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OToaneHHbIe pe3ynbraThbl XMPYPrvyeckoro
NIEYEHNA aAPEHOKOPTUKAJIbHOI0 PaKa

bputeuH TA." « Kpnowees AB!

AKTyanbHOCTb. AApPeHOKOPTUKanbHbI pak (AKP)
CuMTaeTCcA PeaKkMM HOBOOOPAa3OBaHVEM KOpbl Had-
NnoyeyHnKa C arpeccuBHbIM KIMHUYECKUM TEeYeHU-
eM 1 MJIOXMM MPOrHO30M, BOMPOCHI AUArHOCTUKY,
nieyeHus 1 GaKTopbl MPOrHO3a KOTOPOro OCTalTCA
OKOHYaTeNlbHO He pelueHHbIMU. Llenb - Ha ocHo-
BaHWM M3y4YeHWs OTAANIEHHbIX PEe3yNbTaToB XUpPYp-
rmyeckoro neuyeHua 6GonbHbix AKP onpegenutb
Havbonee 3HauMMble KIMHUKO-MOPQONornyeckme
dakTopbl NporHo3a 3abonesaHvs. Marepuan n me-
ToAbl. B OCHOBY peTpoCneKTMBHOIO UccienoBaHuA
MOJIOXKEHbI AAHHbIE MO ANArHOCTUKE Y pe3ysnbTaTbl Jie-
YeHua 73 6onbHbIX AKP 33 nepuog ¢ 1999 no 2015 .
Pesynbratbl. PagukanbHoe xvpypriuyeckoe fieyeHvie
npoBefeHO 59 6OJNbHbIM, OTAANEHHbIE Pe3ynbTaTbl
M3yyeHbl y 52 U3 HYX (MaKCMasbHbIA CPOK Habsto-
ZeHua coctasun 12 net). Hambonee 6naronpusTtHble
pesynbTaTbl fleueHWA oTmedeHbl npu | n Il ctagusax
3aboneBaHUA — NoKasaTesb 5-neTHeln obLLen BbhKi-
BaeMocTn coctaBun 87%. Y 6onbHbix AKP Il ctagumn
5-neTHAA obLas BbPKMBAEMOCTb MPU MHOMXECTBEH-
HOM cpaBHeHuu rpynn (p = 0,042) 6bina Huxe (48%).
[lBoe naumeHTOB, onepupoBaHHbIX No nosogy AKP

IV’ ctapnu, KOTOpbIM BbIMOJIHEHa afpPeHaNn3KTOMUA
B COYETaHWM C YAaneHnem CONMTapHOro MeTacTasa
neyeHy 1 aTMNUYHON pe3eKLMen Nerkoro, ymepnmv ot
NpOrpeccpoBaHnA onyxonu B TeueHue 13 mecAleB
nocrne onepauun. lMokasaTtenu BbiKnBaemMocTy 60nb-
HbIX, Y KOTOPbIX PacnpOCTPaHEHHOCTb OMyXONeBOr0
npotecca cootBetctBoBana lll ctagun 3abonesaHus,
6bININ M3yYeHbl C y4ETOM OCHOBHbBIX KIIMHUYECKIIX Xa-
paKkTepucTvK onyxonu. MokasaHo, YTo 5-NeTHAA 06-
LA BblKMBAEMOCTb NMPY rOPMOHaNbHO-HEAKTUBHbIX
KapLMHOMax Kopbl HaamouyeyHvKka coctasuna 59%
1 6bina goctoBepHo (p<0,05) Bbille MO CPaBHEHUIO
C TakoBOW (22%) y 60MbHbIX, UMEBLUMX GYHKLMOHN-
pyioLme HoBoobpaszoBaHuA. B rpynne 605bHbIX, y KO-
TOPbIX METacTa30B B PermoHapHbix uMdoysnax ob-
Hapy’>KeHOo He 6bINo, 5-NeTHAA 06Las BbPKMBAEMOCTb
cocTaBwia 56%, Torfia Kak Bce 60/bHble, MeBLLIVE Ha
MOMEHT BbIMOJIHEHWA OrnepaLnn MeTacTasbl B perv-
OHapHbIX IMMOy3nax, yMepsn oT NporpeccmpoBa-
HVA 3aboneBaHVA B TeueHue 4 NieT Nocsie onepauyn.
YcTaHOB/IEHa 3aBMCUMMOCTb MOKa3aTeslell 5-neTHei
obLell BbPKMBAEMOCTV OT PasMepPOB MEPBUYHOM
OnyXony, a UMEHHO — Mpy onyxonsax 6onee 10 cm

