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OnpepeneHne ropmMoHanbHON akTMBHOCTM W 3/10KAYECTBEHHOMO MOTEHUMana — akTyaJbHENLWNn BONPOC ANAarHOCTUKK
1 BblGoOpa sIe4ebHOM TakTUKM MPU ONYyXONsX HaANno4YeYHNKoB. AapeHokopTukanbHbli pak (AKP) — noctaTto4yHo penkoe 3a-
6oneBaHmne, KOTOPOE XapakTepuayeTcs NiIoXnMMm NPOrHocTUYeckumm nokasatensamn. Bctpeyaemoctb AKP — 0,5-2 cnyyas
Ha MUJIJIMOH HACENEHUS, B CTPYKTYPE MHLUMAEHTANIOM HaANOYE4YHNKOB — He 6onee Yem 2—4% HabniogeHnn. Jns WmpoKo-
ro 06CcyXXaeHns NnpeasiaraeTcs NPOeKT KINHNYECKMX PEKOMEHAALMI NO AuarHoCcTuke n neverHmio AKP, npegHasHavyeHHbIX
OIS OHKOOrOB, XMPYProB, 9HA0OKPUHOMNOrOB, CNELNan1MCcToOB Mo Jly4eBOM AMarHoCTrKe, NaToMopdooros 1 ap.
KnouyeBbie cnoBa: oryxoiv HaArno4Ye4yHuka, aapeHOKOPTUKAsbHbLIN pak, pak Kopbl HaAno4Ye4yHuKa,
peoxpomoumnToma, naparaHrimomMa, rmnepKopTULN3M, MUTOTAH.
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Statement of hormonal activity and potential malignancy are the most important issues of diagnosis and
selection of appropriate treatment way for patients with adrenal tumors. Adrenal cortical carcinoma (ACC)
is rare disease with poor prognosis. Incidience of ACC is about 0.5-2 per million, and no more then 2-4%
among adrenal tumors. This draft of guidelines of diagnosis and treatment of ACC is offered to common dis-
cussion among wide round of specialists.
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MpoeKT POCCUNCKUX KAMHUYECKNX PEKOMEHAQLMI N0 AUQrHOCTUKE U A€YEHUIO QAPEHOKOPTUKAABHOIO PAKQ

Cnucok cokpalieHnmn

ALl — apTepuansHoe gasneHve IMrA — nepBUYHbIN r’MNEPanbgOCTEPOHN3M
AKP — anpeHOKOPTUKaNbHbIN pakK MNaT-8dAI — NO3UTPOHHO-IMNCCUOHHASA TO-
AKTI — agapeHOKOPTUKOTPONMHbIV FOPMOH Morpadus ¢ 18-pTopae30KCUNIOKO30M
APC - anboocTepoH-pPEHNHOBOE COOTHOLLEHWE TTI — TMPEOoTPONHbLIN FOPMOH
OJ1T — anctaHuuoHHas nydyesas Tepanums Y3 - ynbTpasBykOBOE UCCNea0oBaHne
NIX — UMMYHOTUCTOXUMUS SUV (standartised uptake value) — Hakonu-
KT — komnbloTepHas ToMmorpapus TeNbHbIN KpUTepuii npm NIT-"8DA
KOMT - kaTtexonamunH-O-meTmun-TpaHchepasa HU (eguHnupl XayHchwunga) — AeHCUTOMETPU-
MPT — marHuTHO-pe30oHaHCcHasa Tomorpadus yeckue nokasatenu npu nposegeHnm KT

M3H - cnHapPOM MHOXECTBEHHbIX 3HO0KPUH-

HbIX Heomnnasum

O6LWwmne NoAoXKeHus
KnuHunyeckune pekomeHgaunnm HanpaeJiEHbl Ha yJlydlleHMe pPe3ysibTaToOB ANArHOCTUKHN
n nedeHnda nauneHToB C aapeHOKOPTUKaJIbHbIM PakoM.
KnuHnyeckne pekomMeHpaumm He paccmatpuBaloT abCoNOTHO BCe acnekTbl npobnemsbl
M BO3MOXXHbl€ UCKITIOHEHUA N3 MNMpaBul.
KnnHnyeckne pekoMmeHgaumm He MOryT rapaHTUpPOBaTh ONPeneneHHbIn pe3ynstaT 1 NPy 3TOM
He yCTaHaB/MBaAIOT CTaHOAaPTbl BEAeHUA 6OJ'IbeIX.
KnuHuyeckune pekoMmeHpaunnm He npengHa3HadYeHbl Ond ned4eHnd KOHKPETHOro nauuneHTa.
PeweHunsa o BegeHnn 601bHOr0 A0IKHBI OCHOBbLIBATLCA HA 00C/egoBaHUM KaXXaoro naumeHTa
C yd4eToOM nHamBmnayanbHbIX 00CTOATENbLCTB.

papauns ypoBHS noKa3aTesibHOCTY peKOMeHOaumnm

YpoBeHb Onpepnenexne

A

O O

HacTtosTenbHo pekomeHpyeTcs. BbiCOkMIA ypOBEHb 10KA3aTENbHOCTA TOM0, YTO BbINOJHEHNE
MOXET B 3HAUYMTENIbHON Mepe yNy4LWnTb COCTOsHME 300P0BbS. [loka3aTenbCTBO BKIIOYAET
pe3ynbTaTbl, NOly4EHHbIE B XOAE XOPOLLO CMIaHNUPOBAHHBIX KIMHUYECKUX UCCNELOBAHUN C
Ka4eCTBEHHbIM AN3aHOM, MPOBOAUMbIX HA PENPE3EHTATUBHON NONYNSaLMM

PekomeHnpyeTtcs. BbinonHeHNe MOXET B 3HAUUTENBHOW MEPE YNyYLLIMTb COCTOSIHWE 30POBbSI.
YpoBeHb [0Ka3aTeIbHOCTV OrpaHNYeH KONMYECTBOM, Ka4eCTBOM, COMNacOBaHHOCTLIO OTAENbHbIX
ncenefoBaHnii, BOBMOXHOCTbIO BHEAPEHUS B PYTUHHYIO MPAKTUKY U KOCBEHHBLIM
MPOVCXOXAEHNEM AaHHbIX

PekomeHnpyeTtcs. PekomeHaaums 0CHoBaHa Ha MHEHUW 3KCNepTOoB

He pekomeHpyeTcs. PekoMeHaauma 0CHOBaHa Ha JaHHbIX O TOM, YTO BbINOIHEHUE He
NPVBEIET K YNYHLIEHNIO COCTOAHUA 300POBbS MW Xe Bpef, OT NpUMeEHeHns OyaeT NpeBocXoanTb
BbIroay

Hu 3a, HM NPOTUB. HeT 1OCTaTOYHOrO KONMYECTBa 4,0Ka3aTeNbCTB HU 3@, HU NPOTUB
CNONb30BaHNA PEKOMEHJALMM, MO0 J0Ka3aTeNbCTBa HU3KOMO Ka4ecTBa U AaHHbIe
NPOTMBOPEYMBLI. B pesynstaTe He onpeaeneHo COOTHOLLEHME MOMb3bl M Bpeaa OT NPUMEHEHNS
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BeeapeHue

AnpeHokopTukanbHbln pak (AKP) — penkoe
3aboneBaHne, xapakTepusylolleecs Mno3gHUM
CPOKOM BbISIBJIEHUS!, arpeCCUBHOCTbLIO KIINHU-
4YeCcKOro TeYeHusi 1 OO0 HaCTOosALWero MOMeHTa
HebnaronpuaTHbIM nevyebHbIM NporHo3om. AKP
MOXET ObITb FOPMOHaJIbHO-aKTMBHbLIM, SABNISASICb
NPUYNHON CYOKITMHNYECKOrO UM MaHNPECTHO-
ro cuHgpoma NueHko—KyuwimHra n/vnm Bupmib-
HOro CMHAPOMA, NN MOXET ObITb CTy4aNHO Bbl-
ABNIEHHOW TOPMOHaNIbHO-HEAKTUBHOW OMyx0-
Nbl0 HaANoYe4YHmKa.

Penkoctb AKP obycnoBnnBaet 0ObekTUB-
Hble TPYOHOCTUN U3-3a OTCYTCTBUS afeKBaTHbIX
NPOCNEKTUBHbLIX NCCNENOBAHUN U AOCTATOYHO-
ro onbiTa NIeYEHUs BHE CMNeuuann3mpoOBaHHbIX
YUPEXAEHNI, KOHUEHTPUPYIOWMX 3TUX O60Nb-
HbIX. OQHaKo 3a pybexxoM B TeHeHne NocneaHmnx
30-40 neT npoBeneHbl OOCTATOYHO OonbLUMe
KaKk MPOCMEKTVBHbIE, TAK U PETPOCMNEKTUBHbLIE
NCCneaoBaHuns, 4acTb U3 KOTOPbIX BKJIOYAKOT
B cebdba po 500 mauymeHtoB. K coxaneHuto,
B Poccun nccnepnosaHuii ¢ nogoObHbIM YCIOM
naumMeHToOB He NpoBOAMIIOCL. B CBA3KM C 3TUM
HacTosILMe pekoMeHAauuMm B OCHOBHOM OMU-
paloTCs Ha Aoka3aTenbHy 6a3y 1 9KCnepTHoe
MHeHMe 3apybexHbIX nccneposatenen. EBpo-
nenckoe ob6uLecTBO oHKosoros (European
Society for Medical Oncology — ESMO) B 2012 .
NPUHSAN0 KINHMYECKME PEKOMEHJALMN NO Ana-
FHOCTUKE U JIEYEHMUIO 3/I0KAYECTBEHHBIX Mopa-
XeHU Hagno4ve4vHuka [1]. Takxe He MeHee 3Ha-
YMMbIMU FBISIOTCS PYKOBOACTBA, pa3paboTaH-
Hble NCCN, KpynHenwmMmMm MMPOBLIM afibSSHCOM
BeOyLLMX LLIEHTPOB MO N3Y4EHUNIO 1 pa3paboTke
aNropnuTMOB ONATHOCTUKU N NEeYEeHUsT PaKOBbIX
3abonesaHunii [2]. lMpepnaraemble KIAMHUYEC-
Kue peKkoOMeHZauUum Ha HaCTOSILWMA MOMEHT SB-
NS0TCA OCHOBHbIM COMNacuTenbHbIM AOKYMEH-
TOM, PEryaMpylowmMmM MOJIOXKEHNS NpPakKTuyec-
KOW oeaTenbHOCTY Bpaden npu AKP.

OuarHocTtuyeckme n nevyebHble onumm B OT-
HoweHun naumeHToB ¢ AKP TpebyloT MynbTu-
OMCUMMINHAPHOro Noaxona, Hambonee 3anHTe-
pPEeCOBaHHbIMUY CreumanncTamMmm aBnstoTCS OHKO-
0rn, XMpypru, SHAOKPUHOMAOMN, CheunanucThbl
Mo Ny4eBON AMArHOCTMKE 1 naToMopdonorn.

SAnuaemMmmoAorug

ExerogHoe BbisiBnenme AKP — 0,5-2 cnyyas
Ha MWJIMOH HACENEeHUs, B CTPYKTYPE OHKOMO-

6

rmyeckom cmepTtHoctu AKP cocTtaBnsier
0,04-0,2% [3]. Snuaemmonormiyeckmne JaHHble
no Poccuiickoin Depepaumm OUEHUTb KpaliHe
3aTPYOHUTENBHO, TakK Kak OHKOMOrm4eckas oT-
yeTHOCTb OoTAeNbHO No AKP He dopmumpyeTcs,
pPEerncTp OTCyTCTBYET.

S1noAorus

OnuncaHo HeCKOJbKO HACNEACTBEHHbIX CUH-
OPOMOB, N3BECTHbIM KOMMOHEHTOM KOTOPbIX
asndetca AKP. B pamkax Bcex CMHOPOMOB OT-
MeyaeTCs HM3Kas GeHoTUNMYeckas NeHeTpaHT-
HoCcTb AKP, B CBSI3M C 4eM NpOCneanTb Hacnea-
CTBEHHbI XapakTep 3abofieBaHNs aHAMHECTU-
4yeckn AOCTaTOYHO CIOXHO.

Cungpom Jln-dpaymerHun (Li-Fraumeni)
CBSI3aH C MHAKTMBUPYIOLLEN myTauuen B TP53-
reHe-cynpeccope OnyxosieBoro pocTta, xapak-
TepusyeTcs pasBUTUEM CAPKOM MAFKUX TKaHEMN,
paka MONIOYHOW XeNne3bl, HOBOOOpPAa30BaHMUI MO-
nosHoro moara n AKP. UIHTepeCcHO, 4TO MyTaumm
B TP53 aBNgal0TCSA NPUYMHON BbICOKOW 3abone-
BaemocTu AKP B KOxHOI Bpasunuu, noToMy 4TO
Yy HE UMEIOLLINX POOCTBEHHON CBA3WN NALMEHTOB
3TOro pervoHa onpegengaetca R337H-myTauns
B TP53. AKP — TakxXe KOMMOHEHT cuHapomMa
beksnta-BangemaHa (Beckwith—-Wiedemann),
KOTOPbLIV NPOSIBASIETCHA MaKporsioccmen, gepek-
TamMm OPIOLLIHOM CTEHKM (3MBPUOHANbHas Nynoy-
Hasl rpbika), remurnnepTpoduen, Hedppo-, re-
natobnactomon. Ha reHeTu4eckoMm YypOBHE
3TOT CUHAOPOM BbI3BaH M3MeHeHusMn B 11p15,
reHeTn4eckoe MecCTOMONIOXEHWE BKIIOYaEeT re-
Hbl IGF-2, H19 n CDKN1C (p57Kip2).

AKP moxeT BbIIBAATLCS B COCTaBe CUHAPO-
ma lapgHepa (ageHOMaTO3HbIM NOAUNO3 KWLL-
Kn), KOTOPbI Bbi3BaH MyTaumen APC-reHa-cy-
npeccopa onyxonesoro pocrta (APC - ot ade-
nomatosis polyposis coli). INpn reHeTnyeckom
nccnegoBaHUM  ONyxonem Haano4YeyHUKOB
y 60JbHbIX C CUMHAPOMOM lapaHepa BbISBISAETCS
neneuns HopmanbHon APC-annenu B XpOMOCO-
Max onyxonm. CUHOPOM MHOXECTBEHHbIX 3HO0-
KPWHHBIX Heornnasu (M3H) 1 Tuna paHee cBs-
3blBanu ¢ 00OPOKA4YeCTBEHHbLIMWU, FOPMOHAJIb-
HO-HEAKTMBHLIMWU OMYXOSSIMM HaAMOYEYHUKOB,
koTopble oTMevanucb B 20-40% HabniogeHun
M3H1. HepaBHue wuccnegoBaHWda nokasanwu,
4yTO Npu cnHgpome M3OH 1 Tna ropmMoHanbHO-
akTmBHbIM AKP Takxe He aBnsieTCcsa PeakoCTbio

[4].
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MpoaHannauposaHbl AHK HagnoveyHmko-
BbIX onyxosen npu cnopagmn4eckom AKP B yya-
ctke 17p (copepxawem TP53-ren) n 11pi15
(copepxawem IGF-2/CDKN1C) [5]. MNMonyyeH-
Hble pe3ynbTaTbl CPaBHUAM C MOopdonormyec-
KUM TUNOM onyxonein. BoiaBneHo, 4To geneums
B 17p n CTpyKTypHasa nepecrtaHoBka B 11p15
(v Kak pes3ynbTaT — MOBLILIEHHAA 3KCNPeccus
IGF-2) 6blnv 06AnraTHoO CBA3aHbl CO 3/10KAYECT-
BEHHOW CTPyKTypown onyxonu. MNpeanoxeHo uc-
MoNb30BaTb 3TOT TECT Npu anddepeHumMpoBa-
HUM 00OPOKAYECTBEHHbLIX W 3/I0KA4YE€CTBEHHbIX
ornyxonewn Hagno4YyevyHmka.

