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AHHOTauMs

AapeHOKOpTHKaAbHBIA pak (AKP) — peakast 3A0KkauecTBEHHAsi OMyXOAb KOPbl HAAMOYEUHUKOB C PAcrpoCTpaHeHHOCTbIo 0,5-2 cAydast Ha 1 MAH
HaCeAeHMs!, XapaKTepu3yIoLascst HEOAAroNpPUATHBIM NMPOrHO30M, HU3KOM 5-A€THEN BbIXKMBAEMOCTbIO MALIMEHTOB, MO3AHUM CPOKOM BbISIBAEHMS!
M arpeccuBHOCTbIO KAMHUYECKOTO TedeHusi. 3aboAeBaHMe valle BCTpedaeTcs cpeam xeHiumH (1,5:1 nam 55-60%), cpeaHuit BO3pacT Ha MOMEHT
NMoCcTaHOBKM AanarHosa — 40-50 Aet. Kannuueckue nposisaeHns AKP B GOAbLIMHCTBE CAy4aeB OTCYTCTBYIOT, YTO SIBASIETCS! MPUUMHOM MO3AHEN
AMArHoCTMKM 3aboAeBaHus. B HekoTopbix caydasix AKP aMarHOCTMpyeTCst npu peumamnBe 3a6OAEBaHUS MOCAE XMPYPrUHECKOTO A€YEHMS TOPMO-
HaAbHO-HEAKTUBHOM OMYyXOAM HAAMOYEHHMKA MAM Ha 3Tane metactasupoBaHus. AKP MoxeT GbiITb FOPMOHAABHO-AKTUBHOM OMYXOAbIO, SIBASISICh
NPUUYMHOM TMNEPKOPTULM3MA/BUPUABHOTO CUHAPOMA M Ap. KaHueporeHes AKP 06yCAOBAEH Kak CMIOHTAHHO BO3HMKAIOWMMM MyTaLMSIMK B COMa-
TUYECKMX KAETKAX KOPbl HAAMOYEYHMKOB, TaK M FrEHETUYECKUMM MOAOMKAMM B PaMKaxX TOr0 MAM MHOTO HACAEACTBEHHOTO CMHAPOMaA, Harnpumep
An—DpaymeHn u Bepmepa (CMHAPOM MHOXECTBEHHbIX SHAOKPUHHbIX HEOMAa3uit 1-ro TmMna). B ctatbe npuBeAeH KAMHUYECKMIA CAyYai, UAAIO-
CTPUPYIOLLMIA NMOCAEACTBUSI NMO3AHEN AMarHOCTUKM AKP y xeHlmHbl 46 AeT, KoTopast 06paTMAACh 32 MEAMLIMHCKOM MOMOoLLbio Yepe3 1,5 roaa
MocAe Pa3BUTUSI MAHMUPECTHBIX CUMITOMOB C KAMHUKOM BUPUABHOIO CUHAPOMA B COYETAHUM C apTEPUAAbHOM FMMEpTEH3MEN, UHBA3UEN AEBOM
MOYeYHOM BEHbI M PACMPOCTPAHEHUEM OMYXOAEBOro TPOMba B MPOCBET HUXKHEN MOAOM BEHbI MO AAHHBIM MYABTUCTIMPAABHOM KOMMbIOTEPHOM
TOMOrpadmmn. AaHHBIA KAMHUYECKUI CAyYai NMOAYEPKMBAET BAXKHOCTb OHKOHACTOPOXEHHOCTH U CBOEBPEMEHHOM AMarHoCTkM AKP ¢ nomolubio
AQBOPATOPHO-UHCTPYMEHTAAbHbBIX M FTEHETUHECKMX METOAOB.
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Abstract

Adrenocortical carcinoma (ACC) is a rare malignant tumor originating in the adrenal cortex and characterized by poor 5-year survival. It occurs
with a frequency of 2-4 cases per 2 million in the population. Women are more frequently affected than men and it is mostly detected in the
fourth and fifth decades. In the most of cases, the cancerogenesis occurs sporadically because of gene driver mutations in somatic adrenocortical
cells, in other cases it can be found as part of a genetically determined syndrome such as Li-Fraumeni syndrome or Wermer's syndrome (multiple
endocrine adenomatosis type I). ACC most frequently happens occurs without symptoms in the initial stages leading to poor diagnoses. Because
of this lack of early detection, the tumor is not considered malignant reducing the benefits of further treatment. Sometimes the fact that the
resected tumor is indeed adrenocortical carcinoma becomes clear only after recurrence, or after the appearance of metastases. We present a
case of adrenocortical carcinoma in a 46-year-old woman who went to the doctor in 1.5 year after symptoms were manfested. This clinical
case illustrates the consequences of late diagnosis of a malignant tumor. We would like to emphasize the importance of timely detection of a
neoplasm, using all of the potential of laboratory-instrumental and genomic analysis. Due to low oncological awareness, our patient was slow
to seek medical help, which in turn led not only to metastases, but also to complications in the cardiovascular system.
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BeeaeHue

ApnpeHokopruxanbHbii pak (AKP) - pepkas smokadec-
TBEHHas OITyXO0JIb KOPbI HA[JIIOYEYHNKOB C PACIPOCTPaHEHHO-
cTbio 0,5-2 crryyas Ha 1 MIH Hace/leHNs, XapaKTepU3yIoIasacsa
HeOTarONPUSITHBIM IIPOTHO30M, HU3KOI 5-JIeTHEl BBDKMBA-
€MOCTBIO NALIMEHTOB, TO3JHUM CPOKOM BbIAB/IEHUA U arpec-
CUBHOCTBIO K/IMHMYECKOro TedyeHms [1]. 3aboneBanue yalie
BcTpevaercs: cpeny >XeHmMH (1,5:1 mmm 55-60%), cpemumit
BO3PACT Ha MOMEHT [IOCTaHOBKM AuarHosa — 40-50 et [2, 3].

