https://doi.org/10.26442/18151434.2024.1.202643

@) BY-NCSA4.0] KNMHWUYECKWUIA CNTYYAH
XuMuotepanus B pexxume EDP B koMbuHauum

C aHasioraMmu coMaTocTaTuHa U MUTOTaHOM B JlIeYeHUU
AUCCEMUHUPOBAHHOIO aApeHOKOPTUKAJIbHOrO paKa:
KJIMHUYECKUU CyYaul

0.P. MaramepgoBa™', J1.B. OraHecan'?, 1.C. ®eokTuctoBa', U.10. deingopos’

TBY3 «MoCKOBCKMIN KIIMHMYECKMI Hay4YHO-NpaKTUYeckuii LeHTp uM. A.C. JlorHosa» [lenapTaMeHTa 34paBooXpaHeHus
r. MockBel, MockBa, Poccus;

20re0Y AN0 «Poccuitckas MeaMLMHCKas aKaaeMus HenpepbiBHOMO NpodeccMoHanbHoro obpasoBaHus» MuH3apasa
Poccum, Mocksa, Poccus

AHHOTaUMA

AnpeHoKopTHKanbHbIN paK ABNAeTCA opdaHHbIM 3ab0eBaHMEM C eXKEerofHoi 3ab0eBaeMoCTbI0, CocTaBnAoLLeA 1-2 cryyas Ha 1 MIH YenoBeK cpeay B3poc-
Noro Hacenenms. MeauaHa obLueii BbIKMBaEMOCTH cocTaBnseT Beero 17 Mec. PapukanbHoe XUpypritdeckoe NIeYeHr e YBENMUMBAET 3TOT NoKasartesb A0 28 Mec.
B craTbe npefcTaBneH KIMHUYECKUIA ClyYali NaLMeHTKY, 6oMbHON ropMOHabHO aKTUBHBIM aflpEHOKOPTUKabHBIM PaKOM NPaBOro HAANOYeYHUKa, CONPOBOXKAA-
IOLLIMMCS OMYyX0/NEeBbIM TPOMOO30M HUKHEN MOMON BEHbI C PacpOCTPaHEHWEM 0 MPaBOro NPeaCepans, Mo NOBOAY Yero BhIMOSHEHA XMPYPrYecKas onepaums.
OLwmnbOoYHbIN NepBOHAYabHbIN AMarHo3 NPUBEN K 3a[epIKKe B Ha3HAYeHUN aibloBaHTHOM Tepanuy MUToTaHoM. [pu peumavee 3aboneBaHNs NPUHSTO peLLeHme
MpOBECTU JIE4EHME C UCTONb30BaHWEM MUTOTaHa W aHaNIoroB COMATOCTaTUHA, Y4MTBIBAs BbICOKYH SKCMPECCHI0 PELIeNTOpPOB K COMATOCTaTUHY B onyxonu. [pu BTo-
POM MpOrpeccMpoBaHnv NaLMEHTKa NepeBeaeHa Ha XMMmMoTepanuio B pexkuMe EDP B coueTaHnm ¢ Npoao/mKeHneM Tepaniu MATOTAHOM 1 OKTPEOTHAOM, YTO Npu-
BEJ0 K A/MTENBHOMY KOHTPOSIO Haz, 3aboneBanueM. [epropbl BpemMeH be3 nporpeccupoBaHms 1 06LLEel BbIXMBaEMOCTH cocTaBuin 18 1 42 Mec COOTBETCTBEHHO.
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CLINICAL CASE
EDP chemotherapy combined with somatostatin
analogues and mitotane in the treatment of disseminated
adrenocortical carcinoma: a clinical case
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Abstract

