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Onyxonu auunukog u3 kaemox Cepmoau—Jleiiduea — pedkue, HeoObluHble HOBO0OPA308aHUS, KOMOPble, KAK NPABUAO, BCIPeYaIOmCs
Y M0200bIX dceHuyuH. EOuHol makmuku éedenust NayueHmox ¢ OGHHOU namoaoueli 8 Hacmosiuee epems He cywecmeyem. B cmamope
npedcmagaer 0030p AuUmMepamypbl, KACAIOWUICS KAUHUKO-MOPPON0SUHECKUX XAPAKMEPUCIMUK, NPOSHOCMUYEeCKUX (aKmopos,
duazHocmuKy U 0cO6eHHOCHell AeueHus nayueHmok ¢ onyxoasmu u3 kaemox Cepmonu—Jleiiouea.
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The clinical and morphological features of ovarian Sertoli-Leydig cell tumors
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Ovarian Sertoli- Leydig cell tumors are rare, unusual neoplasms that generally occur in young women. There is currently no unified tactic
Jfor managing patients with this pathology. The paper presents a review of literature on clinical and morphological characteristics, prognostic
Jactors, diagnosis, and specific features of treatment in patients with Sertoli- Leydig cell tumors.
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Omnyxonmu u3 kinerok Cepronmu—Jleiinura — pen-
Krie HOBOOOpa30BaHUSI SMMHUKOB, KOTOPBIE OTHOCST K
TPYTITE OIMyXOJieil CTPOMBI M/Win TooBoro Tsxa. [lo
JaHHBIM Pa3HbIX aBTOPOB, OHU COCTABJISIOT OKOJIO 1%
BCEX OTYXOJIeil CTPOMBI U/ WJIM TTOJIOBOTO Tsika 1 <(,2—
0,5% Bcex onyxosneit smaHnkoB [1—4]. CornacHo Bcee-
MUpPHOU opraHu3almnu 3apaBooxpaHeHus (2003) maH-
HbIE OITyXOJIM TIPENCTaBICHBI PAa3JIMUYHBIM COYETAHU-
eM kietok Cepronu, kietok Jleiinura, a B ciiydae yme-
PEHHO- WK HU3KoaubGEepeHIIMPOBAHHBIX HOBOOOpa-
30BaHUIl — CTPOMOI MPUMUTUBHBIX TOHAN W WHOTOA
TeTepOJIOTUYECKUMU BJieMeHTaMU. M3HavyanbHO ory-
xoimu u3 kietok Cepronu—Jleiinura Ha3pBaIM appe-
HOOJIacTOMaMU WM aHApOOJIaCTOMaMU, YTO YKasbl-
BaJI0O HA MX CIMIOCOOHOCTH K TMPOAYIIMPOBAHUIO aHAPO-
TeHOB, BBI3BIBAIOININX BUpWwIM3aiuio. OnHako naHHas
CITOCOOHOCTH TIPOSIBIISIETCS TOJIBKO B 1/3 cimyvaes, B
50% HaGmoAeHNN SHIOKPUHHAS CUMIITOMATHKA MOJI-
HOCTBIO OTCYTCTBYET, a B PEIKUX CJIydasix BCTPEUAeTCs
acTporeHHast MaHudecTamus. B cBsi3u ¢ aTMM TIpeno-
YTUTEbHEE MCIIOb30BaTh TEPMUH «OIYXOJU U3 KJle-
tok Cepronmu—Jleitnura» [5].

IMo maHHBIM pPA3TUYHBIX KCCIENOBAHUI, OIYyXO-
mu u3 kinetok Cepronu—Jleiiaura MoryT BCTpedaThCst
B Bo3pacte 2—75 (B cpenHeMm 23—25) net. OCHOBHOI
KOHTHHTEHT (75%) COCTaBISIOT XEHIIMHBI B BO3pAcTe
10 30 u tonbko 10% — crapiire 50 net [6].

CuuTaercst, 4To OIMmyxonu M3 Kietok CepToian—
Jleiinyra BOBHUKAIOT U3 SUMHUKOBOU CTPOMBI TIPUMM-
TUBHOTO OBOTECTHCA, OJHAKO CYIIECTBYIOT U JIBE IPY-
M€ TEOPUM OTHOCUTEIbHO BO3MOXHBIX UCTOYHUKOB
WX TIPOUCXOXICHUS: UMW MOTYT SIBJISIThCS ME3CHXM-
MaJibHble KJIETKM KOPKOBOTO M MO3TOBOTO BelllecTBa
MPUMUTUBHOMN TOHAABl 1 MO3TOBOE BEIIECTBO MPUMM-
tuBHOTO simyHuka (Young u coast., 1989; Tanaka u co-
aBT., 2002). TMonaratot, yto xierku Cepronu pa3Bu-
BaloTcsl U3 Henu(depeHIMPOBAHHBIX KJIETOK CTPOMBI
MTOJIOBOTO TsIXa, a JIEHIUTOITOTOOHBIA KOMITOHEHT pac-
CMaTpUBaeTCs KaK «HEHEOTUIACTUUYECKHIT» CTpOMalib-
HBI OTBET Ha HOBOOOpPa3oBaHHBbIE KieTKM CepTonu
(Sternberg u Dhurandhar, 1977). PeaktuBHOE, HETYMO-
pO3HOE COCTOSTHHME KJIeTOK Jleiimura 6bUT0 TIOATBEPXK-
JICHO JABYMS CJIeMyIOIUMU (haKTaMK: MeHbIIasi ToTepst
reTepO3UTOTHOCTH U HU3Kasi CKOPOCTh Mposrdepau
(Mooney u coaBrt., 1999). CyiectByetr u apyras Teo-
pusI, COrJIaCHO KOTOPOU U Ki1eTKr CepToin, U KIETKU
Jleiinyra ABNSAIOTCS HEOTUTACTUYECKUMU, & IPUMUTHB-
Hass MeayJUiApHas Me3eHXMMa, Kotopas auddepeH-
LUPYeTCs MO ABYM TYTSIM, pacCMaTpUBAaeTCs] Kak UC-
TOYHUK MPOMCXOXKICHUST OMyXoau U3 KieTok CepTo-
mm—Jletinura (Langley u Fox, 1987) [3, 7, §].

