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PE3IOME

3rioKka4ecTBEHHbIE OMYXONM HAAMOYEYHUKOB, Takie Kak agpeHoKopTUKanbHbIi pak (AKP) u 3nokavecTBeHHas deo-
xpomouuToma (3PXL), nmetoT 0cobo arpeccuBHoe TeyeHne, 0OYCNOBNMBALOLLEE BLICOKYIO NETaNbHOCTb Y AaHHOM
KaTeropuun nauueHTos, 0cobeHHO Ha No30HUX CTaanax 3aboneBaHns. B cBA3n ¢ 9TUM CyLllecTByeT CTaTUCTNYECKK
3Ha4umasa pasHuua B BbIX1BAEMOCTHU 00nbHbIX B 3aBUCUMOCTU OT CPOKOB BbIABMEHUA U Ha4Yana neyeHuna.

Llenb uccnepoBanus. AHanus pe3ynbTaTtoB XMPYPru4eCKoro neyveHns 60MbHbIX onyxonaMu Haano4e4HUKOB.

NaunenTbl U MeToAbIl. 55 nauueHTam B BospacTe oT 17 go 75 net (meanana — 50 + 13 neT) ¢ nepBUYHBIMK ONy-
XoneebiMu 06pa3oBaHMAMM HagnoveyHukoB B nepuog ¢ 1999 no 2014 rr. B otaeneHun onkoyponori MHUOWU
um. M. A. TepueHa npoBeAeHO Xupyprudeckoe nevenue. 18 agpeHanakromuii (32,7%) BbINOMHEHbI nanapockonuye-
ckum pgoctynom, 36 (65,5%) — oTkpbiTbiM, 1 (1,8%) — BugeoaccucTupoBaHHbiM. Cpeaun HUX: 3abprownHHas numd-
aIEHIKTOMUS C MNcUnaTepanbHON CTOPOHBI BbinonHeHa B 14 (25,5%), kom6GuHMpoBaHHbIe onepauumn ¢ pesekunen
cocefHnx opraHoB — 7 (12,7%), TPOM63KTOMNS C pe3eKumeis HuxHel nonol BeHbl — B 3 (5,5%) cnyyasx. MegnaHa
BpemeHu onepauuin coctasuna 100 + 73 MUHYT, Npyu OTKPBITBIX XMPYPritdeckux BMeLwatenscteax — 183 + 55 MuHyT,
nanapockonuyeckux — 60 = 30 muHyT. O6BEm kposonoTepu — 300 + 1136 mn. Mo AaHHLIM NNaHOBOrO MOpOonoru-
yeckoro uccnenoBaHus, y 24 (43,6%) naumeHToB onyxonu uMenu 4oBPoKaveCcTBEHHBIN XapakTep, Y ocTanbHbix 31
(56,4%) — 3noka4eCTBEHHBIN.

PesynbTatbl. OTganeHHble pes3ynbTathl yaanoch npocneants y 84% 6onbHbix B rpynne AKP. Bpems HabmogeHns
3a bonbHbIMM BapbupyeT oT 2 fo 167 mecaues, ¢ MeanaHon 64,5 (IQR 22-111) mecaues. MegunaHa Beik1BaemMocTy
6e3 nporpeccupoBaHns U 5-neTHsas obwas n onyxonecneuuduyeckas BbixuBaeMocTn coctaBunm: | ct.— 93 mec
167 +13%, llct.—30 mecn 75 £ 21%, lll cT.— 18 Mmec n 67 £ 27%, IV c1.— 10 mec 1 25 + 21%. Bpems HabnogeHns
3a bonbHbiMK ¢ 3GXLL BapbupyeT oT 12 o 102 mecsues, ¢ megnaHoi 60 (IQR 18-102) mecsues. MeanaHa Bbixu-
BaemocTy 6e3 nporpeccupoBaHnus coctasuna 26 (IQR 15-38) mecaues, 5-neTHss obwas u onyxonecneuuguyeckas
BbXMBAEMOCTH cocTaBunm 33 + 27%.

3aknioueHune. B HacToslee BpeMs OCHOBHOM 3afjayelt sIBNSETCA BbiSBIEHWE M ONepaTUBHOE NeyeHue 3fokade-
CTBEHHbIX ONMyXOnei HaaNoYeYHNKOB Ha paHHUX CTaausx 3a60NeBaHus, YTo NO3BONSET YyYLMTb pesynbTaThl 6e3-
peLuanBHoii 1 obLelt BbbkBaeMOCTU. [0 HaleMy MHeHUIO, LienecoobpasHo paclumpeHie NokasaHuit Kk oGbemam
XMPYPrUYeCcKOTO NEYEHUS MIPU NEPBUYHO BbISIBNEHHBIX TEHEPANM30BaHHbIX (hopMax C HanuuMeM CONMTapHbIX MeTa-
CTa30B, a TakKe aKTUBHas XMpyprudeckas TakTiKa Npu NporpeccMpoBaHUM OMyXoneBoro npovecca.
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ABSTRACT

Malignant adrenal tumors such as adrenocortical cancer (ACC) and malignant pheochromocytoma (MPCC) have
a particularly aggressive course, leading to higher mortality in these patients, especially in the later stages of the
disease. In this regard, there is a statistically significant difference in survival of patients, depending on the time of
detection and initiation of treatment.