ANAarHocTuka

OcyuiecTBNsSIeTCS B CNy4ae BbIIBIEHUA OMy-
X0JIM HagnoyeyHmnka. B aTon cBA3W amarHocTu-
ka AKP paccmaTtpuBaeTca B pamMkax andpoe-
peHuManbHOro guarHosa ¢ ApyrumMm Onyxosns-
MW HaOMno4Ye4yHUKOB, Hanbosiee 4YacTo BbisiB/Isie-
MbIMU CJTy4anHO.

TepMuH “vHUMOEHTanoma” HagnoyeyHuka
sBNSeTCca cobmparenibHbiM, BKIIOYAOLWMM pas-
HOOOPa3Hy N0 MOPHONOrMK FPYMMNy ONyxonen
6onee 1 cM B AMamMeTpe, Cy4anHO BbISIBIEHHbIX
npu paamnonornieckomMm obcnenosanum [6]. Bbl-
ABNIEHHOE 00pa30BaHNE MOXET:

e OKa3aTbCs KakK ropmMoHas/ibHO-HEeaKTuB-
HbIM, TaK M aKTUBHO MPOM3BOAUTb Pa3fINYHbIE
rOPMOHBbI;

e ICXOANTb U3 Pa3NINYHbIX 30H HAAMOYEYHMN-
Ka uan MMeTb HecneundunyHyo opraHHyo Nnpu-
HaOJ/1IEXXHOCTb;

e ObITb 3/I0KAQYECTBEHHbLIM UK A0OpoKaye-
CTBEHHbIM.

AVNATHOCTUKA
rOPMOHAABHOU AKTUBHOCTU

PEKOMEHAOALUMUA 1. Mpu BbisBNIEHMM ONyXxoau
Hapgnoye4yHuka pasmepom 6onee 1 cM B nepsylo
oyepenb peKOMEHAO0BAHO UCKIIOYUTb WU NOA-
TBEpPAUTb FOPMOHAJIbHYI0 aKTMBHOCTb 00pas3o-
BaHUS, KOTOPas MOXET NPOABNATbLCH rMnepkKare-
xonamuHemuen, AKTr-HesaBucumbim runep-
KOPTULU3MOM, MEpPBUYHbLIM runepanbhocTepo-
HU3MOM. YpOBeHb A.

KommeHTapwmii. Mo gaHHbIM CBOAHOW ay-
TOMCUMNHOM CTaTUCTUKN, PaCNpPOCTPAHEHHOCTb
Cny4arHO BbISIBIEHHbIX ONYyX0JIEN HAANOYEYHN-
kKa cocTaBnsieT B cpegHem 6%. 1o gaHHbIM

KomnbtoTepHom Tomorpadum (KT) “cnyyainHole”
00pa3oBaHMs HAANO4YeYHKa BbISIBASIOTCA MPU-
onu3uTenbHo y 4% obcnenoBaHHbIX NaLMeH-
ToB [7]. B BO3pacTe oo 30 net nHupageHTanoma
BCcTpe4aeTca npmbnmnantenbHo y 0,2% obcne-
[OBaHHbIX, HO B Tpynrne nauueHToB cTapLue
70 net yacTtoTa Bo3pacTaeT oo 7%.

MpencTtaBneHnss 0 4acToTe BbIABEHUS
AKP npun uvHumpeHtasomMax nepecMoTpPeHbI
B CBSI3N C paclUMPEHNEM KIIMHUYECKOW Oa3bl
nccnenoBaHuin M TpeboBaHUI K xapakTepy
MU OM3anHy anMaeMmnosormyeckmnx nccneaoBa-
Hun. Tak, no paHHbiM W.F. Young u coasT.
(2007) [8], yacTtoTa AKP cocTtaBnsana 4ytb 00-
nee 4%. lNosgHee MEXKIMHUYECKM aHann3
[9] 6onbLIOro Yncna NauyeHToB NPOAEMOHCT-
pupoBan pacnpoctpaHeHHOCcTb AKP cpean vH-
umgeHTanom He bonee 1,9%.

PEKOMEHAOAUWUA 2. WUccnepmoBaHuMe ropmo-
HaJIbHOM aKTMBHOCTU OMyXO0JIN HapMno4Ye4yHuKa
CTPOro persiaMeHTUpoOBaHO, U ero pesysbraThbl
OOJIXHbI YYUTbIBATbCS A9 NJIaHUPOBaHUS Npep-
onepauuvoHHO NOAroToBKK, 06bema onepauum,
nocnepylowero HabniopeHus 3a 0O0MNbHbIM.
YpoBeHb A.

KommeHTapuii. OTcyTcTBME NOOLIX KN-
HUYECKUX MPOSIBAEHUN N MaHUGDECTHbIX NPU-
3HAKOB rOPMOHa/IbHOW aKTUBHOCTU SABJISIETCH,
K COXaNleHWo, HeJoCTaTO4YHO M3BECTHOM, HO
[OBOJIbHO PAcnNpPOCTPAHEHHOM “NOBYLLKON”.

B cBsA3n c yBenun4ymBaloLLenca pacnpocT-
PaHEHHOCTbIO M AOCTYMHOCTbLIO METOA0B TOMU-
YecKol AMarHoCTUKM Ha4YMHasa ¢ ABYyX Nocnep-
HUX OeKaf NpoLUIoro Beka 0TMEYaeTCs yBenu-
YeHVe Yucna MHUMAEHTANOM HaAnovyeyHuka.
OTO B CBOIO 0O4Yepeapb NPUBENO K YBENYEHUIO
yOENbHOrO Beca KIAMHUYECKN “HeMbIX” deo-
xpomouutom ¢ 10 go 40-45%. MNpwn cnyyanHo
BbISIBJIEHHbIX OMYX0JISIX YaCTOTa BCTPEYaEMOC-
™M (peoxXpoMOoLNTOM OLLeHUBaeTcss B 5-6%,
Mpw 3TOM KJIMHNYECKM “HeMble” HOPMbl COCTaB-
NA0T nogaensolee 60MbWMHCTBO. JocTaTou-
HO 4acTo BbIABNSETCS GPEeHOMEH CYOKIMHNYEC-
KOro runepkopTmumama — 8—12% HabnoaeHuin
cpean vHumaeHntanom [10, 11].

MHorpa BcTpevyaeTcs obpaTHas cutyaums:
ApKasi KNnHMYeckas KapTuHa rmneprnpoaykumm
onpeaesieHHoro ropmMoHa HauenueaeT Bpada
Ha “o4eBMOHbIN” AnarHo3, kasanock Obl, He Tpe-
Oyl TWATENbHOW rOPMOHA/IbHOM ANarHoc-
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Tnkn. 3adactyio MOpPdOSOrnMyeckn Oonyxosb
MMEET VHYIO MPUPOAY, OT/INYHYIO OT “O4eBUAHO-
ro” gnarHosa. Tak, B nimtepaType HeogHOKPaTHO
onuncaHbl HGeoXpPoOMOLUTOMBI, MPOABASIOLMECS
He TOJNbKO runepkaTexonaMmHEMUEN, HO U 3K-
TOMMPOBAHHOW NPOAYKLMEN KOPTUKOTPOMMHA,
nposiBnsioweroca “6oabWwWmMMn” npuaHakamm
rmnepkopTuumama [12-141].

OnucaHbl NpoTeKaLme ¢ KnacCnyeckmmm
TMMNEPTEH3NBHbIMU Kpu3amn “PpeoxpomMoLm-
TOMbI”, KOTOPblE€ OKa3blBalOTCS rOPMOHaSIbHO-
HeakTMBHbIMY afeHOMaMn KOpPbl HAAMNOYEYHU-
Ka unu, 4To ropasno xyxe, AKP [15].

PEKOMEHOALMA 3. HepooueHKka Hanuuus ru-
nepkopTuuuama (MaHngecTHOro Nan CyoKINHU-
4eCcKOoro) cBsi3aHa ¢ BbICOKMM PUCKOM pa3BUTUSA
OCTpPOin HaAMO4YE4YHUKOBOW HEAO0CTAaTOYHOCTU
B nocneonepauvoHHomMm nepuoge. Bcem naum-
€HTaM C BbiSIBJIEHHOW ONyXO0Jibi0 HaANO4Ye4YHUKA
peKkoMeHAoBaHO onpeaeneHne KopTusona
B paHHWe yTpeHHue 4acbl Ha ¢poHe noaaBnslo-
wero Tecta ¢ 1 mr gekcameTtasoHa. lpu otcyT-
cTBUU PU3NONOrMYEeCcKOro NOAaBAEHUS YPOBHS
KOpTU30/1a B KayeCcTBe NoATBepXAaloLiero tTec-
Ta npepnaraeTcs UCMNOJb30BaTh onpeaesneHue
aApPEHOKOPTUKOTPONHOr0 ropMoHa B YTPEHHUe
yachbl. YpoBeHb A.

KommeHTapumii. CywecTsylowme Mexay-
HapOAHblE KIIMHMYECKME pekoMeHAaumMm B OT-
HOLUEHUW OMarHoCTUKN rMnepkopTULM3Ma MMe-
0T JOCTaTOYHYIO0 AoKasaTesnbHyo 6a3y [16].

MaumeHTbl C MHUMOEHTANOMOW Haanoveuy-
HUKa PedKo MMEKOT Pa3BEPHYTYIO KIIMHNYECKYHO
KapTUHY rMNepKkopTUUmM3amMa, oaHako 6UOXUMKN-
yeckue NMpPU3HaKM rmnepkopTMum3aMa otTmeva-
toTcs npuMepHO y 10% BGONbHbIX.

Y 300pOBbIX UL, Ha3HavYeHne cynpapunamno-
JIOrMYeCKOm A03bl MIOKOKOPTUKOWAOB NPOSIBAS-
eTcsa nogaBfiIEHMEM aApPEHOKOPTUKOTPOMHOro
ropmoHa (AKTI) n cuHTe3a koptusona. lpu
Ha3Ha4YeHUN HU3KMX 003 CUHTETUYECKOTO i0-
KOKOPTMKOMOA OeKcamMeTasoHa Npu CUuHOpoMe
3HOOreHHOro rmnepKopTMLUmM3mMa toboro reHe-
3a 3TOro nogaBneHms He npoucxogut [17].
HouHOW TecT A0CTaTO4YHO MPOCT U BbINOSHUM
B aMmOyNaTOpHbIX ycnoBusax: 1 Mr gekcameTaso-
Ha NpuHMMaeTcs mexay 23 1 24 4, KOPTU30 N3-
MepSAETCS B KPOBU, B3ATOW CNEAYIOLMM YTPOM
mexay 8 n 9 4. bonee Bbicokne o3kl (1,5 nnn
2 M) He ynyyLwatoT TOYHOCTb TecTta [18].

B kavecTBe OMarHOCTUYECKOro KpuUTepus
C BbICOKOW OTpULLATENIbHOMN MPOrHO3UPYIOLLEN
LLEHHOCTbIO B OTHOLLEHWU CYOKIMHNYECKOTrO -
nepkopTuumMama npeasyioxXeHo cyuTatb NopaB-
NeHne yTpeHHero koptmaona meHee 50 HMonb/n
(4yBCTBUTENBHOCTL 60n1ee 95%).

Mpn MHUMAEHTanoOMax HaaNOYEeYHVKOB Orl-
peneneHme CyTo4HOro KopTru3ona Moyu obna-
[AaeT MeHbLUEN YyBCTBUTENIbHOCTbLIO B CPaBHe-
HUN C OeKcaMeTa30HOBbIM TECTOM M HOYHbIM
CbIBOPOTO4YHbIM kopTM3onom [19, 20]. OgHako
cneunduyHOCTb MOAABAIOWEr0 Tecta npu
ypoBHe cut-off meHee 50 HMONb/N He NpPEBbI-
waeT 80%. Ona yMeHbLUEHUS Yncna fOXHO-
MOJIOXUTENbHbIX PEe3ynbTaTOB B KayecTBe
BepndMUMpPYIOWEro Tecta PEKOMEHOOBAHO
onpegeneHne B yTpeHHme Yacbl ypoBHA AKTT.
lMopaBneHHbIn ypoBeHb AKTI nmoarteBepxoaeT
anarHos cuHgpoma NMuernko—KywmHra y naum-
€HTOB C ONyxonsMu Hagno4deyHmkos [21]. U3-
mMepeHue AKTT He aBnseTca MeTo4oM NepBuY-
HOM AWArHOCTUKW, OAHAKO MOXET CIYXWUTb
NoATBEPXOAOWMM NPU3HAKOM CYOKIMHUYEC-
KNX MPOSABNEHU TMnepkopTuum3amMa B 3TOMN
rpynne 60/bHbIX.

[Moka3aHunsa K onepauuu, onuparoLmecs
VCKJTIOYMTESNIbHO Ha AMarHo3 CyOKIMHNYECKOrO
rmnepkopTuumMama, npu AobpokayecTBEHHbIX
ONyXonsiX Haano4YevyHnka aucKyTmpyortces. “3A”
onepaumio — Mosogon Bo3pacTt 60JIbHOro, BO3-
MOXHOEe OoTpuuaTesibHOe B/IUSHWE CYOKINHU-
4eCcKOro rmnepkopTMLM3Ma Ha NPeacyLLLECTBY-
lowme y 60/IbHOrO apTepuasnbHylo FMnepTeH-
310, OCTEONopO03, HapyLleHue YrIeBOAHOro
obmeHa, oxupeHue. “TMIPOTUB” — noxwunown
BO3pacCT, OTCYTCTBME 3ab0neBaHuin, B reHese
KOTOPbIX MOXET y4aCcTBOBaATb TMUMEPKOPTU-
LM3M, pasBuUTUE NnocneonepaLmMoHHOn Haano-
Ye4yHWKOBOM HeJocTaTo4YHOCTU [16].

Bo3HMKHOBEHME NOCIEONEepPaLNOHHON OCT-
POV HaANO4YEe4YHNKOBOM HEAOCTATOYHOCTU SABNS-
€TCS OCHOBHOW NPUYMHOM, N0 KOTOPOW AnarHo-
cTuKka CyOKJIMHUYECKOro runepkopTuumama
ABNSeTCcs cTporo ob6asarensHon. KnmHnyeckne
MPOSBNEHNSA FBAAIOTCA Hecneumpuyecknmm
AN rnocneonepaumoHHOro nepuoga M 4acTo
MUMUKPUPYIOT No4, ApYyrue OCNOXHEHUS (KPO-
BOTEYEHNE, NHTOKCUKALNSA, OCTPbIN MHGaAPKT
Muokapga u T.4.): OTCYTCTBME anneTuTa, cna-
60CTb, TOWHOTA, YMEPEHHASA MTMNOTOHUS, B3OY-
TUE XMNBOTA, BEYEPHUE reKTUYECKME NOLBEMDI
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TemnepaTtypbl. HeCcBOEBpEMEHHO pacrno3HaH-
Hble U HEe KynNuUpOBaHHblEe, 3TN KIIMHUYECKNEe
MPosIBAIEHNUST MOryT NPUBECTM K daTtasibHOMY
nexony [22].

