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KJIIHIYHUN BUMTAJOK JIATHOCTUKHU TA JIKYBAHHSI XBOPOI'O
3 AKTT'-EKTOIIIYHUM CUHIAPOMOM

Yrpaincokuil naykoso-npaxmuunuii yenmp eHooKpurHoi xXipypeii,
mpancnaaumayii endoKpunnux opeanie i mxanun, MO3 Yxpainu, Kuig

CvHOpPOM eKkTOMiYHOro CUHTE3Y aapPEHOKOP-
TUKOTPOMHOro ropMoHy, abo AKTI-ekTonivyHMiA
cuHgpom (AKTIFEC) — ue BapiaHT CMHOPOMY Ti-
NepKopTULN3MY, 3YMOBJIEHUI E€KTOMIYHOK MpOo-
aykuieto AKTT nyxnMHaMmu eHO0KPUHHMX 3a503 abo
opraHaMmu 4m TKaHMHaMV HENPOEHOOKPWUHHOro
(HenpoekToaepMasibHOro) NoOXooxeHHs. Ha vac-
TKY LUbOro 3axBoploBaHHA npunagae 1-2% sunag-
KiB cMHApPOMY KyLLnHra, BiH YacTille pO3BUBAETLCA
y Biui noHapn 40-50 pokis [1, 2]. Bnepwe Buna-
[0K LbOro 3axBoptoBaHHs 6yno onncaHo W. Brown
(1928 p.) y xBOpOi 3 BIiBCAHOKNITUHHUM PaKOM
JlereHiB i KiHIYHMMU NpPOABaMU TiNepKoPTULLNS-
My. Mig yac po3TuHy 6yno BUSBNEHO ABOOGIYHY ri-
nepnnasitlo HagHMpPKoBUX 3ano3. Jlnwe 60-mu
poKaMuv MUWHYJIOFO CTONITTS Y KJITUHAX MNyXJMH
JIEreHis 3HanLwIM NenTnam 3 agpPeHoOKOPTUKOTPON-
HOIO aKTUBHICTIO.

FONOBHUMU KJiHIYHUMK OCOBIMBOCTAMM LibOIrO
BapiaHTy rinepkopTULN3My € LUBUOKUA PO3BUTOK
cuMnToMokommnekcy KylimHra, BUCOKI KOHLEeHTpa-
uii AKTT i kKopTnsony B KPOBIi, ACKpasi NPOABU Ti-
nepkopTn3osieMii 3 AOMiIHYBaHHSAM MNOPYLIEHb
MiHepanbHOro 06MiHy. BaxnmBol KniHi4YHOM
o3Hako AKTI-ekToniyHOro CMHAPOMY € NoMipHa
apTepianbHa rinepTeHsisd 3 Kpu3oBuM nepebirom
(no 220-230/130-150 mm pT. cT.). Taki nigrnomm
3YMOBJIEHO 3aTPUMKOIO HATPIlO Y CYANHHOMY pyC-
Ni BHACNiQOK HaAMLIKY KOPTMU30JY, anbgoCTepPO-
HY Ta iHWKWX KOPTUKOCTEPOIAiB. IHWKNM xapakrtep-
HUM cumnToMoM AKTTEC € m'agoBa cnabkicTb sk
Hacnigok rinokaniemii 4yepes nigBuLLEHY MiHepa-
JIOKOPTUKOTAHY aKTUBHICTb.

Ixepenom ektoniyHoi npoaykuii AKTI MOXyTb
OyTM KapUWMHOIgHI NyxnanHM BpoHxiB (36-46%),
deoxpomoumToma (9-20%), BIBCAHOKNITUHHUI pak
nerenis (18-20%), meoynsapHuin pak WwmTononio-
HOi 3ano3u (3-7%). Pigwe (oo 5%) Taki nyxnvHm
MOXYTb JIOKasidyBaTUCb Y TUMYCi, CIMHHNX 3ao-
3ax, NigLWNyHKOBIW 3an03i, TOBCTOMY KULLEYHUKY,
LUNYHKY, cTpaBoxoai, matuj [1, 3].