Kmandeckne npossnennss AKP B 6onblIMHCTBe ClTy4yaeB
OTCYTCTBYIOT, YTO ABJIAETCSA MPUYNHOI MO3JHEN JMarHOCTUKU
3aboneBanus. B HekoTopbix cnyuasx AKP pguarsHoctmpyercs
IIpY peLuayBe 3a00/1eBaHNMA [TOC/Ie APEHATIIKTOMMY [0 IIOBO-
Iy TOpPMOHA/IbHO-HEaKTUBHOTO 0OpasoBaHMs HAAIIOYeIHUKA
JIN Ha 5Talle MeTacTasuposaHus onyxomu. Taxoke AKP moxer
OBITb TOPMOHA/TbHO-aKTUBHOI OIYXOJIbIO, SIB/ISASACH IPUUM-
HOJ TUIEpKOPTULM3MA/BUPWIbHOrO cuHApoMa u ap. Oxomno
2% omyxoreit Ha/IIOYEYHNKOB Pa3MePOM JI0 4 CM IIPUXOAUTCS
Ha AKP, 6% omyxoneit — pasmepamn 4,1-6 cM 1 25% omyxo-
neit — 6onee 6 cMm [2, 3].

B 60/bIIMHCTBE CTy4aeB IPUYMHOI KaHI|EPOreHesa sIBIIs-
I0TCS CIIOpaindecKye MyTalliy B COMaTMYEeCKNUX K/IeTKaX KOPbI
HAJIOYeYHNKA, OFHAKO BcTpedaercs MaHudectranus AKP B
PaMKaX T€HETMYECKUX CUHIPOMOB, TakMX Kak JInu-Dpaymennu,
Bepmepa (cMHPOM MHOXXeCTBEHHOI SHIOKPUHHON HEOIIasun
1-ro TiMa), ACCOLMMPOBAHHBIX C TePMUHATYBHBIMIU My TALMAMU
U TIpoLieccamyt MHIMOMPOBAHNS TeHOB-CYIIPECCOPOB OIyXOJIei
[4]. Tounble MexaHM3MBI 3AITyCKa TUIIEPIVIA3UI C IOCTIEAYIOLIEN
tparcdopmarnmert B AKP Ha JaHHBII MOMEHT M3ydeHBI HEO-
craroyHo. Hegocrarounocts cuctems! perapaumy JHK nrpaer
K/II0YEBYIO PO/b B MHUIIMAIIMM KAacKafla CIIOPafIndecKuX To4ed-
HBIX JpaiiBEPHBIX MYTALIMII B T€HAX C ITOCTENYIOEN aKTMBALIN-
eif COOTBETCTBYIOLIMX CUTHA/IbHBIX ITyTeil [5, 6]. Pesynbrarsl 1mo-
CTIefHMX MOJIEKY/LAPHO-TeHeTUIeCKIX MUCCIIeIOBAaHMII TOKA3au,
4TO Hambojee YaCcTBIMM MUIUEHSIMY L1 MyTaluil SIBIAIOTCS
rensl TP53, CIN-NBI u IGF-2, sxcripeccust KOTOPBIX IIPUBOJUT
K akTuBanuy Wnt-curHaabHoro myTu [7, 8]. MyTauus B reHe

TP53 BcTpedaercs B 25-35% ciydaes cnopapydeckoro AKP y
B3POC/IBIX 11 ACCOLIMMPOBAHA C HENPOZIO/KUTENIbHBIM IEPUOIOM
Oe3peLyiBHOI BbDKMBaeMocTy [9-11], mosTomy creram-
cTbl BceMypHOIt oprannsanmm 3paBoOXpaHeHNs peKOMEHAYIOT
IIPOBOAUTD 6OJIee MPULIENbHbI CKPUHIHT JAHHOI IPYIIIbI ITa-
IIVIEHTOB, a TaKXXe TeX, y Koro naroreHes AKP cBsA3aH ¢ Hapy1e-
HUEM pelapaluy HECOBIAJAIMIMX HyKIeoTuoB. Kpome Toro,
B 40% cmy4aes criopaguyeckoro AKP ompenenserca myrauus
B reHe CTN-NBI, 4T0 TakXke acCOLUMPOBAHO C arpeCCUBHBIM
TedyeHueM 1 xyaumm nporaosoM AKP. Ongnako B uddepenm-
aznpHOM ayarHoctuke AKP 1 afeHOM Ha/iIOYeYHMKOB HaHHBIN
MapKep MMeeT HU3KYI0 CHenyUIHOCTD [4].

