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AKTT -npoayumpytowme $GeoxpoMouuTOMbl — CJllydain, BCTPEeYaloWUncsa KparmHe pegko. B nutepaTtype onmcaHbl aviub
eQVHVYHbIE cryYan JaHHOW natosiornv. HecMoTpsi Ha Hanuyme GOJIbLIOro KOJM4ecTBa PYKOBOACTB, MOCBSLLEHHbIX
ONarHOCTUKE U JIEHYEHWNIO Kak PeoXpOMOLIMTOMBI, Tak U FMNEePKOPTULM3MA, YpesBblHariHasa peakocTe AKTI-akTonnyeckoro
CUHAPOMA, BbI3BAHHOrO PE0XPOMOLIMTOMOW, M MHOTOrPaHHOCTb KIIMHUYECKOW KapTVHbI 00YCNOBAMBAIOT MHOIOYMCIEHHbIE
OvarHocTnyeckne owmbkn, npueoasiuve K HeaddeKTMBHOMY JiedeHuio. B cBf3M C 9TUM cuuTaeM LienecoobpasHbiM
NoAeNnTbLCSt COBCTBEHHBLIM OMbITOM BEAEHNSI AAHHOM KaTeropun 60bHbIX.
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Ectopic hormone-secreting pheochromocytomas are rare. Only case reports exist in the literature. Despite
the large number of guides on diagnosis and treatment of pheochromocytoma, and Cushing syndrome, the
extreme rarity of ectopic ACTH-syndrome caused by pheochromocytoma, and complexity of clinical cause
numerous diagnostic errors leading to treatment failure. Therefore, we belive it appropriate to share our

experience of this group of patients.
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BeepeHue

Cunapom KylimHra siBisieTcsa 0O4eHb peakon
HO30JIOrMerm C 4acTOTOM BCTPEYAEMOCTHU
5 60bHbIX HAa 1 MUNNMOH NpeacTaBuTeneln 06-
wen nonynaumn. Kak n B nobon Ho3onornu,
y MAuUVEHTOB C CMHAPOMOM KyllunHra 4pesBbl-
YaHO BaXXHO Y)XKe Ha PaHHMX CTaausx NpaBuilb-
HO OuarHocTMpoBaTb 3aboneBaHne. CUHOPOM
KywmHra nogpasgenatoT Ha asa nogtuna: AKTT -
3aBucumMbln  AKTT -He3zaBmcumbln. AKTI -3aBu-

cuMble 3ab60neBaHns BKIIOYAOT B cebs1 601e3Hb
KywmnHra n AKTI -akTonmn4yecknin CUHOPOM, B TO
Bpemsi kak AKTI-He3aBuCcKMble cliydanm 0Oyc-
JIOBNEHbI HAAMNOYEe4YHNKOBOW afeHOMOM/KapLuu-
HoMol. bonesHb KywvHra ssnsetcs Hanbonee
4acTO BCTPEYaOLWMMCHA BapMaHTOM CMHOpOMa
KywuHra n coctaenset okono 70-80% Bcex
Cny4yaeB, B TO BpPEMS KakK HaOMnO4Ye4YHMKOBbIE
onyxonu HacunTbiBatoT 20% (HagnoYevyHnKoBas
afleHoMa, KapLuMHOMa 1 OBYCTOPOHHAS rmnep-

JNlaTtknHa HonHna BagumoBHa — 117036, Mocksa, yn. Amutpusa YneaHosa, a.11, @IBY SHO0KPpUHONOrnyeckui
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nnasusa), a aKToONn4Yecknin CMHAPOM KylumHra —
Bcero 10% [1, 2]. BonbwWKMHCTBO Ccny4aes
AKTI -akTOonnyecknx onyxosen 3aHUMarT ony-
XONU rPYAHON NOAOCTU, K KOTOPbIM OTHOCSTCS:
1) BPOHXOKNETOUHbIN KapumHoug, — 36-46% oT
Bcex AKTI-akTonmM4yeknx onyxonen; 2) mMenko-
KNEeTOYHbIN pak nerknx — 8—20%; 3) kapunHong
Tmmyca — 8-10% [23]. YpesBblyaiHO peako
[aHHOe 3ab0sieBaHNE BbI3BAHO HanuyYnem geo-
XPOMOUMTOMBI, MPY 3TOM YacTOTa BCTPEYaemMo-
CTu Takoro ¢peHomMeHa coctasnsaeT 3—-25% [3].

Becbma HenpocTonm 3agaden asnaetca and-
depeHumanbHaa anarHocTruka Mexay cUHOpo-
MoM KylwimHra n 6onesHbio MueHko—KylumHra,
Tak kak 06e HO30/10r M1 MMEIOT CXOAHbIE KITNHU-
yeckue nposineHuns. B HacToswee Bpems Bce
6onblwe nybénvkaumMin AEMOHCTPUPYIOT BbICO-
KYIO YYBCTBUTENBHOCTb U CNeundrnyHOCTb U3-
MepeHns ypoBHS AKTIT B HUXXHUX KaMEHUCTbIX
CUHYyCax B CpaBHEHUN C nepudepuen ona aud-
depeHumanbHoOM ANarHocTukm cuHgpoma Ky-
wunHra [4, 3].

