tREHCKOH PENPOAVKTUBHON CHCTEMDI Jrexyus

OcoGeHHOCMU NUCMOBUMHBIX ONyXonei

J.A. lenunk, U.K. Bopornukos, JI.H. JIro6uenko, O.A. AHypoBa, A.B. beikoBa
HUU kaunuueckoii onxonoeuu I'Y POHI] um. H.H. baoxuna PAMH, Mockea

Konumaxmot: JIroomusa Hukonaesna Jlrvobuenxo clingen @mail.ru

Jlucmosudnvie  onyxoau 6cmpeuaiomcs 8 OHKOA02UMECKOU NpaKmuke CPAGHUMEAbHO DeOKo U  Hpedcmagasiiom — co0oil
mpyoHoOduazHocmupyemble 00pa308aHUs ¢ HeNnPeacKazyeMviM Me4eHUeM, CKAOHHOCIbIO K PeUUOUBUPOBAHUIO U 8bICOKOL 6ePOSMHOCIIbIO
0310KA4ECMBACHUS. DMU OnyXoau umerom 08YXKOMHOHEHMHOe CMpOeHue C npeodAadarWUM Pa3gumuem coeOUHUMenbHO-mKaHH020
KOMNOHEHmMA, KOMOpbLll 6 CapKoMax 615emcst AabCONOMHbIM, d 8 2pYnne QUOPOINUMeNUaIbHbIX OnYX0aeil COHemaemcst ¢ napanienbHbiM
DPazeumuem SNUmesuansHoll mKaHu.

Dmuonoeus AUCMOBUOHbIX ONYyXonell HesiCHa, Mak Jice Kak u ee namoeere3. C MONEKYAAPHO-2eHEMUUECKUX NO3ULUL NOKA3AHO, YMO
y Hocumeneii eepmuranbHoil muccenc-wymavuu R1699W eena BRCAI 6vicoka éepossmuocmy pazeumus 310Ka4eCcmeeHHOl AUCMOBUOHOL
onyxoau, a arienvhvie nomepu 6 aokyce D225264 eena TPS5 onpedensiom npoepeccuposanue Gonesu. Jeaeyus Kopomkoeo niewa
xpomocombt 1 (Ip) u annenvHwiit ducbanranc accouuuposamsl ¢ boaee azpeccueHbiM meueHuem u peyuousUpPOBaHUeM AUCHOBUOHOL ONYXOU.
Komnaexchoe kaunuko-mopgonoeuteckoe u MoAeKyAspHO-eeHemu1ecKoe UCCAe008aHUe NOMOJCem OMEemums Ha 4acms 80Npocos,
Kacarouuxcs OUGeHOCMUKU Ae4eHUsi AUCMOBUOHBIX ONYX0Aeil.
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Specific features of Brodie’s tumors
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Brodie’s tumors are comparatively rare in oncological care and difficult-to-diagnose masses with an unpredictable course, predilection
Jor recurrences, and a high probability of malignization. These tumors have a two-component structure with the predominant develop-
ment of a connective tissue component that is absolute in sarcomas and, in a group of fibroepithelial tumors, combines with the parallel
development of epithelial tissue.

The etiology of Brodie’s tumor is unclear, so is its pathogenesis. Molecular genetic studies have shown that the carriers of germ line
missence-mutation R1699W in the BRCA gene have an increased risk of developing malignant Brodie’s tumor, but allele losses at the
D225264 locus of the TP5 gene determine the progression of the disease. Deletion of the short-arm of chromosome 1 (Ip) and allelic
imbalance are associated with the more aggressive course and recurrences of Brodie’s tumor.