B nutepatype coobraercst o 2 kiaccudukaiu-
sax omyxonu u3 kiertok Cepronu—Jleliaura, onqHa u3
KOTODHIX, MpeajoxkeHHass Meyer, B HacTosIee BpeMs
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MPaKTUIeCKU He Mcrmoib3yeTcs. CormacHo 3Toi Kiac-
cu(UKaIUM CYIIECTBYET 3 TUTIA OITYXOJIM: TIEPBBIN TUTT
(tyoynsapHas ageHoma Iluka) — xopoio auddepeH-
IIMPOBaHHAasI OMYXOJIb, coiepXKalliasi HVIMHAPUIECKIE
Wiy TpyoUaThle 00pa30BaHUsI, OKPYKEHHBIE KJIETKAMU
Ceprosii U OYeHb HE3HAUUTEIBHBIM UYMCJIOM KIJIETOK
Jlelinura, BTOpoil — aTunuyHas ¢hopMa ¢ He3aBeplIEH-
HBIMU TPYOYaThIMU OOpPa30BaHUSIMU U HETIPABUJIbHBI -
MW WIMHAPAMU KJIETOK U TPETUI (CapKOMAaTOUIHBII)
TUTI XapaKTepu3yeTcsl 3pesibiMu KiieTkamu Jleiiaura u
HEOOJIBIIUM KOJIMYECTBOM TPYOUATHIX CTPYKTYP C O0OM-
JIMEM MPUMUTUBHBIX ME3EHXUMaJIbHbIX TKaHel [9].

B cootBeTcTBUM cO BTOpPOIT KiaccudbuKanuei,
npemnoxenHoil B 2002 . R.H. Young u R.E. Scully,
omyxonu u3 kinerok Cepronmu—Jlelinura mompasmie-
JITIOT Ha 6 TIONTUIIOB: BBICOKO-, YMEPEHHO- W HU3-
konuddepeHIIMPOBaHHbIE, C TeTEPOJIOTUYCCKUMU
KOMITOHEHTaMU, CETEBUAHBIE (WU peTU(POPMHBIE) U
cMelraHHble. BeicokoauddepeHInpoBaHHbIE OMTYXO0-
JIA TIOYTH BCETJa OMTHOPOIHBI, B TO BPeMsI KaK yMepeH-
HO- 1 HU3Koau(depeHIMpoBaHHBIE MOTYT CONEPXKATh
TeTEPOJIOTUYECKUE UIU CETEBUIHBIE KOMITOHEHTHI [7].
PeTudopMHBIMU Ha3bIBalOT HOBOOOPa30BaHUS, aHa-
CTOMO3UPYIOIIME IIEJeBUIHbIE MPOCTPAHCTBA KOTO-
PBIX, TIOXOXWE Ha CETh SUYKa, IPU TUCTOJIOTUIECKOM
HCCleNoBaHUU cocTaBisioT >90% onyxonu. B ciydae
ecu peTUOPMHBINT KOMITOHEHT cocTanisieT ot 10 10
90%, omyxonu KjiIacCU(PULIMPYIOTCS KaK YMEPEHHO-
wim Hu3KoaubdGepeHIIMPOBaHHBIE C PETU(MOPMHBIMUI
ayiemeHTamu [10].

IMpubIM3UTENHHO Y TIOJOBMHBI BCEX MAlMEHTOK
WMEIOT MEeCTO MACKyJIMHU3MPYIOIINe Win aeheMUHM -
3UpPYIOIIME CUMITOMBI. AHIpOTeHHass MaHU(eCTaIus
COIPOBOXIAETCS aMeHOpel, TMPCYTU3MOM, atpodueii
MOJIOYHBIX XeJie3, TUTepTpodueit KInTopa, MOHIXKe-
HUMEM TOJIoca, YBEJTMYEHUEM MBIIIEYHOTO TOHYCA, B TO
BpeMsI KaK 3CTPOTeHHBIN 3(DGhEKT MpOosBIIeTCsS] U30-
CEKCYaJIbHBIM TIPEXIEBPEMEHHBIM TTOJIOBBIM CO3pEBa-
HUeM U MeHoMetrpopparuein [11—13]. Bupunuzainus
Bcrpedaercss B 30% ciydaeB U OOBIYHO OOYCJIOB/IEHA
TOBBIIIIEHHBIM YPOBHEM CHIBOPOTOYHOTO TECTOCTEPO-
Ha, OTHAKO MOXKET OTMEYaThCsl TMOBBIIIIEHWE YPOBHS U
JIpyrux annporeHoB. M. Appetecchia u coaBr. [14] onu-
CBIBAIOT cJTy4ait ormyxojiu u3 kjietok Cepronu—Jleiiau-
ra, CEeKpeTUpylolleli OqHOBPEMEHHO U aHIPOTEHBI, U
acTporeHbl. Hanuuue B OIyXOM TETEpOJOTMYECKUX
3JIEMEHTOB HE BJIMSIET Ha KJIMHUKY 3a00JIEBaHUSI, TEM
He MeHee Y 20% TMallMEHTOK C TAKMMM HOBOOOPA30-
BaHUSAMU HAOMIOAETCs yBEIMYEHUE ChIBOPOTOYHOTO
ypoBHs a-derornporenHa (ADIT) [10].

