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Beeoenue. Adopenoxopmuranvhoiii pax (AKP) — pedkas 8bicoOK0310KaUecmM8eHHAs 0NYX0ab ¢ NAOXUM 00120CPOUHbIM NPOCHO30M, NPU KO-
MOopoil XupypeuuecKkoe Aeuenue s161semcs Haubosee spexmueHvIm Memooom, a paduKanbras pe3ekyus — Haubonee 4acmo ynoMUHaeMbiM
NPOCHOCMUMECKUM (HaKmopom npu oyerke 00120cpouroll gviycusaemocmu. Memacmamuueckuii AKP accoyuuposa c kpaiine Hebnaeo-
NPUSIMHbBIM NPOSHO30M, S-N1emHSs BbIICUBAEMOCb 8 MOl epynne 00abHbIX koaebaemes om 0 do 17 %. Ha nacmoswuii momenm Hem
€0UH020 MHEHUs 0 POAU U ONMUMAALHOM 00BeMe Xupypeu1eckoeo aeveHus npu ouccemunupogantoil cmaouu AKP.

Ileav uccaedosanus — npedcmasumos aHaAu3 pe3yabmamos XupypeutecKoeo AedeHus npu ouccemuruposantoii gopme AKP y demeii
u onpedenums Gakmopsl pazeumusi A0KAAbHO20 peyudusa.

Mamepuaavt u memoodst. Pempocnekmuernomy anaausy nodgepenymol oannvle 10 nayuenmoe (cpeduuii eozpacm — 5,8 (1,5—15, 1) eooa)
¢ IVemadueii AKP. B 6 (60 %) cayuasx umena mecmo hamoao2u4eckas cekpeyus 001020 20pmoHa u 6onee. Knunuueckuii cunopom Kyuwunea
nabpiodanca y 4 (40 %) nayuenmos. Makpockonuuecku (R1) u muxpockonuuecku (R0) noanvie pesexyuu nposedensvi y 8 (80 %) u 5 (50 %)
boavHbix coomeememeenno. Cpednuii 06sem yoanennot onyxoau cocmaesun 538 (112—1397) cm’. Bce nayuenmor 6 nocaeonepayuonHom
nepuode noayuuau mepanuro mumomarnom. B 8 (80 %) cayuasx 6 kombunayuu ¢ xumuomepanueii (XT) no cxeme EDP-M (s3monosuo,
00KCOpYOUYUH, YUCNAGMUH, MUMOMAH,).

Pesyavmamut. Jleoe (20 %) u3z 10 nayuenmoe jcusvl ¢ NPUHAKAMU npoepeccuposanus 3aboneeanus 6 cpoku 14,1 u 28,8 mec. Cpednuii
cpok nabarodenus cocmasun 21,8 (10,4—33,9) mec, a cpednuit cpok 0o npoepeccuposanusi om momenma ouaenosa — 11,3 (6,4—17,9) mec.
Puck pazeumus nokanvHoeo peuudusa 6 nepevie § mec om onepauuu — 33,3 % 6 epynne RO npomue 100 % 6 epynne RI/R2.
Y 7 6oavnbix, noayuuewux 2 xypca EDP-M u 6oaee, npodoaxcumenvHocmo JCUSHU OM NOCMAHO8KU OuaeHoza cocmasuia 24,9
(10,4—33,9) mec npomus 14,4 (11,4—17,7) mec 6 epynne 6oavhbix (n = 3), He noayuuswux XT uau moavko 1 kypc EDP-M (p = 0,02).
O6was 2- u 5-nemuss evidcusaemocms 6 Hautem uccaedosanuu cocmaesuna 57,1 % u 0 % coomeemcmeenHo.

3axarouenue. Padukanvruas onepayus (R0) docmoeepro cHU3UAG PUCK U yacmomy pazeumus A10KaabHo20 peyuduea npu 1V cmaduu AKP.
IIpogedenue mepanuu EDP-M ne oxazano éausanua nHa Hebaa2onpusimmblii npoeHo3 3a601e8anUs, 00HAKO NON0JICUMENbHO CKA3AA0Ch HA
NPOOOANCUMENLHOCU JCUSHU NAUUEHM08.

Karouesnle crosa: aopenokopmukansHulii pak, xumuomepanus, 0emu, paduKanbHas onepayis, Memacmaszsl
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npu 1V cmaduu adpenoxopmukanvroeo paka. Poccuiickuii scypuan demckoil eemamonoauu u onkonoeuu. 2021;8(4):31-38.
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Introduction. Adrenal cortical carcinoma (ACC) is a rare cancer with a very poor prognosis. Surgery remains the best treatment modality for
adrenocortical carcinoma in the early stages. The appropriate treatment for metastatic ACC is not well established, and the effectiveness of
chemotherapy and radiotherapy, is not proven. Five-year survival for patients with stage IV tumors ranged from 0to 17 %. The data regarding
the effectiveness of surgery in the management of metastatic tumor remain scarce.

Aim of the study — to present our results of surgical treatment for metastatic ACC in children and to determine the risk factors of local relapse.
Materials and methods. The results of treatment of 10 patients with a median age of 5.8 (1.5— 15. 1) years with stage IV ACC were retrospectively
analyzed. The tumors were hormone-producing in 6 of 10cases. Four (40 %) patients experienced a Cushing syndrome. Primary tumor resection
R1 and RO was performed in 8 (80 %) and 5 (50 %) patients respectively. The median volume of resected tumor was 183 (3.6—1608) cm’.
All patients received mitotane combined in 80 % with systemic chemotherapy consisted of etoposide, doxorubicin, cisplatin (EDP-M).
Results. Two (20 %) of 10 patients are alive with tumor in 14.1 and 28.8 months respectively. The median follow-up in the hole group was
21.8 (10.4—33.9) months and the median period to disease progression was 11.3 (6.4—17.9) months. The risk of local relapse in the first
8 months after surgery was 33.3 % vs. 100 % in RO and R 1/R2 groups respectively. The period from diagnosis to death from tumor progression
was significantly longer in 7 patients with 2 and more EDP-M courses compared to 3 patients who received one EDP-M or no further
treatment (24.9 vs. 14.4 months, p = 0.02). Two and five-year overall survive were 57.1 % and 0 % respectively.

