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LY «IHCTUTYT eHpoKprHonorii Ta 06MiHy peyoBUH im. B.M. Komicaperka HAMH Ykpainu»

Pe3stome. CnHapom ektoniuHoro AKTT (The ectopic ACTH syndrome, EAS) 3anuwa€eTbca B eHOOKPUHONOTT OfIHUM
i3 HaMCKNaaHiLWMX Ans AMdepeHLinHoi AiarHoCTUKK. EAS € pe3ynbtaTom HeperynboBaHoi ekcnpecii Ta cekpelii AKTT,
nepeBakHO HepoeHAOKpUHHMMY NyxavHamn (NET) pisHoro cTyneHs rictonoriyHoi avideperuiali, Lo BUKINKAE
3HaYHY CeKpeLlito KOpTV3011y KOPOKO HAAHWMPHUKIB | cnelvdiuHi npossu cuHapomy KywmHra (CK). Ins aHanisy gaHmx
i3 UbOro MUTaHHA Oyno 3aincHeHo nouwyk nybnikauin y PubMed, Scopus, Web of Science, Google i Google Scholar
(2000-2023 pp). 3a ueit nepion BuaBneHo noHaz 300 nybnikauin wono AKTI-cekpeTyrourx nyxiavH Pi3HOT noKanizali,
AKi cynpoBomKyBanuca CK. HanpukiHUI MAHYNOrO CTONITTA, KOAW AOCNIGHUKM 3BEPHYM YBary Ha PanToBMIA MOYATOK
KMIHIYHMX O3HaK BaXKOr0 MiNepKoPTULIM3MY, LLIO OYB NOB'A3aHWI i3 HAABHICTIO arpeCUBHIX 3N0AKICHKX HOBOYTBOPEHD,
OCTaHHi NepeBaxHO Oyn1 NpeAcTaBneHi APIOHOKNITUHHUM PAaKOM flereHb. 3aBAAKM BIOCKOHaNeHHIO MeTofiB Bi3yari-
3aui, cnektp AKTT-cekpeTyiourx NyxiuvH i3 YacoM PO3LMPIOBABCA. ICHYIOTb NeBHI CKnafHoLi B AndepeHuialii EAS Bif
xBopobu KylmHra, ockinbkn AKTI-cekpeTyioui NET uacTo HeBenwii, iX BaXKKO BUABUTH, @ KNACWUUHI CUMMITOMM Ta Bio-
XIMIUHI XapaKTepUCTUKY riNepKOPTVLIM3MY MOMIOHI UM HaBITb IAEHTUYHI TaKMM 33 KOPTUKOTPOGHMX MyXavH rinodisa.
Came Tomy EAS po3rnagatoTs AK Haf3BMYanHy eHAOKPUHHY CUTYaLlito, AKA BUMara€ eKCTPEHOro pearyBaHHA AK i3 TOUKK
30pY [iarHOCTVIKK, TaK i NikyBaHHs. HaronowwyioTb Ha BaXKNMBOCTI NPOBeeHHA peTenbHOro 00CTexeHHA NaLlieHTiB, Bpa-
XYBaHHA HaBiTb HE3HAYHVIX KNIHIYHMX NPOABIB XBOPOOU, pe3ynsTaTis GioXiMIiYHIMX TecTiB y AviHaMILl, OLiHIOBaHHA NpK
NOLLYKy NoKarisalii HOBOYTBOPEHHA pe3ynbTaTie My bTUMOAANBHOI Bi3yani3aLii 3 MM1OOKMM YCBILOMNEHHAM UMHHUX
3acTepexeHb OO KOXHOIo MeToay. [onpu AOCArHeHHA AiarHOCTVKK, A0 20% NyXAUH 3a1MWaI0TLCA HEBU3HAYEHNUMM,
1|0 € NPOBNEMOIO ANA KNIHIUHOIO eHOKPUHOMOrA, OCKINbKYM B AGAKMX BUMA[KaX MyxANHY HEMOXAMBO BUABUTI MiCAA
TPWBANOro CNOCTEPEXEHHA UM HABITb Nif Yac PO3TUHY. Y CTaTTi PO3MMAHYTO enigemionorito EAS, MOXIMBI MexaHizmm
ekcnpecii AKTT nyxXAMHHUMA KNITUHaMV, CKNaaHICTb AiarHOCTUKM Ta XapakTepHi ocobnmeocTi EAS B 3anexHocTi Bif
NoKanisauii Ta npupoan ektonivyHmx axepen AKTI, a Takox HaBeeHO OMNUC KIIHIYHOTO BUMAAKY.

KniouoBi cnoBa: cHapom extoniyHoro AKTT, cHAPOM KylumHra, HelmpoeHAoKpUHHI AKTI-ceKpeTyioui nyXanHW.

Ennoxkpunni napaneonjgacTUuHi CUHAPOMHU BU-
HUKAIOTh Y Pe3yJbTaTi yTBOPEHHS Ta ceKpelril 6io-
AKTUBHUX PEUYOBUH HEOIJIACTUYHUMU KJIITUHAMU
€HJIOKPUHHOTO 41  HEUPOEHIOKPUHHOTO MOXO-
JUKEHHS, IPUYOMY 1€ CeKpellis 3aBK/1 eKTOIiYHa i
He TIOB’s13aHa 3 aHATOMIYHUM JiKepesioM. BogHovyac
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KJIIHIYHY KapTUHY, SIKYy CIIOCTEPIiraioTh MPHU IIhO-
MY, HEMOKJIUBO BiZIPI3HUTHU BiJi TaKOi K BiIMOBI-
HOI €BTOITIYHOI €H/IOKPUHHOI ITyXJIMHU, 1110 CTAHO-
BUTH CYTTEBY JiarHocTH4Hy Tipobiemy. OxHum 3i
CKJIQJIHUX €H/IOKPUHHUX [TapaHeoIlJIACTUYHUX CUH-
JIPOMIB, /IJIs1 IKOTO XapaKTePHUU 3HAYHUN PiBEHb
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cmeprHocTi, € curapom exroriunoro AKTT (The
ectopic ACTH syndrome, EAS), 110 cympoBomKy-
etpcst cuaipomoM Kymmmara (CK) [1]. Y 3B’s3ky
3 UM JIOIIJIBHUM € He TiJIbKU aHaJli3 JiTepatypu
MIO/IO eTiZeMioJIorTii, eTioJoTil, KIIHIYHUX Xapak-
TEPUCTHUK, JIaTHOCTUKHU Ta jJikyBaHHa EAS, ane i
O3HAIOMJIEHHS 3 XapaKTePUCTUKAMM PiJIKiCHUX
KJIIHIYHUX BUIAIKIB XBOPOOH, SIKi 3yCTPIiYaiOTHCS B
MTPaKTHIT €HTOKPUHOTIOTIYHNX YCTAHOB. 3a3HaUeHe
€ METOIO ITi€] CTaTTi.

Eninemiosorisi. EAS 3yctpivaeTbes pijko i BBa-
xKaeTbess opdanaum 3axsopioBanHsMm (0,20-0,93
BUTIA/IKY /MiTbIIOH HaceneHHs uyn 1-3 HOBUX BH-
ma/IKiB/MuIbiOH 0oci6/pik) [2]. Skimo posrisizatu
AKTTI-3anexxuuii CK B 1isomy, T0 mpubInsHoO B
10-20% narrieHTiB /5Kepeso TPOITHOTO TOPMOHY ic-
Hye 1032 rinoizoM [3], Xxoua BCTAHOBUTH CIIPAB-
JKHIIT piBeHb 3aXBOPIOBAHOCTI Ta momupeHocti EAS
LysKe BaxkKo, 60 iHdopMaliis mpo Hboro 6as3yeTbes
MepeBAKHO HA OIMCAX OKPEMUX PiJIKICHUX KJIiHIY-
HUX BUIIQJKiB. AHaJi3 XapaKTePHUCTHUK, SIKi OTpHU-
MaHi MpU AOCJI/IKEHHI KOTOPT XBOPUX, HEOCTaT-
Hiff — KOrOpTU HEBEJIUKI Ta BKJIIOYAIOTH MAIliEHTIB
i3 pigaumu 3a npupojpoio AKTT-cekperyounmu
nyxauHamu. Tak, cepen 146 mamientiB 3 AKTI-
sanexanum CK EAS miarnocryBanu y 23 (15,8%)
[4]; B iHmux po6oTax i nudpu BUrIsaaoTh K 211
i21(9,9%) [5]; un 164 i 16 (9,8%) [6]. Cepen 254
Buzpanennx nyxiaua 63 Bupobssim AKTT (25%),
agste yintie B 11 xBopux (4,3%) OyB [iarHOCTOBaHUI
CK|[7].

ITpo neBesuky yacrory nommpenocti EAS mo-
JKYTh CBITYMTHU TAaKOX 3BITH, SIKi aHATI3YIOTh cepil
BUMNA/KIB. Tak, /Iy TPUKJIALy cepell TaIli€EHTIB i3
CK, axux crnocrepiranu i JiiKyBaJu B CIIeIiasi3o-
BaHWNX yCTaHOBax pi3HUX kpain, EAS Busgsuan B
76 xsopux BupojoBxk 40 poxiB (Inmis [8]); y
60 xBopux — BrpooB:xk 20 pokiB (Dinnsgumis [2]);
y 24 namienTiB — Bripo1oBK 18 pokis (Ilosbmia [9]);
y 23 xBopux — BrponoBx 18 pokis (Kuraii [10]);
y 106 narientis — BripomoBx 42 pokis (CIIA [11]);
y 110 mamienTiB — Bupomon:x 28 pokis (Itamig [12]);
y 16 xBopux — 3a 15 poxkiB (Amnonis [13]); y 9 xBo-
pux — BipoaoB:x 15 pokis (Icnanist [14]).