A complex clinicomorphological and molecular genetic study will help answer some questions concerning the diagnosis and treatment of
Brodie’s tumors.
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B rpynny bubposnuTenuanibHbIX OIyXOJeld Mo-
JIOYHOM XKeJe3bl OTHOCSIT JIBYXKOMITOHEHTHBIE OITy-
X0 ¢ Tponudepaneil CoeaMHUTETbHO-TKAHHOTO
W BIUTETNATBLHOTO KOMITOHEHTOB. PubpoaneHOMBbI
(PA) — nocTtaToOYHO pacIpoCTpaHEHHBIE OITyXOJIN MO-
JIOUHOI KeJIe3bl, a IUCTOBUIHBIE OITyXOJIM BCTPEYAIOT-
Cs B OHKOJIOTUYECKOU TIPAKTUKE CPABHUTETHHO PEIKO
u He npesbimaior 2% Bcex @A [1]. Bece atu onyxonu
XapakTepu3yloTcsl KaK HOBOOOpa30BaHMS, MMeEIOIINE
JIByXKOMITOHEHTHOE CTPOCHUE C MPe00JIafatolnM pas-
BUTHEM COEIUHMTEbHO-TKAHHOTO KOMITOHEHTa, KO-
TOpBIII B cCapKOMax SIBJISIETCST aOCOJTIOTHBIM, a B TPYII-
ne GubpoaNUTENUaTBbHBIX OMYyX0Jel coyeTaeTcs ¢ mna-
paJUTeTbHBIM pa3BUTUEM STMUTENIMABHONW TKaHU. Pen-
KOCTbIO JTaHHBIX HOBOOOpa3oBaHMIi, CBOeOOpa3ueM

KJIMHUYECKOTO TEUECHUS M MOJIMMOpP(U3MOM MOpho-
JIOTUYECKOTO CTPOCHUS OOBSICHSIOTCS OTpaHMYeHHAsT
OCBEIOMJICHHOCTh O HUX Bpadyeil M pa3HOPOITHOCTDb MX
B3IJISIIOB KaK Ha IIPUPOIY YKa3aHHBIX IIPOIIECCOB, TaK
Y Ha TMIPUHLIMIIBI JIeYeOHBIX TOAX0A0B [2].

IMonaBnsiolee OOMBIIMHCTBO OMUCAHHBIX B MU-
POBOI JTUTepaType TUCTOBUIHBIX OITyXOJIe MOJIOYHEIX
XKeJie3 OOHapyxXeHo Y XKeHIH. [IpencTaBieHbl JTUIIb
eAUHUYHEIC CITyYald Pa3BUTHS JaHHOTO HOBOOOpa30Ba-
HUS y MyX4UH [3].

JIncToBumHAsS OMyXOJdb MOXKET BO3HUKHYTH IpaK-
THYECKH B JIIOOOM BO3pacTe — OT Ieproa paHHETO I10-
JIOBOTO CO3pEBaHUS IO CTAPOCTH. B mocTymHON HaM
JINTepaType 3TOT BpeMEHHOM MHTEepBaJI KOJIeOIeTCsI OT
10 oo 90 net [4].
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Puc. 1. Jlobpoxauecmeennas gopma aucmosuoHoii
onyxoau, * 100

DTUOJIOTUST TUCTOBUIHBIX OMYyXOJei HescHa, TaK
Ke Kak U ee rmaroreHe3. Cunuraercs, 4YTO OMyX0Jb BO3-
HUKaeT TOJ BO3IECUCTBUEM HapyIIeHUS TOPMOHaJIb-
HOTo 0ajlaHca B OpraHU3Me, U B TIEPBYIO 04Yepelb P
HapyIIeHUU COAePXKaHUSI 3CTPOreHoB. OMuUcaHbl CITy-
yau BO3HUKHOBeHUs pusutogHoii DA u pasButue ee
peuuarBa Bo BpeMsl 0epeMeHHOCTH. JlakTauus u Oe-
PEMEHHOCTb SIBJISIIOTCS (haKTOpaMu, CTUMYJIMPYIOIIH -
MU pOCT onyxonu [5].

JloObpokayecTBEHHbIE M 3JI0KauyeCTBEHHbIe 3a00-
JIeBaHUS IIMTOBUIHOM >XeJie3bl, CaxapHblii aualer,
3a00JieBaHUs TI€YEHU, OMUCaHbl KaK (haKTOpPHI, CIIO-
COOCTBYyIOIIIME HapyIIeHUWI0 MeTaboaM3Ma TOPMOHOB
M, KaK CJIEJICTBUE, Pa3BUTHIO JaHHOTO HOBOOOpa3oBa-
Hus [6].