[iarHocTrka 3axBOpPOBAHHSA BKIIIOYAE KIliHIYHE

Ta nabopaTtopHe OBOCTEXEHHS XBOPOro 3 BU3Ha-
YEeHHSIM BMICTY KOPTUKOTPOMiHY Ta CTEPOIAHUX rop-
MOHIB HaAHWPKOBUX 3as03, a TakOoX MapKepis
HENPOEHOOKPUHHUX MYXJIUH: XPOMOrpaHiHy A, ce-
POTOHIHY, HenpocneymndiyHoi eHonasun, S5-iHaoNoL-
TOBOI KMcnotn. Benuka nekcameta3oHoBa npooda,
K NPaBuo, He BUKIIMKAE MNPUrHIYEHHA CUHTE3Y
AKTTI. BupiwasnbHe 3Ha4YeHHs On4 nikyBaibHOI Tak-
TUKW Ma€e ToniyHa AgiarHocTtuka. BidyanizauinHi
MeTOAN MOXYTb BYyTK HecneumdiyHMMK (CoHorpa-
dia — Y3/, ornagosa peHTreHorpadis, komn'totep-
Ha Ta MarHiTHO-pe3oHaHcHa Tomorpadis — CKT,
MPT) i MalOTb HU3bKY YYT/IMBICTb 3a Ma/nX PO3Mi-
piB nyxnuHu. OyHKUioHaNbHI Ta Ginbl cneumdiyHi
METOAM OO03BONAIOTh i3 JOCTATHLOI TOYHICTIO J10-
KasnizyBaTv rOPMOHASIbHO aKTUBHY MyXJ/IVHY — CLINH-
Turpadia 3 pagiodapmnpenapatamMmu, HYyTINBUMM
[0 peuenTopiB comaTtocTaTuHy (okTpeockaH, DO-
TATOC TOWO) Ta NO3UTPOHHO-EMICIIHA TOMOrpa-
diga. Ha xanb, cneumdiyHi BidyanisauinHi metoam
NPakTU4YHO HeJOoCTYNHI B YKpaiHi. Kpim Toro, nite-
paTypHi oaHi ceigyatb, Wo y 7-19% Bunaokis 3a-
XBOPIOBAHHSA floKanisaLia oxepena ekTonivyHoi npo-
oykuii AKTI nnwaeTtbesa HeBusiBneHow [1, 4, 5].
OnTumaneHMM Ta €TIOTPONHUM METOLOM JiKy-
BaHHa AKTIEC € xipypridyHui, cnpsiMOBaHui Ha
BMOANEHHS XKepena eKToni4yHoi cekpeuii ropmo-
Hy. Y Bunagkax, Kooy nokanidyBat HEMpPOEeHOo-
KPUHHY MyXJIMHY HEMOXJIMBO | Ma€e MicLe 3arposa
XXUTTIO XBOPOrO BHAC/ILOK NPOrpecyoyunx rnposseis
Ta yCcKJ1iagHEeHb rinepkopTuunamMy, BUKOHYIOTb OBO-
OiyHy agpeHanekTomilo. CumnTomaTnyHe meamka-
MEHTO3HE JliKyBaHHS, CNpPsiIMOBaHE Ha KOPEKLLto
apTepiasnibHOro TUCKY, eNeKTPOoNiTHUX PO3naaiB, ri-
neprnikemii, CenTUYHUX NPOSIBIB i MPUTHIYEHHS CUH-
Te3y FOPMOHIB KOpPW HaJHUPKOBUX 3a/103 (aMiHO-
rnyTeTuHamig, MeTipanoH i KeToHa301), crnpasngde
obmexeHuii i TumyacoBuin edekT. MporHo3 pns
XUTTS 3@ HEYCYHEHOT NPUYNHN 3aXBOPIOBaHHA abo
3a NMPOAOBXEHHA Aii HAAULLKY KOPTUKOCTEepOia-
HUX FOPMOHIB € HecnpuaTnuemm. CMEpPTHICTb Y
nepLi 5 pokiB 3axBOPKOBAHHS 3a BiACYTHOCTI Jliky-
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BaHHs carae 30-50% BHaCNiOAOK HE3BOPOTHUX Me-
TaboniyHMx NopyLUeHs [2].

