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COBPEMEHHOE COCTOAHME NPOBJEMbI JIEYEHUA

AJIPEHOKOPTHUKAJIBHOI'O PAKA

®I'BHY «Poccuiickuii onkonornueckuit Hay4aHslil neHTp M. H.H.broxuna», 115478, . Mocksa

Aodpenoxopmuxanvubiii pak (AKP) — pedkas u ouens azpeccushas 310Ka4ecmsenas Onyxos, UCX00AUAs U3 KOPKOBO-
20 cnosa naonoueunuxa. Oxono 60% onyxoneii AGAAIOMCA 20PMOHONPOOYYUpYIoOwWuUMU. Xupypeuueckoe nedeHue s16.s-
emcsi eOUHCTNBEHHbIM MEMOOOM, NO360NAWUM uzieyums 601020 AKP. Adviosanmuas mepanus modcem 6vims pe-
KOMeHO08aHA NAYUEHMAM C 8bICOKUM PUCKOM peyudusa 3abonesanus. Jlewenue pacnpocmpanennoeo AKP sxniovaem
CUCMEMHYI0 Mepanuro 6 KOMOUHAYUY C IOKATIbHLIMU MemoOoamu 8030eliCmaust, MAakuMu KaK Xupypeuieckoe ieyeHue,
paouovacmomuas abaayus u xumuoambonusayus. s neuenus pacnpocmpanennozo AKP ucnonvsyromes komo6u-
Hayuu uHeubUmMopa cmepoudoenesa Mumomana ¢ yumocmamudeckumu npenapamamu. Haubonee s¢pgpexmusnoti
cxemotl xumuomepanuu npu ouccemuruposaniom AKP sensemcs KomoOuHayus 3monosuod, OOKCopyouyuHa u yucnia-
muHa Ha pone nocmosaHno2o npuema mumomana (cxema EPD-M). Bo émopoil iunuu 1evenus 603MOMCHO UCHONb30-
sanue KomouHayuu cemyumaduna u gmopnupumuduros. OOHAOeHCUBAIOWUMU AETTOMCS PE3YTbIMambvl NPUMEHEHUs
npu AKP npenapamos, HanpasieHHO 0eUcmeylowux Ha peyenmop UHCYIuHono0ooHozo axmopa pocma (IGF-1R) u
peyenmop uncyauna (IR) kak 6 monomepanuu, max u 6 KOMOUHAYUU C UHSUOUMOPAMU CEPUH-MPEOHUHOBOU KUHAZbI
mTOR. Buedpenue 8 KIunu4eckylo npaKxmuxy HO8bIX d(heKmusHblx npenapamos no3801Uum Yayuuums pesyibmanmsl
severust 6onbHbix pacnpocmpanentvim AKP.

KnrwodeBBIe 110 Ba: adpeHokopmukanvhvlil pak;, mumoman, peyenmop IGF-1.
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Adrenocortical carcinoma (ACC) — a rare and very aggressive malignant tumor originating from the adrenal cortex.
About 60% of tumors are hormone producing. Surgical treatment is the only method that can heal the sick ACC.
Adjuvant therapy may be recommended for patients with a high risk of relapse. Treatment of advanced ACC includes
systemic therapy in combination with local methods of exposure, such as surgery, radiofrequency ablation, and che-
moembolization. For the treatment of ACC uses a combination of steroidogenesis mitotane inhibitor with cytotoxic
drugs. The most effective chemotherapy regimen in metastatic ACC is a combination of etoposide, doxorubicin and
cisplatin against the background of continuous use mitotane (Scheme EPD-M). In the second-line treatment is pos-
sible to use a combination of gemcitabine and fluoropyrimidines. The results from the use ACC drugs, which have
direct action on the receptor of insulin-like growth factor (IGF-1R) and insulin receptor (IR) as a monotherapy and
in combination with inhibitors of serine-threonine kinase mTOR. The clinical introduction of new effective drugs will
improve the results of patients with ACC treatment.
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AnpeHokoptukanbHbIH pak (AKP) — 3mokadecTBen-
Hasl OIyXOIlb, UCXOZSINAs W3 KOPKOBOTO CIIOS HAJIO-
YeyHHKa. 3a00JIeBAEMOCTh COCTaBisieT 1—2 ciydas Ha
1 MITH HaceneHus, CMEPTHOCTD He npeBbImaet 0,2% ciry-
9aeB CMEPTH OT BCEX 3JI0KAYECTBEHHBIX HOBOOOpa30Ba-
Huii. AKP 4ame quarnoctupyercs Ha 4—5 IecSITHICTHH
KU3HU, a TAKXKe y JeTeid 10 S set. JKeHImuHbI 00NeroT B
1,5 pa3a yaie, 4eM My>KUUHBI, IPUYEM Y HUX YLl BO3-
HUKAIOT TOPMOHOIIPOAYLIUPYIOIIue omyxoiu [1, 2].

