JInctoBMAHaA oNyxo/ib MOJIOYHOM }Kene3bl
n 6epemeHHOCTb. Cnyyait U3 NPaKTUKM.

NAPOKOHHAA AHACTACUA AHATO/TIbEBHA®, HEYYLWWKWUH MUXANNT NBAHOBUY?,
NIOBYEHKO NIOAMUNA HUKONAEBHA?Y, NOCNEXOBA HATANNA UBAHOBHA?,
NYWHWKOBA AHHA ANEKCAHOPOBHA?, EPMW/1IOBA BANEPUA OAMUTPUEBHA?

B cTaTbe NpnBOAATCA TPU KIMHUYECKUX C/Ty4aa BOSHUKHOBEHMA }'IMCTOBM,EI,HOﬁ onyxonn Ha (bOHe 6ep6MEHHOCTVI.
KntoueBble cnoBa: 1MCToBMAHAA ONYX0b, PaK MOJ/IOYHOM xenesbl, 6ep6MEHHOCTb
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ABTOpaM M3BECTHbI 3 C/y4aa BO3HWUKHOBEHWA
JINCTOBUAHON onyxonn Ha ¢oHe bepeMeHHOCTU.
MpusoamMm noapobHoe onMcaHWe OAHOMO M3 HUX.
MauneHtka 3., 23 neT, HaxoAunacb B OTAENEHWUMU
paguoxupyprum ®BIY «POHL, um. H. H. baoxuHa»
PAMH ¢ KAMHMYeCKMM AmarHo3om: NNCTOBMAHAA
Onyxo/ib NPABON MOJIOYHON Kenesbl MPOMEKYTOY-
HOro rmctonormnyeckoro Tuna. CoctoaHue nocne cek-
TOpabHbIX Pe3eKUnit NPaBoil MONOYHON Kenesbl B
2002—2003 rr. dnbpoageHOMa NIEBOI MONOYHOM
*Kenesbl. bepemeHHocTb 20 Heaenb.

M3 aHamHe3a 13BecTHO, YTo bonee 10 net Haszag,
B 1998 r. 6onbHas BNepBble 3aMeTUNa YNNOTHEHME
B MPaBOi MONOYHOM Kenese. K Bpayam He obpalla-
nacb. Ha ¢oHe HacTynmBLuel B TOM e roay bepemeH-
HOCTW MaumMeHTKa obpaTuaa BHMUMAHME, YTO OMNYXONb
6bICcTpO yBenmumBaetcA. bepemeHHocCTb Hbina 3aBep-
WeHa MeaMLMHCKMM abopToM, OZHAKO OMyxo/b CO
cnoB 60/1bHOM Npogonkana pactu. Mpu obpalleHnm
K Bpayy B 2002 r., Koraa onyxonesoe obpasoBaHue
3aHMMaNo BeCb BEPXHEBHYTPEHHWIW KBagpaHT, no-
cTaBneH amarHo3 ¢nbpoaseHOMbI U BbIMOAHEHO XU-
pyprvyeckoe BMeLLATENbCTBO B 06beme ceKTopasib-
HoW peseKkumun. Cnycta 6 mecaues H60n1bHaA BHOBb
obpaTmnnacb 3a MEAUUMHCKOM MOMOLLbIO B CBA3MU C
peumamsom 3abonesaHna. BHOBb Hblna BbiNOMHEHA
CEKTOpanbHasa pesekuusa. K MOMeHTy rocnutanusa-
umMm B POHL, maumeHTKa nepeHecna 3 xupypruye-
CKMX BMELLATeIbCTBA NO MNOBOAY PeLMaMBa ONYXOW.

Mecro pabotbl aBTOpOB: 1POCCUICKUI OHKONOTUYECKMIA HayY-
HbIV LeHTp um. H.H. BnoxnHa PAMH, MockBa, Poccua; 2Meaun-
KO-reHeTUYeCcKnin Hay4uHbin LeHTp PAMH, Mocksa, Poccus
KoHTakTHaa uHdopmauyma: lMapokoHHaa AHacTacua AHaTo-
NbeBHa, POCCUMCKUIA OHKONOFMYECKUMA HAyYHbIA LEHTP UM.
H.H. banoxmHa PAMH, Kawwupckoe wocce 24, MockBa 115478,
Poccua, Email: ANAPAR1@yandex.ru