JluctoBuaHas omyxoyib (JMCTOBMIHAs, TUTAHT-
ckasg mukcoMarozHas DA, WHTpaKaHaJIUKYJsIpHas
DA ¢ ketouyHol cTpoMoit, pumtongHas DA u ap.)
noxoxa Ha A, omHaKO XapakTepusyercs Ipeo0dJia-
JaHUEM COeIMHUTEIbHO-TKAHHOTO KOMIIOHEeHTa. JIu-
CTOBM/IHBIE OIYXOJIM MPEACTABISAIOT COO0I TPYTHOIM -
arHOCTUpyeMble O00pa30BaHUsI, XapaKTepU3YIOIIMe-
csl HeMmpeacKa3yeMbIM TeUeHUEM, CKIIOHHOCTBIO K pe-
LUAVBUPOBAHNIO M OOJIBIIONH BEPOSATHOCTBHIO 03J10-
KavyecTBiIeHMsI. B MexXayHapomHOl THCTONIOTHYE-
ckoit knaccudukainuu BO3 (1995) B paznene ¢pudpo-
AMUTEINATBHBIX HOBOOOPAa30BaHWI BbIIEJIEHA IPYI-
ma auctoBUaHBIX omyxoneit (9020/0) ¢ 3 BO3MOXKHBI-
MU ¢opMaMu — J0OpoOKauyecTBeHHOM (puc. 1), morpa-
HUYHOI (pUc. 2) U 3710Ka4yeCTBeHHOM (puc. 3).

JlvucroBUaHAS OIMYXOJb OTIMYAETCSI MOTEHIIMAb-
HOM BO3MOXHOCTBIO TpaHC(OpMalMu B capkKoMy MO-
JIOYHOM XKeJie3bl 3a CYET 3JI0KaYeCTBEHHBIX HM3MeEHe-
HUi B cTpoMe. Kpome Toro, Haimuue 31MUTeIMaIbHOTO
KOMITOHEHTa He UCKJTIOYAeT Pa3BUTHSI KapLUIMHOMBI [1].

Benyum Mopdosiornyecknum npu3HaKoOM JIMCTO-
BUIHBIX OITyXOJIC MOJIOUHBIX KeJIe3 SIBIISIETCSI TUTIep-
LIEJUTIOJISIPHOCTh, 60raTCTBO CTPOMBI BEPETEHOOOpa3-
HBIMU KJeTKamMu Tuma ¢uopodsactoB. OTcyTCTBUE
YKa3aHHOTO MpU3HaKa MCKJIOYaeT AMArHo3 JIMCTO-
BUAHON omyxoiu. [Ipu 3TOM MaJIUTHU3UPOBAHHYIO
dumnonHyo PA OT «CTPOMaJbHO» CAPKOMBI MOJIOY -

Puc. 2. [loepanuunas gopma aucmosudnoti
onyxoau, 400

Puc. 3. 3rokauecmeennas gopma aucmoguonoii
onyxoau, x1000

HO 3XeJie3bl OTJMYaeT HaJluyue B €€ COCTaBe SIUTeE-
JIMAJIBHBIX CTPYKTYP.

CrnocoOHOCTb K PELMAMBUPOBAHUIO M MAaJIUT-
HUM3allMM C Pa3BUTUEM CapKOMbI MOJIOYHOM XeJjie-
3bl — OCHOBHBIE OCOOEHHOCTU JIUCTOBUAHBIX OIYXO-
neii. Hanbonee 9yacThiM M XapaKTEPHBIM KJIMHHMYE-
CKHUM CUMIITOMOM JIMCTOBUIHOMN OITyXOJIM CUMTAIOTCSI
ee OosblMe pa3Mmepbl. OmucaHbl HOBOOOpa3OBaHUS
no 45 cM B nuametpe. CpeaHuUil pa3Mep OIyXxoJeil co-
craBisieT oT 5 10 9 cM. [1pu 3TOM omyXxoJib TMaMeTPOM
okoio 1,1 cM MoxeT OBITh yKe uctoBuaHoi MA [2].
Pazmep HOBOOOpa3oBaHUS He SIBJSETCS NMPOTHOCTH-
YecKUM (haKTOpoM (MMeeTcsl OITMCaHMe Ciiydasi MeTa-
CTa3MpOBaHUSI OTYXOJIM IUAMETPOM BCETO 2 CM), TEM
He MeHee OOJIbIIMHCTBO aBTOPOB YKa3bIBalOT Ha 6oJiee
BBICOKYIO YaCTOTY MaJIMTHU3ALIMM OITyX0JIei OOIbIINX
pa3mMepos [6].

