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ArpeccuBHoe TeueHne AKTI-3kTonmyeckoro cuHgpoma
BCIEACTBYIE TUIIEPIUIa3NI MO3TOBOTO BelleCTBA HAJIIOYEeYHNKOB:
KIMHUYECKMI ClTyYan

KAMHUYECKOE HABAIOAEHME
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AHHOTaums

[peacTaBAeHO OMMCaHME KAMHUYECKOTO CAydast SKTOMMYECKOro o4vara runepcekpeLimn aApeHoKopTukoTpornHoro (AKTI) ropMoHa, pacnoAO>KeHHOTro
B MO3TOBOM CAOE HAAMOYEUHUKOB. Y >KEHLUMHbI 64 AET C AAUTEABHO CYLLECTBYIOWUMM OXMPEHHeM 1-I CTeneHn U KOHTPOAMPYEMOM apTepuaAbHOM
runepreH3nen 2-1 CTeneHn pe3ko YXyALMAOCH CAMOUYBCTBUE U MOSIBUAMCH 5KaA0Obl Ha BbICTPOMPOrpeccHpyIoLMe OTEKU HUXKHUX KOHEHHOCTEH, Bbl-
paXkeHHYIO MbILLEYHYIO CAABOCTb, CHUXXEHME anneTuTa, CHUKEHUE MAcChl Teaa Ha 4 Kr. [1o pe3yAbtaTam 06CAeAOBaHMSI AMArHOCTUPOBAHbI CaxapHbIi
AvabeT 2-ro Tuna, uwemmnyeckas 6oAe3Hb CepALa, CTEHOKapAMs HanpsixeHus |l doyHKUMOHAABHOIO KAACCa, XPOHMUECKas CepAeHHasi HEAOCTATOM-
HOCTb [IA-cTaamnu, Il pyHkuMoHaAbHOTO KAacca no wkase New York Heart Association. B 6MOXMMMUECKOM aHaAM3e KPOBM Y MALMEHTKM OTMEYeHa
BbIPKEHHAst FTMMOKAAMEMMS!, HECMOTPS Ha MHPY3MOHHYIO M MEPOPaAbHYIO Tepanuio NnpenapaTamu Kaaus. B xoae Aa60paTopHO-MHCTPYMEHTAAbHOIO
06CAeA0BaHMS ObIA BbISIBAEH SHAOTE€HHbIN FMNEPKOPTULIM3M. 3HAUMTEABHO MOBbILIEHHbIE NMokasaTeAan coaepxkanus AKTT 1 oTcyTcTBue BU3yaAu3u-
pyemoro 06pazoBaHus runom3sa CTaAM OCHOBAHUEM AASI MTPEATTOAOKMTEABHOTO AMarHo3a AKTI-aKTonMueckoro cMHAPoMa. ArpeccuBHoe TeveHue
CMHAPOMA FMMEePKOPTULM3MA (BbIPaXKEHHAs! TMMOKAAMEMMS, MUOMATHS!, MPOrPeECCUpPYIOLLME MPU3HAKU CEPAEHHON HEAOCTATOHYHOCTH) HE MO3BOAMAO
NMPOBECTH MOAHOLIEHHYIO TOTMMYECKYI0O AMAarHOCTHKY, B CBSI3M C YeM MaumeHTke Oblaa MpoBeAeHa >KM3HeCOXpaHsioLlas ornepaums B obbeme ABYCTO-
pOHHEN aapeHaskToMumn. Onepaums NPOLWAA YCrewHo, HECMOTPS Ha NPUCoeAnHuBLLYIoCs SARS-CoV-2-MHeKUMIo U pasBUTUE BUPYCHON MHEB-
MOHMU. B nocaeonepalMOHHbIA MEPUOA OTMEUYEHO 3HauMTeAbHOe CHMxkeHne ypoBHst AKTT, 4To CTaAn0 OCHOBaHMEM AAsl MOMCKA NEPBUMYHOIO ovara
AKTT-3KTOMUK B YAQAEHHOM TKaHW HAaAMOYeYHMKOB. [10 pe3yAbTaTaM MMMYHOIMCTOXMMMUUECKOTO MCCAeAOBaHMs BbisiBAeHbI AKTT-cekpeTupyiolume
KAETKM B MO3rOBOM CAO€ 060MX HAAMOUYEUHUKOB. AQHHbBIM KAMHUYECKUI CAyHal CBUMAETEALCTBYET O HEOOXOAMMOCTH KAMHUYECKOM HACTOPOXXEHHO-
CTW B OTHOLLEHWU SHAOTEHHOIO FMMEPKOPTULIMEMA B CAyHae GbICTPOrO PasBUTUS CUMITTOMOB CEPAEYHOM HEAOCTATOYHOCTU U CTOMKOM MMMoKaAue-
MUK U AEMOHCTPUPYET YHUKAABHOCTb AOKaAM3aLMK nepBuyHoro ovara AKTT-akTonum.
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Beeaenne

OHJIOTEHHBINl TUNEPKOPTULIU3M — PEIKUIl CMMITOMOKOM-
IUIEKC, (OPMUPYIOLIMIICA BCIEACTBUE XPOHMYECKON TUIIep-
CeKpelmy KOPTM30/1a ¥ AaCCOLMMPOBAHHBIA C IIOBBIIIEHHOI
CMEPTHOCTBIO 1 3HAYMTE/IbHBIM CHIDKEHIEM KadecTBa JKM3HIL
Hamnbomee xapakTepHbIMYU KIMHUYECKUMI TPOSABICHUAMN TH-
HepKOPTUIIM3MA CYUTAIOTCA OXKMpPEHMe IIeHTPaNbHOrO THIIA,
ob1ast 11 MbllIeYHas: CTaboCTh, «IyHOOOpa3HOe» IuIepeMupo-
BaHHOE JINIL[O, IIMPOKIUE CTPUM, PENPOFYKTUBHbIE HAPYIICHNS —
3TU CUMIITOMBI BCTpeyaroTcs 6oree deM y 1/2 maumenTos [1-3],
XOTS 9TUM CIVICOK BO3MOYXHBIX CUMIITOMOB He OTPaHIIMBaETCH.

Hanbornee pacrpocTpaHeHHOJ NPUYMHON 3SHEOTEHHOTO
runepkoptuiusma (5o 80% ciydaeB) sIB/ISETCS aBTOHOMHAs
ruIepcekpenusa agpeHOKOpTUKOTponHoro ropmona (AKTT)
ajileHOMONI runodumsa (3TOT BapuaHT 3a0O0TeBaHMS MOMYUNUT
HasBaHue 6oses3Hu VMuenko-Kymmnara). B 6onee penkux cinyda-

AX K 9HJOT€HHOMY I'MIIepKOPTULIVM3MY IIPUBOAUT aBTOHOMHAS
AKTT-He3aBrcuMas rumepcekpenisi KOpTusona o6pasoBaHim-
sIMM KOpbl Hajrodeynnka. Cpeny Hambosee pefKnx HPUYUH
9H/IOTEHHOTO TMIIEPKOPTULIM3MA — JKTONMYecKas Tuiepce-
kpeumsa AKTT omyxonsamu BHermnogmsapHOI JIOKaIu3aLuu
(AKTT-axronmyeckuit cuagpom) [1-3].
JMarHocTyKa 3HOT€HHOI'O TMIEPKOPTULMI3MA IIPOBOIUT-
csl B HeCKobKo atanos. Ha I aTane nmogreepxpaeTcs rumnepce-
Kpenys KOpTu3ona 2 Mo0bIMI METOfaMM 13 3:
1) mOBBIIIEHNE CYTOYHO SKCKPeIUM CBOOOJZHOTO KOPTH-
30712 C MOYOI1;

2) IoBBIIIeHNe YPOBHA CBOOORHOro KopTusona B 23:00 B
CITIOHE;

3) oTCyTCTBYMeE HOAABIEHNA YPOBHA KOPTU30/Ia HOCTIe IIPU-
emMa 1 Mr pekcamerasoHa B 23:00 HakaHyHe («Mamas»
IeKcaMeTa30HOBast Mpoba).
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CASE REPORT
Aggressive course of ectopic ACTH syndrome due to adrenal medulla hyperplasia. Case report

Maria V. Kats™, Anna Yu. Lugovskaya, Irina V. Komerdus, Timur A. Britvin, Larisa E. Gurevich, Irena A. llovayskaya
Vladimirsky Moscow Regional Research Clinical Institute, Moscow, Russia