Ina AKP B pamKax HacleACTBEeHHBIX CHMHPOMOB Xapak-
TepHbI TSDKe/Ible MOpa’keHMsA He TOJAbKO HAIIOYEYHMKOB, HO
U IPYTMX OpraHoB M TKaHell. KommonenTamy cuHpgpoma JIn—
@paymenn sapnsaworca AKP, capkoma MATKMX TKaHel, HOBO-
00pa3oBaHMsA MO3Ta, PaK MOJIOYHOIl XKe/le3bl U PYyTHe, pac-
IPOCTPaHEHHOCTb cuHfipoMa cpennu aeteit ¢ AKP cocrasnser
80%, cpemu B3pocbIx — o 5%. PacmpocTpaHeHHOCTDb ApyTuX
CUHJIPOMOB K0JIe0/IeTCs OT JOJIet mporeHTa 1o 3% [4].

Ha ceropgHsAuIHMII leHb MIPOrHOCTUYECKME (HAKTOPHI Tede-
Husa AKP He UMeIOT YeTKOTO oIlpefie/ieHNs BBUJYy HEBBICOKOM
PacIpocTpaHeHHOCTH 3a00/IeBaHysA, a MMEIOLINeCs] MCCIeNO-
BaHIs [IPOBEJEHbl HA MajIbIX BBIOOpKAX. [IATM/IeTHSSA BBDKY-
BaeMoCTb 6onbHBIX AKP cocraBisieT okomo 50% v 3aBUCKT OT
CTaJMM OHKOJIOTMYECKOTO IIpoliecca Ha MOMEHT HOCTaHOBKU
nuar"osa. [Ipy cBoeBpeMeHHOII IMOCTaHOBKE AMArHo3a M XM-
PypruyeckoM JIeYeHUN [0 Hadaja IIPOLIECCOB MeTacTa3Mpo-
BaHUA 5-7I€THASA BbDKMBAEMOCTDb COCTAB/AET 74%; IIpU BbHIAB-
JIeHUM Ha CTafuM IPOpacTaHus 06pasoBaHus B OKPYIKaIOLye
TKaHM V/WIM MeTacTasbl B PErMOHApHble nuMpaTmyecKue
y3nbl — 56%; ecnmu AKP uarHocTMpoBaH Ha CTafiuM OTHAJEH-
HBIX MeTacTasoB - 37% [12]. HekoTopbIMu MapkepaMu He-
6/1arOIPYSITHOTO TeYEeHVs! SIB/ISIOTCS HajlMdyie TOPMOHAJIbHO
aktuBHOCTM AKP, pasButue 3HJOT€HHOro IMIepKOpTUIM3MA
y MaIYeHTOB, IepeHeCIInX pajyKaabHOe yHaneHNe OIYXOJIM,
BO3pacT mauyenTa 6onee 50 net [12, 13].
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Puc. 1. Kamnnueckue npusnaku AKP.
Fig. 1. Clinical signs of adrenocortical cancer.

B paBHOM npouenTHOM cooTHomeHny AKP nopaxaer me-
BBIIf ¥ TPaBblit HafmodedHnKu (49,6 u 41,3% COOTBETCTBEHHO),
u B 1,1% cny4yaeB fuarHocTUpyeTcsa 6MIaTepanbHOe Mopake-
Hue [12].

KAanunueckue ﬂpOﬂBAeHMﬂ

CoBpeMeHHbIIT B3IIAL Ha MOJIEKY/IAPHYIO FeTepPOreHHOCTD
AKP BO MHOroM OOBSICHsIET CTONb PasHOOOPA3HYI0 K/IMHM-
YeCKYI0 KapTHHY 3a00/IeBaHVs I OTHOCUTE/IBHYIO PE3UCTEHT-
HOCTb K TeM WIM MHBIM MeTofaM JiedeHM:s. JopMoHa/mbHas
aktuBHOCTb AKP BcTpeuaercsa B 50-60% crnydvaes [4, 14, 15].
B 6onbinHcTBe cnyuaes AKP HabnrofaeTcst cMHAPOM ruiep-
KOpTHIM3Ma, B 20-30% - BUPWIBHBIN CMHAPOM. TUIIMYHBIMMI
KIMHUYECKUMY IIpU3HAKAMM TMUIIEPKOPTULIM3MA ABJIAIOTCA
IUCIIACTUYECKOE OXKMPEHNe, aTpodusl MBbIIILI, apTepyuanbHasi
TUIIEPTEH3Ns, sAPKMe LIMPOKUe OarpoBo-(pUONIETOBbIE CTPUK
(Ha mepepHelt OPIOLIHOI CTeHKe, Oefpax, IIOAMbILICYHDIX BIIa-
AMHAX, MOJIOYHBIX JKeJle3aX Y JKeHIIUMH), HApYIIeHNs YIJIeBOA-
Horo obmeHa u ap. (puc. 1).