Conclusion. The radical surgical resection (R0) significantly reduced the risk and incidence of local relapse in children with stage IV ACC.
Adjuvant EDP-M therapy did not affect the unfavorable prognosis of the disease, but positively influenced life expectancy of patients with
disseminated ACC.
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Bgenenue

AnpeHokopTtukaibHblii pak (AKP) — penkast Beico-
KO3JIOKA4eCTBEHHAsI OITyXOJIb C IIOXUM IOJTOCPOYHBIM
IMPOTHO30M, TIPM KOTOPOM XMPYprUdecKoe JIeUCHHE
sIBJIsIeTCsl HanboJsiee 3(PEPEKTUBHBIM METOJOM JIeUEeHUS,
a pamMKaJibHas pe3eKiius — HauboJjee yacTo yroMUHae-
MBIM IIPOTHOCTUYECKUM (PaKTOPOM IIPU OIIEHKE IOJITO-
cpouHoii BekuBaemoctu [1—3]. Metacratnueckuit AKP
aCCOLUMUPOBAH ¢ KpaliHe HeOJIarornpusITHbIM IMTPOrHO30M,
5-7IeTHSIS1 BBKMBAaeMOCTh B 3TOM TpyIire 00JbHbBIX KOJie-
osercst ot 0 mo 17 % [3—6]. Ha HacTosiluii MOMEHT HET
€IMHOTO MHEHUS O POJIU U ONITUMAIBHOM 00beMe XUPYP-
TMYECKOTO BMEIIATeIbCTBA IMPU AUCCEMUHUPOBAHHOMN
cragun AKP. B 3T0ii cTaThe MBI cOO0IIaeM O pe3ysibTa-
Tax OIEPaTUBHOIO JICUYCHMS IAIIMEHTOB B BO3pacTe IO

18 net ¢ IV cranueit AKP, Habmonaembix B HUW netckoii
oHkosorun u remarosiornn ®I'bY «<HMMUWILI onkonorun
M. H.H. bnoxuna» Munsapasa Poccun (HUU JOurl)
¢ 2008 m0 2020 .

MarepuaJjibl 1 METOIbI

B perpocniekTuBHBIN aHaIu3 BKIOYeHB! 10 maryeH-
ToB: 5 (50 %) neBouexk u 5 (50 %) MaTbUMKOB C THCTOJIO-
rMYecku AoKa3aHHbIM aucceMuHupoBaHHbIM AKP. Bce
JETH TI0JTyJYaiu JieYeHUe U/ WIM HaXOIUIUCh IO/ Ha0JII0-
nenuem B HUUM J1Oul. Jlnarno3 nucceMUHUPOBAHHOTO
AKP 6b1 UM BBICTaBJIeH B Iiepuop ¢ okTsaopss 2008 T
no gHBapb 2020 . CpeaHuil Bo3pacT MalueHToB — 5,8
(1,5—15,1) rona, B 6 (60 %) ciyyasix Bo3pacT OOJbHBIX
cocTaBWI < 4 JIeT HA MOMEHT ITOCTAHOBKM JMarHo3a.
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JlmarHocTtuka 6asupoBajach Ha METOJAX PaauOIOTH-
YECKOW BM3yaJu3aluy, BKIIIOYAIOIIMX KOMITBIOTEPHYIO
ToMOrpaduio/MarHUTHO-PE30HAHCHYIO TOoMOTpauio
TPYIHOU 1 OPIOIIHOM MOJIOCTEN, MaJIOTO Ta3a ¢ KOHTPACT-
HBIM yCUJIEHUEM, TTO3UTPOHHO-3MHUCCUOHHYIO TOMOIpa-
U0, COBMEILIEHHYIO C KOMIIBIOTEPHOIW ToMorpadueit
¢ BBegeHneM *F-(Topae30KCUrIioKo3bl, YIBTPa3ByKOBOE
HCCIIEIOBAHUE OPraHOB OPIONIHOW IMOJIOCTA W MAaJoro
Ta3a. B o0s13aTesbHOM MOPsIKE, HE3ABUCUMO OT HAJIMYMS
KJIMHUYECKUX TIPOSIBJICHUI, TTPOBOAMIIACH OIIEHKA TOp-
MOHAJIBHOTO TMPOMUIS: OIpenesieHne KOpTU3ojia, aape-
HoKopTukoTpornHoro ropMona (AKTT), nuruaposnuaH-
npoctepoHa (JITDA) u tecroctepona. [Ipu onpeneneHuu
ypoBHeli yTtpeHHero koptuzoia U AKTI BeimosHsacs
JIEKCaMETa30HOBBIN TECT. YPOBHM PEHMHA U allbAOCTE-
pOHa ONpEeNesUINCh B Clyyae HaJIMYUS KIMHUIECKOU
apTepManbHON TUIIEPTeH3UM HI000i cTereHu. dpyrue
TOPMOHBI — B 3aBUCUMOCTH OT HaJWYUS COOTBETCTBY-
IOIIUX KIMHUYECKUX CHMITOMOB Yy MalueHTa. B 1emsx
nuddepeHIUaTbHON TMAarHOCTUKY € (PEOXPOMOIIUTOMO
HCClIea0Bajgach CyToyHasi MoJya Ha MeTaHe(pUH U HOp-
MeTtaHedpuH. OObeM OIMyXoJiM MPU MEPBUYHOM OOCIIe-
IOBaHMM B cpeaHeM coctaBui 525,2 (105—1376) cm?,
a CpeIHMI MaKCUMAaJIbHBII pa3Mep OITyXOJIH O UIMHHU-
Ky — 9,8 (5,9—14,6) cMm. B 6 (60 %) ciyyasix ©uMejia MECTO
MmaTojoruyeckasi Cekpelusi OJHOro ropmMoHa u Ooree.
Knunanueckuii cunapom Kyimnra Hadmogancsy 4 (40 %)
nauueHToB (Taou. 1).