[TepeBaskta Oi/IBIIICTh BUNAAKIB € CIIOPAIMYHI-
MU Il BUHUKAIOTh B 0Ci6 Jopocsoro Biky. Bumaaku
3aXBOPIOBAHHSA B JIiTE YU Mi/JIITKIB € BUHATKOBU-
MU, ajie B OCTaHHI POKU TIPO HUX TOBiOMISIOTH
Bce vacrimie [15, 16]. EAS piako 3ycrpiuaerbest B
namientiB i3 MEN1 i MEN2; 6iibiricts BUIaIKiB
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AKTT-3anexxnoro CK y Takux XBOpHMX TOB’s3aHi
3 cekpertietro AKTT nmyxnaunamu rinodiza [17]. Y
Jly’Ke PIIKICHUX BUIIAJKaX OINUCYIOTh KOPTHUKO-
TpotiH-pusizunr-ropmon (KPT)-cexperyioui myx-
JINHU 49U TYXJUHY, gKi crniibHo Bumisasaiots KPT i
AKTT [15, 18].

[Myxmuuu ipu EAS matoTh pisHOMaHITHY JIOKa-
Jrisariifo i pisHoManiTHi rictonoriuni tunu. AKTT
MOXKYTh TIPOJAYKYBaTH SIK 3JI0SKiCHI, Tak i J06po-
SAKICHI MyXJIMHU He TiJbKU €HJOKPUHHOTO, a 1 He
eHIOKpUHHOTO Toxo/pkenHs [9, 16]. ¥V miteparypi
iHopmMmallis mpo 4acTKy KOHKPETHUX IyXJIWH Pi3-
HUTBCS, 30KpeMa i B 3aJIe3KHOCTI BiJ| 1epiofy n0-
caimkenns. [lepmri Bimomocti mpo EAS, natoBani
moyaTkoM 60-X POKiB MHHYJIOTO CTOJITTS, KOJU
MyXJIMHU OyJIM TIpeJCTaB/IeHl IepeBaxkHo APiObHO-
KJTITHHHUMA KapiiunoMamu Jierewb [9, 19]. IIpore
BHACJIIZIOK PO3IIUPEHHST Ta MOTJNOJEHHS 3HAHb
npo EAS, BpockoHameHHs1 3ac00iB J[IarHOCTHKH,
3MiH y TiIX0/aX JI0 rocriTamisaiii XBopux (eHo0-
KPUHOJIOTIUHI BiJI/IJIEHHST TPOTH OHKOJIOTIUHMX)
cnexktp myxaud npu EAS 3a ocranni 25-30 pokis
cytTeBo posmmpuscs [16]. CrocTepiraioTh Takox
3pymienns B nomupeHocti EAS Biacue 3a NET [9].

EAS Mmoske BUHUKHYTH Ha Oy/Ib-sIKiil cTasil 3a-
XBOPIOBAHHS — $SIK IEePHIMI CUMIITOM YU 4yepes3 Jie-
KiJTbKa POKIB IicJjid BUHUKHEHHS yxaunu [2, 20].
3a3Buvail po3Mip ii He KOPEJIOE 3 TSKKICTIO CUMII-
tomiB, a piBeab AKTT 3 ii arpecusnictio [19, 21].
Boanouac B cepenrbomy 10 20% nyxiun (8-47%),
1o cexkperyiorb AKTT] 3anmuiaoTbest HeBUSABICHU-
MU («ITPUXOBaHi», «OKyJIbTHI») [13, 19, 22]. «IIpu-
xoBanuii» EAS € ofui€io 3 HalO1IbII IKaBUX IIPO-
6J1eM [t KJIHIYHOTO €HIOKPUHOJIOTa, OCKIJIbKY B
NIeSTKUX BUTIQ/IKaX MYXJIUHY He BUABJSIOTH BIIPO-
JIOBK TPUBAJIOTO CITOCTEPEKEHHsI UM HaBITh ITiJ1 9ac
postuny. IIpote, i3 yacoM Takux crae Bce MeHIIIe
3aBJISIKM 32CTOCYBAHHIO Cy4YaCHUX METO/IiB Bi3yadti-
3allii Ta, UMOBIPHO, Yepe3 OibIil TpUBaJIKii (HaBiTh
1o 10 pokiB) mepioj criocTepeskeHHs 0 MOMEHTY,
KOJIM 3pernToio Oy/ie BU3HaueHa ix mpupo/a Ta Jio-
Kamizaris [3].

Emizemiosioriuyai  0cO6IMBOCTI, $IKi  MOKYTb
cratu kKopucHuMmu B audepentiaiii EAS i xBopo-
6u Kyiunra, BK/IIOYa0Th HacaMIepes BiK 1 cTaTh.
Bik nmoyaTky 3aXBOPIOBaHHS 3a3BUYAll BUIIUHI [1PU
EAS: Bix komuBaeTnest Big 40 10 50 pokiB, oOpiBHSI-
Ho 3 30-40 pokamu npu xBopobOi Kymmnra |3, 12].
CuiBBiiHOIIIEHHS KiJIBKOCTI KiHOK /10 YOJIOBIKIiB Ta-
KOX BifpisuseTncs: npu EAS Bono cranoButsh 1:1-
2:1 MOPiIBHAHO 3 TIOMITHUM TIePEBAKAHHIM JKiHOK
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npu xBopobi Kymmara (3:1-5:1) [3, 12, 22]. Box-
HOYAC € JIaHi po OLIBIIMY YacTKy XBOPUX YOJIOBI-
kiB (1:2-1:2,5) [4, 5]. Taka po36ixKHiCTH, HATIEBHO,
MOB’sI3aHa 3 TUTIOM 1 JIOKJTI3aIli€10 ITyXJIUH, SIKi /10-
CJTIIKYTOTH: OLJIBITICTh XBOPUX Ha PakK JiereHiB — 4o-
JIOBIKH, TOJ1 SIK TAIlIEHTU 3 TaCTPOEHTEPOIIaHKpea-
tuyaumMu NET — xinku [9].

MosxnuBi MexaHidmu npoaykyBaHHss AKRTT
nmyxauHamu. [lonpu meBHi 3106yTKH, g0Ci 3a1u-
HIAETHCS BiIKPUTUM IUTAHHS, 1110 € PUYMHOIO
exrormivnoi mpoaykiii AKTT nmyxmunamu [23]. Bi-
JIOMO, IO TPOITHUII TOPMOH TTPOAYKYETHCS KOPTH-
KOTPO(HUMHU KIITHHAMU TIepeIHbOI 0T Timodisa
BHACJIIOK PO3IIEIJIEHHST Tifl i€ crerugiyHnx
eHJ/IoNeNTHa3 Horo mnorepeHnuKa — IIPOOIioMe-
ganoxkoptuHy (POMC). Ax npu disionorivaumx,
TaK i TPU MaTOJIOTIYHUX CTaHaX aKTUBHICTbH TPO-
Motopy POMC perymoeTbess HU3KOIO (HaKTOPiB
TPAHCKPUTIIIii, BKIOUatoun Nurr77, Skuii mpu mii
KPTI nocuimoe aktusHicTb npomotopa POMC [24].
Cnoeto ueproto, Nur77 takox 3ajydeHuit J10 iH/Ly-
KOBAHOTI'O KOPTHUKOCTEPOiJlaMU IPUTHIYEHHS TeHa
POMC BHacniiok 38’43yBaHHs 3 HETaTUBHUM TJIIO-
KoKOpTUKOiHUM enemenToMm [23]. Otxke, Nur77,
3aJIy4YeHUH SK /10 TO3UTUBHOI, TaK i /10 HETaTUBHOI
peryJitii aktusHocTi ipomotopa POMC.

3a HopMmasibHUX yMOB tpoMoTop POMC cuiib-
HO MeTwiboBaumii [25], 0cobiMBO B AiJASHIL
3B’sI3yBaHHS TPaHCKpUIIiiHUX (akTopiB. Boxno-
yac y NET, aki npoaykytors AKTT, 1151 misisinka € Ti-
MTOMETHJIHOBAHOIO TTOPIBHSHO 3 PiBHEM Y TKAHWHAX,
gki "He excripecytoTb AKTT, 1o Bignosizae miaBu-
eHil akTuBaiii mpomoTopa [26].

byna BucynyTa rinoresa, mo EAS mMoxxe BUHMK-
HYTH BHACJiZIOK BUKOPUCTAHHS aJIbTePHATUBHUX
npomotopuux gingaok POMC. Tak, igentudi-
KOBaHa Jpyra MPOMOTOPHA [iJISTHKA, SKa MiCTUTD
y CBOEMY CKJaJi 3B’s13yt0unii GiJIOK, CUTHATIbHUN
repeTBOPIOBaY 1 aKTUBATOpP TPAHCKPUIIIHHUX
3B’SI3YI0YMX TOCJIZIOBHOCTEN. Y mociax in vitro
KJITITHHYU, TpaHCc(IKOBaHI TaKUM BEKTOPOM €KC-
npecii, mo MictuB KoHcTpykiii POMC, cekpe-
tyBamu AKTI y kysasrypanbne cepenosuine. Y
TON 4ac K KJACUYHUU IIPOMOTOD BIIOBiZaB Ha
crumyianito KPI, HOBuUiT feMoHCTpPYBaB mocuJie-
Hy 6asajibHy akTuUBHiCTB. OI[iHIOBaHHS PiBHS Me-
TUJIIOBAHHS 1[i€i JIJISTHKM B 3pa3kaxX eKTOINIYHUX
AKTT-cexkperyounx MyXJauH MOKa3ajgo 3HAYHE ii
JIEMETUJIIOBAHHS, /0 TOTO K TPAHCKPUIILS 3 Ili€l

[25]. [Tyximuu 3 Gisbinr arpecuBHUM (HDEHOTHUTIOM,
SIK TIPAaBUJIO, JIEMOHCTPYBAJTU JIEMETUJIOBAHHS B
JpyTili TpoMOTOPHIN [ingHIl. CyKyImHICTh 1THX
pe3yJbTaTiB CBIUUTD TIPO Te, 10 JIeMEeTUIIOBAHHS
MOJKe PeryJiioBaTH [isIbHICTh 2-X TPOMOTOPIB, a
3HauHa OasajbHa aKTUBHICTD JPYTOr0 MOJKE JIesKa-
T B OCHOBI HamuIKoBoro BupobuunTea AKTT y
MyXJIMHAX, 1110 KOT0 ceKpeTyioTh [23].