Adrenocortical carcinoma is an orphan disease with an annual incidence of 1-2 cases per 1 million adults. The median overall survival (0S) is only 17 months.
Definitive surgery increases the median OS to 28 months. The article presents a clinical case of a patient with hormonally active adrenocortical carcinoma of
the right adrenal gland, accompanied by tumor thrombosis of the inferior vena cava extending to the right atrium. Surgery was performed for the thrombus
removal. A wrong initial diagnosis led to a delay in adjuvant mitotane therapy. The recurrence of the disease was treated with mitotane and somatostatin
analogues, considering the high expression of somatostatin receptors in the tumor. At the second progression, the patient was switched to chemotherapy in
the EDP regimen combined with continued therapy with mitotane and octreatide, resulting in long-term control of the disease. The time without progression
and 0S were 18 and 42 months, respectively.
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BeepeHue

Anpenokoprukanbhbiii pak (AKP) sBisiercst opdanubM 3a6ote-
BaHIEM C ©KETOJJHOI 3a00/1eBaeMOCTbI0, COCTABILARLIEl 1-2 crTy4das
Ha 1 MJTH 4e/IoBeK Cpefiyt B3pocioro HaceneHus [ 1, 2]. JocToBepHbIX
HaHHBIX 110 3a60neBaemMocTyt AKP B Poccnyt HeT B CBA3M C OTCY TCTBHU-
€M HAI[OHA/IbHOTO perncrpa 3abomeBanus [3].

AKP npepcrapnseT co60it reTepOreHHYIO TPYIINY 3/10Ka4eCTBEeH-
HBIX HOBOOOPA30BaHMIA, pasIMYalOIMXCs 10 KIMHIIECKNM TIPO-
ABJICHMSAM, TeYEHNIO 3a00/IeBaHNs M IPOrHO3Y. 3ab0/IeBaHIe MO-
JKeT KaK XapaKTep130BaThCsl OTHOCUTETBHO MeJJIEHHBIM POCTOM
OIyx0/11, 6€ CCUMITOMHOCTBIO U TO3HUM BBISIB/IEHIIEM, TaK 11 ObITh
arpecCUBHO PACTYIIeil OYXO/bIO, C PAHHUM OTHA/ICHHBIM MeTa-
CTa3MpOBaHNMEM U SIPKOIl KIMHUYECKOI KapTUHOI, 0OYC/IOB/IeH-
HOJI I'MIepceKpeleli TOPMOHOB KOPbI HafIIOYeYHNKa (KOPTU3071a,
AHIPOTEHOB, PeXe — SCTPOTeHOB Y MUHEPATIOKOPTUKOMUIOB) W/ VTN
Mmacc-a¢dextom omyxomnu [4].

Mennana o61ieit BBDKMBAEMOCTY COCTaBIAeT Bcero 17 mec [1].
PanukaibHOE XMPYprideckoe jedeHre yBeM4nuBaeT STOT oKa3a-
Teyib 10 28 Mec [1]. TTokasaTeny 5-meTHel BBDKMBAeMOCTH BapbUPYIOT
B 3aBUCMMOCTH OT CTafuy 3a60nmeBanmst. Taxk, 10 JaHHBIM IIPOTPaM-
MbI HallyoHa/IbHOTO MHCTUTYTA paKa IO Hafi30py, SMM/eMUOIOT N
U pe3yJ/bTaTaM jedeHns, i nanyenTos I u II cragym ona gocrura-
eT 65%, 44% — mpu 11T cragum u 7% — npu IV [2].

JI714 TOKan30BaHHOTO ¥ MECTHO-PACIIPOCTPAaHEHHOTO paKa KOpbI
Hapnoyeurnka (I-1II cragmm) «30/10TBIM CTaHFAPTOM» SIBISIETCS XM~
PpyprudecKoe nedeHre B 06beMe yaIe s OIyXony 6e3 HapyIeHust
LIe/IOCTHOCTY Karcyisl [4]. HapyliieHne Kamcyibl OyXxo/y IpaKTy-
4eckyt B 100% Hab/romeHuit IpUBORUT K MeCTHbIM permpyBaM AKP,
HO JIaKe II0C/Ie PaliMKaIbHOTO XMPYPIUYeCKOro JIeYeHNA PUCK PeLi-
IuBa cyulecTByeT 6oree 4eM y 1/2 60/bHBIX [5, 6].