deoxpomouutToma, xpomadpdumHoma — 3TO
CMHOHMMbI OMYX0NK1, Pa3BUBAIOLLENCS N3 XPOM-
adpPrHOONACTOB — KNETOK, NPOUCXOASALMX U3
rpebeluka HEPBHOW TPYOKM U MUFPUPYIOLLNX
B Nepunoae aMObpmnoHanbHOro pasBmUTUs B Nepum-
depunyeckne aHaToMmUYeckme CTPYKTypbl (CUM-
naTuyeckme raHrmmu 1 naparaHrimm, MO3roBon
CNoIA Haano4Ye4vyHMKoB). ABnasicb JOOpoKavecT-
BEHHOW KaTexonaMUHMNPOAYyLUPYIOLWEN OMNyxo-
Nblo, peoxpomMoLmnToMa Hanbonee 4acTo UCXO-
anT 13 xpoMad@UHHBLIX KIETOK MO3roBOro
BellecTBa Haano4vyeyHmnkoB. Onyxonm, pa3suea-
loWmMecs 3 BHeaApPEHaAN0BbIX XPoOMaPPDUHHbBIX
KNeTOK, Ha3blBAlOTCH 39KCTpaagpeHasoBbIMN —
deoxpomMoumMToMaMn WA naparaHrnmomMamu,
a HedYHKLUMOHMpPYIoLMEe 06pa3oBaHNs TOro Xe
reHesa He3aBMCUMO OT JioKanusaumm — Xemo-
nektomamu. B nonynsaumn peoxpomoumTomMma
BCTpeYaeTcsd, N0 OOHMM OaHHbIM, C 4acTOTOM
1-3 Ha 10 000, no gpyrum — 1 Ha 200 000 Hace-
JIEHNS, B TO Xe BpeMs y B0JIbHbIX, CTPaaaoLWMX
apTepuanbHON rMNepTeH3nen, Yyactota obHa-
py>XeHua aTton onyxonn gocturaeT 1,3%. Hau-
6onee yacto HeoxpomMoumMToMa BCTPEYaAETCS
B Bo3pacTte 20-50 neT, x0T onucaHbl cryvamn
HabNoOeHNA TakMX Onyxosien B Ntodbom Bo3pac-
Te (o1 3 mec 0o 90 neT). bonee 60% B3pOCbIX
©0NbHbIX COCTABNSAIOT XeHLLUYHbI. B 85-90% Ha-
onoaeHnin peoxpomMoumToMa pacrosiaraeTcs
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B OHOM HaAMO4YeYyHMKe, Yalle B npasom, B 10%
HabNoAEHN OTMeYaeTCs ABYCTOPOHHEE nopa-
>KEHME HaANO4Ye4HMKOB. BHeHaanovyevyHnkoBas
deoxpomMoLMTOMa Hallle BCEro pacnofiaraercs
B CUMMNaTU4YECKOWM Lenoyke rno xony OproLlHon
aopTbl (bonee 90% — naparaHrnMoOMbl, raHNO-
HENPOMbI, HEMPOOGNACTOMBbI), B opraHe Llykkep-
kanans (E. Zuckerkandi) — BTopom no BennymnHe
nocrnie HagmnoO4Ye4YHMKOB KOJJIEKTOPE Xpomad-
duHHOM TKaHu [12-14, 17]. Okono 5% aTux
ONyxoNnen noKanuaylTcs B FPyaHOM KNeTke,
1-3% — B Mo4eBOM ny3bipe, 0,1% — B obnactu
ronosbl 1 wen. B 10% HabnoaeHnin BbISBASIOT
3/10Ka4E€CTBEHHYIO PeoxpoMounTomy (hpeoxpo-
Mo0OnacTomy), CrnocoOHYD MeTacTasnmpoBaTb.
MeTacTtasbl 00bIYHO OOHaApPYXMBAOT B NOAXe-
NYO0YHON Xenese, MMMmeaTmnyeckux ysnax, ne-
YeHU, WMTOBUOHONM Xenes3e, B KOCTAX, MbILLLAX,
OploLuvHe, pexe — B rOJIOBHOM MO3re, Nnerkux.
MpumepHo B 10% HabnogeHWn BCTpedalnTcs
MHOXECTBEHHbIE BHEHaAMo4Ye4yHUKOBbie ¢eo-
XPOMOLMTOMBI, YacTOTa KOTOPbIX 3HAYNTENbHO
Bbile y aeten (35-39%). 1-3% npuxoasTtcs Ha
OO0 FOPMOHaNIbHO-HEAKTUBHbIX OMYyX0JS1en
(xemopekTtoMm). B 6-10% HabnogeHUn BbISB-
NAI0TCA TaK Ha3blBAEMble CeEMEWHble HOpPMbI
3aboneBaHMss NMMOO OMyxosib BXOAUT B COCTaB
MHOXECTBEHHOMN 3HOOKPWHHOW Heonnasuuv
(M3H-2A 1 M3OH-2B). B ocHoBe naTtoreHesa
3a00n1eBaHNA NEXUT OENCTBME Ha OpPraHu3m
CeKpeTMpyeMbIX OMyXoJiblo KaTexONaMUHOB:
agpeHanuHa, HopagpeHanMHa u godamuHa
(yawe — nepBbIX OBYX, PEXe — TONbKO agpe-
HaMHa WUAN TONbKO HOpagpeHannHa M OYEHb
penko — podamuHa). NonarakoT, 4TO BHEHAAMNO-
YEeYHUKOBbLIE (PEOXPOMOLMTOMbI NPOAYLMPYIOT
NPenMyLLECTBEHHO HOpaapeHanuH. AopeHannH
okasbliBaeT BO30yxaaloLee OENCTBME NPENMY-
LLECTBEHHO Ha 0,-afpEeHOPELEenTopbl, HOpaa-
peHannH — Ha o,-a4pPeHoPeLEenTopbl, BCNEACT-
BME YEro MOBbILLIAETCS Kak CUCTOIMYecKoe, Tak
n amnactonuyeckoe Al. XpomadPUHHbIE KNEeTKU
OTHOCATCHA K AUdPY3HOM HENPOIHOOKPUHHOMN
cucteme (APUD-cucteme, no A. MNupcy, 1968),
NMO3TOMY B YCJIOBUSIX OMYXOJSIEBOrO NEPEPOXOE-
HUS CMOCOOHbLI, MOMMMO KaTexoNaMUHOB, CEeK-
peTnpoBaTb Apyrme aMmmHbl U NENTUAbI: CEPOTO-
HWH, COMaTOCTaTuH, OMNMMoOuAHble NenTuabl,
KanbumToHWH, BUM, AKTI-nopo6Hoe BELLLECTBO,
yeM, Mo-BUOANMMOMY, 0OBbACHAETCA MHOroobpa-
31e KIIMHUYEeCKOM KapTuHbl 3aboneBaHns [22].



