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KNUHWYECKWUIN CNTYYAU AKTI-OKTOMUPOBAHHOIO
CUHOPOMA - KAPUMHOMbBI TUMYCA

AKTI™ — akmonuposaHHbIli CUHOPOM sieriiemcsi 00HUM U3 Hauboree CroXHbIX 8 OUagHOCMUYECKOM U
ne4yebHOM raHe 8apuaHmMos8 3HO02eHHO20 aunepkopmuuyuama. Cyuwecmayroujue CroXXHOCmuU OuagHOCMUKU
HepedKo criocobcmeyrom rnpo2peccupo8aHuro U pa3gumuto 6076020 Yucria cepbe3HbIX HapyuweHUU ¢hyHK-
yul opzaHos, erninoms 00 uHeanuousauyuu, 4Ymo 8 CeoK o4yepedb He MPUeoOUM K 3HaYUMOMY YITy4UEeHU
Kayecmea Xu3Hu nayueHma u mpebyem Kak MOXHO paHHel duasHOCMUKU U MyrbmuducyuniuHapHo20

nodxoda k daHHoU npobreme.

Paucoesa A.M.

TT-s3kronupoBanublii curpoM (AKTI-DC) — cunapom

TUNEPKOPTULIM3MA, BBI3BAHHBIM 3KTOIUYECKOH TPO-

IyKIIMEH aJipeHOKOPTHKOTpoIiHOro ropmoHa (AKTI),
KOTOPBII 0OHAPYKUBACTCS IPH OIYXOJISIX KaK HEIHTOKPUHHBIX
OpraHoOB, TaK M YHAOKPHHHBIX Kene3. CuuTaeTcs JOBOILHO pef-
KHUM 3a00JIeBaHHEM, Ha ero Aoito npuxoaurcs 1-2% ciryyaes,
00BIYHO BCTPEYACTCS y MYKUYHH M )KeHIIUH ctapiie 40-50 et
[1, 2]. HecmoTpst Ha OBOJIBHO SIPKYIO KIMHUYECKYIO KapTHHY,
OBICTpPOE MPOTpEecCHpOBaHKUE 3a00JICBAHUS, THATHOCTHKA, B
TOM YHCJIE U TOIHMYECKast, B OOJBIIMHCTBE CIy4aeB MPEICTaB-
JSIET HEKOTOPBIE CIOKHOCTH. B mopaBmnsromeM OONBIINHCTBE
HAOJIIOICHUH MCTOYHUKOM 3KTonuyeckoi npoxykiun AKTI
SIBJIAIOTCS KapIMHOUAHBIE OIyXoiu OpoHxoB (36—46%), oBcs-
HOKJICTOYHBIH pak sierkux (18—20%), Meay/uisipHbIi pak IUTO-
BUIHOH kene3bl (3—7%), heoxpomornuroma (9-23%), ropasmo
peXe BCTpeyaroTcss HOBOOOPA30BaHMS JIPYTHX JIOKAIM3AIUN
(momxemyouHast JKene3a, BUIOYKOBasi U OKOJIOYILIHAS JKeJIe3bl,
SMYHUKH, MaTKa, NpecTaTeIbHas jkejae3a, TOJCTas KUIIKa,
JKEIy/IOK, MUIIEBoA U p.) [3, 4, 5].

Takruka neuenuss AKTI-OC onpenensiercs Tokanu3anuei
OITyXOJIH, PACTIPOCTPAHEHHOCTHIO MTPOLIECCA U CTEIEHBIO TSHKE-
ctu 6ospHOTO [1, 6]. OCHOBHBIM METOJIOM JICUCHHUS SIBIISICTCSI
XUPYPrU4ecKoe BMEUIATEIbCTBO
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PYK, YCHJICHHE POCTa BOJOC Ha JIHILE, NMOXyACHHE Ha 5 KI B
TeueHue 2-X Mec. OECCOHHHUILY.

