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OnucaH peakuii cayyait AKTT-3kTonMuecKoro CMHApOMa C LMKAMHECKMM TeYeHWeM M AOKaAM3auMeli NepBUYHOro ovara B anfneH-
AMKCe Y MaUMeHTKN 24 AeT, UCTopusi 3ab00AeBaHMsi NPOCAEXKEHA B TeYeHHue 6 AeT.
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The authors report a rare case of ACTH-ectopic syndrome with the cyclic clinical course and localization of the primary neo-
plasm in the cecum of the 24-year old woman followed up for 6 years.
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AKTT-akronuueckuit cunapom (AKTIT-OC) — He-
YacTo BCTpeyaeMoe 3a00JIeBaHNE; Ha €TO JOJII0 B CTPYK-
Type BHIOTeHHOTO TUIIEPKOPTUIIM3Ma (pacIpocTpa-
HEHHOCTH OT 2 1o 10 HOBBIX cIyJaeB Ha 1 MITH Hacelre-
HHS B TOI), IO JaHHBIM Pa3HBIX aBTOpOB [1—7], mpu-
xonutcs ot 12 no 20%.

Huxkmmaeckuii cuaapom Kymmara (LICK) — eme
OoJyilee penKasi MATOJIOTHSI, KOTOpas XapaKTepH3yeTCs
HEOTHOKPATHBIMHM JIM304aMU TIOBBIIICHUSI YPOBHS
KOPTH30J1a, YepeAyIOIINMICS ¢ TIepruogaMi HOpMasib-
HOI1 ero cexkpery. YacTora 3T0Tr0 3a00JIeBaHMST HEN3-
BECTHA, TaK KaK €ro JIETKO IIPOITyCTUTh. YTOOHI JOCTO-
BepHO ycTaHOBUTH guarHo3 LICK, momKHBI OBIT 1a060-
paTopHO 3aDMKCUPOBAaHBI TP ITMKA 1 B CITaga CeKpe-
uun Koptusona [8]. ITo manueiM J. Meinardi u coaBT.
[9], cpenu npuunH LICK B 54% ciny4aeB sIBISIETCSI KOP-
TUKOTpOIIMHOMa runodusa, B 26% — HOBOOOGpa3oBa-
Hue ¢ skronuueckoit runepcekpeuueit AKTI u npu-
MepHO B 11% — onyxojib HaamnoyeyHukos. B 9% ciyua-
€B MePBUYHBIM OYar yCTAaHOBHUTH He ymaeTcs. Te e uc-
caenoBatenu [9] mokaszanm, 9To B cTpykType AKTI-OC
IUKJINIECKOTO TeUYEeHUs IIepBOe MECTO 3aHMMaeT Kap-
LIMTHOWI TUMYCa, BTOPOE MECTO — OpOHXMAIBHBIN Kap-
LIMHOMWI, Tajiee C PaBHOM YaCTOTOM CIICAYIOT KapIIMHO-
W TIOIIKETyTOYHOM XeJIe3bl, ITOUeK, XKeIyaKa, (peoxpo-
MOLIMTOMA.

B muteparype [10, 11] onmrcaHO HECKONIBKO CITydaeB
AKTT-OC, mpuynHOIf KOTOPOTO SIBJIsIach HEMPOIHIO-

KkpuHHas ormyxosb (HDO) anmreHnnKca, HO MbI HE HaIll-
JIM HUA OJHOTO CIydasl LHUKJIMYECKOrO TeUEHMS IMIep-
KOpTHULIM3Ma ¢ Jokaiu3anueir HOO B uepBeoOpa3zHOM
OTPOCTKE.

Onucanue cayvas

Y MOJI0/10#1 3KEHIITUHBI B TeYeHUE 6 JIeT OTMEYAIUCh
MEePUOANYECKY BOZHUKAIOIIYE MMPU3HAKN TUITEPKOPTH -
M3Ma (yBeJIMYeHNEe MacChl TeJia, MAaTPOHU3M, aKHE, BbI-
MajicH1e BOJIOC Ha TOJIOBE, IIMPOKKME OGarpoBbie CTPUU Ha
OOKOBBIX ITOBEPXHOCTSIX XXMBOTA, Tpyau (puc. 1). [laHHbIe
CHMITOMBI BIIEPBbIE BOZHUKIIM Y TALIMEHTKU B BO3pacTe
19 neT Bo BpeMs MepBOii GEpeMEHHOCTU, KOTOPYIO He
yIajoch COXpaHUTh (Ha cpoke 20 He Mpou3oliia BHY-
TpUYTPOOHAs TMOEb TJI0a).