AKTT-npoAyumpyrowasi peoxpomounutoma. KAMHUYECKUA CAyYan

H.C. KysHeL0B 1 COQBT.

Ha cerogHawHnn penb J. Kirkby-Bott
n L. Brunaud onncanu 16 cnyyaes BbISIBNEHUS
HEOXPOMOLIMTOMBI, CEKPETUPYIOLLEN ApYyrue
3KTOMMYECKNEe rOPMOHbI, B TOM ymncne no 1 cny-
yalo cekpeuun BUI1, TectocTepoHa, peHuHa,
anboocTepoHa, NJ1-6, 1 cnyyar coyeTaHHOM ce-
Kpeunmn kanbumToHuHa u BUI, 2 cnyydas akTo-
MMYECKON CEeKPeuMn KanbLMUTOHMHA, 2 cnyyas
cekpeLummn ToNbKO KOPTM30na, a Takke 6 cnyya-
eB akTonunyeckom cekpeummn AKTI, npuBegLuen
K pa3BuTuio cuHapoma Kywmnra [18].

HecmMoTpsa Ha KaXxyllyrcs U3Yy4EeHHOCTb
npobnemsbl, Hannume OO0NbLUOFO KOMMYecTBa
PYKOBOACTB, MOCBSLLEHHbIX ANArHOCTMKE N ne-
YeHU HEOXPOMOLIMTOM, OTHOCUTENbHAA pen-
KOCTb 3a00JfIeBaHUSI M MHOIMOrPaHHOCTb KJIMHU-
4YeCcKOoW KapTUHbI 0OYCNOBNMBAOT MHOMOYNCIIEH-
Hble AumarHocTuyeckme owmnbku, npmBoasLIME
K HeadDEKTMBHOMY NieyeHnto. B ¢Ba3m ¢ aTum
cuynTaem uenecoodbpasHbiM NOAENNTLCA COOCT-
BEHHbIM OMbITOM BEAEHUs OAaHHOW KaTeropuu
OOJIbHbIX.

KAMHU4YEeCKUn cAyuam

B dIrbY BHL, obpatmnack naumeHtka b. 50 net
C Xanobamy Ha BbIPKEHHYIO OOLLYIO U MbILLEYHYIO
cnabocTb (NPenMyLLIECTBEHHO B MPOKCUMaJIbHBIX OTAe-
Jlax KOHEYHOCTEN); N3MEHEHME BHELLHOCTU (OKpyrne-
HUE M TUNEPEMUIO NULA C TMNEePTPUXO30M, OTHOCU-
TeNbHOE yBeNn4eHne 0ObEMOB TasIM NPV NMOXyAaHUN
KOHEYHOCTEN, rMnepnurMmeHTaumio KOXHbIX MOKPOBOB),
Ha noTtepto Beca (10 kr B Te4eHme nocnegHnx apyx me-
CSILEB); NOBbILLEHME [TIMKEMUM HATOLLIAK MaKCUMasibHO
10 9 MMOJb/N U B TeHEHMe CyTok A0 15 MMonb/n; noab-
emMbl TeMmnepatypbl Tena oo 37,2-37,5 °C.

M3 aHamHe3a: cumntaeT cebs 60/1bHOW C OKTAOPSA
2011 r., korga BNepBble BO3HUKAN 3NM304bl MNOBbI-
wenua AL makcumanbHo go 220/100 mm pT. CT.
(“kpn3oBoe” TeyeHue). HasHayeHa KOMOUHNUPOBAH-
Has aHTUIrMNepPTEeH3MBHAsA Tepanusa ¢ yOoBAETBOPU-
TeNIbHbIM KJIMHNYECKUM 3P DEKTOM.

MoBbILWEHNE YPOBHS MMKEMUM C BECHbI 2012 .
0o 8-9 mmMonb/n, B CBA3M C YeM Hal3Hayancs MeT-
dopmuH 500 Mr B CYTKMU.

Camo4yBCTBME MNALMEHTKM OCTaBasioCb YO0B-
NeTBOPUTENIbHLIM BMJIOThL A0 Hayana ceHTabps
2012 r., korga yepes 2 Hef Nocsie BO3BpaLLeHUs 13
XapKOoro kavmaTa B TeYEeHUEe HECKOJIbKMX OHel no-
SBUMMCb W Ha4Yanm ObICTPO NPOrpeccupoBaTh cneay-
oLLMEe CUMMTOMbI: 00LLAS U MbllLIeYHas (npenmyLle-
CTBEHHO B MblLLLAx 6eaep v nnedy) cnabocTb, OAbILL-

Ka, CHUXXEHME TONEPAHTHOCTM K NOBCEAHEBHOWN dU-
31YECKOW Harpyske, OTEKN HOI OO YPOBHSA BEPXHEN
TpeTn rofeHn, NoTeps Beca (CocTaBmBLLASA NpUMEP-
HO 7 KI 32 O4MH MeCsL,), USMEHEHME BHELLHOCTU (OK-
pyrneHne n runepemMus nuua ¢ rmnepTpmxo3oMm, oT-
HOCUTENIbHOE YBEIMYEHNE 0ObemMa Tanum rnpu noxy-
[aHNV KOHEeYHOoCTen), anddysHada runepnurMmeHTa-
LMK KOXHbIX MOKPOBOB.