Anammes: cuutaet cebst 60bpHOM ¢ ocenu 2016 rona (ceH-
110pb 2016) nocine nepenecennoro OPBU. Jle0rot 3a60neBanus
— C Pa3BUTHS OTEYHOTO CHHAPOMA (OTEKH HI)KHEH KOHETHOCTH)
Y CUHJpPOMA apTpairuii. Jlo MOMEHTa rOCIUTaIN3ALMH Y TTaIU-
€HTKHY HMEJIM MECTO: pa3BUTHE CaxapHOro auadera | tuma, neu-
XMYECKUE paccTpoicTBa (enupuii Ha (hOHE JEeMEHIMH I10 3a-
KITFOYCHHIO IICUXUATPA) U TI0 JTA0OPATOPHO-MHCTPYMEHTATbHBIM
JIaHHBIM THUIEPKOPTHUIIM3M: MOBBIIICHUE YPOBHS KOPTH30JIa,
AKTT u nanHbie 32 00pa3oBaHUE CPEAOCTCHHUS. B CBsI3M ¢ ueM
MalyeHTKa 3 peruoHa Obuia HanpasieHa B HUMKuBb s
JaNbHEIIeH BepuduKalyy quarno3a. Ha MOMEHT nocTyieH s
noiry4asua KeTokoHason B o3e 800 mr, 6e3 adpdexra. [TanuenTtka
noobcnenorana B HUMOwUP, rae nuaryHos: Tumoma /o0pa3oBanue
CpenoCTeHUs ObUTH UCKITFOYEHBL.

Oo6bexTuBHBII 0cMoTp. Bec 62 kr, poct 173 M, UMT: 20,
KOKHBIE ITOKPOBBI TEIUIbIE, CYXHe C Y4aCTKaMH THIIePIUTMEH-
Tauu B 00JIACTH JIMLA, IIEH, HE3HAYUTEIBHBIH THIEPTPUXO3
JIUIIA, TeHEPaIU30BaHHbIA (DOJUIMKYIUT (BEepOsSTHEE BCEro Ha
(GoHe pa3BUTHS BTOPUYHOTO UMMYHOAE(DHUIUTA B PE3ylbTaTe
THIIEPKOPTHLIU3MA).

XapakTepHslM cuMnToMoM sktomupoBanHoro AKTI -
CHHJIPOMA SIBJISIETCS TUIEPIIUTMEHTAIMS KOKH M CIM3HCTBIX,
KOTOpasi CBsi3aHa C MoBbIeHHBIM copepxanneM AKTT.

JlaGopaTopHble JaHHbIE

[To naGoparopHbIM TJaHHBIM Ha POTSHKEHHH BCEH rOCIIuTa-
JIM3aLHUH, KaK U 110 aMOYJIaTOPHBIM JIAHHBIM, COXPAHSIJICST CTOMKO
HU3KUH YPOBEHB KaJIHs OT 2,5 MMOJIB/J /10 3,1 MMOJIB/J1, HECMO-
TPs Ha KOPPEKIHIO AIEKTPOIUTHBIMU PACTBOPAMH, KaK OJIMH U3
MIPU3HAKOB THIIEPKOPTHII3MA. OTMEUAIOCh TOBBILICHUE YPOBHS
KaK KOPTU30J1a yTpeHHero 3abopa kposu 1206,1 HMob/11 U Be-
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PucyHok 1 — leHepanu3oBaHHbIM PONAMKYNUT B PasHbIX
y4acTkax Tena

