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MOJIHON HEYYBCTBUTEJIBHOCTH K aAHJAPOreHaAM

"HUWM onkonormm Tomckoro HAML,
2HWMU renetnkn Tomckoro HMML, r. Tomck

B crarbe mpeacraBiieH ciaydaid peakKoro co-
YyeTaHHUSl TMEePBHYHO-MHOKECTBEHHBIX OIyXoJieil
ronaja (IIM30): 3;10ka4ecTBEHHOMH AUCTePMHHO-
MBI M ONYX0JH, Mcxoasued u3 kiaerok Cepro-
au-Jleiiiura ¢ CHHAPOMOM TOJIHOM HEYYBCTBHU-
TeJabHOCTH K aHaporeHam. IIM30O B BapmanTe
repMUHOTEHHBIX U OMYXOJISIMH, HCXOAAIIMMU U3
kJjeTok Ceprouan-Jleiaiura mo JaHHbIM JUTeEpa-
Typbl coctaBiasaoT Jumb 0,5%. B aureparype
He ONHMCAHBI CJIYy4Yau MOAO0OHOIr0 cOYeTaAHUSA 3JI0-
Ka4eCTBEHHBIX OIYX0Jie W CHHAPOMA NOJHOM
HEYYBCTBUTEJIBHOCTH K aHaporenam. IlpenJio-
JKeHHOe KJIMHH4YecKoe Ha0/IIoneHne JeMOHCTPH-
pyeT He00XOAMMOCTH BKJIIOYEHHS B TIPYNIbI
pHCKa 10 Pa3BUTHIO OIyXoJieli TOHaj y JeBoO-
YeK ¢ MepBHYHONl aMeHopeell M AWCreHe3USIMH
MOJIOBBIX ’Kejle3, a TaKKe 1eJ1eco00pa3HOCTh U
Ba)KHOCTh MeJMKO-TeHETHYECKOI0 KOHCYJbTH-
POBaHUs B CBOEBPEeMEHHOM TMArHOCTHKeE U MPO-
(punakTuke omyxoJieli rOHAJA HeINMUTEJIHATLHON
NPUPOALI.

KuroueBbie cjioBa: 0omyxoJib, IOPOKH 3MOpPUO-
HAJILHO Pa3BUTHSL, FOHAAbI, KAPUOTHIIL

['epMUHOTeHHBIE OMYXOJW MPENCTABISIOT CO-
00l pa3HOPONHYIO TPYMIy HOBOOOpPA30BAaHMIA, BO3-
HUKAIONINX W3 MEPBUYHBIX 3apOJBIIIEBhIX KIETOK.
JucrepmMuHoma — camasi 4acrtas 3JI0KaueCTBEHHAS
omyxoiib STMIHUKOB 1 coctasisieT 30-40% ot Bcex
3JI0KQYECTBCHHBIX TEPMUHOICHHBIX OMYyXOJICH SHY-
HuKoB [1,2]. CoueTaHne repMHUHOT€HHBIX OITyXOJei
C OMYXOIISIMH, UCXOASIUMH U3 Kietok Cepronu-
Jleliiura OTHOCHUTENIBHO PEIKH U COCTABIISIIOT IO
naHHbIM Juteparypbl 0,5% [3,4].

KnvHuuecku  OKa3aHHOW  TPOTHOCTHYECKOM
KJIacCHU(HMKANK TPU JAaHHOW MMaTOJOTHH HE paspa-
0ortano. CumrTaercs, 4TO TEPMUHOTEHHBIE OITyXOJIH
C yYacTKaMH aHAIUIa3WH, BBISIBISIEMBIMU TIPH MOP-
(hooTUYEeCKOM HCCIE0BaHUH, 001aIaloT Hedaro-
MPUIATHBIM TPOTHO30M. OCHOBHBIMH TPHUHITUTIAMH
JIeYeHUs] JTaHHOW KaTeropuu OONBHBIX SABISIOTCS:
paauKaibHOE YIAJCHUE OIMYyXOJIU B IENAX Mpery-
MPEXKICHUS Pa3BUTHS PEIMIANBOB M METACTA30B, a
TaK)Ke COYETaHUE XUPYPTHYECKOTO BMEIIATEIbCTBA
C XUMHUOTEpANueu sl BO3JCUCTBUA HA OINpPEACIIs-
eMble W CYOKIMHHYECKHE METacTa3bl.

OCOOEHHOCTBIO JAaHHOTO KJIMHHYECKOTO Ha-
OmoneHust SBJIACTCA COYETaHWE TMEPBUYHO-MHO-
JKECTBCHHBIX OITyXOJIeH TOHAJ: 3JI0Ka9eCTBECHHOM
JUCTEPMUHOMBI U OIyXOJIM, UCXOISIIEH U3 KIETOK
Cepronu-Jlelimura ¢ CHHIPOMOM IIOJIHOH HEUYB-
CTBUTEIFHOCTH K aHJIPOTECHaM.

Bonenas b, 50 net, obparunace B8 HUW onkomoruu Towm-
ckoro HUMI ¢ nuarHo3oMm: OmmyXxojb JE€BOTO SIMYHHKA, COCTO-
SHHE TI0CJIE JIAaNapoTOMUH, AJHEKCIKTOMHM CJeBa, OMOICHHU
OornbIIoro canpHHKa. [lodHas armasust MOJOBBIX OPTaHOB.