AKP sBnsieTcss OmHOM M3 CaMBIX arpecCHUBHBIX CO-
JIATHBIX OITyXOJIeH YeNTOBEKa, S-JIETHsISI BBDKUBAEMOCTh
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MPU  PaCIpPOCTPAHEHHOM OITyXOJEBOM IPOLECCe CO-
CTaBIIAET, 110 JAHHBIM Pa3HBIX aBTOpoB, 16-38% [3, 4].
Oxom0o 60% omyxoinel — TOpMOHAJIBHO aKTUBHBIE U ITPO-
TYLHPYIOT KOPTU30JI, alIbJJOCTEPOH, ITOJIOBBIE TOPMOHBI.

9THOJIOTUSA U ITATOTreHe3

OnucaHbl HECKOJIBKO HACJIEICTBEHHBIX CHHAPOMOB,
M3BECTHBIM KOMIIOHEHTOM KOTOpBIX siBigercs AKP (JIu—
O®paymenn, beksura—Baiinemana, ['apaaepa, MOH-1).

VY B3pOCibIX NALMEHTOB B [IOJABIISIOIIEM OOJBIINH-
CTBE Cily4aeB BbLBisieTcs cnopaauueckuii AKP.

[lonnmaHne MONEKYISpPHBIX MEXaHU3MOB, HUIparo-
IMX KJII0YeByto poiib B natoreneze AKP, xots u ymyu-
IIMJIOCH 32 TIOCTIeIHUE TOJbI, HO BCE €llle HE SBIAETCS
HICUEPITBIBAIOIINM.

IIpu AKP nBe reHeTHUYECKUX NEPECTPONKH BCTpeya-
I0TCS1 HanOoJIee 4acTo — THIEepIKCIpeccus Oeika HHCY-
nuHONOn00HOTO (akTopa pocta 2-ro Tuna (IGF-2) u ak-
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tuBanus Wnt/B-kareHuH-curnansHoro nytu [5-7]. Tu-
niepakcripeccust IGF-2, BeIsBNsieMas, Mo MaHHBIM psiaa
aBTOpOB, B 90% cnyuyaeB AKP, npuBoauT K akTHUBaIUU
nponudepalmu ormyxoneBsix kieTok. Kpome roro, IGF-2
y4acTBYeT B MEXaHM3Max ayTo- U MapaKkpUHHOM pery-
nsiiun pocta kiaetok AKP. AkruBarnus Wnt/B-kateHuH-
CUTHAJILHOTO ITyTH BCTPEYAETCS KaK MPH aJleHOMax Ha/l-
Mo4Ye4yHUKOB, Tak U Tpu AKP u yaiiie Bcero BbI3BaHa ak-
TUBUPYIONIMMH MYTAIlUSIMH T€Ha, KOJUPYIOIIEro 0emoK
B-xarennn (CTNNBI) [8].

Crepounorenusiii ¢akrop (SF1) urpaer BaxHylo
pOJb B pa3BUTHM HaAmoOuedHrKa. Ero runepskcnpeccus
4acTo HAOIIOAAETCS B OIYXOJEBBIX KIETKAX M aCCOIMH-
poBaHa ¢ MJI0X0# BbIKKUBaeMocCThIO [9, 10].

I'epmunanbuble MyTanuu reHa-cympeccopa 1P53
Berpeuatotest y 50-80% geteit ¢ AKP, umeronux Ha-
CJeICTBEHHBIN cuHIpOoM JIn—-DpaymMeHH U BBICOKYIO Be-
POATHOCTH PAa3BUTHA APYTHX 3IIOKAYECTBEHHBIX HEOILIA-
3uid. Y B3pocibix Ooee yem B 50% cirydaeB B OIyXoJie-
Bol TkaHu AKP BBIABISIIOTCS COMAaTUYECKHE MYTalUU
C MOTepel reTepo3UroTHOCTH B JOKyce rena TP53, u B
4% — repMuHaIbHBIE MyTaluu resa [11, 12].