28.09.2012 naumeHTKa NiIaHOBO rOCMUTANIN3U-
poBaHa B HaCTHbIN MeauLUUHCKNA ueHTp. Mpu obcne-
[OBaHNKM BbisiBNieHa runokanmemus — 2,31 Mmonb/n
(Hopma 3,5-5,3 MMonb/n), CHUXEHNE YPOBHS anboy-
MuHa 8o 28 r/n (Hopma 38-51 r/n). Takke oTMeyanocb
noBbILLEHME rnkeMnun oo 15 mmonb/n. narHoctnpo-
BaHa reHepann3oBaHHas MHdEKLMS BUPYCOM NPOCTO-
ro repneca: OBYCTOPOHHUIM reprneTn4ecknii KepatnT,
nabunanbHo-dacumanbHbI PeELMOVBMPYIOLLMIA reprec,
[BYCTOPOHHUIA NHPUNBTPATUBHBIN MPOLECC B NIErkmnx
(BMpyCcHasi MHEBMOHUA?). VIHMUMMpPOBaHA NPOTUBO-
BupycHas (Bantpekc 1000 mr 2 p/cyT), aHTubakTe-
puanbHas (Amokcuknas 1000 Mr 2 p/cyT) Tepanug, Te-
panus aHanoramm MHCYMHa OJUTENbHOrO AENCTBUS
(Nantyc 28 En/cyt). dedpuumut kanus BOCTONHANCSA
npenapaTtamm ois BHyTPUMBEHHOIO BBEAEHUS. YPOBEHb
kanusa npu Bbinucke (03.10.2012) — 3,45 mmonb/n
(Hopma 3,5-5,0 MMOsb/n), TakKe COXPaHSICca yme-
PEHHbIN HEUTPODWUIbHBIA NENKOLMTO3 (IENKOUUTHI
15,3 - 10°kn/n, HenTtpodunel 10,2 - 10° kn/n).

B xone obGcnepoBaHUs ypOBEHb KOpTM3ona
B BeudepHee Bpemsa — 1335,0 mmonb/n (Hopma
46-270 mmonb/n), AKTT ytpom — 152,0 nr/mn (Hop-
ma 7,0-66,0 nr/mn).

Mo gaHHBLIM NPOBEAEHHON MarHUTHO-PE30HAHC-
Hon Tomorpadpum (MPT) runodunsa Henb3s UCKI0-
YNTb HANNYME MUKPOALAEHOMbI, ObIIO PEKOMEHA0BA-
HO NOBTOPHOE NMPOBEAEHME NCCNEAOBaHNS C BBEAE-
HMeM koHTpacTa. o gaHHbIM MYALTUCMMPANbHON
KomMnbloTepHOM Tomorpadum (MCKT) opraHos rpya-
HOW KNeTkn 06beMHbIX 06pa30BaHMIN HE BbISIBJIEHO.
Mpwu BbinonHeHun MCKT opraHoB 3a0proLMHHOIO
npocTpaHcTBa OOHapyXeHo 00beMHoe obpas3oBa-
HVE NeBOro Haanovye4vHvka (paamepom 18 x 28 mm).

Ha ¢poHe cnumntomaTnyeckom tTepannum otMmeda-
N0Cb KNMHM4Yeckoe ynydwenme. 04.10.2012 naum-
€HTKa BbINMCaHa C PEKOMEHAALNAMN NMPOOOIKEHUS
VHCY/IMHOTEpanmn, aHTUrmnepTeH3MBHON 1 NMPOTU-
BOBUPYCHOM Tepanuu.

08.10.2012 nnaHoOBO rocnMTanM3avpoBaHa B OT-
neneHve HerpoangokpuHonorun Grey SHL, ¢ ue-
Nbl0 ONpefeneHnst reHesa 1 TakTUKN e4eHnst 9HAO-
FEHHOro rnepkopTULM3mMa.
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Puc. 1. MCKT opraHoB OpioLLIHOW NOMoCTM (a) 1 3abploLLIMHHOIO npocTpaHcTea (6). CTpenkon ykazaHo o6beMHoe obpa-

30BaHMe NeBoro Haagnovye4yHuka.

Mpn noctynneHnn obbekTMBHO: POCT 168 cm,
Bec 57 kr. O6Lee cocTosiHMe cpepHel TskecTu. KoH-
CTUTYUMA acTeHndeckas. KoxHble noKpoBbl aud-
dY3HO rMNEPNUrMEHTUPOBAHbI, CUMMTOM “rpPsi3HbIX
nokren”. MNogkoxHasa XMpoBas KieTyaTka pasBuTa
HEeOOCTaTOYHO, OTMEYAeTCs TEHAEHLMS K LLIEeHTpaslb-
HoMmy pacnipegenenuio. Ctpuin HeT. AL 135/90 mm
pT. cT., HCC 80 B MUH.

B oToeneHun naumeHTka goobcnenoBaHa.

Mo faHHBIM BUOXMMNYECKOrO aHanM3a KPoBM OT-
Me4asioCb CHUXEHNE YPOBHS Kanusa A0 2,3 MMOJb/N
(08.10.2012); B amHamMuKe Ha HOHE NnapeHTepanbHoO-
ro BBEAEHMS NPenapaToB Kanns 1 npuema kanunin-coe-
peratowmx amypetnkos — 3,1 mmonb/n (12.10.2012);
3,7 mmonb/n (15.10.2012) (Hopma 3,5-5,1 mmonb/n).