Heo6xonnMocTb HasHa4YeH s abIOBaHTHOM TePAIVU MUTOTAHOM
IO CHX TIOP OCTAeTCS AVICKYTabe/IbHOI 13-3a IPOTUBOPEUNBBIX e-
3y/IbTaTOB HEMHOTOUVCTIEHHBIX PeTPOCIEKTUBHBIX UCCIIEIOBAHMIL.
PesynbTaThl eIMHCTBEHHOTO IIPOCHIEKTUBHOTO PAH/JOMU3MPOBAHHOTO
uccnepoanna ADIUVO, onennBaronero s ek TBHOCTD IpJMMeHe-
HYISI MUTOTAHA y IIPOOIIePMPOBAHHBIX MTALIMEHTOB C HI3KNMM PICKOM
peunpysa (I-1I1 crapgmu 3a6oneBanns, Ki-67 Hioke 10%), ieMOHCTpU-
PYIOT OTCYTCTBME YBeMIeHNsI oKasaTenell Ge3penuanBHol u 06-
111eif BBDKMBAEMOCTH Y JAHHOJ KaTeropuyt 60/IbHbIX.

TakuM 06pa3soM, COIIACHO MEXXYHAPOSHBIM PEKOMEHAALVISIM a/ib-
I0BaHTHOE IIPYMeHeH)e MUTOTaHa 06:3aTe/IbHO TOBKO IIpY HajIM-
4uy BeIcOKOTO pucka peuyaysa (III cragus, Ki-67 - 20%) [4, 7-10].

IuccemuuupoBanubiit AKP xapakrepusyercst He6IaronpusT-
HBIM IIPOTHO30M ¥ OTPaHMYEHHBIMY TePaNeBTNYeCKUMI OILMAMY,
IIOCKO/IBKY OpgaHHOCTb 3a00/1eBaHNs 00YC/IOBNMBAET CIOKHOCTI
B IIPOBeIeHNI KIMHNYECKVX MCCTeSOBAaHMII 1 TIOMCKe HOBBIX Bapy-
aHTOB JICYEHISL.

KnuHuuyeckuit cnyvan

IManmentka K., 58 e, B mone 2020 1. o6parunach B 1e4ebHOE yU-
peXJeHne 0 MeCTY >KUTEeIbCTBA C SKanobaMy Ha ClmabocTh, ObI-
CTPYIO YTOMJ/IIEMOCTb, ITOBbILIIEHVIE APTEPUANBHOTO JABNEHNA JIO
160 MM pT. CT., OTEKM HMXKHMX KOHEYHOCTE, IOBTOPAIOLIMECS 3TN -
3071bI MATOYHBIX KDOBOTEYEHMIA.

ITanyeHTKa 06CIeTOBaHA, U [PV BBITOTHEHNY KOMOMHIPOBAHHO
MIO3UTPOHHO-3MICCHOHHOI ¥ PEHTT€HOBCKOIi KOMIIbIOTEPHOJ TOMO-
rpadun (IIST-KT) ¢ 18- ropre30KCUITIOKO3011 BbIsB/IEHbI MACCHB-
HOe 06pasoBaHIe IPaBOro HajmovYeyHnka 112x88 MM, craBnmBaro-
IIjee OKPY>KaloI[yie OPraHbl, a TAKXKe HaTI4Me OIyXOIeBOTrO TPoM6a,
00TYpMpYIOLIEro IPOCBET HIDKHEN II0JI0i BEHBI U PACIIPOCTPAHSIIO-
1Ierocs BIVIOTD IO ITPaBoro npencepmuA (puc. 1).

