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AKTr-3KTONMUPOBAHHbIA CAUHAPOM Y NALUMEHTA BE3 BEPUOULUPOBAHHON
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PacnpocTpaHeHHOCTb 3HAOreHHOro rmnepKkopTMLM3Ma COCTaBAAET OKONO 5-6 cnyyaeB Ha 1 maH yenosek, gona AKTI-3a-
BMCUMOTO rnepkopTuLm3ama — nopsigka 80%. Cpefm 3101 KoropTbl 60MbHbIX Y 70-75% npuurHon runepcekpenmn AKTT
CNY>XWUT KOPTUKOTPOMNUHOMA, Y 10% AMarHOCTUPYIOT runepniasmnio KOPTUKOTPOoOHOB, y ocTaBumxca 15-20% — HenposHZo-
KPWHHbIE OMyXOMnn PasfiIMYyHON nokanusauuu, npogyumpytowme AKTT n/unn koptrkonubepuH. Mpu AKTI-3kTonvpoBaH-
HOM CMHAPOME Pa3BUTME KIMHUYECKMX MPOSBEHUN, KakK MPABUIO, MPOUCXOAUT ObICTpee, Yem Npu KOPTUKOTPOTNUHOME,
yTO 1 onpeaensieT cBoeobpasne KINHNYECKOWN KapThHbl. TPYAHOCTU BbISBMIEHWA NEPBUYHOIO ovara runepcekpeunn AKTT
MOTYT ObITb OOYC/IOBNEHBI €70 MaJibIM PAa3MEPOM, OTCYTCTBUEM WU HECNELMGUUHOCTBIO KITMHNYECKOWN KapTVHbI CO CTOPOHDI
NepBMYHOro oYara, paHHUM MeTacTa3upoBaHEM B C/lyvae 3/10KayeCTBEHHbIX onyxonen. Kpome Toro, KnuHmnyeckne nposs-
NeHNA TMNepPKOPTULM3MA MOTYT pacCMaTPMBaTbCA U Kak CaMOCTOATENIbHbIE HO3010rMYeckme GopMbl, UTO CO3JaeT onpeae-
JIEHHbIE C/IOXHOCTY Ha 3Tanax paHHen AMarHOCTUKK 1 CBoeBpemMeHHOro neveHna AKTI-3KTonMpoBaHHOIO CMHAPOMA.

K/MIOYEBBIE CJTOBA: runepkoptuumnam, AKTI-5KTONMPOBaHHbIN CUHAPOM, OXKUPEHWE, KITMHUYECKINIA CllyJail.

SYNDROME OF ECTOPIC ACTH SECRETION IN A PATIENT WITHOUT A VERIFIED TUMOR
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Prevalence of endogenous hypercortisilism is about 5-6 cases per 1 million people. ACTH-dependent hypercortico- sis in the
general structure is about 80%. Among this cohort of patients in 70-75% the cause of hypersecretion of ACTH is corticotro-
phinoma, about 10% are diagnosed with hyperplasia of corticotrophs, in the remaining 15-20% - neuroendocrine tumors of
different locations, producing ACTH and / or corticoliberin. With ectopic ACTH syndrome the development of clinical mani-
festations is faster than with corticotropinoma, which determines the nature of the clinical picture. Difficulties in identifying
the primary focus hypersecretion of ACTH may be due to its small size, absence or nonspecificity of the clinical picture from
the primary focus, early metastasis in the case of malignant tumors. Besides, clinical manifestations of hyper- cortisolism can
be considered and as independent nosological units, which creates certain difficulties at the stages of early diagnosis and

timely treatment of ectopic ACTH syndrome.

KEYWORDS: hypercortisolism, ectopic ACTH syndrome, obesity, case report.

AKTYAJIbHOCTb

PacnpocTpaHeHHOCTb 3HAOreHHOro rvnepKopTUL3Ma
coCTaBfAeT OKoNo 5-6 cnyyaes Ha 1 MJTH YenoBek, Npu 3TOM
€XXerofiHo BbIABNAT 1-2 HOoBbIX HA 1 MiH [1]. Dons AKTI-3a-
BMCUMOTO FMNepKoPTULM3Ma B 06LLEN CTPYKTYpe COCTaBNA-
eT nopsagka 80%. Cpeau 31ol KoropTbl 60/bHbIX Y 70-75%
NPUYMHONW rMnepceKkpeLmm agpeHOKOPTUKOTPOMNHOIO rop-
MoHa (AKTT) cnyXutT KOPTUKOTPOMMHOMA, elle npumep-
HO y 10% AuarHOCTUPYIOT rMnepniasunio KOPTUKOTPOoGdOB,
y octaBwmxca 15-20% — HeMpPOIHAOKPMHHbIE ONYXON pas-
NIMYHOW NoKanusaumu, npogyunpytowme AKTT n/unm koptu-
konnbepuH [1-4].