yepHero 1643 amoins/1, Tak 1 AKTI 6onee 1250 rir/mi. YpoBeHb
TOPMOHOB OTIPE/IEIISIICS HEOTHOKPATHO U B Pa3HBIX J1a00OpaTOpH-
SIX JUISL TOCTOBEPHOCTH. Kpome Toro, ObUIN MPOBEIeHBI Mamast
u Oosbuast mpoOsl JInaia ¢ nenbo udQepeHnnanibHoN Tua-
THOCTHKH, KOTOPBIE IaJIH OTPHIATEIbHBIC PE3YIBTaThl, TO €CTh
HE MPOMCXO/IUIIO JIOCTOBEPHOTO CHIKEHHUSI YPOBHSI KOPTH30J1a,
410 06110 Ha TONTB3Y AK T -3KTOMMPOBAHHOTO OYara rurnepKop-
tui3Ma. Manast npo6a Jlunana: kopruzon 1750 Hmons/a (1o
JIeKcaMeTa30Ha 2 MT), Ioclie pruema 2 Mr aekcamerazoHa 1750
HMOJB/N (TIpoOa oTpunarenbHas). bonbias npoda Jlumina (8
MT JIeKCaMeTa30Ha): KopTu3oi: 1750 HMOIB/II TIoclie mpuema
nekcarasona: 1672 HMOJIb/JI.

HUHcTpyMeHTAaIbHBIE TaHHbIE

Bponxockonusi: AByXCTOPOHHHH 9H10-
oponxut (HIIX).

OxoKI" AO: 3,3 JIIT: 3,5 K/IP: 4,8 KCP:
3,0 K0O: 110 KCO: 35 ®B: 67% YO: 75 o
nepenneit crenke JIXK: 0,3 (250 mi). [Tomo-
CTH Ceplilia He PacIIuPEeHbI SKCKYPCHUS CTe-
Hok JDK ynosnerBopurenbHas, nokasareiau
cokparurensaoil pynkipm JOK B mpenenax
HOPMBI. BBINOT B epukape B yMepeHHOM
konmdectse. Jonmiep-peryprurtanust Ha Tk
1 c1., MK 2 cTenienn HeOOIbIIAs JIETOUHAS
THIIEPTEH3UsI 35 MM PT.CT.

MCKT opraHoB rpygHOH KJISTKH: 00-
pa3oBaHKe MepeHe-BePXHEr0 CPEIOCTeHHS
(TuMoMa?) MOCTBOCHATUTENbHbBIE U3MEHE-
HUSI B HWOKHEH nonie cnesa. [lepukapaut
MCKT opraHoB OprowIHO#i MOIOCTH: Hepe-
CMOTp — BbIpaykeHHast u(y3Has rhIepruia-
3Us1 HAJTIOUEUHUKOB, OcTeononkummst. KT
OpraHoB IPyIHOM Ki1eTKH, KOHTpoIh: KT kap-

Pucyrok 2 — KT-kapTHa obpazoBaHus B nepepfHe-BepxHEM
cpefocTeHuHn

THHAa COOTBETCTBYET 00PA30BaHHIO B [IPOCKLMH [IEPEIHE-BEPXHEM
cpenoctennu (Tumoma?/peaktuBHast rumnepruiazus) (HIX).

Y4uThiBas y NalMEHTKU HAJIWYMe THIIEPIIa3uu 000X Hal-
royeyHrkoB 110 1aHHbiM MPT OBII, HapyiieHre nupKagHoro
pHUTMa KOPTHU307a (CTOMKO MOBBIIICHHBIN U B IHEBHBIC, U B Be-
YepHHe Yachl), a Taroke nosbimenne ypous AKTI 6onee 1250
IIT/MJ1, TUIIEPITUTMEHTAIIMI0 KOXKHBIX TMOKPOBOB (KaK Mapkep
u36bITouHol npopykuuu AKTT), cToiikylo runokannemuio,
CHUXeHHE Kajus 10 2,0 MMOJIb/JI, TUIIONPOTEHHEMHUIO KaK
MapKepbl THIIEPKOPTHIIN3MA, Y arueHTku umeet mecto AKTT -
9KTONUPOBAHHBIH o4ar. OmyXoJib CpeIoCTeHHUS ObliIa paclieHeHa
Kak UCTOYHHK 3kronnyeckor cexpeunu AKTI. Bbeun npunsro
pelieHue 00 ONepaTUBHOM BMEILATENILCTBE.