Abstract

The article presents a description of a clinical case of an ectopic focus of adrenocorticotropic hormone (ACTH) hypersecretion located in the adrenal
medulla in a 64-year-old obese woman without other characteristic clinical signs of hypercorticism, with complaints of rapidly progressing lower
limb edema, severe muscle weakness, loss of appetite, weight loss by 4 kg, as well as stage 2 arterial hypertension and type 2 diabetes mellitus.
The patient's blood biochemistry showed severe hypokalemia, up to 2.2 mmol/l, despite infusion and oral therapy with potassium preparations.
Taking into account the clinical picture and ECG and Echo-CG results, coronary heart disease, functional class Il angina, and stage Il A chronic heart
failure, functional class Il according to the New York Heart Association scale were diagnosed. During the laboratory and instrumental examination,
endogenous hypercorticism was confirmed, high ACTH values were revealed, there were no visualized pituitary formations — ACTH ectopic
syndrome was diagnosed. The patient's severe condition (severe hypokalemia, myopathy, progressive edema of the lower extremities) against the
background of the added SARS-CoV-2 infection did not allow for a full topical diagnosis, and therefore the patient underwent a life-saving operation
in the amount of bilateral adrenalectomy. In the postoperative period, a significant decrease in the ACTH level was noted, which became the basis
for searching for the primary focus of ACTH ectopia in the removed adrenal tissue. According to the results of the immunohistochemical study,
ACTH -secreting cells were detected in the medulla of both adrenal glands. This clinical case demonstrates the need for clinical alertness regarding
endogenous hypercorticism and demonstrates the uniqueness of the localization of the primary focus of ACTH ectopia.

Keywords: adrenocorticotropic hormone (ACTH), ACTH-dependent Cushing’s syndrome, ectopic ACTH syndrome, adrenal medullary
hyperplasia, immunohistochemical staining, bilateral adrenalectomy
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IMocne mopTBEep>KAEHNSA IUIIEPCeKpenyt KOPTU30/Ia OIIpe-
mensator yposeHb AKTT pys guddepeHunanbHol AMarHocTu-
ku AKTT-3aBucumpix m AKTT-He3aBMCHMMBIX BapMaHTOB 3a-
60/IeBaHNs: <HU3KOHOPMa/IbHbIE» U MOfjAB/IEHHbIE [IOKA3aTeNu
CBUJIETeNIbCTBYIOT B onb3y AKTT-HesaBucHMOl aBTOHOMHOII
TUIepceKpeluy KOPTU30j1a 006pa3oBaHUAMN HAIIOYEYHNKOB,
B CBA3M C 4eM PEKOMEHJYeTCA NMpOBeleHNe MYIbTUCIVPAb-
Holt KoMiibioTepHoil ToMorpaduu (MCKT) HafmodeqyHMKoB.
«BBICOKOHOpMaIbHbIE» U IOBBIMIeHHbIe KoHIeHTparuy AKTT
(AKTT-3aBucumas ¢popma IMInepKOpTUIN3MA) ABIAIOTCA MO-
KazaHMeM I IPOBefeHMA MarHMTHO-Pe30HAHCHOI TOMO-
rpaduu (MPT) runo¢usa ¢ KOHTpacTUPOBaHMEM [JIS TTOUCKA
AKTT-cekpeTrupyrolieit affeHOMbI TUTIO(U3a, TIPU OTCYTCTBUK
BU3ya/nM3anuy o6pasoBaHMil IPOBOJUTCS JATbHEIIINIT HOVCK
aKrommyeckoro ovara runepcekpenyu AKTT [1-3].

Hau6ornee qacro skronmdyeckumu ucrounnkamu AKTT cra-
HOBSATCA MEJIKOK/IETOYHbI pak srerkoro (10-40%), HeitposH-
IOKpVHHBIE HEOIIa3uyl C JIoKanu3alnueit B 6ponxax (20-40%),
HomKenyfouHoit xenese (10-20%) v tumyce (5-10%); cpenu
6oree penKyX IPUYMH MO>KHO Ha3BaTh MENY/ULIPHBIN PAK IIy-
TOBUIHOM >Xene3bl (2-10%) u peoxpomonntomy (2-6%) [3-6].
Opnako B 19-20% cinyyaeB AKTT-skrommyeckoro cuagpoma
YCTaHOBUTD IIEPBUYHBILI O4ar He yaaeTcs [1-4, 6], 4to npexcras-
ns1eT co60It AYArHOCTUYECKYIO U TePAIIeBTIYECKYIO IIPObiemy.

AKTT-sKTONMYeCKMiT CUHIPOM 4Yallle acCOLMMPOBAH CO
CPEMHETKENBIMU U TSKETBIMU KIMHWYIECKVMU TPOABIICHNA-
MM TUIIEPKOPTULIM3MA, 1 ¥ OOTIBIINHCTBA OONIBHBIX BCTPEYAIOT-
¢ Takue IPOSIBIEHV, KaK apTepuanbHas rumeprensus (AD),
IpOrpeccHpyloias MbIlIeYHasA C1aboCTh, BbIPaXKCHHAs TUIIO-
KaJIeMIs, OCTEOIIOPO3 V/ VM HU3KOTPaBMaTUIHBIE TIepeTOMBI,
HapyIleHysl YIIEBOFHOro obMeHa [4, 6]. OmucaHbl pasidHble
BapuaHThl TedeHUss AKTI-3KTommueckoro CuHApoMa — «Bf-
JIOTEKYLUI» U «arpeCCUBHBIN» [7].B CIIy4ae «BsUIOTEKYIIETO»
BapuaHTa 3a60/IeBaHMs KIMHNYECKast KapPTIHA B 3HAYUTETBHOI
CTeIeH! II0X0Xa Ha TaKoByIo 1pu 6oesun VMuenko-Kyumara,
yposau koptusonau AKTT yMepeHHO IOBBILIeHBL, KTMHIYecKas
CUMIITOMATHKa IPOTPeCcCUpyeT IOCTEIIeHHO, eCTh BO3MOXKHOCTD
nposecty Ay depeHINaNbHYIO0 ANATHOCTVKY U BBISIBUTD IIep-
BUYHBILIT 04ar [7]. B ciy4yasx «arpeccMBHOTO» BapuaHTa TeIeH VIS
3ab0/eBaHMsl KIMHIYECKash KapTUHa MOXET OBITh aTUINYIHOI,
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peo6rafaoT MPU3HAKM ¥ CUMITOMBI KaTabomi3Ma OenKoB,
yposHn kopTusona n AKTT upe3BbrdaiiHO BHICOKM, a COCTOSHME
marueHTa 6sIcTpo yxyamaercs [7]. B mocnentem cydae mpose-
CTV TOmMYeckmil nouck nepsuynoro oyara AKTI-skronuu He
IPefCTAB/AETCS BOSMOYKHBIM B CBSA3M C TAKETIBIM COCTOSIHUEM
IIAL[VIEHTOB, ¥ OyIaTepasbHast aipeHaT9KTOMMSI CTAHOBITCS Me-
TOJOM CIIaceHus >kusuu [8, 9].

Mpl npepcTaBndAeM KIMHMYECKUII ClTy4yall arpecCMBHOTO
TeueHusa Tskenoro AKTI-3aBucuMMoro cuHgpoMa 3HJOTEH-
HOTO THMIIEPKOPTUIM3Ma, INOTPeOOBABIIETO [BYCTOPOHHE
afIpeHa/ISKTOMUN 110 BUTAIbHBIM IoKasaHuAM. Ilocremyro-
mee 0OCIeOBaHMe MALMEHTKY OKAa3aJIo, YTO SKTOMMYECKUM
ucrounnkoM AKTT 6bina anddysHas runepriiasus MO3roBo-
TO C710s HafimoyeyHnKoB ¢ aktonmeit AKTT-npogyunpyromx
KJIETOK — KpaliHe PeIKO BCTPEeYAIOIVIICA PEeHOMEH.

OnucaHmne KAMHM4EeCKOro CAy4asi

[Manuentka K. 64 ner B mapre 2021 r. mocie CUIBHOTO
9MOLIMOHAIBHOTO CTpecca M (pU3MUIECKOro IepeHapsDKe s
OTMeTWIa YXy/IIEeHe CAaMOYyBCTBIS: IIOSIB/IEHNE U ObICTpOe
TIporpeccupoBaHye OTEKOB HIDKHMX KOHEYHOCTeN, BbIPaXKeH-
HOJI MBILIEYHOI CMabOCTM, CHIDKEHME allleTUTA, CHIDKEHNe
Macchl Tela Ha 4 KT, B CBA3M C YeM 00paTuiIach K TepaneBTy 110
MeCTY >KUTE/IbCTBA.