Ilo maHHBIM J1aOOpPATOPHBLIX HCCAENOBAHUIN OBLI
yctaHoBJieH AKTT-BC mukJIin4eckoro TeueHusi. YpoB-
Hu AKTI usmensuiuch B npenenax 34,0—299,0 nr/ma
(Hopma 7,0—66,0), KopTuzoyiia ChHIBOpOTKU 457,0—
1590,0 amonb/n (Hopma 123,0—626,0). ConepkaHue
CBOOOIHOIO KOPTU30J1a B MOYE KOJIEOAIOCh B IIpeeIax
94,0—1700 umousb/cyT (HopMa 59,2—413,0), a B c1roHe
(Beuep) ot 0,8 mo 1026 HMob/1 (HOpMa 0,6—3,3).

ITponoXUTeNbHOCTh IIUMKJIOB TUIEPKOPTUIIM3MA
BapbupoBaja ot 2 o 11 Mec, ¢ mpoMexXyTKaMu HOp-
MaJbHOH ceKpeluuu KopTu3oja oT 2 Hend a0 3 jeT. Bo
BpeMs LIMKJIOB TUIIEPKOPTUILIM3MA pa3BUBajach XapakK-
TepHasl KIIMHUYeCKask KapTUHA, a TAKKe TsoKesask TUITO-
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Puc. 1. AuHamuka YPOBHSI KOPTU30Aa U UBMEHEHUS BHEIIHOCTU NALIMEHTKHU B Te€4EeHUue 7 AeT.

kaymemus (1,9 mmonb/n; HopMa 3,6—5,3 MMoJib/IT) U
CTepOMIHBIN auabeT (raukemusi B mpenenax 10—20
MMOJIb/T).

OTtpuriaTeJIbHbIC MaJias U OOJIbIITE MPOOBI C JIeKca-
METa30HOM, ITPOBOIUMbBIC BO BpeMs LIMKJIOB THIIEPIIPO-
IYKIIMU KOPTU30J1a, a TAKKE OTCYTCTBUE TATOJOTUM TIO
nanHeiIM MPT runogusa ¢ KOHTpaCTUpOBaHUEM TTO3BO-
i 3anono3puth AKTI-OC. JaHHBIN AuarHo3 ObLT
IOATBEPKICH B XOIE CEJIEKTUBHOIO 3abopa KpPOBHU U3
HIKHUX KAMEHUCTBIX CUHYCOB CO CTUMYJISIIIUEI TeCMO-
IIPECCUHOM (B XOJI€ IMPOOBI TpanueHT LIEHTp,/iepudepust
KaK JIo, TaK U MOCJie CTUMYJISILINUI He TIPEBBICUIT 2).

YpoBeHb XpoMoOTrpaHMHA A OBbUI HE3HAYUTEIHLHO
yBenuyeH — 186,1 ur/mi (Hopma 0,0—100,0), a 5-ru-
JIPOKCUMHIONYKCYCHOM KMCJIOTHI HaXOIWUJICS B Ipeme-
J1ax HopMbI — 39 MkMoIb/cyT (Hopma 0,0—53,0).

JMATebHBIM TOMCK MCTOYHHMKA THUIIEPCEKPELINU
AKTT npu npoBeneHUU MyJIbTUCTIMPAIbHON KOMIIbIO-
tepHoii Tomorpapuu (MCKT) opraHoB OprolIHOI TTO-
JIOCTU ¢ KOHTPACTUPOBAaHMEM BBISIBWI 0JIaCTOMATO3HOE
obpa3oBaHUe C OYrpUCTBIMU KOHTYpaMHu, pa3MepoM
2,5%2,5X4,7 cM, B ueoleKaabHOM YTy (TNIOTHOCTD JI0
KoHTpacTupoBaHus 54H), MHTEeHCUBHO HaKallJIMBao-
1ee KOHTPACTHOE BEIISCTBO B apTepHUabHYIO (hazy
(120H). Taxxxe BBIACHSIINCH 2 TUM@ATUYECKUX y3Ia,
HaKaIIMBAIOIIUX KOHTPACTHOE BeIIeCcTBO (Iapaka-
BaJIBHBIN pa3zmepoM 6,7x11,6 MM 1 KaBO-aOPTaJIbHBIA
pa3mepoM 6,9% 13,0 mM) Ha ypoBHe L3 (puc. 2).