Y 40—50% 60abHBIX KTUHUYECKHUE MTPOSIBICHUS
He CBSI3aHbl C TOPMOHAJILHOM ceKpelueii, a 00yCI0B-
JIEHbl HaJIMYMEM OO0BbEMHOTO 00pa3oBaHUs B MajioM
tazy. B Takux ciydasix KpoBOU3JIUSIHUE, HEKPO3 WIN
MEepeKpPyT HOXKHU OIyXOJW MOTYT CTaTh MPUYMHOMN

BO3HMKHOBEHUsI OCTPOIl WJIM XPOHMYECKOW 0oy B
xwusote [11, 12, 14]. Ilo nanHusiM R.H. Young u R.E.
Scully (1985), v 95% mnauueHTOK 3TU OOpa30BaHUS
UMEIOT OJHOCTOPOHHMI XapaKTep C MPenuMYIIeCTBEeH -
HBIM TOpaXeHueM JIeBOTo SM4YHuKa, y 80% — orpaHu-
YeHBI MpeaeaMu suuHuKa, y 2—3% — IByCTOpOHHUE,
B 4% ciyyaeB COMPOBOXAAIOTCS acuToM, a B 10% —
pa3pbiBaMu KarcyJibsl onyxoau [7, 15—17].

B nutepatype onucaHbl Takxke ceMeiHble (DOPMbI
onyxonu u3 kjerok Cepronu—Jleiinura, Haciemye-
Mbl€ ayTOCOMHO-IOMWUHAHTHBIM TIYyTEM C Pa3TuIHOU
MEeHETPAHTHOCTHIO aJleHOMaMU WJIU Y3JIOBBIM 3000M
IIUTOBUIIHOM Xene3bl. KpoMe Toro, JaHHbIE OIyX0oau
HEPEeJKO COYETAIOTCS C OOTPUOUIHBIMU CapKOMaMu
meiiku Mmatku [10].

Makpockonuiyecku omyxoiu u3 kierok Cep-
tonu—Jlelimura MOTyT OBITH COJMMIHBIMM, COJUIHO-
KUCTO3HBIMU U (PelKO) KHUCTO3HBIMHU, CBETJIO-
JKEJITOTO, PO30BOTO WJIM ceporo 1Beta. Pa3zmepsl
BapbUPYIOT OT MUKPOCKOTIMYECKUX 10 35 CM B aMa-
MeTpe (cpeaHuii pasmep cocrtasisier 12—14 cm). Ha
pa3pe3e MOTYT BCTPEYaThCsl yYaCTKU KPOBOUBIUSHUMN
U HeKpo3oB. [ereponornyeckre 3AeMEHTBI OIyXOJU
pPeNKO BU3YaTU3UPYIOTCS MaKPOCKOTIMYECKU, a PETH -
(bopMHBIE BapraHTBI MOTYT COIEPXKATh MaNUJIISIPHBIE
WM MOJUIOBUAHBIE CTPYKTYpHI [10].

[Mpu THUCTONOTMYECKOM WMCCIIEOBAHUU YCTaHOB-
JIEHO, 4TO BbICOKOAU((EepeHIIMPOBAaHHBIE OIYXOIU
u3 kietok Cepronu—Jlelinura coCTOSIT U3 OTHOPOI -
HBIX COJIMIHBIX WJIA TIOJIBIX TPYOUAThIX CTPYKTYD, BbI-
cTiaHHBIX ki1eTkamu Cepronu. B cTpome Mexy 3Tu-
MM CTPYKTYpaMU UMEETCSl Pa3INIHOE YMCIO KIIETOK
Jlelinura, KOTOpbIE MOTYT COAEPXKaTh TUMTOMYCIIMH U
PEIKO — OKPYTJIble 203UHOMWIBHBIE TEJIbIla, U3BECT-
Hble KaK Kpuctauibl PeiiHke. MUTO3bI BCTpevaloTcst
penko. YMepeHHonudGepeHUMPOBAHHbIE OIYXOJIU
(GopMUPYIOT KIIETOUHBIE «AOJIbKW», OTTPAaHUYECHHBIE
Gubpo3HON Wi HUOPOMUKCOUITHON ME3eHXUMaJIb-
Hoil ctpomoii. Hespenbie knetku Cepronu c¢ Ma-
JICHBKUMW OBJIBHBIMU WJIW YTJIOOOPAa3HBIMU SIAPAMU
U CKYAHOW WJIM YMEPEHHOMN CBETJIOW LIMTOIJIA3MOM
OKPYXEeHbl KOPOTKUMU TOHKUMHU TSKAMU, UMEIOTIIH -
MM CXOJICTBO CO CTPOMOW TOJIOBOTO TsikKa HE3PENBbIX
su4dek. 3pesble KieTKy Jlefiaura oObIYHO BCTpeyaloT-
cs B CTpOME, Yallle BCEro Io MepuMeTpy OIyXOJu Un
10 KpasiM KJIETOYHBIX IOJIEK B BUJIE TIJIACTOB, CKOTLJIE-
HUIl WK eMUHUYHBIX KJIETOK. MUTO3bI HAaOIIOAI0T-
Csl HEYacCTo — B cpeHeM oKoJio 5 B 10 mossix 3peHus.
HuskonuddepeHUMpoBaHHbIE OMYXOJIU MpeaCcTaBie-
HBI BepeTeHOOOpa3HbIMU He3pelbiMu KieTkamu Cep-
TOJIM, KOTOPBIE CMEIIaHbl CO CKOTUICHUSIMU KIJIETOK
Jleinura ¢ 06UJIbHOM 303MHOMUIBHON LUTOILIA3MOM.
Tereponornueckue aneMeHTHI conepxatcst B 20% ory-
xoJieit u3 kiaetok Cepronu—Jleiiaura, KOTOpble MOTYT
OBITH IIPENCTaBJICHBI ATTUTEINATBHOM 1/ WUTN MEe3EHXM -
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MaJIbHOHM TKaHblO. [eTeposiornueckrie Me3eHXUMallb-
HbI€ DJIEMEHTBI UMEIOT MECTO B 5% HOBOOOPAa30BaHUIA
U COCTOSIT OOBIYHO M3 XPsIIa, CKEJIETHON MyCKYJIaTy-
pbl win padbgomuocapkombl. Haubosee pacmnpoctpa-
HEH 3MUTEJUAJIbHBIII KOMIIOHEHT, TPEeACTaBICHHbBIN
KEJYIOYHBIM WM KHUIIEYHBIM MYIUHCEKPETUPYIO-
UM 3TUATENIMEeM. B penkux ciydasx reTeposjoruye-
CKUMHU 3JIEMEHTaMM MOTYT OBITh HelpobyiacToma,
>KUPOBasi TKaHb, TEMAaTOLUTHI, SHAOMETPUOUTHAS NN
KOCTHasl TKaHb. PeTOpMHBIN TUTT XapaKTepu3yeTcst
HEOTHOPOMHON CEThIO IIEJIEBUMAHBIX MPOCTPAHCTB U
KHCT, YaCTO COMAEPXKAIllMX COCOYKHU pa3inyHOi dop-
MBI, BRICTJIAHHBIC YIUIOMIEHHBIMY WM KYOOBUIHBIMU
KJIETKaMU C OCHOBHBIMU IIUTOJOTUYECKUMU TPU3HA-
KaMmu 3pebix kKietok Ceproau. Hapsiny ¢ petugopm-
HBIMU CTPYKTYPaMU HEPEIKO BCTPEUYAIOTCSI TETEPOJIO-
ruyeckue agemeHTol [10, 13, 18—20].