ITocTyno0Th TakoXK MOTEHIINHHY POJb 3JTUTTS
redis B ininioBanui supobnuirsa AKTT y NET,
o cynpoBokyeThest ektormiunnm CK. Haamipro
eKCIPecoBaHi 3JUTi GIIKKH MOXKYTh OyTH 3aydeHi
B OTIOCEPE/IKOBAHY TTPOMOTOPOM HaJIMipHY eKCITpe-
cito mpexypcopiB AKTT [27].

Cuip 3a3HaUMTH, 1110 B HeTimo(hi3apHUX TKaHU-
Hax BiztbyBa€eTbcs TpaHckpuiiist koporkoi MPHK
POMC, sgka He TpaHCIIOETbCA B OLIOK, ae JeMe-
TUJTIOBAHHS TIPOMOTOPY T03BOJISIE MyXJIWHAM TPaH-
ckpubyBatu nosiry MPHK, sika tpancroeTbest B
nosHouinaui 6i10k POMC [28]. Bogrouac mocrt-
tpancadiiianit mpoieciir POMC y nyxsmnaax €
abepaHTHMM, 110 IOB’sI3aHO 3 JeAudepeHIialicio
ocrannix [16, 29]. To6pe mudepenmniiioani NET
CEKPeTYIOTh AI<T1"1_39 Ta 1HIII IENTUAN, K1 aHaJo-
rivyni rinodisapuum, i, HaBIAKW, MeHIT AudepeH-
miioBani NET — mopsax 3 AKTT i POMC, takox
HEeNTU/IN, IO YTBOPEH]I TPX HETTOBHOMY ITPOIIECIHTY
ocranHboro [21, 29].

Pesysibratn 0OMeXEHUX JIOCTIZKEHb TOKa3y-
I0Th, 110 PE3UCTEHTHICTb N0 KOPTUKOCTEPOIIiB
MOXKe TaKOK BijlirpaBaTU MEBHY POJIb Y MaToreHe-
3i EAS. Myrartiii KOpTUKOCTepOiTHUX perenTopiB
y N-xianesiit gingamni ta /IHK-38’a3yBasbHOMY
JIOMEHI CHPUYMHSIOTH MOBHY PE3UCTEHTHICTH [0
nii TopMoHiB [23]. OTxe, KO TPAHCKPUIIIHHUN
komtieke POMC ynukae perpecii KOpTuKocTepo-
inamu, cexpertist AKTT mozke OyTu 361/IbIIIEHOIO.

[Mocrrpancadriiini Moandikarii KohaKTopis,
CBOEIO YEPTOI0, TTPUYETHI 10 PO3BUTKY €KTOMIYHUX
AKTT-cexkperytouux myxauH. Pesynbratun pocoi-
JUKeHHS MyXJIMH TUMYyCa CBil4aTh IIPO aKTHUBi3a-
1if0 MejliaTopa TJYIIIHHSA PETUHOEBOI KUCJIOTU Ta
peLenTopiB TopMOHiB muTonoAi6Hoi 3amo03u (1113)
IIJIIXOM  BILIMBY Masioro  yOiKBITHHOIMOAIOHOTO
MonudikaTopa Ha callT 3B’sI3yBaHHS [earleThia-
3u ricroniB. Ile 3amobirae yTBOPEHHIO KOMILJIEKCY
X hakTOPiB, SKUN HEOOXIAHU 1JIst IPUILYIIECHHS
koptukoctepoizamu POMC [30].

Biamivaiors, 1110 x04a i pijIko, MyXJIUHU MOKYTh
TpaHchOPMyBaTHCS 3 KITHIYHO MOBYA3HUX Y TOP-
MOHAJIbHO AKTWBHI, HaBiTb uYepe3 POKHM Tics iX
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yTBOpenHd [31]. Mexani3mu, 1110 Jjie;kaThb B OCHOBI
1i€i Tparcdopmaltii, aHATOTIYHI TUM, IO CIIOCTEPi-
raloThCs MPU MEPETBOPEHHI MIJISIXOM TTiBUIIEHHS
AKTUBHOCTI (DEPMEHTIB, IKi OTIOCEPEIKOBYIOTH TTPO-
neciir POMC, HeyHKITIOHYIOUMX KOPTUKOTPOD-
HUX /IEHOM Ha TOPMOHAJIBHO aKTUBHI [32].

Kniniyni xapakrepuctuku EAS. Krniniuni o3Ha-
ku EAS € HeomHOpimHUME Ta 3anekatb Bin 370-
akicnoro norenuiany AKTT-cexperyiouoi myxsmnu,
TSAKKOCTI TIIEPKOPTUIU3MY, BiKYy Ta CTaTi HaIlieHTa
[6]. BixmosizHO, KIIIHIYHI TTPOSBU KOJUBAIOTHCS BiJl
parToBOI MOSABU O3HAK 1 CUMIITOMIB TSKKOTO TiTiep-
KOPTUIIN3MY JI0 TIOCTYTIOBOI Ta TIOBIJIBHOI TOSBU
KJIACMYHMX O3HAK 1 CUMIITOMIB cuHipoMy Kymmnra,
1110, 3a3BUYAll, CIIOCTEPiraioTh Ipu 100pe audepeH-
nitoBanux NET, i siki BasKKo Biipi3HUTH BiJl TPOSIBIB
xBopobu Kymmnra [3, 33]. Tlpu 060x 3aXxBOproBaH-
HAX MOJKJWBA IUKJIiYHA aKTUBHICTH [34]. Tumosi
KYIIMHTOIJIHI O3HAKM 4YacTillle CIOCTepiraioThb mpu
JATEHTHUX, HIXK TPU 3J0SKICHUX MyXJWHAX — Y
OCTaHHIX BUIIQJIKaX yepe3 IMIBHU/Ke IPOTPeCyBaHH
OCHOBHOTO 3aXBOPIOBAHHS THUIIOBI CUMITOMH Ti-
MIePKOPTU30JIeMii MOKYTb He TTPOSBJISTUCS.

HajtuacTimmMy cuMIIroMaMu SIK IIpy- XBOpoOi
Kymmnra, tak i mpu EAS € koHIleHTpriHe 0KUpiH-
Hst (83%), rinepronist (79%), 3Minu crtaHy mKipu
(76%), mionatis (70%), mykposuii miaber (32%)
i nenpecist (35%). Boxnouac narientn 3 EAS uac-
titre MaoTh ripcytusm (70-92%), Menanonepmiio
(92%), nykposuii mgiaber (70-74%), axue (73%),
Habpsiku (60-65%), TOpyIIEHHST MEHCTPYAJIbHOTO
mukay (77%), Brpary Baru (34%, BTpaTa Baru 1o-
HIMpeHila, Hix 301/IbIIeHHs ), a TAKOK OCTEOIIOPO3
(32%), nepenomu xpebuiB (50%) i Bakki BUIAI-
KM iH(eKinnux ypaxenb (44%), 10 BiANOBinae
TSKYOMY KJIIHIYHOMY clieHapiio 2, 4, 9, 13, 35-37].
lNnokamiemivamii MeTabOIYHUN aJIKAI03 Bpakae
nepeBaxkHo maiientis 3 EAS (90% nporu 10-15%
y mamienTis i3 xopoboto Kymmnra) [4, 36]. IIpu-
MyCTUJIH, 110 Ha[MipHe BHUPOOHUIITBO KOPTH3OJY
3a EAS ingykye cran, B skomy kKoptuson (Hesa-
nexxro Bim AKTT) nie sx minepamokoptukoiz [13].
[ITomo HEPBOBO-TICUXIYHUX PO3JIaJiB, TO BOHU HE €
momMpeHuMHu B marfienTiB 3 EAS, mBumine 3a Bce
yepe3 MOTaHWI 3arajbHUI iX CTaH, X04a B JIeIKUX
BUIAJKAX I[¢ MOKe OyTH MPOBIIHUM CHMIITOMOM
extorriunoi mpoayxkiii AKTT [37, 38].

Baxausum cumnoromoMm EAS, ax BBakaloTn, €
Hu3bkuil piserb TTI Ha doHI TSKKOI Tinmokamie-
Mil Ta ciabKoCTi MpoKCHMaabHUX M's13iB. Brumms
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TIOKOKOPTUKOiiB Ha ¢ynkimiio 113 Bizomuii
(IpUTHIYEHHST  TiMOTaJaMOo-TinmogizapHO-TUPEOi/I-
HOI oci) i B maiieHTiB 6e3 aHaMHe3y Ta O3HaK TH-
peoiHNX 3aXBOPIOBaHb (hakT 3uvkeHHs piBHga TTT
MOsKe TiepekoHnBo cBiunTu po EAS [9].