Wzyuenne npoduiist IKCIpeccu TeHOB CIIOCOOCTBY-
et nonuManuio naroreue3a AKP, a Takke 1aeT BO3MOXK-
HOCTb BBIJCJIUTH MOATPYIIIEl MALMEHTOB € Pa3IudyHbIM
MIPOTHO30M 3a0osieBaHus. B omHOM M3 mccienoBaHuit
OBLIO MMOKa3aHo, YTo dKcnpeccus renoB DLG7 u PINK]
no3possuia U hepeHInpoBaTh JA00POKAYSCTBCHHBIC
omyxonmu HaamodedHukoB oT AKP, a y manmeHTtosB, B
YBUX OITyXOJSIX ONpEAeNseTcs KOMOMHHPOBAHHAS JKC-
npeccust reHoB BUBIB u PINKI, pexe BO3HUKal pe-
UUAMB OOJIE3HU TIOCIIE XUPYPrUUECKOTo JICUCHUS U ObLT
CTaTUCTUYECKH 3HAYMMO JIy4llle MToKa3aTelb o0uel Bbl-
kuaemoctu [13].

Mopdonorua AKP

I'ucroapxutexronnka AKP umeer cxoactBo ¢ HOp-
MaJIbHOM TKAHBIO KOPbl HAATIOYEYHUKA U MPEICTABISET
co00i TpabeKyNspHbIE CTPYKTYpBI, PaCIOIOKECHHBIE
B BHJI€ Y3KMX WIHM IIHPOKUX Tshked n3 10-20 kierox,
pa3feneHHBIX TOHKUMH CTPOMAJIbHBIMU IPOCIOWKaMU
C MPOXONSAIIMMU B HUX CUHYCOUJAIBHBIMU COCYAAMH
[14]. IIpy HMMMYHOTHCTOXMMHUYECKOM HCCIEIOBAHUU
3JI0Ka4YECTBEHHAsl OIYXOJIb KOpbI HAANOYEYHHUKA Hera-
TUBHA WM CIa0OMONIOKUTEIbHA TI0 IKCIIPECCUHN ITUTO-
keparnHoB. Taxke AKP He skcmpeccupyer xpomorpa-
HUH A, YTO SIBJISI€TCS BaXKHBIM OTJIMYUTEIbHBIM [TPU3HA-
KOM OT OITyXOJIed MO3TOBOTO CJI0sl HaJamo4yeuyHuka [15].
NMMyHOTHCTOXMMHUYECKUMU MapKepaMu, TTOMOTaroIIH-
Mu ominuuTh AKP oT omyxoneil modek, ABiseTcs cre-
pouaoTeHHbIH (akTop-1, KOTOPBII MPaKTUYECKH BCEraa
akcripeccupyercs npu AKP i oTCyTCTBYeT B OIMyXOJIsax
MOYeK, ¥ MEMOpaHHBI aHTUTEH AIHUTEIHAIBHBIX KIe-
TOK, OTCyTCTBYIOIUH B KieTkax AKP u sxcnpeccupyto-
LIUICS B TOYCUHO-KJICTOUHBIX OMyXoJsix [16].

Jl1 OLIEHKHM CTENeHU arpecCUBHOCTH OMYXOJIU BbI-
MOJTHSIETCST OIpeieTICHne NPONHQepaTuBHOIO HHJCKCA
Ki-67 — ypoBHs 3kcrupeccun Oenka Ki-67, mokammzo-
BAHHOTO B SIJJP€ U IPUHUMAIOLIETO YYaCTUE B PEryJIsILUN
nenenus kierok [17, 18].

JAunarnocrtuxka AKP

HoormepaimonHass MopQoyioruieckas THardHoCTH-
Ka TIPH TIOAO03PEHUH HA TEPBUYHYIO 3JT0KAaYECTBEHHYIO
OMyXOJb HAAINOYEUYHUKA NpoBOAUTCA penako. IlyHknu-
OHHasl OMOTICHS TIerecoo0pa3Ha JIUIIb PH TTOJ03PEHUN
Ha METacTaTHYeCKoe MOPAKEHHE HAAMOYEYHUKOB, I7IE
YYBCTBUTEJIBHOCTh ITUTOJIOTHYECKOTO  HCCIIEOBAHUS

cocrasinsieT 80-86%. Ilpu apyrux BapranTax omyxosei
HA/AMMOYEYHNKOB JINarHOCTHUYECKasi IIEHHOCTh TpesoIie-
paIiOHHOW ITyHKIIMOHHOW OHWOIICHU HEYIOBJIETBOPH-
TelIbHA U CBA3aHA C PUCKOM TaKUX OCJIOKHEHHUH, Kak
pa3pbIB Karcysbl OMyXOJH ¢ IEPUTOHEATBHOM TUCCEMHU-
HaIMel, pa3BUTHEM THUIMIEPTOHUYECKOTO KpH3a y IMalu-
eHTOoB ¢ peoxpomonuTomoii [19].