W3 anamnesa 13BeCcTHO, 4TO Macca Te/la AIUTENbHOE Bpe-
Ms 6bl1a M36BITOUHON (TIpy pocTe 155 cM Bec 6BUT CTaOUIb-
HO 82 Kr, mHzeKc Macchl Tenma — VIMT cocrasnan 34,1 xr/m?),
OJ{HAKO II0 3TOMY IIOBOAY K Bpadam He obpamianacs. C 50 et
(c 2007 r.) oTMeyana egMHUYIHbIE SIU30MBI TOBBIIICHUS APTe-
puanbHoro masnerus (AIl) o 150 u 100 MM pT. CT., BOSHUKA-
Iollye MPeVMYIIeCTBeHHO Ha (pOHe SMOIIMOHAIBHOTO CTpecca,
KOTOpBbIe KynupoBamuch camocrosrensHo. C 55 ner (c 2012 1.)
nogbeMbl Al yyacTunuch 1o 1-2 pa3 B Mecsll, MaKCUMa/IbHbIe
3HadyeHMA Bospocin fo 170 u 100 MM PT. CT., TepaleBTOM Ha-
3Ha4YeHa TepamyA IperapaTaMy sHamanpui — 10 mr/cyT (mpu-
HUMaJa IIOCTOSIHHO), 6uconponon - 2,5 mr/cyT (mpuHuMana
curyaunoHHo npu nossiuieHnn AJl). Co ¢/10B mauueHTKY, JO
Bo3pacTa 64 net (zo 2021 I.) IpyU eXerofHOM aM6ynaTopHOM
obcnenoBanmy Al GpUKCHPOBAIOCH B Ipefeax Ie/IeBbIX 3Ha-
JeHUI, APYTMX 3a00/IeBaHMII He BBISABIICHO.
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TabAnua 1. AabopatopHoe oO6caeaoBaHne nauneHTkm K.
64 Aet (Mai 2021 roaa)

Table 1. Laboratory examination of patient K., 64 years
old (May, 2021)

IlokasaTenn 3HavyeHme Pedepencrrit
VHTepBaI
Kopruson cyrounoit Mmoun, 7364.6 57.7-806.8
HMOJIb/JT
KopTtuson xposu B xofie Majioi
IeKcaMeTa3o0HOBOII IIPOOBI, 1641,2 <50
HMOJIB/ T
AKTT xpoBu, rr/mn
8:00 661,0 5-46
23:00 434,6 5-46
KopTuson kposu, HMONIb/ 1
8:00 1739,0 101,2-535,7
23:00 1236,6 79-447.8

Ipn pusukampHOM ocMoTpe (MapT 2021 I.): pocT — 155 cM,
Macca Tema — 78 kr, MMT - 32,5 Kr/m?, MOAKOXHO-XKMPOBas
K/IeTYaTKa pa3BUTa M3OBITOYHO, pacIlpefieieHa PaBHOMEPHO;
CYXOCTb KOXXHBIX IIOKPOBOB, BBIPA)KEHHbBIE OTEKM TOJEHEN U
CTOII, AbIXaHNe Be3UKY/IAPHOe, OCTab/IeHHOe, YacTOTa JbIXa-
TeNIbHBIX IBYDKEHMIT — 14 B MMHYTY, TOHBI CEpJiLia ITTyXue, pUT™M
IIpaBWIbHBIN, YACTOTA CEPHEYHBIX COKpallleHnii — 64 yu/MuH,
AJl - 120 1 80 MM pT. cT. IU3ypum HET, CTYII PETyIAPHbIIA.
IIpu  1abOpaTOPHO-MHCTPYMEHTAIbHOM O00CIeOBaHNU
(mapT 2021 1.):
e BIIEPBbI€ BbIABJECHA IMIIEPINIMKEMMs HATOWRAK 10 7,1-
8,0 MMortb/m, TiMKMpoBanHbi Temorno6un (HbA | ) - 6,4%;

¢ MCK/TIOUeH IMepBUYHBINI TUIIOTMPEO3 KaK IpUYMHA
OTEKOB: TMPeOTpPOIHbIT TopMoH - 2,1 MME/n (pede-
percuble 3Hadenus - 0,3-4,2 MkME/mn), cBobGOpHBIIM
TUPOKCHH — 15,48 mMonb/n (pedepeHcHbIe 3HAYeHMA —
11,5-22,7 nmonb/mn);

o YIBTPa3BYKOBOE MCCIEJOBAHNE OPIOLIHON MOIOCTH: BBI-

SBJIEHBI KAMHI >K€TYHOTO IY3bIPsI.

YcranoBnen nuarHo3 «Caxapuviii ouabem 2-20 muna
(CI 2), uenesoii yposenv HbA, - menee 7,5%. A" 2-ii cmene-
Hu. XKenunoxamennas 6onesmv, ocmpoiii xoneyucmum? Oxcupe-
Hue 1-ii cmenenu no knaccugpuxayuu Becemuproii opeanuzayuu
30pA600XpaHeHUsI».

K mpoBopumoit Tepanum fobaBlIeHa MepopajbHas caxa-
pocHIpKamomas tepamus (aMmarmndmosun — 25 Mr/cyt), Ho
HOBOJY >KeTYHOKAMEHHOI 6OJIe3HM IPOBENEHO OIepaTHBHOE
neyenne B anpene 2021 r.

ITocrme XOMeNUCTIKTOMMUM CaMOYYBCTBME IALMEHTKU He
YIY4IINIOCh: IIPOrPeccHpoBata MblleyHasi C1aboCTp, HpO-
[O/DKasia CHYDKATbCsL Macca Tesia Ha (pOHe OTCYTCTBYS alleT-
Ta, HApacTa/IM OTeKM HIDKHIX KOHEYHOCTel, KOTOpbIe PacIpo-
CTPaHMIUC JIO HIDKHeN TpeTu 6efiep, HoABUIACh CIY TAHHOCTD
CO3HAHMA, NAIMEeHTKA IOYTH yTpaTuia BO3MOXXHOCTb CaMo-
CTOSITE/IbHO TI€PEIBUTAThCA.

B mae 2021 r. manueHTKa KOHCY/IbTUPOBaHa 9HJOKPUHOTIO-
TOM, BIIepBble INAaTHOCTMPOBAHO 3HAYMMOE CHIKEHNE YPOBHA
Ka/ust B KPOBU [0 2,6 MMOJIb/N (TIpy pedpepeHCHBIX 3HaYeHM-
Ax - 4,0-5,5). C yueToM Iporpeccupyroleii MbILIeYHOI c/1a-
60CTH, BBIPQXEHHOI TUIIOKa/IMeMUY, BIIEPBble BBLIBICHHOTO
CJI 2 3amofiospeH CMH/IPOM 9H/IOT€HHOTO I'MIIepKOPTUILIM3MA:
BBIIIOJTHEHBI MaJIast AeKcaMeTa30HoBas Ipo6a I OlleHKa CyTOY-
HOI 3KCKpeuuu KOPTU30aa C MOYOI, KOTOPbIE IOATBEPIAVIN
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Puc. 1. MPT runoraaamo-runodprszapHoit odaactm

C KOHTpacTUpoBaHueM, T2-B3BelleHHOe H300paxkeHHe,
carMTTaAbHasi npoekumsi. Belecto aaeHorunodpusa
pacroAaraetcst B BUAE€ TOHKOM MOAOCKM PABHOMEPHOM TOALLUMHbI
BAOAb AHA TYPELIKOTO CEAAQ, BEPXHMIN KOHTYP >XXeAe3bl POBHbIN,
BOTHYTHIN. BewwecTBo runogmsa AOCTUraeT MakCMMaAbHOM
TOAUMHBI 2,4 MM. BopoHka runodumsa onpeaeasiercs

B CarMTTaAbHOM MAOCKOCTU. XMa3ma OMNPEAEASIETCS, He
aechopmumpoBaHHa. CynpacearsipHasl LMCTEPHA BbIPAKEHHO
paciumpeHa, NPoAabUPYET B MOAOCTb TYPELIKOIO CEAAQ.