B 5 (50 %) cayyasix HaOMOOaIUCh M30JIMPOBAHHBIE
JIeroyHble MeTacTasbl (y 1 manueHTa — 2 MeTacTasa B mpa-
BOM JIETKOM, Y 4 — IByCTOpOHHee mopaxkeHue), B 2 (20 %)
HaOTIONEHUSIX JTUAarHOCTUPOBAHBI MeETacTa3bl B 00OMX
JIETKUX U MIeYeHU. MHOXECTBEeHHbIE METacTa3bl B IIEYCHb
Habmonanuch y 1 mauuenTa. Eie 1Boe umenu ormyxoJie-
BOE MOpaXkeHNe 000UX JIETKUX 1 KOCTEeM, a TAKKe TIeYeHH,
OPIOLIMHBI U 3a0PIOIIMHHBIX JIUM(PATUYECKUX Y3II0B.

Bce GonbHBIE ObUIM TIpOONEPUPOBaHbI Ha 1-M 3Tare.
Lenbio omepauuu ObUIO MaKCUMAJbHO PpaguKalibHOE
yaaJeHUe TIEPBUYHON OITyXOJW UISl TPEayNpeKaeHUs
pYcKa JIOKaJIbHOTO peluauBa. B CBSI3M C HEMOJHBIM
MpeACTaBACHUEM JAaHHBIX MPU MePBUYHOM IaTOMOpPhO-
JIOTUYECKOM HCCJIeOBAaHUM TIOBTOPHAsI OIleHKa KpaeB
pe3eKIUM, PaCIpPOCTPAHEHHOCTU B COCEIHME OpPTaHbI,
COCTOSIHUSI  1I€JIOCTHOCTU  TICEBIOKAIICYJIbl  OITyXOJIH,
HaJIMYMSI UHBAa3UM B BEHO3HOE PYCJIO U IMOPaXXKeHHOCTU
PJIY npoBomunacek y 5 (50 %) mammenrtoB. M3yuyanuchk
Kak IpeicTaBlIeHHbIC TOTOBbIE CTeKJIa, TaK U IIPOU3BOIN -
Jlach Jope3ka napauHOBBIX OJIOKOB B CIIOPHBIX CIydasiX.
MMMyHOrMCTOXMMHUYECKHU omnpeaesics ypoeHb Ki-67,
CBSI3aHHBIN C arpeCCUBHBIM T€UEHUEM M HEOJIarompusIT-
HbIM TTporHo3oM AKP.

B mocneonepalinoHHOM Tepuojie BCeM TMalMeHTam
IUIAHUPOBAJIOCh IIPOBEACHME Tepariuid MUTOTAHOM II0
CTaHJApTHBIM cxeMaM B KomOuHaiuu ¢ XT. Cxema 1uc-
IUIaTUH, TOKCOPYOMLIMH, 3Torno3un, mutotad (EDP-M)
SIBJISIIaCh 0a30BOI 1J1s1 Bcex 00bHbIX. [Tpu mporpeccupo-
BaHUM OITyXOJIU B PsIe CAyvyaeB MPOBOAMIIACH 2-51 TUHUS
JIEKapCTBEHHOM Teparu1u.

Iloka3zareun/rpynimsi
Indicators/groups

Yucio naueHToB, 1
Number of patients, n

TTon (M/X)
Gender, m/f

CpenHuii BO3pacT, rojibl
Average age, years
<4
>4
MerTacTassbl, n
Metastases, n
JIeTK1e
lungs
NnevYeHb
liver
JIeTKue + neyeHb
lungs + liver
JIeTKHE + KOCTU
lungs + bones

Jierkue + nevyeHpb + OproliMHa + peruoHap-

Hble TuMbaTrdeckue y3ibl (PJIY)

lungs + liver + peritoneum + regional lymph

nodes

CeKkpeTupyoliiue ornyxoiu, n
Secreting tumors, n

Hanuuue cBSI3aHHBIX € CEKpELMe CUMITO-
MOB/CHH/IDOMOB, B TOM YHCJIE, /1
The presence of secretion-related symptoms/
syndromes, including, n

cunapom Kymrmtra

Cushing’s syndrome

OTcpouKa OT AMarHo3a 0 orepaluu, Mec
Delay from diagnosis to surgery, months

Pezexuust, momHas, n

Complete resection, n
Makpockonuyeckas, R1/R2
macroscopic, R1/R2
MUKpocKonuyeckasi, RO
microscopic, RO

CpenHuii 00beM yIaJIeHHOR OMyXOJIH, CM>
Average volume of the removed tumor, cm’

CpenHuii Bec yaaJleHHOI OMmyXoJiu, T
Average weight of the removed tumor, g

Cpennee konmyectBo Ki-67, %
Average Ki-67, %

Tepanusi, n

Therapy, n
xumuorepanus (XT)
chemotherapy
MUTOTaH
mitotane

Ucxonpl, n

QOutcomes, n
PEeLUINBLI JIOKATbHbBIE
local relapses
MporpeccupoBaHue
progression

CpenHuii CpoK HAOMIOAEHUST, MEC
Average observation period, months

CpeiHuii CPOK JI0 TIPOTPECCUPOBAHUS OT
MOMEHTA MOCTAHOBKY IMarHo3a, MeC

Average time to progression from the moment of

diagnosis, months

CpenHuii CpoK MOSIBICHUSI TOKATbHOTO PeLn-

JIUBA TIOCJIE OTIePalii, MeC
Average time of local recurrence after surgery,
months

Puck nosiBneHust T0KaIbHOTO peuuauBaa,
3aBUCSIIUNA OT PaauKaJIbHOCTU OIl€paluun
RO