Hudepenuiampna giarnocruka EAS. /liarroc-
tuka EAS wacto yckiasHeHa, iarHOCTUYHI TIPO-
1[e/lypy BUKOPUCTOBYIOTH 3aJI€5KHO Bijl €HJOKPUH-
HOTO Ta IyXJIMHHOTO KOHTEKCTY, ajie HaroJIoNIyIoTh,
10 TIPU IHTEHCUBHOMY TillEPKOPTUIIM3MI iX CJIiJ|
3BecT J10 Minimymy. Ha mieprromy ertarti, 6e3yMoB-
HO, iCHy€ HeOOXiHICTh T ATBEeP/KEHHsT (IIPH TIPO-
Be/ICHH1 CTaH/IapTHUX TECTiB) BJacHe eH/OTeHHOTO
rineprkoptuniuamy [33, 39]. B ocHoBi npuunn 3a-
CTOCYBaHHS OLJIBIIOCTI 3 HUX JIEKUTH 30epesKeHHs
B KJITMHAX KOPTUKOTPOHMUX MyXJIWH Tinmodisa
PEIEeNTOPIB /10 TTIOKOKOPTUKOIIB (a TaKOXK 710 Ba-
sonpecuny i KPT) i 30epeskeHHs 3/1aTHOCTI BUCO-
KUX 103 JIeKCAaMeTa30HYy IPUTHIYYyBaTU CEKPeliio
AKTT. Knitnau exroniuanx AKTT-cekperyrounx
MyXJIWH, 3a3BUYail, He eKCIPeCcyloTh Taki peller-
topu [40]. Il BigMiHHICTD HaeKo He abCOMIOTHA,
0co6uBo airsa Hesesmkux NET, kniTnHy aKkux iHO-
i (22-40%) MOKYTb €KCIIPeCyBaTH JIesIKi Y HaBiTh
yci 11i perenTopu, 1o, TaKUM YUHOM, He BUKJIIOUAE
XUOHOTIO3UTUBHUX pe3yJsbratis [3, 41]. leski as-
TOPU CTBEP/UKYIOTH, IO TPOBEEHHS TECTy TPU-
raivenHd cexkpettii AKTIT Bucokumu mosamu nek-
caMeTa3oHy He JI03BOJISIE TOYHO PO3PI3HUTH 100pe
nudepeHIliioBaHi eKTOIYHI MyXJIUHA Ta aJIEHOMU
rinodiza [9, 16]. /liarHocTYHI TTOMWJIKW BUHU-
KaloTh y 7-15% martientis i3 xBopoboio Kymntra,
a 110 25% narientiB 3 EAS MoxxyTh Matu Heysro-
mokeHi peayabrat |3, 42], 60 mpupoaa MyxXJInHU Ta
eniJieMioJIOTIYHI YMHHUKN, BKJIIOYAIOUN BiK, CTATh i
TSOKKICTD TiEPKOPTUIIM3MY, MOXKYTh BIIMBATU Ha
pesyJibTaTu AuHaMivyHux TecTiB [40]. Onnak, mosu-
THUBHA BiZINOBi/b Y TecTi 3i crumyssaiieio KPI (un
JIECMOIIPECMHOM), a TaKOX HasgBHICTb YPasKEeHHsI
poamipom 10 MM 4u GisibIlie TPy TIPOBEIEHH] Mar-
HiTHO-pe3oHaHcHoi Tomorpadii (MPT) rinodisa
3MiIye HMOBIPHICTH JiarHO3y Ha KOPUCTh XBOPOOU
Kymunra [40, 43].

Ax NET, Tak i kopTukotpodHi myxanau rimodi-
3a 4acTo HeBenuKi (qumre 2-3 MM) i IX BaKKO BH-
asutu [12]. CkiragHicTh NOJIATa€ TaKOXK Yy TOMY,
o 10 10% HaceseHHS Ma€e HeCEKPeTyodi KOPTH-
KOTpoHI myXsimHYU Timodisa, sgKi BUSABISIOTH TTPU
nposegenHi MPT. Tomy 1i BUCHOBKH, 3 OIJIsILY
Ha 1le, CJij iHTepuperyBatu 3 obepexHicTio [9].
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Y nesgkux BUNAJKaX eKTOIIYHA MyXJWHA, 1110 MPo-
nykye AKTI, moxe criBicHyBaTH 3 aleHOMOIO Ti-
nodisa, HaBiTh HedyHKITIoHYI0OUOIO. [le yckmannioe
JIarHOCTUKY, MOKe€ TPUBECTH [0 BCTAHOBJICHHS
XUOHOTO /IiarHo3y i MPOBeIEeHHsT He0OOB I3KOBOIO
BU/IAJIEHHSI MOBYA3HUX ajieHoM rinodisa [10].

Cuix takoxk 3asHauutu, mo B 40% maiieHris
i3 xBopoboio Kymuura pesyasratu MPT rinodi-
3a MOKYTb OyTH HEraTUBHUMU [42], 1110 BUKIUKAE
HEeOOXiHICTh IIPOBeIeHHs [BOOIYHOIO JOCIiIKeH-
ug piBsag AKTT y 3paskax KpoBi, gKi OTPUMYIOTD
i3 HWKHIX (33/IHIX) KAMEHUCTUX CUHYCIB 3 OJIHO-
yacHUM 3a00POM KPOBi 3 HepudepuyHOl BEHH, 110
€ 30JIOTUM CTaH/IapTOM jaudepeHItialiii rimodisap-
Horo Ta ektomiynHoro mkepesa AKTI 3 uyrausic-
TiI0 Ta cremudivnicTio npubausuo 95% [33, 40].
linodizapue xepeno igenTudikyeTbes 3a icHy-
BaHHAM rpajienTta konnenrpaiii AKTI y 3paskax,
SKi OTpUMaHI 3 KAMEHUCTUX CUHYCIB, JI0 TAaKOTO B
nepudepnyHiii KpoBi, a TaKoXK TicJd BBeJIEHHS
KPI' yn pecmomnpecuny (nonatkoBuii tect). Bin-
cyTHicTb rpajgienTta KoHieHTpaiii AKTT cBiguntnb
mpo exrorivyHe jpKepesno cekpertii AKTT i Bumarae
peTesibHOTO Horo noiyky. [IpuynHu BUHUKHEHHS
XUOHMX Pe3yJIBTaTiB IPU IIPOBEIEHHI 1[bOrO TECTy
Pi3HOMAHITHI — BiJ| TEXHIYHMX J0 OCOOJIMBOCTEN
rOPMOHAJIBHOTO CTaTyCy Halli€HTiB Ta mepebiry
XBOpoOU [44].

Baxausum y piarHoctuiti EAS € BusHayenus
piBHs GiosioriuHuX MapkepiB y Kposi. Tak, moka-
3aHO, 1110 KaJIbIIUTOHIH 1 KaTeXoJIaMiHU € €UHUMU
GiomMapkepaMH, 110 MaioTh CrenudiuyHy HiHHICTDb Y
niarnoctuili EAS. PekoMeHyioTh MpoBOAUTH BU-
3HAYEHHS 1X PIBHA B KPOBI yCiX MAIIE€HTIB /IJIs BU-
KitoueHHs MeysisapHoi kapuuHomu (MK) un deo-
xpomormromu (DPEO) Bianosiano. Ilikaso, 1o
KOHIIEHTpAIlisl KaJbIIUTOHIHY B 44-69% BUIa/IKiB
mizBuiieHa y xgopux 3 EAS, Hesasnexno Big Uity
AKTT-cekperytouoi nyxsmunn — MK, NET, ractpu-
Homa, DEO un npuxosana myxsnHa [3].

BBakatoTh, 110 KOPUCHUM TECTOM MO)Ke OyTH
TaKoX BU3HaYeHHs piBHst nonepeatukis AKTT, 6o,
aKk BkaszaHo Buie, ekromiuyni AKTI-cekperyioui
MyXJWHYU, 3a3BUYail, He TTOBHOIO MipOI0 CUHTE3Y-
i0rb AKTT 3 POMC, 1110 1pu3BOANTS /10 301IbIIEH-
H$ BMICTY OCTAaHHBOTO B KPOBOOOiry [45]. Beranos-
JIEHO, 110 CIiBBiJIHOIIEHHS MiXK KOHIIEHTPAIli€I0
POMC un ipo-AKTT i piBusa AKTT y kposi xBo-
pux 3 EAS Buiiie nopiBHSAHO 3 TaKUM y TTAIIEHTIB i3
xBopob6oto Kymmtra [46].

[Ipu narozni 3a3naumnmo, 1o pisenb Baacue AKTI
(i kopTH30iy) B KpoBi nartieHTiB 3 EAS, sk mpaBmio,
BUIIWIA, HIXK y TAIE€HTIB i3 xBopoboto Kymmnra [4,
3, 19]. Konmnenrpartist AKTT monan 200 /M Moske
BKa3yBaTH Ha eKTOITuHe jKepesio [47], mpore abco-
JIOTHOI JIiarHOCTUYHOI IIHHOCTI 1€l (hakT He Mae, 60
HaJ[3BUYAHO BUCOKUI BMicT KopTusomry ta AKTT
MOJKe BKagdyBaTH Ha arpecuBHy Gopmy xBopobu Ky-
munHra [48]. Ockinbku 67m3bk0 90% eKTormuHuX
AKTT-cexperytounx myxsun € NET 3a cBoeto mipu-
POJIOIO i IEMOHCTPYIOTh XapaKTEPUCTUKH, TITO Bi/IIO-
BizaoTh TakuM 17151 APUD-cuctemu, To KOpUCHUM €
TaKOK BUBHAYEHHS TAKMX MApPKEPiB sK HEHPOH-CIIe-
nudivHa eHoJsiaza ta xpoMorpaninu [19].

