKK HEOOXOIMMO OT SHAOMETPUAIbHON
CTPOMAaJIbHOM CapKOMbl HU3KOU CTEMEHU
3710KaY€CTBEHHOCTU M STUTEJIMOUTHbBIX
rJaJKOMBIIIEYHBIX OTyXOJiel, KIETKU

KOTOPBIX HE 9KCIPECCUPYIOT MeJIaHOLIM -
TapHbIE MapKePHI.

Paznuualor nBa Bapuanta I[1DKowmbl
Tesna MaTtku. I mepBOro BapuaHTa OIy-
XOJIU XapaKTepHBbI POCT, CXOAHBIN C DH-
IOMETPUATILHOM CTpOMaIbHOW CapKOMOM
HM3KO# CTEeNeHU 3JI0KaYeCTBEHHOCTH,
nuddysHas SKCrpeccusi MeJTaHOLUUTaPHbIX
MapKepoB; IIpU BTOPOM BapuaHTe — OoJiee
YyeTKasi rpaHu1la C MUOMETPUEM, aHAJIOTHY -
HO STUTEIUOUIHBIM TJIAIKOMbBIIIEYHbBIM
OIYXOJISIM, KJICTKU C MeHee OOMIIbHOM 111~
TOTIa3MOI1, 04aroBasi KCIIPECCHS MeJIAHO-
IIUTapHBIX MapKepoB, OoJiee BbIpakeHHAsT
9KCITPECCHST TIaTKOMBIIIEYHOTO aKTUHA
u gecMuHa. [1porHo3 HETOCTATOYHO SICEH.
IIpennaraercst paccMarpuBaTth [1DKomy
TeJla MaTKU B KA4eCTBE OIMYXOJIU C HesiC-
HBIM 3JI0KaUeCTBEHHBIM MOTEHIIMATIOM
JI0 TIOJIyYeHUsI OTAAJCHHBIX Pe3yJIbTaTOB
JIEYeHUST Ha TOCTaTOYHO OOJIBIIION BHIOOPKE
HaOJIIOAeHUA.

B cBs13u ¢ penkoctbio [19Kom cuuraem
11e716CO00pa3HbIM MOJAETUTHCS HALLIMM Ha-
omonenrem [1DKombl Tena MaTku.