RI/R2
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Tabmumna 1. Xapaxmepucmuru nayuenmoe c AKP 1V cmaduu u pesyrsmamot
nevenus

Table 1. Characteristics of patients with stage IV ACC and treatment results

Pesyasratsl
Results

10

5(50 %)/5 (50 %)

5,8 (1,5-15,1)
6 (60 %)
4 (40 %)
5(50 %)
1(10 %)
220 %)
1(10 %)
1(10 %)

8 (80 %)

6 (75 %)

4 (50 %)

5,3(3,1-11)

8 (80 %)

5(50 %)

538 (112—1397)

I studies

647,9 (119—1420)

21,9 (6,0-42,0)

igina

or

8 (80 %)
10 (100 %)

6 (60 %)
10 (100 %)

21,8 (10,4—33,9)

11,3 (6,4—17,9)

5,5(3,1-7,9)
p=0,03

33,3%
100 %
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[ManyeHTaM ¢ TOPMOHAJIBHBIMM HAPYLICHUSIMU LJIIO-
KOKOPTUKOUIHOIO ¥ MUHEPaJIOKOPTUKOUIHOIO OOMEHOB
MPOBOIMJIACH KOPPEKIIMSI CUMIITOMOB B JIO- M IIOCJICOIIE-
pPallMOHHOM TIEPHOAaX COBMECTHO C BpauOM-3HIOKPH-
HoJioroM. B moceornepalioHHOM Iiepuoje 0co00e BHU-
MaHHue YIOE/ISUIOCh IPEeIOTBPALEHUIO PA3BUTUSI OCTPOM
HaJIIOYeYHUKOBOM HEIOCTATOUHOCTH, OCOOEHHO Y 00JIb-
HbIX ¢ cuHIpoMoM KyiinHra.

CratucTHyecKue MeToabl 00pa0OTKH Pe3y/IbTaTOB

CTaTUCTUYECCKUI aHAJIU3 MPOBOAUIICS C MCIIOJIb30-
BaHueM ctatucTuyeckoro nakera SPSS-23.0. Koppens-
LIMOHHbIM aHaIU3 BBIIIOJIHEH C UCIOJb30BaHUEM METOIa
Kpocc-Tabyisitimu. KpuBble BbKMBAEMOCTU TIOCTPOCHDI
no Metony Kammana—Maiiepa. OueHka nmapameTpuye-
CKMX JaHHBIX IIPOBOIAMJIACH C MCIIOJb30BAaHUEM KPUTE-
pust CTblofieHTa, HellapaMeTPUUECKUX — I10 KPUTEPUIO
y* TIupcoHa TIpU MOMOIIM MOCTPOSHUS TAOJIHUIL COIIPSI-
JKEHHOCTHU IPU3HAKOB. JIOCTOBEpPHOCTh pPa3inynii MexX-
Iy KPUBBIMM BBIKMBA€MOCTH OLIEHMBAJACh IO METOAY
log-rank. 3nauenue p < 0,05 cuuTasoch CTaTUCTUIECKU
3HAYMMBbIM.

PesyabraTsl

Ilepuoa or MoMeHTa OOHApyXKeHUs OIYXOJU Haj-
MOYeUyHUKa JI0 MPOBEACHUS OIlepalluu cocTaBuil 5,3
(3—11) mec. /IBoe MalMEHTOB Ha IIpeAONepalliOHHOM
srane nonydwiu 2 u 3 kypca XT EDP B uesnsx coxkpaiie-
HUST 00beMa OIYyXOJIM U MHTEpBaJ OT AMarHo3a 10 oIepa-
1y y Hux coctaBmi 10 u 11 Mec COOTBETCTBEHHO.

Bo Bcex ciyvasx Obula IpOBEAEHA JIAIIAPOTOMUS
¢ mocienyloleit anpeHandKkTomuei (AD). CpegHuit 00b-
eM ymajeHHoi omyxoyu coctaBuwi 538 (112—1397) cm?,
a CpeOIHMM MaKCHUMaJbHBIA pa3Mep IO UIMHHUKY —
10,3 (6,2—13,9) cm. B 3 HabiiomeHUsIX IIpoBeldcHA
pesekuus neyeHu (S6-7, S5-7 u S4a-7), B mociegHeM
cjlydae B CBSI3U C PaCIPOCTPAHEHHOCTBIO MPOLEcca TakKKe
BBIIIOJIHEHA pacllIMpeHHass perMoHapHas TuM@OoaucceK-
uus. Hedppakromus ¢ pernoHapHoil 1uMgoarucceKImein
npousBelieHa y 1 malueHTa ¢ U30JIMPOBAaHHBIM MeTacTa-
TUYECKUM ITOPaKEHMEM JIETKUX (JaHHbIE ITPEeICTaBICHbI
BTab6:1. 2). Y 1 00JBbHOTO ¢ MeTacTa3aMu B IIPaBOM JIETKOM
MpOBeieHa TOPAKOTOMUSI C YAaJeHUEM 2 OITyXOJIEBBIX
04aroB CITyCTsI 2 MeC IOCJIe YaadeHUs IIePBUYHOIM OITyXO-
m u 1 xypca XT no cxeme EDP-M Ha donHe cTtabunu3za-
LIMU Mpoliecca.

CornacHO JaHHBIM IOCJEONEePALIMOHHOIO 00CIeno-
BaHUSI M TUCTOJOTMYECKMM 3aK/IIOUEHMSIM MAaKPOCKO-
MMYECKU II0JIHAS PE3EKILMS MEPBUYHOI OIyXOJIM IIPO-
u3BegeHa y 8 (80 %) maLMeHTOB, a MUKPOCKOIIMYECKU
MojHasi — y moJyioBuHbl OosbHBIX (50 %). He ymanoch
MPOBECTU MAKPOCKOIMUYECKM pPAAUKAIbHYIO OIEepaLIUIO
y 2 geTeli ¢ 0ONbIIMMU ITEPBUYHBIMU pa3MepaMM OIYXOJIN
(13 x12,5x12,7cmu 13,8 x 13,9 x 13,5 cM), HECMOTpsI
Ha pacLIMPEHHbI XapaKTep OINEepPaTUBHOIO BMEIIATE/Ib-
CTBa, BKJIIOYAIONIET0 He TOJbKO AD, HO 1 JIAD B 0oboux
caydasX, a TakKXe pEe3eKILMI0 HECKOJbKHUX CETMEHTOB
nevyeHu B 1 HaOIIONEHUU.