Purpose. Analysis of the results of surgical treatment of patients with adrenal tumors.

Patients and methods. 55 patients aged from 17 to 75 years (median 50 + 13 years) with primary tumor neoplasms
of the adrenal gland underwent surgical treatment in the period from 1999 to 2014 in the Department of Onco-urology,
P. Hertsen MORI. 18 adrenalectomy (32,7%) completed laparoscopy, 36 (65,5%) — open access, 1 (1,8%) — video-
assistance. Among them, retroperitoneal lymph node dissection with ipsilateral hand made in 14 (25.5%), combined
operations with resection of adjacent organs - 7 (12,7%), thrombectomy with resection of the inferior Vena cava — 3
(5,5%) cases. The median time was 100 + 73 minutes in open surgical procedures — 183 + 55 minutes, laparoscop-
ic — 60 £ 30 minutes. The volume of blood loss — 300 £ 1136 ml. According to the routine morphological studies, 24
(43,6%) patients the tumor were benign, the remaining 31 (56,4%) — malignant.

Results. Long-term results have been traced in 84% of patients in group with ACC. The observation time for pa-
tients varied from 2 to 167 months, with a median of 64.5 (IQR 22-111) months. Median survival without progression
and 5-year overall and tumor survival was: | stage — 93 months and 67 + 13%, Il stage — 30 months and 75 + 21%,
Il stage— 18 months and 67 £ 27%, IV stage — 10 months and 25 + 21%. The observation time for patients with
MPCC varies from 12 to 102 months, with a median of 60 (IQR 18-102) months. Median survival without progression
was 26 (IQR 15 to 38) months, 5-year overall and tumor survival was 33 + 27%.

Conclusion. Currently, the main objective is the identification and operative treatment of malignant tumors of the
adrenal glands in the early stages of the disease, which allows to improve the results of relapse-free and overall
survival. In our opinion, it is appropriate extension of the indications for volumes of surgical treatment for primary
generalized forms identified with the presence of solitary metastases, and active surgical tactics in the progression
of neoplastic process.
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BHegpeHne COBpeEMEHHbIX BU3yanu3auMOHHbIX METOLO0B
3a nocnegHve HeCcKornbKO AECATUNETUA NMPUBENO K yBenuye-
HUIO BbIsIBNEHUSA nHungeHtanom [1, 2]. Mo gaHHbIM KOMMbO-
TEpHOW ToMorpadun, MX pacrnpoCTpaHEHHOCTb COCTaBMseT
ot 0,3 0o 4,4% (B cpeagHem 0,6%), 1 3TOT NokasaTenb yBenu-
ynBaetcs ¢ Bo3pactom. B 85-90% cnyyaeB nHUMAEHTanombl
SIBMSIOTCH OAHOCTOPOHHMMMU. [pn nccnegoBaHUM ayTONCUIAHO-
ro matepuana onyxonu Haano4Ye4YHVKOB BbISIBISOT B CpeaHEM
y 2% 6onbHbIx (oT 1,0 go 8,7%). YacTtota ux obHapyxeHus
YBENMUYMBAETCS C BO3PaCTOM, @ Takxke Npu OXUPEeHWM, caxap-
HoM Ounabete W apTepuanbHol rmnepTeHsun [3-5]. B TkaHu
HaZno4Ye4YHNKa NepBUYHbIE 31TOKAYECTBEHHbBIE OMYyXONnu MOryT
ObITb MpeacTaBneHbl agpeHokopTukanbHeiM pakom (AKP),
WCXOAALLMM U3 KOPKOBOIO CIOSI, U 31TI0Ka4eCTBEHHOW heoxpo-
moumTomon (3P XLL), obpasytoLericst 3 mosrosoro crios. Oba
BMOA ONyXoren SBNAITCA KparHe peakumu: 3abonesaeMocTb
AKP coctaBnset =0,5-2 cnyyast Ha 1 MnH. HaceneHus B rogd,
a peoxpomorimtomont (PXLL) =2—8 Ha 1 MH., NpK 3TOM TONbKO
10—-17% 13 HUX SABNAIOTCA 3NoKa4YeCcTBEHHbIMU [6, 7].

B cTpykType oHkonorudeckon 3abonesaemoctu Poccuit-
ckon Penepaumn 3nokavyecTBeHHble HOBOOOpa3oBaHWS Hag-
MOYEYHMKOB HE BblAeNeHbl B OTAENbHYIO FPyny B CBA3M C TEM,
YTO OTHOCATCA K OpdhaHHbIM 3aboneBaHnsmM [8].

AKP sBnsaetcs pegkon, oO4eHb arpeCCMBHON 3110Ka4YeCTBEH-
HOW ONyXomnbk KOpbl HagmnoveyHwka. HecmoTps Ha TO, 4TO
JaHHble OMyxonu MoryT GbiTb FOPMOHaNbHO aKTUBHbIMU, 6O-
nee 4yem B MOSIOBMHE CIlydaeB OHW MpOTEKaloT GeccMnToM-
Ho. HekoTtopble (okono 30%) G6onbHble OTMeYaloT NoxyaeHne,
6onM B COOTBETCTBYIOLLEN MOMOBMHE XXMBOTA, MOBbLILLEHUE
TemnepaTypbl Tena [9].