BrniepBble 60nbHasA C OBCAHOKJIETOUHbIM PaKOM JIErkux
N KIUHUYECKON KapTUHOW rmnepkoptuumama 6Obiia onw-
caHa B 1928 r. W. Brown [5]. B 1960 r. BbiaeneHbl nentuapl
M3 OMyxonu nerkoro, obnapawolivie agpeHOKOPTUKOTPON-
HOW aKTUBHOCTbIO, a B 1969 T. G. Liddle 1 coaBT. gokasanu na-
TOreHeTUYECKYI0 CBSI3b MeXAY MMNePKOPTULM3MOM U QyHK-
LIMOHANIbHOWM aKTUBHOCTbIO HEKOTOPbIX TUMOB OMNYXOJIel, UTo
MoO3BONMIO BbIAENNTL HOBOE 3aboneBaHve Nog Ha3BaHWEM
«AKTI-3KTONMPOBAHHBIV CUHAPOMY [6].
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CornacHoO 3NWMAEMUONOINYECKMM AaHHbIM, B 5-10%
cnyyaeB UCTOYHMKOM 3KTOMMueckon npoaykuum AKTT as-
NATCA OMNYXONW BHErnnopusapHo nokanusaunm: Kapuu-
HOMZHblE Onyxonu 6POHXOB (36—46%), OBCAHOKNETOUHBIN
pak nerkux (18-20%), ¢eoxpomonumtoma (9-23%), megyn-
NAPHBIA paK WUTOBUAHOW »enesbl (3-7%), onyxonu nog-
»KenyfoYHOW »efe3bl, BUIIOYKOBOW 1 OKONOYLLUHOW Xenes3bl,
ANYHNKOB, MaTKW, NpeAcTaTeNbHON Xenesbl, TONCTON KML-
KW, >Kenyaka, nvuesoga n gpyrux opraHos [3, 7]. MNpu AK-
TI-5KTONMPOBAaHHOM CMHAPOME pPa3BUTUE KINHUNYECKUX
NPOABMEHUN, KaK MPaBWIIO, MPOUCXOAMT bbiCTpee, uem npu
KOPTMKOTPOMMHOME, UTO ONnpefenseT cBoeobpasme KAnHu-
yeckon KapTuHbl [4]. TpyAHOCTM BbIABNEHUA NEPBUYHOrO
ouara runepcekpeuun AKTI moryT 6biTb 06yCriOBNnEHbI ero
MasiblM Pa3MepoM, OTCYTCTBUEM WU HecneunbuyHoCTbIo
KIUHUYECKOW KapTWHbI CO CTOPOHbI MEPBMYHOrO Ovara,
paHHMM MeTacTa3MpoBaHMEM B Cjlyyae 3/10KauyeCTBEHHbIX
onyxonein. Kpome TOro, Hanbosnee yacto BCTpeyvatoLmecs
NpoABNeHMA rMnepKkopTuLmM3ma (Takue Kak apTepuanbHas
rMNepTeH3ns, MUOMATUS, HapyLIeHMs YrieBOAHOro obme-
Ha, B T.U. CaxapHbii anabet (CL]), aneKTpPoNnTHbIe PacCcTpoi-
CTBa W YyCUNIEHHbIN KaTabonn3m 6enkoBs, cnocobcTByowme
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pa3BMTMIO MUOMATUN N HU3KOTPABMaTMUYHbBIM Mepesiomam,
rMNOroHagM3M 1 T.4.) MOTYT paccMaTprBaTbCA MHOTAA Kak
camocToATeNIbHble Ho3oM0rMyeckme ¢Gopmbl, YTo co3paeTt
onpefeneHHble CIOKHOCTU Ha STanax paHHen AnarHoCTu-
KN 1 CBOeBpeMeHHOro neyeHua AKTI-3kTonupoBaHHOro
cvHgpoma. lNprBefeHHbI KAWHMYECKMA ciydyan — TOMy
nogTBepXaeHue.

OMUCAHME CNTYYAA

MauwuenT I1., 36 net, B HosA6pe 2016 1. noctynun B OIBY
3HL| ¢ x)kano6amu Ha NoBbILLEHNE apTepuanbHOro AaBeHNs
(Al) makcumanbHo o 210/140 mm pT.CcT,, 60Mb B rpyaHON
KneTke 1 mMmexpebepbax npy GpU3MUecKolr Harpyske, oTeku
N OHeMeHUe pyK 1 Hor, NpubaBKy B Bece, 6OpLOBbIe CTPUU
B MOAMbILIEYHbIX BMagWHaX, Ha »KMNBOTe 1 6eapax, «CUHAKN»
Ha KOXe, ONIMTeNIbHOE 3a)KUBJIEHVE PaH, M3MEHEHWE BHeLl-
HOCTU (OKPYrfieHNe U NOKPACHEHME NINLA), MbILLIEYHYIO Clla-
60CTb, OAbILWKY NPy GPU3NUYECKOW HarpysKe, yCTanocTb, Cfla-
60CTb, PaCcCeAHHOCTb, FONIOBHYIO 6OJIb.