OmnepaTuBHOE JieueHHe ObUIO MPOBEICHO B ycloBusax Ha-
yuHoro nentpa xupypruu uMm. A.H. Cpi3ranosa: Topakockomnusi,
YaCTUYHAs CTEPHOTOMUS, TAMOM3KTOMHUS C KPA€BOU pe3eKLuei
0e3bIMSIHHOW BEHBI M JICBOH MEAMACTUHAIILHOH IJICBPBI, IPCHU-
pOBaHHE IUIEBPAIBHBIX TOJIOCTEH.

PucyHok 3 — A) Bup, THMOMBI NpH TOPaKOCKOMUHYECKOM [OCTYME;
B) Tumoma nocne pesekumu
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T'ucronorusi: *IMMYHO(DEHOTHIT XapaKTepeH Ui THMOMBI,
tun B3 ¢ Mukpockonuueckumu GokycaMu HHBA3UH B KaICYIly
C BBICOKHM HHJIEKCOM TIposudepaTnBHON akTuBHOCTH Ki 67.
ITo A. Masaoka St II a.

Ha ocHoBaHuM nocieiHel TUCTONOTMYECKOH Kitaccupuka-
UM THMOM, TipeuioxkeHHord BO3 B 1999 rony, THMOMBI 101-
paszenstor Ha Till A 1 B Ha 0CHOBaHMM WX TUCTOJIOTMYECKOH 1
UMMYHO(EHOTUNNYECKOH OIM30CTH K KJIETKaM KOPTHKAILHOTO
WITH MEyJUIIPHOTO ClIoeB THMYyca. B knaccudukanum BO3 pas-
paboTaHHBIE THCTOJIOTHYECKUE THITBI 0003HaYEHBI Oy KBEHHBIMH
HHJAEKCAMH: THII A - MeAyJIspHO-KJIeTOuHasi TuMoMa; Tun AB
- CMEIIaHHO-KJIETOYHas TUMOMa, Tull B1 — TMoMa npenmyie-
CTBEHHOTO KOPTHKAJIBHOI'O THIA, B2 - KOPTHKAJIbHOKIIETOYHAS
TUMOMa, B3 - BricokoquddepeHpoBanHasi KapuuHOMa, TUII
C cootBeTcTBYyeT HeMU(D(HepeHINPOBAHHEIM KapIuHOMaM. TH-
MoMa Tumna B3 (anuTenuanbHas), Kak B JaHHOM KIIHHHYECKOM
ciydae, pasBuBaercs y 10—14% naumenroB. Yacto obnanaer
TFOpPMOHAIbHONH aKTUBHOCTBIO. IIpOrHO3 Xysxe, 4yeM Ipu Kop-
TUKAJIBbHOW Pa3HOBUIHOCTH. 20-JI€THASA BBKUBAEMOCTh MEHEE
40%. ITpenmy1iecTBO HOBOW KiacCU(UKAIIMU COCTOUT B TOM,
YTO BbIJIEJICHHbIE BAPHAHThI CTPOSHUS TUMOM CHJILHO KOPPEIU-
PYIOT C TPOTHO30M 3a00JICBaHUsI, YTO IOMOTAaeT BBIOpATh Ipa-
BWJIBHYIO TaKTHKY JieueHus. Tak, Hanpumep, B2 n B3 (nanubii
KJIMHUYECKUH IPUMeEP) OITyXOJIX OTAMYAOTCS arPECCUBHBIM Te-
YEHHEM, MTHBA3UBHOCTBIO 1 BBICOKOI BEPOSITHOCTBIO PELIUANBOB
[IpU CpaBHEHMH ¢ omnyxossiMu TUIoB A, AB u B1. [Tocnennue
OTJIMYAIOTCS JOOPOKaYeCTBEHHBIM TEUEHUEM, IIPOTEKAIOT Oec-
CHMIITOMHO M COYETAIOTCSl ¢ UMMYHHBIM nedunurom. Kpome
atoro, TuMoMaM TuroB A, AB u B1 cBoiictBenna nomnnas pe-
3eKkTabeIbHOCTh, B OTIIMYKe oT TunoB B2 u B3 [7].