Takum o6pa3om, ObIT ycTaHOBIEH nuarHo3 «AKTT -
OC, LUMKINYECKOTo TeYeHMs; oOpa3oBaHUE TOJICTOTO
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Puc. 2. MCKT opraHos OpiomHo# NOAOCTU € KOHTPaCTUPOBaHUeEM.

CTpesikoii MoMeYeHbl 09ard MHTEHCUBHOTO HAKOTIIEHHsT KOHTPACTHOTO Belie-
crtBa TKaHbio HDO0.
a — (ppoHTATBHBI cpe3, 6 — aKCHUATBHBIN Cpe3, B — CATUTTAIbHBIA Cpe3.

KUILIEeYHMKA B 00/1aCTU UJIeOLeKATIbHOIO yriia» U pe€Ko-
MEHOOBAHO OIIEpAaTMBHOC JICYCHUE. bbuia BbIMOIHEHA
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Puc. 3. MOp(ZI)O/\OI'M'IeCKOE UCCA€AOBaHUE NMNOCTONEPALUMOHHOIO MmaTepuaaa.

a — tkaHb HDO yepBeobpasHoro otpoctka, G2, mpopacrarolieii Bce CIoH anreHAnKca ¢ BpacTaHueM B KMPOBYIO TKaHb Opbikeiku. X 10 (oKpacka reMaTOKCHIIU -
HOM ¥ 203MHOM); 6 — MeTacta3 HDO annennukca, G2 B iuMmbaruueckuii yzen opbikeiiku. X 10 (okpacka reMaTOKCUJIMHOM Y 903MHOM); B — HEMpsiMasi UMMYHO-
MepoKCHIa3Hask PeaKiiysl C aHTUTEIAMK K XPOMOTpaHuHy A. X20; r — HernpsiMasi UMMYHOIIepoKcuaa3Hast peakius ¢ aHtutenamu K AKTT. X20.

IIPAaBOCTOPOHHSISI TEMUKOJISKTOMMSI C OITYXOJIBIO, JIMM-
(ameHPKTOMMH 110 X0y OPBLKECUHBIX COCYIOB.

[Ipy THCTOIOTMYECKOM MCCIICIOBAHUM YIaJeHHBIX
TKaHe# (ciiemas KMIKa ¢ aneHINKCOM, BOCXOMSIIIA
OTIEJI TOJICTOM KUIIKM U OpbIKElKa) YCTaHOBIICH d1a-
rHo3 «BbIcOKOgupdepeHmpoanHags HDO uyepBeo-
6pazHoro orpoctka, G2—G3 (BO3, 2010), mpopacTaio-
masi BCe CJIOM alllieHOWKCa, BpacTaiollas B SKUPOBYIO
TKaHb OPBIKEUKM, C HAJTMIMEM MHOXECTBA OITyX0JIEBbIX
5JIEMEHTOB B IIPOCBETAX TUMMATUIECKIX COCYIOB OpPBI-
XKeiikn». OTIyxojab TIpopactajia 0 TOIACIU3UCTOMY
CJIOIO 1O HAYaJbHBIX OTAEJIOB CJICIION KMIIKHU. B M-
daTtndeckux y3nax OpbIKEKN ObUTM OOHapyKeHBI Me-
TacTa3bl aHAIOTUYHOTO cTpoeHus (puc. 3, a, 0).

NmmyHoructoxummaeckoe wucciemopanue (MI'X)
H®O0 anmenamkca mokasauo, 4To JaHHOE HOBOOOPa30-
BaHWE HE TOJIHKO MHTEHCHMBHO SKCIIPECCUPYET MapKep
HEWPOSHIOKPpUHHON nnddepeHIMPOBKN XpOMOTpa-
HUH A, HO 1 uMeeT odaroByto akcnpeccuto AKTT, rop-
MOHa pOCTa IIPOJIAKTMHA W BBICOKWMA WHICKC METKHU
nponudepanuu Ki-67, paBubiii 18,7% (cm. puc. 3, B, ).
DKCIIPeCCHH PELIEITOPOB COMATOCTATHHA 2-TO MOATHUIIA

MPOBAEMbI SHAOKPUMIHOAOIMM, 4, 2013

BBISIBJICHO He Obl1o. C pelienTopaMM cOMaTOCTaTMHA
5-ro moaTHIIa UMeJTach ciabast peakiiusl.