W3 anamHe3a M3BECTHO, YTO MAIMEHTKA POAMIACH OT 3-H
6epemeHHocTH 3-X pomoB. Co CJIOB MalMEHTKH, pocia U pas-
BUBAJACh 10 ITyOepraTHOro mnepuona 6e3 ocobenHoctel. B me-
puoa myOepTaTHOTO Pa3BUTHS OTMEYAINCH IEPBUYHAS aMEHO-
pes ¥ OTCYTCTBUE BTOPHYHBIX IOJIOBBIX MPH3HAKOB. Y MaMbl U
6a0yIIKy ManUEeHTKH MEHCTPYalluH HAaYaJIHuCh II03IHO, IT0ITOMY
¢ KajmobaMM Ha IEPBUYHYI0 aMEHOPEIO TAI[MeHTKa BIEPBHIC
oOparuiack K THHEKOJIOTY B BO3pacTe 18-TH JIeT, HO JHarHo3s
He ObUT mocTaBieH. B Bo3pacte 22-X JeT HalMeHTKa BBIIUIA
3aMyk. 1 gepe3 HekoTopoe BpeMs ¢ kanodamMu Ha Oecruromue
U aMeHopero o0partuiach K Bpauy-ruHexornory. Co cioB mamu-
SHTKH, NpH 00CIIEIOBaHNN y Hee OBLIO BBIIBICHO OTCYTCTBHE
mIeHKH MAaTK{, CJIENO0 3aMKHYTO€ BIAraiuiie, OOHapyKEHBI
TECTUKYIIBI. bruta HalpaBJIEHa Ha KOHCYJbTALlMIO K Bpauy-re-
HeTuky. [lo pesynbraraM NIUTOTEHETHYECKOW AMArHOCTUKH Yy
MAIMEHTKH OBbLT BBIABICH KapHOTUI: 46,XY (MyXCKOH XpoMo-
comHbIi Habop). Co CIIOB MAalMEHTKH, OT MPOQHIAKTHICCKOI
TOHAJIPKTOMUH OHA OTKa3ajack.

Ilo maHHBIM KIMHUKO-TEHEAIIOTHYECKOTO aHaMHe3a IS U
TeTs mpobaHAa MO0 MaTepUHCKOM JIMHMM yMEpJId B MOJIOIOM
BO3pacTe M He MMelu aered. Y mpobaHma ecTb JBe 370po-
BBIE€ CECTPHI, y KOTOPBIX €CTh ()EHOTHITMYECKH 310POBBIE AETH.
Orer; npobaHga ymMep OT OHKOJIOTHYECKOTO 3a00JICBaHMSI.

B Bo3pacre 50-tu ner B mapre 2017 roga nmanueHTka Imo-
JMyd4aja Je4eHHe MO TMOBOAY OOOCTpEeHHs OCTeOXOHIpo3a (¢u-
3MOTepanys, TPEHaXKephbl, Maccax). Uepe3 HeEKOTOpoe BpeMms
MOSIBIJIMCH OONM B JIEBOM TaxoBoil oOmacth. Bpau-meBposor
HasHaumna MPT mosBoHounuka. ITo manaeiM MPT 6b10 BBI-
SIBJICHO 00bEMHOE OOpa30BaHHWE B MajOM Tas3y.

B cenrs6pe 2017r manuenTka MOCTYHIIA IO CKOPOH MOMO-
M B ASKYPHBI THHEKOJIOTHUECKHI CTallMOHAp C KanoO0aMu
Ha pe3KHe 00N B TUMOracTpaibHON obnactu ciesa. [Ipu mo-
obcienopannu 1Mo JaHHBIM Y3 OMT ObUTIO BBISBICHO BHY-
TpHOpIOIIHOE KpoBoTeueHue. Jlanee Oblia MpoBeaeHa SKCTPEH-
Hasl olepauysi: JarnapoTOMHUsI, aJHEKCOKTOMHS CIICBa, PE3eKLIHUs
OOJIBIIIOTO CaNbHHKA, APEHHPOBaHHE OpIOIMIHON monoctu. Ilpu
pPEBH3HM OpPraHOB MaJOro Ta3a W OPIOMIHOW IOJOCTH OBLIO
BBIIBIICHO 00BEMHOE 00pa30BaHHE HEOIXHOPOIHOW CTPYKTYPHI,
GarpoBoro nBera, 10 10 cM B Auamerpe, ¢ ABICHHUSAMH pacnaja
U HEKpo3a, OOJNBIIOE KOTWYECTBO KPOBU B OPIOLIHOM MOJIOCTH,
ObUTO ymalieHo 00beMHOE 00pa3oBaHME M3 OOJNACTH MPHUIATKOB
ClieBa M pe3eKIHs OONBIIOro CalbHUKA.

ITammmenTtika obparmnace B Tomckuit HUU onkonorum, rae
OBl NPOBEIEH aHaJM3 THCTOJNIOTHYECKHX IpemnapartoB. ['mcro-
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JOTMYECKOe 3aKJIOUCHHE: B Ipefesiax MakKpOIpenapaTroB OT-
CYTCTBYET HOpMajbHasi TKaHb SIMYHHKA W MATOYHOWU TPYOBI.
MeTacTaTHYeCKOro TOPaXKEeHHUs CallbHUKA B Mpeaenax Hccie-
JIOBaHHOTO MaTepuaja He 0OHapyXeHO. 3aKIIOYeHHE: He3penas
TeparoMa.

IIpn mocrymiernn cocTosiHue OOJBHOW YHOB-
JIETBOPUTEIBHOE, TEJIOCIOKEHNE TUIEepCTCHUYe-
ckoe. [lpu OMMaHyaJlbHOM HCCIIEOBAaHUM: HapyX-
HBIC TIOJIOBBIE OpPraHbl C(OPMUPOBAHBI MIPABUIBHO,
OBOJIOCEHHE IO JKEHCKOMY TuITy. Brnaranuie emxoe,
cnm3ucTas OJeIHO-PO30BOTO I[BETA, 3aKAHUYMBAETCS
crnerno. IlanpnaTopHo B MajloM Ta3y cilieBa U BBIIIE
OT KyJIbTH BIATajiINa OIpeaeNnsieTcss 00beMHOe
oOpa3zoBaHue 10 6 c¢M, OTPaHMYCHHO MOABHKHOE C
OyrpucThIMH KOHTypamu. [Ipu MHCTpyMEHTaIbHOM
oOcnenoannu, BkiouasmeM Y3U, MPT opranos
MAaJIoro Ta3a W OPIOIIHON MOJOCTH, BBISBICHO, YTO
MaTKa, IIeKa MaTK, SHYHUKA HE BH3YaJIM3HPYIOT-
cs1. Kynbra Bnaranuia ¢ 4eTKUMH, HEPOBHBIMH KOH-
TypamH, CTpykTypa omHopomHas. CrieBa OT KyJIbTH
BJIarajiviia BHU3YAJIU3UPYETCS KHCTO3HO-COJIHIHOE
oOpa3oBanue pasmepamu 32\51\45 MM, KOHTYpBI
HEpOBHBIE, HEUETKHE, CTPYKTypa HEOITHOPOTHAs 3a
CUeT HaJMYMsI aHPXOTCHHBIX IOJIOCTEH W THIEp3-
XOT€HHBIX TEPETOPOOK C KPOBOTOKOM B HHUX. B
MPOEKIMH TPABOTO SIMYHHMKA BU3YaJH3HPYETCS CO-
nugHOE 00pa3oBaHue 0 5 M B TUaMeTpe. YpOBEHb
anba-deronporenHa cocrasun 132 ME/mn (Hopma
or 0 mo 15 ME/mn), XI'Y — 0,52 ur/mn (HOpMa
mo 1 ar/mm), JIAIT — 252 En/n (mopma 225-450

En/n). UccnenoBanue ropMOHAIBLHOTO CTaryca Io-
Ka3aJlo, YTO YPOBEHb CTEPOHMIHBIX T'OPMOHOB OBIIT
OJIM30K MOCTMEHOIay3albHOMY Teprony (Tadm. 1).