boavnaa K., 56 1et, nocTyIuia B ruHe-
KOJIOTMYecKoe oTaeaeHue YepHUroBCKOro
00J1aCTHOTO OHKOJIOTMYECKOT0 AUCTIaHCepa
C IMarHO30M «OITyXOJb MPUAATKOB, TTO-
no3peHue Ha pak». B 2012 r. mocienHuit
pa3 Obljla y TMHEKOJIOra, MaToJOrMu BbI-
siBjieHo He ObL1o. C ocenu 2015 r. crana
3aMeyvaTh yBeJIMYEHHUE XMUBOTA B 0ObeMe
M HaJM4yue B HEM OITyXOJIEBUIHOTO oOpa-
30BaHMsI, MOSIBUIMCH 0OJIb BHU3Y KUBOTA,
BbIpaxxeHHasi ciabocTh. Habmomancs
cyodebpunurer. B paitoHHO# GosbHUIIE
OCMOTpEHa TMHEKOJOTOM, IPOBEICHO
yabTpa3ByKoBoe ucciienoBanue (Y3UN).
C 1MarHo3om «3abojieBaHUE SIMMHUKOB
III craguu, 11 K TMHUYeCKas rpyrIa, aCliuT»
HampaBiieHa B oHKonucraHncep. [1pu oc-
MOTpE B OHKOJHMCITAHCEpEe YCTAHOBJIEH
TUHEKOJIOTUYECKUIA CTaTyC: CITU3KCTast 000-
JIOYKa BJIaraJIdIla po30Basl, IeiiKa MaTK1
HE BU3YaJM3UPYETCs, MOATIHYTa BBICOKO
BBEPX, B OPIOLLIHOM MOJIOCTH aclIUTUYeCKast
JKUJIKOCTb, TPONaIbIIUPOBATh MATKY U MPU-
JATKU HE MPEeJCTaBJISIOCh BO3MOXHbBIM.
IIpu ¥Y3U opraHoB OpIOUIHOM ITOJIOCTH:
MOYEBOM My3bIpb He M3MeHeH. MaTka
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M MPUAATKU He Jouupyiorces. M3 manoro
Ta3a UCXOOUT 00beMHOE Oyrprcroe odpa-
30BaHME, COCTOSIIICE M3 TKAHEBOTO U I0-
JIOCTHOTO KOMITOHEHTOB, BBIMOJIHSIIOIIEE
BCIO OPIOIIHYIO MOJIOCTb 0 SMUTACTPUSI.
3abpromHHbIE JTUM(OY3bI U3-3a 00pa-
30BaHUSI IPOCJIEANTH HEBO3MOXHO. [TeueHb
MPOCJIeXUBACTCS Yepe3 MexXpebepHbie
MPOMEXYTKHU, Ha BUIUMBIX ydacTKax 0e3
04YaroBO¥i MaTOJOTUH; KEITUHBIN My3bIPb,
ceJie3eHKa, MOYKU He u3MeHeHbl. CBOOOI-
HOM XKMIKOCTH B OPIOLITHO IMOJOCTU HE BbI-
SIBJIEHO. 3aKJTIOUEHUE: OIYXO0JIb, UCXOASILAsT
13 MAJIOTO Ta3a, C OOJIbLIEH BEPOSITHOCTHIO
U3 SIMYHUKOB. AHAMU3 KPOBU: dPUTPO-
mutel — 3,1 T/x, remornooun — 97 v/,
1BeTHON mokazarenb — 0,93, Tpombonu-
Tbl — 164 I'/11, CKOPOCTb OCETaHUSI IPUTPO-
uToB — 60 MMm/4, neiikouutsl — 5,0 I'/1;
JleiikoluTapHas hopmyia: 203MHOMWIBL —
2%, nanoukosaepHble — 4%, cerMeHTO-
saaepHsle — 76%, numbouutel — 18%.
I'moko3a B kpoBu — 4,7 MmmoJib/J1. O0mii
aHaJu3 MOYM, OMOXMMHUUYECKUI aHAIU3
KpoBU 6e3 ocobeHHocTeil. [1poBeneHbl
930(haroracTpoayoeHOCKOIHUSI, PEKTOPO-
MaHOCKOITHSI, UPPUTOCKOTIMSI — MaTOJIOTUU
He BBISIBJICHO.