TakuM ke BaKJIMBUM iaTHOCTUYHUM TECTOM €
Bizyauizaitig nyxiaus npu MPT (uu KT, uyu pent-
reHorpadii) OpraHiB rpyJHOI KJIITUHU, YEPEBHOI
MOPOKHUHU Ta Ta3a, 10 € MPOCTUMU i IOCTYITHUMU
METO/IaMU, 32 JIONIOMOTOI0 SIKMX IIBU/IKO BUSIBJIS-
I0Th CYTTEBE 06’€MHE ypaskeHHs Ta TIAaHYIOTh I0-
JAJTBII TOCJII/KEHHST 3 METOI0 BCTAHOBJIEHHS €K-
toriuroro xepesia AKTT [43]. Boxnouac 12-44%
(3a inmumu ganumu 20-50%) eKTOmiYHUX My XJINH,
o npoaykytoTh AKTI, He Braerbest siokamisyBaT
3a Takux obcrexkenp |3, 19]. YV pasi MajeHbKHX 110-
OIMHOKWX YW MPUXOBAHUX MyXJWH, TAKUX, HATIPH-
KJ1aJl, SIKi JIOKaJ/Ii30BaHi B cepe/[Hiil TPEeTUHI JiereHb
MOPYY i3 JIET€HEBOIO CY/IMHHOIO CUCTEMOIO, BiJl STKOT
iX cKIIa/IHO nGepeHITiIoBaTH, Ha IOTIOMOTY TTPUX0-
JINTh TIO3UTPOHHO-eMiciliHa Tomorpadiss (PET uun
PET/KT), sixa Bkouae cipuaTUTpadio 3 aHajo-
ramu comaroctatuHy — '''In-menrerpeoTnsom um
8Ga-DOTA-comaroctarunom [49-52]. BBaxkaioTs,
o 1eit MeTo]1 eeKTUBHUN Yy BUTAJIKAX ITYXJIUH,
stki moxozsith 3 APUD-cucremu (Heiipobiactoma,
DEO uyn MK) [9]. 3anpoBajskeHHST MOJIEKYJISIP-
HOI Bigyastizallii 3Ha4HO 301IBIINIO0 eEeKTUBHICT
npiarnoctuku NET, 30kpema i THX, 1110 BUKJIMKAIOTh
EAS. ¥V Bumazgkax, KoJm TyXJUHU 3aJIUIIAIOTHCS
BCE JK IIPUXOBAHUMH HaBITb TicJs ciiuHTUrpadii 3
8Ga-DOTA-comarocTaTHHOM, SIKA MAa€ HABUIILY
YYTIUBICTb 1 CTIeU(IYHICTh Y BUSABJIEHHI €KTOIIY-
HuX 1myxJauH, mo cekperytotb AKTT [49], Bigyadni-
3aitist ix Mozke OyTH ortinena 3a goromoroio PET un
PET/KT 3 18-drop-ne3okcuraioko3oro [12, 34, 41,
53]. Ockiibku Ha CHOTO/HI JKOJIEH METO/ Bidyasi-
3allii He Ma€ ONTUMAJIBHOI TOYHOCTI Y BUSIBJIEHHI
ektormiuanx AKTT-cexkperyounx myxsinH, Hapasi
CJIiJI BUKOPUCTOBYBATH KOMOIHAII TpagnIliiiHOI
pagioiorii Ta ciimaTUTpadii [49].
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[TiaTBepmxenns npupoaun EAS nipu nocaimken-
Hi TKAaHWHU TyXJWH TaKOX € CKJIQJHUM 3aBIaH-
Ham [19]. Ilicisomepartiiine iMyHOTICTOJIOTIUHE
inentudikyBanns AKTT-cekperyounx myxiauH
y TPeTHHI BUIA/IKIB € HEraTMBHUM, 1110 IIOSCHIO-
I0Th 1X BUCOKOIO CEKPETOPHOIO 3/IaTHICTIO Ta/4yu
BIZICYyTHICTIO peakIlii aHTUTLI i3 TONepeHuKaMI
AKTT; 11e yckagHIOE BCTAHOBJIEHHS OCTATOYHOTO
miarHo3y [3, 41]. HeratmBna iMmyHOricTOJIOTIUHA
peakiiist B 3paskax 0ioIcii TaKOK He MOKe CIIPOC-
tyBatu EAS, ockinmbku vyacto cexperyBatu AKTT
MOJKe JIMIIe TIeBHA CYOIONyJIsIist Iy XJINHHIX KJIi-
tur [19]. Onucani BUNaiku, Koy HeTaTUBHE 1010
AKTT imyHorictosioriute hapOyBaHHST KJIITHH Me-
TacTaziB MPUXOBAHOI MMyXJUHU CYIPOBOJKYBAJIO-
cs nosutuBHOW0 peaxitiero Ha KPI [18, 36]. Cepen
mapkepiB NET BigmiuatoTh ekcripecito HelipoH-cIie-
mudiunoi enosasu (58%), xpomorpaniny A (42%) i
cunanrtodizuny (38%) [10].

[lix yac TOPIBHSAIBHUX HOCJIKEHD MOpPdO-
(ynkmionanpanx  xapakrepuctuk AKTI-cexpe-
TYIOYMX Ta TinodizapHUX MyXJUH OYJI0 BUSIBIEHO
€KCITPeciio B KJITUHAX MepPIINX TaKOXK 1HIIUX Tilo-
(dizapHux TopMOHiB (y pi3HUX KOMOiHAIsX) 1 Hes-
KUX aHTioreHHNX MapkepiB [36]. Bognouac y kposi
xBopux 3 EAS migBumienoro piBHS TinmodizapHUX
TOPMOHIB HE CIIOCTEPIratoTh, 6O BHACIIIOK BUPOO-
HUIITBA ITyXJMHAMU 1ePeKTHUX MOJIEKYJI IIUX TOP-
MOHIB BOHU IIBUKO T/IaI0ThCsT METaboIi3My i He
MOKYTb YBIfITH 10 CHCTEMHOTO KPOBOOOIry [54].

licronoriuna  cTpyKTypa  KOPTUKOTPOIIHOM
CBITYUTDH TEPEBAKHO IMPO iX J0OPOSIKICHE IMOXO-
JuKeHHsI, a ekcrparinmodiszapai NET BiamoizaoTh
pi3HUM MOP(OJIOTIYHUM TUTIAM TYXJIWH i3 PI3HUM
CTyIleHeM 3JI0IKICHOCT, iHBa3UBHOCTI Ta MeTacTa-
TUYHOTIO MOTEHIaTy: aKTUBHICTb KJIITUHHOI I1POJIi-
beparii Buma s NET 3 eKTomniuyHOIO CeKpeltiero
AKTT nopiBHsAHO 3 KOpTUKOTpOTiHOMamu [ 36].

Orxe, miarsoctuka EAS y GaraThox BHIaIKax
3aJIMIIAETHCS CKIIAJHOI0 3 HEOOXITHICTIO TOYHOTO
BU3HAUEHHS PO3TAllyBaHHSA Ta WMOBIPHOI MPUPO-
nu pkepesa AKTT. TTigkpecooTs 060B I3KOBICTh
AKTUBHOTO TIOMIYKY IPUXOBAHUX MyXJIMH, 60 BOHU
MOXYTh OyTH B3JIOSKICHUMW, arpecHBHUMHU, IO
obyMoBJIioe Toranmii poruo3 [12]. Hasaras, yac
MiK THOSIBOIO CHUMIITOMIB 1 IIOCTaHOBKOIO JliarHO-
3y MOXK€ CTAaHOBUTH IO 2-X POKiB, IPUYOMY XBOPIi
3a 1eil 1epioJ] 4acTo BUMYIIIEHI OTPUMYBAaTH 3Ha-
YHY KIJIbKICTh KOHCYJIBTALINl CIEIiaTicTiB Pi3HOTO
HAIIPSIMKY Ta IMUISITAaTH YUCEeNbHIM KiTbKOCTI 00-
cresxeHb [2]. BogHouac HecBo€uacHa /liarHOCTUKA
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MPU3BOJIUTH JI0 HEBIJMOBIIHOTO JIKYBaHH, 1110
00YMOBJIIOE BUCOKY 1HBAJIIIN3AIIII0 Bijl YCKJIaTHEHb
Ta CMEPTHICTD IaIliEHTIB.

JlikyBanus EAS. TepaneBtuuna crpaTeris Jiiky-
Bannasa EAS Bapitoe 3asmexno Bia: 1) iHTeHCUBHOCTI
TIEePKOPTUIIN3MY, 2) 3araJibHOTO CTaHy TAlliEHTa,
3) HagBHOCTI CyIyTHIX 3aXBOPIOBaHb, 4) cTaTyCy
My XJIMHU, TIOYMHAIOYH Bi/l pe3eKTabeIbHIX Ty XJIUH
10 HeorepabeJbHUX METaCTaTHYHUX YK MPUXOBA-
Hux [16].

[Ticas Gioximiunoro miarBepmxkenns EAS mpu
BusBJeHHI Kepena cekpeinii AKTT ontumanbhe
JIIKyBaHHS BKJIIOYA€E BUJIAJICHHS CEKPETYIOUO] ITyX-
sunn. Takuii crienapiii onucyotsb 1151 40-60% marri-
€HTIB i3 NOBHOIO PEMICIEIO rIIePKOPTUIIU3MY OLIbII
Hix y 80% Bunazakis [6, 10]. Baxauso npu 1ipomy;,
006 yci MaIieHTy Mics 3aBepIleHHsT JHHAMIUHIX
TECTiB OTPUMYBAJIU JIIKYBAHHS 111010 BiJTHOBJIECHHS
eykoprusosieMii (Teparist iHribiTopamMu crepoino-
reresa) [37]. BkazyioTs, 1110 B 4aCTUHU XBOPUX i3
NET i EAS nocsartun MmeinkaMeHTO3HOTO KOHTPOJIIO
TIMepKOPTUIIN3MY BaKKO. ¥ IIMX BUMAIKAX PEKO-
MEH/IYIOTh TIPOBOUTH JBOOIYHY a[pPeHATEKTOMII0
[8, 22, 37]. ¥V uBepTi naiieHTiB, AKi MepeHecyan ii,
MOKJIMBI TAKKI MepU- YU Ticasg0nepaiiiii yekmaai-
HEHHs, 10 TMOSICHIOITH TTOEAHAHHSAM MeTacTaThuy-
HOTO 3aXBOPIOBaHHS Ta MeTabOJIUHMX PO3JIAJIiB,
CIIPUYMHEHUX BUCOKUM PiBHEM KOPTH30J1y [20].