Juarsoctuka rOpMOHAJbHOM AKTHUBHOCTH OILyXO-
JIU BKITIOYAET B ce0sl OIpeJlelieHne ypOBHS KOPTH30IIa,
AKTT, nonoBeIX TOPMOHOB B CHIBOPOTKE KPOBH, IKCKpPE-
MUY CBOOOJIHOTO KOPTU30JIa B CyTOYHOU MOue. Bricokoit
WH(POPMATUBHOCTBIO 00NaNaeT MOAABISIONIMA TECT C
JIEKCAaMETa30HOM.

Tonuveckasi nnarnoctuka AKP

Bonbiryro ponb A OLIEHKH 3JI0Ka4YECTBEHHOIO I10-
TEHIMaJIa OMyXOJIM HaJAIIOYeUHHUKa, €€ MIIOTHOCTH, pa3-
MEpPOB, CBS3M C OKPYXKAIOUIMMU CTPYKTypaMHU HUTpaeT
tpexdaznoe KT-uccnenosanue.

[Ipu HEOONMBPIIMX pa3Mepax OIMyXOIH WU HEOIHO-
3HaYHbIX JaHHbIX KT-uccrnemoBaHust BBIMOIHASTCS
[I3T. [IDT/KT ¢ npumenennem *O/I" mo3sosser omnpe-
JISIATh PACIpPOCTPAHEHHOCTh, Pa3Mepbl, TUIOTHOCTh U
METa0O0IMYECKYIO aKTHBHOCTh O0pa30BaHMUsL.

JIist MCKITIOUEHUS! OITyXO0JIEBOrO TPOM0O03a MOYEHHOM
BEHbI U HUYKHEW MOJI0M BEHBI, CBSI3U OMYXOJIU C OKpYIKa-
FOIITIMHE COCYZIaMH TIPOBOANUTCS TIpAMasi aHTHOTpadust.

Tepanus noxkanuzoBanHoro AKP

XUpyprudueckoe JICUEHHE OCTAaeTCd OCHOBHBIM U
€MHCTBEHHBIM METOJIOM, TIO3BOJIIOIIUM H3JIEUNTh
oospHOro AKP. OneparuBHOE JIeYCHHE TOKA3aHO 00JIb-
HbiM [-III craguu. LluTopenykTuBHasl omnepauus IO-
Ka3aHa IMalMeHTaM C Hepe3eKTa0ebHOW OITyXOIbi0 U
OTJAJICHHBIMA METAacTa3aMH C IETbI0 KIMHUYECKOTO
YAYYIIEHUs] C BO3MOKHBIM MOCIIEAYIOIIUM MTPOBEACHU-
€M JIEKapCTBEHHOTO JICYCHHUS.

[Tociie BbINONHEHUS paAUKaIbHOW PE3EKLIMUH T10 TI0-
Bony AKP amgproBaHTHas Tepamusi MOXET OBITH PEKO-
MEHJ/IOBaHa TAallMeHTaM C BBICOKAM PHCKOM PElHIUBa
3a00seBaHMs: IPH pa3Mepax MEePBUYHON OIyXOIH § ¢M
u Oosiee, MUKPOCKOITMYECKOH MHBAa3UM B COCY/bI, Karl-
Cylly OITyXOJIM W/WJIM TIPH WHJEKCE MpPOIUuQepaTuBHON
aktuBHOCTH Ki-67 Gomee 10% [20].