C IMarHo3oM «OTyX0Jib PUIATKOB
MaTKM OOJIBIIMX pa3MepOB» OOJIbHAS B3sTa
Ha onepauuio. [Ipeanosaraemblii 06beM
ornepalunu — MaHTUCTEPIKTOMUS C LIUTO-
nuarHocTrkoii. [IpoBeneHa HYIDKHECPETUH-
Hasl JIalapoToOMHsl B 00XOJI MyIKa cjeBa,
MPU OCMOTPE OPraHOB OPIOIIHOM MOJOCTU
M MaJIOro Ta3a BBISIBJICHA acllMTHYecKast
JKMIKOCTb XEeJITOTO 1IBeTa, Mpo3payHasi,
1o 1 1. B paHy npeziexaina onyxojib cepo-
KOPMYHEBOTO 1LIBeTa KUCTO3HO-TAPEHXM-
MaTO3HOTO CTpOoeHUsI. M3 KUCTBI OMmyXoJu
yaajaeHo 10 1 J XXUIKOCTH KOPUYHEBOTO
uBera. Omnyxosib ObllIa PBIXJIO CpPOLIEeHA
C CAJIbHUKOM U TETJIei TOHKOW KUIIKA
(cpamieHust pasaejaeHbl TYIIBIM ITYTEM).
OnyxoJib UcXoauaa U3 OOKOBOI CTEHKU
TeJla MaTKM CJIeBa, BbILLE YPOBHSI BHYTPEH-
HEero 3eBa, pacleHeHa KaK MUOMAaTO3HbII
y3eJl C HEKpOo30M, ylajeHa, OTrpaBjeHa
Ha CPOYHOE MCCe0OBaHUE (ITPU CPOYHOM
HMCCIIe0BAHUM — MSTKOTKAHHAsI OITyXOJIb,
TUCTOTEHE3 Mocjie OOBIYHOTO MCCIIEeN0-
BaHusA). Matka nuddy3Ho yBeanueHa
10 6—7-i Henenu GepemeHHoctu. CripaBa
B TeJie MAaTKM MMOMATO3HbIN y3ea 3 cM.
Ipunatkyu He U3MeHeHbl. BoimonHeHa
naHrucrepakromusi. [locieonepanuon-
HOe TeyeHue miaakoe. bosibHas BeIlcaHa
Ha 14-e cytku nocsie onepaiu. OcMoTpeHa
yepe3 1 mec mocie onepaunu. 2Kamob Her.
I'MHeKOoJIOTUYECKUI CTAaTyC: CIM3UCTast
000J104YKa BIarajuiia He UBMeHeHa, KyJIbTs
BJIATAJIMIIA DJIaCTUYHAsI, 0e300JIe3HEHHAs,
rnapamerpuu cBo0oaHbI. HazHaueH ocMoTp
yepe3 3 Mec, Y3UM-KOHTpOJIb OpraHoB
OpromrHoi monocty. [1aTorucronornyeckoe
uccienoBaHue. MakpoCKOIMYecKoe hecle-
JIOBaHUE: y3eJ ¢ TIaJKOi MOBEPXHOCTHIO,
YMEpPeHHO! TUIOTHOCTH, IUAMETPOM 25 CM.
Ha paspe3ax TkaHb CBETJIO-CEPOTO 1IBETa,
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BOJIOKHUCTAsI, C BBIPAXEHHBIM OTEKOM,
C MHOTOYUCJEHHBIMU TJIaKOCTEHHBIMU
MOJIOCTSIMU AMaMeTpoM 2,5—15 cMm, B KO-
TOPBIX OTIPEEIITIOTCS KpACHO-KOPUYHEBBIC
JKHUAKKUE MAcChl, 0OJIbIIas TOJOCTh CraB-
masicst. Teno MaTku pazmepoM 10x6X4 cm,
TOJIOCTh MAaTKU IIEJIEBUITHAS, SHIOMETPUI
cepblii, ToMHOM 1 MM. B Tomme muome-
Tpusl OeJIblii YyIPYrMii BOJOKHUCTBIN y3em
nameTpoM 3,3 cM, a TaKXKe CBETI0-Cepblit,
YMEPEHHOI TUIOTHOCTH y3eJ1 C HeUEeTKUMU
KoHTypamu nuametrpoMm 1,7 cm. Illeiika
MaTKy ¢ HaboTOBbIMU KucTamu. [1pumar-
K1 6e3 ocobeHHOCTell. MUKpocKommie-
CKO€ MCCIeI0BaHUe MAaTKK C MpUaaTKaMu
M 1IeiKoi: prbposeiioMmruoma Tejia MaTKH.
AneHOMMO03. DHIOMETPUIi aTPOPUIECKOTO
THUMA C YYACTKOM CJIOXXKHOW TUIEepIIa3uu
6e3 arunuu. HaGoTOBBI KUCTBI IIEHKU
Matku. Menkast cepo3Hasi KUCTa TpaBoro
SIMYHUKA. JICBBI IMYHUK, MATOYHBIE TPY-
Obl — 0e3 0COOEHHOCTEH.