M3 aHamHe3a u3BecTHO, 4yTo B Mae 2015 r. B Bo3pacTe
35 fleT Nocsie He3HAUUTENbHOWN GpU3NUECKON Harpy3Ku BO3-
HUK KOMMPECCVOHHBIN Nepenom B rpyaHOM OTAesle No3BO-
HOYHMKa Ha ypoBHe Th5-Th6 (no gaHHbim MPT), natonoru-
yeckre nepenomsl pebep ¢ obenx cTopoH. B uioHe 2015 T.
npwv NPoBeaeHN AEHCUTOMETPUN MPOKCMMAJIbHOIO oTaeNa
6enpa Z-kputepuii -0,3 SD, NOACHMYHOrO OTAeNa NO3BOHOY-
HuKa Z-kputepuii -1,3 SD. B oktabpe 2015 r. npu obcnepo-
BaHWM BbiABNeHbl: C[], rukemus B aebiote 17 mmonb/n 6e3
KaKoM-NNbOo KINHUYECKON CMMMTOMATUKKM, PACLEHeH Kak
CJ 1 Tuna, HazHauyeHa VHCYNIMHOTEPANUs; OTPULATENbHbIN
HouHoW nopasnsowmn Tect (HMNT) ¢ 1 Mr gekcameTtasoHa
(kopTr3on KPoBM 556 HMONbB/N) NPV HOPMaIbHOM CYyTOUHOM
aHanuM3e Moun Ha cBobopHbI KopTu3on — 157,2 mKr/cyT
(Hopma 4,3-176) 1 OTCYTCTBUU OPraHNYECKUX M3MEHEHUI
HagnoyeuHukoB npu KT ¢ BHYTPUBEHHbIM KOHTPACTUPO-
BaHMEM; YPOBEHb METUIMPOBAHHBIX KAaTEXONAMVHOB B Cy-
TOYHOW MoYe B Hopme. B mapTte 2015 r. onpegeneH HU3KNN
YPOBeHb TecTocTepoHa. OflHaKO HECMOTPSA Ha pa3BePHYTYIO
KIMHUYECKYIO KapTUHY TMNepKopTMLU3MA (CTPUN, KCUHSKY
Ha KOXe, OKpYrfieHMe U MOKPACHEHVe nuua, GJNTeNibHoe
3aXKMBJIEHME PaH, MblleYHas clabocCTb, NepesioMbl MO3BOH-
KoB 1 pebep, CLI, rMnoroHagn3m) u oTCyTCTBUE NOAABEHNA
KopTu3ona Ha ¢oHe HIMT ¢ 1 Mr nekcameTasoHa, ANarHOCTL-
YecKMX 1 NeYebHbIX MEPONPUSTAIN He NPOBOAMIOCH Ha MPo-
TAXeHUn roaa (po anpena 2016 r.).

B anpene 2016 r.. koptn3on Kpoeu — 1511,8 HMonb/N
(Hopma 260-720), AKTT - 38,4 mkr/n (Hopma 0-50), 25(0OH)D -

Ta6nuua 1. lopmoHasnbHble aHanv3bl B pa3BepHyYTYI0 CTaguio 3aboneBaHus

Puc. 1. BHewHwuin Bug 6onbHoro M. Ha MomeHT noctynneHus 8 ®FBY SHL|
(HoA6pbL 2016 T.)

12,5 Hr/mn (Hopma 6onee 30); Ha MPT runodwusa: natonoru-
YeCKMX N3MEHEHUIA rnnodri3a He BbIABNEHO.

Pe3ynbratbl pusmKanbHoro, nabopatopHoro

N NHCTPYMEHTAJIbHOro nccniefoBaHna

Mpw noctynnenun B OIBY 3SHL (Hoabpb 2016 r.): pocT
184 cm, Bec 115 kr, UMT 34 Kr/m?2. KoXkHble NOKpPOBbI: MAaTPO-
HU3M, 6arpoBble CTPUKN B NOAMbILIEYHbIX BMAgWHaX, Ha K-
BOTe 1 befpax, oTeKm roneHen (puc. 1).

C uenblo NoaTBepPXKAEHNA TMnepKopTuLmn3ma 1 gudde-
pPeHUNanbHON AMAarHOCTUKM B paMKax CMHAPOMa npoBefe-
HO obcnepoBaHume (Tabn. 1, 2).

OTtpuatenbHbin HIT ¢ 1 Mr gekcameTa3oHa (BbIMOMHEH-
HbI MO MEeCTY XWUTENbCTBA), BbICOKMI YPOBEHb KOPTU30/a
B CYTOYHOW MOYe U C/IIOHe BeYepOM NOATBEPXKAANN Hanu-
yme y naymeHTa SHAOreHHOro runepkopTrLm3ma. MosbiwweH-
Hbi ypoBeHb AKTI B BeuepHee BpemMsA C MHBEPTUPOBAHHbIM
CYTOYHbIM PUTMOM cBuAeTenbcTBoBan 06 AKTI-3aBMCMOM
runepkoptuumame. OTpuuaTenbHas 6Gonbluas AekcaMmeTa-
30HOBas npoba (BAMM) c 8 Mr gekcameTasoHa U OTCyTCTBUE
afileHombl rnnodursa no gaHHbiM MPT (Henb3a MCKNIOUYUTD
andoy3Hble afleHOMaTO3HbIe M3MEHeHWUs CTPYKTypbl age-
Hornnodusa) no3sonunm 3anogo3putb AKTI-3kTonmpoBsaH-
HbI CUHOPOM.

B o6uiem aHann3e KpoBm OTMEYANCs TUMUYHbIV ANA CUH-
APOMa TrunepkKopTMuM3ama nerkounto3 6e3 MoBblleHNs
CO>. Mo AaHHbIM AEHCUTOMETPUN — B MOACHUYHOM OTAENe
No3BOHOYHMKa (total) Z-kputepun -1,3 SD, B npoKcumanb-
HoMm oTgene 6Geapa (total) Z-kputepwuia -0,7 SD, B nyueson
kocTtu (total) Z-kputepuin -0,5 SD.

Mokasarenb 3HauyeHune “Ei::::::'ﬂ Per:;e::::m
KopTtum3on cB. (mouva)/cyT 3233,6 HMOSb/CYyT 60-413
KopTtur3on B cntoHe (Beuep) 100,8 HMOSb/N 0,5-94
KopTuson (kposb) nocne bAIM (c 8 mr gekcameTtasoHa) 1506 (cHuxeHMe Ha 14%) HMONb/N 6onee 60% npu bUK
AKTT (yTpo) 61,78 nr/mn 7-66
AKTT (Beuep) 77,82 nr/mn 0-30
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Tabnuua 2. brioxummyeckne nokasaTtenm B AMHamnKe 3abonesaHna