Broprim 1o yacrore cunapomoM AKP, o nosogy koTopo-
TO IALVIEHTBI MOTYT OOPATUTHCSA 38 MEANIMHCKON IIOMOLIBIO,
SIBJISETCA BUPWIBHBIN cUHpoM. KnHnyeckyMy IposiBeHns-
MU JAHHOTO COCTOSIHUA SABIAIOTCA TUPCYTU3M, HapyLIeHUA
MEHCTPYa/IbHOTO LIMK/A, YBeIMYEHME PasMepPOB KIUTOpa U
MIOBBIIIEHHAS XUPHOCTb KOXKi. CUHAPOM TMIIep3CTPOreHeMun
TaK>Ke MOXXET ABJIAThCs KyHndeckuM cuagpomom AKP, ogna-
KO (eMUHM3VPYIOIIME OIyXOI) HaAllOYeYHNKOB BCTPEYaioT-
Csl pefiKo, Jalle y JIeTei [14]. Knuandecknmm MPOABIEHUAMU
TUINIEP3CTPOTeHEMUM ABJIAITCA MMIIOTEHINA, TMHEKOMACTUA
(B 98% cnyuasx), aTpodus sAMdeK, yMeHbIIeHNe POCTa BOIOC
Ha mune [14]. Cnydan AKP ¢ mposBieHneM cMHApOMa rumep-
3CTPOTE€HNM Y KEHIIVH B IMTEPAType IPAKTUIECKY HE OIMCa-
HBI, YTO 00YC/IOB/ICHO TPYFHOCTDIO FUATHOCTUKY M30BITOIHO
CeKpeLM 9CTPOreHoB Y xeHIH. Hanbonee pefkuM KIMHN-
yeckuM npossiennieM AKP cunraercsa nepBUYHbIN TMIEpab-
pocrepornsM (cuugpom KoHHa), 0CHOBHBIM IIPOSIBIEHNEM KO-
TOPOTO ABJIAETCA Ha/IM4YMeE 37I0Ka4eCTBEHHOM, PESUCTEHTHOM K
MHOTOKOMIIOHEHTHOJ Tepanuy apTepuanbHON TMIIePTEeH3UU
[14, 15]. TIpn 60nbuUIOM pasMepe HOBOOOPA30BaHVS pPa3BUBa-
10TCsI HecrennyecKyie CUMITOMBI, 00YCITOBIEHHBIE CHABIIe-
HIeM OKPY>KalolliX OpraHos [14, 15].
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AmarHocruka

O6cenoBaHle MALEHTOB C MHIMIEHTAI0MON Hailoyey-
HUKOB B paMKax AMarHOCTMYECKOTO a/JITOPUTMA UTPAeT pelra-
IOIIYI0 POJIb B OIpefielleHNN JabHellIell TaKTUKU BeleHMA.
OCHOBHBIMM 3afjadyaMl KJIVHMIACTA SIBJIAIOTCA OIpefeieHNe
3/I0KaUeCTBEHHOTO IOTEHIINA/Ia ¥ OLleHKa TOPMOHA/IbHON aK-
TUBHOCTU 06pa3oBaHus. B paMkax mabopaToOpHBIX MCCIeTOBa-
HUIT HEOOXOMMO VICK/IIOYUTh TUIIEPKOPTULM3M, [TePBUYHBII
TUIIEPATBAOCTEPOHM3M (IIPY IOBBILIEHNN APTEPUAIBHOTO [aB-
JIeHVs Y Mal[eHTa), IPOBECTU UCCIeOBAHIEe YPOBHEI MeTH-
JIVPOBAHHBIX KaTeXO/MAMIHOB B CBIBOPOTKE KPOBU MM CYyTOY-
HOJ1 MOYe C Le/IbI0 MCK/IIoYeHus ¢peoxpomoruromst [14,16,17].

MynbricnupanbHas KoMmnbiotepHas romorpadus (MCKT)
CYUTAETCSI «307I0ThIM CTAHJAPTOM» OLIEHKM 37I0Ka4eCTBEHHOTO
HoTeHIMana MHIyAeHTanoM [18]. IIpy momydyeHUM BBICOKOI
IUTIOTHOCTHM B HAaTMBHOI (ase U 3a/jep)KKe KOHTPACTHOTO Be-
I[eCTBA B OTCPOYEHHYIO a3y 3/I0Ka4YeCTBEHHBIN MOTEHIMAI
OITyXOJIN CTIeAyeT OLleHNBATh KaK BBICOKIUIL, B TO BpeMsI KaK I
aJIeHOM HAJIIOYeYHMKOB XapaKTepPHO OTCYTCTBUE 3afiep>KKU
KOHTPAaCcTHOTO BeIlleCTBa 13-3a HU3KOJ CTENeH) HEOaHTMO-
reHesa M IpeoOmajaHus TKaHel, Oorarsix ammupgamu [18].
K gpyrum MCKT-xapakrepuctukam AKP oTHOCAT 0TCyTCTBUE
YeTKVX KOHTYPOB, IOBBIIICHHYIO FeTePOTreHHOCTDb CTPYKTYPBI,
Ha/IM4Me KaTbLIHATOB ¥ IpOpacTaHue 00pasoBaHMs B HIDK-
HIOIO TTOTTy10 BeHy [18]. Pasmep omyxonu Taxoke sIB/IAETCS BaX-
HBIM OLICHOYHBIM (PaKTOPOM: PUCK 3/T0OKAYeCTBEHHOCTH YBe-
nmmauBaetcs ¢ 52 5o 80% s omyxoneit 6oee 4-6 cm [19, 20].
ITo3UTPOHHO-3MMCCHOHHAST TOMOTpadusi — COBPEMEHHBIN 1
Hanbojiee TOYHBI METOJ, HUATHOCTUMKM MHOTMX 37I0Ka4dec-
TBEHHBIX HOBOOOpPa30BaHUIL, OCHOBAHHBIN Ha I/IMKONMUTIYE-
CKOJ1 aKTMBHOCTM TKaHeil — pasHune muddepeHnanbHbIx
CKOpOCTeil MeTabonm3Ma IJIIOKO3bl B JOOPOKAaYeCTBEHHBIX I
37I0Ka4eCTBEHHBIX 06OpaszoBaHusax. COINACHO MCCIETOBAHNAM
Hanbomee yOenuTeIbHBIM IIPOTHOCTUYECKIM MAapKepoM Ipu
Bemenun manyeHToB ¢ AKP siisiercss nponngepariBHbIIL MH-
nexc Ki-67 — Hanbosee MOIIHBIN IPEAUKTOP PeLyaNBa 3a00-
JIeBaHUA VM BBDKMBAEMOCTH Y AAaHHBIX IAI[EHTOB IIOC/IE IOJI-
HOI1 pe3ekiyn omyxomu [19, 20].