HaBogmnmo kniHiyHmMin Bunagok AKTI-ekToniy-
HOro CUHAPOMY, WO MOoro 6yno ycriwHo aiarHoc-
TOBaHO Ta BWJiKyBaHO B YKPAiHCbKOMY HayKOBO-
NPakTUYHOMY LLeHTPI EHOOKPUHHOT Xipyprii, TpaHc-
nnaHTauii eHOOKPUHHMX OpraHiB i TkaHuH MO3
YKpainu.

XBopa C., 62 pokiB, 3BepHynacsa A0 KiiHiku 3a
HanpaefieHHsM [MontaBcbkoro o6sacHoro eHpo-
KPUHOMNOIMYHOro AMcrnaHcepy 3 nonepenHim giar-
HO30M "cuHapom KyuwimHra". XBopa ckapxunacs
Ha BUpaXeHy Ta Nporpecytody 3aranbHy cnabkicTb,
NiaBULLIEHHS apTepianbHOro TUCKY, 3aayXy, HabpPaKK
HUXKHIX KiHUIBOK, Oiflb y KicTKax, MOTEMHIHHSA LUKi-
pu, picT Bosioccs Ha obnuudi (puc. 1). Beaxana
cebe xBopolo 6/IM3bKO ABOX POKiB, KON 3'ABUIN-
CSl 3a3HayeHi ckapru. 3a pesynbratamm KiiHIYHOro
0OCTEXEHHS 3arajibHUin cTaH XBOPOi Oyfio BU3HA-
yeHO 9§k Tsxkun. CBigOMICTb dcHa. BupaxeHa
M'Ai30Ba cnabkKicTb (XBOpa nedp camMoCTiAHO nif-
BOOMNACA 3 Jlixkka, xoawna 3 NigTPUMKOKO iHLIOI
NOOVHW, CTUCKaHHSA nanbuiB pyk 6yno pi3ko no-
cnabneHum). 3picT xBopoi — 163 cm, Bara — 81 «r.
LLikipa TOHKa, TeMHa, 3i CTPMAMWN CUHIOLLIHO-4Yep-
BOHOI0 KOJIbOPY Ha CTerHax, XuBOTi, APiOHi rHin-
HWYKOBI 3anasnbHi ocepeakn Ha o6nnyyi. Temnepa-
Typa Tina cyodebpunbHa, nynbc — 86 ynapiB 3a
XBUNVHY, apTepianbHuin Tuck 170/110 mm pT. CT.
ToHM cepus 3BY4YHI, 3 aKLEHTOM Ha JIereHeBin ap-
Tepii. Mpwn ayckyneTauii — nocnabneHHs Be3uky-
JNIIPHOr0 AMXaHHS Y HUXKHIX OingHKax nereHis, Oinb-
e niBopy4.

3a pesynbTatamu n1abopaTopHOro AOCHIAKEH-
HS BMSIBZIEHO TMiNMOXPOMHY aHeMilo (remornobiH —
95 r/n), rinepbinipybiHemito (29,3 MKMosb/N) Ha Thi
HOPMaJsIbHMX MOKAa3HWKIB TpaHcamiHas KposBi, rino-
KaJIbLEMIIO Ta MOPYLUEHHSI BYr/1€BOAHOrOo OOMiHY.
"opmoHanbHi nokasHmkn: koptrdon — 2000,0 HMonb/n
(Hopma — 180-650 Hmonb/n), AKTI — 534,0 nr/mn
(7,9-66,1 nr/mn), anbpoctepoH — 657,25 nr/mn
(10-160 nr/mn), K* = 1,5 mmonb/n, Na -
152 mmonb/n, TTI - 0,24 mkMO/mn (0,34-
5,6 mkMO/mn), 8T, — 14,2 nmonb/n (11,5-
23,0 nmonb/n), BT, — 3,2 nMonb/n (2,5-5,8 nvonb/n).