Ha 8-e cyTku mocne onepanum ypoBeHb TOPMOHOB CHU3HUII-
cst (Bpems — 24.00: B 8,5 pa3a ymensuienue yposas AKTT o
245,8 pg/ml u cHUKEHUE YPOBHS KOPTU30J1a B 2 pa3a, ypOBEHb
KoTOporo cocrasui 715 nmol/l).

IIpu BeIMHCKe M3 CTalMOHApa ObLIM HAa3HAYEHbl MHTHU-
OGUTOPBI CTEPOUIOreHE3a, UHCYIMHOTEPANUS 110 UHTCHCH-
(unmpoBaHHON cxeme. B TeueHue mecsia y MalUeHTKH HE
ormeuanoch nosbimenue ypoHs AKI'T n xoprtuszona. Ilo
MECTY >KUTEIbCTBA HAONIONAETCSl y OHKOJIOTA U IOJIydaeT
XUMHOTEPAIHIO.

XoTenock Obl OTMETHUTD, YTO HA IPOTHO3 JKM3HU AIL[IEHTOB
C HEMPORHIOKPUHHON KapLIUHOMOM BIMSAIOT TUCTOIOINUECKUE
XapaKTePUCTUKHU OITyXOJIU: CTEIICHb 3JI0KaY€CTBEHHOCTH, pac-
MPOCTPAHEHHOCTh OMYXOJH, HAJIW4YME OTHAJICHHBIX MeTacTa-
30B. IIporuo3 rakxe 3aBUCHT OT cexpenuu omyxonbto AKTI,
OH Xy’€ IPH HAINYHUN CHH/IPOMA TUIEPKOPTUIM3MA, KaK U B
JTAaHHOM KJIMHUYECKOM CiIydae: CMepTHOCTh B TeueHue 10 met
npu cekpenun onyxonsio AKTI — 65%, npu oTcyTcTBUM 3H-
JIOKPUHHBIX NposiBiIeHUH — 29,5%.

BbIBO/1bI

Omnuca"HbIi cllydail TEeMOHCTPUPYET CIOXKHOCTH JHa-
rHocTuku U jeyeHuss AKTI-akronupoBaHHOrO CUHApPOMA,
CBSI3aHHYIO HE CTOJbKO C IIOCTAHOBKOH JMarHo3a, CKOJIbKO B
onpexneneHun nepsuaHoro ovara npoxykmmn AKTI. K coxa-
JICHUIO, ITPU MOATBCPIKACHHOM BU3YaJTU3UPYIOUIUMHU METOJaMH
UCCIE0BaHUS HaIU4YuU 00pa3oBaHMs B CPELOCTEHMU, Oblia
3a/iepKKa BpaueOHON TakTHKH (0KoJ0 2 MecsieB). JlaHHBIH
JIarHo3 ObIT HEOJHOKPATHO MOIBEPTHYT COMHEHHIO BBUTY Pa3-
HOPEUUBBIX JJaHHBIX PEHTI€HOJIOIOB, UTO IIPUBEIIO K 3aJEPiKKeE

B JICYCHUH NAIMEHTKU. DTO TOATBEPHKIAET HEOOXOIUMOCTD
MEKJUCLHUIIIIMHAPHOTO MMOAXO0AA K JICUCHUIO MAI[UEHTOB C
naHHOM maTtosorueil. HecmoTpst Ha mupokuit apcenan co-
BPEMEHHBIX METOJIOB MCCIIEZIOBaHUS, IOCTAHOBKA JIMArHO3a
AKTT -3kTONMpOoBaHHOTO CHHIPOMA BechMa ciiokHa. [loaTomy
H3YYCHHC BOIIPOCOB JUAHOCTUKHU U JICUCHHUS JaHHOTO CUHAPO-
Ma MPEeJCTABISAETCS Ype3BBIYAHHO aKTyaJIbHBIM.