Ta6nuua 1. UccnepoesaHue ropMoHanbHOro cratyca

Hopma

MyX4nHel — 0,029-0,3
XEHLMHbI (MeHonay3a)- MeHee
MyX4uHbl — 1-10,5

XEHLMHbI (MeHonay3a)-20-130
MyX4uHbl — 0,8-12

XEHLMNHbI (MeHonay3sa)-15,6-80

Mokasartenb

Actpagnon — 0, 2 HMONb/N

&dCr — 14,8 mvME/mMn

Jr — 15,4 mME/mn

MyX4uHbel — 0,5- 6
XEHLWHbI (MeHonay3sa)- 0,5- 6

MporectepoH — 6,3 HMONb/N

MponaktuH — 317,0 MME/n | My>X4mHbl — 53-360

XEHLWMHbI (MeHonay3a)-98-784
0-3,1

TectoctepoH — 1,84 Hmonb/n

[TanmenTka ObUIa HalpaBilIeHa HA KOHCYJIBTAIHIO
K Bpady-reHeTUKy B l'eHeTnueckyro kinHuky HUM
MmenuuuHcko reHetukn Tomckoro HUMII. Ilpu
OCMOTpE Y MAalMEHTKH BBISBIICH JKCHCKUN (DEHOTHIT
C Pa3BUTHIMU BTOPUYHBIMHU TIOJOBBIMH MIPHU3HAKAMHU
[0 JKEHCKOMY TuIly. bblia mpoBeneHa IUTOTreHeTH-
Yyeckasl AMarHOCTHKA, M0 pe3ysbTaraM KOTOPOW BHI-
SIBJICH KapuoTuil: 46,XY — MyXCKOH XPOMOCOM-
HbI Habop (puc. 1 ).

B ycnosusix HUM onkonoruu GONBHOW BBION-
HEHa OIlepanys: HIDKHECPEAWHHAs JIanapOTOMMUS,
NPU PEBU3UH OPTaHOB MAJIOTO Ta3a BBIBIEHO 00b-
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Puc. 3. MakponpenapaT: GOJbLLON CanbHUK
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Puc. 5. drbposHaa cTpoma ¢ Hanmumem PpOKyCOB HE3PESIOro XpsLia.
Okpacka reMaToKCUJIMHOM 1 303MHOM. YB. X 200

Puc. 6. Xeneanctble CTPYKTYpbl, BbICTNAHHbIE LIMAVHAPUYECKUM 3MNKn-
Tennem. Okpacka remMaTokCUIMHOM U 303UHOM. YB. x 200

Puc. 7. B ®onbpo3HOI CTPOME XEeNne3ncTbie CTPYKTYPbl U OCTPOBKM
HelpornnanbHoi TkaHn. Okpacka reMaToKCUIIMHOM 1 303MHOM. YB. X 200

eMHOoe oOpa3oBaHHE B OOJIACTH JIEBBIX MPUIATKOB
mo 6 cM B amaMmerpe OyrpucToe, IJIOTHO (DHUKCH-
pOBaHHOE K PEKTOCHUTMOWIHOMY OTAETY TOJCTOH
KHUIIKH, IBa OOBEMHBIX 0OOpa30BaHHUS B OOJBIIOM
canbHUKe 10 4 u 3 cM. [IpaBele npugaTku B BUAE
TSKa IJIOTHBIC, 10 5 cM, 0e3 (osutuky/aoB (puc. 2).
[IpoBeneno ymaneHwe OMyxXond B OOJMACTH JIEBBIX
MPUIATKOB, yJalleHHe NPUAATKOB CIIpaBa, SKCTHP-
ranusi OoNbpIIOTO caibHHUKA (puc. 3).

MaxkpOoCKOIMYECKOE HCCIECAOBAHNE OIEpalioH-
HOTO MarepHuana: 1. bonbIoi canbHUK ¢ HATHYIHEM
IUIOTHOrO oOpazoBanus 10 2,0 cM B nuamerpe, Ha
paspese ceporo meera (puc. 3). 2. OOpa3oBanue
npaBoro simyHuka 5,0%2,5%2.0 cM, Tyro-3nacTUYHON
KOHCHCTEHIIMHU, Ha pa3pese ceporo mpera (puc. 4).

IIpn mopdonormdeckoM aHaaM3e OMEpaIoH-
HOTO MarepHaja BBISIBICHO: 00pa30BaHUE CAbHU-
Ka TpeAcTaBiIcHO (okycamu Xpsiia B GuOpO3HOI
CTpOME C HEMHOTOYHMCICHHBIMH JKEJIE3UCTHIMU
CTPYKTYypaMH C UWIMHIPHYECKUM SIUTEIneM. B
CTPOME HUMEIOTCA OCTPOBKM HEMPONIHAJIBHON TKa-
HU. 3aKJIOYeHHe: He3penas TeparoMa.

I'mcTonoruueckoe onvcaHue:

OO6paszoBanue SIMYHUKA MOCTPOEHO OTHOCHTENb-
HO MOHOMOP(HBIMH KJIETKAMH OBJILHOU (POpPMBI C
KPYTJIBIM HOPMO-THIIOXPOMHBIM SIIPOM, C OOMITBHOM
CBETJION WJIU 303MHO(MWIBHON 1uToruiazmoit. Kier-
Ki (OpMHUPYIOT pas3audHOW (HOPMBI W BEIMIHHBI
TyOyJISIpHBIE W aJbBEOJISIPHBIC CTPYKTYPhL. Mexay
STUMH CTPYKTYpaMH HMEIOTCS THE3la, TSKH |
ckorieHns knerok Jlenura. Ilocnennue okpyrion
(hOpPMBI C OKPYIJIBIM SIIPOM C BE3UKYISIPHBIM XPO-
MaTHHOM, C IIMPOKOH 303MHO(HMIEHOW IHTOIIIA3-
Moit (puc. 7).