B kauecTBe aqblOBaHTHOM Tepanvyd MOXKET paccma-
TPUBATHCS MHTOTAH, JIydeBas Tepamus Ha JIOXKe yja-
JICHHOM OITyXOJM, IIUTOTOKCHYECKHE Ipenaparsl U HX
KoMOuHanuu. Bece gocTynHble HaHHBIE O MPUMEHEHUH
BBIIICTIEPEUHNCIICHHBIX METOAOB JICUSHHS ABISIOTCS pe-
TPOCTIEKTUBHBIMH, HO HamOoJee /TOKa3aTeIbHBIMHU SB-
JISTFOTCS Pe3yAbTaThl KPYITHOTO UTAIO-TEPMAHCKOTO aHa-
JIU3a UCTOJIB30BAHHS MUTOTAHA B MOCIEONEPALIMOHHOM
nepuojyie. Y NManueHToB, MOMYyYaoIUX MUTOTAH a/Iblo-
BaHTHO, MOKa3aTesin Oe3pelUJUBHON U OOIIeH BBDKU-
BAaEMOCTH OBLIM CTAaTHCTUYECKU 3HAYUMO JIyUIlle, 9eM y
MAIMeHTOB B JIBYyX KOHTPOJBHBIX IpymIax (42 Mec mpo-
tuB 10 u 25 mec, u 110 mec npotus 52 u 67 mec coot-
BETCTBEHHO) [21].

Tem He MeHee ocTaeTcs TUCKYCCHOHHBIM BOIPOC O
11eecoo0pa3sHOCTH Ha3HAUYEHUS MUTOTaHa B KauecTBE
aTbIOBAHTHON Tepamuu BCeM 0e3 HMCKIIOUCHHS OOJTb-
HbIM. OCOOEHHO 3TOT BOIIPOC aKTyaJieH JJIsl MAIMeHTOB
C HU3KHM PHCKOM penuauBa 3abonesanusi, mocie RO-
pesexuun 1 Ki-67 menee 10%. Oxunarorcs pe3ynbTarsl
MEXIyHapOJHOTO paHJAOMHU3UPOBAHHOTO HCCIE0Ba-
HUs, u3ydaromero 3QpQeKTHBHOCT, MUTOTAaHA B aIbIO-
BaHTHOM pexnme y 0ompHBIX AKP, orreprpoBaHHBIX pa-
nmukanbHO (potokon ADJUVO).
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AJTbIOBaHTHAs JIydeBas Tepanusi MOXKET ObITh PeKo-
MEH/IOBaHa NPHU BBICOKOM PHCKE JOKAJHHOTO PEIUIn-
Ba, HarpuMep npu R1-pesexunu. B Hacrosiee Bpems
B JIByX W3 TpeX HEOOJBIINX PETPOCIIEKTUBHBIX HCCIIE-
JIOBaHUN TPOJAEMOHCTPUPOBAHO CHIKEHHE YacTOThI
MECTHBIX PELMIUBOB IMOCNe OOMyUYEHMs JIOKa YJalIeH-
HOM OmyXxoJn 6e3 yay4IIeH!s! OTAAJECHHBIX Pe3yIbTaToOB
nedeHus [22-24].

O¢ddexTuBHOCTh aqBPIOBAHTHOW ITUTOTOKCHUYECKOM
Tepanuu Oblila N3ydeHa B OJHOM HEeOOJBIIOM HCCIIENO-
BaHHM, B KOTOPOM OBUIO MOKa3aHO yBelIWdeHue Oe3pe-
IUAVBHON BBDKMBAEMOCTH B TPYIIIE MAI[MEHTOB, MOJY-
YaromuX KOMOWHAITMIO CTPENTO30TOI[HA C MUTOTAHOM,
10 CPABHEHUIO C MAIMEHTaMH, KOTOPBIM OBLIO TIPOBE/IEe-
HO TOJIBKO XHpyprudeckoe nedeHune. OTHako TaHHOE HC-
CJIEZIOBaHUE HE TMO3BOJISIET OLIEHUTH IOJIb3Y KaXKJI0TO U3
npenaparoB [25]. DhheKkTHBHOCTh APYTUX IUTOCTATH-
YeCKUX TPenapaToB B KAa4yeCTBE abIOBAHTHOW XUMHO-
tepanuu pu AKP He uzyyanace.