B cB131 ¢ HEOJHOPOJHOCTHIO MOP(OTOTUYECKOMN
KapTUHBI onyxoJieil u3 kietok Cepronu—Jleiiaura ya-
CTO TPYIHO OBIBAa€T MOCTABUTD JMAarHO3 Ha OCHOBAaHUU
OIHMWX JINIITb JAHHBIX CBETOBO MUKPOCKOITMH. B 3THX
CyJasix HeoOXOIMMO TMPOBeNeHUE UMMYHOTHCTOXM-
Mmuyeckoro ucciaenoBaHus. CylIecTBYeT HECKOJIbKO
MapKepoB, WCIOIb3yeMbIXx B nuddepeHIInaaIbHOi
IWATHOCTUKE: O-WHTUOWH, BUMEHTHMH M KepaTuH,
peIKo OTMedaeTcsl TO3UTUBHOE OKpalluBaHWE Ha
SIUTETNATBHBIN MeMOpAaHHBIII aHTUTEH, PELIETITOPHI
a3CcTporeHa W mnporectepoHa. MMmyHomnpoduib re-
TEPOJIOTUYECKUX BJIEMEHTOB 3aBUCHUT OT MCTOYHMKA
MPOUCXOXAeHUSI. MYIMHO3HBIE 3JIEMEHTbl WHTEH-
CHUBHEE OKpalllMBaIOTCSI Ha LUTOKEPaTUH-7, 4eM Ha
nurokepatuH-20. KpoMe TOro, oHM OKpallMBalOTCS
Ha 3MUTETHATbHBIN MEeMOpaHHBIA aHTUTEH M MOTYT
OBITH JIOKAJILHO TTIO3UTUBHBI Ha XpoMorpaHuH. Kier-
ku Jleiigyra He okpallMBaroTcs Ha maHkepatuH, CAM
5.2 n A®II, HO UHTEHCUBHO TO3UTUBHBI Ha BUMEH-
TUH U 0-UHTMOWH, YeM OTJIMYAIOTCS OT TeNaTOLUTOB.
PetndopMHBIE yYacTKM OKpalIMBAIOTCS HAa KepaTWH
U YMEPEHHO — Ha 0-UHIMOUH. MmerTcs paboThl, B
KOTOPBIX OTMEUYEHA BBICOKAsl IKCIIPECCUST MPOIYKTa
reHa-cymnpeccopa onyxonu Bunbmca (WT1), cTrepou-
noreHHoro ¢dakropa (SF-1) u A®II B omyxonu u3 Kiie-
tok Cepronu—Jleitaura [7, 10, 21-23].

PenkocTb 3THX HOBOOOpa3oBaHUl TpeOyeT MpoBe-
neHus auddepeHMalbHOTO IMarHo3a ¢ OIyXoJsiMu,
WMEIOIUMU CXOAHBbIE KJIMHUKO-MOP(dOIOTUIECKUe
xapaktepuctuku. K TOCIeNHUM OTHOCSAT CEepTOJIM-
(bopMHYI0 IHIOMETPUOUIHYIO a€HOKAPIIMHOMY, TY-
OyasipHy0 onyxoyb KpykeHOepra, onyxojb XeJaTou-
HOTO MEIIKa, CEPO3HYI0 alEcHOKAPLIMHOMY, TEPaTOMY,
KapuUMHOCAPKOMY, KapLIIMHOU, TPAOEKYJISIPHOTO THUTIA,
37I0KQYECTBEHHYI0O CMEIIAHHYI0 ME30JePMaJIbHYIO
omyxoJib [13, 18].

IIpouecc crepounoreHe3a B SMYHUKAX JOCTATOU-
HO XOpOIIO M3YYeH, W, KaK IOJiaraloT, MepBUYHBIMU

MeCTaMU €r0 BO3HUKHOBEHUSI SIBJISTIOTCSI TeKa U KJIET-
KU TpaHyne3bl. Kpome TOro, K CUHTE3y CTEpPOUIIOB
CIocoOHa M CcTpoMa SIMYHUKA, XOTS U B MEHbIIEH
CTENeHW, HO MEXaHU3M CTEepOUAOTeHe3a CTPOMOU
He coBceM siceH. UMMyHOTUCTOXMMUYECKUM METO-
JIOM B OOJBIIMHCTBE BUPUIU3UPYIONIMX HOBOOOpA-
30BaHUI CTPOMBI M/WJIN TIOJIOBOTO TSIKa, K KOTOPBIM
OTHOCSIT U onyxoiau u3 kjaerok Ceproau—Jleiinura,
061K BbISIBJIEHBI 17,20-11a3a u 3B-ruapoKCUCTepou
nmeruaporeHasa/AS-4-mzomepasa. [Ipu ucciemoBaHnn
CTEpOUTHOTO MPOoGWIS STUX OIMyXOJed ¢ MOMOUIbIO
MeTO/la PafVOUMMYHHOU XUIKOW XpomaTtorpaduu
OTMEYEHBI BBICOKME KOHIIEHTPAIUM TEeCTOCTEPOHa,
JETUIPO3MUAHIPOCTEPOHA, 4-eH-TMOHA, TaK Xe KaK 1
17-runpokcrporecTepoHa, YTO MOXET SIBJISITHCS Pe3yJIbTa-
TOM BbICOKOI aKTUBHOCTH 170-ruapokcunasbl, 17, 20-nua-
3bl, AS-3B-runpokcucrepouraaeruaporeHassl. bonaee Hu3-
KM€ KOHILIEHTpAallMM WMEIT So-peaylupoBaHHBIE
C19-cTepouabl M 3CTPaguoJ, UYTO CBUIETEJbCTBYET
0 HU3KOW aKTUBHOCTM (MJIW TIOJTHOM €€ OTCYTCTBUM)
So-pemykTa3bl M apoMarasbl B TKaHU BUPUIIU3UPYIO-
KX OIyXxoJieii [24].