OXL aBnaTcs KaTexonammHnpoayumpyowumMmn HeMposH-
OOKPVHHBIMU OMYyXONsiMK, pasBMBaloLLMMUCA U3 XpomaddpuH-
HbIX KIETOK MO3rOBOrO CIOsi HAAMOYEYHMKOB NN HEHaAMOYeY-
HMKOBbIX XpOMadPUHHBIX KNETOK (NaparaHrnnoMsl). YacTtoTa
®XL, BospactaeT go 0,5% y naumMeHTOB C HanM4Mem aprTepu-
anbHou runepTeH3umn un Bctpedaetcd B 4% WH. o 30% cnyya-
eB OXL| cBs3aHbl C HacneacTBEHHbIMU 3aboneBaHUAMN: CUH-
OPOMOM MHOXXECTBEHHbIX 3HAOOKPUHHbLIX Heonnasun (MOH) II
Tuna, 6onesubto Mnnens—/nHaay, CMHAPOMOM NaparaHrnmno-
Mbl-cheoxpomounuTomsbl [10, 11].

HecMoTpa Ha 6GeccMMNTOMHbIA XapaKTep TeYeHus ony-
Xonew HagnoyeyHvka, B HEKOTOPbIX CIyyasix KIMHUYecKue

nposieneHust AKP mMoryT ObiTb 06yCroBneHbl rmnepcekpeLmen
rOPMOHOB UNW NPOrPECCUPYIOLLMM POCTOM OMyXOnu 1 caaB-
neHneM cocegHux CTPYKTYp. [lonsa cekpeTmpyowmx onyxonen
coctaenseT oT 25 go 70% [2, 5]. OueHka ropmMoHanbHOW ak-
TMBHOCTM OMyXONN MOXET CBUAETENLCTBOBATL O NOTEHLUMArb-
HOW 3110Ka4eCTBEHHOCTUN BBMAY TOr0, YTO A0OPOKAYECTBEHHbIE
ONyXosnn, B OTNINYME OT 31I0KAYECTBEHHbIX, CEKPETUPYIOT Yallle
OAOVH TvN ropmMoHoB [12].

B 2005 r. EBponevickas paboyas rpynna no udy4yeHuto ony-
xonew HagnoyeyHnkoB (ENSAT) npegnoxvna anroputm uc-
cnepoBaHUSA rOpMOHarnbHOM aKTUBHOCTY OMyXonen npuv nogo-
3peHun Ha Hanunyne AKP, koTopbin onncaH B Tabnuue 1 [13].

MoBbIWEHME Cekpeunn KOpTU3ona, B COYETaHMU C yBenu-
YEHHON cekpeLmen aHaporeHoB nnm 6e3 Hee, ABNSETCS Xapak-
TepHbIM Npu3HakoM yHkumoHupytowlero AKP n BcTpevaetcs
B 85% cniyyaeB [14]. MNpu nccrnegoBaHnn YpoOBHSA METUNNPO-
BaHHbIX NPOM3BOAHbIX katexonamuHoB (MIK) ¢ ueneto gna-
rHocTnkn XLl 4yBCTBUTENLHOCTb MNOCNEedHeln cocTaBnseT
100%, cneuudmyHocTb — 95,5%, a HWKHAS rpaHuua JoBe-
PUTENBHOIO AMArHOCTUYECKOrO MHTepBana 3HayYeHUn CyTou-
HOW 3KcKpeuun cocTtaenseT 714 MKr/cyT ans MeTaHedpuHa
n 1500 mkr/cyT ana HopmetaHedpuHa [15, 16].

Mpn pasmepe HaOMOYEYHMKOBBLIX WHLUMOEHTaNoOM MeHee
4 cM 1 HanuuMm JOGPOKaYECTBEHHbIX OMyXOmnen, No AaHHbIM
ny4yeBbIX METOAOB AMArHOCTUKM, MOKAa3aHO AUHAMUYecKoe
HabrogeHne ¢ exerogHblM UCCregOBaHUEM FOPMOHanbHOro
cratyca. B cnyvae yBenuyeHus guametpa onyxonu Ha 1 cm
B TedeHue HabrogeHns 1 NosIBNEeHNs rOpMOHanbHOW aKkTuB-
HOCTW, HEOBXOAMMO PaCCMOTPETb BOMPOC O XMPYPrnyeckom
neyeHuu.

B 2005 r. Kimura u coaBT. npeanoxunu mopdonormyeckme
KpuTepun 3nokadectseHHocTn ®XL, Bknovawowme B cebs:
rMCTONOMMYECKUI TUM, KNETOYHYIO NNOTHOCTb, Hanuume koary-
NSAUMOHHOrO HEeKpo3a, COCYAMCTON/KancynbHOW NHBa3uu, ypo-
BeHb akcnpeccun Ki-67 n Tun npogyLmpyemMoro karexonamu-
Ha. Takke asTOp npegnaran AvddepeHuMpoBaTb OMyxonu
Ha BbICOKO-, yMEPEHHO- U HU3koauddepeHLMpoBaHHbIE TUMbI
[17].

