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KJIITHIYHUN BUMTAJOK JIATHOCTUKHU TA JIKYBAHHSI XBOPOI'O
3 AKTT'-EKTOIIIYHUM CUHAPOMOM

Yrpaincokuil naykoso-npaxmuunuii yenmp eHooKpurHoi Xipypeili,
mpauncnaaumayii enOOKpunHux opeanie i mxanun, MO3 Yxpainu, Kuig

CvHOpPOM eKkTOMiYHOro CUHTE3Y aapPEHOKOP-
TUKOTPOMHOIro ropMoHy, abo AKTI-ekToniyHuin
cuHgpom (AKTIFEC) — ue BapiaHT CMHOPOMY Ti-
NepKopTULN3MY, 3YMOBJIEHUA E€KTOMIYHOK Mpo-
aykuieto AKTIT nyxnmHamMmn eHOo0KpUHHMX 3a5103 abo
opraHaMmu 4m TKaHMHaMu HENPOEHOOKPWUHHOro
(HenpoekToaepMasnibHOro) NoxooxeHHs. Ha vac-
TKY LUbOro 3axBopioBaHHA npunagae 1-2% sunan-
KiB cnHapoMmy KyLlnHra, BiH 4YacTille pO3BUBAETLCS
y Biui noHapn 40-50 pokie [1, 2]. Bneple Buna-
[OK LIbOro 3axBopoBaHHsa 0yno onucaHo W. Brown
(1928 p.) y xBOpOi 3 BIiBCAHOKNITUHHUM PaKOM
NlereHiB i KAiHIYHMMU NpoSBaMM FiNepKopPTULLINS-
Mmy. MMig yac po3TuHy 6yno BUGBAEHO OBOOIYHY ri-
nepnnasito HagHMpPKoBUX 3ano3. Jlmwe 60-mu
poKaMuv MUHYNIOFO CTONITTS Y KAITUHAX MNyXJuH
JIerexis 3HanLLImM NnenTnam 3 afApPeHOKOPTUKOTPONM-
HOIO aKTUBHICTIO.

FONOBHUMMN KNiHIYHUMUM OCOOAMBOCTAMM LIbOIO
BapiaHTy rinepkopTULN3MYy € LUBUOKUA PO3BUTOK
cuMnToMokomnaekcy KyliumHra, BUCOKI KOHLEHTpa-
uii AKTT i KopTnsony B KpOBi, icKpagi NPOSABU Ti-
nepkopTn3osieMii 3 AOMiHYBaHHSAM MNOPYLIEHb
MiHEpanbHOro o6bMmiHy. BaxnmBol KiiHiYHOO
o3Hakot AKTI-ekToniyHOro CMHAPOMY € NoMipHa
apTepianbHa rinepTeHsia 3 Kpu3oBuM nepebirom
(no 220-230/130-150 mm pT. cT.). Taki nigriomm
3YMOBJIEHO 3aTPUMKOIO HATPIO Y CYANHHOMY pyC-
Ni BHACNigOK HAOVLLKY KOPTU30Jy, anbooCTepo-
HY Ta iHWKWX KOPTMKOCTEPOIdiB. IHWKNM xapakTep-
HUM cumnTomom AKTTEC € m'a3oBa cnabkicTb 9K
Hacnigok rinokaniemii 4yepes nigBuLLEHY MiHepa-
JIOKOPTUKOTAHY aKTUBHICTb.

Ixepenom ektoniyHoT npoaykuii AKTI MOXyTb
OyTn KapuMHOIAHI NyxaMHU BpoHxiB (36-46%),
deoxpomoumToma (9-20%), BIBCAHOKNITUHHUIA pak
nerexis (18-20%), menynapHuii pak wmtononio-
HOi 3ano3u (3-7%). Pigwe (0o 5%) Taki nyxnvHm
MOXYTb JIOKasnidyBaTUCb Y TUMYCi, CIMHHNX 3ano-
3ax, NigLWNyHKOBIM 3an03i, TOBCTOMY KULLEYHUKY,
LUSTYHKY, cTpaBoxoai, matui [1, 3].