M. Nagamani 1 coaBT. [25] B CBOEM UCCIeI0BAaHUN
MOoKa3ajiu, 4TO JIOTEMHU3UPYIOIINH TOPMOH CTUMY-
JIUPYET CEeKPELINIO aHIPOCTEHAMOHA U JIETUIPOSTTNAH-
JIPOCTepOHA B OITyxojiu U3 KjieTok Cepronu—Jlelinura.
[leiicTBMe MHCYIMHA CUHEPTUYHO C JIOTEMHU3UPYIO-
LM TOPMOHOM B CTUMYJISIIIUU CEKPEIINU aHIPOCTEH -
IMoHa. B ormyxonm nMeloTcs peltienTopbl K MHCYJIUHY,
a TIOBBIIIIEHHBIE YPOBHU MHCYJIMHA U JIIOTEMHU3UPYIO-
IIET0 TOPMOHA TIPU TTOJIMKUCTO3HBIX IMYHUKAX MOTYT
UTPaTh OTIPeNeSIEHHYIO POJIb B [TATOT€HE3E OMyXOJIU U3
knetok Cepronu—Jleitaura.

B mocienHee Bpemst OBIJIO TTPOBEEHO HECKOJIBKO
LIUTOTEHETUYECKUX MCCIIeNOBaHUi, Garomapst KOTo-
pbIM B onyxosin u3 kKietok Cepronu—Jleiiaura Obuin
BBISIBJIEHBI CJICAYIOIIE XPOMOCOMHBIE aHOMAJIWU:
X-XpOMOCOMHBIN MoO3auIu3M — 45X/46XX/47XXX
(Hitosugi wu coaBr.,, 1997), BcTaBka ydacTka
Y-xpomoMocombl B xpoMocomy 1 (De Giorgi u co-
aBT., 2003) u TpaHcnokauusg xpomocombl 18 (Truss u
coaBT., 2004). 310KayeCcTBEHHbIE OMYXOJdU U3 KIETOK
Cepronu—Jleiiaura paccMaTpuBalOT Ha TpUMEpPE TPU-
comuu xpomocombl 8§ (Manegold u coasrt., 2001). C
IMOMOILBIO METOA TOJUMEPA3HON LIEMMHOU peakuuu
Ob1710 ycTaHoBieHO, yTo B JIHK omyxonu u3 kiaeTok
Cepronu—Jleiigura otrcyrctByeT reH SRY, uTto CcBU-
JeTeabCTBYeT 0 Hanuuuu SRY-He3zaBucuUMOro mytu
IuddepeHUMPOBKU TMCEeBAOMYXCKMX TroHan [7, 23].
MmMeroTcs naHHble 00 UCMOJb30BAaHUU OJIUTOJEOKCU -
HykJieoTua0B K BCL-2 B McnbITaHUSIX A€CEHCUTU3U-
pylollleli Tepanuy OHKOJOrMyecKux 3abosjieBaHuii. B
CBSI3U C 9TUM 3KeJlaTeJIbHO OTpeNessiTh Haluiue I'-
nepakcnpeccun reHa BCL-2 B omyxossix U3 KJIETOK
Ceproau—Jleiinura [26].
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KnuHnyeckass AMarHOCTUKA OIMyXOJiel U3 KJIETOK
Cepronu—Jleiinura B 3HaYUTEIbHOU CTEMEHU OCHO-
BBIBAETCSI Ha WX BUPWIM3MpYIOIIeM 3hdeKTe, Tem
HEe MeHee, HaJIMYMe ero He SIBJIIeTCS 00s13aTeIbHBIM.
Kpome Toro, BUpWJIBHBI CUHAPOM MOXET HaOJO-
JaThCA TakXe Y HEKOTOPHIX OOJBHBIX ¢ (peMUHU3U-
pyOIIMMKA HOBOOOpAa30BaHUSIMU, U, HAOOOPOT, y Ta-
LIUEHTOK ¢ onyxoJsmu u3 kinetok Cepronu—Jleiiaura
MOTYT UMETh MECTO CUMMOTOMBI peMuHU3auuu [27].
MHorre TOPMOHOCEKPETUPYIOILIE OTTYXOIU BBISIBIISI-
0T TIpM OMMaHyaJIbHOM THHEKOJOTMYECKOM UCCIie-
noBaHuu. B cimydae oOHapyXeHMST HEMMaJIbITUPYeMbIX
HOBOOOpA30BaHUI WCTIONB3YIOT TpPaHCBAaruHAJIbHOE
yabTpa3BykoBoe ucciaegoBaHue [5]. CoHorpaguye-
cku omyxosu u3 kietok Cepronu—Jleitnura o6bIYHO
TPENCTaBIEHbl COJMUIHBIMYU TUTIOIXOTEHHBIMU 00pa-
30BaHUSIMU C PA3JIUYHON CTETEHbIO KPOBOMBIUSIHUIMN
win (puOPO3HBIX U3MEHEHUM U TaXKe MHOTOKAMEPHBI -
MU KMCTO3HBIMU 0Opa3oBaHusiMu [28].