[nsi oueHKN 3MoKa4yecTBEHHOro MoTeHumMana agpeHoKop-
TUKanbHbIX OMyXOrei B HACTOsILLee BPEMSI UCMOMb3YHOT ABE
cuctembl, npeanoxeHHole Weiss u van Slooten. CornacHo cu-
cTteMe, npeanoxeHHon Weiss, oueHuBatoTcst 9 MUKpOCKonuye-

Ta6nuua 1. Anroputm MccnefoBaHKUA FOPMOHaNbHOW aKTUBHOCTM ONyXonei npu noao3peHun Ha Hanuume AKP (ENSAT, 2005 r.)
Table 1. Algorithm of investigation of hormonal activity of tumors when AC is suspected (ENSAT, 2005)

rOpMOHaJ’I bHasA akTUBHOCTb

MoBBbILLEHWE YPOBHS MIOKOKOPTUKOWAOB (Kak MUHUMYM B 3 13 4 UCCTeZloBaHMIA)

=TecT Ha noaaeneHue aekcameTasoHa (1 mr, 23:00)
=OnpegeneHne ypoBHst CBOHOAHOIO KOPTU30Ma B CYTOYHON MOYe
=MccnenoBanme 6a3anbHol CekpeLi KOpTU3ona B CbIBOPOTKE
*/ccnenosanve 6asanbHol cekpeuyn AKTI B nnasve

VccrenoBaHiue nonoBbIX FOPMOHOB M X MPEKYPCOPOB

=[Ir'3A-C (cbiBopoTka)

=17-OH-nporecTtepoH (CbiBOpOTKa)

*AHOPOCTEHAMOH (CbIBOPOTKA)

=TecToCTEPOH (CbIBOPOTKA)

=17-6eTa-3cTpagmon (CbIBOPOTKA, TOMBKO Y MYXUWH U KEHLLMH B NOCTMEHONAY3€)

[NoBblweHne YPOBHA MUHEPaNOKOPTUKOUA0B

=Kanwi (ciBOpOTKa)
=COOTHOLLEHWE aMnbAOCTEPOH/PEHNH (TOMBKO Y NaLMEHTOB C apTepuarnbHOiA runep-
TEH3Uei MMnN Hanu4MeMm runokanuemuin)

MckntoyeHne heoxpoMoLMTOMbI

=/lccneoBaHne YpoBHS KCKpELMK KaTexonamMinHoB Unu obLuero MeTaHedpuHa B
CYTOYHOI MoYe
=Merta- 1 HopmeTaHedpuH (Nnasma)
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CKUX KpPUTEPUEB, KaxabI U3 KOTOPbIX OueHuBaeTcsa B 1 6ann
(tabn. 2). Npu Habope 3 Gannos n Gonee no wkane Weiss
BbicTaBnserca gunarHo3 AKP. Aubert npegnaraet cratuctnye-
Ckv MoanduLmMpoBaHHyto Lwkany Weiss, B KOTOPYHO BKITHOYEHbI
TOMbKO CaMble HaEXHbIe, MONyYeHHble NyTeM aHanunsa 49 ag-
peHoKopTUuKanbHbIX onyxonen. Mo cucteme van Slooten oue-
HMBAIOTCA 7 MUKPOCKOMUYECKUX NapaMeTpoB, Kaxablh U3 Ko-
TOpbIX MMEET CBOE ANCKPUMUHALMOHHOE 3HadveHue (Tabn. 3).
McTonornyeckun nHaekc >8 KoHCTaTUpyeT BbICOKMIN 3rioKkave-
CTBEHHbIN noTeHuman onyxonu [18-20]. 3Tu kpuTepum goka-
3anu cBo adpekTMBHOCTL B oueHke AKP 1 ageHom, Takke
OHW HENOCPEACTBEHHO CBSI3aHbl C BbXKMBAEMOCTbIO NpU MeTa-
ctatnyeckom AKP [21].

Mpu HekoTopbIX MopdOonornyecknx opmMax HEBO3MOXHO
OOHO3Ha4YHO CyauTb O XapakTepe onyxonu. B atom cnydae
Ha NOMOLLb NPUXOAMT anbTepHaTMBHasA CUCTEMA, OCHOBaHHas
Ha OLeHKE OCHOBHbIX (6OMbLUNX) M BTOPOCTENEHHBIX (Manbix)
KpuTepues (Tabn. 4).

EQvHCTBEHHBbIM paguKanbHbIM METOLOM NeYeHus 3rokade-
CTBEHHbIX OMyXonern Hagno4YevHnKa SBNseTCA XMpypruyeckum.

MATEPWAIbI U METObI

Mon HabniogeHvem Haxogunucb 55 6GonbHbIX C nep-
BUYHBIMW  OMYXONAMWU HAAMNOYEYHUKOB, KOTOPbIM B Mepu-
og ¢ 1999 no 2014 rr. B otaeneHun oHkoyponorum MHUON
um. . A. F'epueHa ObINo NPOBeAEHO XUPYPruyeckoe neveHmne.