[iarHocTurka 3axBOPOBaHHS BKIIIOYAE KIliHIYHE

Ta nabopaTtopHe OBOCTEXEHHS XBOPOro 3 BU3Ha-
YEeHHSIM BMICTY KOPTUKOTPOMiHY Ta CTEPOIAHNX rop-
MOHIB HagHUPKOBUX 3asio3, a TakoX MapKepis
HENPOEHOOKPUHHUX MYXJINH: XPOMOrpaHiHy A, ce-
POTOHIHY, HENpOcneumdiyHOi eHoNnasn, 5-iHgonoL-
TOBOI kncnotu. Benvka pekcameta3oHoBa npoba,
SIK NPaBuO, He BUKIIMKAE MPUrHIYEHHS CUHTE3Y
AKTTI. BupiwanbHe 3Ha4YeHHs a4 nikyBanbHOI Tak-
TUKW Mae ToniyHa AgiarHoctuka. BidyanizauinHi
MeToau MOXyTb OyTK HecneumdivHUMK (CoHorpa-
dia — Y3/, ornagosa peHTreHorpadis, komn'totep-
Ha Ta MarHiTHO-pe3oHaHcHa Tomorpadia — CKT,
MPT) i MalOTb HU3bKY YYT/MBICTb 3a Mannx Po3Mmi-
piB nyxnuMHW. MyHKUioHaNbHI Ta Binbl cneumndiyHi
MEeTOAN OO03BONAIOTh i3 4OCTATHLOI TOYHICTIO J10-
KanidyBaTn rOPMOHASIbHO aKTUBHY MyX/IMHY — CLINH-
Turpadia 3 pagiodapmnpenapatamMmu, YyTANBUMM
[0 peuenTopiB comaTocTaTuHy (OkTpeockaH, DO-
TATOC TOL0) Ta NO3UTPOHHO-EMICIIHA TOMOrpa-
diga. Ha xanb, cneundiyHi BidyanizauinHi metoam
NPakTU4YHO HeJOoCTyMnHi B YkpaiHi. Kpim Toro, nite-
paTypHi oaHi ceigyaTh, WO y 7-19% BunaakiB 3a-
XBOPIOBAHHSA floKani3aLlia oxepena ekTonivyHoi Npo-
oykuii AKTI nnwaeTtbea HeBusiBneHow [1, 4, 5].
OnTumanbHMM Ta €TIOTPONHMM METOLAOM JiKy-
BaHHA AKTIEC € xipypridyHui, cnpsiMOBaHWiA Ha
BMOANEHHS OXXepesa eKTOMi4YHOi cekpeuii ropMo-
Hy. Y Bunagkax, Konm nokanidyBatu HeMpOeHao-
KPUHHY MyXJIMHY HEMOXJIMBO | Ma€e MicLe 3arposa
KMUTTIO XBOPOIrO BHACNIAOK NPOrpecyoynx nposisis
Ta yCKJIagHEHb rinepkopTULn3My, BUKOHYIOTb ABO-
OiyHy agpeHanekTomito. CumnTomMaTnyHe Meamka-
MEHTO3HE JliKyBaHHSl, CNPsIMOBAHE Ha KOPEKLL0
apTepianbHOro TUCKY, eNeKTPoNiTHUX po3naai., ri-
nepraikemii, CeNTUYHUX NPOSIBIB | MPUTHIYEHHS CUH-
Te3y ropMOHIB KOpW HagHWUPKOBUX 3ano3 (amiHo-
rnyTeTuHamig, MeTipanoH i KEeToHa30/1), Cnpasnge
obmexeHun i TumyacoBuin edekT. lNMporHos gng
XUTTS 3@ HEYCYHEHOT MPUYMHN 3axXBOPIOBaHHS abo
3a NMPOAOBXEHHA Ail HaOULIKY KOPTUKOCTEPOia-
HUX FOPMOHIB € HecnpuaTnueuM. CMEpPTHICTb Y
nepLi 5 pokiB 3axBOPKOBAHHS 3a BiACYTHOCTI NiKy-
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BaHHA cqarae 30-50% BHaACNiLOK HE3BOPOTHUX Me-
TaboniyHMx NopyLueHs [2].

HaBogumo kniHiyHUM Bunagok AKTI-ekToniy-
HOro CUHAPOMY, WO MOoro 6yno ycriwHo aiarHoc-
TOBaHO Ta BUJiKyBaHO B YKPaiHCbKOMY HayKOBO-
NPakTUYHOMY LLeHTPI EHOOKPUHHOT Xipyprii, TpaHc-
nnaHTauii eHOOKPUHHMX opraHiB i TkaHuH MO3
YKpainu.