Ha CKT BusaBneHo andyaHy rinepnnagiio Haza-
HVUPKOBUX 321103 (PO3Mipu NpaBoi — 45x65x27 MM,
niBoi — 47x69x28 MM), a TakoX 03HaKM 3aCTIHOIo
XOBYHOIMO Mixypa Ta XPOHIYHOro naHkpeaTtuTy
(puc. 2). 3a paHnmu MPT ronoBHOro MO3Ky narto-
norii rinodisa He BuaBneHo. 3a naHummn CKT op-
raHiB rpyaHoi NOPOXHUHN (6€3 BHYTPILLHBOBEHHO-

ro KOHTPACTyBaHHSA) BUABNEHO O3HaKW NiBOBIYHO-
ro rigpoTopakcy. BukoHaHo niBoGi4HY nneBpanbHy
MYHKLiI0O — eBakynoBaHO 6am3bko 300 mn cepos-
HO-remMopariyHoi piguHn 6e3 03HaK iHPIKyBaHHS.

BucTtaeneHo nonepepgHin giarHo3: AKTI -ekTo-
niyHMn cnHapom KyluvHra 6e3 BCTaHOBIEHOrO Nep-
woaxepena cekpeuii KOPTUKOTPOMIHY, TSAXKUM
nepebir. Noganble o6cTexeHHsa XBOPOi Bysio He-
MOXJIMBUM Y 3B'SI3KY 3 PIi3KUM MOTipLUEeHHSIM 3a-
rafibHOro CTaHy y BUraga4i Nporpecyyoi cnabkoc-
Ti cepueBOi AiANbHOCTI, AMXalbHUX MOPYLUEHb,
3arpo3u cenTUYHOro cTaHy BHaCiAOK NiBOBIYHOIro
€eKCyJaTMBHOIO NAeBpuUTy, NOPYLLUEHb eNeKTPOoNiT-
HOro 0OMiHy, LLIO BUMaraso npoBeAeHHs HeBiaknaa-
HUX peaHiMauinHMX 3axoniB. 3a XUTTEBUMU MOKa-
3aHHAMUM NPOBEAEHO OrnepaLiio — narnapockonivyHy
oOHo4YacHy ABOOIYHY agpeHanekToMito (Makponpe-
napart HaBedeHo Ha puc. 3), APEeHYBaHHA YEPEBHOI
nopoXHWHW. i Yac onepauji BUKOHAHO ayTOTpPaH-
cniaHTauilio dparMeHTiB KOPKOBOrO LLapy TKaHUHN
rinepnnasoBaHoi HagHWPKOBOI 3an03u (6M3bKO
2-3 1) y M'a31 nepeaHboi YEPEBHOI CTiHKM.

PaHHin noonepauiliHnii nepion npoxoams 6e3
yCK/laAHEHb, NPOBOAMMIACA CUMINTOMATUYHa Tepa-
nis, aHTMbakTepianbHa Tepanis, KOMNeHcalisa Haa-
HMPKOBOI HEOOCTaTHOCTI Ta LKpPOBOro niabery.
XBOpa WBMAOKO ofyXyBasa 3 HopMasi3auie piBHSA
eNIeKTPOoNITIB Y KPOBIi, apTepiasibHOro TUCKY, 30B-
HILLHBbOIO AVXaHHS, iHLWNX MeTabosivyHMX PO3nagiB.
OTprMaHo NaToricToONOri4YHNIA BUCHOBOK — 3BUYaii-
Ha rinepniasia KOPKOBOro Liapy npasoi Ta NiBoi
HaAHVPKOBKX 3a/103.