Onyxonb KOpbl HAAMNOYe4YHrKa, aBTOHOMHO
npoayuupyoLas KopTru3os, SBASETCS Mpuym-
HOW aTtpodumn KOPbl KOHTPMATepanbHOro Haa-
noyeyHunka. Ecnn npn MmaHMdECTHOM CUHAOPO-
Me NueHko—-KyuimHra MoXHO OLEHUTb Npoaos-
XXUTENBHOCTb FMNEPKOPTULM3MA MO OAaBHOCTU
KNMHUYECKUX NPOSIBNIEHWNIA, TO NPU CYOKIMHNYE-
CKUX popmMax ero oJimMTenbHOCTb HEU3BECTHA.
Mpn OAUTENBHOM TEYEHUU FUMEPKOPTULM3MA
BO3MOXHa HeobpaTtumas atpodpus Kopbl, Tpe-
oyowan annTenbHOM, eciim He NOXU3HEHHON,
3amMecTuTenbHom Tepanuu [23].

PEKOMEHOALUA 4. HepooueHka Hanuuug KaTe-
X0JlaMUH-CEeKpeTupylowei onyxonum cBsi3aHa
C BbICOKMM PUCKOM nepuonepauyMoHHOro pas-
BUTUSA BbICOKOAMMJIMTYAHbLIX FMNEPTEeH3UBHbIX
KPU30B, OTeKa nerkux, daranbHbiX apuUTMuii,
CUHApPOMA HeyrnpaeBasseMOW reMoauHaAMUKu
M BHE3anHOW ceppe4vyHon cmeptu. Bcem naum-
€HTaM C BbISIBJIEHHOW OMyXO0JibiI0 HaAMNo4Ye4yHuKa
pekomMeHaoBaHO onpepeneHne (Hop)metaHed-
pUHa B CYTO4YHOI MOYe Unu nanasme. YposeHsb A.
KommeHTapwmia. Jaxe ecnm KnvHn4yeckoe
TedyeHne (peoxpoMoLMTOMbl ObiNo “Oeccumn-
TOMHbIM”, BbICOKUI YPOBEHb LMPKYINPYIOLLNX
KaTexoslaMMHOB BO BpPeMs ornepauuy npuBo-
OUT K TMNepTeH3MBHbIM Kpu3am, apuTMUsM,
CUHOPOMY HeynpaBnsemMol remoamHamMuku
[24]. NMop nocnegHMM NOHATMEM Noapasyme-
BaeTCs pe3Koe y4yaleHne rnnepTeH3UBHbIX
BbICOKOAMMJIUTYAHbIX KPU30B C YCyryonsto-
wencs HekypabenbHOM rMNnOTOHMEN B MeEX-
NPUCTYNHOM Mepuoae.
K cepbesHbIM ne4yebHbIM oLwmnbKkam npuBo-
OVUT HepooueHka rMrnoBOSIEMUYECKOTNO CUHA-
poma y 60MbHbIX C dpeoxpoMoumnTomon. Mpun
CHMXKEHMN 0O beEMA LIMPKYNVNPYIOLLLEN XNAKOCTU
1 BbIPaXXEHHOI Ba30KOHCTPUKLUMM onpeaense-
Moe Ha nepudepun apTepuanbHOe OaBleHne
(AL) 6yneT 3HaYUTENbHO HUXe, YeM Npu Hop-
MoBonemumn. OTcyTcTBMe Bbicokoro Al Ha ne-
pudepnn CONPOBOXAAETCH TUNEPTEH3NEN
B LLlEeHTpasibHbIX cocyaax [25].
C Oopyroi CTOpOHBbI, AnnTenbHoe beccumn-
TOMHOE TeYeHME MOXET ObITb OOBbACHEHO BHY-
TPUOMYXONIEBbIM METUANPOBAHNEM aKTMBHbIX

dpakumn KaTtexonamMnHOB OMnyxoneBbiM ¢ep-
MEeHTOM kaTtexonamunH-O-meTun-TpaHchepa-
301 (KOMT). OgHako nHTpaonepauyoHHO nNpu
MEexXaHM4YeCKoM [aBfIEHUN Ha Onyxonb (npu
MHEBMOMNEPUTOHEYME, MAHUMNYISLNNAX) U NpKU
dapmMakonormyeckon NpoBOKaLUM MHTpaone-
pauUMOHHbIA BbIOPOC akTUMBHbLIX dpakuuin Mo-
XeT obycnoenuneaTb Ae6IOTHYIO CUMMNTOMATUKY
deoxpomMmoumnTombl. B €BA3K C 3TM BCEM Na-
UMeHTaM C OMOXMMMYECKM MNOATBEPXXOEHHOM
dEeoxpoMoLMTOMO 1 naparaHrinoMon Heob-
XO0OVIMO MPOBOAUTL NMPeaonepauyoHHY0 noja-
rOTOBKY, Le/Ibl0 KOTOPOW ABASIETCA HUBENUPO-
BaHVE BO3LENCTBUS LIMPKYINPYIOLLINX KATEXOI-
aMVHOB Ha agpeHopeuenTopbl [26—28].

PEKOMEHAOALUMUSA 5. Mpn Hannyum y 60abHOrO
C OMyXO0J1bIO HAANOYEeYHUKA apTepuanbHOIi runep-
TEeH3UN PeKOMEeHA0BaHO onpenesieHne COOTHO-
LEeHUS MeXAy YPOBHEM aNbA0CTEPOHA U aKTUB-
HOCTbIO PEHUHA na3Mbl A UCKJTIIOYEHUS nep-
BMYHOIO rMnepanbaocTepoHn3ama. YposeHs B.
KommeHTapuii. VIsonmpoBaHHas aBTO-
HOMHas rMNepnpoaykums anbaocTepoHa npu
AKP BcTpe4yaeTcsa kpanHe penko. Anbpocte-
POH-NPOAYLMPYIOLLME ONYyXOJn MOpdoormnye-
CKM BbIMMSAAT Kak CBET/IOKIETOYHbIE aAeHOMbI
HebonbLMx pasMmepoB [8]. TecTOM NepBMYHOM
OMNarHOCTUKM ABASIETCH OLLEeHKa afibgOCTEPOH-
pPEeHUHOBOro cooTHoleHus (APC). MNpu nopo-
3PEHNN Ha MEPBUYHbIN rMNepanbaoCTEPOHN3IM
(MrA) no peaynstatam APC Heob6xoammo npose-
JEeHne OOHOro U3 noaTBepPXaalLWyx MeETOO0B.
Anropntm obcnenoBaHusa npu MFA noopo6bHO
W3MI0XEH B KIVHUYECKUX PEKOMEHOALMSAX MO
OMNarHoCTMKe W NIeYEHNIO AAHHOWM HO30/0rum
[29, 30].

PEKOMEHOALUSA 6. Mpu knuHU4Yeckom nopo-
3pEHUN Ha WN30JIMPOBAHHYIO WUJIN COYETaAHHYIO
(c runepkopTULU3MOM) OMYXOJIEBYIO FMNepnpo-
OYKLMIO NONIOBbIX FTOPMOHOB PpEKOMEeHA0BaHa na-
6opaTtopHas BepudmKaLug ropMOHaNbHOro CTa-
Tyca. YpoBeHb B.
KommMmeHTapuin. KnuHudeckmne nposisne-
HUS B pa3HbIX BO3PACTHbIX rpynnax HeCKOJbKO
otnuyatotca. Okono 40% B3pocnbix ¢ AKP
VMEIOT FOPMOHaNIbHO-HEAKTMBHYIO OMyXOJlb,
OOHapYXXEHHYIO CNy4aHO WM B pes3ynbrarte
ONarHoCTUKM 3KCTpaaapeHanoBbix 3abonesa-
HU. Y 60% B3pOCSbIX OMyX0an FrOPMOHAsIbHO

9
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aKTMBHbl. CUHAPOM CMELLUAHHOM FOPMOHAJTbHOW
NPOAYKUMN (TMNEePKOPTUL3M U BUPUIN3ALLA)
otmeyvaetcs y 30-40%), n3onmpoBaHHbINA CUH/-
pom WNueHko—-KywmHra — y 25-35%, n un3so-
NMpoBaHHas rMnepnpoaykuns aHaporeHoB OT-
MeuaeTcs y 20% 605bHbIX. M30n1MpoBaHHbIE
3CTPOreH- M anbA0CTEPOH-NPOAYLMPYIOLLNE
OMnMyxoau SBASIIOTCA papuTeTOM, COCTaBNAS
MeHee 2%. [loBbIlWEHHAs MPOAYKLUMS anbao-
CTEpPOHa 0TMEYAETCS HECKOJIbKO Yalle B pam-
Kax CMeLLUaHHOM rOPpMOHaIbHOM NPOAYKLMN.

Y peten ropmoHanbHasa akTuBHOCTb AKP
BbISIBJIIETCS YaLLle, YeM Y B3POCSIbIX, M COCTaBJISA-
eT 87-95%. BoAbLWMHCTBO OMNyxofen N3onnpo-
BaHHO ceKkpeTupyeT KopTnuaon (55%) wnn aHg-
poreHbl B KOMOMHaumn ¢ koptudonom (30%).
Lpyrne BapmaHTbl rOPMOHaIbHOW aKTUBHOCTU
B LETCKOM BO3pacTe MOXHO CYUTaTb Ka3yuc-
TU4ECKNMN.

TOMMNYECKAA ANATHOCTUKA

PEKOMEHOAUWUSA 7. Ona puarHOCTUKU 31Mo0OKa-
YyeCTBEHHOro noTeHuuasna onyxosam peKomMmeHgo-
BaHa OUEHKa KOJINYECTBEHHbIX AEHCUTOMETPU-
yeckux nokasarenen npu TpexdasHoii KT:

— NJIOTHOCTb TKAHEBOro KOMMOHEHTa A0 KOHTpa-
CTUpPOBaHUSA (HaTUBHaNA);

— MJIOTHOCTb B TKaHeBYI0 a3y KOHTpacTUpoOBa-
HUS (apTepuanbHasa u BeHo3Has ¢as3bl);

— NNIOTHOCTb B OTCPOYEHHy0 (4epe3 10 mMuH
nocne BBeAeHUS KOHTpacTa) ¢pasy KOHTpaCcTu-
poBaHus (¢pa3a BbIMbIBaHUS).

Mpu nony4yeHun BbiCOKOMNOTHbIX KT-3Have-
HUA B HaTUBHYIO ¢a3y, 3aAepXKe KOHTpacTta
B OTCPOYEHHON Ppa3e 3/10Ka4eCTBEHHbIN NOTEH-
Luan onyxosu JOJSKEH OLEHMBATbCS KaK BbiCO-
Kuii. YpoBeHb B.

KommeHTapuini. OCHOBHbIM KpUTEpPUEM
npu GopMMPOBaHMN NOKaA3aHU K onepaumnu
JONroe Bpems aBAsCca pasmep HOBOOOPa3o-
BaHWs, 4TO MNPUBOAWUIO, C OAHOMN CTOPOHbI,
K 60nbLLIOMY 4YMCNy HEOOOCHOBAHHbLIX BMeELLIA-
TEeNbCTB NMpu onyxonsax 6onee 3—-4 cm, ¢ Apyrou
CTOPOHbI — K HEAOOLEHKE 3/10Ka4eCTBEHHOIO
noTeHumana obpasoBaHMN Masioro pasmepa
npu metactaTnyeckmx nopaxeHmsax n AKP.
Mpw n3yyeHnn ntanesiHckoro pernctpa [31, 32]
amwb 25% onyxonen Hagno4yeyHMKoB 6Gonee
4 cMm okasanmcb 3nokavectseHHbIMU. OgHOBpPeE-
MEHHO aBTOpPbl MPUBENM OAHHbIE, YTO Cpeau
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60onbHbIX AKP onyxonm meHee 6 cM CcOCTaBsi-
nn okono 10% HabnioaeHuin; ¢ Apyrom cTopo-
Hbl, CpPEOM BCEX ONyXosen HagnoyeyHmka 6o-
nee 6 cm B gnametpe AKP cocTtaBun Tosbko
20% (!). B 6onee mo3gHWX uccnegoBaHUSX
npu BBEOEHUN OEHCUTOMETPUYECKUX KPUTE-
pUeB 3N10Ka4eCTBEHHOCTM OMyXOaW yAanocChb
ONTMMKU3NPOBATb MOKa3aHUs K ONepaTMBHOMY
JIEYEHMIO HE TOJIbKO HA OCHOBaHMK Pa3MepoB
onyxonun. B HacToAWMA MOMEHT OCHOBHOE
BHUMaHMe B amarHoctuke AKP CKOHUEHTpuU-
pPOBAHO Ha KOJIMYECTBEHHbLIX MOKa3aTensax
TpexdasHom KT.

KT-ceMnoTuka MHUMAOEHTANOM Haano4veu-
HMKa OLLEHVBAETCH B pe3ysnbrate onpeneneHms
MJAOTHOCTU XMUPOBbLIX U HEXMPOBBIX CTPYKTYP
B HEKOHTPACTHYIO da3y (KMpOoBble CTPYKTYpPbI
VIMEIOT MOHMXXEHHYIO MOTHOCTL). borateie nn-
nuaoamMmn TKaHW xapakTepHbl ons AobpokavyecT-
BEHHbIX a0eHOM KOpbl HagnodeyHuka. OgHako
oKoso 25% pobpokavyeCcTBEHHbIX aaeHOM MOryT
HE UMETb HU3KOMN “HEKOHTPACTHOM” MAOTHOC-
. MNpn ncecnegoaHum KT-nnoTHOCTM Ha pas-
HbIX dasdax BbIBEAEHNS KOHTPACTa MOJyYEHbI
JaHHble, YTO a4eHOMbI KOPbl HagNno4YeyYHnKka Obl-
CTPO CHWXAKOT nokasaTenu MnJOTHOCTU (4Yepes
10 MMH Nocne BBEAEHNS KOHTPACTA, TaK Ha3bl-
BaeMblll nokasatenb wash-out, 6onee 4yem Ha
50%), B TO BpeMs Kak apyrine obpas3oBaHUs
HaOMOYE€YHMKOB UMEIOT TEHAEHLUMIO K 3a4epX-
K€ KOHTPaCTHOro BewecTBa. MIamepeHune aToro
nokasarens MmeeT OamM3Kkyld K abCOMOTHbIM
3HAYEHMAM OMArHOCTUYECKYID LIEHHOCTb Mpwu
ondodepeHumansHOM amarHo3e afeHoMm, C Of-
HOM CTOPOHbI, OT ¢eoxpomMmouuTombl, AKP
U MeTacTaTM4eckom KapumHOMbl — C OPYrOW.

Hwnakas (meHee 10—15 HU) HaTuBHaa nnoT-
HOCTb TKAHEeBOr0 KOMMNoHeHTa npu KT nnn ObICT-
pO€e CHWXEHNE MHTEHCUBHOCTM CUrHana nocrne
BHYTPUBEHHOI0 KOHTpacTUpOBaHUS abCcontoT-
HO HexapakTepHbl ang AKP, meTtactazoB u peo-
XpoMouUTOMBbI. AnddepeHumanbHbii guarHo3
C peoxXpOMOLIMTOMOW OCYLLECTBSETCS Ha OC-
HOBaHMM OUOXMMWNYECKOro UKccnenoBaHus
(Hop)MeTaHedpurHa.

MarHutHo-pe3oHaHcHasa Tomorpadus (MPT)
1 ynbTpasBykoBoe uccneposaHue (Y3W) obna-
[al0T BbICOKOM YYBCTBUTENIBHOCTbLIO B BbISIBJIE-
HUW OMyXO0Jier HAANOYEYHUKOB, OQHAKO CreLn-
OUYHOCTb METO0B 3HAYMUTESIBHO HUXE B CBA3U
C OTCYTCTBUMEM YETKUX KOJINYECTBEHHbIX OEH-
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CUTOMETPMYECKUX NoKadaTenen. JJononHnTenb-
HbIM CYLLLEeCTBEHHbIM NpenmyLuecTBoM KT aBnsi-
€TCS BO3MOXHOCTb OLEHKN KPUTEPUS NMIOTHOC-
T onyxonu B agy BbiMbIBaHUs (wash-out).

