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MeayAASIpHDIFA paKk WIMTOBMAHOW XKeAe3bl € 3KTonnuyeckon npoaykumnen AKTI BcTpevaeTca peako. Peakocth 3ToW natoAorum n
MHOTOrPaHHOCTb €€ KAMHMYeCKOH KapTUHbI 00YCAOBAMBAIOT MHOTOYMCAEHHbIE AMArHOCTUYECKNE OWMOKHM, NPUBOASIIINE K Heddh-
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Medullary thyroid cancer with ectopic ACTH production — the disease is extremely rare. The literature describes only a few
cases of this disease. Rare ectopic ACTH syndrome caused by medullary thyroid cancer, and the diversity of the clinical picture
are responsible for numerous diagnostic errors leading to ineffective treatment. In this regard, we consider it expedient to share

our own experience in this area.
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Cnucok coKpameHuii
AKTT — anpeHOKOPTUKOTPOMHBIN TOPMOH
MPIIK — MenyaasipHbIil paK IIUTOBUIHOM XKeJe3bl
HD0 — HelipoaHA0KpHUHHAS OIYXO0JIb
MBH — cuHIPOM MHOXECTBEHHBIX SHIOKPWHHBIX
Heorutasum
JAHDC — nuddy3Hasa HIMPOIHIOKPUHHAS CUCTEMA
KPI' — KOPTUKOTPONMUH-PUIN3UHT-TOPMOH
ITOMK — nponuomeaaHOKOPTUH

Menynnsipusiii pak (MPII2K) — omyxonb u3 napa-
GONTMKYISIPHBIX KJIETOK IIUTOBUAHOM Xefe3bl (C-Kie-
TOK), CEKPETUpYIOLIasl KaJbIIMTOHUH, a TAKXE PaKOBO-
SMOpUOHABbHBIN aHTUreH (PDA), rucrtamuHasy, Tpo-
CTalJIaHIMHBI, CEPOTOHUH U Ipyrue nentunel. Ilarore-
HeTudeckoit ocHoBoit MPILIK siBnsiercs mytauust RET-
IPOTOOHKOTEHA, PACIIOJIOXKEHHOIO Ha JJIMHHOM ILIEYe
10-1 xpomocombl. MPIII2K — Haubosee arpeccuBHOE
HOBOOOpa3oBaHue cpenu MuddhepeHIIMPOBaHHBIX Kap-
LIMHOM IIIUTOBUIHOM XeJe3bl, XapaKTepU3yeTCsl CKJIOH-
HOCTBIO K pEeLIMIUBUPYIOLIEMY TE€UEHMIO, TIPUYEM Yallle
pa3BUBAaeTCsl peTMOHAPHBII peliMauB omyxoiu [1, 13].

BripabartsiBaeMbiit C-kiieTkaMu (KJieTKaMUu Heilpo-
SHIOKPUHHOIO IPOMCXOXICHUSI) KaJbLIMTOHUH pac-
CMaTpHUBaeTCs KaK CBOEro poia aHTarOHMCT IapaTrop-
MOHA; OH CHIXAeT aKTUBHOCTh OCTEOKJIACTOB, YMEHb-
1ast BBIXOJ KaJIblIUs U3 KocTeld. B To Xe BpeMst OH sIB-

MPOBAEMbI SHAOKPUHOAOIMM, 4, 2016

POA — pakoBo-3MOpUOHANBHBIN AHTUTEH

CTTI' — coMaTOTpOIHBI TOPMOH

MCKT — mynabTUCnIMpaibHasi KOMIBIOTEpPHAsE TOMO-
rpagust

MPT — marHuTHO-pe30HaHCHas ToMorpapus

V3U — ynbTpa3ByKoBOE UCCIeIOBaHUE

MKMW — tpo3nHKuHa3HbIe (MYJIbTUKMHA3HbIC) UHTU-
OUTOpPHI

JISETCSI OHKOMapKepoM, BBICOKOCHEUUGMUYHBIM IS
MPIIIXK, gaxe ero paHHUX CTaguiA.