[Ipm UMMYHOTHCTOXMMHUYECKOM HCCIICTOBAHIH:
B OITyXOJICBBIX KJIETKAaX OTMEYaeTcs sipKasi dKCIpec-
cus anb(a-unruouna (clone R1, Dako), Calretinin
(momuknonansHoe, BioGenex), WT-1 (clone 6F-H2,
DBS). OtcytctByet skcnpeccusi Cytokeratine 8/18
(clone TS1, Novocastra), Androgen receptor (clone
AR441, Dako), Synaptophysin (clone SY38, Dako),
Chromogranin (clone 5SH7, Novocastra) (Puc.10).

Ha ocHoBaHNMM KOMIIEKCHOTO 00CJIEIOBaHHUA U
PE3YJIbTaTOB OMEPAaTHBHOTO BMEIIATEIHCTBA 3aKIIIO-
YUTENBHBIA TMAarHO3 CQOPMYIUPOBAH CIEAYIOIIUM
oOpasom:

[lepBUYHO-MHOKECTBEHHBIE CHHXPOHHBIE OITy-
xomu. Hespenas Tteparoma. Omyxonb U3 KIJIETOK
Cepronu-Jletigura. CocTosHUE IMOCNIE KOMOUHUPO-
BaHHOTO JIEUEHUS: JIAMapOTOMHUH, aJHEKCOKTOMHUHU
cieBa, OMONCHUU OOJNBLIOTO CANbHUKA, PeanapoTo-
MUH, yOAJeHUs OCTaTOYHOW OITyXOJNH JIEBBIX NPH-
JIaTKOB, TPaBBIX MPHUIATKOB, SKCTUPHAIMU OOJIBIIO-
ro caJbHHKA.

ComyTcTByroiass Marojorvs: IOJHAs arulasus
MOJIOBBIX OpraHoB. CHHAPOM TOJHOW HEYYBCTBH-
TEJIBHOCTH K aHAporeHaMm. My CKOH XpOMOCOMHBIN
Habop. XpOHUUYECKUI TracTPOLyOJCHUT, PEMUCCHSL.
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Puc. 8. Onyxonb 13 knetok Ceptonu-Jleiigmra. TyGynspHble 1 anbBeo-
nApHble CTPYKTypbl. OKpacka remMaTtoKCUANHOM U 303UHOM. YB. x 200
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Puc. 9. Taxun 1 rHe3na knetok Jlenaura mexay TyOynsipHbIMU CTPYK-
Typamu onyxonun. Okpacka remMaTtoKCUANHOM 1 303UHOM. YB. x 200

Puc. 10. OuddysHasa apkaa akcrnpeccus anbda-nHrnonHa
(clone R1, Dako) B onyxonesbix KjiieTkax. MIMMyHOrmcTtoxmmmuyeckoe
vccnenosaHve. YB. x 200
3aknioyeHune: Onyxonb 13 knetok Ceptonu-Jiehngura, ymepeHHom
anddeperHumposkmn (8634/1). B canbHuke — He3penas TepaToma.

BCJI o cmemanHOMy THITy. MUOTIHST BBICOKOM CTe-
neHu. OxupeHue 2 CTENEHH.

B nactosimee Bpemsi 60JIbHAsI TIPOAOIIKAET KOM-
OMHHMPOBaHHOE JIeueHHe Ha 0a3e THHEKOJIOTHYECKO-
ro otaenenuss HUM onxonmoruu Tomckoro HUMIL:
MPOBEICHAa KOHCYJbTalUsl XUMHOTEPANIEBTA, PEKO-
MEHJIOBAaHO 6 KypCOB MOJUXUMHUOTEpANUHU IO CXe-
Mme: BEP ¢ omnenxoit addexra.

AHanu3 auTepaTypsl Mokasaj, YyTo TeparoMa —
9TO Hamboliee YacTO BCTPEYAIOUIHEcs TePMUHOTEH-

HBIC OIyXOJH SIMYHHKOB. BOJBIIMHCTBO TeparoM
3pensie (54,5%). Ha nomto nHespensix Tteparom G3
npuxoautcss toiabko 7,8 %. B Bospacte 3040 ner
garie OBIBAIOT 3pejIble TePaToMBbl (IEPMOUTHBIC KH-
cThl), 10 20 et — He3pensie TepaToMsl [5]. Oco-
OCHHOCTH KIIMHMYECKOTO TEUEHHS HE3PENIoN Teparo-
MBI 3aBUCSIT OT BO3pacTa U JIOKAJM3alUHU MpoLecca.
Bonee nHeOnmaronmpusTHBIN MPOTHO3 OTMEYAETCs MPH
MOPa’KeHUN SUYHUKOB y JIeTel CTapIuero Bo3pacrta
[6,7].

[MpuumHBI pa3BUTHS TEPaTOMBI TOYHO HE YCTa-
HoBJeHbI. [Ipennonaraercs, 4YTo OIyXoJib BO3HHUKA-
€T B pe3yabTare HapylleHuid smOpuorenesa. Tepa-
TOMBI IPOUCXOAST U3 MEPBUYHBIX HONOBBIX KIIETOK,
KOTOpBIE B MPOILECCce Pa3BUTHUS JOJDKHBI TpaHCHOP-
MHUPOBATHCS B SHIEKIETKH JTUO0 B CIIEPMATO30MIBL.
WHorga 3TOT mpouecc HapymiaeTrcs, B OpraHU3Me
ocratorcs  Henu(pHepeHIUPOBaHHBIC  TOHOIMTHI,
KOTOpbIE IOA BIUSHHEM OINpelesIeHHbIX (PakTopoB
HAYMHAIOT TpaHCPOPMHUPOBATHCA W JAIOT HAvalo
Pa3IMYHBIM TKAHSM YeJIOBEYECKOIO TelIa.