MokasaTtenb Hos6pb 2016r. Wionb 2017 . “ETAZ::::" Per:ree::::lﬁ
[mnioKko3a 12,71 5,21 MMOJTb/ 3,1-6,1
MoueBas Kncnora 421 536 MKMONb/N 202-416
XonectepuH o6, 7,18 4,02 MMOb/N 3,3-5,2
JINHN 4,2 2,08 MMOJIb/N 1,1-3
Tpurnnuepugbl 4,26 2,74 MMOJb/N 0,1-1,7
KpeaTnHuH 95,8 81 MKMOSb/n 63-110
HaTpuin 146 138 MMOJb/N 136-145
Kanuin 2,5 44 MMOJb/N 3,5-5,1
MoueBuHa 7.5 7,2 MMOSb/N 3,2-7,4
[MWKNPOBaHHbIV FeMornobuH 10,8 6,8 % 4,8-6
AnbbyMUH moua (pa3. nopuus) 72 54 Mmr/n 0-20

Ha ocHoBaHMUM KNVHUYECKOW KapTuHbl 1 nabopatop-
HO-UHCTPYMEHTANIbHOW [AVArHOCTMKM MauneHTy Obin Bbl-
CTaBNeH KNVHNYECKNIA ANarHos.

Kod MKb: E24.3 3kmonuyeckuli AKTI- cuHOpom

AKTl-3asucumeiti  eunepkopmuyusm. AKTI-askmonu-
posaHHbIl cuHOpom. CaxapHelli ouabem gciedcmsue
AKTI-3asucumoeo  eunepkopmuyusmad.  Tpogudeckas
A38a nesol eoneru. Juabemuueckas Hegpponamus. XbIl
C2 A2. CmepoudHaa muonamus. Ocmeonopo3 msxeso-
20 meyeHuUs C KOMNpecCUOHHbIMU nepenomamu Th5-Th7
U namoJsiozau4ecKkuMu nepesiomMamu pebep ¢ 08yx CMOPOH.
ApmepuaneHas eunepmeH3us Il cm., puck 4. XCH I, OK Il.
CmepoudHas kapouomuonamus. lunepmoHuyYeckas aHau-
onamusa cemyamku OU. Oxuperue | cm. Jucnunudemus.
HeankozonvHas xupogas 6ose3Hb neyeHu. Hedocmamou-
Hocmb sumamuHa D. lunepypukemus. MoyekameHHas 60-
J1e3Heb.

Ona yTouHeHuA reHe3a AKT[-3aBncMmoro runepkop-
TMuusmMa [8] naumeHTy NpoBefeH CeNnekTUBHbIA BEHO3HbIN
3a060p KPOBU 13 HMXHUX KAaMEHWCTbIX CUHYCOB (Tabn. 3).
Ero pesynbTraTbl MPOAEMOHCTPUPOBANN OTCYTCTBME AOCTa-
TouHoro rpagueHta AKTT (=2 go ctumynauum n =3 nocne
CTUMYNALMN) MeXay CMHycamu u nepudepmeli (Makcmmarnb-
HbIN rpagneHT 2,71 mexgy npaBbiM CHYCOM 1 nepudepuen
OOCTUTHYT Ha 3- MUHYTE CTUMYNALUN JeCMOMNPECCMHOM),
yToO 6bIJI0 pacuUeHeHOo Kak AKTI-3KTONUPOBaHHbIN CUHAPOM
(tabn. 3).

B cooTBeTCTBMM C pe3ynbTaTamu CENEKTUBHOrO 3abopa
KpOBM, CBUAETENbCTBYIOLMU 06 OTCYTCTBUW LIEHTPASIbHO-
ro reHesa AKTI-3aBncumoro runepkopTuumama, nposeneH
NOUCK BO3MOXHOro oyara AKTI-akTonuu: mynbtucnupanb-
Has KomrbiloTepHas Tomorpadus (MCKT) opraHoB rpygHom
MoJIOCTU, CPEAOCTEHUS, OPIOLLIHON NONOCTU, 3a0PHOLNHHOTO
NPOCTPaHCTBA 1 OPraHOB Masioro Tasa — OYaroBbiX N3MeHe-
HUI He BbiABNEHO; Y3/ WNTOBMAHON »enesbl 1 6PIoWHON
MOSIOCTU — OYAroBOW MATONOMMU He BbiABMEHO; 330¢darora-
ctpoayoneHockonua (ArAC) - npn3Hakm KaHANZO3HOro 330-
darnTa, 3pO3MBHbINA aHTPASbHBIN FACTPUT; KOTIOHOCKOMNUA —
NaToNOrnn He BbIABNEHO.

3aBepluaowWMm 3TanoM nomcka uctouHmka AKTI-akTo-
N1 CTano nposefeHne No3UTPOHHO-IMUCCUOHHOW TOMO-
rpadum ¢ '8F-pTopAE30KCUTTIIOKO30M, MO AAHHBIM KOTOPON,
OT BEPXHEN YacCTy CBOAA Yepena o cepeanHbl bepa ovarm
MaTosNIOrMYeckoro HakomnjeHusa 'F-GTopae3oKCMriioKo3bl
He onpepenATCA.

Takmm 0b6pa3om, OTCYTCTBUE YETKUX AAHHBIX 3@ Hannuune
ageHombl rMnodusa, a TakkKe OTCYTCTBME BU3yanu3aumu
BO3MOXHOI0O nctovyHnka AKTI-akTonum npm npoBegeHHOM
TOMNYECKOM NMOUCKE ABUINCb OCHOBAHWAMU ANA NpoBefe-
HWA NaLMUEHTY MO U3HEHHbIM MOKa3aHUAM [ABYCTOPOHHEN
afipeHan3KToMuu.