Y 3a00BifIbHOMY CTaHi XBOPY BUMUCAHO 3i CTa-
LjioHapy 3 pekoMeHaaLiIMY NOAaNbLLIOrO 0OCTEXEH-
Hs nicna cTabinisauii 3aranbHOro craHy. Yepes mi-
CsiLpb 3aMiCHOI Tepariii BMIiCT KOPTU30J1y Y KPOBi CTa-
HoBuB 69,1 HMONb/n (Hopma — 58-403 HmoOnb/N),
AKTI — 249,5 nr/mn (7,9-66,1 nr/mn). Yepes 3
Micsaui no onepavuii ctaH xBopoi O0yB 3a0BiIbHUM,
Konip wWKipy HabyB NPMPOAHOIro BiATIHKY, X0o4a 3a-
AMwannucb 03Haku ripcytnamy (puc. 4). Ctpui Ha
XUWBOTI 36nignun (puc. 5). Yepes 8 micsauis no one-
pauii BiGHOBMBCS Typrop LUKipy nepenHboi Yepes-
HOI CTiHKW, CTpUi CcTann Manmxe HENOMITHUMWU,
MiCLSA NPOKONIB Big NanapoCKoniYyHUX NOpPTIB Mir-
MEHTOBAaHI, BiACYTHIN ripcytnam (puc. 6).

3a pesynbratamu nosTopHoro CKT i3 BHyT-
PiIlLUHBOBEHHUM KOHTpPACTYBaHHAM BUSABJIEHO
M'AKOTKQHUHHE YTBOPEHHHA NepeaHbOo-BEepXHbOro
CEPENOCTIHHA B Mexax 306inblweHoro TmMmyca
(puc. 7). Ha xanb, nig 4yac nepBUHHOIrO 0OCTEXEH-
HS [aHe YTBOPEHHS BUSBIIEHO He Oyno BHACNIO0K
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Puc. 8. CunHTMrpama 3 TpOonHUM 40 peLenTopis
comaroctatuHy P®I1 i3 Hakonu4eHHsaM y AinsHLi
TumMmyca (Bce Tisio 1a pexum SPECT).

Puc. 2. lnepnnasis
060X HaAHWPKOBUX
3as103 Ha CKT.

Puc. 3. Makonpenapart
BugajieHnx ogHo4acHoO
71anapoCcKoni4YHUM

En
Gt
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LLISIXOM
rinepraa3oBaHux

HaOHWPKOBUX Puc. 6. 3miHn Puc. 9. Puc. 10. 30BHilLHIli
3a/103. 30BHILLIHOCTI Yepes Makponpenapart BUrNAA nauieHTky yepes

8 mic. nicnsa nepiuoi BuAaaeHoro pik nicns nepLuoi Ta

onepadji: ripcyTuam rinepraaszoBaHoro 5 wic. nicns apyroi

BIACYTHIVi, HOPMaJlbHU Tymyca onepadii (BugaseHHs
TYMyca 3i CTEPHOTOMIY-

BUTrJisig LUKipl/l. 3 MyXJIMHOIO.
HOro AocTtyry).

rinpoTopakcy, 3MillleHHs CepenoCTiHHA Ta npose-
DEHHS A0ChioKeHHs 6€e3 BHYTPILWHBOBEHHOMO MNOCK-
| NeHHs.

3a pgonomorow cuuHTurpadii 3 99m-Tc-pagio-
dapmnpenapaTtom 40 PeLenTopiB COMaTtoCTaTUHy
OyNo 4iTKO BidyasnizoBaHO OCepefoK HAKOMUYEHHS
i30TONMYy B AiNFHLI HUXHLOrO Mojakca Tumyca

(puc. 8.)

Puc. 4. 3MiHy 30BHiLL-
HOCTIi yepe3 3 Mic.
roicsis nepLuoi onepawii:
ripcyTn3m 3aJIMLLNBCS. Tumyca Ha CKT.