3a3HauMMO, 10 TAIliEHTH 3 TIPUXOBAHOIO
EAS pano uu mi3HO mignamTbes agpeHaIeKToOMil
JUISL JIOCSATHEHHsT 6ioXiMiYHOTO BWJIIKOBYBaHHS,
OCKiJIBKHM TOAeKyar Moxke 3Hagooutucs xo 10-20
POKIB, TIepIT HiXX BAACTbCA iIeHTUdIKYBaTH Ke-
pero AKTT. ITpu koHCepBaTUBHOMY ITi/IXO/Ti B OUi-
KyBaHHI BU3HAYEHHSI JIOKAJi3allil MyXJIMHA 4aCTO
Me/JIMKaMeHTO3He JIIKyBaHHSI MOXKe TPUBATH pOKa-
MM 3 TAPHOIO MTEPEHOCUMICTIO. 3PO3YMIJIO, 110 TaKi
XBOPi MOTPEOYIOTH TPUBAJIOTO CHOCTEPEKEHHS 3
MIPOBEJIEHHAM CEePiMHUX Bi3yami3allilHUX OCJIi-
JUKEHb.

32 yMOB PaJIMKaJIbHOI IIyXJIMHOEKTOMII y XBOPUX
CITOCTEPITAETHCST HOPMAJIi3allisd PiBHS KOPTU30JTy 1
AKTT i 3HUKAIOTh O3HAKY Ta CUMIITOMH CUHIPOMY
Kymmnra. [ToBTopHa iX mosiBa i miIBUIIIEHHS PiBHS
TOPMOHIB ITicJIs ofepaitii, 3a3Buyaii, 1mos’s3ani 3
PeIUINBOM UM MeTacTazaMy TMyXJIrH. A IOBaHTHE
JIIKYBaHHSI B 3aJI€KHOCTI BiJl TPUPOJU TTYXJIUHU
BKJIIOYAE: XIMiO-, TPOMEHEBY, PAJIIOHYKJII/IHY Tepa-
1ifo, a i ycix naiientis i3 NET — sikyBanus ana-
JIOTAaMU COMATOCTATUHY TPUBAJIOI il [9].
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Tepmin 3arasbHOTO BUKMBAaHHS XBOPUX 3 EAS
HETATUBHO 3AJIEKUTD Bijl BACOKOTO PiBHS KOPTHU30JTY
B KPOBI, CTyTeHs audepentriaiii myXJIuHu Ta HasB-
HOCTI 1ykpoBoro aiabery [20]. Bupimaibhe 3HaueH-
H$I JIJIS1 KPAll[oTo ITPOrHO3Y, HABITh SKIIO MyXJIMHA He
pO3Ii3HaHa, MA€ KOHTPOJIb IiIIePKOPTUIUZMY.

Ticrosoriyni tTumu AKTT-cekperylouux myx-
JUH 1 iX Jokam3aniga. Haituactimme miciieM exTto-
niunoro AKTT-mkepena € myxsau Jjieredb (45%),
tumyca (7-11%), migmaynkosoi 3ano3u (8%), 1113
(6%), HagHUPHUKOBOI 37031 (5%) 1 MIIYHKOBO-
kumkoBi NET (5%); myxauHu iHIIO1 JIoKasi3artii
e pigmm. /[y KoKHUX BUAIB MyXJIWH, 3BaKA0un
Ha IX JIOKaJIi3allil0 MOXKYTh ICHYBaTH [1€BHI BiAMiH-
Hocti y mpogBax CK nipu EAS.

ITyxauuu Jerens — JAPiGHOKIITUHHA KapIMHO-
Ma, HeHPOEeHOKPUHHA KapIMHOMA, a/leHOKAPIIH-
HOMa, JIereHeBi KapIuHOIAU, Z0OPOSIKICHI CKJIepo-
3ytoui mHeBMoIruTomMu [42, 53, 55]. 3azHavaioTh,
10 TYXJIMHU JieTeHb, 110 acoiiiiioBani 3 CK, yacTi-
IIe MeTacTa3yioTh, Y XBOPHUX YaCTillle PEECTPYIOTh
penuMBY, BOHU MAIOTh TP TPOTHO3.

ITyxJymuu TuMyca (cepenocTinus) — y GijbIoc-
Ti 1Ie TUTIOBI Ta aTUTIOBI KapIUHOIAN, IKi CKIaTHO
JiarHocTyBatH, a Takox Kapuunomu [17, 55]. Tlo-
myk y Jiteparypi BusiBus 6ins 200 3apeectpoBa-
nux 3a 40 pokiB BumazakiB EAS, acomiiioBanoro 3
nyxXJauHaMu Tumyca [56].

ITyxiauHN MIULUTYHKOBOI 3aJ03U — TI€peBaXK-
1o (80%) neaxktusui NET, mo cexperyiors AKTT,
€ PIIKICHUMW, arPeCUBHUMM W CKIATHUMU IS
JIIKYBaHHS 3aXBOPIOBAHHSIMU 3 [y’Ke TOTaHUM
nporuo3omM [27, 45, 55]. BixmivaioTh moTeHItian
taknx NET 1o nemudepentiiioBanus Ta mepexo-
NIy Bi/l HEAKTUBHUX JI0 TOPMOHCEKPETYIOUMX, IO
MO)Ke YCKJIQJHUTU JiaTHOCTUKY Ta JIKyBaHHS
[58]. Omnucani AKTT—/POMC+ [59], a Takox
AKTT+/KPI+ [60] NET nignuryHKOBOI 3a/103H,
aki Bukaukaau CK.

ITyXJIMHH IUTONOAIOHOI 3aI031 — Me Ly ISIPHIIT
pak [59, 61], 3a ssikoro ECS BuHuKae Ha mi3Hiii cTa-
i1 XBopoOu, OB I3aHuUI 31 CKJIAJHOIIAMU JIKyBaH-
Hs Ta TIOTAHUM TTPOTHO30M /11 XBoporo. [TyxnunHi
KJITUHU TO3UTUBHI HA KAJBIUTOHIH 1 MOAEKYIN
HeratusHi moxo AKTI uu KPI. 3asnaunmo, 1110 B
Jitepatypi icaye indopmartist po mpubausHo 100
punazkie MK 113 3 ECS [62]. 3’ aBunmcsa neski
oOMeskeHi JIoKa3u 1Moo eheKTUBHOCTI JIKYBaHH
rinepkoptuiuaMy B namienTis i3 MK inribitopamu
TUPO3WHKIHA3 [61].

ITyxuHu HaITHUPHUKIB TTPE/ICTaBJIeHI MaliKe BU-
kimouro MEQ, npu sikux exromiuna cexkpertist AKTT
Moske OyTi HeOe3MeYHOI0 /ISl JKUTTST Yepe3 OJIHO-
YaCHUM HAJIUIIIOK SIK KOPTU30JIY, TaK 1 Karexoiami-
HiB. YBara /10 1IUX MyXJIMH Yepe3 TSHKKICTD Tepediry
XBOPOOM Ta 3arposy JKUTTIO MAIEHTIB 00YMOBHJIO
3HAUHY KiJIbKICTh B JIiTEpaTypi ONUCIB OKPEMUX BU-
nazkiB MEO 3 ECS: na 1ymMKy fesKiX TOCTiTHUKIB
yacToTa ix Moxe jocsratu 10 25% [55, 63]. Hocui-
mrenast AKTT-cekperyrounx DEO npussesnn 1o
BiZIKpUTTST GaraToyHKIIOHATEHOTO XpOMadiHoIo-
AIGHOTO THITY TYXJUHHUX KJITHH, SIKi OJHOYaCHO
npoaykytors POMC, AKTT i KPT [63]. Kpim ®EO
extoriuny cekpeitito AKTT criocrepiranu B jiexisib-
KOX BUIAJKaxX TilepIia3ii MO3KOBOTO Iapy Haj-
HUpHUKIB [64]. [ndopmartis mpo AKTT-cexperyioui
MyXJIMHU KOPU HAJIHUPHUKIB Mi3epHa [65].

ITyximHM IUTyHKOBO-KHIIKOBOTO TPAKTY, SKi
cekperyiorb AKTT uu KPT" maiizke B 100% Bumnaj-
KiB € NET un MaioThb HeiipOeHIOKPUHHUI KOMIIO-
HEHT 1 MOKYTh BUHUKHYTH B OYIb-sIKill AiASHIL
LTy HKOBO-KUIIIKOBOI cucTeMu (IITYHOK, KJIyOOBa,
TOHKA, TOBCTA KUIIKA, aneHauke, amiyaa Marepa)
[57]. TIpu 37105IKicCHUX HOBOYTBOPEHHSIX 11i€i JIOKA-
Jli3allii pO3BUTOK TITEPKOPTUITUZMY MOJKE CIIPUYHN-
HUTHU HeOe3IeYHU N eJIeKTPOJITHHI ArcOaianc.

ITyxmHM meviHKu HAPiKO BUKIMKAIOTh EAS.
[Mosigomisi po remarobaacromy [66], kapim-
HOimHy myxsmHy [67], Kampiudikytodi THi3MOBI
CTPOMAJIbHO-eMiTeiabHi myXauan [68], a Takox
TeraToIesI0JIPHY KapiuHoMYy, sika Oysa iMyHO-
HerarusHoo 1040 AKTT [69], i apiGHOK I TUHHUI
pak, imynonoautusauit 1o KPI' [18].