KnimHuveckast kapThHa He OTJIMYAeTCs CIeIu-
(buyHOCTBIO M BapbUpyeT OT HEOOJBIIMX OITyXOJei
C YETKMMM KOHTYpaMu 10 HOBOOOpa3OBaHMi1, 3aHU-
MaroIIMX BCIO MOJIOYHYIO XeJiedy. B mocienHem ciydae
KOXa 6arpoBO-CHUHIOIIHOTO IIBETa, UICTOHUYEHA, C pe3-
KO pacIIMpeHHbIMU MTOAKOXHBIMU cocynamu. Hepen-
KO HaOJIIoaeTcsl U3bsA3BICHUE KOXHU, YTO, BIPOYEM,
HE BCerJa yKa3bIBaeT Ha 3JI0Ka4eCTBEHHOCTh IPOIleC-
ca2].

He ycraHOB/IEHO PEHTTEHOJOTUYECKUX KPUTEPH-
€B, ITO3BOJISIOIIMX OTIMYUTD 3JI0KAYECTBEHHBII Bapu -
aHT JIMCTOBMIHBIX OITyXOJIEi OT CapKOMbI MOJOYHBIX
xenes (puc. 4, 5).

Cyl1iecTByoIle METOIbl MCCIeNOBaHUN (PEHT-
Te€HOJIOrMYeckoe, ILUTOJIOTUYECKOe, YJIbTPa3ByKOBOE
HcclieoBaHME MOJIOUHBIX XeJjie3) He 00J1amaiT Io-
CTOBEPHBIMU KPUTEPUSIMU AUATHOCTUKU HESUTEM -
aJbHBIX U (UOPOINMUTEIHATBHBIX OMYXOJIed MOJIOY-
HBIX XeJIe3 U He TTO3BOJISIOT nuddepeHIIMpoBaTh pa3-
JIMYHBIC TUCTOJIOTMYECKME BAPUAHTHI 3TUX HOBOOOpa-
30BaHUM.

HeobOxonumpelii M1 1OCTAaTOYHBIM 00BbEM omepa-
TUBHOIO BMEIIATEIbCTBA MPU JA00POKAUYEeCTBEHHOM
Y IPOMEXYTOYHOM (hopMax JTUCTOBUIHOM OMyXOJIHN —
CeKTOpaJibHasl Pe3eKIIMsI, IPU TOTAIBHOM MOPaKEHUU
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Puc. 4. Jobpoxauecmeennas au- Puc.S. Penmeenoepamma npagoii mo-
CcmMoguoHas onyxonsv y 604bHoU b., 104HOU dicene3vl KpaHUOKayOanbHoul
39 aem. B npasoii moaouHoIl dcese- npoekyuu boavroli A., 20 rem. Heii-
3€ 6 HUMNCHEHAPYICHOM K8AOPAHMe POLEHHAS CAPKOMA NPAagoil MOAOYHOIL
onpedensiemcs doavuamoe y31080e dHcenesvl. B eepxrem keaoparnme onpe-
06pazosarue 00HOPOOHOU CMPYK- Oeasemcs 0oab4amoe y31060e 00pazo-
Mypel ¢ HemMKUMU KOHMYpamu, 6anue pazmepom 7 % 6 cM, KOHMYypbl
pazmepom 6,5 X 5 cm; Kojca, COCOK  uemKue, NOAOCKA NPOCEeMAeHUs NO
U apeona He U3MeHeHbl nepumMempy onyxone60eo yna

MOJIOYHOM 3KeJie3bl WM 3JI0KaYeCTBEHHOM BapuaHTe
JIUCTOBUIHBIX OMYXO0JIel — MaCTIKTOMMUS; OCHOBaHU I
JUJISL BBITTOJTHEHUST TUM(DaneHIKTOMUM HeET [2].

B uccnemoBaHMSIX TTOCIEAHUX JIET BBISIBIICHBI CY-
IIECTBEHHbIE U3MEHEHMSI TEHOTHUTIA B SIAPAX OIyXoJie-
BBIX KJIETOK IMPU JUCTOBUIHBIX OIMyXoJjsix [5]. Ocraert-
€SI MHOTO BOTTPOCOB, KaCaoIINXCsSl 3TUOJIOTUU U TaTO-
TeHe3a JIMCTOBUIHBIX OIyXOJIeii: TToYeMy OJHU U3 HUX
PELMAMBUPYIOT, IPYTHUE TIEPEXOASIT B CAPKOMY MOJIOU-
HOI Xese3bl, TpeTh MeTacTasupyor? MccrenoBanus
JIMCTOBUAHBIX OITyXOJieil, TTpOBeleHHbIE HAa TeHETUYIe-
CKOM ypOBHE, Ha CETOMHSIIITHUI IeHb OTCYTCTBYIOT.