XBopa C., 62 pokiB, 3BepHynacs A0 KiiHikm 3a
HanpasfeHHaM [lonTaBcbkoro 06/aCHOr0 eHao-
KPUMHONOIMYHOro AmcnaHcepy 3 nonepegHim Aaiar-
HO30M "cuHapom KyuimHra”. XBopa ckapxwunacg
Ha BMpaXeHy Ta NMpPorpecyoyy 3aranabHy cnabkicThb,
NigBULLEHHS apTepianbHOro TUCKY, 3aayXy, Habpskm
HUXKHIX KIHLIBOK, Oifib y KiCTKaX, MOTEMHIHHA LLUKi-
pu, picT Bonoccsd Ha obnuuyi (puc. 1). Beaxana
cebe xBOpPOK ONM3bKO ABOX POKIB, KONN 3'ABUIN-
Cs1 3a3HayeHi ckapru. 3a pesynbTaTtaMm KJliHiYHOro
OOCTEXEHHS 3aranbHUN CTaH XBOPOi Oyno BU3HA-
yeHo gk TaxXkumin. CeigoMicTb ficHa. BupaxeHa
M'a30Ba cnabkicTb (XxBOpa neab CaMOCTiMHO nig-
BOOMMACA 3 Jixka, Xoawna 3 NigTPUMKO iHLWOI
NOANHU, CTUCKAHHS nanbuiB pyk Oyno pisko mno-
cnabneHum). 3picT xBopoi — 163 cm, Bara — 81 «kr.
Llikipa TOHKa, TeMHa, 3i CTPMAMWN CUHIOLLIHO-4Yep-
BOHOIO KOJIbOPY Ha CTerHax, XWBOTI, APiOHI rHin-
HUYKOBI 3anasbHi ocepenkn Ha obnaumydi. Temnepa-
Typa Tina cybgebpunbHa, nynsc — 86 ymapie 3a
XBUNVHY, apTepianbHuin Tuck 170/110 mm pT. CT.
ToHM cepus 3BYYHI, 3 aKLEHTOM Ha NIereHeBin ap-
Tepii. MNpwn ayckynbTauii — nocnabneHHs BE3nKy-
NAPHOr0 AMXAaHHS Y HUXXHIX OiNSHKax nerexis, Oinb-
e niBopy4.

3a pesynbtatamun n1abopaTopHOro A0C/iaXEH-
HS BUSIBNIEHO FNOXPOMHY aHEMIil0 (remMornobiH —
95 r/n), rinepbinipybiHemiio (29,3 MkMonb/n) Ha Thi
HOPMaJsIbHNUX MOKa3HUKIB TpaHCaMiHas KpPOoBi, rino-
KasbLEMIIO Ta MOPYLUEHHS BYrNEBOOHOrO OOMIHY.
"opmoHanbHi nokasHuky: koptrdon — 2000,0 Hvonb/n
(Hopma — 180-650 Hmonb/n), AKTI — 534,0 nr/mn
(7,9-66,1 nr/mn), anbgocTepoH — 657,25 nr/mn
(10-160 nr/mn), K* = 1,5 mmonb/n, Na -
152 mmonb/n, TTI - 0,24 mxkMO/mn (0,34-
5,6 mkMO/mn), BT, - 14,2 nmonb/n (11,5-
23,0 nmonb/n), BT, — 3,2 nMonb/n (2,5-5,8 nmonb/n).

Ha CKT BusaiBneHo amdyaHy rinepnnagiio Haa-
HUPKOBUX 32103 (PO3Mipu MpaBoi — 45x65x27 MM,
niBoi — 47x69x28 MMm), a TakOX O3HaKM 3aCTINHOIo
XOBYHOIMO Mixypa Ta XPOHIYHOro rnaHkpeaTtuty
(puc. 2). 3a paHnmu MPT ronoBHOro Mo3Ky narto-
norii rinogisa He BuaBneHo. 3a naHumn CKT op-
raHiB rpyaHOT NMOPOXHUHU (6€3 BHYTPILLIHBOBEHHO-

ro KOHTPACTyBaHHSA) BUSIBIEHO O3HaKW NiBOBGIYHO-
ro rigpoTopakcy. BukoHaHo niBoGiyHy nneBpasnbHy
MYHKLiIO — eBakyrnoBaHO 6nn3bko 300 mn cepos-
HO-remMopariyHoi piguHn 6e3 03HaK iHPIKyBaHHS.