Mopdonoruueckasl IUarHOCTHKA TE€PMHHOTEH-
HBIX OITyXOJICH CJIOKHA ¥ OIpeAeNseTcs KBal-
¢ukauueit Mmopdonora. 910 0COOEHHO BaXKHO HPHU
OTIpeIeNIeHNH CTETNIeH! 3JI0KaueCTBEHHOCTH TEpPaTo-
MBI

[IsaTunetHsiss oOmias BBDKUBAEMOCTH IPH «UH-
CTBIX» HE3PEeJbIX TeparoMax SIMYHMKOB COCTaBJISIET
75-80%, mpu omyxomsx I-II crammit — 91,4%,
MPU OMYXOJISIX TO3HUX CTaIUil U MPOTrpeccupoBa-
Hun — 56%, npu onmyxomax G3 — Toneko 25 %.

Uro kacaercsa omyxonu kietok Cepronu-Jleinan-
ra (apgpobiacToMa, appeHOoOJIacToMa), BBISBIICHO,
YTO OHHU SIBISIIOTCA HEOIUIA3USIMH STUYHUKOB, MPO-
OYUUPYIONIMMA TECTOCTEPOH. OTH OMYXOJH CO-
craBisAloT MeHee 0.4% Bcex oImyxoneil SMYHUKOB
1 00BIYHO pa3BuBaoTCA B Bo3pacte oT 20 mo 40
net [8]. Onyxonu, Kak IpaBUiIO, OAHOCTOPOHHHUE U
MoryT nocturatb 7—I10 cm B nuamerpe. Ilpu BO3-
HUKHOBEHHM OIyXOJH Y JKEHIIMHBI OYE€Hb OBICTPO
MOSIBIISIIOTCSL aKHe, THPCYyTU3M (y 2/3 manueHToK),
ameHopest (y 1/3) u Bupwiuzanus. 3a KOPOTKHIA
MPOMEXYTOK BPEMEHH, NPUMEPHO 3a 6 MecsIeB,
Yy OKEHIUHBI MOTYT MPEKPAaTHTHCS OBYISTOPHBIC
MEHCTpyaJIbHbIE LHKJIBI, Pa3BUTbCS H30BITOUHOE
OBOJIOCEHHUE TeJla, BO3HUKHYTH JIOOHBIE 3aJIBICHHBI,
YBEIUYUTHCS KIUTOP W TIOHU3UTHCS TEMOp royoca.
OmnucaHo THUIIMYHOE TeUeHUE 3a00JIeBaHMsI, KOTOPOE
COCTOUT U3 JBYX CTaJINH, HAKIAJBIBAIOUINXCS IPYyT
Ha apyra. IlepBas — cragus medemMuHHM3aLUM, Xa-
pakTepusyeTcs ameHopeel, arpoduell MOJIOYHBIX
KeJle3 M HMCUYE3HOBEHHEM JKUPOBBIX OTIOKEHHH B
MecCTax, KOTOpble MPUAAIOT KEHCKOH (QUrype oKpy-
miocTh GopMm. BTopass — craaus MacKyIHMHH3AIUH,
3aKJII0YaeTcsl B TUIEPTPO(UHU KIUTOPA, THPCYTH3ME
U CHIDKCHHMH TemOpa roJyoca.

[IpruuHBl pa3BUTHA B HACTOSILEE BPEMS HEW3-
BecTHbl. CuuTaeTrcsi, 4YTO TaKHe OIMyXoiHu o0Opasy-
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I0TCSl U3 SMOPUOHAILHBIX OCTATKOB MYXCKOW YacTH
TOHAJbl TOJ BIHSHUEM OINpPENENCHHBIX M3MEHEHHUH
THIIOTATaMO-THIIO(PHU3aPHON CHCTEMBI MM B CBSI3U
C OCOOEHHOCTSIMM B3aMMOIEWUCTBUS JIIOTEHMHU3UPY-
IOIIETO TOPMOHA C COOTBETCTBYIOLIMMH pELENTOpa-
MU B SIMYHUKAX, OJJHAKO, KAKHE€ UMEHHO M3MEHECHHS
BBI3BIBAIOT POCT MOAOOHBIX HOBOOOpa3OBaHHWN —
MOKa YCTAHOBUTh HE Yyaajloch. HacneacTBeHHOU
MIPEPACIIONIOKEHHOCTH HE BBISBICHO [9].

CHUHIpPOM HEYYBCTBUTEJIBHOCTH K aHApPOreHaMm
(AIS) — sBngercs X-CIEIUIEHHBIM PELECCHBHBIM
3a00NeBaHNEM, KOTOPOE XapaKTEpU3yeTCsl 4acTHd-
HOM WIM IOJHON KIETOYHOM PE3UCTEHTHOCTBIO K
aHApOreHaM, IpH KOTOPOM Y OOJIBHBIX HaOroma-
ercsa Myxckod renorun (46, XY), a ¢enorun (co-
BOKYIIHOCTb BHEIIHUX IPU3HAKOB) COOTBETCTBYET
JkeHckoMmy mony [10, 11].