MeTacTatndyeckoe nopaxeHne [OOJIKHO
OblTb WCK/IOYEHO/NOATBEPXAEHO B MEPBYIO
oyepenb y 60/bHbIX C aHAMHE30M OHKOJIorn4ye-
ckoro 3aboneBaHus. Takke BEPOSATHOCTb Me-
TacTaTU4eCckoro MOpPaXKeHusi paccMaTpuBaeT-
Csl MNPV OBYCTOPOHHEM MOPaXeHNM Haanoyeuy-
HWKOB, OCOOEHHO MPWU OTCYTCTBUU SIBJIEHUN
rOPMOHaJsIbHOM aKTUBHOCTU, Npu Hanuyimmn KT-
NPU3HAKOB, XapaKTepHbIX OJ1I9 MeTacTa30B.
MaumeHTbl ¢ NOA0BHBLIMU MOPAXKEHUAMN OOXK-
Hbl NMPOXOANTb OHKONOrnyeckoe obcnenoBaHme
ONS1 UCKITIOYEHUS PacnpOCTPAHEHHOro OMnyxo-
JIEBOrO npoLecca (B NepByto 04epens paka er-
KOro, Xenyaka, KOJIOpeKTasibHOro paka).

PEKOMEHAALINA 8. Mpwu HebGonbLuMX pa3mepax
onyxonu (go 4 cm) B Kayectse Bepuduumupyto-
wero mMetoga npepnaraeTcsl BbiMOJIHEHUE
N3T-sdAr. Beicokas mMetabonuyeckas akTUB-
HocTb (SUV Gonee 3) aBnsercs Kputepmem, nos-
BOJISIOLLMM C BbICOKOW CTEMNEeHbi0 BEPOSATHOCTU
npeanonaraTtb 3/10Ka4eCTBEHHYIO Npupoay ony-
xonu. YposeHsb B.

B cny4ae nopo3dpeHuns Ha AKP nnm meta-
ctasbl Npu KT-naoTHbIX 06pa3oBaHMsX Manoro
pasmepa (Hanpumep, 0o 4 CM) peKkOMeEHA0BaA-
HO MpPOBeAEHME MO3UTPOHHO-3MUCCUOHHOMN
Tomorpadunm ¢ 18-pTopae30KCUrnNOKO30N
(M3T-8p ), Tak Kak MeTo, NO3BONIAAET Onpe-
OEenuUTb He TONIbKO HaCbILLLEHHOCTb OMyX0J1eBbIX
MNMaoB, HO M MeTaboNMYEeCcKylo aKTUBHOCTb
obpazoBaHua. Ecnu onpepensiembiii  npwu
NaT-'*DAI HakonuTenbHbI Kputepuin SUV
(standartised uptake value) 6onee 3, To BeposT-
HOCTb 3/10KQYEeCTBEHHOIO MopaxeHus NpPuobIu-
XaeTcs K abConoTHbIM 3HadYeHnam [33-37].

PEKOMEHOALUUA 9. B auddepeHumnanbHOM
ounarHose opraHocneuuduyHblx onyxonemn
Hapgno4Yye4yHUKa NyHKUMOHHaa 6Guoncusa He UMeeT
[O0Ka3aHHbIX NpeuMyl,ecTB, accoumupyertcs
C HU3KOW 4YYBCTBUTEJIbHOCTbIO, cneunduyHoc-
TbI0O U BbICOKOW BEPOSATHOCTbIO OCJIOXXHEHUN.
YposeHb D.

MyHkumMoHHasa Guoncusa Npyu onyxonu Hagno-
YyeyHuKa MOXET BbIMOJIHATLCSA NPU NMOJO03PEHUN
Ha ero MetacTaTtMyeckoe nopaxeHue. YposeHb C.

KommeHTapwmia. VI3BECTHbIM OHKOJIOrMYe-
CKMIA NPUHUMN HeobxoammMmocTn Mopdonoru-
4eCckol npeponepaumoHHONn Bepudpukaunum
OnyxoJqin B BapuaHTE C HaAMNO4Ye4YHUKOBbLIMU
onyxosnsimu Obls1 MOCTaBNEH NOJ, COMHEHME pPs-
nom vuccneposanHuii [38, 39].

ToTanbHOEe BbINOJIHEHME MYHKUWNOHHOM B1o-
Mcun onyxonemn Hagno4Ye4yHMKOB HE MPOOEMOH-
CTPMPOBAsIO yiy4lleHUs pe3ynbTaTtoB andoe-
peHuManbHOM ANAarHOCTUKN UHUMAEHTAOM,
HanpoTMB, MPUBENO K POCTY OCIOXHEHWUMN,
JIOXKHOMONOXUTENMBbHBIM U JIOXXHOOTPULATESb-
HbIM 3akjilo4eHnsmM. B HacToawMin MOMEHT
NyHKUMS LenecoobpasHa nuvb Npu nogospe-
HUW Ha MeTacTaTUYEeCKOEe MopaxeHue Haano-
YEeYHUKOB, rae YyBCTBUTENbHOCTb LUTONOrnye-
cKoro uccnepoBaHusa coctaBnset 80-86%.
Takxke NyHKUMOHHAA ©Guoncmsa nokasaHa npu
MOAO3PEHNN HA HEXOOXKKUHCKYIO nmnmdbomy
C M30/IMPOBAHHbLIM MOPaXXEHNEM HAAMNOYEYHU-
KoB. 3aboneBaHne BCTpeYaeTcs KpaHe peako,
XapakTepunsyeTcsa ABYCTOPOHHUM MHUNbTpa-
TUBHbIM MOPAXEHNEM HaAMNOYEYHUKOB, ObICT-
pbIM TEMMNOM POCTa ONYX0Sn, & Takke KOCBEH-
HbIMW MPU3HaKamMuy, MNO3BOJNIAIOWMMN NOJ0-
3peBaTb IMMPOMY, TaKUMMN KaK BblPAXXEHHbIE
ABNEeHUs 0OLWEel NHTOKCUKaLMK, MOBbILLEHNE
naktar-gerngporeHasbl B CbIBOPOTKE KPOBU
n T.4. Mpu gpyrmx BapuaHTax Hagno4Ye4yHnKo-
BbIX OMyX0JIEM ONArHOCTMYECKas LEHHOCTb
npenonepauyoHHOi MyHKUMOHHOW 6Guoncum
HEeYOOBNETBOPUTENbHA (YYBCTBUTENBHOCTb HE
npesbilaeT 65%) [40].

[MonbITkn Bepudmukaunmm auarHosa @eo-
XPOMOLMTOMbI C MOMOLLbIO LIUTONOMMYECKOro
nccnegoBaHns 4atmpyloTca NepmoaoMm, Korga
OTCYTCTBOBasla BO3MOXHOCTb KayeCTBEHHOWN
OMarHOCTMKM OMyXO0JIEBOW runepkaTexonamm-
Hemun [41, 42].

B HacTosLWMA MOMEHT NYHKLMOHHAA Ouo-
ncus ansg anarHoCTukn HGeoxpoMouUTOMbl HE
pekomMeHgoBaHa [43].

[Mpn meTacTaTnyeckoM NopaxxeHnn YyBCT-
BUTEJIbHOCTb MYHKLMOHHOM BMoncum yctynaeT
NaT-8dAl, ooHAKO C 9KOHOMWYECKOW TOYKU
3peHns umMTonorndeckuin meton 6onee OOCTy-
neH.

KpaliHe wuHTepecHa paboTta W. Saeger
1 coasT. [44], B KOTOPO oLeHMBaeTCs aMarHo-
CTuyeckasa LEeHHOCTb TOJICTOUIOJIbHON KOp-
6noncun, NPoON3BEAEHHON ex Vivo yOoaneHHbIX
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onyxosien Hapno4de4yHmkos. [lpomnsseneHo
220 Owoncuii, kKpome MOPPONOrnyeckomn
6annbHOM OLLEHKM MPOBOAWIOCH MMMYHOIUC-
ToxmmMmunyeckoe (MIMX) nccneposaHmne. BaxHen-
LUNM pe3ynbTaToM SBASIETCSH OTCYTCTBUE JIOXK-
HOOTPULLATENbHBIX 3aK/IIOYEHN NPU 3510Kave-
CTBEHHbIX onyxonsx (22 AKP n 15 metactaTtu-
yeckux rnopaxeHuin). OgHako uenecoobpas-
HOCTb, 6e30MacHOCTb M BOCMPOU3BOAVIMOCTb
TOJICTOUTOJIbHOM BUONCUM NPU UHUMAEHTANO-
Max HaanoyevyHuka in vivo AonxHbl ObiTb OLE-
HEeHbl B paMkax AajibHENLLINX MYbTULLEHTPO-
BbIX NCCNEea0BaHUN.

CTAANPOBAHUE AKP

PEKOMEHAALINA 10. Ona onpeaeneHus ne4yed-
Hou TakTuku npu AKP pekomeHA0BaHO TLWATENb-
Hoe Tonuyeckoe 00cnefoBaHME B OTHOLLEHUU
BO3MOXHbIX MEeTacTa30B, OMyXo0JieBblX TPOMOOB
M MECTHOro pacnpocTpaHeHus onyxonu. Ypo-
BeHb A.

KommeHTapuii. 80% B3pocC/biX GOSIbHbIX
Ha MOMEHT BbISIBAIEHNS UMEIOT pa3mep Onyxosm
He meHee 10 cwMm, y 30-40% nauueHTOoB npesa-
onepauyoHHO BbIABASIOTCS MeTacTasbl [45, 46].
BeposATHOCTb HanMumMsa OTAANIEHHbIX MeTacTa-
30B npwu onyxonsax 6onee 10 cM No gaHHbIM NoO-
cneonepaumoHHOro HabniogeHnus coctaBnsieT
6onee 80% (!).

Onyxonesoe ctagmpoBaHue AKP moxeTt
ocywectTenaTbcs no cucteme TNM (T — tumor
(onyxonb), N — node (numdarnyeckme ysnbl),
M — metastasis (MeTacTasmpoBaHue)) B COOT-
BeTCTBUM C kKnaccudpukaumen AJCC (American
Joint Commission on Cancer) / UICC
(International Union Against Cancer). KnnHu-
yeckn Oofiee aganTUPOBAHHOM M COBPEMEH-
HOM npepacTaBnsieTcsa knaccudukaums ENSAT
(European Network for the Study of Adrenal
Tumors — EBponeinckoin paboyein rpynnbl Mo
N3Y4YEHMIO ONYXONEN Hagno4Ye4yHnKoB) [47, 48].

OnpepenexHve pacnpoCTPaHEHHOCTU Ony-
XOJIEBOrO MNpouecca KparHe BaXHO C TOYKW
3peHusa Bbibopa nevedHoN TakTukn. B cnekTp
nccneooBaHUi Npy Nnoncke MetTacTasoB HEOD-
xogmnmo BktoveHue KT nerkmnx, KT nnn MPT ro-
JIOBHOIro Mo3ra 1 OGpoLLHOM NOOCTU, CUMHTM-
rpacdum n MPT kocTtein. [1ns BbIIBIEHUS OMNyX0-
neBbiX TPOMOOB BbiNosHseTca dneborpadus
3ab6pPOLLINHHBIX COCYA0B.
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Ta6nuua 1. CooTtHolieHne ctagmpoBanus AKP mexay
TNM n ENSAT

ENSAT TNM Onpenenexne
| (1) T{NoM, Pasmep <5 cm
Il (1) T,NoM, Pasmep >5 cm
1] (1 T,_,N,M,
(M=1V) T5_4No_1My| MeTactasbl B numdoy3snax,
onyxonesas MHGUILTpauus
B COCEOHME OpraHbl U NoYKy
n/Unu TPOMBO03 HUXHEN
MO0 BEHBbI
v T,.4Ng_1M, OtnaneHHble MeTacTasbl

OpHako B cnyyae AKP cepbe3Hoe BAvsiHMe
Ha TakKTUKy MOXET 0Ka3aTb CTerneHb ropMo-
Ha/IbHOW aKTUBHOCTU onyxonu. Tak, ecnu npu
ropMoOHasbHO-HEaKTUBHOW OMNyxoaun onepa-
TUBHOE Jie4eHne pacnpoCTPaHEeHHbIX GopMm
AKP He uMeeT KW3BECTHbIX MPENMYLLECTB,
TO NPV FOPMOHaNIbHO-aKTUBHOW OMyXxoJsu, CO-
MPOBOXOAIOLWENCA TSXKENbIMA COMaTUYECKN -
MU NPOSBAEHNAMU FTMNEPKOPTULM3MA, MOXET
OblTb OMNpaBaaHa TakTuka, HarnpaBfieHHas Ha
MakCUMabHYIO LLUTOPEOYKLUMIO.

XUPYPITMYECKOE AEYEHUE AKP

PEKOMEHAAUUA 11. Npwm I-lll craguax AKP
(ENSAT) npu Bo3MoXxHOCTH apgekBaTHoi (RO) pe-
3eKuUun B cneunmanm3npoBaHHOM LLEeHTpe XUpyp-
rmyeckoe neyeHue 9BAsSieTCS MeToaoM BbliOopa.
OnepaTtuBHOE NocoOue peKOMeHO0BaHO NpoBe-
CTU B KpaTyaiwume CpPOKM nocjse npoBeneHus
ajeKBaTHOM [UarHoCTUKU BBUAY MeTacTaTuvec-
Ko arpeccuBHoctu AKP. BbinonHeHue onepa-
UM C NOMbITKOW COXPaHEHUs TKaHU Hapnoveu-
HUKa HeJoNnycTUMMO. YPOBEHb A.
KommeHTapwmin. EQMHCTBEHHBIM BO3MOX-
HbIM BapuUaHTOM MNOJHOrO naneyenua npm AKP
B HacCTOSsILLEE BPEMS SABSIETCS MOJSIHOE XMPYP-
rmyeckoe ypaneHue ornyxonu cpasdy rnocre ee
OobOHapyXeHus. AKLEHT Ha CPOYHOCTU onepa-
TUMBHOIrO BMeLUaTeNbCTBa CBA3aH C ObICTPbIM
YBEIMYEHNEM PaA3MEPOB OMyXOJM N BbICOKOM
BEPOSATHOCTbIO MeTacTasnpoBaHus. Ecnm Ha
MOMEHT O0BHapY>XeHUS OMyxXonu MeTacTasbl He
BbISIBNSIIOTCS, TO BbIroga onepauym odeBuaHa,
Tak Kak OHa HaLleneHa Ha NosiHOe U3NeyeHmne.

PEKOMEHAOALIUSA 12. MNMpu npoBepeHuun onepa-
TUBHOIO JiIe4eHns Heo6XoaMMO NpoBeJeHne me-
PONpPUATUIA, HaNpPaBJIEHHbIX:
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® Ha CHUXEeHMue pucka 3M00INYECKUX OCIIOXKHE-
HUii TPOMOOTUYECKOIO U ONYX0JIEBOr0 reHe3a;

® CHMKEHuUe arpecCUMBHOCTA MaHUNYASALUMA,
NPUBOASALLMX K HAPYLUEHUIO Karncysibl ONyXosu;

* BbIMNOJIHEHNE Aa0PTOKaBaJIbHOW U Ba3opeHasib-
HOW numdoauccekumuun. YpoeeHo B.