Ilpy Hanuuum pacmpocTpaHEHHOTO TIpoilecca
B apceHasJl AUarHOCTUYECKUX HCCIIeTOBAaHUN OOBIY-
HO BKJoYaroT KommbloTepHyo (KT) u marHutHO-
pe3oHaHcHylo (MPT) Tomorpaduio. DTu HOBOOO-
pa30BaHUsI BUBYAIM3UPYIOTCS KaK TUIEPIXOTEHHBbIE
COJIMIHBIE OOpPa30BaHUS C KUCTAMM, PACITONIOXKEHHBI-
MU BHYTpHU omyxonu, ipu KT-uccremoBaHuu u Kak
TUTIOMHTEHCUBHBIE C KWCTO3HBIMU y4acTKaMM pa3-
JIMYHOM MpOTSKeHHOCTU — Ipu MPT-uccienosaHuu.
Hu3kuit curHan MHTEHCUMBHOCTU Ha T2-B3BellIEeHHBIX
M300pakeHUsIX 3aBUCUT OT BbIPAaXXEHHOCTU (HUOPO3-
HOU cTpoMbl. PazBuTue MHOTOKaMepHBIX KHCT 00Yy-
CJIOBJICHO HAaJIMYMEM TEeTePOJIOTUUYECKUX 3JIEMEHTOB
[5, 29-31].

Braromapsi mpuMeHeHN0 BU3YyaTU3UPYIOIINX Me-
TonoB uccaenoBanus (ynsrpaconorpadus, KT, MPT)
3HAYUTEJBHO TMOBBICMJIACH BO3MOXHOCTh BU3yan3a-
1M1 00beMHOTO 00pa30BaHUsI, OJHAKO YCTAHOBJICHUE
TOYHOU JIOKAJIM3AIMN C TIOMOIIBIO 3TUX METOMIOB BO
MHOTOM 3aBUCHUT OT pa3Mepa OIyXoJid. Tak, omyxoiun
<2 cM B nuaMmeTpe OOHApYXUTh TOCTATOYHO TPYIHO.
B takux ciayyasgx mpuOeraloT K OCYIIECTBJICHUIO Ce-
JIEKTUBHOI BEHO3HOU KaTeTepusanuu. Cienyer yuyu-
THIBaTh, YTO UCTOYHUKOM aHIIPOTEHOB Y KEHIIINH MO-
TYT OBITh U HANMOYEYHUKU, TTOATOMY KaTeTepu3aius
HAAITOYCYHUKOBBIX Y IMYHUKOBEIX BEH JOJIKHA OBITH
nBycTopoHHeil. Tem He MeHee M3-3a aHATOMUYECKMX
CJIOXXHOCTE! TIpoBeficHUe KaTteTepu3alnu Bcex 4 co-
CY/IOB BO3BMOXHO TOJIbKO B 27—45% ciydaeB. UMeloT-
csl cBeleHUs1 00 MHTpaomnepalMOHHOM 3abope Mpod
U3 SIMYHUKOBBIX BEH MPU JaNapoOTOMUUW WM JIarapo-
ckonuu. HecMoTpst Ha TO YTO JaHHBII TOIXOMA TEXHU -
YECKU SIBJISIETCS 00Jiee TTPOCTHIM IO CPAaBHEHUIO C Ce-
JIEKTUBHBIM 3a00pOM TTPO0 M3 IMYHUKOBBIX BeH, TIPU
€0 UCIIOJIb30BAaHUM TaKXKe MOTYT BO3HUKATh OCJIOX-
HeHud [32, 33].

Y MauMeHTOK ¢ KIWHUYECKUMU TIPOSBICHUSIMU
BUPWIN3AIMK, OOYCIOBJIEHHBIMU SHIOKPUHHON ce-
Kpeluei oryxoiu, He00X0IMMO ITPOBEIeHNE UCCTIEI0-
BaHMSI CEIBOPOTOYHOTO YPOBHS TAKMX TOPMOHOB, KaK
JIETUAPORNMUAHIPOCTEPOH, NETUIPOITNAHIPOCTEPOH-
cynbdar, 17-TMAPOKCUTIPOTECTEPOH, KOPTU30J. DTO
MO3BOJISIET HE TOJBKO WCKIIOUUTH HAAMOYEUHUKO-
BBIIi TeHE3 TUIMEPAHAPOTEeHUU, HO W OCYIIECTBISATH
KOHTPOJIb 3(ppekTuBHOCTU NeueHud [3]. Omyxonu u3
knetok Cepronu—Jlelinura u peuuauBbI 3a60JeBaHUS
B 20% ciydaeB COMPOBOXAAIOTCS TMOBBIIIEHUEM ChI-
BopoTouHOoro ypoBHsI ADII, HO 3HaUEHUs €r0 TOpas3ao
HUKE, YEM MTPU OTYXOJISIX XKEATOYHOTO Meluka [7].