Mo maHHbIM FOPMOHANBHOrO aHanaM3a KPOBU
(08.10.2012): kopTnaon 8:00 — 1488 mmonb/n (HOp-
ma 123,0-626,0 mmonb/n), koptmndon 23:00 —
1672 mmonb/n (Hopma 46-270 mmonb/n). AKTE
8:00 — 178,7 mr/mn (Hopma 7,0-66,0 mr/mn), AKTI
23:00 - 179,8 mr/mn (Hopma 0,0-30,0 mr/mn). Mpo-
NIaKTUH B HOPME.

KopTnson Ha ¢poHe nogaBnsioLLer npodbl ¢ 8 Mr
nekcametasoHa (17.10.2012) — 6onee 1750 mmonb/n
(npoba oTpuuatenbHas).

Mo paHHBIM aHanu3a KPOBWM HA OHKOMapKepbl
(09.10.2012): ractpuH-17 — 56,0 nmonb/n (Hopma
< 100 nmonb/n), CepOTOHUH — 12,6 Hr/mn (HopMa
30-200 Hr/mn), xpomorpaHuH A — 69,3 En/n (Hopma
2-18 En/n).

B aHannse moun 5-0KCUmMHO0NYKCycHasa KUCNo-
Ta — 63 MKMONb/CYT (HOpMa 40 53 MKMOJb/CYT).

B cBSA3M C meKkoMneHcaumen yrneBogHoro oome-
Ha (FMUKUPOBAHHbLIMA remMornobuH 8,6%) naumeHTka
rnepeBefeHa Ha MHTEHCUMUUMPOBAHHYIO MHCYJIMHO-
Tepanuio npenapartamu Jlautyc 18 Eg/cyt, Anngpa
8-12 Ep nepen 0CHOBHbIMK MpUEMamMmM NULK, B 3a-
BUCUMOCTU OT KOJINYECTBA NOTPEONSIEMbIX X1€6HbIX
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eanHUL, Ha dOoHe 4ero nokasartenu rMukemum cra-
OVAN3NPOBaNNCE HA YPOBHE 5—7 MMOJb/N HATOLLLAK,
7-9 MMONb/N Yepes 2 4 nocse enbl.

Mo paHHbIM MPT ronoBHOro mMosra ¢ KoOHTpac-
TnpoBaHmem (12.10.2012): ymepeHHasa anddysHas
HEOOHOPOAHOCTb CTPYKTYPbI ageHormnodmnsa. daH-
HbIX 3@ HAIM4YME aeHOMbI TMNOdU3a He MOJTYHEHO.

Y naumeHTKn ¢ O4eHb ObICTPbLIM Pa3BUTUEM KITN-
HUYECKOW CUMMNTOMATUKU TSXKENTOro r’MnepKopTULING-
Ma, KpanHe BbICOKOM CEKPELIMEN KOPTN30Na, BbICOKU-
MU umdpamm n oTcyTcTBnemM putma cekpeummn AKTT,
Hann4ynem runokanMeMmnn B aHamHese, oTpuuartesb-
HbIM pe3dynibTaTtoM 00MbLLOM NPOobbl C AekcameTaso-
HOM 1 OTCYTCTBMEM aaeHOMbIl rmnodusa Ha MPT gu-
arHoctuposaH AKTI -akTonunyecknii cnHgpom. MNpo-
BeAEH MOUCK UCTOYHMKA 3KTOMUU C NPUMEHEHNEM
pas3nnyHbiX BuUdyanuaumpyowmx metonos (MCKT
nerkmx u cpepoctenus, MCKT GpioLwHON NonoCTu
M 3abpoLWKVHHOro npocTtpaHcTea, Y3WM opraHoB
OPIOLLHOM MONOCTM U 3aOPIOLLIMHHOIO MPOCTPAHCT-
Ba, Y3 WnNTOBMAHOM Xenesbl, 930¢aroractpoayo-
neHockonusa (3rAC), konoHockonus). BeisiBneHo 00-
pasoBaHMe neBOro HaamnovyeyHumka (pasmepom
2,7 x 3,0 x4,6 cm, nnotHocTbio 38H) (puc. 1), npea-
BApUTENIbHO PaCLEHEHHOEe KakK o4ar 9KTOMMYeckom
cekpeuunmn AKTT. YunTbiBas Taxenoe 1 nporpeccmpy-
loLLee TeYeHre rmnepkopTuLmM3ma, pasmep 1 BblCOo-
KYIO MJIOTHOCTb 06pas3oBaHUs JIEBOrO HaAMOYEUYHN-
Ka, MIaHMPOBaNOCb MPOBEAEHNE JIEBOCTOPOHHEN
11anapoCcKONMYeCcKOn aapeHanakTOMUM Mo TSXKECTU
cocTosiHua. B xope obcnepoBaHus peleHo 6bi1o
VCKJTIOYUTb PEAKYI0 BO3MOXHOCTb HanmMuus xpomad-
GUHHOM ONYyX0NM HaAMno4yeyHuKa C OKTOMUYEeCKOM
cekpeunen AKTI, HeCcMOTpsa Ha MMEBLLMECH paHee
[aHHblE O HOPMaJibHbIX YPOBHSAX agpeHannHa, Hop-
agpeHanuHa B Kposu. Npn nccnegoBaHnUm B CyTOY-
HOW MoO4Ye mMeTaHedpPUHOB M HOpMETaHEPPUHOB
BbISIBfIEHbI BbICOKME LMDPbI METUINPOBAHHbLIX NPO-
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Puc. 2. MakponpenapaT y4aneHHOro 1eBoro Haanoyey-
HUKa.