IMyxmuau HUPOK, sKi cekperyioTh AKTT, myxe
piakicui (capkoma IOinra, nedpobaacroma Binbm-
ca, oukorutapia NET, maparanriioma, ajeHoma)
[27, 70]. Tlomekyan ocTaTOYHUI /1iaTHO3 JIJIST 1TUX
nyxJauH (mopsa i3 pedyJbratraMu Mop@oJoTiYHIX
Ta IMYHOTiCTOXIMIYHUX METO/IiB) I'PYHTYEThCS Ha
BUSIBJIEHHI 3JUTTs1 TeHiB. Ilyxaunu Binbmca Bu-
asuincs imynosorivno AKTT—/KPT+ [70, 71].

Ilyxmuau ronoBu. Cepen nonaz 20 BijoMux Bu-
najakiB AKTT-cekperyrounx ecresioneiipobiactom
HocoBuX nasyx y tperunan narieuris CK 6yB mo-
YaTKOBUM ITPOSIBOM 3axBopioBaHHs. Hajzsuuaiino
PIZIKICHUM yTBOPEHHAM ITOPOKHUHYN HOCA TA HABKO-
soHocoBux nazyx € AKTT-cexperytoui naparanrJi-
omu [72]. Kizbka pobit onucyiors EAS, os’sisanuit
3 aJIeHOKApIIMHOMAaMU TIPUBYIITHOI 3as103u [73, 74].
[ixaBum € Toft (pakT, IO CEKpellis eKTOMYHOTO
AKTT moxe Oyt 0OMEKEHOIO MeTacTasaMu, TOJI
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SIK BJIaCHe B IyXJIMHI BOHaA BificyTHs [74]. Ilepioio
O3HAKOI0 AIIMHOTE€HHO-KJIITUHHOTO paKy CIMHHUX
3a7103 OyJIa TMiBUIIEHA TIrMEHTAIlis KIpU BHACJTI-
nok EAS [75]. A yHikaJbHUM BHUITQIKOM BBJKAIOTh
imyHoHeratusHy 11010 AKTT niepBuHHy inTpakpa-
niasnbay NET, aka mpussena 1o CK [76].

ITyxmHM KiHOYOI PEeNpOAYKTHBHOI CHCTEMH.
Hyxe pinkicai AKTT-cexkperytoui myximHu 1i€i
JIOKasi3arii B JiTeparypi mpeacTaBiaeHi KapiuHO-
MOIO MaTK# [77], IpiGHOKIITHHHOIO KaPIHHOMOIO
[78] Ta azmeHOCKBaAMO3HOI KapIMHOMOIO HIMHKU
Marku 3 audepeniiiarieo Meganomu [79], 3pijioio
TEPaTOMOIO SEUHNKA 3 KaPIIMHOITHUMU KOMITOHEH-
tamu [80], cepo3HOI0 a/IeHOKAPIITHOMOIO SI€ETHUKA
3 HeWpOeHAOKPWHHUMHN O3Hakamu [81], a Takox
KaplIMHOMOIO MOJIOYHOI 3a7103U  (IIO3UTUBHOIO
mozno AKTT i POMC) [82].

Ilyxaunu mpocTtatu — a/IeHOKApIIMHOMU 3 Hell-
POEHIOKPUHHUM repeHIliioBaHHIM 1 JIpiGHO-
KmiTUHHUN pak [54, 83]. Harosomyiors, mo EAS
CJTIJT PO3TJISIIATH, SKIMO B TMAIlIEHTIB i3 paKOM IIPo-
CTaTu PO3BUBAIOTHCS UM TOCTPi €JIEKTPOJIITHI TI0-
PYIIIeHHSs, YM TiepeBaHTaxkeHHs piguHoto [84]. 1Li-
KaBUM € (akT po3BUTKy EAS BHaCTIIOK JiKyBaHHS
paKky TIpOCTaTH, Pe3UCTEHTHOTO 10 crenudiyHoi
Teparii [84].

IlyxauHu 3aouepeBuHHOTO NpocTopy. Hesemn-
Ka KIJIbKICTh BUTIQ/IKIB ITAPATAHTJITIIOM, SIKi CYTIPOBO-
mkyBasmicst EAS, Oysii posraiioBaHi B 3a04€peBUH-
nomy mpocropi [85, 86]. Biamiuaiors, 1110 piBeHb
AKTT y kpoBi nmarieuriB Moxe OyTHU i HU3BKUM,
mo € aHoMasbHUM it EAS 1 moB’si3aHO 3 HU3B-
KOIO iHTEHCUBHICTIO cuHTe3y TopMoHy. Kpim Toro,
sgutnre B HeBesqnkol dactuHu AKTT-cexperyrounx
rmaparaHryioM (pi3HOl JIOKaJi3allii) crocrepiraan
301/IbIIeHHsT PIBHS KaTeXOJaMiHIB y KPOBI, IO MO-
SICHIOIOTH iX PO31a/loM BcepeiinHi myxaunu. Jleski
naparasrJiomMu B3araji He BUPOOJISIOTH KaTexoJia-
minu [85, 86].

Bigmitimo, mio momryk iHgopmariii 103B0UB
BUSBUTU TaKOK CBiTYEHHS PO BKpail Pi/IKicHi Jio-
kagizaiiii AKTT-cekperyiouux myxJvH, o BUKIU-
kaioth EAS, — capkoma Oinra cignnyno-100K0Boi
Ta KJIyOOBO-7106K0BOI TisToK [87] 1 pak mkipu 3 Heil-
POEHZIOKPUHHUMHU  OCOOIMBOCTSAME  (KapITHOMA
Mepkens) [88].

Ornuc BUNAIKY 3 NPAKTHKH

¥ moromy 2023 p. B kminiky /Y «Inctutyt en-
JOKPUHOJIOTIT Ta 00MiHy pedosuH iM. B.IT. Kowmi-
capenko HAMH ¥Ykpainu» 3BepHysacs maiieHT-
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ka K. (34 pokn) 3i ckapramu Ha cTa0KiCTh y HOTax,
HEMOJKJIMBICTh CaMOCTIHHOTO TiepecyBaHHsI, 6oJii
B TIOTIEPEKY, KiCTKaX, 3MEHIIEHHS POCTY, CTPHI 110
BCbOMY TiJly, TiJIBUIIEHHS apTepiajJbHOTO THUCKY

(puc. 1).

Puc. 1. MauieHTKa K. Ha MOMEHT rocnitanisauil.

Fig. 1. Patient K. at the time of hospitalization

3 aHamHe3y: BBakae cebe XBOPOW MpHOJIH3-
HO 8-10 micamiB i3 munusg 2022 p., Kogu BHepie
3'aBUIMCS 3MiHUM Ha 0044l (MPUIYXJTicTh) i
Bucunanus Ha Tiji. [TamienTka mranoso rocrii-
Taxi3oBaHa B XipypriuHe BiajiieHHss [HCTUTYTY
02.03.2023 p.

Pesynbrati 00CTeKEHHST XBOPOT Ha MOMEHT TOC-
miTastizarlii HaBeieHi B TabJIUI Ta Ha PUCYHKY 1.

Pesyabratu onkockpuninry (MPT): y mpoexitii
JlaTepaJibHOI HI’KKM JIiBOrO HaJIHUPHUKA BU3HAya-
€ThCA YTBOPEHHS 3 YITKUMU KOHTYPaMU PO3MipOM
46x43 MM, cepennboi miisbHocTi (tumoc 40 HU).
Y Tisi IpaBoro Ha/JHUPHUKA Bi3yasi3y€eTbCs yTBO-
peHHs giametpoM 11 MM 31 cxoskMMU XapakTepuc-
tukamu. Pesysibratu MPT rinodisa: 6e3 marosiorii.
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Tabnuus. Pe3ynbtatvi 06CTEXEHHA NaUiEHTKM B MPOLIECi ONepaTVBHOrO NiKyBaHHA

Table. The results of the examination of the patient during surgical treatment

Moka3HuKkn
Indexes

PedepeHTHi 3HaueHHs
Reference values

Micna onepauii
After surgery

[lo onepauii
Before surgery

yepes 2,5 micayi
in 2.5 months

yepes 6 micaui
in 6 months

TnCK, MM PT. CT. 120/80

Pressure, mm Hg

ynbe, ya/xs 60-100

Pulse, beats/min
lMoKa3HUKN KpOoBi
Blood parameters

AKTT, nr/mn
ACTH, pg/ml

6-58
KopTrson, mkr/an 4,3-22,0
Cortisol, pg/dL

[nikoBaHWM remornobiH, % 4,6-5,9

Glycated hemoglobin, %

[Mioko3a HaTule, MMOsb/n 3,3-5,5

Fasting glucose, mmol/L
TTI, MmkOa/n
TSH, pU/I

0,27-4,2

BinbHwuit T4, nMonb/n 11,5-23,0

Free T4, pmol/L

BinbHuia Ts, nr/mn 2,3-4,20

Free Ts, pmol/L

ATMO, MOa/mn <34
ATPO, mU/mL

Kanin, Mmonbs/n 3,5-5,5

Potassium, mmol/L

Bitamin [, HMONb/n >75
Vitamin D, nmol/L

MokasHuku ceuyi
Urine parameters

KopTurson, mkr/goba 58-403

Cortisol, pg/day

11-OKC, mkmonb/no6a 0,18-0,83

11-0CS, pymol/day

ALpeHaniH, HMonb/noba 11-76

Adrenaline, nmol/day

HopapapeHaniH, HMonb/aoba 47-236

Norepinephrine, nmol/day

[NodamiH, HMonb/noba 356-3024

Dopamine, nmol/day

170/115 120/85 120/80

102 102 82

386 54 30

20,3 4,8 4,9

0,21 0,067 1,88

19,2 - -

16,28

319,38

720 48 -

2388,75 441 -

Kminiuauii giarnos: exroniuauii AKTT-cungpowm,
HelpOeHOKPUHHA TyXJMHA JiBOTO HaJHUPHUKA
(DEOiscekpernieio AKTT), CK (rinepkopruiinam),
crepoigauii giaber. Kommpeciitamii mepesram xpe6-
I1iB Ta TiepeJiaM IPaBoi CITHUYHOI Ta TOOKOBOI KiCTOK
3 03HAaKaMM KoHcoJiamii. CuMnToMmaTuaHa apTepi-
asbHa Tineprensid. 13.03.2023 p. mpoBeneHa omnepa-