AKTT -aKTOonMYecKuii CUHAPOM — TSKEJI0e MHO-
TOCUMITOMHOE 3a0ojieBaHUE, OOYCIOBJIEHHOE CEeKpe-
mueit koptukonubepuna (KPI') u/unu camoro AKTT
HEUPO3HTOKPUHHOI ommyxojbio (HDO), uro popmupy-
€T KJIMHUYECKYI0 KapTuHy runepkoptunusma. AKTT -
MPONYLIUPYIOIINE OITyXOJM IIPOUCXOMSIT W3 TPYIIIbI
KJIeTok aug¢y3HOi HIUPOIHIOKPUHHONM CUCTEMBI
(IAHDC) u cekpeTupyloT 00JbII0E KOJIUYECTBO MENTH-
OB, O00pa3yoIIUXCs U3  IPOIMOMETaHOKOPTUHA
(ITOMK): snpopduH, B-nunorponvH u ap. Ilpu
AKTTI-aKkTOonnyeckoM CHUHAPOME OTHOLIEHUE TMpo-
AKTI'/AKTT (58:1) 3HauuTeIbHO BBILIE, YEM MPU 00-
ne3nn Muenko—Kymunra (5:1). T'unepnponykiys
AKTT ycunupaeT (pyHKUMIO TTy4KOBOI U C€TYATOM 30H
KOpbl HaJAIIOYEYHUKOB, a M30bITOUHASI CEKpelusl KOp-
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TUKOCTEPOUIOB JIEKUT B OCHOBE OCHOBHBIX CUMIITOMOB
00JIE3HM — JUCIUIACTUYECKOTO OXUPEHUsI, Tpodbuue-
CKUX U3MEHEHUM KOXM, apTepUabHOM TUIIEPTCH3UM,
KapaIMOMUOIIATUM, HApYIICHUS YIJIEBOIHOrOo OOMEHa,
BTOPUYHOTO MMMYHOJe(MUIINTA, BTOPUYHOTO TMIIOrO-
Haau3Ma, CUCTEMHOTO OCTeOIopo3a, HedpoinTHhasa ¢
BTOPUYHBIM TMUETOHEDPUTOM, dHIEPaIoNaTun, dMO-
LIMOHAJIBHO-TICUXMYECKUX PACCTPOMCTB.

Cpenu HBO, nponyumpyromux AKTT, vaiie Bcero
BCTPEYalOTCI OPOHXOJIErOYHbIE KapuyHOMABI (25—40%).
Haee cieayroT OImyXoJu MOIKeTyI0YHOM JKeJIe3bl, MeI-
KOKJIETOYHBII paK JIETKUX, KapLMHOMIbI TUMyca. bojee
penxoi Jokanuzauueit HOO, akTonuyecku ceKpeTupy-
romyx AKTT, aBnstorcst mmToBUaHas Xeje3a (MeIy-
JIIpHBINA paK), HaamouyeyHuku (eoxpoMoluToMa) M
omyxosin 2KKT. HecMoTpst Ha MCTIO/Tb30BaHUE CaMBIX CO-
BPEMEHHBIX METOIOB TUArHOCTUKH, OT 12 1o 22% ciyda-
eB AKTTI-skTonmmnueckoro CMHIpoMa OCTaloTcsl 6e3 BhI-
SIBJICHHOW JIOKaJIM3aluu oryxonu [2, 8, 11, 12].