CHUHIOPOM HEYYBCTBUTENBHOCTH K aHApPOTeHAM
(paHee cHHIPOM TECTUKYISIPHOW (eMUHU3aINN)
OOBACHSIIOT HEAOCTAaTOYHOW AKTUBHOCTBIO WIIM He-
CTa0MIBHOCTRIO (hepMeHTa S5-0-pemyKTas3bl, OTBET-
CTBEHHOW 3a 00pa3oBaHHE BaXXHOI'O MeTalOoIHTa
TECTOCTEPOHA S5-0-AUTHAPOTECTOCTEPOHA, KOTOPBIi
o0ecrieunBacT pa3BUTHE HAPYKHBIX TCHUTAIHMN MO
Myxkckomy Ttumy [11]. IlokazaHo, uTo mpu JaHHOM
CHHIPOME CHMIKCHBI, JTHUOO IOJHOCTBIO OTCYTCTBY-
I0T peLenTopbl K aHApOreHaM B KJIETKax HEKOTO-
peIX TKaHe#. AIS mepemaeTcss MO >KEHCKOW JIMHHUH
gepe3 X-XpOMOCOMY C TMAaTOJIOTMYECKHM T'€HOM
(Xql2), xoTopelii KOAMPYET pEUenTop K aHapore-
Ham AR (androgen receptor). ['en sxcnpeccupyercs
B KJIETKaX MHOTHX OpraHOB YeJOBEKa Ha MpPOTsIKe-
HUM BCETO OHTOIEHE3a, MOAJICPXKHBas KOJIHUYECTBO
peuenTopHoro Oenka Ha HeoOXoguMoM ypoBHe. B
ambOpuorene3e AR perymupyer mnpaBmibHOE pas-
BUTHE BOJIb(OBBIX NPOTOKOB M (popMHUpOBaHUE Ha-
PYXHBIX TIOJIOBBIX OPTaHOB II0 MYXCKOMY THILY;
B MyOepTaTHOM MEpUOAE—Pa3BUTHE BTOPHUYHBIX
TIOJIOBBIX TPU3HAKOB U CO3PEBaHUE CIEPMAaTOreH-
HOTO SIUTENHS. PerenTopHbIid 06e0K, KOTUPYEMBIid
reHoM AR, mmeeT Tpu (QyHKIHMOHAJILHO 3HAYMMBIC
obnacTu: aMuHO-KOHIIEBYI0, JIHK-CBs3pIBaOIIyIO 1
CTEPOUJICBS3BIBAIONIYIO. Y OONBHBIX ¢ AIS mMyTaruu
BBISABIIAIOTCA BO Bcex obOnactax reHa AR ¢ mpeumy-
mecTBeHHOM Jiokanu3anuein B JJHK-cBsa3bpiBaronem
U CTEepOUCBS3BIBAIONIEM YyuyacTKe. B Hacrodiiee
Bpems u3zBectHo Oonee 400 myrtanuii rena AR, Ta-
KHX KaK TOYEYHbIE MYTAalM{, WHCEPLHH, NCIICLHU
[7,12]. Chnexktp MyTaluii pa3HOOOpa3eH, OTHAKO
Hambonee dacTtel (80%) MmHCceHC-MyTaluu, CBS-
3aHHBIE C 3aMEHOI OJHOI0 HYKJIEOTHIa Ha JIpyrou
U NPUBOISIIME K 3aMEHE aMHHOKHCIOTHI B IIOJH-
MENITHIHON IIETH.

IIpyn OTCYTCTBUM peakLMM TKaHEH Ha II0JIOBOM
TOPMOH TOHHYECKas CEKpeUusi TOHAZOTPOIIMHOB
noBblmaercs. [Ipu TecTHKyIspHOU (eMHHU3AIMH
pe3ko ToBBIIeHO conepkanne JII' B KpoBH (XOTA
B OMHCAHHOM Ciy4ae 3Toro He HabOmomaiock). To-

HAJIOTPOIIMHEI, B3aUMOACUCTBYS CO crielupUIecKu-
MH PELENnTOPaMH, PacloOKEHHBIMH B KIETOYHBIX
MeMOpaHaX, HE TOJBKO PEarnpyloT C pEeleNnTOPHBI-
MU O€JKaMu, HO W BIMSIOT Ha HMX OOpa3oBaHUE.
Bonpmme xomuuectBa JIIT TOpMO3AT cOOCTBEHHBIC
peuenTtopel. HecMoTps Ha apeakTUBHOCTb TKaHEU
K aHIpOTeHaM, NPOHMCXOAWT HOpPMajibHas MacKy-
JUHU3AIMS LEHTPOB PETYIHPYIOUINX CEKPEIHIo
TOHAJIOTPONIMHOB. BONBIIMHCTBO HCClenoBaTeneit
CUMTAIOT, YTO B OCHOBE MAaTOreHe3a JIEKUT IeHe-
TUYEeCKH OOYCJIOBJICHHAs apeakTUBHOCTb TKaHEH K
aHIpOoreHaM IpH COXPAHEHHOW YyBCTBHTEIBHOCTU
K acTporeHaM. DerajbHbIC SMYKH 00NAalOT aHTH-
MIOJIJIEPOBBIMH CBOHCTBaMH, YTO NMPHUBOAUT K aTpo-
¢un napame3oHePpaTbHBIX MPOTOKOB.

Tun macnmenoBanmus AIS — pemeccUBHEIH, clie-
MIeHHbI ¢ X-xpomocoMmoH. JKeHIIHHa MOXET sB-
JSATHCS TOJBKO HOCHUTENbHUIEH Oone3nu. Kapuorun
MyxuuHbl — 46, XY, npuueM X-XpoOMOCOMY OH
BCErJa IOJIydaeT OT MaTrepu, a Y-XpOMOCOMY —
OT oTua. BeposATHOCTH poXIeHHsI MajbuuKa C Ia-
TOJIOTHEH y MEHIIUH — HOCHUTEIbHHI] MaToJIOTH-
yeckoro reHa coctasmsier 50%. Ecnu xe pomutcs
JI€BOYKA, TO B MOJOBUHE CIlyyacB OHA CTAaHET HOCH-
TeNbHULIEH OO0JIE3HHU, a B OCTAJbHBIX CIIy4asx OymeT
300pOBa, MOJYYMB OT MaTepH M OTLA «HOPMAJIb-
Hbele» X-xpomocombl. Takum oOpa3oM, 0e3 yuera
royia Oymyrero pedeHka pUCK POXKICHUS OOIBLHOTO
MaJjblllla Yy HOCHUTENBHHUIBI NMaTOJIOTHYECKOTO TeHa
paBen 25% [13].

Oxono IByX TpeTedl Bcex ciydaeB CHHIpPOMa
HEUyBCTBUTEIHHOCTH K aHIpPOTE€HaM YHACJEOBaHBI
OT Marepeil, KOTOpble HECYT HM3MEHEHHYIO KOIIHIO
resa AR Ha onmHO#l U3 cBOMX JBYX X-XpOMOCOM.
OcranbHbIE Ciydad CBSI3aHbI C HOBOW MyTaluew,
KOTOpass MOXXET MPOHM30HTH B SHLEKIETKE Marepu
10 3a4aTusi peOCHKa WM BO BpEeMs paHHEro pas-
BuTHsA Tona [14].