OrmyxoJib TIpeACcTaBIeHa MHOXECTBOM
MEJIKMX COCYIOB C MEePUBACKYISIPHBIMU
KOHUEHTPUYECKUMU SMUTESITUOUTHBIMU
KJIeTKaMU 1 B BUJIE TSKEi CO ClTab03031MHO-
(UIBHOM LIMTOTLIA3MOM 0€3 IToIuMophu3-
Ma ¥ MUTO30B (puc. 1), pacronoxXeHHbIMU
MOJISIMU CPEeId COEAUHUTENbHOM TKaHU,
B KOTOPO# OTMevaeTcs BbIPaXeHHBII
CKJIEPO3 1 TMaIMHO3 (pUcC. 2), TSKU BepeTe-
HOBUJIHBIX KJIETOK. CBOe0Opa3HbIe COCYIU-
CThIe U3MEHEHMSI B OTTyXO0JH (Y MAIIUeHTKI
HEeT apTepuaIbHOM TUTIEPTEH3UM): SIBJICHUS
BacKy/mTa ¢ uHGwibTpanueit B- u T- mum-
dauutamu cTeHoK cocynoB (puc. 3, 4),
YTOJIIIEHNUE U CKJIEPO3 CTEHOK KPYIHBIX
cocynoB, niposndepalrs UHTUMbI BILIOTh
110 00 IUTEepaliiy TIpocBeTa (puc. 5); ydacT-
K1 HeKpo3a ¢ (hOPMUPOBAHUEM TTOJIOCTEN,

Puc. 1. N39Koma. Okpacka remaro-
KCWJIMHOM 1 3031HOM, X200

OHKOIrvH

3aM0JTHEHHBIX HEKPOTUYECKUMU MacCaMu.
OTmevaeTcss MeJIKooJYaroBass MHGUIb-
Tpauust TuMdbourTaMu, 303uHODUIaAMI
M TJ1a3MaTUYECKUMU KJIETKAMM, MPEuMy-
IECTBEHHO B cTpoMe (puic. 6). OrmyxoieBble
KJIETKU 3Kcrpeccupytor BuMeHTHH (VIM)

i

Okcnpeccus CD79a
B IMMPOLUTAPHOM MHPUbTPATE CTEH-
K1 cocynos, x200

: 30
S g b s
Puc. 4. NoKoma. dkcnpeccus

CD3 B nuMdounTapHOM MHOUILTPaTE
CTeHkn cocynos, X200

Puc. 5. BackynuTt, ckiiepo3 coCyaoB.
Okpacka reMaTokCUIMHOM N 303MHOM,
%x200

Puc. 2. Cknepos 1 rmannmHo3 CTPOMbI.
Okpacka no BaH N'm3oHy, X200

Puc. 6. 303nHodunbl 1 nnaamatu-
yeckue knetku B onyxonu. Okpacka
remMaToKCUINHOM 1 303MHOM, X400




Puc. 7. NM3Koma. Skcnpeccus Bu-
MeHTUHa, X200

Puc. 8. N3Koma. dkcnpeccus peuen-
TOPOB K 3CcTporeHam, x200

Puc. 9. N3Koma. dkcnpeccus Melan A,
x200

(puc. 7); peuentopsl K actporeHam (ER)
(puc. 8); aHTUTEH MeJIaHOLIMTapHOI nud-
¢epenuuposku (Melan A) (puc. 9); npo-
nudeparrBHas akTuBHOCTD <1% (Ki-67).
JuddepeHINaNIbHYIO TUATHOCTUKY
MPOBOJIUIIYN C SMUTETUOUIHBIMU TJIAJKO-
MBILIIEYHBIMU OMYXOJISIMU, KOTOpPbIE OT-
snyatotest ot [1DKoMm kietkamu ¢ 6osee
903MHOMWIBLHON IMUTOTIIIa3MOIl 1 Gosee
TMaJMHU3UPOBAHHON CTPOMOIA, a Takxke
C HJIOMETPUATBHOM CTPOMAITBHOM CapKO-
MOI HU3KOI CTeTNIeHU 3/I0KaYeCTBEHHOCTH,
KJIETKM KOTOPOil CXOMHBI C KJIETKAaMK
CTpOMBI 3HIOMETpUs. BBy Mopdoso-
TMYECKOTO CXOJCTBA ITHX OMYXOJeH st
nuarHoctTuku [1OKowmbl Tena maTku He-
00XOIMMO UMMYHOTUCTOXMMUIECKOE VC-
CJIeJOBaHKE MeJIaHOLMTAPHBIX MapKepOB:

HMB-45, Melan A, xoTopble 2KCTpeccupy-
1otcst TosibKo B [19Kome. C yueTom 1aHHbIX
VMMYHOTHCTOXMMUYECKOTO UCCIIETOBAHUS
(akcnpeccust Melan A) ycTaHOBJICH aua-
tHO3 [1DKowmbl Tenna Matku. B oTHOIIeHUM
OIpe/eseHUs 3JI0KaYeCTBEHHOCTH 3TOM
[IDKombl Boipoc HEe BBISICHEH: pa3Mep
>5 ¢M, HEKpO3bl, HO HU3Kas MUTOTUYECKAs
aKTUBHOCTb HE TTO3BOJISIOT YTBEPXIATh,
YTO OIYXOJIb 3JI0KaYeCTBEeHHasl. SIBIeHUsI
BacKyJIUTa, THOWIBTPAIUS 303UHOMUIaMI
M TJIa3MaTUYeCKUMM KJIeTKaMU, CKJIEpOo3
COCY/IOB HAaBOJIST HAa MBICITb O BO3MOKHBIX
MMMYHOTIATOJOTMYECKUX U3MEHEHUSIX,
CBSI3aHHBIX C AJUIEPTUYECKUMM PEaKIIMSI-
MM HEMEUIEHHOTO M 3aMe/IJICHHOTO THUIIA,
WTPAIOIIUX OTPE/IEJICHHYIO POJIb B pa3BU-
Tu [1DKomM.

Nuarnoctuka [1DKom Bo3MoOXxHa
TOJILKO TIPU TIPOBEACHUU UMMYHOTHUCTO-
XUMuyeckoro uccienoBanusi. Heooxonumo
HaKOIUIeHUe HaOJIIOACHUI U TIIAaTeJIbHOE
usyyeHue Beex ciydaes [19Kowm s onpe-
JIeJIEHUsT KPUTEPUEB 3JI0KaYeCTBEHHOCTH.
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Pesiome. [TyxsiHM 3 MepruBacKyISIPHUX EMITETIOIAHUX KIIITUH
(ITEKomu) — pinkicHi HOBOYTBOpEHHSI ME3eHXiMaJIbHOTO TMOXO0-
JIKEHHSI, TICTOJIOTIYHO Ta iMYHOTICTOXiMiUHO CXOXi Ha TepuBac-
KyJsipHi emitenioinHi knituHu. [TEKoMu He MaroTh crienugivyHoil
KJIIHIYHOI KapTUHU, BiICYTHI KOHKpPETHi KpUTepii MasirHizauii.
OcTaToYHMI1 AiarHO3 MOXKJIMBUM TIIBKM MiCJI iMyHOTICTOXiMIYHOTO
nociimkeHHs1. HaBenerno Bumnanok [TEKomu Tia maTku.

Kmouogi cioBa: [IEKoma, maTka, iMmyHOTiCTOXiMis.

is presented.
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Summary. Perivascular epithelioid cells tumors (PEComas) are
rare neoplasms of mesenchymal origin that are histologically and
immunohistochemically similar to perivascular epithelioid cells.
PEComas do not have specific clinical picture, there are no specific
criteria for malignancy. The definitive diagnosis is possible only
after immunohistochemistry study. The case of uterus PEComa

Key words: PEComa, uterus, immunohistochemical study.
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