ITpu rucronornyeckom rccienoBannu B 60 % ciryyaes
BBIsIBIEHO pacrnipoctpaHeHue AKP 3a mpenennl 1ices-
nokarncyibl. MHBa3ust B OKpYXalollye OpraHbl U TKaHU
u/unn nopaxenue PJIY Obutn BbisiBiaeHB y 5 (50 %)
mainueHToB. BpactaHue B TKaHb Ile4eHU OOHApYXKU-
BajoCh B 3 cllyyasix, TTIOYKU — B 3 1 nopaxeHue PJIY —
B 3. B 1 HabmoneHnM OTMeYanoch MopaxkKeHue OpIoLIu-
HBl. ¥ 2 mauMeHTOB OOHapyKeHa MHBa3Us OITYXOJIbIO
BEHO3HBIX cocynoB. [Tokasarenp nnaekca Ki-67 B TkaHsIx
yaaneHHoro rnepsuyHoro AKP cocrasun 21,9 (6,0—42,0).

Bce nmaiueHTbI B HOCIe0epaliMOHHOM ITEPUO/IE IOy~
YUIM Teparui MUTOTAHOM IO CTAaHAAPTHBIM CXEMaM.
Bocemb (80 %) u3 10 — XT no cxeme EDP-M. B 2 ciy-
yasgx XT He TIpoBoaMIACh B CBSI3U C HEYIOBJIETBOPUTEb-
HbIM COMAaTUYECKMM CTaTyCOM IIallM€HTOB, CBSI3aHHBIM
C OBICTPBIM IIPOTPECCMPOBAHMEM METACTa30B B JIETKUX
M BO3HMKHOBEHMEM JIOKAJIBHOIO pEeLUAMBA B CPOKHU
3,4 mec u 7,1 Mec mocie nepBUYHOM onepaunu. B cpen-
HEM MallMeHThl B IOCJICONEePALIMOHHOM IIEPUOIE MOJIY-
yunu 2,5 (1—4) xypca EDP-M. ¥V 1 6onpHoro XT Oblia
MpeKpallieHa mocje 1-ro Kypca B CBSI3U C pa3BUBIIICICS
TSKEJI0M IMTHEBMOHUEH U cercucoM Ha (poHe IJTUTENIbHOM
runoriazum KposeTBopeHus: IV cremenu. [ByM nmetsim
B CBSI3U C IIPOrpecCUpOBaHUEM Ipoliecca Ha (poHe jiede-
Hus1 ObLIa IIPOBeJeHA 2-51 IMHUS Teparuu, BKIOYaromas
B 1 ciydae 1 Kypc remMumnTabrHa M TakJIUTaKcela, a elle
B OJHOM — | Kypc KapOoIuiaTuHa 1 3IMpyoOnIIMHA.

IIposBneHuss TokcuyHocTu MuTotaHa > Il crermenHm
Habmonanuce y 4 (40 %) naLueHToB U OTPeOOBaAIA KOP-
peKLMU 003 IIperapaTa, a TakKe Ha3HayeHUs COIPOBO-
OUTEJIbHOM Tepanuy M TMIPOKOPTU30HA O] KOHTPOJIEM
ypoBHelt AKTI u xopTtuzona. ¥ 2 0oabHBIX HaOmIOAa-
JIOCh pa3BUTHE HAaAIIOYEYHUKOBOM HEIOCTATOYHOCTU
(y 1 ¢ tsxenoii nuapeeii), eme y 1 — HeBpoJjiornyeckast
CUMIITOMATHKA B BUE HApYIIeHUs KOOPAUHALIMY U aTaK-
cuu, 1 B 1 cllydyae OTMEYEeHO OBICTPOE IOBBIILIEHUE TPaH-
caMMHa3 > 5—7 HOpM B COYETaHUU C MUAJITUE} U MbIIIIEY -
HbIMU (PaCUUKYJISILIUSIMMU.

TopMoHanIbHas aKTMBHOCTH OITyXOJM ObLla JMArHO-
ctupoBaHa y 8 (80 %) mauueHTOB IO JaHHBLIM Jabopa-
TOpHBIX McclienoBaHuii. B 6 (60 %) ciayyaasx umenu
MECTO KIIMHUYECKKE IIPOSIBICHUS 30bITOYHOM CEKpeLnn
TOPMOHOB, B 4 M3 HUX pa3Bujicsd cuHapoM KyimHra.
Yame Bcero orMmevanach cekpeunsi DA B KomOuHa-
1M ¢ TectocTepoHoM (39 %) u koptuzona (25 %). Takxke
BbIsiBJIEHO 10 1 (12 %) ciyyalo ceKpeluu TeCTOCTepOHa
B KOMOMHAIIUM C ajabaocTepoHoM, JII'DA B koMOMHaIIUM
C KOPTU30JIOM U TECTOCTEPOHOM, U KOPTU30JIOM, TECTO-
CTEPOHOM U aJIbIOCTEPOHOM COOTBETCTBEHHO.