Mocne onpoca u dusnkanbHoro obcnenoBaHusi GonbHLIM
npoBoaunu nabopaTtopHble M MHCTPYMEHTanbHble MeToAbl WC-
cregoBaHusl, BKIoYatoLme B cebsi KoMNbTEPHYI0 TOMorpaduio
(KT) c BHYTPMBEHHBLIM KOHTPACTHbIM ycuneHuem (c obsizartens-
HOW OLEHKOW MpOoLEeHTa BbIMbIBAaHUSI KOHTPACTHOIO BeluecTsa
B OTCPOYEHHyo ¢hasy), MarHUTHO-PE30HAHCHY Tomorpaduio
(MPT), a B HEKOTOpbIX CrnyyasiX, AN OLEHKN 3MoKa4ecTBEHHO-
ro noteHumana Onyxonu, No3uTPOHHO-3MUCCUOHHYIO TOMOrpa-
dwuio ¢ 18F-cpropaesokcurniokoson (18F-PAI MIT/KT) ¢ norpa-
HWYHbIM 3HaveHnem SUVmax = 4. Takke B nocnegHee Bpems
uccnegoBany ropMoHanbHbIM Npodunb (TeCT Ha nogasrneHue
nekcametasoHa (1 mr, 23:00), onpegeneHune ypoBHsi CBOGOAHOIO
KOpTM30na M MEeTUNMUPOBAHHbIX MPOU3BOAHBIX KaTexonamuHoB

Ta6nuua 2. OueHka onyxonei Haanoye4Huka no cucteme Weiss u moandmumpoBaHHON Wkane
Table 2. Evaluation of adrenal tumors according to the system of Weiss and modified scale

Cuctema Weiss MoguduumposanHas cuctema Weiss

Crenenb saepHon atunmu (Il n 1V)

AN
|

MutoTndeckuit nhaekc 6onblue 5/50 npu GonbLUOM yBEnMYeHUN

ATUNMYECKIE MUTO3bI

25% vnu Bonee CBETMbIX KNETOK
IubdysHas apxutektypa 6onee 1/3 onyxonm
Hanuune Hekpo3os

BeHo3Has nHBasus

CuHycouaanbHas nHBaausi

HBa3ns kancynbl

SISISIS IS IS S S
|

Tabnuua 3. OueHka onyxonei Hagnove4yHnka no cucreme van Slooten
Table 3. Evaluation of adrenal tumors according to the system of van Slooten

'ncTonoruyecknin kputepui [NCKPUMMHALIMOHHOE 3HaYeHne

PerpeccuBHble n3meHeHns (Hekpo3, kposonsnusHue, tnbpos, kanbLmdukaLms) 57

[MoTepst HOpManbHOI CTPYKTYPbI 1,6

fnepHas atunus 2,1
'unepxpomus saep 2,6
HapyLueHue CTpyKTypbl SapbiLLek 41
MuToTnyeckas aktuBHOCTb (22 B 10 nonsix 3peHus npy GONbLIOM YBENWYEHUM) 9,0
KancynbHas u/vnu cocyauctas MHBasms 3,3

Tabnuua 4. Kputepun auddepeHumanbHOM ANarHOCTMKM onyxonen HaanoveyHmka
Table 4. Criteria for differential diagnosis of adrenal tumors

Bonblune kputepun Manble kputepun

*BonbLue 5 MuTo30B B 50 Nonsix 3peHnst npu 6onbLUoM yBenndeHum (x400)
=ATUNNYHBIE MUTO3bI
BeHosHas 1HBa3ns

=bonbLuoi pasmep onyxonu (>100 mm unm >200 r)
=CnuBatoLLmecs Hekposbl

=KancynbHas nHBasus

=CuHyconpansHas MHBaaus

3roKkayecTBeHHbI XapakTep AKP

Hanuuue ofHoro n3 6onbLumx kKpuTepres

Hanuune ogHoro u3 manbix Kputepues nOI’paHVI‘-IHbIVI Xapaktep OﬂyXOl’IVI Hafno4e4HMKOB C HeonpeaeneHHbIM 3110Ka4eCTBEHHbIM

MoTEHLMANom
OHkouuToMa

OtcyTcTare 6oMbLUMX 1 Manbix KpUTEpUEB [loBpokayecTeeHHbIi xapakTep
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B cyTo4yHOM moue). [Nocne ucknoveHus XL, no gaHHbIM rop-
MOHAamnbHOrO WCCNEenoBaHusl, NpY TEXHUYECKON BO3MOXHOCTH,
nauMeHTam BbIMOMHSNM TOHKOUIOMbHYIO acnupauyoHHyo Guo-
ncuto (TUAB) munu Buoncuio nog KOHTPONEM YrbTPa3ByKOBOIO
nccnegosarus (Y3U) ¢ nocnegyolwMmMm LIMTONOMMYECKUM UMK
MOPONOrM4ecknM UCCrefoBaHNSMU COOTBETCTBEHHO.

Jlanapockonuyeckyto agpeHanaKToOMUIO BbINOMHANN Npuy
OTCYTCTBMM pacrnpoCTpaHeHUsi OMyxoreBoro npoLecca 3a npe-
Jenbl HagnodevHuka. B ocTanbHbIX cryvasix NpoBoaunu OT-
KPbITYI0 afpeHanakToMuio, B TOM 4ucre ¢ 3abproLUnHHOM
nuMmdaneHaKToMmUen, TPOMOIKTOMUEN U3 HUXKHEN NOTON BEHbI
(HMB) — npu Hanu4un onyxoneeoro Tpomba n pesekunen co-
CeHVX OpraHoB — MNPV HaNM4Mn MHBa3UN B HUX onyxonu. B no-
crneonepauvoHHOM nepuoge, B Crnyvae MosIBNIEHUss CUMMNTO-
MOB HaMNoO4Ye4YHNKOBOW HEQOCTAaTOMYHOCTH, BONbHbIE Nonyyanu
3aMECTUTENbHYH rOPMOHarbHY Tepanuio.