Fig. 1. Magnetic resonance imaging of the hypothalamic-
pituitary region with contrast, T2-weighted image, sagittal
projection. The substance of the adenohypophysis is located
in the form of a thin strip of uniform thickness along the
bottom of the sella turcica, the upper contour of the gland is
smooth, concave. The substance of the pituitary gland reaches
a maximum thickness of 2.4 mm. The pituitary infundibulum
is determined in the sagittal plane. The chiasm is determined,
not deformed. The suprasellar cistern is significantly expanded,
prolapses into the cavity of the sella turcica.

BBIP@XEHHYIO TUIIEPCEKPEINIO KOPTU30/a (pe3y/bTaThl Ipe-
craB/ieHbl B TaOI. 1). [TanneHTKe Ha3HAaYeHBI IpeIaparhl Ka-
s — go 1000 Mr/cyT 1 ciMpoHONTaKTOH —150 Mr/cyT.

Ha cnegyromeM srtane anuddepeHIMaabHON MAaTHOCTUKU
SH/IOT€HHOTO TMIePKOPTULIM3MA BbIABIEHO 3HAYUTE/IbHOE T10-
Boimenne yposHA AKTT, uro yxaseiBano Ha AKTT-3aBucumbrit
BapUAHT 9HIOT€HHOTO TUIIePKOPTHIU3MA (CM. TAa6II. 1).

IMaumentke 6bi1a BbimonHeHa MPT rumodmsa ¢ KoHTpa-
CTUMpOBaHUeM (HAIIpAXKeHHOCTh MarHuTHoro mons — 3T): Bep-
THUKa/IbHBII pasMep ruousa 2 CM — «IIyCToe» TypeLKoe cefi-
710; afieHOMBI runo¢u3a He BbIABIEHO (puc. 1).

C y4eTOoM MOATBEPXK[IEHHOTO SH[IOT€HHOTO TIUIIEPKOp-
Tuuy3Ma Ha QoHe moutu 14-xpatHoro mnossimeHuss AKTT,
OTCYTCTBUsI BM3ya/M3alMyU OIyXOMU IMHodusa yCTaHOBJIEH
npenBaputenbHblit guaruo3 «AKTI-axmonuueckuii cunopom
(6e3 nodmeepideHHo20 nepeUtHO20 04A2a), eUNEPKOPMULUIM
msincenoeo meuenust. Ocnoxcrenus: emopuunviti CII (yenesot
yposerv HbA, - menee 7,5%). Cepdeuras nedocmamounocms?
AT 2-ii cmenenu. Oxcupenue 1-1i cmenenu no Knaccuduxayuu
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Bcemuproii opeanusayuu 30pasooxparerusi. CrepouoHas muo-
namus».

B cBsA3M ¢ yXygAlLIeHNeM COCTOSHMA MalMIeHTKa SKCTPEHHO
rOCIIUTAIN3UPOBaHa B OTAeNIeHNe SHToKpuHonoruu I'bY3 MO
«MOHVKUN nm. M.®. Bragummpckoro».

ITpu ¢usnkanpHoM ocmoTpe (Mait 2021 r.): pocT — 155 cm,
Macca Tena — 74 kr, IMT - 30,8 Kxr/m?, MOAKOXHO-XIPOBas
KJIeTYaTKa pa3BUTa M3OBITOYHO, pacIpefie/ieHa PaBHOMEPHO,
CTPUI1 HET, CYXOCTb KOXKHBIX IOKPOBOB, OTEKM HVDKHIX KOHEY-
HOCTel1 ([0 BepxHell TpeTu 6efep), 4acTOTa AbIXaTe/TbHbIX ABI-
JKeHUIT — 15 B MMHYTY, AbIXaHNe Be3UKYILAPHOE OCIableHHOe,
XPUIIOB HET, TOHBI CepAilia IIyX1e, PUTM IIpaBU/IbHbINA, 4aCTOTA
ceppiedHbIX coKpamennit — 70 ya/mus, Al - 130 n 80 MM pT. cT.,
IU3YPUU HET, CTYJI PETY/IAPHBIIL.

IIpu 1maboOpaTOPHO-MHCTPYMEHTAIbHOM 00CIefOBaHNI
(mait 2021 1.):

* B OMOXVMMMYECKOM aHa/lu3e KPOBM Kaluit — 2,2 MMOJIb/TI
(4,0-5,2), obmmit kampuuit — 1,91 mmons/n (2,2-2,65),
anpbyMyH — 31 1/71, III0KO3a HAaTOAK — 9,5 MMOIB/1I;
[aHHBIe 37TeKTpOKapamorpadum: cuHycoBas Opanmkap-
oM — 1o 56 yI/MUH, MeTKOOYaroBble IMOPakKeHNsA MUO-
Kapfia, cy6sH/[OKapiaIbHas UIEeMIsI, TApHbIe U OfVHOY-
HasA NMapacuCTOIBI, IPeXoAlad 6/I0Kafa MpaBoil HOXKKI
mmy4ka luca;

JaHHBIE 3XOKapamorpa¢um: I7100anbHas COKPATHMOCTD
MIOKapfa He HapylleHa, ppakumus BbIOpoca eBOro Ke-
TyfouKa — 74%, HapylleHue AMacTONMMYecKol QyHKLMM
MMOKapya 0 1-My TuIly, yMepeHHas runeprpodus Muo-
Kapfa JIEBOTO JKeMyl0YKa, YMEPEHHOE KOJIMYECTBO KU -
KOCTU B NOJIOCTU IepMKapfa, Hauya/lbHble IIPU3HAKMU IIO-
BBILIEHNA JIJaB/IeHNA B JIETOYHOI apTepuy, perypruTamms
Ha TPUKYCINJA/IbHOM K/anaHe 1-if crernenm;

MCKT opraHoB 1ien, TpyHOII KI€TKM, OPIOIIHOI HOJI0-
CTM M MAJIOTO Ta3a BBIABM/IA: OYaroBoe oOpa3oBaHNUe B
nerkux — S1/2 pomu cneBa, OKPYT/IOH (GOPMBI, POBHBIMU
KOHTypaMyl, pasMepamy 9x6 MM; TMIEpIUIasys 06OMX
HA/[IOYE€YHNKOB (puc. 2).

ITo pesympraTaM [00OC/TIeOBaHUA MOMONHEH JUATHO3:
«AKTI-axmonuueckuii cundpom (HeiliposHOOKPUHHAS Heo-
NIA3US 166020 71€2K0207), 2UNEPKOPMULUUSM MANHCETI020 Heye-
nus. Ocnoxcrenus: emopuunsiii CJI (yenesoil yposens HbA, -
menee 7,5%). AI' 2-ti cmenenu. Oxcupenue 1-1i cmenenu no
knaccugpuxayuu Bcemuphoil opzanusayuu 30pasooxpaHeHus.
Hwemuueckas 6one3nv cepOyd, cmeHOKApOUsr HANPSHeEHUS
II pyHKYyUOHANLHOO KNIACCA, XPOHUUECKAST cepOeuHast Hedocma-
mounocmo ITA-cmaduu, II yHKUUOHATLHOZ0 KNdCCa NO WIKATe
NYHA (New York Heart Association). CrmepouoHas Muonamusi».

CKOppeKTHPOBAHO JIedeHe: yBeTdeHa JO3MPOBKa ITpera-
paros Kamusa — fo 5000 mr/cyT (BHyTpMBEHHOe BBefieHMe 3 T
4% pacTBOpa Kanua XI0PUJ, IEpOpanbHasa Tepanus — 525 Mr
Kanus acmaparuHaT 1 1500 Mr Kamus opoTaT) M CIMPOHONAK-
TOHa — 10 200 Mr/cyT, TakXe JoOaBIeHa aljeTUICATNLMIIOBAs
Kucnota — 100 Mr/cyT; B CBsI3U C pasBuTMeM Opagukapaun 6u-
COIPOJION OTMEHEH.

YuuTbiBasg yXyplIarmouleecs COCTOAHME IALIVEHTKM, OT-
CYTCTBHUe CTaOMWIN3aLMM YPOBHs Kamus Ha $OHe MaCCUBHOI
MHQY3NOHHOM M IIePOPaIbHON Tepanuu, A OIpefe/leHNs
IanbHerieil TaKTUKM edenus 18.05.2021 mpoBeneH Bpaue6-
HBIIl KOHCU/IMYM, B Pe3y/IbTaTe KOTOPOTo IPUHATO pelleHle O
IPOBEIeHUN XUPYPIUYECKOTO JIedeHNsI B 00beMe ABYCTOPOH-
Hell aipeHaISKTOMUY 110 BUTA/IbHBIM IIOKA3aHUAM.