KAuHnueckum cayyam

IMammenTka @., 40 ntet, B anpesne 2014 1. ObUIa HaTIpaB-
sieHa B @I'BY «DHIOKpHUHOMOTMYeCKUiA HayYHBIN LIEHTP»
(BHL) ¢ nuarHo3oM: 3HAOTEHHbIN rMnepkopTU3M. 13
aHamHe3a: ¢ 2008 r. oTMeYaeT MOCTETIEHHYIO0 MPUOABKY
Macchl Teia (okojio 10 Kr); cobsioaeHue TUeThl He 1ajio
a¢dekTa. OTMEeUanoch Takke mnepepacripenejaeHue mnoi-
KOXXHOI KMPOBOH KJIETYATKU TI0 KyITUHTOMITHOMY THUITY
(yBemmueHMe XUBOTA, IOXyJaH1e KOHEYHOCTE), TIOsIBIIe-
HUe OarpoBbIX CTPUIi (IMaMeTpoM 10 2 cM) Ha OOKOBBIX
TTOBEPXHOCTSIX XMBOTA, B MOAMBIIICYHBIX BIagWHAX, Ha
BHYTPEHHUX ITOBEPXHOCTSIX Oenep. B TeueHue mocienqHero
roma — M30BITOYHBIM POCT BOJIOC Ha JIMIIE, TIOSIBJICHUE
yrpeBoii ceiny. ALl Bo3pacTtano MakcuMaibHo a0 220/100
MM PT.CT.; KOMOMHVPOBAaHHAsI TUTTOTEH3UBHAsI TepaTus —
6e3 cymecTtBeHHOro agdekra. B TeueHue 4 Mec orcyt-
ctBytoT MeHcTpyauuu. C 2009 r. ctpanana nuddy3HbM
TOKCUYECKUM 3000M C TSXKEJIOU SHIOKPUHHOMN odTab-
MOTIaTUEN, TTOJTydaia TUPEOCTaTUUECKYIO Teparuio (Mep-
Ka30JIWJI 25 MT) U MyJIbC-TePAnuIo METUIIPENIOM U LIUKIIO-
docdanom. B 2010 r. 1o MecTy KUTEIbCTBA U3 JIEBOI HAl-
KJIIOUMYHOM 001acTH ObUIa yaaneHa XxeMoaekToMa. B Hos-
o6pe 2013 r. 0ObeEM IIUTOBUAHON Xese3bl (M0 JaHHBIM
VY3U) cocraisut 60,6 cM?, B repellieiike BbISBISAIOCH y3-
JIOBOE 00pa3oBaHue IuaMeTpoM 110 2,4 cM. ITyHKIMoHHas
OHOIICHS HE MPOBOAWIIACH.

IIpu obciienoBaHUY B OTAEJIEHUN HEMPOIHIOKPU-
Hosioruu u ocreonatuit DHII 6bu1 moATBEPKAEH SHIO0-
TeHHBI TUMepKopTUIM3M. KimHuuyeckass KapTuHa:
JUCITIaCTUYECKOe OXMpeHue, Tpoduieckue M3MeHe-
HUMSI KOXW, IIMPOKWE OarpoBble CTPUM, MATPOHM3M,
TUPCYTU3M, TUTIOKIMEMUST, MUOTIATUIECKUIT CUHIPOM,
pPE3UCTEeHTHAs K Teparnuu apTepuaibHasi TUTIEPTEH3US,
ameHopes (puc. 1).

© KoanekTuns aBTopos, 2016

46

JlabopatopHble TaHHbIE: MMOBBILICHUE YPOBHS KOP-
TU30J1a B KpoBU yTpoM no 1434 HMmonb/n (HopMma
123,0—626,0), Beuepom 1o 1243 Hmonb/i (46,0—272,0);
OTCYTCTBUE TONABJICHUS YPOBHSI KOPTM30Jia MIPU HOY-
HOM TecTe ¢ 1 MT iekcaMeTa3oHa (KopTtuzoin 1192 HMonb/1);
ypoBeHb AKTT yrpom — 106,5 nir/ma (7,0—66,0), Be-
gyepom — 90,3 nr/min (0—30,0); BbIcOKast 3KCKpelust
CBODOOIHOIO KOPTU30J1a ¢ MOYOIi — 10 1466,8 HMOIB/CYT
(60,0—413,0), moBbIlIEHWEe CBOOOIHOrO KOPTH30Ja B
cioHe BeyepoM 10 45,5 umoiw/i (0,5—9,4), runokaniu-
eMMS 10 2,5 MMOJIb/JI.

CeleKTUBHBIN 3a00p KpOBU U3 HUKHUX KaMEHM-
CTBIX CUHYCOB HE IPOBOAMIICS B CBSI3M C TSDKECTBIO CO-
CTOsIHME MallMeHTKU. PesynbTaT nepudepudeckoit mpo-
OBl ¢ gecMmonpeccuHoM oTpunareabHbiii (AKTI: —15
MuH: 123,9 nor/mir; 0 mus: 96,8 rir/miut; 15 mus: 87,8 rir/
mi; 30 muH: 90,5 rir/mi; 45 muH: 97,2 nr/mi; 60 MuH:
94,1 nr/min; 90 muH: 104 1ir/Mit), 4YTO CBUIAETEIBCTBYET
MPOTHUB 1IEHTPAJIBHOTO TeHe3a TUIIEPKOPTUII3MA.