Aeuenne

HecMoTpsi Ha BO3MOXKHOCTb IIPMMEHEHMA KOMIUIEKCHOTO
nedenusa AKP, BKIIOYAKOIEro XMPYPruyecKoe, afbIOBAHTHYIO
Tepamnio MUTOTaHOM 1/M/IN HUTOTOKCHUYECKYIO TepaIlIo, OCIe-
OIEPAIMOHHYIO JTYYEBYIO TEPAIMIO, JaHHAs MATONIOTUA XapaKTe-
PpVBUpyeTcst HeOMaronpUsATHBIM IIPOTHO30M ¥ HUSKOIL 5-TIeTHe
BBDKMBAEMOCTBIO ITAIIMEHTOB, 4 CYIIIeCTBYIONIVE METOMBI /IeYeHNSA
0067azaoT orpaHyeHHo 3 dexTrBHOCTHIO [21-25].

PapukanpHas pesekuysi HoBooOpasoBanms (RO) ocraercst
HEPBUYHBIM 11 OCHOBHBIM METOJIOM JICUCHUS, IPUMEHseMbIM B
6onpumHcTBe cnydaeB AKP, ogHako faxe y TsDKeTbIX MaljyeH-
TOB C Ha/JM4MeM OT/[aJIeHHBIX MeTacTa30B TOTA/lIbHOE yHa/leHue
HOP@)XEHHOTO HAMIIOYeYHNKa He SIB/IAETCS COCOOOM MOTHOTrO
usnedenus [26]. Hanbonee aphekTMBHBIM XMMUOTEpaIeBTIIeC-
KM cpenctBoM nipu nedenvy AKP ABnserca MuroraH — MHIU-
6uTop crepouaoreHesa, 06/MagarOIMIl IMTOCTATUIECKYMM ITPO-
TUBOOITYXOJIEBBIMY CBoOVicTBaMM [27]. CamTaeTcs, 4TO MUTOTaH
cBssbIBaeTcs co crepon-O-ammn-tpaHcdepasoit 1 (SOAT1),
BCTPOEHHO B MUTOXOH/PMAIbHYI0 MeMOpaHy. IIpoHukas B Mu-
TOXOHJPUM, MUTOTAH HApyIIaeT MeTabo/M3M, TeM CaMbIM aKTH-
BUPYs KacKaf, pepMeHTATUBHBIX peaKLyii, KOTOpble MHULINIPY-
IOT aIlONTO3 KIEeTKI-MuIneHu [28].

KoM6mHaums XMpyprudeckoro iedeHus, Tepanmnmu MUTOTa-
HOM 1 CTaOM/IBHOTO KOHTPOJIsI OITMMAIbHON KOHIIEHTpaLun
npernapata B wiasme (ot 14 o 20 Mr/m) mokasamy yaydlleHye
IIPOTHO3a BBDKMBAEMOCTI ¥ KOPPENIMPOBAIN C MEHBIIMM KO-
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maectBoM penyanBoB AKP [27-34], ogHaxo TspKenble 10604-
Hble 3¢ EKThI U BBICOKAS CTEIeHb TOKCUYHOCTY IIpemapaTa B
HEKOTOPBIX CTy4YasiX BBIHYKHAIOT NAIIVIeHTOB OTKa3bIBaTbCS OT
JIeYeHnsT MUTOTaHOM. [IpuMeHeHne MHIMOUTOpa CTeponore-
Hesa yBeJIMUYVBaeT PUCK PasBUTH OCTPOI HafIIOYETHNKOBOI
HEeJTOCTATOYHOCTY ¥ ITOC/TIEOIEePallIOHHOTO TMIOKOPTULIN3MA,
B CBSA3M C YeM Mall¥leHTaM peKOMEHMIYeTCsI UCIIONIb30BaHNe 3a-
MECTUTENIBHON Tepaluy IMIOKOKOPTUKOCTepoupmamu [35-37].
Kpome TOro, mpakTuKymommM BpadaM HeOOXOAMMO OCTOPOX-
HO BBIOMPATDb BUJ U [03y COIyTCTBYIOLIEH TePANnM B CBSIU C
MHAYKIVell MuToTaHoM akTuBHOCT CYP3A4 [38, 39].