B mocneonepalinoHHOM TiepHuo/ie y MALIMEHTKU pa3-
BWJIUCh KJIMHUYECKUE TPU3HAKU HAAMOYSUHUKOBOI
HEJIOCTaTOUYHOCTH, TONTBEPXKISHHbBIE JIabOpPaToOpHO,
YTO MOTPeOOBAIIO 3aMECTUTEIbHOM Tepanmuu (KopTed
30 Mr/cyT).

B nanbHeliem B TeueHue 3 JieT MMea MECTO pe-
MUCCHsI 3a00JIeBaHUS.

O06cyxaeHune

JlaHHbIe J1a0OpPaTOPHBIX MCCAEIOBAaHUN NP IIU-
KJIMYECKOM M KJIACCUYECKOM TMIIEPKOPTUIIM3ME OYEHb
cxoxu. OgHaKo ciieayeT IIOMHUTh, YTO Y MAIlUEHTOB C
LI CK pe3yabTaThl AMarHOCTUYECKHUX TECTOB, TAKUX KaK
GoJIbllas TeKcaMeTa30HOBast U Ipoda ¢ I1eCMOIIPeCcCH-
HOM, SIBJISTIOTCSI COMHUTEJIBHBIMM, TTOCKOJIbKY 3aBUCSIT
oT ¢a3bl 3a00eBaHus [9]. YUUThIBasK HMKIMYHOCTD T€-
YEHUS U TPYAHOCTU TUATHOCTUKU, B JAHHOW CUTYalluU
JKeJIaTeIbHO MPOBEACHUE CEJIEKTUBHOTO 3a00pa KPOBU
M3 HWXKHUX KaMEHUCTBIX CHHYCOB C OIIpeAejecHUeM
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ypoBHs1 AKTT B xome nmpoObl ¢ AECMONPECCMHOM, KakK
HauboJiee YyBCTBUTEJIBLHOIO MeTona auddepeHInalb-
Hoit nuarHoctuku BUK n AKTT-skronuu. YyBcTBU-
TEJIbHOCTh JAHHOTO MeTona cocTaBisieT 96%, creiu-
duynocts — 100% [12].

OO011Me HEMPOIHIOKPUHHBIE MapKePhl MOTYT ObITh
MOJIe3HBI, OJHAKO Pe3yJIbTaThl JAHHBIX TECTOB MUMEIOT
JIMIIIb BCIIOMOTAaTeJIbHOE 3HAaYeHWE BBUAY HU3KOM UX
YYBCTBUTEIBLHOCTU. B omuchiBaeMOM cilydae YpOBEHb
XpOMOTpaHWHa A ObIJT TTOBBIIIEeH A0 186,1 Hr/MiI (HOp-
ma 0,0—100,0). YyBcTBUTENBHOCTh U CIIELIU(UIHOCTh
MeToJa ero ompeaeaeHus: B miasme npu HOO koseod-
nercst ot 70 mo 100% [6]. Tak, ypoBeHb XpOMOIpaHUHA
A SBIs€TCA JUIIb OTHOCHUTEJIBHO YYBCTBUTEIbHBIM
MapKepoM (4YBCTBUTEILHOCTE OKOJIO 75%) KaplmHOM-
JIOB JIETKUX U ellle MeHee MH(MOPMAaTUBEH IS MEJIKO-
KJIETOYHOTO paka Jerkux (okoyio 60%) [13]. E. Bajetta u
co0aBT. [14] coob1iatoT, 4YTO YyBCTBUTEIbHOCTh JAHHOTO
Metona mst HOO XKT cocrapnseT 67,9% npu crieny-
buunoctu 85,7%. I1pu m1aHOBOI TOCIIUTAIU3ALIY Ye-
pe3 6 Mec MbI IIOBTOPWJIA UCCJIEIOBaHUE TAHHOTO Map-
Kepa y HallMeHTKH, U €T0 YPOBEHb OKa3aJics B IIpeaeiax
HOPMBI, UTO CBHIETEJILCTBYET 00 OTCYTCTBMM PELIMIMBA
3a00J1eBaHUSI.

ConepxaHue 5-ruIpOKCUMHIOIYKCYCHOM KMCIOThI
(5-TNYK) B Moue He mpeBbILLATO (PU3NOJIOTHYECKON
HOPMBI U COCTaBJIsIO 39 MKMOJIb/JI/CYT, 4YTO MOXHO
OOBSICHUTD KaK LIUKINYECKUM T€YEHUEM TUIEPKOPTH-
LIM3Ma, TaK M HM3KON YYyBCTBUTEJIBHOCTBIO METOAA
(uyBcTBHUTEIBLHOCTD 35,1% npu crietdpuunoct 100%
MpY U3YYEHUM JAHHOro Mapkepa y 127 mauueHTOB C
H30 XKT [14]).