B aHBape 2017 r. B xupypruyeckom otgeneHun Orby SHL,
nayueHTy npoBefeHa NanapocKonmnyeckas ABYCTOPOHHASA
apgpeHanakTomus. Mopdonoruyeckoe ucciegoBaHue mMo-

Ta6nuua 3. CenekTUBHbIN BEHO3HbI 3a60p KPOBM U3 HUMHUX KAMEHUCTbIX CUHYCOB

Mpasbin  JleBbin

MakcnmanbHbI rpagvieHT

MakcumanbHbIi rpagueHT Mexay

Bpems CHYC  CuHyc MNepudepusa mexay ueHTpom n nepudepuen npaBbiM 1 JIEBbIM CMHYCamMu
A0 1 nocne CTUMynayumn AO 1 nocne CTUMynAaLumn
AKTT
-5 MUH 58,4 51,2 46,8 1,24 1,14
0 MUH 52,8 46,3 41,0 1,28 1,14
+3 MVH 219,2 186,6 80,6 2,71 1,17
+5 MUH 235,5 236,6 152,4 1,55 1,00
+10mnH 2523 248,6 205,0 1,23 1,01
MNponakTnH
-5 MUH 1150,0 4273 254,1 4,52 2,69
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C/fleonepauuoHHOro  Matepuana:  aupdy3HO-MUKPOHOAY-
NApHaA rmnepnnasua Kopbl HAAMOYEYHMNKOB, B OCHOBHOM
3a CYET MYYKOBOW 30HbI, NPefCTaBeHHasa runepTpodurpo-
BaHHbIMU KJIETKaMN C KOMMAKTHOM 303MHOPUIbHON UW-
TOM/a3MON, B HEKOTOPbIX U3 HUX FpaHysbl NnnodycLmHa,
OTMeYaeTca rnnepnsasma MO3roBoro Cj10a HagnouYeuyHuKa.
Mpu npoBefeHUN MMMYHOTMCTOXMMUYECKOTO MCCenoBa-
HUA B MO3MOBOM CJIO€ HafMOYEeYHUKA OTAENbHble KNeTKn
1 rpynnbl KneTok akcnpeccupytoT AKTI (okono 30% Knetok
MO3roBOro C/osl); oTMevaeTcss cnabaa akcnpeccma AKTT
B KOpe HafnouyeyHuKa, NpenmyLleCcTBEHHO B nepumenyI-
NAPHOM NMYYKOBOM CO€ KOPbl.

B nocneonepaunoHHOM neprofe Ha3HauyeHbl FIOKO-
N MUHepanokopTukouabl (rMppokopTnsoH 20 Mr yTpom,
15 mr gHem, 10 mr Beuepom; ¢pnyapokopTnsoH 0,05 mr
yTpom). Ha 3Tom poHe nposBneHnin HagnoYeuYHNKOBOMN He-
[OCTAaTOYHOCTU He ObIs1Oo.

Yepe3 4 mecAaua nocne NpoBefeHHOW [ABYCTOPOHHEN
afpeHansaKToMmm (prc. 2) y nauMeHTa OTMEYEHO CHUXKeHMeE
Maccbl Tefla Ha 15 Kr, nobneaHeHne CTPUN, UCYe3HOBEHME
rmnepemMun N OTeYHOCTU NNLUA U «CMHAKOB» Ha KOXe, Cy-
LeCTBEHHOE YMEHbLUEH/E MblIleYHON CnabocTu, nocTe-
neHHaa Hopmanusauma ALl go 110-120/70-80 mm pT.CT,,
YTO NO3BONMNIO OTKOPPEKTUPOBATb TUMOTEH3UBHYKO Te-
panuio; Habnodanacb TEHAEHUUS K CHVXKEHUIO TNTMKEMUU
HaTOLLaK M NOCTNpPaHAMANbHO A0 CybHOPMabHbIX NMOKa3a-
TeNlel U CHUXKEHUWE YPOBHS MIMKUPOBAHHOIO remornobriHa
(o1 10,8 #o 6,8%), B CBA3M C YeM OTMEHEH NHCYIMH NPOJIOH-
rMPOBAHHOIO AENCTBUA W YMEHbLUEHbI JO3bl UHCYIMHA KO-
POTKOro AencTBus; Ha ¢poHe npuema 20 Mr aTopBacTaTHa
BbIAAB/IEHA 3HAYMMAsA MONOXKUTENbHAA AUHAMUKA B OTHOLLE-
HUW NOKas3aTenen NMNUAHOIO CrekTpa KpoBu (06WmiA xo-
necTepuH cHusunca ot 7,18 go 4,02 mmonw/n, JIMHI ot 4,2
no 2,08 mmonb/n, Tpurnnuepuabl ot 4,26 fo 2,74 mmonb/n)
1 HopMoKanvemus (Tabn. 2). [lJaHHble U3MeHeHWA No3BoJv-
NN YMEHbLWNTb J03Yy rMapoKopTu3oHa. OTCYTCTBME MONOXKU-
TeJIbHbIX CABWIOB B OTHOLLEHUU FTMNepypPUKeMUN CBUAETEb-
CTBYeT 06 OTCYTCTBMM HOPManM3auuy NypuHOBOro obmeHa
N OVKTYeT HeobXoAMMOCTb MPOAOKUTL TMMOMYPUHOBYIO
aveTy Ha GoHe pacluMpeHus NUTLEBOTO pexnma. CoxpaHs-
NNCb NOBbIWeHHble nokasatenu AKTI (yTpo 91,26 nr/mn, Be-
yep 147,5 nr/mn) Ha ¢oHe npriema 45 Mr rMapoOKOPTU30Ha.