KommeHTapuii. Cpean Havbonee YacTbixX
npobnem, 3aTpyaoHSIOLWNX XUPYPruyeckoe ne-
yeHne AKP, MOXHO OTMEeTUTb Takme Kak:

— KOMMNPECCUSI HMXKHEWN MOSION BEHbI, WH-
dunbTpaumsa CTEHKN HUXKHEW MOS0 BEHbI Ony-
X0nblo. KnnMHMYeCKkU BbIPaXEHHOro cuHapoma
HUXKHEW NOJION BEHbI, KaK NMpaswusiio, He 0TMeyva-
€TCH B CBSA3W C MOCTENEHHOW aganTtaumen K Be-
HO3HOW MMMMNEPTEH3NU CUCTEMBbI KaBanopToKa-
BasibHbIX aHACTOMO30B. [JOMNOAHUTENbHBIMU
OMArHOCTMYECKUMMN METO4aMU ABMSOTCS BOC-
xopduwas kasarpadwusi, gonnaeporpadundeckoe
NCCNenoBaHNEe KPOBOTOKA B KPYMHbIX BEHO3-
HbIX cocygax. Mcxomom omnepauum MOXeT
cTaTb NepeBs3Ka HMXHEN MOSION BEHbI UN ee
NpoOTE3UPOBAHUE;

— MHBa3Us OMNyX0Jibio NeYeHn, Ne4eHOUHO-
OBeHaauaTUnepCTHOM CBA3KNU, NOOXKENYO0HHON
Xenesbl, NoYkn (MeCTHO-pacnpoCTpaHEeHHas
onyxofib HagnoveyHukoB). Npobnema conps-
XEeHa C BO3MOXHbIM paclinpeHnem obbema
onepaunu 0o pe3ekuumn nevyeHmn, Heobxoammo-
CTbIO HaAPY>XHOr0 WM BHYTPEHHErO XEenyeoT-
BELEHUS, PE3EKUMN MOLKENYAOYHOM XENe3hbl,
CMJIEH3KTOMUN, HEDPIKTOMUN UNUN PE3EKLMN
BEPXHEro nosioca Noyku;

— BblCOKasi BEPOSATHOCTb 3MOONINYECKUMX
OCJOXHEHUI ABNAETCH OCHOBHOW NPUYNHOM (!)
MHTpaonepaunoHHON 1 paHHen nocrneonepa-
LMOHHOW CMEPTHOCTU Yy 60JbHbIX AKP. Dm60-
s MOXeT BbiTb 0BYCNOBEHA HECKOSbKUMU
dakTopamMn UIm Nx CO4ETaHUEM:

* HaIM4mMem runepkopTuumamMa/rmnepaHapo-
reHNK, CNOoCcoBCTBYIOLLMX UCXOOHOM runep-
Koarynsaumu;

* MaCCMBHOMN MHTPaonepaunoHHON KPOBOMO-
Teper ¢ OOHOMOMEHTHbIM MEPENNBaAHNEM
60nblLMX 06bEMOB KOMMNOHEHTOB KPOBW;

* HaNM4YMEeM onyxoneBblix TPOMOOB;

+ OTCYTCTBMEM MpeaonepauyioHHbIX npodu-
NaKTNYECKNX MepPONpPUATUN, CHUXaAKOLWMX
pUCK TPOMBO3MBONNN.

Cpeon npodunakTnyeckmx MeponpusTui
DOJKHbI paccMatpmBaTbCs renapuHonpopu-
NakTuka, ycTaHOBKa BEHO3HbIX TPOMOOYaBIn-

BaloLWMX 30HAOB. [MocnegHee MoOXeT BbITh 3a-
TPYOHEHO U3-3a ONYyX0NEeBON KOMMNPECCUN HNX-
HEeN NOoJION BEHDI.

HapylwieHne kancysnbl ONyxonam NnpakTnyec-
kn B 100% HabnioaeHnii NpuBoAUT K MECTHbIM
peumaomeam AKP. NMpeunsnoHHOCTb MaHunyns-
LUMA NpU yaaneHnum onyxonm ABASeTCs YyTb Nin
HE OCHOBHOW 3aa4en xmpypra, Tak kKak MecT-
Has onyxosieBas ANCCEMMUHAUNSA NMPaKTUYECKM
CBOOMT Ha HET BCE yCUNUS B OTHOLUEHUU Bbl-
nonHeHuns RO-pesekunm [49-51].

[MpevmyLecTBa NPEBEHTUBHOM NUMdaaeH-
akTomum npm AKP npofeMoHCTprUpOBaHbI B UC-
cnepoBaHuum J. Reibetanz n coast. [52], roe Ha
[0CTaTO4YHO O0NbLLOK BbIBOPKE NaLUVEHTOB O0-
Ka3aHO CTaTUCTUYECKM 3HAYMMOE YIy4lLLEeHune
0e3peunavBHOl BbixnBaemoctn u AKP-acco-
LMNPOBAHHOM CMEPTHOCTU Yy BosbHbIX ¢ RO-
pe3ekumein. B kayectse oONOSHUTENBHOIO O0-
BOA4a npuBoamTcs dakT, 4TO B rpyrnne C M-
doanccekumen cpegHnin pasmep onyxosnm Obin
[OCTOBEPHO 0OJbLUE U MYNLTUBUCLEPATbHAS
pesekums BbIMOAHAMACh Yawe, OAHAKO0, HECMO-
TPS Ha 3TO, LOCTUMHYThI Nyyllne pe3ynsTaThl.
B uccneposaHum S. Gaujoux 1 coaBT. [53] yka-
3blBAETCH, YTO BOBJIEYEHHOCTb JIMMGOY3S0B
B OnyxoneBbli npouecc y 6onbHbix ¢ AKP, He
paHXUPOBaHHLIX Mo cTaamam, coctasnaeT 20%,
4YTO ABNSETCS, MO MHEHUIO aBTOPOB, NOKa3aHU-
eMm K 6osiee LWMPOKOMY BbINOSIHEHMIO TUMO-
anccekuun.

Mpy OTCYTCTBUM SIBHbIX MNPU3HAKOB WMHBA-
311 B NapeHXMMy WUamM BopoTa NoYKn HeobXxo-
ONMOCTU B “NPEBEHTUBHON” HeDPIKTOMUU
(HeppagpeHanakToMum) Onsg NOBbILWIEHUS pa-
OMKaNbHOCTU pe3ekummn HeT. JJoctaTtoyHa pe-
3EKLUMA XMPOBOM Kancysibl NOYKU C OTCTYyre-
HMEM OT KpaeB OMnyxosn Ha 2—3 CcM.

PEKOMEHOALUMSA 13. Qupockonuyeckas agpe-
Hanaktomus npu AKP moXxeT ObiTb BbiNOJIHEHA
TOJIbKO B yupeXxaeHuu, odnaparoLwiemM gocrarou-
HbIM OMbITOM MOAOOHBLIX BMELIATENIbCTB. DHAO0-
CKOMUYECKUIA OOCTYN OOJSKEH ObiTb OrpaHuyeH
I v Il ctrapuamun 3aboneBanua (ENSAT). Mpu
Gosiblieii pPacnpPOCTPaHEHHOCTUM npouecca
BHA0CKOMMYeckas onepauus NnpoTMBonoKasaHa,
TaK KaK BO3MOXHOCTb BbINOJIHEHUS nuMmdapeH-
SKTOMUM N afieKBaTHOW peBU3NMN U pe3eKkLum co-
CefHNX OpraHoOB OrpaHuyYeHa, paguKanbHOCTb
BMellaTesibCTBa COMHUTENbHA. YpoBeHb C.
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KommeHTapwmia. [iuckyccus o npevmyLie-
CTBax M HegoCcTaTkax 9HOO0CKONMYECKOro JOCTY-
na He yTmxaeT, NOUCK MPaBUIbHOIMO peLleHus
OCJIOXXHSAETCSH OTCYTCTBMEM MHOMOYNCIEHHbIX
no coctaBy OO0JIbHbIX UCCNenoBaHNi, OTCYTCT-
BUEM MPaBUJIbHOM PaHAOMU3ALNU, CUSIbHLIM
BINSIHMEM Ha pe3ynbTaT OnbiTa KOHKPETHOro
xupypra n crtagum 3aboneBaHus. [Ba eBpo-
nerncknx nccnenoBaHms rnokasanm OTCYTCTBME
pasnuunii Npu cpaBHeHUM OOCTYNoB B 6e3pe-
UMOVBHON U OOLLEN BbIXMBAEMOCTU, OOHaKO
rpynna 6onbHbIX 6bina orpaHuyeHa lll craguei
nnu pasmepamu onyxonen He 6onee 10 cm,
6e3 NMpM3HakoB MHBA3MM OKPYXaloLWWX CTPYK-
Typ. Yactota nocneonepaumoHHbIX OCIIOXHE-
HWI TaKKe AOCTOBEPHO HE OTn4Yanach, OgHaKo
B rpymnne 3HO0CKOMNUYECKMX Onepaumii oanTenb-
HOCTb rocnuTanu3aumn 6bina meHblue [54-56].

AmepukaHckne nccnenoBaTeny rnokasanm
B ABYX paboTax 3HauYNTEsNIbHO XyALine pesyib-
TaTbl 419 S3HA0CKONMMYeckoro goctyna [57-59],
0[HaKO KpUTEepUKn BKIOYEHUS OblIN MeHee Xe-
CTKUMW, YEM B E€BPOMENCKUX NCCELOBAHUSX,
OblIN NPOaHaNN3NPOBaHbl OCIIOXKHEHUS U NP
Bonblumx pasmepax onyxonern. NokasaHo, 4To
yacToTa HepaamkasbHbIX Pe3ekuni, peumamsa
B JIOXXE OMyX0an 1 ANCCEMMHALMM NO OploLLIMHE
Oblna Bblle NMpuY nanapocKonMYeckmnx orepa-
umsx, 6e3peunanBHas BblXXMBAEMOCTb OOCTO-
BEPHO Oblna xyXxe, B TOM 4ncne y 60sbHbIX CO
Il ctapuen onyxonu.

OcHoBHas npobnema nanapocKonmMyeckom
a[lpeHaNakToMumM — BbiCOKasi HacToTa AUCCeMun-
HaUMK onyxonun no 6pioLLmrHe nocne onepaumm
BCNEOCTBME NHTPAONEPaALMOHHOIrO NoBpexae-
HMS KancyJsbl OMyX0au, 4HTO NOKa3aHO TakXe eB-
ponernckummn unccnegosatenamm [60]. YacTb
39KCMNEPTOB NPUOEPXKMBAIOTCS MHEHUS, 4TO MPU
pa3mepe onyxonan 6onee 5 cM u/mnn nogo3pe-
HWW Ha 3110KA4YECTBEHHOCTb OMYXOJIM MO PE3YJb-
TaTam npenonepauvioHHoro obcnenoBaHus
BEPOSATHOCTb AMCCEMMHALMIN OMYXOn NpU Ha-
PYLLUEHUM Karcysbl 3HAYUTENbHO BbILLIE, YEM
Npu OTKPbITOM BMELLIATENbCTBE.

B cBs31 ¢ HEOAHOPOAHOCTLIO An3aiHa UC-
cnegoBaHuin, OTCYTCTBMEM OTOopa 60JbHbIX
C HayanbHbIMW CcTagusMu 3aboneBaHuUs ONns
9HA0CKOMNYECKOro BMELLATENbCTBA B aMepu-
KaQHCKNUX WCCNEeAOoBaHUAX CIIOXHO caenaTtb
0[HO3HA4YHOE 3aKJloYeHMEe O NMPUMEHMMOCTU
3HO0CKOMMYECKOro Metoga npu pacnpocrpa-

HeHHbIx ¢dopmax AKP. HeamckytabenbHbiM
MYHKTOM JAHHOMN pekoMeHJauum daBnseTcs
Ccrneumanu3npoBaHHbIN XapakTep yypexneHus
1 ONbIT ONepaumoHHON 6puraapi.

PEKOMEHOALUSA 14. Mpu pe3ektabenbHbiX
¢dopmax MeCcTHOro peumguea uavm Nnpym conuTtap-
HbIX/€AUHUYHbIX MeTacTa3axX, BO3HUKLUUX Nocne
onepauuu, noeTtopHaa RO-pe3ekuus aBnsercs
Hanbonee 3apPeKTUBHBIM M NPEANOYTUTESIbHBIM
BapuaHTOM Jie4eHusl, Tak Kak obecneuyunBaet
HauOonee mnUTeNbHbIN 0e3peunanBHbIN Nepuog,
WM NPOJOIKUTENIbHOCTb XU3HU. Be3peunpune-
Hblii nepuopg, 6onee 1 roga nocne nepeoii onepa-
uum sBnsieTcs 61aronpuUsSTHbIM NPOrHOCTUYECKUM
¢daKTopoM rnpu XMPypruyeckom sie4eHum peuuan-
BOB unu metacta3os AKP. YposeHb B.
KommeHTapun. HYactora nporpeccunpo-
BaHma AKP nocne xupyprvyeckoro nedeHus
B TedyeHue 5 net gocturaet 80-85%. EQMHCT-
BEHHbIM MeToAoM, obecneymBalOWMM OJU-
TeNlbHOE BbIXMBaHWE Npu peumamBax nim me-
TacTtasax, OCTaeTCcsa NOBTOPHAs pagukanbHas,
TO ecTb RO, pesekuuys — ee BOBMOXHOCTb Cle-
OyeT paccmaTtpuBatb Yy Kaxgoro 60sbHOro
C y4eTOM pacnpoCTpaHeHHOCTM npouecca,
0COBOEHHOCTEN NpeablayLero XMpypruieckoro
ne4vyeHunsi, BUONOrnYeckmx 0CoOeHHOCTeNn ony-
XONN, TaknX KakK CTEMNeHb 3/10Ka4eCTBEHHOCTU
1 TeMN pocTa.
B oHkonormnyeckom ueHTtpe Sloan-Kette-
ring (CLLA) noBTOpHbIE pe3ekuyn BbIMNOSHEHDI
y 47 60/1bHbIX C MECTHbIM PeUUanNBOM UK OT-
paneHHbiMu meTactadamu AKP [61]. Mpwn aTom
13 113 naumeHToB B 62 cnyyasx onepaums Obl-
na pagukanbHom, B 45 — nannnatueHon. Cpegu
paankanbHblix onepaumin 43 (69%) BbINOHEHO
Nno NoBOAy OTAANEHHbIX MeTacTas3os, 14 (23%) —
Mo NOBOAY MECTHOIro peumnamea, 5 (8%) — no no-
BOAY M peuuguBa, N MeTacTta3oB. Bce onepa-
UMM NO NOBOAY MECTHOMO peumamsa 6b1m KOM-
OVHMPOBAHHBLIMU, C PE3eKUMEN MOPaKEHHbIX
CMEXHbIX OPraHoB, Cpeay fokanusaumn otaa-
JIEHHbIX MeTacTa30oB CaMbiMW 4acTbiMU Oblnu
nedveHb (28), nerkue (17), 6ptounHa (8). Meam-
aHa o06LLel BbKMBaeMoCcT 60MbHbIX, MOABEPr -
LINXCS MOBTOPHOM paaukasbHOM pe3ekunn,
cocTtasuna 74 mec, NATUIETHAS BbIXMBae-
MOCTb — 57%; y 60/1IbHbIX NOCNE NananaTUBHOMN
NMOBTOPHOM pe3ekumn — 16 mec n 0% cooTBeT-
CTBEHHO, pa3nuyns Oblm CTaTUCTUYECKM 3Ha-
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YnuMmbl. MPOrHo3 BGOsbHbLIX, ONEPUPOBAHHbLIX MO
NOBOAY MECTHOIO PeLNanBa NN OTAANEHHOTO
MeTacTtasa, He oTn4yancs.