Cnenyer oTMeTUTh, yTo HOO anmneHaukca kpaiiHe
penko (MeHee 4eM B 1% ciy4yaeB) COIPOBOXKIAIOTCS
TOPMOHAJILHOM THITEpIIpoayKIeii [16].

l'ucronornyeckoe 1 KUMMYHOTMCTOXUMUYECKOE UC-
CJeMOBaHMS CBUICTEILCTBYIOT O JTOBOJBHO arpeccuB-
HOM XapakTepe OIyXOJIv, YTO SIBJISIETCS PEAKOCTBIO JIJIsT
HDO anmennpekca [16]; 3To eme omHa OCOOEHHOCTH
JMAaHHOTO KJIIMHWYECKOro cirydas [16]. ¥V Hameir mamu-
E€HTKM MMEJIMCh 2 MeTacTa3a B JuMdaThuecKue Y3JIbl
OpPBIKEITKM, YTO TAKKE SBJISICTCS PEIKUM SIBJICHUEM JIJIST
HB0 annenaukca. Yactora metactazupoBaHuss HOO
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YepBeoOPa3HOro OTPOCTKA B PerMOHApHBbIE JTUMGaTH-
yeckue y3iabl — 28%, oTmaneHHble MeTacTasel — 12%
[15].

Eunie omHoit 0cOOEHHOCTBIO AAHHOTO Cilyvasi, Cy.s
10 pe3y/ibTaTaM UMMYHOLIMTOXMMUYECKOTO MCCIIEI0Ba-
HMSI, SIBJISIETCSI OMHOBPEMEHHAs! 3KCIIPECCUsT OITyXOJIbIO
AKTT, nponaktuHa u ropMoHa pocrta. OmHaKO KJIUHU-
YecKHe TaHHbIe, YKa3bIBAIOIIME Ha BO3MOXHOE ITOBBIIIIE-
HUe ypoBHs ropMoHoB, Kpome AKTT, oTcyTcTBOBaAN.

ITo manHbIM amepukaHckoil mporpammbl SEER,
5-7eTHsIs BbKMBaeMOoCTh npu Bcex HDO uepBeobpas-
HOTO OTPOCTKAa C PerMOHAapHBIMU MeTacTazaMHu I1OCJIe
MPOBENECHUST PATUKAIbHOM T'€MUKOJIIKTOMMHU COCTaB-
et 78% [15].

B teueHue 3 yiet rocie onepanyru Mbl Kaxabie 6 Mec
ucciaenoBaau y nauueHTku ypoBeHb AKTT, 3HaueHus
KOTOPOT'0 BOCCTAHOBWJIMCH Yepe3 6 Mec (Y4TO ITO3BOJINIO
OTMEHUTbH 3aMECTUTEJbHYIO Tepanuio Kopredom) u
OCTaBaJIMCh B Ipelenax pedepeHCHBIX 3HAUEHUI B Te-
YeHHe BCEro Mepro/ia IociIeornepalioHHOr0 HabIo1e-
HMSI. DTO COOTBETCTBYET pe3yJibTaTaM XpOMOTpaHWHa A
TI0CJIe ONepalvy U MO3BOJISIET PACCUMTHIBATh Ha XOPO-
muii mporHo3 3aboneBanus. Pesynbratet MCKT opra-
HOB I'PYIHOU U OPIOIIHOM MOJOCTHU, 1 3a0PIOIIMHHOTO
MPOCTPAHCTBa MTOATBEPXKIAIOT 3TOT BhIBoA. Yepe3 1 ron
rnocje yhaajeHus HCToyHMKa runepcekperuu AKTIT
6buta TipoBedeHa cuuHTtHTpadus '''In-DTPA-okrpe-
aTUJIOM C 1IEJIbIO BBISIBJICHUSI BO3MOXHBIX METAaCTa30B,
HO IIaTOJIOTMYECKOTO HAKOIUICHUs paavodapMIIpera-
paTa He OTMeYajloCh, YTO MOXET ObITh OOYCIIOBJIEHO KaK
OTCYTCTBHEM METAaCTaTUYEeCKOI0 MOPakeHUsI, TaK U OT-
CYTCTBUEM PELEIITOPOB COMATOCTATUHOBBIX PELIENTO-
poB 2-ro u 5-ro noaruna [ 18] B Tkanu ynaneHHoit H30.
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