Ilpo3paunocms uccnedosanusn

Hccenedosanue ne umeno cnoHcopekoti no00epocki. Aemopol
Hecym NOAHYI0 OMEEMCMBEHHOCHb 3a NPEOOCMAasieHue OKOH-
uamenbHOU 8epcuU PYKONUCU 6 neuamb.

Hexnapayusa o punancoewvix

U Opyzux 63auMoOmMHOULEHUAX

Bce asmopul npunumanu yuacmue 8 paspadomre KoHyenyuu
cmamuu u Hanucanuu pykonucu. OKOHUamenbHas 6epcust pyKo-
nucu 6vl1a 0000peHa gcemu asmopamu. A6mopsi He nory4anu
20HOpAp 3a CIMAMDBIO.

Hannas cmamos svinonnena é pamrax Hayuno-mexnuueckoii
npozpammul « Pazpabomka u eneopenue cospementoul cucnmemvl
INUOEMUONIOSUYECKO20 MOHUTNOPUH2A OCHOBHBIX XPOHUUECKUX
HeuHgekyuonnvlx 3abonesanuiiy na 2015-2017 ze.
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Kapduonoaus xaHe lwki aypynap fbiribiMu-3epmmey UHcCmumy-
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AKTI 3KTONUANBLI CUHAPOM — TUMYC KAPLIUHOMACHI.
KNMUHUKATNbIK TOXIPUBELE XXAFOAN

AKTI akmonusiribl cuHOPOM OuagHO3 KO KeHe eMOey XaFbIHaH
eH KubIH 3HO02eHOIi euriepkopmuyusm mypi 6onbin mabbinadsbi.
[uaeHocmuKaHbIH Xemkinikci3 xacanybiHa 6alinaHbicmbl aypy

SHAOKPUHOJ10IUA

XKui yOen, kenmeeaeH Kypoersni ackbiHynapOblH, af3a Kbiamemi
by3binynapbiHblH 0aMybiHa, minmi myeedekmikke akeseoi.
MyHbIH 6api HayKkacmblH eMip Cypy canacbiHa Kammbl 9cep
ememiHOikmeH, 6yn cuHOpom 6GapbiHWwa epme OuazHOCMUKaHhbI
XKeHe KernoducyuriuHarbl Keskapacmsi manarn emeoi.

Hezizei ce3dep: HelipoaHOOKPpUHOI mumMyc KapyuHomachl,
KnuHukanbik xardal, AKTI-akmonusinblk cuHopom, AKTI-ccen
whbiFapywsl icikmep.

SUMMARY

A.M. RAISSOVA, A.K. DOSSANOVA, L.B. DANYAROVA,

A.A. NURBEKOVA, A.A. SHOKEBAYEYV,

K.K. ATAGELDIYEVA

Scientific-Research Institute of Cardiology and Internal Diseases

MH RK, Almaty c., Republic of Kazakhstan

CASE REPORT: ECTOPIC ACTH SYNDROME - THYMUS
CARCINOMA

Ectopic ACTH syndrome is one of the most difficult type
of hypercortisolism in diagnostic and therapeutic aspects. The
difficulties in the diagnosis often lead to the climax of symptoms and
development of a large number of complications, involving serious
damage of organs, disability and worsening of the quality of life.
This problem requires an early diagnosis and a multidisciplinary
approach.

Key words: meuroendocrine tumor, ectopic ACTH syndrome,
case report, ACTH-secreting.
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