3TOT NoKasatesnb (29%) 3Haunmo (p <0,05) HuKe, uem
npu onyxonax meHee 10 cm (65%). 3aknioueHue.
MpepacTaBneHHble HaMK pe3ynbTaThl MOATBEPXAAIOT,
yto cTapgnA AKP Ha MOMEHT yCTaHOBNEHMA AMarHo3a
ABNAETCA BAXKHENLUVM NPOrHOCTAYECKNM GaKTOPOM.
OnpefeneHHoe NMPOrHOCTMYECKOE 3HAYEHME MEoT
bYHKUMOHaNbHAA aKTVBHOCTb OMyXOnW, ee pasmep
1 Ha/Myme MEeTacTa3oB B PErvoHapHbIX nmbaTye-
cKumx y3nax. CerogHa Xvpypruyeckoe BMeLLATENbCTBO
OCTaeTcA eAUHCTBEHHbIM METOAOM PafuKanbHOro
neuenuns AKP, ogHaKo ero pe3ynbTaThl Hefb3A cCYMTaTb
ynosnetBoputenbHbiMU. bonbHble AKP Il v IV crapgun
TpebyioT HAVBMAYaNbHOTO NMoaxofa K oLeHKe npo-
rHo3a 3abosieBaHVA 1 BbIOOPY NeyebHON TaKTUKK
nocne NOTeHUMANbHO PagviKanbHOM onepauum, 4to
BO3MOXXHO Ha OCHOBaHUW VIMMYHOTUCTOXUMNYECKMX
MOJIEKYNAPHO-OMONOrMYecKX UCCNefoBaHnin ony-
XOnu.

KnioueBble cnoBa: afpeHOKOPTUKaNbHbIN pak, Xu-
pypruyeckoe neyeHuve, paktopbl NPorHo3a
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apeHokopTuKanbHbll pak (AKP) cumraer-

cA pefKuM HOBOOOpa3oBaHMeM KOpPBI Haj-

NIOYEYHMKA C aTrPECCUBHBIM KIMHUYIECKUM

TedeHMeM I IUIOXMM IIPOTHO30M, BOIPOCHI
IUaTHOCTUKM, Te4eHVs M paKTOPbI IPOTHO3a KOTOPOTO
OCTAIOTCSI OKOHYATEIbHO He pelleHHbIMI. 1o maHHbIM
ymTeparypsl, 3aboneBaeMocts AKP nocturaer 2 cryya-
eB Ha 1 M/H HacenmeHus B rof [1, 2], a fonst B CTpyK-
TYP€ OHKOJIOTMYECKOM CMEPTHOCTU cocTasiseT oT 0,04
1o 0,2% [3].

EnvHCTBEHHBIM NOTEHIMAIBHO PAIMKA/IbHBIM Me-
topoM nedennst AKP sBisercs xupypriraeckuit [1, 3,4],
IIpY 3TOM PafiIKaTbHOCTD OIEPALN PacCCMaTPUBAETCA
KaK B)XHEJIINIT IPOTHOCTIYECKIIT (HaKTop, a BOIPOC
0 TI0OKa3aHUsAX K leKapCTBeHHOMY niedenuto AKP u ero
3¢ GeKTUBHOCTY IPORO/KAET OOCY>KHAThC.

Ipyrum BaxxusiM pakTopom mporaosa AKP cunra-
eTcs crajgus 3aboneBanusA. OTMeUeHO, YTO TIOKasaTe/b
5-netHeit obieit BppKUBaemocTy npu I u Il crapmsax
3aboneBanus Bbiue, yem npu 111 u IV [1, 4]. Bmecre
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¢ TeM coBpeMmenHas kiaccuduxanus AKP mo crapusm
(European Network for the Study of Adrenal Tumors
(ENSAT) - EBporetickast pabodas rpyIna Ho usydeHuIo
OIIyXOJIell Ha/iIIo4evHnKoB) obbemyusaer B III crapuo
BCE MECTHO-PACIIPOCTPAaHEHHbIE OITYXO/M, KOTOPbIE,
Kak ITOKasbIBaeT KIMHIYeCKas MPaKTUKa, CYLIeCTBeH-
HO PasNMMYalOTCA [0 NOTEHUMANy pelyIVBUPOBAHM
U MeTacTa3upoBanus [5, 6]. B cBsisu ¢ aTuM BbIsiBIeHMe
MPOTHOCTMYECKUX (aKTOPOB, KOTOPbIE TIO3BOMUIN OB
VHAVBUYa/IM3UPOBATh JIeYeOHYI0 TAKTUKY OGOIBHBIX
AKP, npeficTaBseTca BecbMa aKTya/TIbHbIM.