1is1 — siBo6GiuHa azpenasekTomis. Ilicasionepartiii-
HUiT iepion 6e3 yckmagHens. [Tatomopdoorianuii
BucHOBOK (23SP027318): Heomazis HaJHUPHU-
ka. IIpu ominmi nyxamHuM 3a kputepigsmu Beiica
nyxsinHa Habupae 6 6amis (4 Gaswm it Gisbie cBif-
YyaTh Ha KOPHUCTDH 3JI04KICHOrO IOTeHIlialy Heo-
miazii): 1) o3Haku Cy/[UHHOI iHBa3il, 2) snepHuii
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mreomopdism, 3) audysHa apxXiTeKTypa MyXJuHU
nonay; 33% ii mutori, 4) KizbKicThb iryp MiTosy 6 Ha
50 1oJ1iB 30py, 5) MEHIII HixK 25% KJIITHH 3i CBITJI0I0
U TOIIA3MOI0, 6) iHBa3is B KAICyJIy yXJIUHMU.

3a 2,5 mic. micas onepartii (29.05.2023 p.) marti-
€HTKA Bi/I3HAUYMJIA 3HAUHE [TOKPAIIeHHS 3arajbHo-
ro crany. Pesysbrati 1abopaTopHUX JOCIKEHb
HaBesieHi B Tabsmii. BucuoBok Y3/ HamHupHu-
KiB: JIIBUIl Ha/IHUPHUK He Bi3yasi3y€eTbCs, IpaBUii
HJIHUPHUK Po3MipoM 16X9 MM, exocTpyKTypa o/1-
HopizHa. /logaTkoBi yTBOpPEHHS He BU3HAYAIOTHCS.
Bucnosox Y 3/1 1113: exorpadiuna kapTuHa 3mirnia-
Horo 306a II cryreHst, XpOHIYHOTO aBTOIMYHHOTO
TUpeoinTy. XBOPill NPU3HAUYEHO: TiPOKOPTU3OH
2,5 mr/no6y, mepkazoJri, Bitamin /13, kambrriit /13
Hikomes.

[Ipu nHacTynmHOMY OTJIs1/1i Uepes 6 Mic. Ticid otie-
partii (01.09.23 p.) namienTtka BifizHAUMIA TO/ATb-
e MOKPAIeHHsT 3arajibHOro craHy (auB. TaOuL.,
puc. 2). [lani Y3/ 113 Ta HagHUpHUKIB — Ge3 au-
HaMiku. MoskHa KOHCTaTyBaTH (hakT TOBHOTO OJTY-
JKAHHS.

Puc. 2. MMauieHTKa K. yepes 6 micauis nicnsa onepadii.

Fig. 2. Patient K. 6 months after the surgery.
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[Tpouemypa OOCTEKEHHS, a TaKOXK JIKyBaH-
Hd BifgnmoBizanum 3acazaMm lesbcincbkoi /[lexsapa-
mii BceecBiTHROi Mennunoi Acormiamii (1964 p.,
2004 p., 2013 p.), Hakazam MOJ3 Yrpainu Ne690
i Ne944 (2009 p.) i Ne616 (2012 p.) Ta y3sromxeni
3 Kowmicieto 3 nuranp Gioetukn IHeruTyTy. XBOpa
Oysia moindopMoBaHa 100 MeTH 00CTEKEHHS Ta
JIKYBaHHS Ta Jlajia 3TO/y Ha ONMPUITIOAHEHHS KJTi-
HIYHUX JaHUX.

OTxe, MpeacTaBJIeHUN BUIAA0K i3 TTPAKTUKH,
3BaXKalOUM Ha peasnbHy HeOe3NeKy Jisi JKUTTS Tia-
IIEHTKA 4Yepe3 OJHOYACHUHN 3HAUYHWN HAIJIUIIOK
K KOPTU30JY, TaK 1 KaTeXOJaMiHiB, CBIIUUTD PO
HEeOOXiIHICTh CBOEYACHOTO OOCTEKEHHSI XBOPUX 13
migo3poio Ha EAS. Y mpoMy BumaziKy misHe 3Bep-
HEHHSI XBOPOI /10 CIHEIiaji30BAaHOTO MeIMYHOTO
3aKyiajly 0OYMOBWJIO, 30KpeMa, TsKKIiCTh ii cra-
Hy (aprepiasibHa TiNEpPTEH3is, CTEPOiHUN Jia-
6et, KoMIIpeciiiHuii mepesiam XpeOIliB Ta mepeiam
MPaBoi CiAHUYHOI Ta JIOOKOBOI KiCTOK, HEMOJKJIN-
BiCTb camocTiiiHOTO TniepecyBaHHg). [lomupenus
indopmartii po EAS (ananis ganux miteparypn)
Ta KOHKPETHI KJIHIYHI XapaKTEePUCTUKU PeaTbHUX
BUIIAJKIB i3 IPaKTUKK, 6€3yMOBHO, HEOOXiAHI st
HigBUIeHHsT 00i3HAHOCTI 3 IPOOIEMOIO SIK JIiKapiB
TTEPBUHHOI JIAaHKH, TaK i JIIKapiB HE €HAOKPUHOJO-
rigHOrO TIPOdiJIIo.

Bucnosku

Nudepenrianiss EAS Bix xBopo6u Kymurmiara
CKJIaJIHa, OCKIJIBbKH, 3a3Bryail, Jokaisarmiio AKTT-
cekperytounx NET Baxkko BUSIBUTH, a KJIACUYHI
cUMITOMU W OiOXIMIYHI XapaKTepUCTUKHU Tilep-
KOPTHUIM3MY MOAiOH] Y1 HABITh IIEHTHYHI TAKKM 32
KOPTUKOTPOPHUX MyXJINH Tinodisa.

[Ipu 3BepHEHHI XBOPUX 3 O3HAKAMU TillEPKOP-
THIU3MY HeoOXijiHe peTesibHe Ta CBOEYacHe ix 00-
CTEKEHHSI 3 METOIO IiAAITBeP/PKeHHS UM BIIXUICHHS
niarHo3y EAS.
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Coucok CKOpPOY€Hb

AKTT — anpeHOKOPTUKOTPOITHII TOPMOH
KPT - xoprukomibeput

MK — menynsgpHa kapiimHoMa

CK — cunapom Kymmnra

TTTI — TupeorponHuii ropMoH

I3 — umronoxibHa 3amo3a

DEO - deoxpomornroma

EAS — cunzapowm exromivynoro AKTI
NET - neiipoeniokpunii myXaniu
POMC - nipoortioMeIaHOKOPTHH

Ectopic ACTH syndrome (literature review and
case from practice)

B.B. Guda, Yu.M. Tarashchenko, I.I. Komisarenko,
M.V. Ostafiichuk

State Institution «V.P. Komisarenko Institute of Endocrinology and
Metabolism of the National Academy of Medical Sciences of Ukraine»

Abstract. The ectopic ACTH syndrome (EAS) remains one of the
most difficult for differential diagnosis in endocrinology. EAS
is the result of unregulated expression and secretion of ACTH
predominantly by neuroendocrine tumors (NETs) of various degrees
of histological differentiation, which causes significant cortisol
secretion from the adrenal cortex and the specific manifestations of
Cushing's syndrome (CS). To analyze data on this issue, publications
were searched in PubMed, Scopus, Web of Science, Google, and
Google Scholar (2000-2023). During this period, more than 300
publications were identified on ACTH-secreting tumors of various
localization, accompanied by SC. At the end of the last century,
when researchers paid attention to the sudden onset of clinical
signs of severe hypercorticism, associated with the presence of
aggressive malignant neoplasms, the latter were predominantly
represented by small cell lung cancer. Thanks to the improvement
inimaging techniques, the spectrum of ACTH-secreting tumors has
expanded over time. There are some difficulties in differentiating
EAS from Cushing's disease, since ACTH-secreting NETs are often
small, and difficult to detect, and the classic symptoms and
biochemical characteristics of hypercorticism are similar or even
identical to those of corticotrophic pituitary tumors. That is why EAS
is considered an endocrine emergency that requires an emergency
response both in terms of diagnosis and treatment. They emphasize
the importance of conducting a thorough examination of patients,
takingintoaccounteven minor clinical manifestations of the disease,
the results of biochemical tests in dynamics, and evaluating the
results of multimodal imaging when searching for the localization
of a neoplasm with a deep understanding of the existing caveats
regarding each method. Despite the achievement of diagnosis, up
to 20% of tumors remain undiagnosed, which is a challenge for
the clinical endocrinologist, as in some cases the tumor cannot be
detected after long-term observation or even during autopsy. The
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article discusses the epidemiology of EAS, possible mechanisms of
ACTH expression by tumor cells, the complexity of diagnosis and
characteristic features of EAS depending on the localization and
nature of ectopic sources of ACTH, as well as a description of the
clinical case.

Keywords: ectopic ACTH syndrome, Cushing's syndrome,
neuroendocrine ACTH-secreting tumors.
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