Ha momenT Hamucanmst cratbu 2 (20 %) wu3 10
naluueHToB XuBbl ¢ npu3Hakamu 13 B cpoku 14,1 mec
u 28,8 mec. B ocranbhbix 8 cinyuasx AKP mporpeccuposan
WU/WIM pa3BUJICS PELMIUB, YTO ITOCIIYKMJIO MPUYMHOM
cMmepTu 00abHBIX. CpeHUiT CpOK HAOMIONESHUS COCTaBUII
21,8 (10,4—33,9) mec, a cpeaHuli CpOK IO MPOTPEeCcCH-
poBaHMsS OT MOMeHTa auarHo3a — 11,3 (6,4—17,9) mec.
IIpoBenenue XT B KoMOMHAIIMM C MUTOTAHOM HE OKa3aJio
BJIMSHUS Ha HEOJIaronpUsTHBINA IPOTHO3 3a00JIeBaHMS,
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Poccuiickuii xypuan JETCKOM TEMATOJIOTUW u OHKOJIOTUU

OIHAKO IMOJIOXUTEIbHO CKAa3aJ0Ch HA MPOAOKUTEIbHO-
CTU XXM3HU NalMeHToB. B rpynre 6onbHBIX (1 = 7), moy-
yuBnx 2 kypca EDP-M u 0ojiee, mpono/KUTENTbHOCTh
JKW3HU OT MMOCTAaHOBKM AuarHo3a coctaBuia 24,9 (10,4—
33,9) mec npotuB 14,4 (11,4—17,7) mec B rpy1ie 00JIbHBIX
(n = 3), He monyyuBmnx XT wim nmoiayyuBmnx 1 Kypc
EDP-M (p =0,02).

AHaJIu3 4acTOThI JIOKAJIbHBIX PELIMIMBOB B 3aBUCHMO-
CTU OT PaJVKAJIbHOCTU OIEpalnu MoKa3all, YTo JOKab-
HbIil peuuaus paspwicss y 1 (20 %) u3 5 malumeHTOB,
KOTOPBIM OblIa MpOBeAeHA TMCTOJOTUYECKM MOATBEPXK-
nmeHHas RO-pesekiyst mepBuyHoOM orryxoJiu, mpotus 100 %
B rpymme 6oabHbIX ¢ pe3ekimeit R1/R2 (p = 0,03). Puck
pa3BUTHS JIOKAJIbHOTO PELIMIKMBA B IIEPBhIE 8 MEC OT OIlepa-
umu coctaBui 33,3 % u 100 % cooTBETCTBEHHO (PUCYHOK).
Oo6mas (OB) 2-meTHsIa BEKMBAEMOCTb B HallleM HCCIIe-
nosaHuu cocraswia 57,1 %.

Puck pazeumusi A10KanbHo0 peyuousa é 3a6UCUMOCMY 0M PAOUKAAbHOCMU One-
pauuu (RO-pesexcyus npomue R1/R2), IV cmaous

Risk of developing local relapse depending on the radicality of the operation
(RO-resection vs. R1/R2), stage [V

Oo6cyxaeHune

XUpypruyeckoe BMEIIATETbCTBO SIBJISICTCS METOIOM
BBIOOpA TMPU JICUCHUHM JIOKATU30BAaHHOTO M MECTHO-pac-
npoctpaHeHHoro AKP, oT pagukansbHOCTM KOTOpPOTO
3aBUCUT TIPOrHO3 3a0oseBaHus. OMHAKO B cayyae Aucce-
MmuHUpoBaHHOro AKP 1o cux mop HeT eauHON TaKTUKU
B OTHOILLIEHUM II0OKAa3aHUM K XUPYPIUUECKOM oIepaluu
U ee o0beMy, a TakKke K yIaJeHUIO OTIaJeHHBIX MeTa-
cTa3oB. PerieHus yacTo MpUHMMAIOTCS WHAWBUIYAJIbHO
B 3aBUCHMOCTM OT OObeMa IEPBUYHOI OIyXOJHU, CTe-
MeHU MHBA3UM B COCEIHME OPTaHbl, KOJUYECTBA OYaroB
METacTaTUUECKOro MOpakeHUsI, HAIMYMSI TOPMOHATBbHOM
aKTUBHOCTU, IIPEXKIE BCETO, TUTIEPITPOAYKIINH TTTIOKOKOP-
TuKonnoB. Kak mpaBuiio, oT onepanuu BO3ACPKUBAIOTCS
B CJIydasix MHOXECTBEHHBIX METaCcTa30B B IIpeIeiax OJHO-

ro OopraHa Wiu IpU MOPaKEHUM HECKOJBKUX O0JIaCTeid.
B momoOHBIX clydasix peKomeHayloT mpoBeaeHue XT
WU/WIW JIy4eBOM TepalMu, KOTOPble MOTYT pacCMaTpu-
BaTbhCs KaK IaUIMaTUBHOE JICUEHUE, CIIOCOOHOE ITPOIIUTh
>KU3Hb OOJIbHBIM U JIy4llie KOHTPOJIMPOBATh N30BITOYHYIO
CEeKpelHI0 TOPMOHOB OITyXoyblo. OmMyOJIMKOBaHHBI
B 2013 1. ananu3 neyenus 97 nmauueHtoB ¢ AKP IV cra-
JIUY T0Ka3aJ, 4To ronuvHas u S5-netHss OB mauueHTOB
[ocjae IPOBEACHUSI XUPYPIUYECKOrOo BMEIIATEIbCTBA
coctaBwi 54 % wu 27,6 % coorBeTcTBeHHO. Torma Kak
TOJIBKO 16 % GOJIbHBIX C IMCCEMUHUPOBAHHOM OITyXOJIbIO,
He IMOJIYYMBIIMX XMPYPru4ecKOro 3Tama JeuyeHusI, rmepe-
xum 1 rox (p < 0,01). ITpoBeaeHne permoHapHOM JTUM-
(omuccexuny B 3TOM TpyIIie MalueHTOB ObUIO CBSI3aHO
¢ ynyymienuemM OB mpu omHogaxkTtopHOM aHamuse [7].
K coxaneHuio, aBTOpbI He MPeICTaBUIN JaHHbIE O COMa-
TUYECKOM M TOPMOHAJIbHOM CTaTycax 00JIbHBIX B IPyIIIiax,
00beMe METaCTaTUYECKOTO IMTOPAaXKEHUS CPEAU IPOOIIePH-
POBaHHbBIX MALMEHTOB U JETEi, KOTOPBIM OIlepalusl He
OblIa BBIITOJIHEHA, a TAKXKE O XapaKTepe peluanBa 3a00-
JeBaHus. B Ipyrom peTpocHeKTUBHOM MCCIIEIOBaHUH,
BKItouarorieM 23 namueHra ¢ IV ctanueit AKP, He O0b110
BBISIBJICHO 3HAYMMBIX Pa3in4yuii B IPOIOJIKUTEIbHOCTU
JKM3HU MEXXIY TPYIIIaMM OOJIbHBIX C XMUPYPTUUECKUM BME-
1maTeabCcTBOM M 0e3 TakoBoro [8]. B. Allolio et al. Takxke
HE BBISBUJIM JOCTOBEPHOIO BJIMSHUS PE3CKIIUU ITEPBUY-
HOI OITyXOJIM Ha MPOIOJIKUTEIbHOCTD XKU3HU MallIeHTOB
¢ IV cragueit AKP 1 moguepKHy/IM poJib MUTOTaHA B Kaue-
CTBe 1-i1 ITMHUM Tepanuu y 3TUX OOIBHBIX [2].