M3BOAHbIX KaTEXONaMWHOB (HOpMeTaHebpuH -
830 mkr/cyT (Hopma 30-445 mkr/cyT), MeTaHedPUH —
1481 mkr/cyT (Hopma 20-345 MKr/cyT)), 4TO cBUAe-
TENbCTBYET O HAMYMUU PeOoXpoMoLMTOMBI. s noa-
roTOBKM K OrnepaTMBHOMY BMeLLATenbCTBY Oblsio
npoeeeHo nedyeHue anbda-agpeHobnokaTtopamm
(Kapoypa 16 mr/cyT) onst UCKIIOYEHUS BOSHUKHOBE-
HUS HEYNpaBASEMON reMOANHAMUKL MPU yOANEHUN
xpomMapPUHHOM onyxonu. Onsa CHUXEHUS SBAEHUN
rMNepPKoOPTMLM3MA KETOKOHA30/1 He Ha3Ha4varncs, Tak
Kak 0OHApPY>XEHO CYLLLECTBEHHOE MOBbLILLEHNE aKTUB-
HOCTM MNEYEHOYHbIX PEPMEHTOB, YPOBEHb KOTOPbIX
ONIUTENbHO COXPaHSAICS NOBbILLIEHHBIM, HECMOTPS Ha
npoBefeHne renatonpoTekTopHon Tepanuun. [pu-
HATO peLleHne HasHaumTb MudenpuctoH B no3e 400
M €XeOHEBHO AJI1 CHUXEHUS KIIMHUYECKUX MPOSB-
NeHuin rmnepkopTuumama (npuHat FDA onga cumnTo-
MaTU4EeCKOro JIe4eHNs rMnepkopTULM3Ma B coveTa-
HUN C BTOPUYHBLIM AnabeTom).

Y nauveHTkn annTenbHOEe BPEMS COXPaHSInCh
cybdpebpunbHaa TemnepaTypa, obulee Hegomora-
Hue. Mo AaHHbIM KIMHMKO-NnabopaTtopHoro obcneno-
BaHWs1 OINTENbHO CYLLLECTBOBAST KOMIMIEKC U3MEHe-
HUWI, XapakTepHbIX 47159 CMHOPOMa CUCTEMHOM BOCcMa-
nntenbHom peakumn: CPB - 45,8 mr/n (Hopma
0,00-5,00 mr/n), CO3 - 79 mm/4 (Hopma 2—20 MMm/4)
6e3 nelikounTosa (ypoBeHb nenkoumtos 6,9 - 10%/n),
runeppunbpuHoreHemuns. MNpoBeneH CTaHOAPTHLIN
MOUCK ovara XpoHwu4eckon mHoekuun. lMaymeHTka
KOHCYnbTUpOBaHa cneumanuctamm (JIOP, ctomaTto-
J10T, TMHEKONOor). BbINOMHEHBI MHCTPYMEHTasIbHbIE
nccnepoBaHna (MCKT opraHoB rpyaHoOi KNneTkw,
Y3W opraHoB OPIOLLIHOM MONOCTM, Manoro Tasa, yib-
TpasrykoBas gonnneporpadus (Y3OI) BEH HUXHUX
KOHe4yHocTen). [aHHbIX 3a BO3MOXHbIA MCTOYHUK
bOpMUPOBAHNSA CUCTEMHOIO BOCMANUTENBHOIO OT-
BeTa HE MOJIy4EHO.

Huka. CneBa — 3400poBas TkaHb (KOopa HaAMno4YeyHuKa),
cnpasa — TKaHb GEOXPOMOLMTOMBI (OKpaLIMBaHME rema-
TOKCUJIMHOM M 303MHOM, yBenuyeHune B 10 pas).

Bbina gocTturHyta Hopmokanuemus. Ha ¢oHe
NPOBEAEHUS renaTonpoTEKTOPHOM Tepanuu No AaH-
HbIM OMOXMMMNYECKOrO aHanmM3a KPOBU OTMEYaeTcs
HOpManM3aums YPoBHSA NeYyeHOYHbIX TpaHCaMu1Has.

YuynTbiBas TAXECTb COCTOAHUSA OONBHOW, Hann-
ynme OOBLEMHOro rOPMOHasNbHO-aKTUBHOIO 06pa3o-
BaHWNS BbICOKOW MJIOTHOCTWN B IEBOM HAZMNOYEYHUKE,
MO XXM3HEHHbIM NOKa3aHWsSM NOCne NOArOTOBKM alb-
da-agpeHobnokaTtopamy B TedeHne 2 Hen nog 00-
Len aHecTe3ven npoBefeHa fanapockonuyeckas
NIEBOCTOPOHHASA afApeHanakToMus. YoaneH aTtpo-
GUYHBIV HaONOYeYHWK, pacniacTaHHbli Ha 0b6paso-
BaHUM pa3mepoM 3 x 5 cM. Ha paspese onyxonb ce-
pPO-BULLHEBOrO LBeTa (puc. 2).

B nepsble nocneonepaunoHHbIE CYTKN YPOBEHb
AKTTI B 8:00 — 1 mr/mn (Hopma 7,0-66,0 mr/mn), no-
SABUNVNCb NPU3HAKM HaaMo4Ye4HMKOBOM HegoCTaTou-
HOCTW (BblpaxeHHas cnabocCTb, TOLHOTA, CHUXEHME
A no 80/40 mm pT. CT.), KYyNMMPOBaHHOM NpenapaTta-
MW C MIOKOKOPTUKOUOHOM aKTUBHOCTbLIO, B PAHHEM
nocneonepauoHHOM NepUOAE C LLeNblo Nogaepxa-
Hua ALl B LeneBoM gvanasoHe NoaK/toyeHbl npena-
paTbl nodamMuHa.