ViccnenoBaHue TOpMOHATLHOTO MPOQUIA TPOXEeMOHCTPUPOBA-
JI0 Ha/IM4yyie He3aBJCYMOTO OT ajpeHOKOPTUKOTPOITHOTO TOPMOHA
rurepKopTuIM3Ma (OTCYTCTBUE IOfiaB/IeHNe CEKPeLy KOPTU30/1a
PV TIPOBEEHMI MaJIOjl JeKCaMeTa30HOBOU MPOOLI, HOBBIIICHHBIN
YPOBEHb 5KCKpeLiy KOPTHU30/1a B CyTOYHOI Mode). ITpy aToM MeTa-
HedppuH 1 HOpMeTaHepPUH, ABIOLECS IPOLYKTaMI KaTabomu3-
Ma KaTe€XO/IaMIHOB, OCTaBa/INCh B IIPEJENIaX HOPMBIL.

Hanudue ropMOHaIbHO aKTMBHOIO HOBOOOPAa30OBaHNUA HAJIIO-
JeyHMKa 6e3 IPVM3HAKOB OTAATIEHHOIO METACTa3MPOBAHI IIOCTY-
JKIJIO TTOKA3aHUEM JJIA IPOBENEHNA XUPYPIUIECKOTO IeYeHNs, KO-
TOpOE 1 BBINONHEHO B aBrycte 2020 I. B 06beMe [IPaBOCTOPOHHE!

CLINICAL CASE

aJIpeHaISKTOMMY, TPOMOIKTOMMUM M3 HVDKHET! IIOTION BeHBI U IIpa-
BOTO IIpeficepAys C UCTIONb30BAHMEM aNIapaTa UCKYCCTBEHHOTO
KpoBoob6paienus. [To faHHBIM HEPBUYHOTO MOP(HOTOINIECKOrO
VICCTIeOBaHNA MOC/IEONEPALIIOHHBIN MaTepyuall IPefiCTaBIAN COO0
37I0KaUeCTBEHHYIO [TAPAraHIIMOMy HaJII0YeYHMKa.

B nocnepyromem nanyeHTKa HaXOAMIACh MO, JMHAMUYIECKMM Ha-
6IIIOfIeHIEM.

Banpere 2021 1. B CBA3Y ¢ HECOOTBETCTBIEM K/IMHUKO-/TA00PATOPHOI
KapTUHBI 1 IOy YeHHBIMY JAHHBIMY MOP(O/IOTH BPadyOM-OHKO/IOTOM
BI'BY3 «MKHI nm. A.C. JlornHOBa» peKOMeHI0BaHO IIOBTOPHOE I1a-
TOMOP(OIOTIIeCKOe KOHCY/IBTIPOBAHYIE IUCTOTIOTMYeCKOT0 MaTepH-
arma. OHO BBINIOTHEHO B [IBYX KPYITHBIX HayYHO-MCCTENOBATENbCKIX
LIeHTPaX, ¥ B 000MX C/Ty4asx CIeIaIiCThl COLUTCH BO MHEHUM, 4TO
[aHHas OIYXOJIb SIBJIETCS HUSKOAUPepeHIMPOBaHHOI! afpeHo-
KOPTVKa/IbHOV KapLIMHOMOI1, 6 6a/U10B 110 1iKase Bavicca, ¢ mHpek-
coM Ki-67-20%, SF (+), Melan A (+), Ingibin alpha (+), cunanrodu-
3uH (+), xpoMorpaHyH A (-). Taxxxe CTOUT OTMETHUTD BBIABIEHHYIO
9KCIIPECCHIO OITYXOJIbIO0 PELEITOPOB K COMAaTOCTAaTHHY 2 ¥ 5-T0 THIIa.