B Haireit paboTe ObIJIO BBISIBIEHO JOCTOBEPHOE CHU-
JKEHME YaCTOThI JIOKAJbHbBIX PELIUAUBOB Y MUKPOCKOIMH-
YeCKU paauKalabHO IIPOOIEPUPOBAHHBIX MTALIMEHTOB, YTO
MOJIOKUTEIBHO CKa3ajJoCh Ha CPOKax IIPOrpeccHrpoBa-
HUSI, 110 CPABHEHUIO C OOJIbBHBIMU, IIPOOIEPUPOBAHHBI-
MM HepagukanbHo (10 Mec mpotuB 5,6 mec, p = 0,025).
PanukanbHOe ynajaeHUe MEPBUYHON OMYXOJU Y GOJbHBIX
C €AMHUYHBIMM MeTacTa3aMM T03BOJUIIO 3(h(heKTUBHEE
KOHTPOJIMPOBAaTh CHHAPOMBI IATOJOTUYECKON THUIIep-
MPOAYKIIMY TOPMOHOB, BKJItouasi cuHapoM KyiuHra, 4to
MOJIOKUTEIBHO CKA3aJ10Ch Ha TEYEHUU MOCICOIePALIMOH -
HOTO IIep1Oo/Ia M 0Ka3aJIo IO3UTUBHOE BIIUSIHUE Ha PE3YJIb-
TaThl IIPOBOAMMOI 3aMECTUTEJILHOM TepaIruu, YIy4IliuB
Ka4yecTBO XM3HHU TalueHToB. OgHAKO paauKalbHOCTh
omnepaluy He oKasaja BIMSHHUS Ha UCXOH 3a00JieBaHMS
1 Bce OOJIbHbIE CIIPOrPECCUPOBAIM B T€YCHUE IIEPBBIX
12 mec ot omepauuu. ITogydeHHbIE TaHHBIE TTOJHOCTHIO
COBITIAAAIOT C OITyOJIMKOBaHHBIMU paHee [6, 7, 9].

MuToTaH 0CTAeTCsT eIMHCTBEHHBIM JIEKaPCTBOM, 010~
OpeHHBIM YIIpaBJIeHMEM I10 CAaHWUTApPHOMY Haa30py 3a
KauyeCTBOM MUIIEBBIX MTPOAYKTOB U MeaukameHToB CIIIA
(FDA) u EBponeiicKuM UCTTOJTHUTEIbHBIM areHTCTBOM 10
menuiHe (EMEA) nis neyenust metacratnueckoro AKP.
OpmHaKo Npu IPOBEACHUY MOHOTEPAIIUY MUTOTAHOM YPO-
BEHb O0bEKTUBHBIX OTBETOB COCTABJISIET B JIy4llIeM CiIydae
24 % [10]. B cBsi3u ¢ 3TUM aKTUBHO U3Y4aeTCs BOZMOX-
HOCTb ITpoBeaeHUsI THTeHCUBHOM X T y 9TOro KOHTUHI€H -
Ta MaleHTOB, U pa3padaThiBalOTCs 3(PHEKTUBHBIE CXEMBbI
ee npuMmeHeHus. CxeMa, BKJIIOYAIOIasi 3TOIO3UI, J0K-
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COPYOMLIMH ¥ LIMCIUIATUH B KOMOMHALIMM C MUTOTAHOM
(EDP-M), aBnsiercst HanboJiee MepcrnekKTUBHOM. B mpo-
CIIEKTUBHOM MHOTOLIEHTpoBOM wuccieaoBanuu 11 dasnr
¢ npuMeHeHneM cxeMbl EDP-M y 72 nmauuenToB ¢ AKP,
KOTOPBIM He YIaJI0Ch IIPOBECTU PaJAMKaIbHYO OIEePaLIMIO,
oTMeueHO 48,6 % I010KUTENbHBIX OTBETOB (14 % MOJIHBIX
u 86 % yacTUuHBIX OTBeTOB). KpoMe Toro, pagukaibHas
XUpYpruyeckasi pe3eKlusl pe3uayalbHoi 00JIe3HU cTajia
Bo3MOXHOI y 10 n3 72 manueHToB nocie 3—5 KypcoB XT,
YTO MPUBEJIO K YBEJIMUECHUIO IIPOIOLKUTEIbHOCTH KU3HU
B oTOi Tpymme OonbHBIX [9]. IIpeumyiiecTBo Tepamuu
EDP-M noaTBepXaeHO 1O pe3yabraTaM IepBOro MeX-
JIYHAPOIHOIO PaHIOMM3MPOBAHHOTO MCCICIOBAHUS I10
JICYEHUI0O MECTHO-PACIIPOCTPAHEHHOM M MeTacTaThye-
cKkoli agpeHoKopTukKaibHO KapimHoMmbl (FIRM-ACT).
B uccnenosanue opun BKIrOYeHBI 304 maieHTa ¢ MeTa-
cratnyeckuM AKP, B HeM npoBoIMiIock cpaBHEHUE Kyp-
coB EDP-M ¢ xomOuHalMeii MUTOTaH-CTPENTO30TOLIMH
(Sz-M) B kauecTtBe JedyeHUs 1-i1 unm 2-ii quHuMin [11].
brino nmokazano, yto EDP-M cBs3aH ¢ ny4yineil BbIKU-
BaeMOCTbIO 0€3 IIPOrpecCUpPOBaHMS U YaCTOTON OOBEK-
TUBHOTO OTBETa I10 cpaBHEeHUIO ¢ Sz-M (5,0 Mec mpoTuB
2,1 mec, 23,2 % npotus 9,2 % COOTBETCTBEHHO).