Crepyromieil CTYIEHbIO B YBeNMYEHUN NPOJO/KUTENBHO-
CTM >KU3HU JAHHBIX MAI[IEHTOB CTA/IO UCIIOTb30BaHIE€ MIUTOTA-
Ha COBMECTHO C IPYTMMM IIPOTUBOOIYXOTI€BBIMU IIUTOTOKCU-
YecKMMM Ipenaparamu. Tak, B IepBOM paHIOMM3MPOBAHHOM
KOHTponmupyeMoM nccnegosanuy, FIRM-act, mokasano, 4To ma-
LIVIEHTBI, IIO/IyYaBIIe MUTOTAH C STOMO3UIOM, JOKCOPYOMIIM-
HoM 1 nucmnatuaoMm (M-EDP), nponemoncTpupoBamu 6ormee
IIMTENbHYIO MeIUaHy BBDKMBAEMOCTH 6e3 IPOrpeccupOBaHMs
TIaTOJIOTHM, TI0 CPAaBHEHMIO C TTAIlYIeHTaMU, IOy YaBIINMI M-
TOTaH 1 cTpento3onuH (5,0 Mec mpotus 2,1 mec) [40].

INonck HOBBIX M U3y4YeHNEe M3BECTHBIX MOJIEKY/IIPHBIX I1aT-
TepHOB (IIPOAYKTHI 9KcIpeccuu reHos pemaparym JHK, onpe-
Ie/leHHble XAPAKTEPUCTUKM TPAHCKPUIITOMA), KIVHIYECKUX
IPU3HAKOB B KaueCTBe NMPOTHOCTUYECKNX MAapKepOB TeUEeHNA
AKP ABAI0TCA ITTABHOI! LIe/IbI0 COBPEMEHHBIX HayYHBIX UCCIIe-
nosanmit. [JanHble o poru reHoB IGE TP53 n Wnt-curHaibHOTO
myTy B matoreHese AKP mosBoA0T cnonb3oBarhb uX Kak I0-
TEHI[/a/TbHble MULIEHN [/ paspabOTKM TapreTHON Teparuu
[7, 8]. B HacTOsIee BpeMsi, HECMOTPsI Ha OOMbIIOE KOMUIECTBO
TOKIMHUYECKMX ¥ KIMHUYECKUX MCCIeNOBaHMIl, aKTyasb-
HOCTb B IIOJCKE HOBBIX CIIOCOOOB JIEYeHMS U JUATHOCTUKI He
yracaer, Tak Kak [/ OO/MBIIMHCTBA CYI[ECTBYOLUINX METO0B
XapakTepHa HU3Kas 9PGeKTNBHOCTb.

KAuHMueckni cayvain

IMaumentka 46 ner rocnuranusuposana B PI'BY «HMMUIL]
9HJOKPUHOJIOTUN» B AeKabpe 2019 r. ¢ )xanmobaMu Ha M36BITOY-
HBIII POCT BOJIOC Ha JINIIE U TeJle, BhIIaJieHNe BOJIOC B BUCOYHOI
obmacTi, orpyOeHue rosoca, HOBbILIEHNe apTePUAIBHOTO [aB-
JIeHMsI MaKCUMaJIbHO 10 160/90 MM pT. CT.

/3 aHaMHe3a U3BECTHO, YTO NPY 1a00PaTOPHO-NHCTPYMEH-
Ta/IbHOM o6cmenoBanny B 2018 T. IO MeCTy XMTeIbCTBA BBLAB-
JIEHO CHIDKEHME YPOBHA aJpeHOKOPTMKOTPOIIHOTO TOPMOHA
(AKTT) mo 1,7 ur/mn (7,2-63,3 rir/min), nossiuterne 170H-mpo-
recTepoHa jio 77 Hr/mi (<2 HI/MI) 1 CBOOOIZHOTO TeCTOCTEpOHA
1o 53 umornb/n (0,1-2,7 aMons/n), no ganabiM MCKT 6promurHoit
non0CTH B ceHTsI0pe 2018 I. KIMHIYIeCKN 3HaYMMBIX MI3MEeHEeHIIT
He BbLaBeHO. [Ipu nosroproM MCKT ¢ KOHTpacTHBIM ycuie-
HIEM d4epe3 TOf OT MOSBJIEHUS YKa3aHHbBIX >KaJo0 BBIAB/ICHO
06beMHOe HeOTHOPOHOE 06pa3oBaHue B 00/IACTI JIEBOTO Hafl-
TIOYeYHNKa, pasMepaMyt 9x6,8x9 cM (HaTMBHas IVIOTHOCTD He
yKasaHa), MHTEHCHBHO HaKaIUIMBalollee KOHTPACTHOE Bellle-
CTBO, filepopMuUpyIolIiee BePXHUIT ITOTIOC JIEBOI OUKIL.

IIpu ocmorpe npu nocrynnenuu B ®I'BY «HMMUIL an-
TOKPMHOJIOTVMM»: MHAEKC MacChl Tema — 23 Kr/M?, Ha KoXe IIe-
pernHelt OPIOLIHON CTEHKM — CTpuM Ol1eZHO-PO30BOrO IIBETA,
TUPCYTU3M, POCT OCTEBBIX BOJIOC IO 010l IMHUM XMBOTA, B
006/IacTU TPYAUHBL, HOFOOPOLOYHOI 06/1aCcTH, B 067TACTU BEPX-
Hell ry6sI (puc. 2).