Tepanus pacnpocrpanesnoro AKP

[Iporno3 mpu peuuAMBHOM HIM METacTaTUYeCKOM
AKP, kak mpaBuiio, HeOnarompusTHBIH. 3a0oneBaHHe
MMeeT TEeHJCHIMIO K OBICTPOMY MPOrpecCHPOBAHUIO.
Menmana o01Iel BEDKUBAEMOCTH Ha (OHE JICUCHUS Y
9THX OOJBHBIX HE TpeBblmaeT 12 mec. Ciemyer oTMe-
TUTh, YTO y HEOOIBIIOr0 YKcia MAIMeHTOB C PacIipo-
ctpaHeHHbIM AKP oTmeuaercs MHIOIEHTHOE TeueHUE
Oonesnu. Takue (akTopbl, Kak BpeMsi ¢ MOMEHTa ycTa-
HOBIICHUS TNArHO3a, TOPMOHAJIbHAS aKTHBHOCTH OITyXO-
Y, HAJTMYUE METACTa30B B MEUEHH MITH KOCTSX, KOJTHIe-
CTBO METACTaTHUECKHUX OYaroB U MOPaYKEHHBIX OPTAHOB,
OOJIBIIIOE YUCIIO MUTO30B M HAIMYHME aTUITUYHBIX MUTO-
30B B MEPBUYHOI OIYyXOJH, BIUSIOT HA BBIKHUBAEMOCTh
oonbHbIX AKP [26-28].

Jleaenne pacmpoctpanenHoro AKP Bxmrodaer cu-
CTEeMHYIO TEparuio B KOMOWHAIIUHU C JOKaJbHBIMU Me-
TOAAMHU BO3JEHCTBUS, TAKUMU KaK XUPYpPrUYecKoe Jie-
4yeHue, paauodyactotHas admsus (PYA) u xumMnosam060-
JU3aIus.

[Ipu JOKOpETHOHATFHOM PELUANBE OITYXOJIH HWIIH
OMMHOYHBIX MeTacTazax MmoBTopHas pesekmus (RO) sB-
JISETCS MPEAIOYTUTENIEHBIM 1 HanOomee dPPEeKTHBHBIM
MeToAoM JieueHus [29].

B Ttex ciywasx, xorga He ynaercs BBINOJHUTH I10-
BTOPHOE XHUPYPrHYECKOE BMEIIATEIbCTBO, BO3MOXKHO
poBeneHne Ypeckokaoit PUA, kotopas obecrieanBaeT
JIOKAIIGHBIA KOHTPOJIb TIPH €AMHUYHBIX MeTacTaThde-
ckux oyarax [30].

XuUMHOIMOO0IH3aLUsT MOKET IPUMEHSITHCS B JIOTIOJI-
HEHHe K CUCTEeMHOH Teparuy y HalueHTOB ¢ MeTacTasa-
mu AKP B medens, 0COOEHHO TIPH MHOYKECTBEHHOM TI0-
paxenuu. Ee npuMeHeHne ompaBiaHo, €Ciu Ie4YeHb 5B-
JISETCS €MHCTBEHHBIM METACTAaTHYECKH W3MEHEHHBIM
OpPraHoM HWJIM B TOM CJlydae, Korja Mociie MpoBEACHHOM
CHCTEMHOH Tepanuy OTMEYaeTCsl YBEINYCHUE OBIBIIMX
paHee W TOSBICHHE HOBBIX METACTa30B B IEUCHH IPHU
OTCYTCTBHM POCTa METACTa30B B JIPYTUX MOPaKEHHBIX
opranax [31].

Bonpiioe 3HaueHue B Tepamuu OOJBHBIX PACHpO-
crpanenHbiM AKP umeror mHruOGuropsl crepoupore-
He3a. ENMHCTBEHHBIM IpernaparoM, OZOOpPEHHBIM s
neuenusi AKP, sBnsercs murortan (opto-mapa-DDD,
JIuzonpen®, xiomuran). B CIIIA muToTaH HCIOIB3yeT-
Csl B KaueCTBE OCHOBHOTO cpezicTBa xumuorepanuu AKP
¢ 1970 r,, B EBponie — ¢ 2004 1. B Poccun npenapar He
3aperucTpupoBaH. MUTOTaH MPOSBISAET alpeHOINTHYIE-
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CKYIO aKTHBHOCTb, CIIEIIM()UIHO ACUCTBYS HA TTYYKOBYIO
1 4aCTHUYHO CETYaTyIO 30HY, U NPUBOIUT K KJIETOUHOH
JereHepanuy Kopbl HaanoueuHnka. Hapsay ¢ nmportuso-
OITyXOJIEBBIM BO3JEHCTBHEM MHMTOTAH CHUXKA€T MHTEH-
CHUBHOCTHb HAJNOYEYHUKOBOTO CTEpOHJOTeHe3a, Io-
BpeXk/iasi BHYTPHUKIICTOYHbIE ()EPMEHTBI, Y4aCTBYIOIINE
B cuHTe3e crepounoB [32]. Ilpu pacmpocTpaHEeHHBIX
dhopmax AKP sddextnBHOCTE MOHOTEpAITMA MHTOTA-
HOM cocTaBigeT oT 13 1o 31%.