Ilpn ¥Y3UM HagmoyeyHUKOB JAHHBIX O HaJWYMU
00BeMHBIX 00pa3oBaHMii He nonydeHo. MPT ronoBHo-
r'o MO3ra He BbIsIBUJIAa ageHoMbI Turnodusa. [Tpy MCKT
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Puc. 1. Naumentka @.

CPEOCTeHUST W OpPIOLIHOM ITOJOCTH C KOHTPACTHBIM
ycuneHueM ouar cekpeuun AKTI He oOHapyxkuBacs.
OTtpuaTe/bHbIE Pe3YJbTaThl ObLIM TOJYYCHBI TaKXKe
MpU 330(haroracTpoayoIeHOCKOIUU U KOJOHOCKOIIUM.
OcteocuyHTUTpaduss He BbISIBUJIA TOCTOBEPHBIX IPH-
3HAKOB BTOPUYHOTO 0YAarOBOI'0 MOPaXKeHUsI KOCTEIA.
ITpu Y3U mmToBUIHOM Xeye3bl B Mepelieiike 00-
HapykeHO y3JIoBoe o0pa3oBaHMe (IuaMeTp 10 3,2 CM) ¢
MMKpPOKaJblIMHATAMU, TTIOHWXXEHHON 3XOreHHOCTHIO,
BBIPDAXKEHHBIM ~ MHTPAHOMLYJUIIPHBIM KPOBOTOKOM, a
TaKxXe y3J1I0Boe 00pa3oBaHUE B JICBOI 10JIe (IMaMETp 10
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2 CM) ¢ HEUYETKMMM KOHTYpaMU, MMOHMXKEHHON 3XOIeH-
HOCTBIO, HEOTHOPOIHOM CTPYKTYpOM M METACTa3upo-
BaHME B IIapaTpaxeaJbHble U HAIKITIOUUIHBIN TUMDOY-
3es caesa. [IpoBeneHa MyHKIMOHHAs OUOIICUST 000X
y3JI0BBIX 00pa30BaHU IIIUTOBUIHOI XKeJie3bl. B Ma3kax
00HapyXeHbI MOJUMOPGhHBIE KJIETKU 3JI0KaYeCTBEHHO-
ro HOBOOOpPA30BaHMSI HESICHOTO T'MCTOTeHe3a, BepOosT-
HO, SIUTEIMAIBHOIO IMPOUCXOXICHMS, PACIIOIOXKEH-
HbI€ Pa3pO3HEHHO, B BUE IJIACTOB, TPAOEKYJISIPHBIX U
NaNWUISIPHBIX CTPYKTYpP. YPOBEHb KaJbLIMTOHMHA B
cMbIBe UrIbl — Oonee 1945 nr/mn. KoHueHTpauust
PBA — 6onee 1500 ur/mi (Hopma 0,2—4,8). ByTtupeos
Ha (oHe mpuema 25 MT TUPO30Jia B CYTKH, SHIOKPUH-
Has opTaabMonaTusl B HEaKTUBHOI cTtaguu. JluarHos:
AKTT -npoayuupyroluii MeTy/UISIpHBIN pak ¢ MeTacTa-
3aMHM U TSLKEJIBIMU MPOSBICHUSIMU TUIIEPKOPTULIM3MA.

IIpu MPT 1mieu B nepeniciike 1 MeauaabHbIX OTAE-
JlaX JIEBOW NOJIM IIUTOBUIHOW KEJIE3bl, OINPENCIACTCS
OIyXoJb pazMepoM 5,5%3,0 cM, KoTopasi CIMBAsICh C
YBEJIMYEHHBIMU Y3JIaMH, PACIIPOCTPAHSIETCSI B BepXHee
CpeloCTeHNUeE U BpacTaeT B JIEBYIO ILICYETOJIOBHYIO BEHY,
BBITIOJIHSISI BECh €€ ITPOCBET; OIyXOJIeBbIl TPOMO MHTEH-
CHBHO HaKaIUIMBaeT KOHTPACTHBIN IpemnapaTr, B €ro
CTPYKTYpE OMpeInessTIoTcsl cocynbl. PacrpocTpaHssch
MO JIEBOM TIIJICYETOJIOBHON BEHE, TPOMO BBIMIOJHSIET
MPOCBET BepxHel 1MoJioii BeHbl. OIMyXoneBblii KOHTJIO-
MepaTt B CPeIOCTEHUM TECHO TPUJIEKUT K JIEBOI MOJTy-
OKPYKHOCTHU Tpaxeu Ha MPOTSKeHUU 5,5 ¢cM oT 1 KoJb-
1a 6e3 yoeauTeIbHBIX MPU3HAKOB IMpopacTaHusd. Omy-
XOJIb TECHO TIPUJIEXKUT K IUICYETOJOBHOMY CTBOJY.
B MATKMX TKaHSX IIeU U KJIeTYaTKe CPEIOCTEHUS OIlpe-
NEJSTI0TCS YBeJIMUEHHBIE JI/Y3JIbl pa3MepoM 110 2,2 CM.