OBCYXAEHUE

JlaHHOe KnrHMYecKkoe HabnAEHVE B NEPBYIO oYepenb
OVIKTYeT HeobXoAuMOCTb OOpaTWTb BHUMaHWe Bpauei
Ha HeCBOEBPEMEHHYI0 ANArHOCTVKY 3aboneBaHnsa y faHHO-
ro naumneHTa gake Npv pa3BepHyTON KNMHUYECKOW KapTUHe
runepkopTMumusmMa (60phoBble CTPUK, «KCUHSKM» HA KOXE,
OKpYyrNieHre 1 MOKpacHeHue nrLa Ha GoHe NprbaBKm Macchl
Tena, ANUTESIbHOE 3aXKMBJIEHNE PaH, MbllleyHasa cnabocTb,
nepenomMbl MO3BOHKOB, CaXxapHbIl AMAbET, HU3KNI YPOBEHb
TectocTepoHa) n otpuuatenbHom HIT ¢ 1T Mr gekcamerta-
30Ha, YTO OTCPOUMSIO MOCTAHOBKY AMarHo3a Ha 6-12 mec
N MOFNO MPUBECTU K Pa3BUTUIO TAXKENbIX NHBANUAN3NPYIO-
KX OCNTOXKHEHWN.

Kpome TOro, npeacraBneHHbin cnyyan AKTT-skTonmpo-
BAHHOIO CMHAPOMA AEMOHCTPUPYET C/TIOXKHOCTY ANArHOCTU-
K1 JaHHOW MaToNiorMum, KOTOpble 3aK/oYalTCA He CTONbKO
B CamMOM MOCTaHOBKe pAwmarHosza AKTI-3KTonmpoBaHHOro
CMHAPOMa, CKONbKO B MOMCKE oyara SKTOMMYeCKOW cekpe-

Puc. 2. BHewHwni Bug 6onbHoro M. yepes 4 mecAua nocse BYyCTOPOHHEN
afpeHanaKTomMnm

unn AKTT. K coxaneHuto, HebonbLuvie pasmepbl NEPBUUYHOTO
ouara u OTCYTCTBME WU HeCneunpuyuHOCTb KIIMHUYECKOM
KapTUHblI MMEHHO CO CTOPOHbI oyara AKTI-akTonum vacto
He NMO3BONAIOT BbIABUTb OMNYX0Jib Ha PAHHNX CTafuMAX, a Co-
BPEMeHHble MeTofbl TOMUYECKON AMArHOCTUKM He Bcerga
06/1afaloT 4OCTAaTOYHOWN YYBCTBUTENIbHOCTBIO.

B Hawem cnyyae TAXeCTb COCTOSIHUS MaUMeHTa, oby-
CNOBMIEHHAA HannyMem pPasBepHYTOM KNMHUYECKOW Kap-
TUHbI TUNEPKOPTULM3MA, MPU OTCYTCTBMM MUCTOUHUKA AK-
Tr-3KTONNKW, HECMOTPA Ha TWATEeNbHbIA AUArHOCTUYECKUI
NMOuCK, B T.4Y. MPOBEeAEHNE MO3UTPOHHO-IMUCCUOHHON TO-
Morpadun ¢ '8F-pTopae3oKCUIIOKO30M, ABMMaCb OCHOBA-
Huem Ana NpoBeAeHNA NanapoCKoNUYecKom ABYCTOPOHHEeN
apgpeHanakTomun. CornacHo nuTepaTtype, Takyto ieyebHyto
TaKTUKY NpuxoamTca Bblompatb y 13% 60nbHbIX ¢ AKTI-3K-
TOMNMPOBAHHbBIM cMHAPOMOM [9-10].

BbifiBNeHHasA B HalleM KIMHWYECKOM Nnpumepe ABYCTO-
POHHAA runepnnasvMa MO3roOBOro CNoA HaAMOYEYHUKOB
N pesynbTaTbl UMMYHOIMCTOXUMUYECKOTO WCCefoBaHUA
(okono 30% KneToK MO3roBOro €108 HaAMoOYeYHUKOB SKC-
npeccupytot AKTI) ¢ 6onbluon fgonen BepoATHOCTU NMO3BO-
NAT paccMaTpuBaTb €e B KayecTBe BO3MOXHOro ouara
AKTT-3kTonuu ¢ cooTBetcTBytoLWENn Anddy3HO-MMKPOHOAY-
NAPHOW runepnnasmnen Kopbl HAAMNOYEYHUKOB, B OCHOBHOM
3a CYeT NyykoBoW 30HbI. [1o AaHHbIM nuTepatypsbl [9, 11, 12],
Ha fonto GeOoXPOMOLIMTOM AEeNCTBUTENBHO MPUXOAMTCA MO
MeHbluen mepe 2,3-5,6% Bcex cnyyaeB AKTI-aktonun. Op-
HaKO y AaHHOro nauueHTa gpeoxpomoumntToma 6bina NCKo-
YyeHa Ha goornepauvioHHOM 3Tane Ha OCHOBAHUWM HOPMalb-
HOrO YPOBHA METUJINPOBAHHbIX KaTEXONAaMVHOB B CYyTOUHON
MOYe M OTCYTCTBUA OYaroB MaTONIOMMYECKOro HaKomIeHus
8F-pTOPAE30KCUITIIOKO3bI MPY MO3UTPOHHO-IMNCCUOHHOM
Tomorpaduu. MNonyyeHHble pe3ynbraTbl alOT BO3MOXHOCTb
NpeanonoXnTb, YTO rUMNepraasnsa MO3roBOro Cnos Hag-
MOYEYHVKOB OblIa NKMLb NPEeALECcTBEHHUKOM (eoxpomo-
LUUTOMbI, B Halem ciyyae — ABYCTOPOHHen. B nutepatype
HaM yganocb HanWTW onucaHue cxoxero cnyyvasa AKT-ak-
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CNYYAW 13 NPAKTUKMN

TOMMM TONbKO B OfjHOM cJiyyae [12]. BoiaBneHHas auddys-
HO-MWKPOHOAYNAPHAA rmnepniasna Kopbl HAAMNOYEYHNKOB
He NPOTUBOPEUUT pe3yNibTaTam MOpPdONIOrMyeckoro mccre-
JOBaHMA nocneonepalyMoHHOro matepuana, npeacTaBnex-
HbIM Apyrumu asTopamu [13].