K wuHruburopam crepouporeHesa TakKe OTHOCST
METHPAIOH, aMUHOIIIOTETUMHU M MPOTUBOTPUOKOBBIT
AHTHOMOTHK KETOKOHA30.

HauOonee vacTo [isi jieueHHs: pacpoOCTPaHEHHOTO
AKP wucrons3yroTcsi KOMOWHAIIMM MUTOTaHA C IUTO-
cTatuueckuMu npenaparamu. Hanbonee s dpdexkruBHOM
CXeMOW XMMMOTEpaNuu Mpu JucceMruHrpoBanHoM AKP
SIBIISIETCSI KOMOWHAIINS ATOMIO3U/I, TOKCOPYOHUIINH U IIHC-
TUTaTHH Ha (POHE MTOCTOSHHOTO NMPHeMa MUTOTaHa (cxema
EPD-M) cormacHO paHIOMH3HPOBAHHOMY HCCIIEI0BA-
Huto FIRM-ACT. Ilpu cpaBHEHMM YacTOTBHI OTBETA Ha
tepanuo EPD-M B cpaBHEHUU €O CXEMOH CTPENTO30-
TOIMH + MuUTOTaH (S + M) nokazana JJocToBepHO OoJiee
BbICOKasi vactora orBeta Ha EPD-M: 23,2% mpotus
9,2% —ua S + M (p < 0,001), u Gonpiiee BpeMs BbI-
JKUBAeMOCTH 0e3 mporpeccupoBanus (5 mpoTus 2,1 Mec,
p <0,001), ogHaKO CTATUCTHYECKN 3HAYUMBIX pa3InIui
B 0OIlel BBDKMBAEMOCTU JOCTUTHYTO He Obuio (14,8
npotus 12 mec, p < 0,07) [33].

Pe3ymbraTel 2-i TUHUN Tepamuu pacipoCTpaHEeHHO-
ro AKP ckpomHBI€ U, B LIEJIOM, HEYIOBIETBOPUTEIbHBIE.
B oaHOM HMTanbSHCKOM MYJIBTULEHTPOBOM HCCIICIOBA-
HUM U3ydajlach KOMOMHALUS TeMUUTa0nHa U (PTOpIH-
PUMHUANHOB BO 2-1 nmuHuM Jedenus 6oiapHbIX AKP, mpo-
TPeCcCUpPYIOUINX Ha MOHOTEPAITUH MUTATaHOM HJIH KOM-
OMHALMKM MUTOTAHA C HUTOCTATHYCCKUMH NpenapaTaMH.
OropripuMuIUHEL (S-(hTOpYpaIFl WK KarenuTaduH),
Ha3HayaJIMCh B METPOHOMHOM pexxuMe. Jledenne nposo-
JIUII0Ch Ha ()OHE MPOOIIKAIOIIET0Cs IpUeMa MUTOTaHa.
O0ObeKkTUBHBIN AP PexT cocTaBuil 7%, KOHTPOIb 3a00Ie-
BaHUs — 46,3%, Mearana BEDKHBAEMOCTH 0€3 mporpec-
CUpOBaHMs U OOIIEel BBDKHBAEMOCTH cOCTaBmia 5,3 u
9,8 Mec cOOTBETCTBEHHO [34].

B nacrosimee BpeMsi pu pacrpocTpaHeHHBIX (op-
Max AKP akTMBHO M3y4aloTCsi TapreTHbIE Mpernaparbl
(a"HTHAHTHOTEHHBIC TIPENapaThl, MHTHOUTOPHI TUPO3WH-
KWHa3) KaKk B MOHOTEPAITNH, TaK U B KOMOWHAITUH C IIH-
TOCcTaTHYeCKMMHU Tpenaparamu. OIHAKO IMOMy4YeHHBIE
pe3yabTaThl HENb3sl HA3BaTh Y/IOBIETBOPUTEIBbHBIMU.