Llenb mccmemoBaHMA — Ha OCHOBAaHUM M3YYeHUS
OTHA/ICHHBIX Pe3y/bTaTOB XMUPYPTUYECKOro JIedeHMs
6ompabix AKP onpenennts Hanbojee 3HaUMMbIE K-
HuKo-mMopdonorndeckne GakTopsl MporHosa 3abore-
BaHILL

MaTepvlan n metoabl

B orpenenun xupyprudeckoi sagokpunonoruu I'bY3
MO MOHMKMN nm. M.®. BraguMupckoro 3a mepuop
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¢ 1999 1o 2015 r. Ha 06cneoBaHNY U JIEYEHU HAXO-
pumock 73 6ompHbix AKP (28 my»xumH, 45 >KeHIIH)
B Bo3pacTe 0T 21 1o 76 et (cpefHuit BO3pacT — 52 Tofja).

Ha ocHOBaHUM KIMHMYECKUX JAHHBIX U PE3Yy/Ib-
TATOB FOPMOHAJIBHBIX MCCIEROBaHuU y 19 60IbHBIX
Bepuunuposan cungpom Kymmmnra, y 1 Bupuib-
HBII CUHJPOM, Y 1 BUPUIbHBI CUHIPOM B COYETAHUN
¢ cunppoMoM KymmHra, y 2 IMalieHTOB TOTa/IbHBIM
afipeHorunepkopTuLn3M. bonpumHcTBO (68%) maru-
€HTOB MMeJI/ TOPMOHAIbHO-HEaKTUBHYIO OITyXOJIb.

Craguio 3a0ojeBaHMS OHpeNe/IANM  COITACHO
knaccudukanuu ENSAT [5, 6]. ¥ 6onpnHcTBa (46
u3 73; 63%) naumentos ycranosneHa III cragus AKP.
ITepBas crapusa Bepudunuposana y 3 (4%), II - y 11
(15%), IV -y 13 (18%).

s my4eBoil TONMYECKON AUATHOCTUKY MCIIONb-
30Ba/M yIBTPa3BykoBoe mccnenosanue (Y3U), kom-
nplotepHyIo ToMorpaduio (KT), B mocimenHue rogsl —
MY/IBTUCIIUPATIBHYI0 KOMIIBIOTEPHYI0 TOMOrpaduio
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Puc. 1. [Nokazatenu
obLLel BbIXMBAEMOCTM
60MbHbIX
aAPEHOKOPTMKANbHbBIM
PaKoM B 3aBMCMMOCTY
OT CTafu 3a6oneBaHms
(no meTogy KannaHa —
Meriepa)

Puc. 2. [MokazaTtenb
06LLEeN BbIXKMBAEMOCTM
paamKanbHo
OMNepUPOBaHHbIX
60MbHbIX
AAPEHOKOPTUKANbHBIM
pakom Il ctagmmn

B 3aBMCMMOCTI OT
rOPMOHaNbHOWM
AKTUBHOCTM OMyXONN
(no meTogy KannaHa —
Meriepa)
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(MCKT), penko MarHMTHO-pe30HaHCHYIO TOMOIpa-
¢uro (MPT) 6promnoit nomoctu. ITo mokasaHmsaM
BBIITO/THSI/IACh OpIOIIHAsT aopTOrpadusi, HUKHSS Ka-
Borpadus. [l UCKII0UeHNs OTHATeHHbIX MeTacTa-
30B BHIMOTH:MN peHTreHorpadumio nmu KT opranos
TPY[IHON KJIeTKM, CUMHTUTPadUIO KOCTell CKeleTa.