CratbAa nonyyeHa 01 man 2012; yteepxaeHa B nevaTb 06 aBry-
cTa 2012

B 2003 roay Hactynuna BTopas 6epemeHHOCTb, BO
BpPEMSA KOTOPOM, NTOMMMO NOABUBLLENCA BHOBb PeLLU-
OVBHOW OMyX0/au B NPaBO MOJIOYHOM XKenese, cTana
onpeaenATbCa ONyXoab U BO BHYTPEHHUX KBagpaHTax
neBon Mosio4Hom enesbl. Co cnos 60/1bHON 06paszo-
BaHMe cne.a 3a 2 Heaenn HabaoaeHWA yBenmumnoch
B 3 pasa, noABUANCb HoNe3HEHHOCTb, YYBCTBO «pac-
nupaHua». Mpu cpoke 17 Hegenb bepemeHHOCTH Na-
LUMeHTKa obpatunacb 8 POHLL.

Mpu ocmoTpe npasad MoNoYHanA xenesa gedop-
MWPOBAHa 3a CYeT MNoc/seonepalyMoHHbIX pybuoB.
Bcto ocTaBLUylOCA YacTb Kenesbl 3aHMMaeT byrpu-
CTaA onyxosab guMametpom A0 6,5 cm. Cnesa KOXKa
MOJIOYHOM Kenesbl WUCTOHYEHA, C BblParKEHHbLIM
BEHO3HbIM PUCYHKOM, CUHIOLHOFO LiBETA, MNON0BU-
Ha MOJIOYHOM Kenesbl 3aHATA MHOMEeCTBEHHbIMU
y310BbIMW 06pa3oBaHMAMK, OOWMM AMAMETPOM
00 10 cm. PernoHapHble aMmdaTnyeckme ysnbl He
onpepenstoTca (puc. 1).

C yyeTom BbICTPOro pocTa Onyxonu, TeHAEHLMUN K
peLnaMBMPOBAHMIO MOCTABNEH AMAarHO3 «peumavs
JINCTOBUAHOM ONyXO/M NPaBOM MOJIOYHOM Kenesbl.
JlnctoBnaHana onyxosib €BOA MONIOYHOM KeNesbl»,
KOTOpPbIV Hbln NOATBEPKAEH NPU YBTPA3BYKOBOM UC-
cnefoBaHMM M MArHUTHO-PE30HAHCHOM ToMorpadun.

C y4eTom AaHHbIX aHaMHe3a (ANMTeNbHbIN CPOK
HabnogeHUs, peumanBMpyoOLWMIA XapaKTep Onyxo-
nun), 6onblworo o6bema obpasoBaHUin, Npeanonara-
€MOM BO3MOXKHOCTU 03/10Ka4eCTBIEHUA ONYyXONel,
a TaKXe obbema nNpeacToALLEro XMpPYpPruyeckoro
BMeLLATe/IbCTBA peLleHNEM KOHCUANYMA NAUNEHTKE
6b110 NpPeanoXKeHo npepbiBaHMe BepeMeHHOCTU ¢
nocneayowum XMpypruyeckum nedeHmem. OgHako
OT npepbiBaHMA BepeMeHHOCTM NauMeHTKA OTKasa-
nack. NpoBeaeHa KoHcynbTauua 8 LleHTpe naaHupo-
BaHWA CeMbWU U penpoayKuumn. NMpoTMBONOKa3aHUM
K XMPYPrMYecKkomy BMeLLaTeNbCTBY NpU CPoKe be-
pemeHHOCTM 19—20 Hepenb He onpeaeneHo. Ben-

44 www.malignanttumors.org

*KypHan «3n10KauyecTBeHHbIE OMYXOAN»



MapokoHHasa A.A. 1 coaBT.

JNnctoBrAHaA onyxosb MOJIOYHOM Kenesbl u bepemMeHHOCTb

Puc.1. BHewHWit BUA NaLuMeHTKU

ay bonblioro ob6bema onyxonesbix mMacc, 6biCTPoro
3KCMNaHCMBHOIO POCTa, BO3MOMHOCTU 03/10KayecT-
B/IEHUS OMYXO/IM BbINOJIHEHO XMPYPruyeckoe Bme-
LIATENbCTBO B 06beme ABYCTOPOHHEN MaCTIKTOMUMU.

OnucaHue MaKpo- U MUKponpenapamoae.