Onyxonu, npeacraeneHHble AKP, oueHvBanu no wkane
Weiss, 3akntoveHune o 3nokadyectseHHocT ®XL ocyllecTsns-
nn B crnyyae nosiBNeHUs oTaarieHHbIX MeTacTasoB Npu AuHa-
MUYECKOM HabnogeHuu.

Cratuctnyeckue faHHble oueHuBanu npu NOMoOLUM Npo-
rpammHoro naketa STATISTICA 12 (Dell Statistica, wrat Ok-
naxoma, CLUA). ns pacdyeta o6wen BbbkuBaemoctn (OB)
6bIn ncnonb3oBaH MeToa KannaHa—Malriepa. PerpeccuoHHbIi
aHanu3 MHOrOMEepHbIX KOHKYPEHTHbIX PUCKOB UCMOMb30Barcs
ANs BbISBNeHWs hakTopoB, CBA3aHHbIX C 6e3peunanBHON Bbl-
XXMBaAEMOCTbHO.

PE3YNIbTATbI UCCJIENOBAHUA

Mbl Habntoganu 12 (21,8%) Mmy>xunH 1 43 (78,2%) eHLWnHbI
B Bo3pacTe oT 17 o 75 net (MegnaHa — 50 = 13 ner). MNopaxe-
HVe neBoro HagnoyeyHvka otmeyeHo y 35 (63,6%) OonbHbIX,
npasoro — y 20 (36,4%). JleBblli Hagno4ye4HuK Obin NopaxeH
AKP y 15, a npaBblii — y 10 60nbHbIX, 3OXLL — B 3 1 1 cnyyasnx
COOTBETCTBEHHO. ConmTapHble onyxoreBble y3nbl Oblnv BbisSB-
neHbl y 54 nauneHTOB, y oaHOM 13 nauueHTok ¢ AKP Habnoaa-
nn cpasy 3 onyxonesbix y3na (puc. 1, 2).

Tonbko y 10 GOnbHBIX OLEHWBANM ropMOHanbHY0 akTuB-
HOCTb onyxonu HagnodedHuka (AKP — 6, ®XL, — 3, ageHoma

Puc. 1. KomnbtoTepHas Tomorpacpms opraHoB GptoLLHOi nonocTh y
nauueHTkm ¢ AKP npaBoro HagnoyeyHnka, ppoHTanbHas NinockocTb.

Puc. 2. KomnbtoTepHas Tomorpadus opraHos OproLLHOIA nonocTy y
nauneHTKn C afeHOMON NIEBOro HafMoYeYHKa, akeuanbHas nnockoCTb.

Fig. 1. Computer tomography (CT) of the abdomen in the patient with an
ACC of the right adrenal gland, the frontal plane.

Fig. 2. Computer tomography of the abdomen in a patient with adenoma of
the left adrenal gland, axial plane.

Ta6nuua 5. Pacnpepenenne 60nbHbIX B 3aBUCUMOCTH OT MOPGONOrNUeCKoi CTPYKTYpbI ONyXonu
Tab6nuua 5. The distribution of the patients depending on the morphological structure of the tumor

Bug ONyX0nn 1 KONM4ecTso BonbHbIX

311onorus onyxomnu

Bua onyxonm n %
Aperoma 16,4

Onyxonu KOpKOBOTO Crost (Kopbl) KopTtukoctepoma 2 3,7
AKP 25 454
Onyxonu Mo3roBoro cnos Xy S 164
30Xy 4 7,3

Mwenonunoma 3 54

[pyrve onyxomnm NumdbaHroma 1 1,8
'emaHr1o3HgoTENMOMa 1 1,8

lematoma 1 1,8
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kopbl — 1). YpoBeHb kopTusona cpeamn 6onsHbix AKP coctaBun
662,8 + 342,2 (260-1117) Hmonb/n, ypoBHu MIMK y 60mbHbIX
&dXLU: metaHedpuH — 346 £ 1217 (150-2704) mKr/cyTku, HOp-
meTaHedpuH — 879 + 242 (708—-1050) mkr/cyTkn. Cpeau 6 na-
uneHToB B rpynne AKP noBbilWeHe YpOBHSI KOPTU30Na Bbille
pedepeHCHbIX 3Ha4YeHWI BbISBMEHO Yy 3 MauUWEHTOB, B rpyn-
ne 6onbHbix ®XLI nosbiweHne ypoeHst MIMK onpepensnock
y 4 6onbHbIX. Y 4 (16,7%) naumeHtoB ¢ AKP Habniopganvcb
NPOSIBNEHUS NOBbILLIEHHOW NPOAYKLIMM FOPMOHOB KOpbl HAaAMo-
YeyHUKOB B Buae cuHapomMa MueHko—KyLumHra n rupcytmama.

MpepnonepauunonHas TUAB noa koHTponem Y3W Gbina Bbl-
nonHeHa B 6 (11%), TonctouronsHas — B 4 (7,4%) cnydasx.
Mpu unMTONOrMYECKOM UCCNELOBAHUM AuarHo3 6bin noaTeep-
xaeH B 5 (83%) cnyyasx n3 6. Bnocnencteum, npu mopdo-
NOrM4yecKoM UCCneqoBaHUKM, HU B OLHOM CrlyYae He yaanocb
noaoTBEPAUTL AMArHo3.