Ha ocHoBaHuy nomy4YeHHbIX JaHHBIX MALMEHTKE BBICTAB/IEH [Ma-
rHOo3 — «AKP pT3NOMO St III mo ENSAT» 1 HasHaueHa ablOBaHT-
Has TepamysA MUTOTAHOM 48 MI/CyT BHYTPb J10 24 Mec Ha GoHe OJ-
Tep>XKUBAOLIEN Tepanuyl HaJIIOYe€YHMKOBOV HEJOCTAaTOYHOCTH TIOf
KOHTPOJIEM SHIOKPUHO/IOTA.

HasnayeHHyI0 Tepanuio malnueHTKa monydana B LlenTpe
aM6ynaTopHOil OHKonmormdeckoi momomu I'BY3 «MKHII
um. A.C. JlornHoBa» Ha IPOTSKEHMNU 6 MeC IIPY IOCTOSTHHOM KOH-
TpOJIe TePAITeBTIYECKOTO YPOBHS KOHIIEHTPAIMM MUTOTaHa B KPOBI
(14-20 mxr/mm). Ha doHe mprueMa mpemnapara pasBUINCh BTOPUY-
Has HaJTIOYeYHNKOBAas HEOCTATOYHOCTb M BTOPUYHBIN TMIIOTH-
peos, moTpeboBaBIIe Ha3HAYEHNs TUJPOKOPTU30HA B j03e 50 M
U JIEBOTUPOKCYHA HaTpus 150 MKT.

IIpn KOHTPONBbHOM 06CIenoBaHUM B OKTsI6pe 2021 I. BBIsABIe-
HBI 00pa30BaHMA B IIPABOVI ITOYKE VI TeBOM Ha/[TIOYedHNKe (pIC. 2).

C ydeToM HporpeccupoBaHys 3a00/IeBaHNA U HaTIYIs SKCIIpec-
CHM OITYXOJIbIO PELIENITOPOB K COMAaTOCTaTHHY IIPUHATO PeIleHue 10-
6aBUTD K y>Ke TPOBOAMMON TepaIlnyi MUTOTAaHOM IIPOJIOHIMPOBAH-
HyI0 pOopMy aHa/Iora COMaTOCTaTHHA — OKTPeOTH  [le1o//IoHT B 03¢
40 Mr BHy TPMMBILIEYHO 1 pa3 B 28 nHeit.

B aBrycre 2022 r. 3apMKCHMPOBaHO BTOPOE NPOrpecCcHpOBaHUE —
TIOMVMO YBENIMYEHNA YK€ UMEIOIMXCs 04aroB MOSABU/IICH HOBbIE
B 000X JIETKVX U JIEBOI [IOTIE TI€YEHM.

B centsa6pe 2022 r. mauMeHTKa HallpaB/leHa B OT/e/IeHIe XMMIO-
teparmu (XT) TBY3 «MKHI] nm. A.C. JIornHOBa», Ifie IPOBEKEHO
6 KypcoB IIPOTMBOOIYX0JIEBOro jledeHns B pexkume EDP (mokco-
pyO6unys 40 Mr/M* BHyTPUBEHHO B 1-11 ieHb, aTOn031y, 100 Mr/m?
BHYTPMBEHHO BO 2—4-11 BHM, IMcITaTuH 40 Mr/M? BHYTPUBEHHO B 3
" 4-i1 JHY, UMK KOKable 28 fHeil) Ha ¢pOHe IIPOfO/DKAIOIIENICs Te-
panuy MUTOTAHOM U OKTPEOTUIOM.

/3 He)xenaTe/IbHBIX MOOOYHBIX SIBIEHNIT OTMEYa/INCh TOLUIHOTA
” PBOTa TOC/IEe 1-ro Kypca, SIm30/bl TUIIOTOHMM, OC/IOXKHAIOIMECT
CMHKOTA/IbHBIMY COCTOSTHUAMM — TIOCTIE 2-TO Kypca, FeMaTo/Ioride-
CKast TOKCUYHOCTD (TPOMOOLIMTOIEH s 3-if CTeIeHM) IIOCTIe KaXK0-
IO Kypca ¢ BOCCTaHOBJ/IEHMEM JI0 HOPMaJ/IbHBIX ITOKa3aTesNell K Hada-
my odepenHoro Kypca XT.