I OLIEHKU pPacIpOCTPaHEHHOCTU OITyXOJM BbI-
nonHeHo MCKT mien u cpenocreHusi, yrouHeHa TOIM -
Ka Y3JIOBBIX 00pa3oBaHMIii: oOpa3oBaHUe JICBOM HOJU
pacrmpocTpaHsieTcsl B IepeIHee CpeaocTeHue Ha 5,5 cM
HIDKE TPYAUHBI U IIpopacTaeT ILICYErOJOBHYIO BEHY,
BBISIBJIECHO METaCTaTMYECKOe MopaxkeHue JUMdOoy3oB
HIYDKHE! TpeTH 1eU, HAIKTIOYUIHBIX U MTOIKIIOUMIHBIX
obJacTeii, CpeaoCTeHUS.

IIpoBomuiach cuUMITOMaTUYeCKast Tepamus —
MHOTOKOMITOHEHTHAsI TUIIOTEH3MBHAsl Tepamus, Kop-
pPEeKILIMS TUITOKATMeMMH, OJioKana cTepouaoreHesa (Ke-
tokoHa30J 400—600 mr/cyT).

IMocne xoncynbrauuu akaa. PAH, npod. M. U. [la-
BoInoBa nmauueHTke B POHILI Ob11a mpoBeneHa OpoHXO-
CKOITMSI ¥ OOHAPYXKEHO, YTO MPOCBET B BEepXHEN TPETU
Tpaxeu, HauMHasl OT HIDKHEro Kpasi MepCTHEBUIHOIO
Xpsiiia, Ha TPOTSLKeHUU 2,5 cM AepOpMUPOBaH U CYKEeH
Ha ?/,. C yuetom manHbiX MCKT GosbHyl0 perieHo
OBLIO ONEPUPOBATD.

Onepanus BeinoiaHeHa B POHLL um. H.H. bioxuna
26.06.14. IIpoBeneHa CTEpHOTOMUS, MeIUACTUHATbHAS
JuMdonuccekiys, ynajieHue TpoMba 13 BepxHei 1o-
JIO BEHBI C €€ PE3EeKIUEN, MPOTE3UPOBAHUE BEPXHEMN
IOJIOM BEHBI; TUPEOUIIKTOMUS C PE3CKIUEN MBIIIEY-
HOM CTEHKU TUIIEBoaa; hacuranbHO-(GYTASIpHOE UCCe-
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Puc. 2. MakponpenapaT yAaA€HHO¥ IUTOBUAHO XKeAe3bl.

YeHHUe KJIETIATKHY IIen cieBa (puc. 2). O61mast KpoBoIo-
Teps coctaBuia 12 j1. BelmojHeHO nepeiuBaHue B 00b-
eMe 6 JT SpUTPOLIMTApHOI Macchl, 1,5 1 cOOCTBEHHBIX
SPUTPOLIUTOB.

PanHwuii mocyieonepalilMoOHHbBIN TTEPUO TIPOTEKAI
0e3 ocJIoKHeHUI. AHaKU3 KPOBU Ha 7-€ CYTKM IOcie
orepalnyy nokKasajl CHUXeHUE YPOBHS KaJbIIMTOHWHA
10 150 rir/mu u AKTT mo 26 rir/mut.