«lMpaBan Mos04YHas Kenesa: ... onpeaenseTcs He-
npaBuibHOM GopMbl y3en pasmepamu 8 x 4 x 4,3 cm,
A0NbYaTOro BMAA MAOTHO3NACTUYECKOM KOHCUCTEH-
LMK C yd4acTKamm bosiee pbIx/ion TKaHW benecosaTo-
ro uBeTa....Y3en B npaBoil MO/IOYHOM Kenese nmeet
CTpOeHWe, XxapaKTepHoe ANA IMCTOBUAHOM ONyXoun.
...CTpomMa cocoukoB 06UNbHaA, TO No4TH BeckneTou-
HanA, To 0bpa3oBaHa «bosiee KNeTOYHOMY PbIXI0M CO-
eAUHUTENIbHOW TKaHblo. KIeTOYHbIEe Y4aCTKN CTPOMbI
COCTaBAAT HebO/bLIME 0YaroBble 30HbI, B KOTOPbIX
BUAHbI PbIXO NeXKallMe KNAETKU BbITAHYTOW WM
OKpYIrNo-0Ba/ibHOM GpopMbl. Aapa KNEeTOK yMepeHHO
noAnMopdHbl, c1abo OKpalleHbl, BCTPeYaoTcs eam-
HUYHble purypbl aeneHus. MogobHble USMEHEHUA B
y3/1€ NO3BO/AOT OTHECTM €ro K IMCTOBUAHOM ONyXxo-
/I NPOMENKYTOUHOro TMna, 6e3 AoCToBEpPHbIX Mpu-
3HAKOB O03/10KayecTBAeHuA». «..JleBaa MONO4YHaA
efesa:...y3en A0/bY4aToro CTPOEHMA, pasmepamu
11x10,5 x 5,5 cm... . Y3en B neBOM MOJIOYHOM Kene-
3e UMEET TUMNYHOE TMCTON0rMYecKoe CTpoeHne pu-
6poasieHOMbl C y4acTKaMW MepuKaHaAUKYIAPHOro
CTPOEHUA. INUTEeNNaNbHbIA U CTPOMaNbHbIA KOMMNO-
HEeHTbI NpeAcTaB/ieHbl B paBHOM obbeme.... Pasmepbl
y3/1a NO3BONAIOT OTHECTU €ro K Tak Ha3blBaeMoWn -
raHTcKol pubpoaseHome».

MONEKYNAPHO-TEHETUYECKOE
MCCNIEAOBAHUE

MHTEHCKBHbIE pa3paboTKU MOMEKYNAPHbIX TeX-
HoMOrMIA B nociegHee AecATUNETME MO3BOAUAU

[06UTbCA 3HAYUTENbHbIX YCNEXOB B U3y4YeHUU re-
HeTu4YeckmMx GpaKTopoB, 33a4eNCTBOBAHHbIX B NpPO-
Leccax KaHueporeHesa npu Onyxonsax MOJIOYHbIX
enes M B HEeKOTOPbIX CAy4Yasax onpenenstoLmx
npeapacnonoXeHHOCTb K BO3SHWMKHOBEHWUIO 3a60-
NleBaHMA, Pa3BUTUIO KOHTPanaTepanbHbIX U peLu-
OVBUPYIOLWNX OMyX0Nen, BO3SMOMXKHOCTM MeTacTa-
3MpOoBaHMA.

HecmoTpAa Ha OTCYTCTBME OTArOLLEHHOrO ce-
MeNHOro aHamHesa y 601bHOI 3., ABYCTOPOHHEE
nopaxkeHne MONOYHbIX Kene3 U peunanBupoBsa-
HMe npoLecca YKasblBAlOT Ha BbICOKYI BepoAT-
HOCTb rEHETUYECKUX HapyLLEHUN.