MockonbKy oaHMM 13 NabopaTopHbIX Kputepmes 3¢-
bekTnBHOCTU neuveHnsa AKTI-3KTONMPOBAHHOrO CUHAPO-
Ma fABnAeTcA cHuxeHume ypoBHA AKTI, coxpaHawwmeca
y nauueHTa 1. nosbiweHHble ypoBHU AKTI B yTpeHHee
1 BeuepHee Bpems (Ha ¢oHe npuema 45 Mr rugpokopTu-
30Ha), C OQHOWN CTOPOHbI, MOTYT CBMAETENbCTBOBATb O CO-
XpaHeHuUn uctodHuka AKTI-akTonuu, yto TpebyeT pasnb-
Hellero AMHAMUYECKOrO HabMioAeHUs U NPOJOIKEHNA
TONMYECKOW ANArHOCTUKKU ANA NOMCKa NePBUYHOrO ovara,
C APYron — MOryT pacCMaTpMBaTbCA N Kak BapyMaHT HOPMbI
npu oTBETE 30POBOIrO rMNodu3a Ha ABYCTOPOHHIOIO agpe-
HaN3KTOMMIO.

3AKNIOYEHUE

Takmm obpaszom, gmarHoctnka AKTI-3KTONMpOBaHHOrO
CMHAPOMA, NOMCK NEPBMYHOrO OY4ara 1 B HacTosLee Bpems,
HEeCMOTPA Ha Hanuume COBPEMEHHbIX BU3Yann3npyoLWmX
MeTOA0B ANArHOCTUKN, NPeACcTaBAAlT HeMasble TPYAHOCTU
1 3a4acTyo TPebYIOT NPOBEAEHMA QSINTENBHOIO AMHaMUYe-
CKOro HabnofeHna 1 AanbHeNWero TONUYeCcKoro nomvcka
yXe nocne ABYCTOPOHHEN afpeHan3KToMun.

AONOJNIHUTENIbHAA UHOOPMALINA

Cornacue naymeHTa. MayneHT f06poBONBLHO NoanuUcan UHGopMUpo-
BaHHOe Cornacvie Ha Ny6nyKaLuio NepcoHanbHON MeANLIMHCKON MHbOopMa-
LuKn B 06e31rnueHHon dopme B XKypHane «OXnpeHre 1 MeTabonmsmy.

KoHdnuKT nHrepecoB. ABTOpPbI 3aABNAIOT 06 OTCYTCTBUM KOHONIMKTa
VHTEepeCoB.

CMUCOK JINTEPATYPbI | REFERENCES

1. DHAOKPWMHONOMMA: HauMoHanbHoe pyKoBoacTeo / oA pen. denosa
.., MenbHuueHko IA.. — 2-e u3a., nepepad. n gon. — M.: TS0TAP-Me-
aua, 2016. [Dedov Il, Melnochenko GA, editors. Endokrinologiya:
nacional'noe rukovodstvo. Moscow: GEHOTAR-Media; 2016. (In Russ.)]

2. Nieman LK, Biller BMK, Findling JW, et al. The Diagnosis of Cushing's
Syndrome: An Endocrine Society Clinical Practice Guideline. J. Clin.
Endocr. Metab. 2008;93(5):1526-1540. doi: 10.1210/jc.2008-0125.

3. TypesuuJlE, BopoHkosa M.A, Maposa EN., 1 ap. KnuHuko-mop-
dbonornyeckas xapaktepuctrka AKTI-npogyumnpyoLwmx omy-

XOSein Pa3NMYHON NOKanm13aLmMm C SKTOMUYECKNM CUHAPOMOM
KywuHra. // AnbmaHax KnMHU4ecKkon megmumHbl. — 2017, — N2

4. - C.289-301. [Gurevich LE, Voronkova IA, Marova El, et al.
Clinical and morphological characteristic of ACTH producing
tumors of various localization and the ectopic Cushing’s syn-
drome. Almanac of Clinical Medicine. 2017:45(4):289-301. (in Russ.)]
doi: 10.18786/2072-0505-2017-45-4-289-301.

4. DHpokpuHonorua. / Mog pea. enosa V.., MenbHuueHko A, Oagee-
Ba B.B. M.: T2OTAP-Mepua; 2009;. [Dedov Il, Mel'nichenko GA, Fadeev VV,
editors. Endokrinologiya. Moscow: GEOTAR-Media; 2009. (In Russ.)]

5. Brown WH. A case of pluriglandular syndrome. "Diabetes of bearded
women". Lancet. 1928; 2: 1022-23.

6.  Liddle GW, Nicholson WE, Island DP, et al. Clinical and laboratory
studies of ectopic humoral syndromes. Recent Prog. Horm. Res. 1969;
25:283-324.

7. Betwes N.C., MenbHuueHko A, Masnosa M.I, n ap. KnuHuueckoe
HabniogeHne AKTI-3KTONMPOBaHHOMO CUHAPOMA. // Xupyprua. —
2006. - N2 9. — C. 63-65. [Vetshev PS, Mel'nichenko GA, Pavlova MG,
et al. Klinicheskoe nablyudenie AKTG-ehktopirovannogo sindroma.
Hirurgiya. 2006;(9):63-65. (In Russ.)]