Opnaxo 19.05.2021 mpu nepeBofie B XUPYyprudeckoe OT-
Ie/leHMe y TIAIVEeHTKV BbIABJIEH IIOJIOKMUTEIbHBIM Ma3oK Ha
SARS-CoV-2. Ee nepesenu B nudexnmonHoe otnenerve 'BY3
MO «MOHMKN um. M.O. BragumMupcKoro», HOBTOPHO BbI-
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Puc. 2. MCKT opraHoB GpIolHO# MOAOCTH C
KOHTpacTMpoBaH1eM. HaanoueuHukm: o6bIYHO PACTIOAOXKEHDI,
A PY3HO YTOALLEHBI, MAOTHOCTbIO B HATUMBHYIO ha3y —

28 HU, B aptepuanbHyto — 97 HU, B BeHo3Hyt0 — 111 HU,

B BblAAUTEAbHYI0 — 62 HU.

Fig. 2. Multispiral computed tomography of abdominal
organs with contrast. Adrenal glands: usually located,
diffusely thickened, density in the native phase — 28 HU,

in the arterial phase — 97 HU, in the venous phase — 111 HU,
in the excretory phase — 62 HU.

o/tHeHa KoMnbiotepHas Tomorpadusa (KT) opraHos rpynHoi
KJIeTKM, Iie BBIAB/ICHA [IBYCTOPOHHAS ITHEBMOHUS CO CTelle-
HbBIO TTIOPaXKeHN JIeTKUX 7o 25%. K mpoBopumoit Tepanum fio-
6aBJIeHBI IPOTVBOBMPYCHbIE, aHTHOAKTEpHATIbHBIE TIPEIIapaThl
Y aHTMKOATY/IAHTHASA Tepamus.

20.05.2021 BbIIIONTHEHA [BYCTOPOHHAS SHIOCKONMYECKAS
agpeHanmskToMus. Ilocme omeparyy NanyeHTKe ITPOBOAVIIN
3aMeCTUTENBHYIO TEPAINIO ITIOKO- ¥ MUHEPATIOKOPTUKOCTEPO-
UaM1 — BHYTpPUBEHHbIe MHQY3UM IPESHU30IOHA 110 60 MT C
HOCTIeAYIOINM [IEPEBOfIOM Ha IepopabHyo Gopmy 15 Mr/cyT,
bnynpokoptisoH - 0,2 MKI/CyT.

B Teyennue 10 fHeN OTMeYanoch NOCTENIEHHOE yAyYIlIeHNe
CaMOYyBCTBMA IALVIEHTKI: 3HAYNTE/IbHOE YMEHbBIIIEHIE OTEKOB
HIDKHMX KOHEYHOCTEN!, perpecc MbILIeYHON cTaboCTH, IOBbI-
IIeHJe aNeTTa; 0 JAHHBIM Ta00pPaTOPHOro 06C/IeOBAHNS
OBUIO OTMEYEHO IOBBILIEHNE YPOBHA Kamus IO 3,5 MMOJb/T
Ha (oHe mpueMa Ipemnaparos Kamus, AJ] 661710 B Ipefenax 1e-
NeBBIX 3HauyeHMIl. IlalnMeHTKa BBIMMCAHA C yIydlIeHUEM IIOf
Ha0/mofieH1e 3HOKpuHonIora KoHCy/IbTaTuBHO-MarHOCTIYe-
ckoro neHTpa I'bY3 MO «MOHMKMU nm. M.®. Bragumupcko-
TO» CO CIeAyIolell Tepanmeii: IIpefHN30NoH — 15 Mr/cyT, diy-
OpoKopTu3oH — 0,2 MKI/CyT, IMHAIIMITUH — 5 MI/CYT, Kanus
acraparusar — 525 Mr/cyT. 3aTeM B TeYeHMe MecALa I0f, KOH-
TPOJIeM CaMOYyBCTBUA JO3MPOBKA MIPETHN30/I0HA IIOCTEIIEHHO
CHIDKeHa Jio 7,5 Mr/cyT, drynpokopTusona — go 0,05 MKr/cyT;
ypOBEHb Kamis HopManusoBancs (4,5 MMOJIB/IT), U IIpemapaThl
Ka/ysi OTMEHEHBL.

Jna moucka IepBUYHOTO SKTOMMYECKOTO Odara IuIepce-
kpeuyu AKTT maryeHTKa HalpaBjleHa Ha IIPpOBeeHMe KOMOM-
HMPOBAHHOII O3UTPOHHO-3MUCCHOHHOI U peHTreHoBckoit KT
(II9T/KT) ¢ ®*Ga-DOTA-TATE - y4acTKOB HaKOIIIEHUsI pafiuio-
(dapMnpenapara He 06Hapy»XeHO, OIIIICAHO HeraTMBHOE 06pa3o-
BaHye B S1/2 momu y1eBoro yierkoro (ramaproma?), HeraTMBHBIE
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Puc. 3. MIT-KT c *Ga-DOTA-TATE, 6 mec nocae
ABYCTOPOHHeH aApeHaA3KTomuH. [pusHakos “*Ga-DOTA-
TATE-NO3UTUBHOM OMYXOAM HE BbISIBAEHO; HEFATUBHOE
ob6pazoBaHue B S1/2 AOAM AEBOIO AETKOTO (ramapToma?);
HeraTMBHblE HEPABHOMEPHbIE YYaCTKM YNAOTHEHMS S6
npasBoro 1 S9 AEBOro Aerkoro; HeratupHoe obpasoBaHue B
MPaBoON AOA€ LUIMTOBUAHOM XEAE3bl; KUCTbI MoYeK.

Fig. 3. Positron emission tomography — computed
tomography with *Ga-DOTA-TATE, 6 months after bilateral
adrenalectomy. No signs of ®*Ga-DOTA-TATE-positive tumor;
negative formation in S 1/2 lobe of left lung (hamartoma?);
negative irregular areas of consolidation in S6 of right and S9
of left lung; negative formation in right lobe of thyroid gland;
renal cysts.

HepaBHOMEpPHBIE YYaCTK! YIUIOTHEHVS B S6 mpaBoro u S9 neBo-
ro serkoro (puc. 3).

Ilpu KOHTpONBPHOM OOCTenoBaHUM dYepe3 4-8 Mec 1o-
Cle  OIepalyl OTMEYEHO 3HAYNUTEIbHOE CHIDKEHME YPOBHA
AKTT po 179,37-169,3 nr/mn (npu pedepeHCHBIX 3HAYEHUAX —
5-46 1r/Mit), 4TO He COOTBETCTBOBA/IO 3HAYEHISIM [0 OIePaLIUIL.
BeiiBMHYyTa IMIIOTe3a O TOM, 4To o4ar AKTT-sxronuu Haxommics
B yHaJICHHOJ TKaHY HaJIIOYeYHMKOB, B CBA3Y C 9TUM IIPOBENEHO
nMmmyHorrcroxnmmdeckoe (VII'X) uccimegoBanue mocronepary-
OHHOTO MaTepuaa ¢ ucrnonb3oBanneM auturen K AKTT (puc. 4).

IIpyu rUCTOMOINYIECKOM UCCIIEROBAaHNM MO3TOBOE BELIECTBO
IIPaBOTO HaJIIOYeYHNKa MMENO HedeTKIe, HeCKOJIbKO Pa3MBbl-
Tble KOHTYpBI (CM. puc. 4, @), a B IeBOM HaJ[IIOYeYHIKe, Ha-
IIPOTUB, HAOMIONAMUCD YTOJILEHNe U TUIIePIIa3Nsi MO3TOBOTO
BelecTBa (cM. puc. 4, d), uro xoportuo BugHo mpu UI'X-uccrne-
TOBaHMMU C XpOMOTpaHVHOM A (cM. puc. 4, b, e). IIpu sTom B
MO3rOBOM BeI[eCTBe 00OMX HAAIIOYEYHVKOB IIPY PeaKkuuu C
antutenamu K AKTT BbIsABIANMCD MHOTOUMCIEHHBIE A1 dy3-
Ho pacnpepeneHnble B ux TkaHu AKTT-cexpeTupylomue KeT-
Ku (cM. puc. 4, ¢, f).