Ha 12-e cyTku mocie ornepanuyd ObUIO OTMEYEHO
YXYIIIEHUE COCTOSIHUS, TIOSTBUITUCH XKaJT0ObI Ha YYBCTBO
HexBaTkU Bo3nyxa. IlepeBenena Ha MBJI. Hapacranue
JBIXaTeTbHONW HETOCTAaTOYHOCTH, YBEJIMYEeHUE oOTeKa
MSITKWX TKaHel JIM1Ia, IIeV, aKpOLIMaHO03, OJTUTOaHypHs.
JAnarHocTMpoOBaH MaCCUBHBIN TPOMOO3 JIETOUHOM apTe-
puu. C uenbio Ju3uca Tpomba BBeleH IpernapaTr akTu-
su3ze 100 Mr o cxeMe. B nanibHeliieM cocTosiHue 001b-
HOI OCTaBajloCh KpaHe TSXKeIbIM, OTMEUEHO YCyTy-
OJieHMe TOJMOpraHHOW HemocTaTouHOCTU. PeaHuma-
LIMOHHBIE MEPONPUSATUS B MOJHOM 00beMe — 0e3 ad-
¢exra. KoHcratupoBaHa cMepTh OOJBbHOI.

B TkaHM ynaneHHOI IIMTOBUIHOM XeJie3bl KapTUHA
MEIYJUIIPHOTO pakKa C IeHTPaJIbHBIMKM HEKpO3aMu, Ha-
TMOMUHAIOIIUMU KOMEIOKapIMHOMY, TCAMMOMHBIMU
TeJIbLIaMU U COCYIMCTON WHBa3uen. Bo Bcex umccieno-
BaHHBIX JUM(DOY3ax MeTacTa3bl MEIyJISIPHOTO paka
IIMTOBUIHOM XeJle3bl C TTOJIHBIM 3aMellleHrueM JTUMpOo-
UaHOM TKaHU. [Tpr UMMYHOTUCTOXMMUYECKOM UCCIIENO0-
BaHWU B OOJIbIIIEH YACTH KJIETOK BhISIBJIeHA MHTEHCUBHAST
skcnpeccust AKTT u KaibLIMTOHUHA, cllabast U yMepeH-
Hasg CTT. Uupekc npomudepaumu Ki-67 — 22%. Dkc-
npeccur KPT BrisiBieHO He Obut0. Peakiius ¢ aHTuTena-
MM K peleNTOpaM coMaTocTaTMHA 2-TO U 3-TO MOATUINA
oTcyTcTBOBasa. OOHapyXeHa MeMOpaHHasl SKCIpeccus
pelenTopoB comaTocTaTMHa 5-ro noartuna (3 Oana).
IMonyyeHa MHTEHCUBHAST IMTOIJIa3MaTHIECKash peaKiivs
C aHTUTeJaMU K pelernropaM jaodamMuHa 2-ro TUIA B
OoJIblIIelt YacTH KJIETOK (puc. 3, Ha 1IB. BKJIEHKe).

Takum obpa3zom, yctaHoBieHa cekpeuuss AKTT
MEIYJUIIPHBIM PaKOM IIUTOBUIHOM XKeJie3bl, YTO U 00-
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YCJIOBWJIO Pa3BUTUE TSKEJIOrO TUIIEPKOPTULIM3MA CO
MHO>KECTBEHHBIMU OCJIOXKHEHUSIMU, CTABILIMMU NTPAYU-
HOM CMEepTHU.

Oo6cyxaeHune

OnucaHHBIA KIVMHUYECKUI Clydail MpeAcTaBiseT
UHTEepec BBUILY penkoii BctpeyaeMoctu MPIILXK B ka-
yectBe uctouHuka AKTT. Cpenu pa3nuyHbIX BapuaH-
TOB 3HAOTreHHoro runepkoptuuusma AKTI-skronu-
yeckuil cuHapoM (AKTT-DC) saBnserca ogHUM U3
HauOoJiee CJI0XHBIX KaK B AMAarHOCTUYECKOM, TaK U Jie-
yeobHoM rmaHe. Yactora AKTI-OC y nauueHTOB C
MPIIX ne npesbimaer 0,7%, a mpu  MeTacTasax
MPIILX 3TOT cuHAPOM BO3HMKAET B 2,2—8% ciiyyaeB
[6, 7].