I'mcronmormyeckmit AMarHo3 yCTaHABAMBAaAM Ha
OCHOBaHNM KpUTepUEB CBETOBON MUKpockomuu [7].
Bce pacueTrs! u rpaduyeckoe oopMIeHNE OMTyYeH-
HBIX Pe3y/IbTaTOB BBHINOJIHEHBI B ITaKeTe CTaTUCTHU-
yeckoro aHanmsa Statistica 10.0. AHanus BpeMeHU
IO HACTYIIEHMsI COOBITISI (BBIXKMBAEMOCTD) IIPOBO-
IMUJICA MeTOJOM MHOXKMTEbHBIX olleHoK Kanmana -
Meitepa. CpaBHeHMe TaHHDBIX BPEMEHM IO HACTYII/Ie-
HUA COOBITHA (CpaBHEHMe KPUBBIX BBIKMBAEMOCTM)
BBIIIOIHAJIOCh C IIOMOIIBI0 KPUTepUeB XU-KBaJpaT.
Pasnmuumsa cuMTaMUCh CTaTUCTUYECKV 3HAYMMBIMIL,
eC/IM BepOATHOCTD CIIPaBe/IMBOCTHU HYJIEBOI T'MUIIO-
Te3sl (p) O6bi1a MeHbite 0,05.

Pesynbratbl

PapukanpHOe XMpyprudeckoe jedeHye IIPOBEfIEHO
59 manmeHTaM, OT[a/leHHble pe3y/IbTaTbl IPOCie-
KeHbI y 52 13 HUX (MaKCHMMAa/bHBII CPOK Habmiofie-
Hus coctaBui 12 net). B ¢BsA3U ¢ pacnpocTpaHeHMeM
OITyXO/I! Ha COCeJHNE OpTaHbl 4 60IPHBIM BBIIIOTHE-
HO YaCTMYHOE yZiajJleHNUe OIYXO/y, eme B 1 crydae —
OMOIICH ST OIYXOTM.

B 9 nabmiomenusax puccemmupoBanHoro AKP
XUpypruyeckoe jiedyeHue He NPOBOAMIIOCH, OVAaTrHO3
ObIT BepuPUUMPOBAH IPU LUTONIOTUIECKOM MCCIIe-
IZoBaHMM OMONTATA, IOy Y€HHOTO IPYU IYHKIMOHHOI
6uorncuy mmbo mpy ayroncuu. VI3 3TuX NalyeHTOB
6 yMepu B TeueHMe 7 MeCsAIeB I10C/Ie YCTaHOB/IEHNA
IVMATHO3a, 3 — BBIOBUIN U3-110]] HAOIIOMEeH .

Bce 6opHBIE, KOTOPBIM BBIIIOTHEHBl HeEpau-
KaJIbHble XMPyprMyYecKye BMeLIaTe/IbCTBa, YMepIn
OT OIIyXOJIEBOJ IIPOTPeccuM B TedeHue 2-32 MecAaLeB
IIOC/IE OTIePALINNA.

Cpeny manmeHTOB, KOTOPBIM BBINIOTHEHA pajiu-
KajbHas ollepalys, Haubormee 61arompusiTHbIe pe-
3y/IbTAaThl JIEYEHUsI OTMEYeHBI B TpyIIe OOTbHBIX
¢ I-II crapuent saboneBaHMsA: IIOKAa3aTenb 5-7eT-
Heit o6mIell BbDKMBAaeMOCTH coctaBun 87% (puc. 1).
VY 6onbubix AKP III cragum 5-meTHsast 0611as BbIKU-
BaeMOCTb IIpM MHOXXeCTBEHHOM CpaBHEHNUM TPYIII
(p=0,042) 6p1a HIKe (48%). [IBOE MAI[MEHTOB, OIle-
puposaHHBIX 1o ooy AKP IV craguu, ymepnn ot
IPOrPeCcCUpPOBAHNS OIYXOIN B TedeHue 13 Mecsies
IIOC/Ie OTIePALINNA.