Takum 06pa3oM, BepupUIMPOBAH HEOOBIYHBII IIEPBIYHBII
ovar AKTT-3KTonmu B MO3TOBOM C/I0€ 000MX HAZTIOYEYHNKOB.

B manbHelimeMm B AuHaMuKe, depes 3,5 rofa mocue afgpe-
HAJISKTOMUY, HAOTIONAIoCh CHIDKEHME yposaa AKTT po
33,5 nir/Mi Ha OHe 3aMeCTHUTEIbHO Tepanuy HaJlOYeYHIKO-
BOIT HEOCTATOYHOCTI.

O6cyxaeHne

y TMAIVIEHTKN C JJIUTENIPHO CYLIECTBYIOIMM OXVPEHNEM C
PABHOMEPHBIM paCIIpefiefieHNeM ITONKOXXHO-KIPOBOI KIIeT-
JaTKy ¥ KOHTponupyemoit AI' B Bo3pacTe 64 /1eT pe3Ko YXya-
IIMIOCHh COCTOAHME: IIOABMINCH M IIPOTPECCUPOBANIN OTEKU,
BO3HMKJ/IA I HapacTaja MbIIIEIHAA CHa6OCT]), BIIEPBBI€ BbI-
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asmen CJI 2 6es sHauMTEeNMBHOTO MOBBIIEHNs yposHs HbA .
Kak y»xe o6cy>xpanocs panee, oxxupenue, AI' u CJI 2 sApnsorcs
YaCTBIMU TPOSIBJICHUAMM TUIlepkopTuiusma [1-3], ¢ opgHoil
cTopoHbl. C Apyroif CTOPOHBI, 3TO YaCTO BCTPEYAIOLINECS CO-
crosiHuA B o6weit nomymtyu [10, 11]. Kareropuu B3pocmbix
HAlMIeHTOB, KOMY PeKOMEHJJ0BaHO 00CIIeOBaHNe I VICKITIO-
YeHNA TUIePKOPTULIN3MA, BKIIIOYAIOT:

» MOJIOJbIX JTIOfIEl C OCTEONIOPO30M M HUSKOTPAaBMAaTHYHBI-
mu nepenomamu, CII u oxxupenuem, AT, penpogyKTuBHbI-
MM HapyIIeHUAMY, ObICTPOIT IPMO6aBKOI MaCcCHI Te/a B CO-
YeTaHNN C BBIPAKEHHOIT 0011IelT M MBIIIEYHOI CTA60CThIO;

o MAIVIEHTOB C XapPAKTE€PHBIMU [ TUIEPKOPTULIM3MA U3-
MEHEHIAMM BHEIIHOCTY Y MHOXECTBOM PasHOOOPa3HbIX
KIVMHNYECKUX HPOSABICHMII TMIIePKOPTULN3MA; MaIVeH-
TOB CO CIy4aifHO BBIABICHHBIM HOBOOOpPa3oBaHNMeM Haj-
MIOYeYHNKa;

* HALMEHTOB T060T0 BO3pacTa C IJIOXO KOHTPOIMPYEMbIM
CI n/umn AT B codeTaHMU C OXMpPEHMEM MIu ObICTPOIL
pu6aBKOI MacChl Tena;

o IAIIMEHTOB C [IepeIOMaMU Te/l I03BOHKOB, 0COOEHHO MHO-
JKECTBEHHBIMII TIepelioMaMit B Bo3pacte 1o 65 et [1,2].

Crporo roBops, JaHHas MalJeHTKa He MOAXOMV/Ia HY IIOf,

OffHy U3 HMX: y IIAlMEeHTKI MHOTMe TOfjbl Macca Tenla OblIa cTa-
OW/IbHOIL, XOTS U BBICOKOIT (K TOMY >Ke TIPU YXYALIEHUN COCTOsA-
HIIsI OHA CTaJIa TePSTh, a He Habuparb Maccy Tena), AT’ pasBuach
B Bo3pacTe 55 jeT 1 OblTa KOHTPOMUPYEMOIL, IIPM STOM BbISB-
nenve CJI 2 y manmeHTKu crapiue 60 JieT ¢ UINTEIbHO Cyllle-
CTBYIOIIIVIM OKMPEHMEM He ABJIACTCA SKCKIIIO3MBHON CUTYaIM-
eif, Iepe/IoMOB y HaIueHTKu He 6bu10. COIIACHO POCCUMIICKIM
MCCTIeNOBAaHNAM, HECMOTPA Ha 3HAUUTE/IbHYI0 BapuabelIbHOCTD
Bo3pacra 60mbHbIX ¢ AKTT-9KTOIMMYECKNM CUHAPOMOM, Mefy-
aHa BO3pacTa MAI[1IeHTOB C 9TUM 3a00/IeBaHNeM COOTBETCTBYET
39-40 rogam [4, 5], mosTomy Bo3pacT febroTa 3a00MeBaHUs Y
HAIVIEeHTKY TOKe OBUT He caMblil TMINYHBIL. OFHAKO IIOBOTOM
I/l IMATHOCTMKM SHJIOTEHHOTO TUIIEPKOPTUIIM3MA SBUIUCH
IPOTpeccUpYIOLas MblIeyHasl CMabOCTb U BbIABICHHAs TsDKe-
sl TUIIOKa/IMeMus, KoTopble xapakTepHbl i AKTT-skromm-
veckoro cuuapoma [3]. B xogme maboparopHoro o6cnenoBaHus
HofTBepK/ieHa runepcekpenysa koptusona u AKTT
OrcyTcTBUe BM3yanmsanyy obpasoBanHuii rumodusa He
rapaHTupyeT Haamuue skrommdeckoil cekpeuym AKTI, Tax
KaK KOPTMKOTPOIIMHOMBI MOTYT OBITb MMKPOCKOIMYECKMX
pasmepos [1,2]. Kpome TOro, OIMCcaHbl CIy4an CoYeTaHust rop-
MOHaJ/IbHO-HeaKTUBHOI omyxomu runodusa u AKTT-skromm-
yeckoro cuHpapoma [4]. OgHaKO CTOMb 3HAYMMO HOBBIIIEHHbIE
koHleHTpauyu AKTT 1 kopTn3sona B coueTaHuy ¢ Myuonarueit
U HEKOppermpyeMmoil TUIIOKaayMeMueil XapaKTepHBI VIMEHHO
s arpeccuHoro Bapuanta AKTT-skrommdeckoro cuHppo-
a [6, 7]. Ilocnenyrommas TaKTUKA BeEHNUA MAlMEHTKU Tpef-
Hosaraza Mmouck skronmyeckoro ouara cekpeuun AKTT, u no
mauHbiM MCKT opraHoB rpyfHOIl KIeTKHU BbIABIEHO 06paso-
BaHle B BEPXHUX OT/e/ax J1eBoro jaerkoro. HopoobpasosaHus
nerkoro — Hambonee yacras nokamusanya AKTT-cexperupy-
IOIMX BHErnMmno(usapHbIX OIyxosneit [4-6], 1 Mbl IIpeanosno-
XKIJIN, YTO BBISAB/IEHHOE 0Opa3oBaHue JIETKOTO eCTh ICTOYHUK
runepriponykuny AKTT. Tem He MeHee OGbICTpOe HpOrpeccu-
pOBaHNUe CUMIITOMOB CepIEeYHOl HeOCTATOYHOCTH, HECMOTPS
Ha aKTMBHOE TepalneBTUYecKoe e4eHMte, He TI03BOJIMIO 3aKOH-
YUTb TONMYECKYIO JMATrHOCTUKY, U OblIa BhIOpaHa >KM3HECO-
XpaHsAIIIas ollepalusa B 00beMe ABYCTOPOHHEN afjpeHaNIIKTO-
muy. CUTyaIusa OC/IOKHIIACH IPUCOeIVHUBIIENICA BUPYCHOI
ungexuueir SARS-CoV-2, koropas sBIAeTCA [OKa3aHHBIM
(aKTOpOM BBICOKOTO PUCKAa YXYAIIEHMA COCTOSHMA Ialu-
eHTOB ¢ runepkoptuiusmomM [12]. HecMoTpst Ha TsDKemoe co-
CTOSIHME MAallMeHTKM ¥ Pa3sBMUBILIYIOCA BUPYCHYIO ITHEBMOHMIO,
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Puc. 4. Tpasblit (a—c) 1 AeBblit (d-f) HaAOYeYHMKH. MO3roBO€ BELLECTBO NPABOro HAAMOYEUHUKA UMEET HEYETKUE KOHTYPbI
(a, OTMEYEHO 3BE3A0UKOI1), @ MO3rOBOE BELLECTBO AEBOFO HAAMOYEUYHMKA YTOALLEHO U MMMEPrAa3MpoBaHo (d, oTmeueHo
3Be3aoukoi). Okpacka reMaToKCMAMHOM M 203UHOM, YB. 40. DKCnpeccust XpoMorpaHmMHa A B KAETKaX MO3roBOrO BellecTBa
npasoro (b) u AeBoro (€) HaanoveuHnkos, yB. 125. AKTI-cekpeTupyiolume KAETKM, AMAPEPY3HO pacripeAeAeHHble B MO3rOBOM

BeLLeCTBE NPaBoro (c) U AeBoro (f) HaAMOYeYHUKOB, yB. 250.