lMocne onepaunn HOPManM3oBasiCs YPOBEHb
MeTaHePpPUHOB, HOpMEeTaHePPUHOB B CYTOYHOMN MO-
ye. B nepBbIli XXe AeHb Noce onepaTnMBHOro BMeLLa-
TenbCTBa B CBA3W C TEHAEHUMWEN K TMMorimkeMmnm
OblIN OTMEHEHbI aHANOMM UHCYIMHOB OANTENIbHOrO
N YNbTPaKopOTKOro OencTBus, Ha dOoHe 4ero ypo-
BEHb [MMKEMWUU, NO AAHHbIM PEryAsiPHOro CaAMOKOH-
Tponsl, HaTowak — He Gonee 5,5 mMmonb/n, 4yepes
2 yaca nocne egbl — He 6onee 7,5 MMonb/n.
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Puc. 4. /IMMyHOrMCTOXMMMYECKMA Npenapar C XpPOMO-
rpaHmHomMm A. CneBa — 300poBas TkaHb, CNpaBa — TKaHb
beoxpoMoLMTOMBI. a — yBenmdeHune B 5 pas; 6 — ysenunye-
Hue B 10 pas.

Mo AaHHbIM TMCTONIOMMYECKOr0 MUCCNefoBaHus
yOaneHHoro obpa3oBaHmsa UMeeTcst GeOoXpoMOoLUNTO-
Ma 6e3 NPU3HaKOB MHBA3MBHOIO POCTA, B COYETAHUM
C MUKPOY3/10BOM rmnepnaasuen Kopbl Haano4e4Hm-
Ka (puc. 3). Mpwn npoBefeHNN UMMYHOIUCTOXUMUYE-
CKOro WMCCNeaoBaHVs BbISIBJIEHA MONOXUTENbHAS
aKcrnpeccus xpomorpaHnHa A (puc. 4), cmHantopu-
3uHa (puc. 5), oyarosas akcnpeccua S100, eamMHUY-
Hble kneTkn akcnpeccupytoT AKTE (puc. 6); akc-
npeccun KPI, untokepatnHoB A1/3 un Ki-67 knetka-
MW OMyXON HE OTMEYEHO.

[MocneonepaunoOHHbIM NMepuoa  OCIIOXHUACH
NMpPaBOCTOPOHHEN MPUKOPHEBOW OPOHXOMHEBMOHM-
€li, N0 MOBOAY Yero NPOBOAMIACH KOMOMHUPOBAH-
Has aHTubakTepuanbHasa Tepanua npenaparamu 13
rpynnsl LedanocnopuHoOB 3-ro MOKOJSIEHNS N METPO-
HMOA30/10M C YAOBAETBOPUTENBHBIM 3D EKTOM.
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dunamHom. Cnesa — 300pOBas TkaHb, cnpasa — TkaHb deo-
XpoMoumToMsbl (yBenunyeHne B 10 pas).

5 A AR S LA
Puc. 6. VimmyHornctoxmmuyeckuii npenapat ¢ AKTT.
EpnHnynbie knetkn (MeHee 30%) npoayumpytot AKTE
(KkopryHeBOe okpalunBaHue). a — yBenmyeHne B 10 pas;

6 - yBenunyeHue B 20 pas.
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Takmm 00pa3oM, 0COOEHHOCTbLIO NPOsiBIE-
HUS HEOXPOMOLIUTOMBI Y AAHHOMN MaUUEHTKN
OblI0 OTCYTCTBUE KJIMHMYECKMUX MNPOSIBIIEHUIA,
XapakTepHbIX OAs OaHHOro 3aboneBaHus, On-
HaKO NpeBannpoBana KNnHn4eckasa cumnToma-
TUKa TUNepkopTUUM3Ma, XxapakrtepHas ons
AKTI-akTONMYEeCKOro cnHapoma: yrnopHas ru-
nokanmemMusa, CTepoudHbii anabeT, CHuxXeHune
MaccChl Tena, XxapakTepHas runepnurmeHTaLms,
ObICTPOE MPOrpeccupyolee Te4eHne C BbICO-
ko npoaykumnen AKTIT n kopTnsona.

Mo maHHbIM nuTepaTtypbl, AKTI -akTonnyec-
KN CUHOPOM, BbI3BAHHbLIN (PEOXPOMOLMTOMON,
yauie MMeeT AJIMTENbHOE TEYEHME C TUMUYHbI-
MU 019 TUnepkopTuumamMa  KIMHUYECKUMN
nposieneHuamu [3]. OgHako TpebyeT ocoboro
BHMMaAHUA CYOKIIMHNYECKNI BapuaHT 3TOro 3a-
6oneBaHus, KOTOpbIA BCTpedaetcs y 5-20%
O0NbHbIX. 3HAYUTESIBHO Yallle Y 3TUX NaLMEHTOB
BbISIBASIIOTCS M30bITOYHAA Macca Tena, apTepu-
anbHas rMnNepTeH3unsl, caxapHbii guabeT, pe-
NPOAYKTUBHbIE PACCTPOMNCTBA M OCTEONOPO3
[14, 15]. B 1,5% cny4aeB CyOKIMHUYECKUNA
CUHAPOM KyliMHra nepexogut B pa3BepHYTbIN
cuHApoM KyllinHra B Te4eHne roaa, B Te4eHme
5 net HabnogeHnsa — y 25% 6onbHbIX. Hannune
KIMHNYECKUX MPOSABAEHUA FMMNEPKOPTULM3MA
HEeobX0AMMO UCK0YaTb B KaXA0M cnyyae 00-
cnefoBaHusa naumeHta ¢ obpas3oBaHMEM Hapj-
noye4yHuka [16].