BucTtaBneHo nonepegHin giarHo3: AKTI -ekTo-
niyHMn cnHapom KyuvHra 6e3 BCTaHOBIEHOIO Nep-
woaxepena cekpeuii KOPTUKOTPOMiHY, TAXKNN
nepebir. Noganble o6cTexeHHsa XBOPOi OyNo He-
MOXJIMBUM Y 3B'S13KY 3 Pi3KUM MOripLUEeHHSIM 3a-
ranbHOro CTaHy y BUrAsa4i Nporpecytyoi cnabkoc-
Ti cepueBOi Ai9NbHOCTI, AMXalbHUX MOPYLIEHb,
3arpo3n cenTnUYHOro cTaHy BHachnigoK niBo6iYHOro
€KCyaaTUBHOIoO NAeBpuUTy, NOPYLUEHb ENEeKTPONIT-
HOro 0OMiHy, LLIO BUMarasno NpoBeAEeHHs HeBIaKnaa-
HUX peaHiMaLiiHUX 3axoAiB. 3a XUTTEBMMMU MOKa-
3aHHAMK MPOBEOEHO Onepauilo — NanapoCKOonivHy
OAHO4YaCHY ABOBIYHY aapeHanekToMito (Makponpe-
napart HaBedeHo Ha puc. 3), ApeHyBaHHSA YepeBHOI
NOpPOXHUHW. [ig, Yac onepawiji BAKOHAHO ayTOTpPaH-
criiaHTaujilo oparMeHTiB KOPKOBOIro LLapy TKaHUHN
rinepniaasoBaHOi HaOHMPKOBOT 3an03u (6M3bKo
2-3 1) y M'a31 nepeaHbOi YEPEBHOI CTiHKM.

PaHHin noonepauiiHnii nepioa npoxoame 6e3
yCKflaaHeHb, NPOBOAMIACS CUMIMTOMaTUYHa Tepa-
nia, aHTMbakTepianbHa Tepania, kKoMmneHcaujis Hag-
HMPKOBOI HEOOoCTaTHOCTI Ta LYKPOBOro aiabery.
XBOpa WBMAKO oayXyBasna 3 HopMasi3alie PiBHSA
€N1IeKTPOoITIB Y KPOBi, apTepianbHOro TUCKYy, 30B-
HILLHBOrO AMXAHHS, IHLWMX MeTaboNiYHMX PO3/agiB.
OTprMaHo NaToricToNOriYHNA BUCHOBOK — 3BUYA-
Ha rinepnnasia KOPKOBOro Lwapy npasoi Ta NiBoi
HaOHMPKOBUX 3a03.

Y 3a00BiNIbHOMY CTaHi XBOPY BUMUCAHO 3i CTa-
LioHapy 3 pekoMeHAALLis MM NOAASbLIOrO OOCTEXEH-
He micna cTabinisauii 3aranbHOro ctaHy. Yepes mi-
CSiILb 3aMiCHOI Tepanii BMICT KOPTM30J1y Y KPOBi CTa-
HoBMB 69,1 HMONb/n (Hopma — 58-403 HMoOnb/N),
AKTI — 249,5 nr/mn (7,9-66,1 nr/mn). Yepes 3
MicsiLi MO onepauji cTaH XxBOpoi OyB 3a40BINIbHUM,
Konip wkipn HabyB MPUPOAHOro BIATIHKY, XO4a 3a-
nMwanucb 03Haku ripcytnamy (puc. 4). Ctpui Ha
XMBOTI 30nignum (puc. 5). Yepes 8 micqauis no one-
pauii BiAHOBMBCS Typrop LUKipy NnepeaHbol Yepes-
HOi CTiHKW, CTpWi CTannu MamxXe HENOMITHUMWU,
MiCLS NPOKONIB Bif, NanapoCKoniYHMUX NOPTIB Mir-
MEHTOBAaHI, BiACYTHIl ripcyTusm (puc. 6).