ITpu aHanM3e OTAANEHHBIX PE3y/IbTATOB Hanboee
MHOTOYMC/IEHHOM OblyIa TPYIIIIa 6OMBHBIX, Y KOTOPBIX
PacIpoCTpaHeHHOCTDb OIIYX0/IEBOTO Ipoljecca COOT-
BercTBoBana III cragun. KpoMe Toro, KimHu4eckoe

OpI/IFI/IHaJ'IbeIe CTaTbW
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1T 5 Puc. 3. [NokazaTenb
i, 06LLeN BblXKMBAEMOCTU
o) 1
5 08 — 5 : paavKanbHO
% L | . ONepPUPOBaHHbIX
8 06 — 6OMbHbIX
g alPeHOKOPTNKASbHbIM
2 04— pakom Il cTagnu
§ . B 3aBUCUMOCTU
8 02 |- OT Hannyua
pernoHapHbIx
0 | | | | | | | | | MeTacTasos (o meToay
KannaHa — Meitepa
0 20 40 60 80 100 120 140 160 pa)
Bpemsa, mecaubl
o HeueH3ypupoBaHHble AaHHble
+ LleH3ypupoBaHHble faHHble
MeTacTasbl B permoHapHbIx iuméoysnax:
— HeT  — ecTb
1 — * Puc. 4. [okazatenb
Ll obLLel BbIXKMBAEMOCTM
o) -—
g 08 — ..I pafavKanbHo
z | ) ONeprPOBaHHbIX
< 06 — | | 6OMbHbIX
2 * aAPEHOKOPTUKANbHbIM
§ 04 pakom Il cTagnn
S B 3aBMCMMOCTM
8 02 - OT pasmepa onyxonu
(no meTomy KannaHa —
0 | | | | | | | \ | Menepa)

0 20 40 60 80 100 120 140 160
Bpemsa, mecaupbl
o HeueH3ypupoBaHHble AaHHble
+ LleH3yprpoBaHHble faHHble

Pazmepbl onyxonu:
— MeHee 10 cm — 6onee 10 cm

TedyeHue 3a00/IeBaHNA Y 9TUX MAL[MEHTOB CYIeCTBEeH-
HO pa3/M4anoch, IO3TOMY ITOKa3aTe/ly BbDKIBAEMO-
CTM B JAaHHOJI TPYILIIe OBIIN U3y UeHbI 60oMIee feTanbHO.

VcTaHOBIEHO, YTO 5-7eTHAS 06Ias BbDKMBA-
€MOCTb IpU TOpMOHanbHO-HeakTuBHOM AKP co-
craBuma 59% u 6pima gocrosepro (p < 0,05) Bbimre

Jlntepatypa

®

[I0 CPaBHEHMIO C COOTBETCTBYIOLIUM IIOKa3aTeneM
(22%) y 60IbHBIX ¢ PYHKIMOHUPYIOMIVIMM OIIYXOJIs-
mu (puc. 2). B rpymne naiueHToB, y KOTOPBIX MeTa-
CTa3bl B PETMOHAPHBIX TNM(Oy3Iax 0OHAPYKEHDI He
ObLIM, 5-7meTHss 00I1as BbKMBAEMOCTh COCTABMUIIA
56%, Torga Kak Bce 60/IbHBIE, MMEBIINE HAa MOMEHT
BBINIOJTHEHN A OIlepaliiyi MeTacTasbl B PETMOHAPHBIX
numdoysnax, yMepan oT HpOrpeccupoBaHus 3abo-
NeBaHMs B TeyeHMe 4 et mocne onepanuu (puc. 3).
YCTaHOB/IEHO TaK)Ke Ha/JIM4Me 3aBUCUMOCTY MEX-
Iy HOKa3aTeleM 5-JeTHell oOIieil BBDKVBAEMOCTU
U pasMepoM IIepBUYHOI OIYX0/u (PuC. 4).

06cyxpaeHe 1 3aKnioyeHne

IIpencraBneHHble HaMM pe3yNbTaThl  COIMIACYIOTCA
C TAHHBIMY TUTEPATYPBI U TIOATBEPXKIAIOT, YTO CTa/[Ms
AKP Ha MOMEHT YCTaHOBJIEH)A [JMArHO3a, KaK U pajy-
Ka/IbHOCTDb OIepaluy, COOTBETCTBYomas RO, ABIAOT-
¢ BOXKHEJIIMMM HMPOTHOCTHYECKUMU (pakTopamu [8,
9]. OnpeneneHHOE MPOTHOCTIYECKOE 3HAYEHIE NMEIOT
TaKke QyHKIVOHATbHAs aKTMBHOCTD OIYXOIH, ee pas-
Mep, Ha/IM4Me UM OTCY TCTBME METACTAa30B B PErMOHAP-
HBIX TUMpATUYeCKIX y3/Iax.