AIS npencrasnsier criekTp AepEKTOB B JCHCTBUH
aHIPOT€HOB U MOXKET OBITh IOApA3[eNieH Ha TpU
(henoruna:

*  IlosHBII CUHAPOM HEUYBCTBUTEIIBHOCTH K aH-
nporenam (Complete androgen insensitivity
syndrome (CAIS)), ¢ THMUYHBIMU KEHCKH-
MH HapyXHbIMH T€HUTAIUIMHU

*  YacTUuHBIH CHHAPOM HEYYyBCTBUTEIBHOCTHU
Kk aHgporeHam (PAIS) ¢ mpenmymecTBeHHO
KECHCKUMH, IPEUMYLIECTBEHHO MYXCKUMHU
WIM aMOWBAJICHTHBIMHA BHEIIHUMH TeHUTA-
JIUSAMU

*  CnaOblii (yMepeHHbIH, MATKUI) CHHIPOM He-
JyBCTBUTENBHOCTH K aHAaporeHaMm (MAIS) c
TUMWYHBIMA HapY>KHBIMH TOJOBBIMH OpTa-
HaM{ MYKCKoro momna [15].

MonHplii CHHAPOM HEYYBCTBHUTEJBHOCTH K
anaporenam (Complete androgen insensitivity
syndrome (CAIS).
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BonbHbIE C TOMHBIM CHHAPOMOM HEYYBCTBU-
TEJIBHOCTU K aHAPOTeHaM MMEIOT JKEHCKUH (eHo-
TUI, HOPMAJlbHO PA3BUThIE MOJIOYHBIE JKEJIE3Bl C
mudepeHITnPOBaHHON JKeNe3nCTol TKaHbi0. COCKH
OOBIYHO €a00 MUTMEHTHUPOBAHBI, TEIOCIOKEHHUE U
pocT HopMmanbHBIE. MHOTHA OTMEYaroTcsl AHMCIPO-
MOPIUOHATIBHBIE KOHEYHOCTU C KPYNHBIMH KHCTS-
MU H cTonamu. [lommblliedHoe U JTOOKOBOE OBO-
JIoceHne cKyznHoe. lIcuxo-cekcyalbHOE IMOBENEHUE
COOTBETCTBYET JKEHCKOMY. XapaKTepHBbl aMeHOpes
n Oecriogne. Braranwimie OKaHYMBAeTCA CIETIO,
MMEET MEHBIIYI0, 4YeM B HOpME, UIMHY. Marka
U Maro4Hble TPYObl OTCYTCTBYIOT. SIMYKH HMEIOT
HOPMaJIbHBIE pa3Mepbl W MOTYT JIOKaJIU30BaThCs
BHYTPHOPIOLIMHHO, B TaXOBOM KaHaJle WM IOJIO-
BBIX I'y0ax, TO €CTh IO XOIy OIyCKaHHs SH4YeK. Y
MOJIOBUHBI OOJIBHBIX TECTUKYJBI, PACIHOJIOKEHHBIC
B TIaXOBOM KaHaie, ()OPMHUPYIOT MaxXOBbI€ T'PBIKH.
Yposens TectoctepoHa u OCI' B mmasme KpoBU
B mpenenax Hopmsl, a JII' — mnoseimen. Yacrora
HOBOOOpPA30BaHWK TOHAJ MOBBIMIEHA, HO M0 30-35
JIETHETO BO3pacTa pUcK Hu3kui [16, 17].

Henonuelil CHHAPOM HEYYBCTBUTEJIBHOCTH K aH-
nporeram (Partial androgen insensitivity syndrome
(PAIS)) xapakTtepusyercs NMpPEeUMYIIECTBEHHO >KEH-
CKUMH, NPEUMYIIECTBEHHO MY)XCKUMH WJINH aMOH-
BaJCHTHBIMU BHEIIHUMHU TEHUTAIUSIMH.

Ipeumywecmeenno myxHcckou mun XapaKTEpH-
3yeTcsl U30JIMPOBAaHHON THUIOCMAIUEH; MUKPOIIEHH-
COM, THIIOCIIAaJuEN BBICOKOW CTENEHU C pa3leicH-
HOM MOLLIOHKOW, WM M30JUPOBAHHON THIOCHAaAUEn
U MHUKpPOIIEHHCOM. a TaK)kKe TMHEKOMacTHel B Tepu-
O[] TIOJIOBOTO CO3PEBAHMI.

Ambusanenmuvlil mun XapakTepu3yeTcs MHKPO-
MIEHICOM, HAlOMUHAIONIMM KJIUTOP; Da3/eleHHON
MOILOHKOH, HAIIOMUHAIOLICH MONOBBIE T'yOBbI; MpO-
MEXHOCTHO-MOIIIOHOYHOM THIOCHAAuEN; ypOreHU-
TaJbHBIM CHHYCOM C KOPOTKHM, CJENBIM BIIaraiu-
IIEM.

Ipeumywecmeenno dicenckuil mun XapakTepusy-
eTCsl TUIEPTPOPHUPOBAHHBIM KIMTOPOM; CPaIllCHHBI-
MU TIOJIOBEIMH T'y0aMU; WM THUIEPTPOHUPOBAHHBIM
KJIMTOPOM W CpalleHHEeM IIOJIOBBIX TIy0; a TaKxke
YPOTEHUTAIBHBIM CHHYCOM C KOPOTKHM, CJETbIM
BiaranumieM [18].

MHArkuii CHHAPOM HEYYBCTBUTEIbHOCTH K
anaporedam (Mild androgen insensitivity syn-
drome (MAIS)

BonbHbIE ¢ MATKUM CHHAPOMOM HEYYyBCTBUTEIb-
HOCTH K aHJPOTeHaM HMEIOT MYXCKOW (PeHOTHII.

XapakTepHO HApYIIEHHWE CIIEpMATOTeHE3a; Ha-
pYLIEHHE BUPWIM3ALMH B IyOEpPTaTHOM IEPHUOIE;
WIN HapylIeHWE CIepMaToreHe3a W BUPWIM3AINA
B IyOepTaTHOM IEpUOE.