Y Hamedl TMalMeHTKU TPYTHOCTH TUArHOCTHKH
OBUIM CBSI3aHBI C COYETAHUEM HECKOJBKUX MAaTOJOTUIA:
nubby3HOT0 TOKCUYECKOTo 300a ¢ SHIOKPUHHOU O(-
TaJbMOMNAaTUENd U MEAYJUISIPHOTO paka, KOTOPBIA cTaj
MPUYMHON HIAOTEHHOTO TUMEPKOPTUIIM3MA. YUWTHI-
Bas, YTO TOHKOWTOJIbHAsI OMOIICUS TTO3BOJIWIIA 3aII0/I0-
3puth MPIIXK c skronuyeckoit mponmykimein AKTT,
cJlenyeT MOAYEPKHYTh, YTO 3TO UCCAEAOBaHUE 1I€JIECO-
00pa3HO OBUIO MPOBECTU rOPa3fA0 paHblle. DTO MOLIO
Obl U3MEHUTD MTPOTHO3 Y JAHHOM MAlIUEHTKH.

BBuny nautenbHOro Te4eHUsI SHAOTEHHOTO TUIEepP-
KOPTULIM3MA Y MAllUEHTKU Pa3BUJIOCh MHOXECTBO OC-
JIOKHEHUIA, B TOM YKCJIE — HapYIIEHUS B CBEPTHIBAIO-
lIeil cucTeMe KpoBU, YCYIyOJIeHHBbIE OOJIbIIUM OO0be-
MOM XWPYPTrUYECKOTO BMEIIATEIbCTBA U MAaCCUBHOU
kpoBornoTepeil. [IpruurHOl cMepTH SIBUIaCh MaCCUBHAS
TpoM003MO0IHS JIerouHoit apTepuu [17].

3akAloueHue

HSO0 BcTpevalorcst oTHOCUTENBHO penko. Ha gomio
AKTT-9C npuxogurca ot 15 mo 20% Bcex ciaydyaes
cunapomMa Muenko—KymumHra. Ilpu aTom Haubosee
YacTOM JIOKAIM3AIIUEH OITyXOJIU SIBJISTIOTCS JieTKue (25—
40%), nomxenynouHast xejne3a (8—16%) u tumyc (5—
16%). bonee penkue nokanuzauuu npeacrasieHsl HOO
KUIIIEYHUKA, MEAYJIIPHBIM PaKOM IIIUTOBUIHOM XeJie-
361, (PEOXPOMOLIUTOMOI 1 Me30TeTnoMOii [12].

MPIILX sBisieTcss OTHUM U3 CaMbIX 3JI0KaUY€CTBEH-
HBIX BHUIOB OMYXOJel SHIOKpUHHON cucteMsl [9, 10].
Bosnpiras yacTh 3THX OMyX0JIei XapaKTepU3YyeTCs arpec-
CHBHBIM T€YCHHEM CO CKJIOHHOCTBIO K paHHEMY MeTa-
CTa3MpPOBAaHUI0O W PEUMIMBUPOBAHUIO. EOMHCTBEHHO
BO3MOXHBIM PaguKaJIbHBIM METOIOM JICUCHUS KaK P
AKTT-3C, Tak n ipu MPIIX saBnseTcs cBoeBpeMeH-
HO€ XUPYPru4ecKoe BMeIIaTebCcTBO [14—16].

I[Ipu oOGHapyXeHUM Y3/10B ILIUTOBUIHON XKeje3bl,
TpeOyOIIMX MyHKIIMOHHON OMOIICMU, KpaiHE BaKHO
oIpenelisiTh 0a3aJbHBIN U (IMTPU HEOOXOIUMOCTH) CTH-
MYJIMPOBAHHBI YPOBEHb KATbIIMTOHWHA, a TIPU MO0~
3pEHUM Ha SHIOTEHHBIN TMIIEPKOPTULIM3M Y ITAIleHTA C
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Puc. 3. Mopconrorus u ummyHogperHotun MPLLDK, cekpeTtupytowero AKTT.




y3JIaMi B IIIUTOBUIHOM Xejle3e HeOOXOAMMO CBOEBpE-
MEHHOE IPOBEICHUE TUAarHOCTUYECKUX MCCIICIOBaHUIA
st uckmoueHust AKTT-OC.