ITocre MpOBEfEHHOTO TeYe s [0 KIMHUKO-Ta00PaTOPHBIM aH-
HbM 1 pesynbratam [I9T-KT ¢ 18- Topne3oKcUIIIK030i1 OTMeda-
eTcs cTabuIM3alys 3a60/1eBaHNs, KOTOPast COXPaHAETCA YoKe Ha IIPO-
TsDKeHnu 16 Mec (1o cocTostHmIo Ha MapT 2024 1.).

B nHacrosmee BpemMsA manyeHTKa IPOJO/DKAeT IeYeHe MUTOTAHOM
M OKTpeoTHnoM B LIeHTpe aMOyI1aTOpPHOI OHKOJIOTIYeCKOY TOMOLIV
I'bBY3 «MKHII um. A.C. JIoruHoBa».

06cyxpeHune

CranpapToMm 1-i1 nunHuM nevenns auccemynposantoro AKP assa-
erca XT no cxeme EDP-M (oKcOpyOMIIMH, IUCIIIATYH, STOO3KN) +
MUTOTaH. B eIMHCTBEHHOM ITPOCHEKTVBHOM PaHAOMU3NPOBAaHHOM
uccnenoanyy FIRM-ACT III dasbl, oriennBarolieM 3h ek THBHOCTD
CHUCTEMHOII Tepanvy Ipu pacrpocTpaneHHOM AKP, BBDK1BaeMOCThb
6e3 IporpeccupoBaHis 0KasajIach BBILIE Y ITAIJYEHTOB, Oy YaBIINX
EDP-M, 110 cpaBHEHMIO € MaleHTaMH, II0O/Ty9aBUIMMU CTPENTO30-
LUH [UTI0C MuToTaH (5,0 Mec ipotus 2,1 mec). PasHuua B 0611eit BbI-
>KIBaeMOCTH ABJIANIACh HesHaunTenbHoM (14,8 Mec nportus 12,0 Mec),
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HUXKHEl NONOVA BEHbI.
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Puc. 1. N3T-KT ot 07.2020: a—c — obpa3oBaHme npaBoro HagnoyeyHuka 112x88 MM, caaenmBatoLLiee OKpy»KatoLLme opraHbl; d — OnyxoneBblit TPOMO, 3anoNHsIOLLMIA NpocBeT

Fig. 1. PET-CT dated July 2020: a—c - right adrenal gland mass of 112x88 mm, compressing the surrounding organs; d — tumor thrombus filling the lumen of the inferior vena cava.

IIPE/ITIONIOKUTENBHO U3-3a NIEPEKPecTa ¥ MPUCYTCTBUA MUTOTAHA
B o6enx rpymmax [11].

OnHAaKo y IAIMEeHTOB C MEJIEHHBIM Te4eHVeM U HeOO/MbIIOoN pac-
IPOCTPaHEHHOCTDIO 3a00/IeBaHMA B KaueCTBe 1-J1 IVHMY Teparuu
MOXeT ObITh Ha3HAYeH MUTOTAH B MOHOPE@XIMeE, YTO IPOfEMOH-
CTPUPOBAHO B PETPOCIEKTUBHOM KOTOPTHOM MCC/IEJOBAHUM, U3Y-
vapIeM 3 eKTMBHOCTb MOHOTEPAIINY MUTOTAHOM B JIeUeHNI pac-
npocTpanenHoro AKP.