Hanbonee 3HaYMMbIMU MOSEKYNSAPHO-TEHETU-
YECKMMU MapKepamn ABAAIOTCA MyTauun U OOHO-
HYKNeoTUAHble NOAMMOPPHblIE BAapUAHTblI FEHOB-
cynpeccopos BRCA 1, BRCA 2, TP53. B aToi1 cBA3M
6blI0  NPOBEAEHO  MOEKYNAPHO-TEHETUYECKOE
nccneposaHue 3Tux reHos. lNpu aHanuse [OHK,
BblAeNeHHON M3 nepudepuyeckon KpoBWU U TKa-
HM OMYXOJIN, C MOMOLLbI NOAMMEPA3HOM LLEMHOM
peakuum (NLP) n KOHPOPMaLMOHHO-YYBCTBUTENb-
HOro renb-anekTpodopesa nNpoBeseH CKPUHWHT
MyTaLMi N OAHOHYKNEOTUAHbIX MONMMOPPHbBIX Ba-
PUAHTOB, XapaKTEPHbIX AN NAaTONOTMU MOJOYHOMN
»enesbl: reHa BRCA 1 — 3k30Ho0B 20 (5382insC), 5
(C61G), 2 (185delA) 11.8 (2080delA), (4154delA),
11.4 (E1038G), BRCA 2 — 3k30HoB 10 (N372H), 2
(203G/A) v reHa TP53 (nokyc R72P). MyTauuii us-
y4yaemblx reHOB He BbIABNEHO, OAHAKO CTPYKTypa
reHa BRCA2 npeacTtaBieHa 4acTbiM O4HOHYKNEO-
TUAHBIM noaMmopduamom B sk3oHe 10 — N372H
B reTepo3MroTHOM COCTOAHUU, PACNONIOXKEHHOM B
30HE AMMHOKMCNOTHbIX ocTaTkoB 230—453, B3au-
MOAENCTBYIOLLNX C FTMCTOHOBOW aueTUnTpaHcohepa-
30 P/CAF, 4TO NpMBOAMT K aKTUBALMM TPAHCKPUN-
U1K opyrux reHos (puc. 2).

Puc.2. MNMpumep sneKkTpopopeTUYECcKOro pasgeneHus
nonumopdoHbIix annenet N372H reHa BRCA2. leteposu-
roTHblii BapuaHtT N372H npepcraBsneH B Buge AByX No-
noc - asyx ¢parmentos AHK (MUP - npoayKToB) ¢ pas-
JINYHO NOABUNKHOCTDLIO.
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JInctoBMAHAA ONyX0/b MONOYHOM Kenesbl  bepemeHHOCTb

3AK/JTIOYEHUE

BepemeHHOCTb 6n1aronosy4yHo 3aBepLlunaach
CpOoYHbIMKM pogamu. Npu 0bcnegoBaHUM NALMNEHT-
KK Yyepes 7 neT nocae onepauum peumansa 3abo-
NeBaHUI He OTMeYeHo. 3a nepuog HabatogeHus y
NauMeHTKM poauncs TpeTuin pebeHoK. Bo Bpems
nocnegHelt 6epeMeHHOCTN POCTa ONYXO/U TaKKe
He Habnoganocs.

Pa3paboTKM MONEKYNAPHbIX TEXHONOIMI B MO-
cnefHee gecATMneTME MO3BOAUAM JO0OUTLCA 3Ha-
YUTENIbHBIX YCMEXOB B M3YYEHWUW TEHETUYECKUX
daKToOpoB, 33a4eMCTBOBAHHbLIX B MpoOLEccax KaH-
LeporeHesa Mpu OMNyXoaaX MOJIOYHbIX Kenes U
B HEKOTOPbIX C/Ay4anx onpeaenalowmx npegpac-

MONOMKEHHOCTb K BO3HMKHOBEHMUIO 3aboneBaHusA,
Pa3sBUTUIO KOHTpanaTepasbHbIX U PeLuanBupyto-
LWMX OMNyX0ael, BO3MOXHOCTU METacTasnpoBaHuA.
Mo Hawemy MHEHWIo, NPX BbIABNEHUN NOA06HbIX
KAMHUYECKUX cnydYaeB BepemMeHHOCTb NauMeHTKU
He O0NXHa ABAATbCA NPUYMHOM OTKa3a OT onepa-
unn. ns onpegeneHnsa onTMManbHbIX M Hanbonee
6e30nacHbIX CPOKOB BbINOMIHEHUA XUPYPrUYECKOro
BMelaTeNnbCcTBa HeobxoAMMa KOHCy/NbTaTUBHasA
noAdeprKa aKylepoB-rTMHEeKoNoros. bosbHble ¢
NIMCTOBUAHBIMN OMYXONAMM HYXKOAKTCA TaKKe B
NpoBeAeHUN TLLATENbHOrO MONEKYNAPHO-TeHeTH-
YeCKOoro nccaefoBaHuA 4na BbiaBAeHUA GaKTOPOB
PUCKa M BO3MOMKHbIX NPUYMH NATOAOTUN C LEbIO
ONTMMU3ALMM NIeYEeHUA U HabAloAeHUA.
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