EnuHbIX cTaHIapTOB BeleHUs MAlMEHTOK C OITy-
xoasiMmu U3 kjetok Cepronu—Jleiinura He cylle-
ctByeT. OCHOBHBIM METOMIOM JICUCHUS SIBJISIETCS] XU-
pyprudeckoe BMEIIaTeIbCTBO, TIPU 3TOM 00BEM €ro
OCHOBBIBAETCSI Ha HECKOJIbKMX (haKTOpax, BKIIOYAIO-
IUX CTaauIo, CTerieHb nudGepeHIIMPOBKU OMyXOJIH,
TUCTOJIOTMYECKAE HAXOOKM M BO3pacT IMallMeHTKH.
OOBIYHO IJIST OCYUIIECTBIEHUSI alleKBaTHOW pPEBU3NU
U XUPYPTUUECKOTO CTaAWpPOBaHUsS TPUMEHSIOT Cpe-
JMUHHYIO JIAMAapOTOMUIO, OJHAKO MMEIOTCS JaHHbIE U
00 WCTOJIb30BAHUU JIATIAPOCKOTMYECKOTO JOCTYyIIa,
B YaCTHOCTHM TP HaJW4YUM BhICOKOAUDDepeHInpo-
BaHHBIX OITyXOJIeW. Y MOJIONBIX XEeHIIUH CO CTaauein
IA, 3aMHTEpEeCOBaHHBIX B COXpaHEHUU (HEePTUIbHO-
CTH, ONTUMAJbHBIM OOBEMOM OIEPATUBHOTO BME-
IIATETbCTBA SIBJISIETCS BBIMIOJIHEHUE OXHOCTOPOHHEMN
aTHEKCOKTOMMU B COYETAHUU CO CPOYHBIM TUCTO-
JIOTUYECKUM HCCIIeJOBAHUEM, YIajeHue OOJbIIOro
caJlbHUKa, OCYIIECTBJIIEHNE PETPONePUTOHEATbHOU
JIUM@ageHdKTOMUU, CMBIBOB U OMOIICHUMN OPIOLIMHBI.
VoenuTeapHBIX A0Ka3aTeNbCTB LEIECOO00PA3HOCTU
BBITIOJTHEHWSI PYTMHHOUW OWOTICUU KOHTpajatepasb-
HOTO SIMYHUWKA HE TIOJIyYeHO, TaK KaK JBYCTOPOHHEE
MopaxeHne SIMYHUKOB BCTpeYaeTcsl KpailHe penKo.
M. Appetecchia u coast. [14] onuckiBaOT ciyvaii pas-
BUTHUS BbICOKOAU(DGEPEHIIMPOBAHHON OIMYyXOJU U3
knetok Cepronu—Jleiiaura y mauueHTKU, paHee Te-
peHecllell sHyKJealuo onyxoiu [4, 10]. ¥ 60abHbIX
TOXMJIOTO BO3pacTa ONTUMAJIbHBIN 00bEeM Olepaiuu
BKJTIOUYAET IKCTUPIIALINIO MAaTKU C TIPUJATKAMU U yJa-
JieHue OOJbIIoTo cayibHUKA. [TPUHIIUIIBI IUTOPENYK-
LMW, WCIIOJIb3yeMbIE JIJISI SMUTETNATbHBIX OITyXOJel
SUYHUKOB, BEPOSITHO, IPUMEHUMBI U B CIy4ae OIy-
xoneir u3 kiuetok Cepronu—Jleiinura. B nurepatype
UMEIOTCS OTAEIbHbIE COOOIIEHUS 00 onepalusx TUIma
second-look ¥ BTOPUYHOM LIMTOPENYKLIMU, HO liejie-
Cc000pa3HOCTh UX MCITOIB30BAHUS TTOKA HEJOCTATOU-
HO sICHA.

Y manueHToK ¢ BbICOKOAUDGDEepeHIIMPOBAHHOM
onyxoJiblo U3 kjerok Cepronu—Jleiaura cranuu 1A
ToCJie XMPYPTrUYECKOTo aTarna jeueHs] BO3MOXHO Ha-
OyitomeHne, BO BCEX OCTAJIbHBIX CIIydasix HEe0OOXOaUMO
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MpOBEAEHUE albIOBAHTHOUN XuMuoTepanuu. Mcrosb-
3yeTCSd HECKOJBKO PEXMMOB XUMHUOTEPANUU: aJTKU-
Jupyoliue areHTol, agpuamuuuH, CAP (uucriaTuH,
agpuaMulvH, uukinogpochamua), PVB (uucniaaruH,
BUHOMAcTUH, 6aeomuniuH), PACT (nuucnnatvH, agpu-
aMuLMH, uukinodochamun). [pu gucceMuHUpOBaH-
HbIX (popMax ObLIM OTMEYEHbl YaCTUUYHbIe (PPHEeKTh
B TeUYEHUE KOPOTKOrO MEpUOJa BPEMEHM, KOTOpbIE
MPaKTUYECKU HE BIAUSIMA Ha OOIILYI0 BBIXKMBAEMOCThb
(Reddick m Walton, 1982; Zaloudek u Norris, 1984;
Ulbright u coanr., 1987; Roth u coast., 1988). [ToaHbI
KJIUHUYECKU 3(pDeKT ObLT JOCTUTHYT NPU MPUMEHE-
Huu koMOouHaiu VAC (BUHKPUCTUH, aKTUHOMULIUH
I, uuxknodpochamua) u BV-CAP (Schwartz u Smith,
1976; Gershenson u coaBr., 1987). Mcnonb3oBaHue
pexuma BEP (GaeoMuUUMH, 3TOMO3UA, LIMCIIATHH)
TakXe 3(p(PeKTUBHO U OTHOCUTEIBbHO 0€30MacHo, TaK
KaK He OKa3bIBaeT BAUSHUS Ha QEpPTUIBHBINA CTaTyC
namueHTok [1, 3, 4].

Yto Kacaetcsl poyiv JIy4eBOW TEpANUU B JIEYEHUU
omnyxoJieit u3 kietok Cepronu—Jleiaura, To 3TU AaH-
Hble KpailHe ckynHble. OgHaKO B JIUTEpaType Oonmuca-
HO HECKOJIbKO CJIy4aeB, B KOTOPbIX OTMEYEHa OIpe/e-
JIeHHas1 paAuO4yBCTBUTEIBHOCTD 3TUX OIMYyXOJei, MpU
3TOM TOKCUYHOCTb BBIPaXE€HA ropa3ao CUJbHEE, YeEM
npu ucnoyibzoBanuu xumuorepanuu (Kietlinska u co-
aBT., 1993; Zaloudek u Norris, 1984) [3].