B nmenuartpuyeckoii npaktuke deTrckasi OHKOJOrnye-
ckas rpynma (COG) B uccnenoBanu ARAR 0332 takke
u3ydana poab pacupeHHoi pesekunu AKP ¢ mumdo-
JUCCEKLMel M IOCIeOYIOIIUM IIPOBEIEHUEM 8 KypCOB
EDP-M B BbIXKMBaeMOCTH OOJBHBIX C METAaCTaTUYECKUM
AKP [12]. TTatunetrnsas OB u 6e3penimanBHast BbIKMBae-
MOCTb B 3TOM KCCJICIOBaHUU, BKJIIOYaloeM 14 maiuueH-
TOB, coctaBwim 15,6 % u 7,1 % coorBercTBeHHO. OKOJIO
TpeTH OOJIbHBIX HE 3aKOHUYMIM IIPOrpaMMHOE JIeYCHUE
B ¢BsA3U ¢ 13 mim TOKCUYHOCTBIO Teparuu.

Haim naHHbIe Takke yKa3bIBalOT Ha BO3MOXKHOCTb
JIOCTOBEPHO YBEJIMYUTD [TEPUO )KU3HU TALIMEHTOB C META-
cratnyeckuM AKP mocie xupyprudeckoit pe3eKunu Ha

¢done npoBeaeHus XT. Tak, MpogOKUTETLHOCTD XKU3HU
OT TIOCTAaHOBKM AMAarHo3a B IPyIIie OOJbHBIX, TTOTYYMB-
mux 2 Kypca EDP-M u 6onee, cocraBuna 24,9 (10,4—33,9)
mec mnpotuB 14,4 (11,4—17,7) Mec B rpyIe OOJbHBIX,
He nonyuynBMX XT wiau nomyuyuBmux 1 xypc EDP-M
(p = 0,02). IIpu sTOM, KaKk OBLIO OTMEYEHO BHIIIIE,
MpOBeIeHNE TOJIbKO XUPYPrUYeCKOro BMeEIIaTe/IbCTBA
U Tepalyd MUTOTAHOM HE BJIMSIET Ha HOJTOCPOUYHYIO
BBDKMBAEMOCTD, a OOILME pe3yIbTaThl JCUCHUS B TPYIIIE
IUCCEMUHVPOBAHHBIX TIAIIMEHTOB OCTAIOTCS HEYIOB-
JIETBOPUTEIbHBIMU. AHAJOTUYHBIC JaHHBIC IIOJIyde-
HBI TPYIION uccaenoBaTeieii u3 bpasunuu, KoTopbie
MpOaHATU3UPOBAIM  PE3yJbTaThl KOMOMHUPOBAHHOMN
tepaniuu 10 mereit ¢ AKP IV cragun. IMarunetuss OB
coctaBmia 0 %, Kak 1 cpeay 00JIbHbBIX IPOaHATU3UPOBAH-
HOI HaMu TpynIsl [13].

3akioyenne

Takum oOpa3oM, Mpu TUIAHUPOBAHUM OIEPATUBHOTO
BMemaTenbeTBa npu IV cranum AKP HeoOxonumo yuu-
THIBaTh MOTCHIMAIbHYIO PE3eKTa0eIbHOCTh MEPBUYHOMN
OITyXOJI, 00bEM U PaCIpPOCTPAHECHHOCTh MeTacTaThye-
CKOro KOMITOHEHTa, HaJIn41e TUIIePCEKPEIIN TOPMOHOB,
MpexXae BCEro, IMIOKOKOPTUKOUIHOIO psilia, CKOPOCThb
MPOrPeCcCUPOBaHMUs OIYXOJM, a TaKXe OIbIT XHUpypra
U HAIMYME YETKOU MOCJIEAYIOIIEN aIblOBAaHTHOM MpO-
rpaMmbl JiedeHus. [1poBenenne Tepanuu EDP-M kaxkert-
cs 11eJIeCOO0pa3HbIM M TOCTOBEPHO YBEIWYMBACT IIPO-
JIOJDKUTENIbHOCTh XXU3HU JeTeil u 1moapocTtkoB ¢ AKP
IV cragumu. I[Tpu rmoaydyeHUY TOI0XKUTETIBLHOTO OTBETA OITy-
xonu Ha ¢goHe npoBeaeHUss XT ¢ MUTOTAaHOM BO3MOXKHO
MpOBeIeHNE METaCTa33KTOMMUM, YTO B PSIE CyJaeB yIIU -
HseT 0e3peliANBHBIIN MHTepBasl. OMHAKO JOJTOCPOYHBII
MPOTHO3 TAILIMEHTOB C MeTacTaTudyeckoil opmoii AKP
(kak meTeil, TaK M B3POCJbIX) OCTAETCsl KpaiiHe IIOXUM,
HECMOTPSI Ha BCe TIPUMEHSIEMbIE CITOCOOBI JICUSHUS.
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