MHOIrOYUCICHHbIE KIMHUYECKUE MCCICIOBAaHMS
MOATBEPXKIAIOT TMTPOTUBOOITYXOJEBBIN 3(PPEKT MYJIbTU-
KMHa3HbIX uHruoutopos (MKHM) npu onyxomisax pas-
JIMYHOT'O TUCTOINATOJIOIMYECKOTo TUIIa. ENMHCTBEHHBIM
3apeructpupoBaHnibiM MKW mnst tepanmuun MPIIXK (B
TOM 4Yuclie 1 KynupoBaHUusi cuMmiitomMoB AKTI-DC

AUTEPATYPA/REFERENCES

1. Ball DW. American thyroid association guidelines for manage-
ment of medullary thyroid cancer: an adult endocrinology per-
spective. Thyroid. 2009;19(6):547-550. doi: 10.1089/thy.2009.0147

2. Alexandraki KI, Grossman AB. The ectopic ACTH syndrome.
Reviews. Endocrine and Metabolic Disorders. 2010;11(2):117-126.
doi: 10.1007/s11154-010-9139-z

3. Chrisoulidou A, Pazaitou-Panayiotou K, Georgiou E, et al. Ecto-
pic Cushing’s syndrome due to CRH secreting liver metastasis in
a patient with medullary thyroid carcinoma. Hormones (Athens).
2008;7(3):259-262.

4. Sheikh-Ali M, Krishna M, Lloyd R, Smallridge RC. Predicting
the development of Cushing’s syndrome in medullary thyroid
cancer: utility of proopiomelanocortin messenger ribonucleic acid
in situ hybridization. Thyroid. 2007;17(7):631-634.
doi: 10.1089/thy.2007.0062

5. Tyer NM, Braunstein GD, Frishberg D. Unusual case of multiple
endocrine neoplasia type 2a syndrome without medullary thyroid
carcinoma. Endocr Pract. 2011;17(2):E4-E7.
doi: 10.4158/ep10157.CR

6.  Samir Saini NB. Tale of two endocrine organs: medullary thyroid
carcinoma (MTC) with ectopic Cushing syndrome. Surgery: Cur-
rent Research. 2014;05(01). doi: 10.4172/2161-1076.1000217

7. Willhauck MJ, Popperl G, Rachinger W, et al. An unusual
case of ectopic acth syndrome. Exp Clin Endocrinol Diabetes.
2012;120(2):63-67. doi: 10.1055/5-0031-1297967

8. Sand M, Uecker S, Bechara FG, et al. Simultaneous ectopic ad-
renocorticotropic hormone syndrome and adrenal metastasis of
a medullary thyroid carcinoma causing parancoplastic Cushing’s
syndrome. Int Semin Surg Oncol. 2007;4:15.
doi: 10.1186/1477-7800-4-15

9. Farage M, Costa MA, Godoy-Matos AF. A rare case of Cushing
syndrome by cyclic ectopic-ACTH. Arq Bras Endocrinol Metabol.
2012;56(5):324-330.

10. Barroso-Sousa R, Lerario AM, Evangelista J, et al. Complete
resolution of hypercortisolism with sorafenib in a patient with
advanced medullary thyroid carcinoma and ectopic ACTH (adre-
nocorticotropic hormone) syndrome. Thyroid. 2014;24(6):1062-
1066. doi: 10.1089/thy.2013.0571

11.  Barbosa SL, Rodien P, Leboulleux S, et al. Ectopic adrenocorti-
cotropic hormone-syndrome in medullary carcinoma of the thy-
roid: a retrospective analysis and review of the literature. Thyroid.
2005;15(6):618-623. doi: 10.1089/thy.2005.15.618

12.  Ejaz S, Vassilopoulou-Sellin R, Busaidy NL, et al. Cushing syn-
drome secondary to ectopic adrenocorticotropic hormone secre-

MPOBAEMbI SHAOKPUHOAOIMM, 4, 2016

MpY JaHHOM MaTOJOTUM) ABJISETCA BaHIAeTaHnO. B maH-
HOM ciyvae npuMmeHeHrne MKMUM Morio 6b1 mpuBecTH K
CTAaOMJIM3AllMKM  OITyXOJIEBOIO IIPOLECCa, BO3MOXKHO,
Jaxe K perpeccy onyxonu [18—20].

Hnudopmanus o GUHAHCHPOBHUM M KOH(IMKTE HHTEPECOB.

ABTOpBI AEKJIAPUPYIOT OTCYTCTBHME SIBHBIX M TMOTEHLIMAIbHBIX
KOH(DJIMKTOB MHTEPECOB, CBSI3aHHBIX C MYOJMKALMell HACTOSILIEi
CTaTbU.
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