Xupyprudeckoe BMELIATEIbCTBO OCTAETCA eUH-
CTBEHHBIM METOJIOM PajiKalTbHOTO JIe4eHN 6OMbHbIX
AKP, oflHaKO €ro pesy/bTaTbl He/b3sl CYUTATD YHOBTIET-
BOpUTENTbHBIMU. Bosee Toro, make coBpeMeHHbIe XM-
pyprudeckye TeXHONOTUY He MO3BOJIAIOT JOOUTBCS VX
yIydmeHns. 3To JUKTYeT HeOOXOMMOCTb He TONBbKO
cosepureHcTBOBaTh AmarHocTuKy AKP Ha panHmx (I,
IT) crapmsx, HO 1 paspabaThIBATh MOJIEKY/ISIPHO-610TIO-
ridecKye GaKkTopbl IIPOTHO3a, KOTOPbIe MO3BOMVIN OB
dbopmmpoBarh IpyNIBl PUCKa IO MPOTPECCHPOBAHNIO
3ab07eBaHMA TIOCTE PafgMKaTbHOTO XMPYPrUYECKOTO
JIeYeHNst M VHAVBUAYAIM3UPOBATD JIe4eOHYI0 TAKTUKY
B 1enoM [9]. BmecTe ¢ TeM ¢ yueToM HU3KOM addek-
tBHOCTY XUMuotepanuu AKP coBpeMeHHble MMMY-
HOTUCTOXMMIYECKNe  MOJIEKY/IAPHO-OMOIOraecKe
VICCTIEOBAHYIs MOI/IM OBI CO3[aTh TeOPeTUYeCKIe TIPef-
HIOCBUIKY JUIA pa3paboTky TapretHoit Tepamu AKP. @
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Long-term results of surgical treatment

for adrenocortical cancer
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Background: Adrenocortical cancer (ACC) is a rare
adrenal neoplasm with aggressive clinical course
and poor prognosis, and with many unresolved
problems of diagnostics, treatment and predictive
factors. Aim: To identify the most significant clinical
and morphological predictors of the outcome based
on assessment of long-term results of surgical treat-
ment of ACC patients. Materials and methods: This
retrospective study included data on diagnosis and
results of treatment of 73 ACC patients from 1999
to 2015. Results: Radical surgery was performed
in 59 patients, and long-term results assessed in 52
of them (maximal duration of the follow-up was 12
years). The most favorable treatment results were
seen in stages | and Il of the disease, with a 5-year
survival rate of 87%. The 5-year overall survival in pa-
tients with ACC stage Il was significantly (p=0.042,
multiple comparisons) lower (48%). Two patients
who had been operated with ACC stage IV (adrenal-
ectomy with excision of a solid liver metastasis and
atypical lung resection) died of progressive tumor
within 13 months after surgery. The survival rates in
patients with stage lll of the tumor were evaluated
depending on the main clinical characteristics of the
tumor. It was shown that the 5-year overall survival
in non-functioning adrenocortical carcinomas was
59%, being significantly (p<0.05) better than that
in patients with functionally active malignancies
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(22%). In the group of patients without metastases
in the regional lymphatic nodes, the 5-year overall
survival was 56%, whereas all patients with region-
al lymphatic metastases by the time of the surgery
died from progression within 4 years after the inter-
vention. There was an association between 5-year
overall survival and the size of primary tumor, with
significantly (p<0.05) lower numbers of 5-year
overall survivors (29%) among those with tumors of
more than 10 cm in diameter, compared with 65%
survival rate in those with tumors of less than 10 cm.
Conclusion: The results obtained confirm that the
stage of ACC by the time of diagnosis is the major
prognostic factor. Functional activity of the tumor,
its size and regional lymphatic node metastases also
have some prognostic value. At present, surgical
intervention remains the single radical treatment
approach to ACC; however, its results are far from
being satisfactory. Patients with ACC stage Il and
IV require an individual approach to assessment of
prognosis and to the choice of the treatment strat-
egy after potentially curative surgery, which is pos-
sible based on immunohistochemical molecular
biologic tests of the tumor.
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