B xome rocnmranmMsanuu BBIIOTHEH IEPECMOTP IpPeENO-
craBnennsix auckoB MCKT. Ha nccnegoBanun ot 20.09.2018
pasmepbl 06paszoBanus cocTaBmsn 4,8x6,5X5,5 cM, OTHOPOX-
HOJI CTPYKTYPBI, INIOTHOCTbIO okozo 36 HU. Ha nccnegosanun
or 03.10.2019 BbIsiBIIEH pocT 0b6paszoBaHus 0 6,8%8,9x8,3 cm
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Puc. 2. BHewHwi BUA GOAbHO# B MOCAEONIEPALIMOHHOM MEpPHOAe.
Fig. 2. The patient's appearance in the postoperative period.

Puc. 3. MCKT ot 03.10.2019.

Fig. 3. Multispiral computed tomography data (October 3,
2019).

C BK/IIOUEHMAMU KanbLIMHATOB. KOHTpacTHbIE XapaKTepUCTUKI
omyxonu o azaM CKaHMPOBaHMA: apTepUajIbHAsA-BeHO3HAsA-
orcpodenHasa 94-77-60 HU. Ilo miokHeMenanrbHOMY KOHTY-
Py o6pasoBaHusi BU3yaIU3MpyeTcss 0Opa3oBaHIe pasMepamm
2,9%2,0%2,2 cM, KOTOpO€ He OIpeNenanoch Ha UCCIENOBAHNN
ot 20.09.2018 (puc. 3).

ITo jaHHBIM TOPMOHAIBHOTO aHA/IN3a KPOBYU B XOJie TOCIIN-
Ta/IM3aLMH BBISB/ICHO MOBBIIICHNE YPOBHS OOIIEr0 TeCTOCTe-
poHa o 75,0 umons/n (7o 2,7) U [ErMAPOSMUAHIPOCTEPOHA
cynbdata — o 11,19 MxMons/1 (go 6,68). C 1enbro UCKITIOUe-
HUsA MY/IbTUTOPMOHA/IbHON HPOZYKLMU OIYXONM BBIIIOTHEH
aHa/Iu3 CYTOYHOI MOYM Ha METW/IMPOBAaHHbIE KaTeXO/TaMMHbI
(monydyeHHbIe pe3ynbTaThl B Ipefenax pedepeHCHBbIX 3Hade-
HUiT, peoxpoMoLTOMa/ IaparaHI/IIOMa UCK/IIOYEHBI ), II0Ka3a-
Te/V peHVHA U aIbJOCTEpPOHA CBIBOPOTKM KPOBM — B IIpefiesax
pedepercHbIx 3HaYeHWIT. BBIABIEH SHAOTEHHbIN TUIIEPKOPTH-
LIM3M HaJII04eHMKOBOTO TeHe3a: IOBbIIIeHNe KOPTU30/Ia B Cy-
TOYHOI Mode fio 850,2 HMonb/cyT (o 379), KOPTU307 yTPOM B
XOfle MaJIoli leKCaMeTa30HOBO IPo6sI 681 HMO/IB/JT, HOfABIIE-
Hre AKTT mo 1,01 ir/mim, a TakKe HapyIIeHue pUTMa CeKperyn
AKTTI/kopTuson.

Taxoxe B Xoie cTalMoHapHoro nedenns soinonHena MCKT,
B pesyibTate KOTOPOIT BBISIBIEHO IIPOrpeccupoBaHie 3abomeBa-
HISL: YBe/ndeHre 06pasoBanms 10 8,4X6,9x9,2 cM, ITIOTHOCTH [0

TEPATIEBTMYECKMM APXMB. 2023; 95 (12): 1179-1184.



https://doi.org/10.26442/00403660.2023.12.202430

CASE REPORT

¢dasam  (HaTMBHas-apTepMasIbHAsA-OPTaNIbHAS-OTCPOUCHHAS)
cocraBuna 40-120-105-54 exn. H. B cTpykType Busyanusuposa-
JIMCb 30HBI HEKPO3a I eIMHIYHbIe KalbIMHAThL. OmpefnendeTcs
VHBa3MA JIEBOJ II0Y€YHOII BEHDI C PAaCIIPOCTPaHEHMEM OITyXOJIe-
BOr0 TpoMba B IIPOCBET HYDKHEI! II07I0i BEHbL, IPOTSDKEHHOCTD
TpoM6a B IIPOCBeTe IIOYEYHOI BEHDI COCTAB/IA/IA OKOTIO 3,9 CM, B
HIDKHEN ITOJION BEHE — OKOJIO 2,7 CM.

B anBape 2020 1. BBINOTHEHBI TalIapOCKONINMYECKAs afipe-
HAJISKTOMUS C/IeBa, pe3eKIysl [I049edHol BeHbl. Mopgonorn-
YecKoe MCCIe[JoOBaHMe ONepalliOHHOIO MaTepuaaa HOATBep-
muno puarHos AKP. Makpockonmdeckast KapTuMHa: KpyIHas
COMMAHAsL OIIYXO/b C OOIIMPHBIMY MHOXKECTBEHHBIMU y4acT-
KaMy 04aroB Hekposa. OmyxoneBas TKaHb XapaKTepU3yeTCs
K/IETOYHOII T€TepOreHHOCTDI0, IPUCYTCTBYIOT MUTOTUYECKME
¢urypsl. IIpoBefileHO MMMYHOTMCTOXMMUYECKOE UCCIEOBa-
HIe OITyXO/IeBOJl TKaHM, Bepuduuuposan guarsos AKP. Ha-
6mogaercs auddysHas sgepHas peaktuBHOCTb ¢ SRC-1, nH-
rnbuHOM-A, a Takke cMHANTOOU3NHOM E, MOMTOXUTENbHBIM
L[UTOITa3MaTUYeCKMM OKpaliuBaHyeM. VHaekc nmpomudepa-
THBHOM akTUBHOCTU Ki67 cocTaBun 7%. Tepanus MutoTaHOM
He VHULIMMPOBaHa.