HaubGonee 3HaUMMBble MOJIEKYJISIPHO-TEHETUYECKIE
MapKepbl — MYTalluM W OJHOHYKJICOTUIHBIE TTOJTH-
MopdHBIE BapMaHThI TeHOB-cympeccopoB BRCAL/2,
TP53 [7]. AnnenbHble TOTEPU U LIUTOTEHETUYECKUE TTe-
pectpoiiku 30HbI TeHa FHIT (;mokyc D3S1300) 3pl12—

pl4 omumcaHbl Kak B CTPOMAJIBHOM, TaK U B DIUTEIH -
aTbHOM KOMITOHEHTAaX JMCTOBUIHBIX OITyXOjeil. Dtu
JTAHHBIE TIOATBEPKIAIOT, YTO 002 KOMIIOHEHTA SIBJISTIOT-
€Sl YaCThIO HEOIJIACTUYECKOTO Tpolecca. Jlenenus Ko-
POTKOTO 1ieya XpoMocoMbl 1 (1p) v ajtenbHbIl quc-
OasiaHC acCOUMMPOBAHBI C 0OJIee arPpeCCUBHBIM Teye-
HUEeM U peluAMBHpOBaHMEM onyxoju [8]. V mauueH-
TOK C MHOXECTBEHHBIMU M KOHTpajlaTepaTbHbIMU JIU -
CTOBUIHBIMU OITyXOJISIMM OblJIa OTIpenesieHa creudu-
yecKasl TaHes b JIOKYCOB C TOTepel TeTepO3UTOTHOCTH
(LOH), ne xapakrepHast miss @A [9]. [lepBuuHbIe u-
CTOBUJ/IHBIE OITYXOJW U UX PEIUAUBHI UMETU EANHYIO
KJIOHAJIbHYIO NpUpomy, a cnenududeckuit tokyc LOH
OBbLT TaKXe XapakTepeH ISl MaToJIOTMYecKOl Tpo-
rpeccMu M MeTacta3upoBaHus. B ToM ke mccienoBa-
HUU TIOJIyYeHbI TaHHBIE, MOATBEPKAAOIINE, UYTO 3JI0-
KavyeCTBEHHBIEC MUTETUATBHBIN U CTPOMATbHBIN KOM-
MOHEHTHI UMeIOT eauHbli reHoTun LOH, onpeaensiio-
LM 001Kt maToOuoornueckuii Mexanusm [9]. B pa-
6ote K. Rhiem u coaBrt. [10] oGHapyXeHa accolanus
MucceHc-BapuaHTa R1699W rena BRCALI ¢ pazsutreM
3JI0KQYECTBEHHON JIMCTOBUAHON OMYXOJU MOJIOUHOM
XKeJsie3bl. ABTOPBI CUMTAIOT, YTO Y HOCUTENIel 3TOM pel-
KOI Aenetupytomei (u3meHstomeil GyHkimo oenka)
repMuHanbHOK MyTanuu reHa BRCA1 Beicoka BeposiT-
HOCTb Pa3BUTHSI NAHHOTO TMCTOIATOJIOTMYECKOTO Ba-
puaHTa. Takke MoKa3aHO, YTO aJljiebHasl MOTEPS JIO-
Kkyca D22S264 rena TP53 onpenensieT porpeccuio -
CTOBUIIHBIX OITyXOJIEMN.

OTBeT Ha YacThb BOIPOCOB, Ha Halll B3IJISI, MO-
JKET JaTh KIMHUKO-TEHETUYEeCKOE MCCIIeIOBaHUE JIU-
CTOBUIHBIX OITYXOJIEH C y4ETOM TeHETUIECKUX U3MEHE-
HUI CTPYKTYPHO-(DYHKIIMOHAIBHBIX TEPECTPOECK T€EHOB
(BRCA1/2 u TP53).
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