3a pesynbratamm noBTopHOro CKT i3 BHyT-
PilLHBOBEHHUM KOHTpPACTYBaHHAM BUSBIEHO
M'SIKOTKQHVHHE YTBOPEHHSA NepeaHbOo-BEePXHbOro
CepenocCTiHHA B MeXxax 30ibleHoro TmMmyca
(puc. 7). Ha xanb, nig, 4ac nepBMHHOINO 0OCTEXEH-
H JaHe YTBOPEHHS BUSIBIEHO He Oyno BHACIOOK
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Puc. 1. 30BHillHivi Puc. 5. 30BHillHivi
BUIr/IS4 XBOPOI nepen  BUIJISA YEPEBHOI CTIHKU
nepLUo yepes 3 mic. nicnsi
ornepawjiero: BUPaXeHni nepLuoi onepadiii:
ripcytuam, akHe Ha HopMaJslidyBaBCsl Typrop, -
0061144 CTpii BTPATUIN
3abapBrIeHHS, BUAHO -
]

EEE:  coinv onepauivitmnx
rpoOKOJIIB nicss nana-
POCKOMIYHOro
A0CTyry.
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Puc. 8. CunHTUrpama 3 TponHUM 40 peLenTopis
comartoctatuHy P®I1 i3 Hakonu4yeHHsaM y AinsHLi
TumMmyca (Bce Tisno 1a pexum SPECT).

Puc. 2. linepnna3sis
060X HaAHUPKOBUX
3as103 Ha CKT.

Puc. 3. Makonpenapart
BygajieHux ogHo4acHoO

i u
I

o
I

71anapoCcKonniYHUM
LLJIIXOM
rinepnaa3oBaHux
HaaHWPKOBUX Puc. 6. 3MiHun Puc. 9. Puc. 10. 30BHillHi
3a/103. 30BHILLIHOCTI Yepes Makponpenapart BUINISA NaLieHTKY Yepes
8 mic. nicna nepiuoi BUAAIEHOro pik nicns nepuoi Ta
onepadji: ripcyTmam rineprnnas3osBaHoro 5 mic. nicns apyroi
BIZICYTHIVi, HOPMaJsibHUI TMmyca ornepadii (BuaaneHHs
TMMyca 3i CTEPHOTOMIY-

3 MyXJIMHOIO.

BUI/ISA LUKIPU.

HOro A0ocCTyry).

rigpoTopakcy, 3MilleHHS CepeaoCTiHHA Ta npoBe-
OEHHS A0CNiaKeHHs 6e3 BHYTPILULHbOBEHHOIO NMNOCK-
JIEHHS.

3a gonomoroto cumHTurpadii 3 99m-Te-pagjo-
dapmnpenapaTtoMm OO PeuenTopiB coMaToCTaTuHy
Oyno 4iTKO Bi3yani3oBaHO Ocepeaok HaKOMUYEHHS
i30TONYy B AiNSHLI HWXHBLOrO Mosatca TuMmyca

Puc. 4. 3miHyn 30BHiLL-
HOCTi yepe3 3 Mic.
roicsis nepLuoi onepawii: Puc. 7. lNyxnvHa
ripcyTn3am 3asvLLnNBCS. Tumyca Ha CKT.

(puc. 8.)
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Ha ninctai naHmx CKT xBOpii BUKOHAHO one-
pauito 06'egHaHOl0 Opuragolo TopakaNbHUX Ta
€HOOKPUHHNX XipypriB: NMO3O0BXHA CTEPHOTOMIS,
TOTaNbHE BUOANIEHHS rinepnnasoBaHoOro tmMmyca 3
NMyXJIMHOIO, APEHYBAHHA NepeaHbOro cepeaoCTiHHS.
MakponpenapaT Tumyca 306paxeHo Ha puc. 9.
lMoonepauiriHnii nepion npoxoams 6e3 0cobnnBoc-
Ten. Ha KOHTPONBHOMY AOCAIAXKEHHI Ha LIOCTY A00Y
no onepadii nokazHuku AKTIT 6ynn B Mexax Hop-
Mun (41,6 nr/mn). 3a pedynbTatamMu NaToricTono-
riYHOro AOCNIOXXEHHS BUSIBIEHO ANDY3HO-BY310BY
rinepnnasito TmmMmyca. IMyHorictoximiyHe A0ChimKeH-
HS BUSIBUIO MO3UTUBHY peakLilo KIMiTUH NyxXJIMHU 3
XPOMOrpaHiHOM A Ta cnHanTo®isnHoM. OTXe, MOX-
Ha CTBeEPO)KXYyBaATU, WO AXXEPESIOM eKTOMNiYHOI Npo-
aykuii AKTT 6y MHOXUHI ApiOHI HEMPOEHOOKPUHHI
NyXJMHU TUMyca. Y 3a00BifIbHOMY CTaHi XBOPY BU-
nMcaHo 3i cTauioHapy.