ITepuonb! BpeMeHu 6e3 porpeccupoBaHys 1 o011ell BbDKUBae-
MOCTH cocTaBuIu 18 1 42 Mec cCOOTBETCTBEHHO. [I/INTeNbHBIIT KOH-
TpoJb Haj 3ab6oeBanneM (crabunmsanus 6omee 6 Mec) acCOLUM-
POBaH C Ha/IM4IMeM JBYX IIPOTHOCTUYECKNUX (HaKTOPOB — HU3KOII
OITyXOJIeBOIT HAarpy3Koil (MeHee 10 OIIyXOIEBBIX OYArOB) M MO3[-
HUM IPOTpeccCHpOBaHMeM IIOCTIe IePBUYHOTO edeHus: (6onee
12 mec). locTm>KeHNe TepalleBTNYEeCKO KOHLEHTPAaLJ MATOTa-
Ha (14-20 MKI/MJI) CBSI3aHO C JOCTOBEPHDIM Y/Ty4IleHIeM 4acTo-
ThI 0OBEKTUBHOIO OTBETA U OOIIEl BBIXKMBAEMOCTM.

Ha Bonpoc o cpokax mpekpaienns npyemMa MUTOTaHa JIO CUX HET
OIHO3HAYHOTO OTBeTa. Tepamnyio MUTOTAaHOM MOYKHO IIPOJO/DKUTD
B COYETaHUM C Tepamnueii 2-J1 IMHUKA BIIOTh [0 CIELYIOIEro Ipo-
rpeccupoBanyA. OfHaKO 3TO TpebyeT MHAMBIILYATBHOTO 0OCYX-
TI€HNs C NALVIEHTOM B 3aBMCYMOCTH OT IIEPEHOCMMOCTH TIpemapara
U €T BIMAHNA Ha TOPMOHA/IBHYIO cekperio [1, 10].

IIpumeHeHne aHA/IOTOB COMATOCTAaTVHA ABJIAETCSA CTAHIAPTHBIM
BapUAaHTOM JIedeHIs Il BEICOKOAU(depeHINPOBaHHbIX HEelIPO9H-
TOKPUHHBIX OITyXo0/ieii. PerienTophbl K COMaTOCTaTUHY 2 ¥ 5-TO TUIIOB
(SSTR2 11 SSTR5) cimy»kar TepareBTN4eCcKol MUIIEHDIO LS IIPO/IOHT M-
POBaHHBIX aHATIOTOB COMATOCTATMHA M/ TIPY IIPYMEHEHNM TIeNTHU -
HOJ peleNTOPHOM PaJMIOHyK/INHONM TePaM.

JlaHHbIE O POV SKCIPECCUM PELIENITOPOB K COMATOCTATUHY 2 ¥ 5-TO
TUIIOB B Tepanuu pacnpoctpaHeHHoro AKP orpaniyeHbl eAMHNYHbI-
MM MCC/IE[IOBAaHUAMY U TPEOYIOT fa/IbHENIIero u3y4eHns Kak mnep-
CIEKTMBHAs MOJeNb yiedenns [12—-14].

B cry4ae Hallret TalMeHTKIL, YIUTBIBAS I TEIbHBII Oe3perB-
HbIi1 tepuof, (6ombiie 12 Mec), HeOOBIIYIO PaCIPOCTPaHEHHOCTD 3a-
6omeBaHMA (2 OMyXOJIEBBIX OYara) ¥ SKCIIPeccuio ommyxonbio SSTR2
u SSTR5, mpuHATO pellleHNe Ha3HAYNTh MUTOTAH U TIPOTIOHTUPO-
BaHHYI0 (OPMY OKTPeOTH/A B 1-10 IMHMUIO TepaIiu, 9T0 0becriedn-
JI0 KOHTPOJIb HaJ 3a00/IeBaHMeM Ha CpOK 6oriee 6 Mec.

ITpu cnepyroriem nporpeccuposanyy Mbl ucronmbsosamu X 1T EDP
Ha $OHe MPOIO/DKAIOIIENICS Tepalny MUTOTAHOM M OKTPEOTUIOM
B KaueCTBe 2-J1 IMHMY IIPOTUBOOITYXO/IEBOTO JIEIEHN.