Mo pmaHHbiM PpaHLUy3CcKOM accouualnm
3HAOKPUHHBIX XMPYPros [62], NOBTOpPHLIE One-
paunun BbINOJSIHEHbI Y 22 60/bHbIX. [aTnneTHan
BbIKMBAEMOCTb C MOMEHTA YCTAaHOBKWN OUarHo-
3a coctaBuna 27%, C MOMEHTa MOBTOPHOW
onepaumn — 16% (Npu pagvikanbHOM MOBTOP-
HOWM pe3ekumn — 28%).

R. Bellantone n coagT. [63] B 1997 I. npo-
aHanM3npoBany AaHHbIE NTANIbSIHCKOrO permnc-
Tpa no AKP, Bkntovdawowero 188 60NbHbIX.
CpepHaa npoJomkUTENBHOCTb XMU3HU OOb-
HbIX, ONEPMPOBAHHbLIX MOBTOPHO MO NOBOAY pe-
umamea, coctaBuna 15,9 mec npotue 3,9 mec
y 60JIbHbIX, MONy4YaBLUMX TONbLKO KOHCEpPBaTUB-
HOE NeyvyeHne, TPEXIETHAS BbIKNBAEMOCTb CO-
ctaBmna 23% n 0% coOTBETCTBEHHO.

B TypuHckom yHuBepcuteTe [64] peTpo-
CMNEeKTUBHO aHanM3npoBann CPaBHUTENbHbIN
onbIT nevyeHna peumameos AKP. B rpynne A
22 6onbHbIX onepupoBaHbl, 17 — B obbeme
yoaneHust peunamea, 5 — B oobeme yganeHus
OTOANeHHOro MertacTtasza (cpegHuii  Gann
Weiss — 6, cpegHee BpeMs 40 NporpeccmpoBa-
Hua — 22 mec, cpegHuii Ki-67 — 18%). B rpyn-
ne B 17 60nbHbIX MOAY4YNIN XMMMOTEPANUIO MO
cxeme “goKcopyouumH, 3TOono3na, umcnnaTuH
n MutoTan” (cpenHuii 6ann Weiss — 7, cpegHee
BpeMs 00 nporpeccupoBanmna — 9,5 mec, cpea-
HUI Ki-67 — 28%). B rpynne A y 5 605bHbIX
(22%) peuyomBa He Habnopganocbk, y 17 BO3-
HUK peumamB B CpegHemM 4epe3 23 Mec,
8 00sIbHbIX MOBTOPHO OMEPUPOBAHbLI; CpenHas
obwasn BbIKMBAEMOCTb cocTaBufia 86 mec.
B rpynne B 88% 60nbHbIX 32 Bpems Habnaae-
HUS yMEPAN OT MNPOrpecCcMpoBaHUs; CpenHsas
obwas BbkMBaemMocTb cocTaBuna 33,5 mec —
OOCTOBEPHO MEHbLLIE.

TeM He MeHee BO BCEX NPUBEOEHHbIX UC-
CrnefoBaHUAX HENb3s WUCKIYUTb HEepaBHO-
3HAYHOCTb pacnpeneneHns 60JMbHbIX BCNea-
CTBME TOrO, YTO MOBTOPHO HE onepupoBanu
nauneHToB ¢ 60SbLIMM pacnpocTpaHeHneMm
npoLecca unn ¢ 3aBeJOMO MJOXUM MPOrHO-
30M. VHomBuayanusauma nokasaHuin K no-
BTOPHbIM OrnepaunsMm SBASETCS HepeELLEHHOMN
3apaden n TpebyeT ganbHENLWNX nccnegosa-
HUI C Yy4€TOM TakXke BMONOrmM4yecknx ocobeH-
HOCTEN Onyxonu.

NMOCAEOINEPALLMOHHAYA

ANATHOCTUKA AKP
PEKOMEHAOAUUA 15. Mopdonornyeckoe uc-
cnepoBaHue OMyxoJin Hagno4YeyHUKa [OJHKHO
BKJIIOMaTb OAHY U3 NPUHATbLIX CUCTEM OannbHOM
OLIeHKN 3J10Ka4eCTBEHHOro rnoTteHuuana onyxo-
JIM U UMMYHOTMCTOXUMUYECKOE UCCNeaoBaHue
ONS OLEeHKU ee OpPraHHoOW MpPUHaAJNIeXHOCTU.
Mpu KOHCTaTaLMK 3/1I0KA4€CTBEHHOr O NOoTeHLua-
J1a ONyxoJiv NPUHLMNNAaNbHO BaXHa OLEeHKa Npo-
nudepatuBHoro uHaekca Ki-67 pna oueHkwu
NpPorHo3a arpeccuBHOCTU 3aboneBaHus. Ypo-
BeHb A.

KommeHnTapuin. [locneonepaumoHHas
aunarHocTtuka. B HacTosiwee Bpems Hambonee
pacrnpocTpaHeHa naHesnb No KPUTEPUSIM CBe-
ToBOW Mukpockonuu Weiss [65, 66].

Kaxngblii 13 9 KpuUTepueB oLEeHMBaAETCS
B 1 6ann:

* BbICOKUW S0€ePHbIA UHOEKC;

* MUTOTMYEeckun nHpekc 6onee 5% B 500
NoNsIX 3PeHUs;

* aTUNUYECKne MUTOS3bI;

+ bonee 75% 303NHODUIBbHbBIX KNETOK
B ONyX0nu;

* HECTPYKTYPUPOBAHHOCTbL Bonee 1/3 ony-
XONu;

* HEKPO3bl;

* OnyxoJieBasi BEHO3Has NHBA3WS;

* onyxoJsieBast CMHycouganbHas MHBasus;

* UHBA3MS B Kancysy.

Mpwn Habope 3 GannoB 1 6onee Mo Lwikane
Weiss BbicTaBnsetcs guarHo3 AKP.

CyliecTByeT aflbTepHaATMBHAsA MO NoacHeTy
©annoB, ooHaKO cxoxas no Habopy napameTt-
pOB CBETOBOW MWKPOCKOMUM cucTema van
Slooten n coasT. [67] ona onddepeHUNpPOBKN
[0O0OPOKAYECTBEHHbIX U 3N10KAYECTBEHHbIX af-
pPeHOKOpPTUKasbHbIX onyxofen. NaHenb BKO-
yaeT B cebsl OLLEHKY Clieayolmx napaMmeTpoB:

+ 0OLMPHbIE PErPECCUBHBLIE N3MEHEHUS
(Hexkpo3, KpoBOM3NUAHUSA, PNOPO3, KanbLMdU-
Kkauus) — 5,7 6anna;

* noTteps HOpPMaJbHOW CTPYKTYpbl —
1,6 6anna;

- anepHas atunua — 2,1 6anna;

- aaepHas runepxpomus — 2,6 6anna;

+ HenpaBW/bHble aapbIlku — 4,1 6anna;

* MUTOTMYECKas akTUBHOCTL (>2 B 10 no-
nax 3peHns npu 60NbLIOM YBENNYEHUUN) —
9,0 6annos;
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+ cocyaucTas uUam KarncyfnbHasa NHBa3us —
3,3 6anna.

mcTtonorunyecknin nHpoekc >8 no Lwkane
van Slooten KOHCTaTUpyeT BbICOKUI 3n0Ka4e-
CTBEHHbIM NoTeHUuan onyxonan HaanoyYedyHuka.

CpaBHUTENBHOE 13yYeHne aAmarHocTu4ec-
KOW LleHHOCTU B6anbHOW OLLEHKM NMepeyncrieH-
HbIX CUCTEM HECKOJIbKO OT/INYAETCS Y Pa3sHbIX
nccnenoBartenen, ogHako goka3aHa HecOM-
HEeHHas Nonb3a nUx NpuMeHeHns [68, 69], vyB-
CTBUTENbLHOCTb LWKan B oTHoweHun AKP n me-
TacTas3oB CcOCTaBAAET 0k0J10 92% 1 3HaYUTENb-
HO BO3pacTaeT Npu UCNoIb30BAHUN KOHCUNNY-
Ma naTtosioroB.

Mpn COMHUTENBbHOW OpPraHHOW NpPuUHan-
JNIEXXHOCTU UAW HeonpeaesieHHOM 3/10KayecT-
BEHHOM MNOTeHUuane onyxoam seayllee 3Have-
HMe npuobpeTaeT UMMYHOMMCTOXMMUYECKOEe
ncenenoBaHve. Hanbonee 4acTo ¢ 3TOW LEenbio
MNCMOMb3YIOT OLEHKY MHTEHCUBHOCTW 3KCMpPEeCc-
cun b6enka p53, Ki-67, KkanbpeTuHnHa, LUTO-
kepaTuHoB 8 n 18, BUMEHTMHA, MHrMbuHa o,
MenaHa A, CTeEpOMaHOro peuenTtopa KoakTnea-
Topa-1 (SRC-1), npotemHa S-100, Pax8, xpo-
MorpaHuHa A, Henpocneunduyeckor aHona-
3bl, CMHANTOPU3NHA.

MpegmeToM AUCKYCCUK SBNSINOCH NPOrHO-
CTUYECKOE 3HayYeHume kosmndecTsa OannoB no
cuctemam Weiss unm van Slooten, oaHako
OannbHaa cuctemMa napameTpPoB CBETOBOW MU-
KPOCKONMUM B KayecTBE MNPOrHOCTUYECKOro
KpuTepus ycTynaet npoandepaTtuBHOMY WH-
nekcy Ki-67. Mpu nosbilweHnn nHaekca Ki-67
6onee 10% BeposTHOCTb peumavea AKP nocne
RO-pe3ekuun coctaBndetr He meHee 80%.
lMporHocTmnyeckoe 3HavYeHne apyrux Mapkepos
NI'X B oTHOWeHnn AKP B HacToaLWmMn MOMEHT
HaxoaMTCsa B CTaAUM UCCNedoBaHMUA U HaKomM-
JleHnst aHanmM3npyemoro matepuana.

XUMUOTEPATING AKP

PEKOMEHAOALUSA 16. TMocne BbINOJIHEHUS
RO-pesekuun no nosogy AKP npu Ki-67 6onee
10% HeoO6xoauMMO npoBeAeHue aabloOBaHTHOrO
ne4yeHus opto-napa-DDD (CUHOHUMBbI: MUTOTaH,
nnsopgpeH, xnogutaH). YpoBeHb npenapara
B KPOBU TpeOyeT NMOCTOSHHOro s1abopaTopHOro
MOHMUTOPUPOBAHUS, U NMPU YCIIOBUU €ro NEePEHO-
CMMOCTU PEKOMEHAOBaHHbIM Anana3oH Tepa-
NeBTUYECKOW KOHUEHTpauuum cocTaBnAsieT OT
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14 po 20 mr/n. Mpu otcytcTBUM peunausa AKP
aablOBaHTHOE JieyeHue npoBOAMTCHA OT 2 [0
5 net. YpoBeHb B.

KommeHTapuini. B 2004 r. no pelleHunto
EMA (European Medicine Agency) B Ka4yecTBe
6a3oBoro npenapata ans nedeHns AKP npen-
noxeH 1-(2-xnopdennn)-1-(4-xnopdeHwnn)-
2,2-pnxnopataH (o,n’-DDD, mutoTaH, nu3o-
OpPeH, xoamTaH). 3TO e AMHCTBEHHLIN, B HACTO-
Aulee BpeMsi 6e3anbTepHaTUBHLINA Mo addek-
TUBHOCTU npenapat, cneunduyHo AEenCTBYIO-
WMA Ha MYy4YKOBYHD, YaCTUHHO CETHATYIO 30HY
M NPUBOJSALLMNIA K KNIETOYHOW AereHepauumn Ko-
pbl HaZMno4ye4yHuka, Npu 3TOM He 3aTparmsas
KyOOo4KOBYIO 30HY. Hapsagy ¢ npoTnmBoOnyxo-
NEeBbIM BO3OENCTBUEM, MUTOTaH MNoBpeXaaeT
BHYTPUK/IETOYHbIE (PEPMEHTbI, y4aCTBylOLME
B CMHTE3e CTEPOUO0B, TakuM 0O6pa3oM CHUXas
WHTEHCMBHOCTb Ha4MO4Y€4HNKOBOIrO CTEPOUNAO-
renesa [70, 71].

lMpenapatr 1MCcnonb3yeTcs B KayecTBe OC-
HOBHOro cpenctaa xummotepanuu AKP ¢ 1970 .
(pekomenpgoBaH FDA — Agency of Food and
Drug Administration USA), BbinyckaeTcs B Tab-
netkax no 0,5 r noa HasBaHmaMn Lysodren
(komnaHma HRA Pharma, Paris, France)
n Mitotane (komnanua Bristol Meyer Squibb,
New York, USA). Ha HacToswmin MOMEHT npe-
napat B Poccuu He 3aperncTtpnpoBaH, 0gHaKko
B TedyeHne noytn 20 net oo 1989 r. B ObiBLLEM
CCCP ycnewHo npuMeHsncs npov3BOAVMbIN
Ha YkpauHe xnoamntaH. Peructpaums npenapara
3aTpyAHeHa, C 0gHOW CTOPOHbI, B CBA3M C pef-
KOCTblO 3aboneBaHusl, C Opyroi — B CBS3U
Cc OlopokKpaTMYeckMMm npensaTCcTBUSIMU, OCO-
OEHHOCTAMN UHMUMALMK NpoLLenypbl PerncT-
paumn nekapcTBeHHbIX cpeacTs B PD. B kaye-
cTBe opdaHHoro 3abonesaHus AKP 3aperncr-
pupoBaH B P® 6bITb HE MOXET, TaK Kak perucTp
oonbHbix AKP B oHkonornyeckon cnyxbe PP
OTCYTCTBYET. B cyuiectBytoLien otyeTHOCTM AKP
durypmpyeT cpeau 3/10Kka4eCTBEHHbIX HOBOOO-
pasoBaHuii 3a6POLLMHHONO NPOCTPAHCTRA.

B cBa3u ¢ Bbicokon 4dacTtoTowm (o 85%)
peunamsmpoBaHmna AKP nocne agekBaTtHOro
xmpyprudeckoro neyveHus (RO-pesekuus) onpe-
aeneHve apPeKTMBHOCTU MUTOTAHA B Ka4YeCT-
BE a4blOBAHTHOM Tepanuu cTano NPUOpUTET-
HOW 3agaden. MiccnegoBaHums, NpoBOAVMbIE A0
2006 r., oTAMYyanmMcb OTCYTCTBMEM PaHAOMU3A-
UMM N PETPOCMNEKTMBHBIM XapakTepoM, 4YTO
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NPMBENO K AOCTAaTO4YHO NMPOTUBOPEYMBBLIM Bbl-
BogaM. Ecnun agbioBaHTHasA Tepanus NnpoBOan-
nacb Npu pasmepax nepBuyHor onyxonm 60-
nee 10 cm, TO NpY CPaBHEHUU C KOHTPOJIbHLIMU
rpynnamm naumeHToB, HE NOoJyyYaBLUMX Npena-
paTt, HO C MEHbLUMN pa3MepamMm OMNyxosien,
nosyy4yeHbl NnapagokcasbHble pes3ynbTaTbl, CBU-
DEeTeNnbCTBYIOLLME O NyYLLnX Ie4ebHbIX nokasa-
Tensax B KOHTPOJIbHbIX Fpynnax nauuMeHToB,
He nosyyasBLUnX MUTOTaH [72 Ha 85, 73 Ha 86].