PaHHee omnarHocTupoBaHne hpeoxpomMoum-
TOMbI UK cuHapoma KywimHra TpebyeT oT Bpa-
ya HacTopoxeHHocTu: AKTI -cekpeTupytoLwas
deoxpomMoumToMa ABAFETCS PeaKmnM, HO BaX-
HbIM MCTOYHMKOM OSKTOMMYECKON MNPOAYKLUN
AKTT [17], a onepaTnuBHOE BMELLIATENbCTBO Ha
OAaHHOI OMyX0osIM MOXET MPUBECTU K Pa3BUTUIO
r’MNEPTEH3MBHOINO WAW HaAMNOY€4YHUKOBOIO
Kpu3a. K coxaneHuto, npu gmarHoCTMpoBaHUn
y naumeHta GEeOoXpoOMOLUTOMbI OaneKko He
B K&XA0M CJly4ae NpoOBOANTCS CKPUHUHI Ha 3K-
TOMMYECKYIO0 FOPMOHasbHyto cekpeuuto [18].

AKTI-akTONMYeckmn cuHppom, oBycnoB-
JIEHHbIN PEOXPOMOLINTOMOMN, N3OLITOYHOM NPO-
OyKUMENn KaK KaTexonaMuHOB, Tak 1 KOPTU30a,
aCcCoUMMPOBAH C MOBbILLEHHBIM PUCKOM KPOBO-
TEeYEHMs, 4YTO OCJIOXHSIET NPOBeAEHMe onepa-
TUBHOIMO BMELLATENBbCTBA: MMMNEPKOPTU30NN3M
NPUBOANT K XPYNKOCTWN TKAHEN, a Oniokaaa kaTte-
XOJJaMMHOB BbI3blBaeT Basogunataumio [18].

JaHHbI paKkT NUWHNIA pa3 NoATBEPXOAET He-
00X0OMMOCTb NMPUCTANIbHOrO0 BHUMAHUSA U TLUA-
TENbHOI0 CKPUHUHIra 60/bHbIX C PEOXPOMOLLM-
ToMoW / AKTI -3KTONNMYECKNM CUHAPOMOM, 00yC-
NOBNEHHbIM 0Opa30BaHMEM B HAAMOYeYHUKAX.
HepnoobcnepoBaHne naumeHTa MOXeT npuBe-
CTW K Pas3BUTUID TAXENENWNX OCIIOXHEHWUN
B MHTpa- 1 nocneonepaumMoHHOM nepunoaax.
Kak npaBwuio, Npm 3KTONMY4eCKOM CUHOPOME
KyLinHra npmmeHsieTcsa ABYCTOPOHHSSA nanapo-
ckonunyeckasn agpeHanaktomus [19, 20]. Bbino
rMnokKasaHoO, 4YTO AaHHbIA BUA, NEYeHUs accoum-
MPOBaH C BbICOKMM YPOBHEM BbIXMBAEMOCTU
naumneHToB 1 6naronpuATHBIM Ucxoaom [21].

3aKAIO4YEeHue

B ctatbe npeacraBneHo ONMCaHne KJIMHU-
4eCKoro cnyydas guarHOCTMpPOBaHUA HEOoXpo-
MoumMTOMbI, npoayuupyowen AKTI OuarHos
Obln NOCTaBNEeH Ha OCHOBaHUM Pe3ynbTaToB
OMOXMMNYECKOrO UCCNeaoBaHMA, a Takke Mop-
d0onornyeckoro uccnegoBaHus, NPOBELEHHOMO
rnocne onepauun. Ha goonepaumoHHOM aTane
ype3BblYaMHO C/IOXHO A0CTOBEPHO MOCTaBUTb
MPaBuibHbIA AMArHO3, TakK KakK KJIAMHUYEecKune
dEeHOTUNbI NAUMEHTOB C AaHHbIM 3ab0neBaHu-
€M BeCbMa pPasHo0OpasHbl, a TUMUYHbIE NPU-
3Haku cnHgpoma KylumHra n peoxpoMounToMbl
Janeko He Bcerga npucyTcTByoT. Kpome Toro,
HEKOTOpble CUMMNTOMbI cuHAapoma KylumHra saB-
NAI0TCS Hecneun@uyHbIMU U BCTpeYatoTcs npu
OPYrmx HO30/0rmnsaX, Taknx Kkak meTtabonmyec-
KN CUHAPOM U OXMpeHue [17].

JaHHOe mnccnenoBaHue SICHO OEMOHCTPU-
pyeT TOT ¢dakT, YTO TOJIbKO KOMMIEKC BCEBOS3-
MOXHbIX AAHHbIX KIIMHNYECKNX, ONOXMMUNYECKUX
M NIy4eBbIX METOO0B AMArHOCTUKN MOXET AaTb
BO3MOXHOCTb OOHapyXuUTb NEPBOUCTOYHUK
akTonuyeckon cekpeumm AKTT, a Takxke no3Bo-
N9eT YCMNELWHO BbIIBUTb AaxXe Takue peakue
clny4am, Kak co4dyeTaHme ¢HeoxXxpoMoLUTOMbI
C akTonu4yeckor npoaykuyen AKTI [2].

Ob6beanHaa Bce BbillecKa3aHHOE, BaXHO
OTMEeTUTb, YTO PaHHAS OMArHOCTUKA U BCECTO-
POHHMI aHann3 3aboneBaHns TPebyOT OT Bpada
HaCTOPOXEHHOCTU, NPU 3TOM HEOOXOANMO Y4u-
TbiBaTb NabopaToOpHblE AAHHbIE, KIMHUYECKNE
0COBEHHOCTK, a TakXke pe3ynbTaTbl BU3yanm3u-
pylowmMx MeToaoB NCCeA0BaHUSA, YTO B Nnochne-
OyloueM NpuHeceT CBOU NJioabl.
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