Fig. 4. Right (a—c) and left (d-f) adrenal glands. The medulla of the right adrenal gland has fuzzy contours (a, marked with
an asterisk), and the medulla of the left adrenal gland is thickened and hyperplastic (d, marked with an asterisk). Hematoxylin
and eosin staining, magnification 40. Expression of chromogranin A in the cells of the medulla of the right (b) and left (e)
adrenal glands, magnification 125. ACTH-secreting cells diffusely distributed in the medulla of the right (c) and left (f) adrenal

glands, magnification 250.

omepanys IpoIIa YCIeLHO, HO3BOINIA HOOUTCSI KOHTPOTIA
HaJl CMMIITOMaM! TUIIEPKOPTULM3MA U U306eXaTb JieTalbHO-
ro MCXOfa. [IBYCTOPOHHSAS afpeHansKToMusi — 3¢ eKTUBHBIIN
METOJ, KyIMPOBaHNUS CHMITOMOB IMIIEPKOPTULM3MA B CIydae
OpICcTpOIporpeccupyomiero 3abonesauns [8, 9, 13].

IMocne crabmmMsanym COCTOSHMA HALMEHTKU HPONO/DKEH
AMATHOCTMYECKMiT HOMCK mepBu4Horo ovara AKTT-skrormm.
ITpu IIST/KT ¢ Ga-DOTA-TATE He BbIsAB/IEHO HaKOIUIEHVs
papmodapMIIperapara B KaKix-/moo o4arax, B TOM YNC/Ie B Jie-
BOM JIETKOM. DTOT MeTOJ 0OCTIeIOBaHNSA CUNTALTCA JOCTATOYHO

YyBCTBUTENbHBIM A puarHocTuky  AKTT-cexpermpyrormux
HeJIPOSH/IOKPUHHBIX BHErMIIo(13apHbIX omyxoeit [14-16],xots
B IIOC/IefiHee BpeMs 00CY>K/AI0TCs IPEVMYIIeCTBa IPYMEHEeHNs
%Ga-DOTA-TATE npy BHeIEro4HOI JIOKaIM3aLuy HENPOSH/0-
KPUHHBIX omyxoreii [17], a Taxke koMOuHarmy Metonos 19T/
KT ¢ ®Ga-DOTA-TATE u “F-FDG B [OuarHOCTUYECKU CIIOXK-
HBIX CITy4asX, YTO IO3BO/IAET MOBBICUTD BblABIAeMocTh AKTI-
9KTONMYeCKMX omyxoneit 1o 90% cmydaes [14, 18]. ITokasaHo,
gro II9T/KT ¢ “F-FDG Takxe MOXET IPVMEHSTHCS B [MArHO-
cTuke MP-HeraTuBHBIX KOPTMKOTPOIMHOM MAjIbIX PasMepoB™.

*Hoit Y.A., Peokkosa [I.B., Yepebwwio B.IO., u gp. Coco6 amarsoctuxku MPT-neraruBupix AKTT-npopynupyomux afeHom runodusa. Ila-
TeHT Ne2699218 ot 03.09.2019 (https://patents.s3.yandex.net/RU2699218C1_20190903.pdf).
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Ho B HamieMm ciydae fanbHeiiiiee o6ciefoBaHie OBUIO IIPYO-
CTAQHOBJIEHO B CBA3M C TeM, YTO 4epe3 4 Mec IIOC/Ie OIlepalnuu
3aUKCUPOBaHO 3Ha4MTeNbHOE cHIDKeHMe yposHa AKTT. Takoe
BO3MOXKHO TOJIBKO TIOCTIE YAa/eHNsA MCTOYHNMKA TUITepCeKpel
AKTT, u aror daxr cran ocHoBanneM mist moncka AKTT-skro-
IIMYECKOro O4ara B yAa/IeHHOI TKaHM HaJIIOYeYHNKOB. KoHIleH-
tpauys AKTT ocraBanach HECKOTBKO TIOBBILIEHHOI, OBHAKO — C
y4eToM IBYCTOPOHHEl afipeHalsKTOMMUM B aHaMHe3e — MOXKHO
cKasatb, 4T0 ypoBeHb AKTI cooTBeTCTBOBaN COCTOSHUMIO TIep-
BUYHOJ HAIIOYEYHMKOBOI HEJOCTaTOYHOCTH [19].

AKTI moxeT /OKanbHO BblpabaTbiBaTbCsi xpoMaduu-
HBIMM KJIeTKaMU MO3TOBOTO C/IOA HaJIIOYeYHUKOB — CUUTALT-
Cs1, 9TO B (PMBMOIOTMYECKUX YCIOBYSIX JIOKAIbHAS IIPORYKIMS
AKTT sBnsieTc OCHOBHBIM MeAMATOPOM (PYHKIIIOHATBHOTO
B3aMMOJICIICTBYUA MEX/Y MO3TOBBIM U KOPKOBBIMU CIOSMMU
HagmodeyHuka [20]. AHomanbHas rumepnpopykuma AKTT
B TKaHM HAJAIIOYeYHMKA OMNNCAaHAa ¥ IpU CUHAPOME TUIIep-
KOpTUIIM3Ma BCEACTBUE [IBYCTOPOHHEN MaKpOHOLYIAPHO
TUIepPIUIasuM Ha/IIOYeyHNKoB; B Takux caydaax AKTI o6Ha-
PY>KMBaeTCs B CyOIOMY/ISILMY apeHOKOPTUKAIbHBIX K/IETOK,
KOTOpbIe COXpaHWIV HEKOTOpble CBOICTBA af[peHOTOHATHOTO
3auaTKa B pe3y/bTaTe HapylleHHOro smbpuoreHesa [21]. Ta-
KuM 00pasom, ecTb gaHHble 0 ToM, 4T0 AKTT ocymecrsisier
perynAaLyIo ay TOKpMHHBIX/ITapaKPUHHBIX IIPOL[ECCOB B3aVIMO-
HeVICTBUA MEX[Y PasIMIHBIMU C/IOAMIU HaAIIOYeyHMKA KakK B
(DUBMOIOTMYECKNX, TaK U B TATOTOTMYECKUX yCnoBuaAx [20, 21].