CpegHuin anameTp onyxoneBbix 06pa3oBaHuUii No AaHHbIM
nnaHoBoro MopdonorM4yecKkoro nccnegoBaHns, coctasmn 85 +
54 (11-200) mm, npn AKP — 98 + 59 (11-200) mm, 3®XL| — 85
+ 7 (80-90) mm.

Cpenwn 55 agpenanaktomuii 18 (32,7%) BbINONHEHbI Nana-
pockonu4eckum goctynom, 36 (65,5%) — otkpbiTeiM, 1 (1,8%) —
BMAeoaccMcTUpoBaHHbIM. Cpean HUX — 3abproLuMHHasa NMMd-
a[eH3KTOMMS C uncunartepanbHOW CTOPOHbI BbINOMHeHa B 14
(25,5%), KOMBUHMPOBaHHbIE OMepaLun C pe3eKUNeEn CoceaHNX
opraHoB — 7 (12,7%), TpombakTomus ¢ pesekumen HMNB — B 3
(5,5%) cnyyasx.

Megunana BpemeHn onepauun coctasuna 100 + 73 mu-
HYT, NPU OTKPbITBIX XMPYPrmyeckmx Bmeluarencreax — 183 +
55 muHyT, nanapockonuyeckunx — 60 + 30 muHyT. O6BLEM KpO-
BonoTtepn — 300 + 1136 mn.

Mo AaHHbIM NNaHoBoro MopdONOrMYeCKoro NccnegoBaHus,
y 24 (43,6%) naumeHTOoB onyxonu nMenu 4obpoKkaveCcTBEHHbIN
xapaktep, y octanbHbix 31 (56,4%) — 3nokavecTBeHHbIN. Pac-
npegenexHme 60MbHbLIX B 3aBMCMMOCTM OT MOPMONOrMyeckomn
CTPYKTYpbI OMyX0nu NpeacTaBneHo B Tabnuvue 5.

Pacnpenenenune 6onbHbix AKP no crtaguu 3abonesaxusi: |

Survival Function
o Complete + Censored
1,05

1,00
0,95
0,90
0.85
0,80

075

0,70

065

Cumulative Proportion Surviving

0,60

0,55

0,50
-20 0 20 40 60 80 100 120 140 160 180

Survival Time

Puc. 3. Kpusas o6Luein BbhxBaeMOoCTH BOMbHBIX aapeHOKOpTUKaNbHbIM
pakom no metoauke KannaHa-Maiepa.

Fig. 3. Curve of overall survival of patients with adrenocortical cancer by
the method of Kaplan-Meier.
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cT.— 2 (8%), Il cT.— 11 (44%), lll cT.— 8 (32%), IV cT.— 4 (16%).
MeguaHa 6annoB nNpyv MUKPOCKOMUYECKOW OLEHKE MO LuKarne
Weiss coctaBuna 8 + 1,7 (4-9) 6annos: npu | ct.— 6 + 1,4 (5-7),
llct.—6+1,8(4-8), lllct.—8+1(6-8), IVcT.—9 + 0,6 (8-9).

3abptowmHHas nuMmdageHakTomms BeinonHeHa 14 (25,5%)
naumeHTam. MNpyn 3TOM KONMYECTBO yAaneHHbIX NuMmdaruye-
CKWX y3r10B, N0 AaHHbIM NNTAaHOBOrO MOPdoriorniyeckoro ncecrne-
AoBaHusi, coctaBuno 3,5 + 6,7 (3-20), a B 2 (14,3%) cnyyasx
BbISIBNIEHO BTOPUYHOE NMopaxKeHue NMMdaTnyeckux y3nos.

B nocneonepaumoHHom nepuoge y 10 6onbHbIX Habnoaa-
nucb nocreonepauuoHHble ocnoxHeHus |l (HwxHegoneBas
NHEBMOHWS, HaaNo4Ye4YHMKoBas HegocTaTtouHocTb) u llla (Tpom-
603 BEH HWXHUX KOHeYHocTel ¢ passutuem TINA, rmgpoTo-
pakc) cteneHen cornacHo knaccudgukaumm Clavien-Dindo, ko-
Topble ObINKU yCneLwHo n3neveHbl. 3aMecTUTENbHYIO Tepanuio
rntokokopTukoctepoungamm (F'KC) nposogunu y 6 (86%) u rop-
MOHaMK KOopbl HagnoveyHukoB — Y 1 (14%) naumeHTa.

MporpeccupoBaHmne OMyxoneBoro npoiecca nocrne npose-
OEHHbIX XMPYPrnyecknx BMeluaTenscTs otMedeHo y 14 (56%)
6onbHbIX AKP B cpokn oT 1 go 143 mecsaueB n'y 4 (100%) na-
umneHToB u3 rpynnbl 3OXLL (4To 1 N03BONMIO ANArHOCTMPOBaTh
MX 3NOKa4YeCTBEHHbIN MOTEHLMan), B BUAE MECTHOro peumau-
Ba W/WNU MeTacTasMpoBaHWUsi (PErMOHapHOro U OTAaneHHo-
ro). Mpu komnnekcHom obcnenoBaHuu y 5 BbIsIBNEH peumaus
B NNOXKE yOaneHHOro Haano4Ye4yHuka, y 7 — otaaneHHble MeTa-
cTasbl (B KOHTpanarteparnbHbll HAaQNo4YeYHrK — 3, nerkoe — 1,
nuMmdarnyeckme yanel cpegocteHns — 1, numdaruyeckme
y3nbl wen — 1, 6onbLion canbHUK — 1). Y ogHOM NauneHTKu
nocne 30 mecsiueB HabntogeHust BoisieneH AKP koHTpanaTte-
panbHOro HagrnovevHuka.