Hapy»Hble reHuTanuu 60IbHBIX Myxkckue. [1po-
ABIISIIOTCS. THHEKOMAaCTHEH B MEPHOX IMOJIOBOIO CO-
3peBaHus. Y HHUX MOXET OBITh MAacKyJIHMHH3ALMS,

KOTOpasi BKJIIOYaeT B ceOs peaKue BOJOCHI Ha
JIMIE W Tejie U HeOOJBIION HeHUC. EanHCTBEHHON
Kao0oi MokeT ObiTh MMMOTeHIUs. Crnepmarore-
HEe3 MOXeT OBITh HapylIeH. B HEKOTOpBIX Cirydasx
CIMHCTBECHHON HAOJI0aeMOil aHOMaJHeH SBISCTCS
Myxckoe Oecrumomue [4], mostomy MAIS moxer
OOBSCHATH HEKOTOPBIE CIIydan HWAHOTATHIECKOTO
MYKCKOro Oecrutomust [S].

JlnarHocTrvka JaHHOM MaTojoruu B JETCTBE 3a-
TpyaHeHa. VckimoueHne cOCTaBisIIOT ciay4an oOHa-
PYXEHHA SUYEK B OPIONTHON IOJIOCTH WM MAaXOBOM
KaHaje MpH CiIy4alHOM oOciefoBaHUH. Y OOIb-
muHcTBa 00ibHBIX AIS nuarHoctupyercs B mepu-
O]l TIOJIOBOTO CO3PEBAHMSA IIPH JIOJITOM OTCYTCTBHH
MEHCTpYaluH.

Hemnonnas dopmMa OOBIYHO pacmo3HAETCS paHb-
1€, TaK KaK B 3TOM CJIy4yae HapyXHbIE MOJOBBIE Op-
TaHbl U3MEHEHBI TAKUM 00pa3oM, YTO UMEIOT YePThI
KaK KEHCKHX, TaK U MYXXCKHX.

Jus BeisBieHUs AIS HEOOXOIUMBI CIICAYIOIUE
WCCIIeIOBAHUS:

1. KapuorunupoBanue. ObcnenoBanue y reHe-
THKa C OIpeeIeHHeM XpoMocoMHoro Habopa. [Ipu
oOHapyXeHUH Y KEHIIMHBI Kapuotuna 46,XY nua-
THO3 TOATBEPIKIaeTCs.

2. Y31 unu MPT opraHoB manoro Tasa.

3. AHanmu3pl KpOBHM C OIpENEICHHEM YpPOBHS
TOPMOHOB: TECTOCTEPOHA, JIIOTEHHU3UPYIOIIETO,
(OITUKYIIOCTUMYIIUPYFOLLETO.

4. MonexkysIpHO-TeHeTUIECKast
(uccnemoBanne myranuii B reHe AR).

B 2017 romy ObuIO MPOBEAEHO MYIBTHIICHTPO-
BOE HCCJEIOBAaHHE TI0 W3YyYEHHWIO PacHpOCTpaHEeH-
HOCTH 3JIOKa4Y€CTBEHHBIX OITyXOJEH 3apOJbIIIEBBIX
kietok andek (TGCT) m ee mpeninecTBEHHHUKOB
(pre-) 3aponsimeBoii Heorwaszuu in situ (GCNIS) y
MOJPOCTKOB U B3POCIBIX, ¥ KOTOPBIX €CTh CHHIPOM
HEYyBCTBUTEIHHOCTH K aHjaporeHam (AIS) m Bmus-
HUE TE€HETHYECKOW BOCHPUUMYHMBOCTH K Pa3BUTHIO
TGCT. Ilo pe3ympraTaM HCCIEIOBAaHUSA, PHUCK pa3-
BUTHSI 3JIOKaUECTBEHHOW omyxomu y jul ¢ AIS B
Mepuoj MyO0epTaTHOTO Pa3BUTHSI COCTABIISIET OKOJIO
15%. T'eneTnueckas BOCIPUUMYUBOCTH, BEPOSTHO,
CHOCOOCTBYET pa3BUTHIO TPEIIISECTBEHHUKOB 3apo-
nmeimreBoit Heorwtasum in situ (GCNIS) B AIS, HO
(axTOpHI, CBA3aHHBIE CO 3JI0KaUECTBEHHOW Mporpec-
cueil, ocTaloTCs HESCHBIMU. XOTA NaHHBIX IO TIO-
JKWJIBIM TIAIIMEHTaM HEIOCTaTOYHO, 3JI0KAY€CTBEH-
Hasi Tporpeccus, MO-BHANMOMY, PEIKOE SBICHUE.
[ToaTromMy mpakTHKa OOBIYHON MPOQPIIAKTHIECCKOM
TOHAJPKTOMHH Yy B3pocibix ¢ AIS mpexacraBnsercs
COMHUTENBHOM, M TIPEINIOYTeHNE MMallieHTa, Oyaydu
MOJTHOCTBI0 MH(POPMUPOBAHHBIM, JOJKHO OBITH pe-
MIAIONMM B 3TOM Borpoce [9].

OnucanHOe KIMHUYECKOEe HaONIOJeHHe HATJISI-
HO JIEMOHCTPHPYET HEOOXOJMMOCTH BKIIOUCHHS B
TPYTITBI PECKA MO0 Pa3BUTHIO OIyXOJiei TOHa/ JeBO-
YeK ¢ MEpBUYHOM aMEHOpee M TUCTEeHEe3UsMH IOo-

JHUAarHoCTuKa
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JIOBBIX JKEJIe3, a TaKKe IeIeco00pa3HOCTh U Baxk-
HOCTh MEIUKO-TEHETHYECKOTO KOHCYIBTHPOBAHHS
B CBOCBPEMCHHON JIMArHOCTHKE W MNPO(HUIAKTHKES
OIyXO0JIEW TOHaJl HESNMUTEIUATBHON MPUPOJIBI.
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The case of primary-multiple gonadal tumors
in the background of the syndrome of
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The article presents the case of rare combination of pri-
mary-multiple gonadal tumors: malignant disgerminoma and
tumor that originating from Sertoli-Leydig cells with the syn-
drome of complete insensitivity to androgens. According to
literature this kind of primary-multiple gonadal tumors are only
0,5%. Literature does not describe cases of such combination
of malignant tumors and the syndrome of complete insensitiv-
ity to androgens. Proposed clinical observation demonstrates
the need for inclusion in the risk groups for the development
of gonadal tumors in girls with primary amenorrhea and dys-
genesis of the gonads as well as the appropriateness and im-
portance of medical genetic counseling in timely diagnosis and
prevention of non-epithelial gonadal tumors.

Key words: tumor, embryonic developmental defects, go-
nads, karyotype
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