8. [pOTOKON OKa3aHWsA MegnLMHCKOM MOMOLLM B paMKax KIMHUYe-
ckol anpobaumn: OkazaHne_MeanuUMHCKONV_MOMOLLV_NaLneH-
Tam_c_AKTI-3aBMCMMbIM_3HAOMEHHbIM_MMNePKOPTULIM3MOM [4OCTYN

MHOOPMALINA Ob ABTOPAX [AUTHORS INFO]

ot 01.09.2018] https://www.rosminzdrav.ru/poleznye-resursy/
protokoly-klinicheskoy-aprobatsii/realizuemye-protokoly-klinich-
eskoy-aprobatsii [MHTepHET]

9.  TypesuuJl.E, BopoHkosa /.A, MapoBa E.W. v coasT. KnuHmKko-mop-
donornyeckan xapaktepuctnka AKTI-npogyumpytoLmx onyxonei
Pa3IMUYHON NOKANM3ALMM C IKTOMUYECKVM CUHAPOMOM KyLUMH-
ra // AnbmaHax KNMHWYECKON MegnumHbl. — 2017. = T.45. — N2 4. —
C.289-301. [Gurevich LE, Voronkova IA, Marova El, et al. Clinical and
morphological characteristic of ACTH producing tumors of various
localization and the ectopic Cushing's syndrome. Almanac of Clinical
Medicine. 2017;45(4):289-301. (In Russ.)] doi: 10.18786/2072-0505-
2017-45-4-289-301.

10. Poccuinckme KnMHWYeCKre pekoMeHgaummn. SHaokpuHonoruna / MNog
pea. eposa V.M., MenbHuueHko FA.. — M.: T90TAP-Megna; 2016. [De-
dov II, Mel'nichenko GA , editors. Rossijskie klinicheskie rekomendatsii.
Endokrinologiya. Moscow: GEOTAR-Media; 2016

11. KysHeuos H.C, Maposa EN., JlaTknHa H.B. n coast. AKTI-npoay-
umpytowasn deoxpomoumtoma. KnnmHnueckuii ciydan // SHao-
KpWHHaA xvpyprna. — 2012. = T. 6. — N°4. — C. 43-50. [Kuznetsov NS,
Marova El, Latkina NV, et al. ACTH-Secreting Pheochromocy-
toma. Case report. Endocrine Surgery. 2012;6(4):43. (In Russ.)]
doi: 10.14341/2306-3513-2012-4-43-50.

12.  Falhammar H, Calissendorff J, Hoybye C. Frequency of Cushing’s
syndrome due to ACTH-secreting adrenal medullary lesions: a
retrospective study over 10 years from a single center. Endocrine.
2016;55(1):296-302. doi: 10.1007/512020-016-1127-y.

13.  [O3epaHosa J1.K, Muxannosa [.C., PoxunHckada J1.A., n ap. AKTI-akTonu-
POBAHHbBIN CUHAPOM Y NaLMEHTKM C KapLMHOMAOM nerkoro // Oxn-
peHue 1 metabonmnam. — 2009. - T. 6. — N°3. — C. 54-58. [Dzeranova LK,
Mikhailova DS, Rozhinskaya L, et al. ACTH-ectopic syndrome in
patient with lung carcinoid. Obesity and metabolism. 2009; (3):54.

(In Russ.)] doi: 10.14341/2071-8713-5246.

*CeHiowKnHa EBreHna CemeHoBHa, kKnuHnyeckunin opagrnHatop [Evgeniya S. Senyushkina, clinical resident];
appec: Poccms, 117036, Mocksa, yn. M. YnbsaHoBa, . 11 [address: 11 Dm. Ulyanova street, 117036 Moscow, Russia];
ORCID: https://orcid.org/0000-0001-7960-8315; eLibrary SPIN: 4250-5123; e-mail: EvgeniyaSenyushkina@yandex.ru

EpwoBa EkatepuiHa BnagumupoBHa, K.M.H., [Ekaterina V. Ershova, MD, PhD];

ORCID: https://orcid.org/0000-0002-6220-4397;; eLibrary SPIN: 6728-3764; e-mail: yu99pol06@rambler.ru

TpowwmHa EkatepuHa AHaTonbeBHa, 1.M.H., uneH-kopp. PAH, npodeccop [Ekaterina A. Troshina, MD, PhD, Professor];
ORCID: https://orcid.org/0000-0002-8520-8702; eLibrary SPIN: 8821-8990; e-mail: troshina@inbox.ru

OXxupeHune n metabonusm. 2018;15(3):59-64

doi: 10.14341/omet9402

Obesity and metabolism. 2018;15(3):59-64



CASE REPORT OxwpeHue 1 metabonnam / Obesity and metabolism | 64

LUUTUPOBATb:

Epwosga E.B., CeHtowkuHa E.C., TpowwnHa E.A. AKTT-3KTONMPOBAHHbIN CUHAPOM Y NaLveHTa 6e3 BeprndrLnpoBaHHO OMyXo-
nun // OxunpeHne n metabonmam. — 2018. — T.15. — N2, 3 — C. 59-64. doi: 10.14341/omet9402

TO CITE THIS ARTICLE:

Ershova E.V, Senyushkina ES, Troshina EA. Syndrome of ectopic ACTH secretion in a patient without a verified tumor. Obesi-
ty and metabolism. 2018;15(3):59-64. doi: 10.14341/omet9402

OxwupeHwne n metabonusm. 2018;15(3):59-64 doi: 10.14341/0met9402 Obesity and metabolism. 2018;15(3):59-64