Mopanblue CNOCTEPEXEHHST XBOPOi MPOTAaromM 8
MiCSILLIB NPOAEMOHCTPYBaNo HopMani3aLito 3arasb-
HOIrO CTaHy 340PO0B'A: 3a[0BIIbHUI 3arajbHU CTaH
i pi3nyHa aKTUBHICTb, HOPMasibHa Maca Tina (68 kr),
3HUKNN SBULLA FiPCYTM3MYy, HOpManidyBaBCs apTe-
pianbHUIN TUCK, 3HKKNA rinepriikemisa 6e3 cneuianb-
Hoi Tepanii (puc. 10). MaujeHTka OTPUMYE 3aMiCHY
Tepanito: rigpokopTn3oH 30 Mr Ha o0y, kopTiHed
no 1 Tabnetuj 2 pasu Ha TuxaeHb. MNMokasHmnku AKTI
i KOPTU30MY Y CMPOBATL KPOBI Ta CeYi — y Mexax
HopMu. 3a pesynbtatamu CKT opraHis rpyaHoi KiiT-
KM JaHWX WoO0 peLnamBy 3aXBOPOBAHHA HE BUSIB-
NeHo. XBopa BUKOHYE 3BMYaHY pPOOOTY B AOMALL-
HbOMY CiJIbCbKOMY rOCrnoaapcCTBi.
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PE3IOME

KnuHuyeckunia cnyyan AMarHOCTUKU U NevYeHus
G6onbHOro ¢ AKTI-3KkTonM4ecKuM CUHAPOMOM
C.M. YepeHbko, B.I'. TeTbmaH, A.B. JInHyeBCKkuii,
A.Il. Heu4aii, J1.B. LljekaTypoBa

AKTT -akTonuuecknin cuHigpom (AKTIIC) asnaeTca
BapUaHTOM CUMHOPOMA rmnepkopTuLmMama, oOyCnoBIeH-
HOro aktonuyeckon npoaykumern AKTI onyxonamwm
3HOOKPUHHBIX XeNe3 i opraHaMmu UM TKaHSIMU He-
3HOOKPMHHOIO MPOUCXOXAeHUs, cocTaBnsaeT 1-2% Bcex
cnyyaeB cuHgpoma KywwuHra. B ctaTtbe onucaH cnydan
yCMNEeLWwHON ANarHoCTUKMU 1 nedveHns nauyenta ¢ AKTI -
3KTOMUYECKUM CUHAPOMOM, rAe WUCTOYHMKOM MNpOoayK-
unm AKTI Obli MHOXECTBEHHbIE MEJIKMe Helpo3HOo-
KPWUHHbIE ONYX0/N TUMYCA.

KnioueBble cnoBa: AKTI -okTONMMYecKknin CUHOPOM,
HENPO3HLAOKPUHHbBIE OMYX0/sN TUMYyCa.

SUMMARY

Case report of diagnosis and treatment of patient
with ectopic ACTH syndrome
S. Cherenko, V. Hetman, O. Tovkai,
O. Lynchevskiy, O. Nechay, L. Schekaturova

Ectopic ACTH syndrome is a variant of hypercorti-
cism due to ectopic production of ACTH by tumors of
endocrine glands or by non-endocrine organs and tis-
sues. It presents 1 -2% of all cases of Cushing's syn-
drome. The case of successful diagnosis and treatment
of ectopic ACTH syndrome, of multiply small neuroen-
docrine thymus tumors origin, has been presented in
the paper.

Key words: ectopic ACTH syndrome, neuroendoc-
rine thymus tumors.
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