B MynbTULEHTPOBOM WUCCNEAOBaHUU He-
MeLKO-UTaNIbAHCKOro pernctpa 60sbHbix AKP
[74 na 87] npoaHann3npoBaHbl peadynbraTthl fe-
YyeHust 177 OONbHbLIX U MNPOAEMOHCTPUPOBAHO
yBenuyeHne 6e3peumanBHOro neproga npu npo-
BEAEHUN aOblOBAHTHOM Tepanun — 42 Mec npo-
1B 10 1 25 Mec B OBYX KOHTPOJIbHBIX Fpyrnax.

Mpwn pesekTabenbHbix onyxonsax (RO-pe-
3eKuMn) B Ka4eCcTBe aOblOBaHTHOW Tepanuu
O4YEBUAHOE NPEUMYLLECTBO MUTOTaHa npu oo-
CTUXKEHUWN B KPOBU LIENIEBOr0 Amarnas3oHa KOH-
LeHTpauun (>14 Mr/n) npooeMoHCTPUPOBAHO
B MHOIOLEHTPOBOM EBPOMENCKOM 1CcnenoBa-
HumM ADJUVO [75 Ha 88]. Mpwn oTCcyTCTBUM NpPO-
BeLleHVs afblOBAHTHOM Tepanuu nocne anek-
BaTHOW pe3eKkumn B Te4eHUE 5 NeT peunauB He
pasBuicsa Tonbko y 30% naumeHToB [76 Ha 89].
Mpwn RO-pesekuun 4eped 35 Hed C MOMEHTA
onepaumn y 50% O60bHbIX, HE MNOSy4aBLUMNX
3P PEKTMBHYIO aabIOBAHTHYIO TEpanuio, oTMe-
yancs MecTHbI peuyanBe NN MeTacTasbl, B TO
BpeMSsl Kak rnpu ap@PeKTUBHON KOHLLeHTpaumu
MUTOTaHa B KPOBM HA 3TOM CPOKE NpOrpeccus
60one3Hn Oblna OTMeYeHa TOoNbKO Yy 32% nauu-
eHToB (nccnepgosaHne ADJUVO). Ncecnepoa-
HME MPOAOIKAETCSH B OTHOLUEHMM MAUVEHTOB
¢ nHgekcom Ki-67 <10.

Mpy MyNbTULEHTPOBOM aHanmn3e apdek-
TUBHOCTU MUTOTaHa y 246 60NbHbLIX PacnpocCT-
paHeHHbiMU dopmamm AKP (IV ctagmusa ENSAT)
B 26% HabnoaeHnn oTMeYeH OObEKTUBHBIN OT-
BEeT B cOOTBeTCTBUM C Kkputepuamm RECIST
(11 60MbHbIX — NOJHbIA OTBET, 52 — YaCTUYHbIN
oteeT) [70]. Ecnn paccMoTpeTb OTAeNbHbIe
nyénukaumm BHe MyNbTULEHTPOBLIX UCCeno-
BaHWUI, TO HA AOCTATOYHO OONbLUNX BbIBOPKAx
(75 nauymeHTOB C pacnpocTpaHeHHbiM AKP)
onncaHa onyxoJfieBass perpeccusi 6onee yem
y 60% 60onbHbIX B TOM Cclly4yae, korga Obina oo-
CTUrHyTa TepaneBTMyYeckas KOHUEHTpauus Mn-
ToTaHa (>14 mr/n) [77]. HyXXHO OTMETUTb, 4TO

B OOJIbLUMHCTBE NccnenoBaHnin No apdekTmBs-
HOCTW MUTOTaHa Nnpuv pacnpoCcTpPaHEHHbIX HOpP-
max AKP oTmeuvatoTcs cneayioLime obuime TeH-
OEHLUNN 1 BbIBOAbI:

*+ C/lyyau noJsIHOroO N3nevYeHns MMeKoT Mec-
TO, HO IBASAIOTCH KpaHen peakoCTbiO;

* 4YaCTUYHbIA NN NOJHbINA OMYXONEBbLIN OT-
BET B NogasnstoLem 60/bLUMHCTBE OTMEYaeTcs
y NAUMEHTOB C AOCTUMXXEHMEM TEPANEBTNHECKON
KOHUEHTpauum MmtoTaHa B kpoBu [78-81];

* HEe3aBMCUMO OT AOOCTUXEHUS LLENEBOW
TepaneBTUYEeCKOM KOHLEHTpaUMmM OTMevaeTcs
yBenM4yeHne ob6Llen BbhkMBaeMocTu, bonee
ONNTENBbHOW NP LLeNeBbIX 3HaYEHNSX MUTOTA-
Ha B kpoBu [82-89];

* Ha doHe npmema M1UToTaHa B BONbLUVH-
CTBe HabnOeHWin ygaeTcss KOHTPOAMpoBaTb
nposasneHns runepkopTmumama [50];

* OOCTVKEHUME LLENEBON KOHLIEHTPALMN M-
TOoTaHa B KPOBW HE BCErga 3aBUCUT OT MPUHU-
Maemol 003bl Npenaparta, B 60MbLUel cTeneHn
3aBUCUT OT KYMYNSILMM A03bl, CBA3AHHONM C ANN-
TeNbHbIM MEPUOAOM MONYXW3HU MpenapaTa,
4yTO AoKa3biBaeT HeOOXOAMMOCTb TLUATENbHOIro
MOHUTOPWHra YPOBHSA MUTOTaHa B KPOBMU U MNO-
CTOSIHHOW Koppekuun go3bl [80, 81];

* MUTOTaH MMEET y3KNi TepaneBTUYEeCKNn
JmanasoH 4O031POBaHWSA, OrPaHNYEHHbIN, C OA-
HOWM CTOPOHbI, HEOOXOAMUMOCTbIO ObICTPEN-
LIEero AOCTUXXEHNS TepaneBTUHECKOM KOHLLEHT-
paumu npenapata 6onee 14 mr/n, ¢ apyron —
nepeHocMMoOCTbio npenapaTta. B uenesbix
KOHLIEHTPaLMAX YacToTa NoboYHbIX 9DPEKTOB
coctaBnsger He MeHee 80% HabnopeHUi
(MUHUMYM OAMH MNOBOOYHBbIA 3DPEKT), UHTEH-
CVBHOCTb U aMnnTyaa HexenaTenbHbIX KINHU-
YeCKUX NPOSIBNIEHMIA HAPaCTalOT C NPOSIBNEHNS -
MU KYMYNSUMM 003bl, NPOSBIEHUS UCHE3aloT
C OTMeHoW npenaparta (taén. 2) [50];

* YMEHbLUEHWNE YPOBHS MMIOKOKOPTUKONLOB
B KPOBW CBSI3AHO HE TOJIbKO C afpPEHONINTNYEC-
KOW aKTUBHOCTbIO MUTOTaHa, HO 1 C ero MHOyK-
LMen Ne4eHOYHOro KnrpeHca ctepongos [72],
B CBSI3U1 C 4eM HEOOXOANMMO MUHUMYM ABYKpAaT-
HOE yBe/IMYEHME CTaHOAPTHOM A03bl 3aMECTU-
TesibHOW Tepanunu Hagno4e4yHMKOBOM HeJoCTa-
TOYHOCTU. HepgocTaTouHas no3a 3aMecTUTE b-
HOWM Tepanum CHWXaeT NEPEHOCMMOCTb MUTO-
TaHa n yTsxensieT ero noboyHble ahPeKThI.

Takum 06pas3om, MUTOTaH Nokasdan 3Haun-
TeNbHY0 3PPEKTUBHOCTL B OTHOLLIEHN Be3pe-
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Ta6nuua 2. MNMoboyHble apdekTbl MUTOTaHA (amanTuposaHo no [50])

CumnTOMBI

YactoTa

FaCTPOMHTECTMHANbHbIE: TOLWHOTA, PBOTA, AMapes

LleHTpanbHas HepBHas CUCTEMA: COHNMBOCTb, 3aTOPMOXEHHOCTb, aTakcus,
[N3apTPVs, TONOBOKPYXKEHME, AEeNPecCusi, CHKEHNe NaMsaTu, NoanHenponaTus

HapnoyeyHrkoBas HELOCTATOYHOCTb
MepBUYHbIA TMNOrOHAAN3M Y MYXHUH
MHekomMacTus

KoxHas cbinb

AYTOVMMYHHbI renaTtuT
ApTepuasnbHas runepTeH3ns

Avnnonus, peTrHonaTtus, katapakTa, MakysipHblil 0Tek

[emopparnyeckuii LUCTUT

Bupax ne4yeHouHbIX GepMEHTOB (B OCHOBHOM Y-IT)
YBenumyeHve ypoBHs CBSA3bIBAIOLLMX OENIKOB
lMnepxonectepuHeMusi, rMNeEPTPUMMLEPULEMUS
YBenunyeHvne BpeMeHn KpoBOTe4EHS

Jlerikonexus

TpombounToneHns, aHemus

NHAOyKUMS MMKPOCOMAabHbBIX NMEYEHOYHbIX GePMEHTOB, YBENNYMBAIOLLIX
MeTaboNNYeCKNiA KIMPEHC MIOKOKOPTUKOCTEPOMAoB, 6apbuTypaTos, BapdapuHa

OueHb YacTo
OueHb yacTo

OyeHb yacTo
Yacto
Yacto
Yacto
Penko

OueHb peako

OyeHb penko

OyeHb peaoko

OyeHb YacTo

OyeHb yacTo

OyeHb yacTo

OyeHb yacTo
Yacto
Penko

OyeHb yacTo

LMOMBHOWM BbbkMBaemMocTn nocne RO-pesekunii
1 ynydLleHne nokasartene obLuei BbiXnBaemo-
CTW Npu pacnpocTpaHeHHbIX popmax AKP.

LUTOTOKCUYECKAS TEPATNSA

PEKOMEHOALUMSA 17. MauueHTbl ¢ Heonepa-
6enbHbiM AKP, Hanuunem pacnpocTpaHeHHOro
MeTacTaTUYecKoro npouecca nocrse pesekuuu
NepBUYHON OMyX0JNUN, ObICTPLIM MPOrpPeccupo-
BaHueM 3a00JsieBaHWUS [OJKHbI NOJyYyaTb LMUTO-
TOKCUYECKYIO Tepanuio no cxeme “arono3up,
LOKCOPYOULMH, UMUCMIaTUH, MUTOTaH” (cxema
EPD-M). MauueHTbl ¢ HEBbLICOKOW OMyXOJIeBOW
Harpy3kom M MeAJ/IeHHOW nporpeccuen moryr
B KayeCcTBe NEepPBUYHOrO JIeYEeHUS HaX0AUTbLCS Ha
MOHOTEepanum MMTOTaHOM B KOMOMHaLUK C BO3-
MO>XHbIMMU MECTHbIMU LUTOPEAYKTUBHLIMU WU
papguonornyeckumu metogamm. YposeHs B.

KommeHTapuin. KOHKpeTHbIE pekoOMeHaa-
umn padouen rpynnsl ENSAT (2005, 2008) no
NMPUMEHEHNIO MUTOTaHa, cxembl EPD/M cwm.
NPUNOXEHNS.

Mo pe3ynbtatam paboTbl SKCNEPTHOM pa-
6oueit rpynnsl no nedeHnio AKP (ACC working
group of European Network for the Study of
Adrenal Tumors — ENSAT, 2005, 2008) npepgno-
XEH anropuTMm BegeHust 60MbHbIX B 3aBMCUMO-
CTW OT PacnpOCTPaHEHHOCTU npoLlecca (CM.
npumeyaHus).
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B TeuyeHme OaMTENbLHOrO BPEMEHM CUUTa-
nocb, 4to AKP aBnseTcs CTOMKUM K CTaHOapT-
HOW UMTOCTATUYECKON XumMmnoTepanum. Ha mo-
nekynsapHom yposHe npu AKP BbigBnseTtcs
BbICOKMI YPOBEHb P-rnukonpotenHa (B HEKO-
TOpbIX UCTOYHUKaX — MDR-1 multydrug resis-
tance), ¢ KOTOpbIM CBA3bIBAIOT PE3UCTEHT-
HOCTb OMNyXOQM K XUMUOTEpPANneBTUYECKOMY
BO34eNCTBUIO. ITOT 6enok YHKUNOHUPYET
kak ATd-3aBucuMas nekapcTBeHHas nomna,
TpaHcnopTUpyoLwas U3 KneTkm rugpodobHble
uMmTocTaTMyeckme npenapatbl. HopmanbHas
TKaHb KOPbl HaAMNo4Ye4YHmKa npom3BoauT 60/b-
o€ KOMM4ecTBO P-rankonpoTtenHa, u aTa ce-
Kpeuuss coxpaHsaeTca B OonblinHcTBe AKP
[91-983]. XoTa Hannume P-rnukonpoTenHa sB-
NgeTCcsa BEPOSITHOM M CyLLECTBEHHOMN NPUYNHON
MYNIbTUNIEKAPCTBEHHOM pe3ncTeHTHOCTY B AKP,
Takxe ecTb P-rmnmkonpotenH-He3aBUCUMbIE
MEXaHU3Mbl MYJIbTUIEKAPCTBEHHOW pPEe3unc-
TEHTHOCTW, KOTOpPble MOryT OOBbACHATbL Head-
DEKTUBHOCTb He TOJIbKO r’MapPOodOOHbIX, HO U M-
OPODUIbHBIX NIEKAPCTBEHHbLIX CPEACTB Tumna
umcnnatuHa [94, 95].

Hanbonee ycneLiHbiM codyeTaHneM npena-
paToB NOANXMMUOTEPANUM NPUSHAH “UTaNbsAH-
CKMI” NMPOTOKOJ: B KAYECTBE COCTaBASIOLLMX
MCNONb3YITCA 9TONO3UA, LOKCOPYOULMH
MU UUcniaTnH Ha GOoHe MOCTOSIHHOro npuema
mutoTaHa (cxema EPD-M). WNccnepoBaHue
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Ta6auua 3. Ony6nnkoBaHHbIe pe3ynbTathl TapreTHon Tepanun AKP (aganTtuposaHo no [97])

Mpenaparbl MexaHn3m AencTBns, MULLEHD l;%ﬁlf:eeHCTT(?; Mcxoapl
CyHUTUHNO MynbTUKMHA3HBIA UHIMOUTOP 35 Crabunusauus
(VEGFR, PDGFR!, c-kit, FLT3, RET) 3abonesaHusa - 5
LUnkecyTymymatb + KomBurHaLms KnHasHbIX 26 Crabunusauus
TEM3UPONNUMYC nHrnoéutopos (IGF-1R, mTOR) 3abonesaHus — 11
rednTNHNG NHrnbutop 19 OrtcytcTBME OTBETA
EGFR-curHanbHoro nytu
JoBUTUHNO MynbTUKMHA3HBI MHIMOUTOP 17 Crabunuzaums
(FGFR, PDGFR, VEGFR) 3aboneBaHusa - 4
Beaunsymab + NHrnébutop VEGF-curHansHoro 10 OrcyTcTBME OTBETA
KaneumTabuH nyTn + LMTOTOKCUYECKMIA NpenapaT
3pnoTnHUG + NHrmbutop EGFR-curHanbHoro 10 Crabunuzauus
remMmumTabuH nyTn + LMTOTOKCUYECKMIA NpenapaT 3aboneBaHus — 1
CopadeHnunb + MynbTUKMHASHBINA MHIMOUTOP 9 OrcyTcTBME OTBETA
nakanTakcen (BRAF, VEGFR, c-kit, PDGFR!) +
LIMTOTOKCMYECKMIA Npenapar
NmaTtnHnb MynbTUKMHA3HBIN MHIMOUTOP 4 OrcyTcTBME OTBETA
(c-KIT n PDGF)
OBeponmmyc NHrnbutop mTOR-KMHa3bI 4 OrcytcTBME OTBETA

FIRM-ACT (FIRM-ACT ClinicalTrials.gov num-
ber, NCT00094497), Ha OAQHHbLIA MOMEHT 3a-
BepLleHHoe, Bkaoyano 304 naumeHTa C pac-
npocTtpaHeHHbIM BapmaHToMm AKP. MNMpu cpaBHe-
HUM YacToTbl OTBeTa Ha Tepanuiwo EPD-M
B CPaBHEHMM CO CXEMOW “CTPenTo30TOLuH +
MuToTaH” (S + M) nokasaHa nocToBepHO bonee
BblCOKasi yactoTa oTeBeTa Ha EPD-M: 23,2%
npotne 9,2% Ha S + M (p < 0,001), n 6onbluee
Bpems ctabunmnsaumm 3aboneBaHusa (5 mec
MPOTMB 2 MEC), HO HE NOKa3asio 3HAYNMbIX Pa3-
nnumin B o6Leli BeixxnsaemocTtn (14,8 mec npo-
B 12,0 mec) [96].