Puc. 7. lNyxnvHa
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Ha nigcTasi maHux CKT XxBOpii BUKOHAHO ore-
pauito 06'egHaHOlO Opuragolo TopakaNbHUX Ta
€HOOKPUHHNX XipypriB: NMO300BXHA CTEPHOTOMIS,
TOTaNbHE BUOANEHHS rinepniasoBaHoOro tmMmyca 3
NMyXJINHOIO, APEHYBAHHA NepeaHbOro cepeaoCTiHHS.
MakponpenapaT TumMyca 300paxeHo Ha puc. 9.
lMoonepauiriHnii nepion npoxoane 6e3 0cobnMBoC-
Teli. Ha KOHTPOsIbHOMY OOCHiAXEHHI Ha LWOCTY 400y
no onepadii nokasHmkn AKTI 6ynu B Mexax Hop-
Mn (41,6 nr/mn). 3a pedynbTatamMu NaToriCTono-
riYHOro JOCNIOXEHHS BUSIBJIEHO ANDY3HO-BY3/10BY
rinepnnasito TmmMmyca. IMyHorictoximiyHe LOChimKeH-
HS BUSIBUJIO MO3UTUBHY pPeakLilo KINiTUH NyxJIMHU 3
XPOMOrpaHiHOM A Ta cnHanTo®isnHoM. OTxe, MOX-
Ha CTBEPO)KYBaATU, WO OXEPESIOM eKTOMNiIYHOI Npo-
nykujii AKTE 6ynm MHOXWHI OpiOHI HEMPOEHO0KPUHHI
NyxXAnHW TuMyca. Y 3a40BifilbHOMY CTaHi XBOPY BU-
nMcaHo 3i cTauioHapy.

lMopanblue CNOCTEPEXEHHST XBOPOi MPOTAarom 8
MiCSILLIB NPOAEMOHCTPYBasIo HOpMani3aLito 3arasib-
HOIMO CTaHy 340PO0B'A: 3a40BISIbHUIM 3arasibHUIA CTaH
i pi3nyHa aKTMBHICTb, HOPMasibHa Maca Tina (68 kr),
3HUKNN ABULLA TiPCYTU3MY, HOpMasidyBaBCs apTe-
pianbHUn TUCK, 3HKKIIA rinepriikemis 6e3 creuiasnb-
Hoi Tepanii (puc. 10). MaujeHTka OTPUMyeE 3aMiCHY
Tepanito: rigpokopTndoH 30 mMr Ha noby, KopTiHeD
no 1 Tabnetui 2 pasun Ha TMXAeHb. Moka3Hukmn AKTI
i KOPTU30MY Y CMPOBATL KPOBI Ta Cevi — y Mexax
HopMu. 3a pedynbtatamu CKT opraHis rpyaHoi kniT-
KM JaHUX LWOoO0 peunamnBy 3aXBOPIOBAHHA HE BUSB-
NeHo. XBopa BMKOHYE 3BUYaHYy pobOTY B AOMalll-
HbOMY CiJIbCbKOMY rOCnoaapcCTBi.
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PE3SIOME

KnuHuuyeckuin cny4yam amarHOCTUKM U Jie4eHUus
6onbHOro ¢ AKTIr-akTonM4YeckumM CUHOPOMOM
C.M. YepeHbko, B.I'. TeTbmaH, A.B. JlnuH4yeBCKkWii,
A.Il. Heyaii, J1.B. LllekaTtypoBa

AKTT -akTonunyecknin cuHgpom (AKTI3C) asnaetca
BapUaHTOM CUHAPOMA rmMnepKopTuLmM3ama, 00yCc/oBeH-
HOro aktonu4yeckon npoaykumenn AKTI onyxonamwu
SHAOKPUHHBIX XENe3 UnnM opraHamMmm WUianm TKaHSAMU He-
3HOOKPUHHOIO MPOUCXOXOEHUS, cocTaBnsaeT 1-2% Bcex
cnyyaeB cnHgpoma KywwuHra. B ctaTtbe onucaH cnyyan
yCMNewHon ANarHoCTUKMU v nedveHns nauyenta ¢ AKTI -
3KTOMMYECKNUM CUHOPOMOM, rOe UCTOYHMKOM MpOLoyK-
umn AKTT 6bII MHOXECTBEHHbIE MeNKMe HerpoaHao-
KPWHHbBIE OMYyX0an TUMyca.

Kniouesble cnoBa: AKTI-9KTONNYECKUIA CUHOPOM,
HEVMPOSHAOOKPUHHbBIE ONYX0aN TUMyca.

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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