ITo maHHBIM JUTEpaTyphl, S-JETHSIS BbIXUBAeE-
MOCTb MaIMEHTOK C OMYXOJIMHU U3 KJIeToK CepTonn—
Jeiigura cocrasisier 70—90%, onqHAKO KIMHUYECKHU
3JI0KaYeCTBEHHbIE BapuaHThI BcTpevatorcs B 10—30%
ciayyaeB. K caMbIM JOCTOBEpHBIM MpPU3HAKAM 3JI0Ka-
YECTBEHHOCTU OTHOCSAT 3KCTpAaOBapUaIbHOE PaCIpo-
cTpaHeHue 3a00JIeBaHUS U/ VTN HAJTUYUE OTIATIeHHBIX
METAacTa30B, BBISIBISIEMbIE BO BPEMS BBIMIOJIHEHUS
Janaporomuu. CreneHb Aud@epeHINPOBKUA OMyX0-
JIU B3aMMOCBSI3aHA C PACIPOCTPAHEHHOCTHIO MPO-
mecca M, OYEBUIHO, C MIPOTHO30M 3aboseBaHus: 11%
ymepeHHoauGepeHuupoBaHHbIX, 20% yMepeHHO-
nddGepeHIIMPOBAaHHBIX C TETEPOJOTUYECKUMU Me-
3eHXUMAaJIbHbIMU 3jieMeHTaMu U 60% Huskoaudde-
PEHLIMPOBAHHBIX OIMYyXOJEH SIBASIOTCS KIUHUYECKU
3nokauectBeHHbiMU [13]. Lantzsch u coast. (2001)
OTMETHUJIN CBA3b MEXIY Pa3MEPOM OITyXOJU U CTeTe-
Hblo nuddepeHpoBkU. Tak, onyxoau <5 cM B Aua-
MeTpe 0OBIYHO UMEIOT BBICOKYIO, a >15 cM — HU3KYIO
creneHb qubdepeHIupoBKA [7].

[MporHocTyeckre dakTopsl ISl MAUEHTOK C
onyxonsimu u3 kietok Cepronu—Jleiiaura BKIOYa-
10T CTanuIo, CTeNeHb Tu(depeHIMPOBKY, BhISIBICHUE
pPa3pbIBOB KarCyJibl OMYXOJM W HajJudue TeTepoJio-
TMYECKUX ME3EHXUMAJIbHBIX 3JIEMEHTOB TPU THUCTO-
JIOTUYECKOM HCCliefoBaHUU. MUTOTHYECKasT aKTUB-
HOCTh — TaKXe MOTEHIUAJIbHBIN MPOTHOCTUYECKUA
(hakTOp, KOTOPHIH, TO-BUAMMOMY, CBSI3aH CO CTerle-
Hbplo auddepenurposku omyxonu (Young u Scully,
1985; Zaloudek u Norris, 1984) [3]. Ketola u coaBr.
(2000) obHapyxunu B kiaetkax Cepronu—Jleitaura B
OOJIBIIIOM KOJIMYECTBE TPAHCKPUIIIIMOHHBIN (haKTOp
GATA-4. Breicokasg skcnpeccust GATA-4 cBsizaHa ¢
0oJiee arpecCUBHBIM TTOBEACHUEM TPaHYJIE30KIETOU -
HBIX OITyXOJIE M MOXET SIBJISITbCSI TTOTEHIIMATbHBIM
MPOTHOCTUYECKUM MapKepOM JIJisi OMyXoJieil u3 Kiie-
toK Cepronu—Jleitnura (Anttonen u coant., 2005).

Yame Bcero meracTasbl MpPU OIYyXOJSIX U3 KJle-
tok Cepronu—Jleiinnra MMIIaHTaIlMOHHBIE, OHAKO
UMEIOTCSI COOOIIEHUST U O JIUM(POTEHHOM, a TaKXe O
reMaTOTeHHOM MeTacTa3upoOBaHUN B OTHAJCHHbBIE
OpTaHbI: JIETKWE, KOXY TOJIOBBI, MEeUYeHb W HAIKIIO-
YyuYHble JuMdaTtudeckue y3ibl [27]. Hanuuue peun-
JIUBOB 3a00JeBaHUs AJ1s1 BbICOKOAUDEpEeHIMpOBaH--
HBIX OIyXOJIeil He XapaKTepHO, B TO BpeMs KakK Tpu
HU3KoAu(pepeHIMPOBAaHHBIX BapuaHTaX PEeLUIVBBI
Bo3HUKalOT B 20% ciyyaeB B TeueHue 12 Mec mocie
TPOBEJIEHHOTO JieueHsI. BOTBITMHCTBO MAIIMEHTOK C
peluarBaMu YMUPAIOT B TeueHue 2 et [4, 34].

Takum o6pa3oM, omnyxoau wu3 kierok Cep-
tomu—Jleiinura — 3TO peaKkWe HOBOOOPA30OBAHUS
SIMYHUKOB, KOTOpblE, KaK TpaBUJIO, WMEIOT JIO-
OpOKauyecTBEHHBIN  XapakTep U  OmpefesieHHbIe
KJIMHUKO-MOP(GOJOrnYeckrue 0co0eHHOCTU. JJaHHOMY
BUJy OIYyXOJiei, BCTPEUAIOIINXCSI B OCHOBHOM Y MO-
JIONBIX JKEHIIWH, CBOWCTBEHHO HAJMYME TOPMOHAIb-
HOW aKTUBHOCTHM, KOTOpasi MOXET COTPOBOXKIATHCS
aHJIPOTeHHOW W/WIW 3CTPOTeHHON MaHMdbecTaluei.
B Hacrosiiee BpeMsi eIMHON TaKTUKM JIEYEHUS HE CY-
mecTByeT. C yuyeToM 10OpOKaueCTBEHHOTO XapakTepa
OTTYXOJIM ¥ MOJIOJIOTO BO3pacTa MalMeHTOK CYIIECTBYET
TEHIEHUMSI K WCIOJIb30BAHUIO OPTaHOCOXPAHSIOIINX
omepanuii, a ISl MOXUJIBIX OOJBHBIX 00bEeM orepa-
TUBHOTO BMEIIATEJIbCTBA aHAJOTUYEH TAaKOBOMY TIPU
pake SMYHUKOB. Bompockl, Kacatoruecst IpuMeHeHUst
JIy4eBO U XUMMOTEPATTUY, BCE €Ille OCTAIOTCS TUCKY-
TabeJIbHBIMU 1 TPEOYIOT AAJTbHEUIINX UCCIIEIOBAaHU.
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