JaHHBI PEXXMUM IPOEMOHCTPUPOBAJL KIMHIUYECK 3HAYMMYIO
U [UTUTENbHYIO0 IPOTVBOOIYXO0/IEBYIO aKTUBHOCTD C YIIPABIIAEMBIM
npoduneM 6esomacHocTi. IToc/e IpoBeieHHOI! TepaImy Ha IPOTA-
JKeHUN 6 MeC COXPAHseTCsI CTabMIN3aLyst 3a00/IeBaHILL.

ViccnemoBanusi, ouennBaroiye 3¢ dexTnBHOCTh X T 2-11 muHMM,
OTrpaHIYEHBI /1 ONVCHIBAIOT HEY TEIMUTEIbHbIE PE3YNIbTaThl. BropidHoit
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CLINICAL CASE

Puc. 2. KT opraHos 6piowHoii nonoctu ot 10.2021: a — 06pa3osaHme cpeaHeil TpeTn noykn 30x28,5 MM; b — obpasoBaHme NeBoro HapnoueyHKa 28x25 MM.
Fig. 2. Abdominal CT scan dated October 2021: a — a mass in the middle third of the kidney of 30x28.5 mm; b - left adrenal gland mass of 28x25 mm.

koHeuHoit Toukoit uccnegoannsi FIRM-ACT crasa orenka ad¢ek-
TMBHOCTY 00€1IX CXeM JIedeHNs BO 2-i1 muHu. Y 84 [aIMeHTOB, IOIy-
YaBIIVX CTPENTO30IVH + MUTOTAH BO 2-11 IMHUM, JINTEbHOCTD JIe-
yeHMs coctaBua 2,2 Mec. Cpenu 101 nmanyenTa, nomyyasux EDP-M
B 9TIX yC/IOBUSIX, Ge3peryiiBHAs BBDKIBAEMOCTb COCTABIIA 5,6 Mec.

ITK pe3ynbraThl MOATBEPXK/AIOT O0/Iee BHICOKYIO IPOTUBOOIIY-
xoneBy1o a¢dexruBHOCTS EDP-M B KavecTBe Tepanmu Kak 1-if, Tak
v 214 muany [11].

3aknoyeHue

IIpencTaBneHHbI KIMHUYIECKUIA CITyYail IeMOHCTPUPYET MHOTO-
o6pasue KHIIecKux npossneHnit AKP, Bo3HMKaIoIe CI0KHOCTI
B ITaToMOpororndeckoit auddepeHnaIbHO IUarHOCTIKE MEXEY
PasMMYHBIMM OITyXOMAMY HAa/IIOUEYHUKOB, @ TAK)Ke HeCTaHIAPTHBIN
THIOZIXOJ, K JIEYSHNIO AMCCEMUHIPOBAHHOTO 3a60/IeBaHMA.

Penxocts AKP 06ycioBIBaeT TPY/FHOCTY B AMATHOCTIKE Y JTede-
HIM JAHHOTO 3a607IeBaHIs1, @ TAK)Ke OTCY TCTBIE JOCTATOYHOTO OIIBITA
BefIeHN s TallMeHToB, 60mbHbIX AKP, BHe crienyansnpoBaHHbIX Y-
pexpenuit. ViccenoBanus B 06/1acTy XMMMO-, 6110-, UMMYHO-, Tap-
TeTHOJ TepaInuy ¥ TePaHOCTUKYU MOTYT IPUBECTH K HOABIEHMIO HO-
BBIX TePaNeBTIYECKIX OV /LA ITALIeHTOB C STUM 3a00/IeBaHMEM.

PackpbiTiie MHTEpecoB. ABTODHI IeK/IapUPYIOT OTCYTCTBME SB-
HBIX U IOTEHI[MATbHBIX KOH(IMKTOB MHTEPECOB, CBA3aHHbIX C ITy-
6/1MKaLMel HAaCTOSILEN CTaTbl.
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