K HacTosilemMy BpeMeHu MOoJlyYeHbl pe-
3ynbTaThbl pgga NccnenoBaHnini O BO3MOXHOCTU
NPUMEHEHNS TapreTHOW Tepanmun nNpu pacnpo-
cTpaHeHHbIx popmax AKP [97]. CoBpemeHHbIe
Knacchl NpenapaTtoB TapreTHOW JiMHUKM B 00-
LEeM MPOOEMOHCTPUPOBANU HEYO0BIETBOPU-
TeNbHblE pe3ybTaThl.

Ycnex 6yaywmx uccnenoBaHuin cBA3aH
C MOHMMaHWEM MONEKYNSAPHO-FEHETUYECKMX
OCHOB pacrnpocTpaHeHHbIx popm AKP.

AUNCTAHUNOHHAS
AYYEBASY TEPATNSA

AductaHuyoHHaa nyyeBasa Tepanuvsa (OJ1T)
SIBNSETCA METOA0M BbiOOpa Ans NanimaTuBHOMN
Tepanun npun metactazax AKP B KOCTU 1N LEHT-
panbHyto HepBHYIO cuctemy (30-40 MNpen). dnum-

TenbHoe BpemMsa AKP cuuTancs pagnoHevyBCT-
BUTENbHOW oOnyxonbio. B HacToswee Bpems
ncecnenylTcs BO3MOXHOCTU  KOH(POPMHOM
ny4yeBon Tepanum ¢ 3D-nnaHMpPoOBKOM Kak Npwu
Hepe3ekTabenbHbix Gopmax 3aboneBaHus, Tak
M B KQYeCTBE LOMNOSIHNTENbHOro MeTo4a MecCT-
HOro BO3OENCTBUA MOCAE HEPALAMNKANBHOIO XM-
PYPrruyeckoro neyeHus.

NMPOrNHO3

B ocHOBHOM 3aBuUCUT OT cTaaunm 3abonea-
HUS: MATUNETHASA BbIXKMBAEMOCTb Npu | ctagnun
cocTtaBnsiet 60%, npwu Il ctagun — 58%, npwu Il -
24%, npun IV — 0 (!) cooTBeTcTBeHHO. ObOLas,
HE paHXupoBaHHaAsa MO CTaAAMAM, NATUNETHNAS
BbXXMBAEMOCTb Konebnetcsa ot 16 no 38%. Me-
OnaHa obLwen BbikuBaemMocTn npu IV ctagun
cocTtaBnsaet meHee 12 mec [98-102].

Mpu pacnpocTpaHeHHbix dopmax 3adorne-
BaHus (6bonee 40% OONbHBLIX HA MOMEHT Ona-
FHOCTUKN) 3HAYNTENBHOE OTpULATEsNIbHOE BM-
SIHNEe Ha CPOKWN BbIKMBAHWS OKa3blBaeT CUHA-
pPOM rMnepKopTULU3mMa.

OnpepneneHHbin ONTUMN3M CBSI3aH C pas-
paboTKoM cTaHaoapTa XumMumoTepanum U pasBu-
TUEM HOBbIX MOAXOA0B B XMMmotepanum (BO3-
OENCTBME HA OMYXOJIEBbLIV aHIMOreHEe3, NosBne-
HME HWU3KOMONEKYNAPHbIX MHIMOUTOPOB dep-
MEHTOB, UMMYHHbIE N FEHETUYECKME METOAbl
BJINSIHUSI HA OMYXO0JIEBLIN POCT).
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NMPUAOXEHUE

ACC working group of ENSAT, 2005, 2008

Onyxonb pesekTabenbHa

Y Y

AnekBaTHasi pe3ekuust CoMHUTENbHAsA NN
+ + HeagekBaTHas pe3ekuus
Ki-67 <10 Ki-67 > 10
Hunsknn Bbeicoknin
pUCK peuuavea pUCK peumavea
Y Y Y
Bo3moXxHO MuTOTaH AIbIOBAHTHAS TEpanus AnbloBaHTHasA Tepanus
MNTOTaH, BO3MOXHa
OMNOJIHUTENbHAsA MMTOTaH
A + ONT

Tepanus

Y

Kaxnapble 3 mec Tonuyeckas n nabopatopHasa gmarHocTrka

\i Y

Peunanea HeT MecCTHbIV peuygme  |———>

MecCTHbIN peunamB <6 mec

+ WM pacnpocTpaHeHHas bopma —
CM. Hepe3ekTabesbHasi OnyXosb

MecTHbIl peunams >12 mec

Puc. 1. Anroputm nedenus npu pesekrabensHom AKP.
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ACC working group of ENSAT, 2005, 2008

Onyxonb Hepe3ekTabenbHa

Y Y Y

bes npealiecTryowen MonbiTka Mocne npoBeaeHHOM
Tepanuu  feeeeeeeee- LUNTOPEOAYKTUBHOIO  f------- aabIOBAHTHOM Tepanmun
BMeLlaTesibCTBa MUTOTAHOM

Y

MwuToTaH B MakcumMasnbHO
BO3MOXHOI [103€ BbicTpas nporpeccus

Y Y
> MwuTtoTaH yepes 3 Hep, 3| MwutoTan + EDP
<5wmr/n

Y

MuToTaH yepes 3 Hepn,
>7 Mr/n

Y
O6cnepoBaHMe kKaxable 2 Mec
I

[MpoposmxeHne Tepanumn

Y

\i Y
Perpeccus unu crabunmsauus Mporpeccusa  -------- . Taxensle NPoOSBIEHUS
MECTHbIX CUMIMTOMOB
i Y \
Xupypruyeckoe neveHme? Moaundukaunsa/cmena MNMXT Paonoxmnpyprus nnm PHA
MpoponxeHne XT

Puc. 2. Anropntm nedeHns npu pacnpoctpaHeHHor popme AKP. XT — xumunoTtepanus, MNXT — nonnxmmmotepanus, PHA —
paguoyacToTHas abnauus.
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PekomeHAOQUUU MO 3AMECTUTEABHOM TEPANUUn
npu A€4eHU MUTOTAHOM

+ [MIOKOKOPTUKOUABI: C HAaYana nevyeHnss MMTOTaHOM [A03bl NPEeBbILLAT 00bIYHbIE:

rmapokKopTn30H 50-75 wmr;
KkopTu3oHa auetat 75-100 mr.

« OueHKa 3aMeCTUTENbHOM Tepanun MPON3BOANTCS MO KITMHUYECKUM KPUTEPUSIM.

* MnHepankopTukonaHas HegoCTaTOYHOCTb OLEHNUBAETCS MO YPOBHIO 9NEKTPONIUTOB, KOPPEK-
uns — dnypaokopTU30H (KopTUHeDd).

« fMnoroHagnam y My>X4mH OLEHMBAETCS MO KIIMHUYECKUM NPOSIBNEHUAM (SPEKTUbHAA OuC-
GYHKUNSA N TUHEKOMACTMS ), NOATBEPXOAETCA rOPMOHASIbHOM OLEHKON. [py NOATBEPXAEHUN
TpebyeT 3aMeCTUTENbHOM Tepanuun.

« BropuyHbiii runotmpeo3d (TTI — HopMa, CHUXeHue cB. T,) TpebyeT 3aMeCcTUTENbHOM Tepanunu.

PekomeHAQUMM NO NPUMEHEHUIO MUTOTAHA
B KOYeCTBE OABIOBAHTHOM Tepanuu
« HayanbHaa gos3a 1 r B oeHb; Kaxable 4—7 gHen nosbileHne Ha 1-2 r go 8-10 r exxegHEBHO
WM 00 MakCMMaNnbHO NEPEHOCMMON [03bl; npenapar npuHMMaeTcsa 2-3 pasa B [OeHb
BO BpPEMS efbl.
+ NMoBbILEHME [O3bl PETYNINPYETCS:
— MEePEHOCUMOCTbIO MpenapaTa;
— OOCTUIHYTOM TepaneBTUYEeCKOn KoHUeHTpaumen (14-20 mr/n).
+ OueHnBaTb YPpOBEHb MUTOTAHA B KPOBU HEOOXOANMO:
— Kaxable 4—8 Hep, 00 OOCTUXEHUS LeneBow 30HblI;
— NMPY OCTUXEHUWN LLENEBOM 30HbI Kaxaple 3 MeC B TeHeHMe 2 neT, 3aTeM Yepes
6onee gnnTenbHblE NHTEPBANbI.
+ KnnHuyeckasa n Tonnyeckasa oueHka nposogutcs 1 pas B 3 mecsaua.
+ Heobxoanmo onpeneneHne ypoBHS MUTOTaHa B KPOBU NPU BOSHUKHOBEHUM MOBOYHbIX
3P PeKTOoB.
* MNpwn BO3HNUKHOBEHMN NOBOYHbIX 3P DEKTOB:
— HE3HAYUTESIbHbIE — MPOAOIKNTLE MUTOTAH, N€YNTb CUMMNTOMBbI;
— 3HaAYNTENbHbIE — BEPHYTLCS K NOCNEAHEN NEPEHOCUMON 0,03€, NeYNTb CUMNTOMBbI;
TSKenble — MPekpaTnTb MUTOTaH, MPOBECTU cneuudurnyeckoe nevyeHme CUMNTOMOB,
3aTeM BO30OHOBUTb MUTOTaAH C MasibiX 4O03.

MpoTtokoA EDP/M
9Tono3na, AOKCOPYOULMH, LMCnNaTuH + MUTOTaH — Kaxapble 28 gHen:
* 1-11 geHb: gokcopyouuuH 40 mr/m?;
« 2-1i geHb — atono3na, 100 Mr/m?;
* 3-i n 4-in gHK — aTono3ug, 100 mr/m? + umcnnatuH 40 Mr/m?
nnm
* 1-1i n 8- oHW — pokcopydULUMH 20 Mr/m?;
* 1-1 1 9-1 gHWM — umcnnaTtuH 40 Mr/m?;
« 5-7-n peHb — aTono3ua, 100 mr/m2.
MuToTaH (KoHUeHTpaums B kpoBu 14-20 mr/n) 6e3 nepepbiBa MEXAY LMKIAMU XMMUOTEPANUN.
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Ta6nuua 4. Kputepun oLeHKM 0TBETA CONMIHBIX onyxonei Ha nedenne no RECIST (Response Evaluation Criteria in Solid

Tumors)

MonHbI OTBET
(Complete Response - CR)

YacTuyHbI OTBET
(Partial Response — PR)

lMporpeccupoBaHmne 3a00neBaHus
(Progressive Disease — PD)

Crabunusauus 3abonesaHus
(Stable Disease — SD)

MoNHOE NCYE3HOBEHUE BCEX OMYXONEBLIX MOPAXEHUI B TEUEHNE 4 Hep,
C MOMEHTA JOKYMEHTALMWN NOJIHOro 0TBETa

YMEHbLLEHNE MO CPABHEHUIO C UCXOAHBIM Ha 50% 1 6oniee CyMMbl USMEPEHII

2 6oNbLUMX NePreHMKYNSPHBLIX AYAaMETPOB, YTO onpeaenseTcs B 2 HabnoaeHUsx
no KpainHein Mmepe B TedeHne 4 Hef,. [1py 3TOM SOJIKHBI OTCYTCTBOBATbL MPU3HAKN
nporpeccupoBaHns 3ab6oneBaHns

YBesnmyeHve pasMepoB OMyxosu, NnossieHue noboro HOBOro ovara,
W HOBOTO BbINOTA, UM aCLyTa, CBA3AHHOIO C OMyXOJ1blo

HecooTteetcTtaume kputepmam CR nan PR npu otcytcTteum PD

Ta6nuua 5. OueHka pa3amMepoB OCHOBHOIO OMyXONIEBOro o4ara

[MonHbI 0TBET
(Complete Response - CR)

YacTuyHbIM OTBET
(Partial Response — PR)

MporpeccupoBaHune 3aboneBaHus
(Progressive Disease — PD)

Crabunusauus 3abonesaHus
(Stable Disease — SD)

/lcye3HoBeHME BceX OCHOBHbIX 04aroB. J1l060i U3 yBeNMYeHHbIX IMMbaTn4eCKMX
Y3/10B (OCHOBHbIX UM AONONHUTENBbHbBIX) AO/KEH UMETb KOPOTKYIO OCb MeHee 10 MM

YMEHbLLEHNE CYMMbI AVAMETPOB OCHOBHbIX 04aroB He MeHee YyeM Ha 30%

YBenuyerve Ha 20% v 6onee CYyMMbIl IMAaMETPOB OCHOBHbIX 04aros, KOTOPas
B aBCONOTHOM BbIPaXEHWM COCTaBNSET HE MEHEE 5 MM; NOSIBNEHNE OAHOMO
NN HECKOJIbKMX HOBbIX 04aroB

HecooteetcTaue kputepusm CR nnu PR npu otcytcTeum PD

Tabnuua 6. OueHka MeTacTaTMYeckmx 04aros

MonHbI OTBET
(Complete Response — CR)

YacTuyHbI OTBET
(Partial Response — PR)

MporpeccupoBaHvie 3a60eBaHws!
(Progressive Disease — PD)

Mcue3HoBeHMe BCex AOMONHUTENbHBIX 04aroB U HOpPManu3aums ypoBHS
OnyxoneBbix MapkepoB. Bce numdarunyeckme yanbl 40MXKHbI UMETb pasMmep
mMeHee 10 MM MO KOPOTKOW OCK

CoxpaHeH1e OfHOMO UK HECKOSIbKMX OCHOBHbIX 04aroB 1/Unn COXpaHeHue
YPOBHS! OMYyX0/1IEBOr0 MapKepa BbiLLE HOPMbI

OpHo3HayHas nporpeccusa oonoIHUTEsIbHbIX O4aros, NosBjieHNE OOHOro
NN HECKOJIbKMX HOBbIX 04aros

Ta6nuua 7. Kputepun agekBaTHOCTY onepaLmn

RO MonHas pesekumsa ¢ OTCYTCTBMEM MPU3HAKOB OMYXOIEBOIO pocTa

R1 Mpu3Haky onyxoneBoro pocta B Kpasix yaaneHHOM TKaHu

R2 OcTtaTku onyxonu, MakpoCKOMMYECKN BUAMMbIE BO BPEMS Onepaumm

Rx OueHnTb agekBaTHOCTb ONEPaLLMN HEBO3MOXHO UM AaHHbIE COMHUTESbHBI
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