ITo manusiM MCKT ot centsbps 2020 r. Habmofanach oT-
puLaTeNbHAs AMHAMMKA B BUJe YBeIMUeHNs pasMepoB obpa-
30BaHNA B BYUCLIEpa/TIbHOM K/IeT4YaTKe 1o 1,9%1,7 cM, mosiB/IeHu
HOBBIX 06paszoBanmii 1o 1,5x1,3 1 1,6x1,3 cM TaM ke, a TaKxe
TIOsIBJIEHN: HOBBIX 4 06pa3oBaHMil MofiuadparMaabHO CleBa
mo 0,6 cm.

HecmoTtpsa Ha Hu3koe 3HayeHne Ki-67, BIIOCTIEACTBUN BBI-
ABJIEHO IPOTPeCCUPOBaHMe OIYXO0/IeBOro npouecca. Ilanuent-
Ke PeKOMEH/JOBAaHO He3aMe/IMTENbHO HayaTb T€PANNIO0 MUTO-
TaHOM B Jio3e 1 I/CyT ¢ acKanaIyeit CyTouHOI 03Bl o 4 r/cyT,
a TaK)Ke Ha3Ha4yeHa 3aMeCTUTeNbHAs Tepanus TTIOKOKOPTHUKO-
CTepOoMfaMM HALIOYEYHNMKOBOM HEJOCTATOYHOCTH Ha (oHe
Tepaluy MUTOTAaHOM II0 cXeMe: IMApOKOopTu3oH 20-20-10 mr.

B nacrosiiee BpemMs cBA3b C MaLMEHTKON IIOTEPsIHA.

O6cyxaeHne

B 2018 r. marjyeHTKa BIIepBbIe 00pAaTUIACh 32 MEGUIIMHCKOI
IIOMOIIBIO K BPady-3HAOKPMHOJIOTY IO MEeCTY JKUTeIbCTBA C
CUMIITOMaMM BMPWIBHOTO CUHJIPOMA, OfiHaKo auarHo3 AKP
YCTaHOBJIEH TOJIBKO CITYCTsI 18 Mec mporpeccupoBanus 3abore-
BaHMA Ha CTa[JUM MeTacTa3MpPOBaHMA ONyXonu. YpesBblualiHO
HeOmaronpuATHbL Iporuos npu AKP guxTyer KIMHMIUCTaM
0c06yI0 OCTOPO>KHOCTD ITpy AuddepeHIanbHoi JUarHOCTH -
Ke VHITUIEHTA/IOM Ha/[IIOYeYHIKOB.

YuurtpiBasg sApKue KIMHMYECKME IIPU3HAKM AHIPOCTEPO-
MbI (TOPMOHAJIbHO-aKTHBHOJ OITYXO/IM KOPbI HA/IIIOYEeYHIKOB,
U30bITOYHO CeKpeTMPYIOLlell aHfPOTeHbI), Bpady CIefLOBajIo
IPOJOKUTD FUATHOCTUYECKUIL TIOMCK: TIEPECMOTPETh JJaHHbIE
MCKT, o6patutbcsi 32 BTOPLIM 9KCIIEPTHBIM MHEHMEM, Ha3Ha-
YUTDb JONOMTHNUTEIbHBIE METOMBI 06CIeiOBaHNA (MarHUTHO-pe-
30HAHCHYI0 TOMOTpadMuIo, YIbTPAa3BYKOBOE MCC/IEfOBaHIeE,
KOMOMHVPOBAHHYIO 03U TPOHHO-3MICCUOHHYIO ¥ pEHTT€HOB-
CKYI0 KOMIIbIOTEPHYIO0 TOMOTrpaduio).

ITauyenTKe BEpHBIN AMArHO3 YCTAHOBJIEH IIO3[IHO, YTO, K
COXKaJIEHUIO, [TIPUBEIO He TONbKO K METACTa3MPOBAHMIO OITyX0-
JIX, HO ¥ K PAa3BUTHUIO OCJIOKHEHMI CO CTOPOHBI CEPAIEYHO-CO-
CYIVICTON CHCTEMBI.

JJaHHBIN KIMHUYECKUI Clly4yall JeMOHCTPUPYET IIOCTeN-
CTBMA IO3JHEN AMAaTHOCTUKY 37I0Ka4e€CTBEHHOI OITyXOJIN.

PackpbiTie MHTepecOB. ABTOpBI HEKIAPUPYIOT OTCYT-
CTBI€ IBHBIX ¥ IIOTEHIIMAIbHBIX KOH(INKTOB MHTEPECOB, CBs-
3aHHBIX C IyO/NIUKaLVelt HaCTOSIIel CTaTbU.
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