OTpaneHHble pesyneraTthl yaanocb npocneautb y 84%
6onbHbix B rpynne AKP. Bpemsi HabniogeHnuss 3a 6onbHbl-
MU BapbupyeT oT 2 go 167 mecsaues, ¢ MegnaHon 64,5 (IQR
22-111) mecsaueB. MegnaHa BbixMBaemocTn 6e3 nporpeccu-
poBaHus (BBI) n 5-neTHssa obwwas 1 onyxonecneundunyeckas
BbbknBaemocTu (OCB n OB) coctaBunu: | cT.— 93 mec u 67 +
13%, Il c1.— 30 mec n 75 = 21%, Ill cT.— 18 mec n 67 £ 27%, IV
ct.— 10 mec n 25 £ 21%.

Bpemsa HabniogeHusa 3a 6onbHbiMu co 3PXLL Bapbupyet
ot 12 po 102 mecsues, ¢ megnaHon 60 (IQR 18-102) me-
caueB. Meguana BBl coctaBnna 26 (IQR 15-38) mecsues,
5-netHsaAss OCB n OB coctaBunu 33 + 27%.

Mpn npoBegeHUN MHOTOaKTOPHOIO PErpecCMOHHOro aHa-
nun3a no Kokcy He BbIsIBNEHO AOCTOBEPHbIX MPOrHOCTUYECKMX
dakTopoB, Bnvsawwmx Ha BB n OB, 4To, BeposiTHee Bcero,
CBSI3aHO C Maron BbIGOPKON NaLMEeHTOB.

Ymepnu 8 (32%) naumnenToB ¢ AKP B nepuog HabniogeHws,
nocrie OKOHYaHUS NeYeHnst No MpPUYUHE MPOrpeccupoBaHMUs
OocHoBHoro 3abonesaHus, B rpynne 3OXL — 1 (25%) nauneHT.

OBCYXAEHUE

Ha cerogHsIlWHMI OeHb ocTaeTcsl ANCKYCCUOHHbLIM BOMNpPOC
o J'Ial'lapOCKOHI/I‘-IeCKOIZ aflpeHanaKToMumn, Tak Kak OTCyTCTBYOT
Kakvne-nnéo npegonepaunoHHble TeCTbl, No3BondoLwine ogHo-
3Ha4yHO CyanTb O 3r10Ka4YeCTBEHHOM Mn ﬂ,O6pOKa‘-IeCTBeHHOIﬁ
npupoae onyxonu unnu O pacnpoCcTpaHeHHOCTU npouecca.
C uenblo OHKOMOrM4Yeckoro pagvkanunama, Heobxooumo yoa-
neHne onyxonu oes noBpeXxaeHua Kancyrnbl BMeCcTe C OKOJo-
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HaZNno4Ye4YHNKOBOW KreTyaTkon. Pasmepbl onyxoneBbix obpa-
30BaHui oT 12 0o 14 cm, B OONbLUMHCTBE Cry4Yaes, SIBAAIOTCS
MaKCMMasbHbIMU NS BbINOMHEHUS NanapoCKONUYeckmx one-
pauuni. MNpy HanU4UM MeCTHO-pPacnpPOCTPaHEHHOro npouecca
unu nHeasum B HIMB ¢ obpasoBaHvemM B HeEW OMyxoreBoro
Tpomba peKOMEHOOBAHO OTKPbLITOE XWPYPruyeckoe BMeLla-
TenbcTBO. Mpun xupyprudeckom neveHumn AKP B psge uccnego-
BaHWI NpeanovYTeHNE OTAAETCA OTKPLITON XUPYPruv, Tak Kak
OHa yBenuyneaeT Ge3peLnanBHYI0 BbPKMBAEMOCTb MO CpaB-
HEHUIO C NaNapoCKOMMYEeCKUMM onepaLsMu.

Mpu Hanuuum p[paHHbIX 3@ MNopaxeHue 3abpHLUMHHBIX
nMMdaTNYeCKUX Yy3roB, TPagULMOHHO BbINOMHAT nUMdp-
ageHakToMuio. [py  peTpoCneKTUBHOM aHanu3e WCTOpUi
1525 GonbHbIX, cpean koTopbix 8% nauMeHTOB BbIMOMHANU
nMMdafeH3KTOMNI0, MOCNEAHSAs He MpOoAEeMOHCTpupoBana
pocrtoBepHoro yBenudeHnss OCB, npy 3TOM He oLeHuBanu
6e3peumausHyto (BPB) n OB.

B cny4ae BbinonHeHus onepauun B obbeme RO (in sano)
npu AKP n nHaekca nponudpepatneHom aktuBHocTh Ki67>10%
BO3MOXHO MPOBELEHNE agblOBaHTHOW NeKapCTBEHHON Tepa-
num npenapatom MuToTaH. Takke, B crny4yae metactatuye-
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