Kak y>xe 0oTMe4anocn, B CTPyKType MIPUYMH CUHAPOMa 3KTO-
mraeckoit mpopyKuyu AKTT deoxpoMoLMToMbl BCTpeYarTCs
¢ gactoToit 2-6% [1-3, 6]. OgHaxo B HalleM cy4dae He 6bUIO HI
obpasosanu: 1o gaHHbIM MCKT Hafnmoue4HNKoB, HU1 eoxpo-
MOIIMTOMBI IO JAHHBIM TMICTOTIOTMYECKOTO MCCTIEOBAaHNA, BbI-
SIBJIEHa TO/IBKO I'MIIEPIUIa3us MO3TOBOTO C/IOS HAJIIIOYEYHNKOB.
Ham ypmanoch HaiiTu B MUPOBOJ JIUTEPATYPE BCETO 5 CXOXMUX
KIMHMYeCKUX CIy4aeB, Korga y maumeHToB ¢ AKTT-skromm-
YeCKMM CMHJPOMOM C HEYCTaHOBJICHHBIM OYaroM BBIIIOTTHEHa
IBYCTOPOHHSA alpeHANISKTOMINS U 110 pe3yIbTaTaM IOCIeRy-
tomtero VII'X-uccnenoBanus o6HapyxeHsl A1 ysHO pacmono-
xeHHble AKTT-cexpeTupyome KIeTKM B MO3TOBOM CIIO€ HaJl-
TIOYeYHNKOB [22-24]. Cpeny MaIeHTOB ONMCaHbI MY)KUIHA
36 et [22], »xeHmuHa 44 et [23], ellje ofHa >XeHIIMHA 28 j1eT
u Boe MyxumH 28 1 31 ropa [24]. Y Bcex MaIeHTOB JMAarHO-
crupoBad AKTT-3aBuCHMBIl SHJOTEHHBIN TMIEPKOPTULIU3M,
IIPY 3TOM TOPMOHA/IbHBIE TIOKa3aTe/l CYLIeCTBEHHO Bapbupo-
Ba/I: pa3bpoC IPeBBIIIEHNsT BEPXHEll IPaHNIBl pedepeHCHBIX
3HAYEHUI I CyTOYHOM 3KCKPELVM KOPTU30/1a C MOYOI COCTa-
BuJI OT 12 o 130 pas, i ypoBHs yTpenHero AKTT kposu - ot
1,2 po 15 pa3 [22, 23]; B 1-m cnyvae ypoerb AKTT 6511 110BBI-
IlIeH TOZIBKO B BedepHee BpeMs [22]. KimHudeckue nposiBiieHns
TUIePKOPTUIM3MA HabMOfamich y 4 u3 5 mauyeHTos [22, 23],
B 1 ciydae y >KeHIIMHBI OblIa TOMBKO TeHepaIM30BaHHAsL Cla-
60cTb, akHe u rupcytism, IMT 6611 HopMasbHbIM [24]. [Tpy 1a-
6opaTopHOM 00C/IEOBAHNY Y BCEX MAL[MEHTOB, KaK U B HAllleM
Cydae, HaOMIOfja/Iach BBIpaKeHHAs] HEKOHTPONMpyeMas TUIIO-
Ka/meMys o 1,2-2,6 MMOJIB/JI, YTO B TOM 4MCIIe 06YCIOB/IMBATIO
TSDKECTb COCTOSIHUA TAIMEHTOB. Y 1 HMalMeHTKM IO pe3y/bTa-
tam KT 3a6prOLIMHHOrO IIPOCTPAHCTBA BbIABIEHO KPYIHOE
obpasoBaHye NeBOT0 HA/IIOYeYHNKA pasMepaMi 5 CM, TeTepo-
TeHHOI! CTPYKTYPBI, B CBA3M C YeM IPOBefieHa JIeBOCTOPOHHAA
agpenamskromust [23]. OcranbHbIM 4 113 5 NALMIEHTOB B paMKax
noucka nepsyuHoro ovyara AKTI-skromun mposegeHo II9T/
KT [22,24]. Y 1 mauneHTa BbISAB/IEHO ITO3UTUBHOE HAKOIUIEHUE
B 00/1aCTM HOCOBOJT Ma3yXy ¥ PeIIeTYaToOro CUHyca CJeBa, I1o-
CJIe yAa/IeHns KOTOPOro BepuduiypoBaHa Heripobnactoma 6e3
AKTT-cekpernpymomux K1eTok [24]. YauTbiBas mporpeccupy-
Iolllee yXy/IIeHNe CaMOYyBCTBIUA, STUM ITallVieHTaM BBIIIOTTHEHa
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JKM3HECOXPAHSIOLIAs oepanysi B o6 beMe JBYCTOPOHHEN! ajipe-
Ha/KaTOMuUM (22, 23]. B M THpyeMpIX C/Iy4asx 10 pesy/ibraraM
UI'X Boiareno Hammume AKTT-cekpeTupyomux KIETOK,
11 Y3HO PaCHONIOKEHHBIX B MO3TOBOM CJI0€ HaAIIOYeYHIU-
KOB [22-24]. HekoTOpble aBTOPBI MIPEANOIATAIOT, YTO JaHHBII
(beHOMeH Mor ObITh IpeflIeCTBEHHUKOM Oy/yLieil Gpeoxpomo-
L[UTOMBI, €llle He CONPOBOXKJAIOIIMMCS MOBBILIEHNEM YPOBHS
MeTWIMPOBAaHHBIX KaTeX0/IaMIHOB [22].

B Hanrem KIMHIYECKOM C/Ty4ae KaTeX0/IaMMHBI HE MICCTIENO-
BaHbI BBUJIY OTCYTCTBUsI Busyanusupyemsix Ha KT o6pasosa-
HUIT HAfIIIOYeYHNKOB M OBICTPOIPOrPECCUPYIOIIEr0 YXY/ALLe-
HUA CaMOYYBCTBUA HMAlIMEHTKM, C OFHOIN cTopoHbl. C mpyroit
CTOPOHBI, B HEKOTOPBIX IPMBENEHHBIX CTydasaX MCCIeOBaHbI
YPOBHM KaTeXO/TlaMIHOB, U OHJ He ObUIM IOBBILIEHSDI [22, 23].

3akAloueHume

JJaHHBI KIMHWYECKMIT CIy4ail NeMOHCTPUpPYeT HeoOXo-
IMMOCTDb K/IMHUYECKOM HACTOPOXXEHHOCTU B OTHOLIEHUM 3H-
TOTeHHOTO TUIIEPKOPTUIIM3MA Y MAILVIEHTOB TI000r0 Bo3pacTta
C OBICTPONPOrpecCUPYIOINMI CUMIITOMAaMI CepAedHOll He-
HZOCTATOYHOCTH, @ TAKKe OOIeil ¥ MBIMIEYHON c1abocTy Ha
¢oHe BbIpaKeHHOIT runoKamieMuy. CaMbIM TPYLOEMKUM 3Ta-
IIOM JIMaTHOCTUYECKOTO IIOMCKA AB/IAETCA IMOUCK IIEPBUYHOTO
oyara AKTT-akronuu, 1 ero HeBO3MOXKHO OCYLIECTBUTb IIpU
arpecCMBHOM Te4eHNUM 3a60JIeBaHNs, 0COOCHHO IIPU YHUKAIb-
HOJ nmokanusanuyu nepudnoro odara AKTI-sxtomum. B Ta-
KIX CITy4asx NMpKOeraiT K XM3HECOXPaH:AMIIIell onepalun B
o6beMe IBYCTOpOHHeI! afpeHanskromuu. Ha mpumepe Haie-
rO KIMHUYECKOTO CIy4Yas IOKa3aHO, YTO Ba)KHA OLEHKAa Iop-
MOHAJIbHOTO CTaTyca B IIOC/IE€ONEPALMOHHDIN Nepuon, U Ipu
3HauuTeNbHOM cHIDKeHun yposHa AKTT mocne onepaTuBHOTrO
7IedeHNs MOXKHO 3anofo3puth Hamnune oyara AKTT-skronun
B Y/JaJIEHHOJI TKAaHU HAIIOYEYHUKOB, B TOM YIC/IE B MO3TOBOM
croe. Ml mpeficTaB/IsieM YHUKA/IbHbIN — 6-i1 B MUPOBOII /IUTE-
parype - cnyyait AKTT-3KTOnM4YecKoro cMHApOMa BCIeCTBIE
TUIIEPIIIa3MI MO3TOBOTO C/I0S HaJTIOYeIHIKOB.

PackpbiTie MHTepecoB. ABTOpBI HEKIAPUPYIOT OTCYT-
CTBI€ IBHBIX ¥ IIOTEHIIMAIbHBIX KOH(INKTOB MHTEPECOB, CBS-
3aHHBIX C IyO/NUKalLVell HaCTOSIIIel CTaTbU.
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Cnmcok cokpaueHmi

AT - apTepuanbHas IUIepTeH3UA

AJl - apTepuanbHOe JaBNeHNe

AKTT - afipeHOKOPTUKOTPOIIHBIII TOPMOH
UTI'X - MMMYHOTMCTOXMMUYECKIIA

VIMT - unpmexc Macchl Tea

KT - xomnbroTepHas ToMorpadus

MPT - MarHuTHO-pe3oHaHCHas ToMorpadus

MCKT - mynbTucnypanbHas KOMIObIOTEpPHasA TOMOTrpadus

II9T/KT - KOMOMHMpPOBaHHAsA NO3UTPOHHO-3MUCCUOHHASA M PEHTTEHOB-
CKas KOMITbIOTepHasA ToMOrpadus

C]II - caxapHblit Anabet

HbA, - rmkupoBaHHbIi TeMOTNo6UH
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