Bonee oOHaneKMBAIOIIUMHU SIBISIOTCS PE3yNbTaThI
npumenenus npu AKP npemnaparos, HarpaBiieHHO Jei-
CTBYIOIMX HA PEIENTOPHl HHCYINHOTIOA00HOTO (haKTo-
pa pocta — GUruTyMymMada — MOHOKJIOHAJIbHOIO aHTH-
tena K peuentopy IGF-1R, u nBoiiHoro naruburtopa TH-
po3unknHa3 IGF-1R u peuenropa nncynuna (IR) — OSI-
906. B npouecce uzyuenus npemnapara OSI-906 (I daza
KITMHIYECKHUX UCIIBITAaHUI ) B 00111ee 9ncio 0oabHBIX (01
4esi0BeK) Bouuin 11 G0NbHBIX aJpeHOKOPTUKAIBHBIM pa-
KoM. Y 1 OOIIEHOTO OTMEYEHO YMEHBIIIEHHE TIEPBUIHOMN
OITYXOJIU U JIETOYHBIX MeTacTa3oB Ha 73% (0e3 mpu3Ha-
KOB IIporpeccupoBanust 6osee 64 Hen), y 4 OONBHBIX OT-
MeUeHa cTabunu3anus Ha cpok Oomee 12 Hem, 5 60mb-
HBIX NPONOJDKAKOT JedeHue. Ilo 3akimroueHnto aBTopos,
OSI-906, mpuHUMAaeMblil IEPOPaANbHO B CyTOYHOU J03€
10 600 MI, HOCTAaTOYHO XOPOIIO MEPEHOCUTCS U, IO
NpeBapUTENILHBIM JaHHBIM, 00JIaaeT MPOTUBOOITYXO-
neBoit aktuBHOCTRIO Tipu AKP [35].
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OXuaarTesl pe3ynbTaTbl MPOCIEKTUBHOTO MYJIBTH-
LIEHTPOBOTO PaH/IOMHU3MPOBAHHOTO IJIAie00-KOHTPO-
aupyemoro uccienoBanuss GALACCTIC, uzyuaroiiero
s dexruBHOCTh npenapara OSI-906 Bo 2-3-if nuHMK
neuyenus pacnpoctpaneHHoro AKP [36].

WHTepecHbIMH TIPEICTABISIOTCS PE3YAbTaThl U3yue-
uus nuarndutropoB mTOR npu pacnpocrpanennom AKP.
CepuH-TpeoHnHoBass knHaza mMTOR mpuaUMaeT yd4a-
CTHE B Iepesaue BHYTPHKIICTOUHBIX CHUTHAJIOB K SIPY
knetkn ot peuentopa IGF-1R. [lonbiTka mpuMeHeHUs
IBEPOJIMMYCa B Ka4eCTBE MOHOTEpanuu y 4 OOJIbHBIX HE
yBEHYAJIaCh yCIIEXOM. Y BceX MaIlMEeHTOB ObLIIO OTMeYe-
HO TIPOTPECCHUPOBaHME 3a00JeBaHUsI Ha (OHE JCUCHUS
[37]. HenaBHO [OJIOKEHBI pPE3yNbTaThl HCCIEIOBAHUS
I da3bl, B KoTOpOM M3yUanmach KOMOWHALNSI HHTHOUTOPA
mTOR temcuponuMyca 1 MOHOKJIOHAIBHOTO aHTHTENA
k IGF-1R nukcyTymymada y maieHToB ¢ pacripocTpa-
HenabiM AKP nocie HeaddhekTHBHOCTH peAecTBYO-
mie#t repanuu. Crabunusanus 3a0oieBanus 6osee 6 Mec
Obuta otMeueHa y 11 (42%) u3 26 nauueHTos, NoIy4aB-
mux jedenue [38].

Takum 00paszom, nedenne pacnpocrpanenHoro AKP
B HACTOSIIIICE BPEMsI SIBIISICTCS OJIHOW M3 TPYIHBIX U Jia-
JIEKUX OT PELICHHUsS 3a]ad B COBPEMEHHOW OHKOJIOI'MH.
Huskast 5(h(hekTHBHOCTh CHCTEMHOMN Teparnuu pacripo-
CTPAHCHHBIX CTaJui 3a00JieBaHUs ITUKTYeT HEOOXOau-
MOCTb MOHMCKa MOJICKYJIIPHBIX MHUILEHEH B OMyXOJIU U
U3Y4YCHUS HOBBIX IPOTHBOOIYXOJEBBIX IPENapaTos,
JEHCTBYIOMINX HA 3TH MUIieHH. OTCYTCTBHE perucTpa-
i MutotaHa B Poccuiickoit denepainuiu, Kak OJHOTO
13 KJIIOYEBBIX MpenapaToB Ui jedeHust 0onbHbIX AKP
MPEACTABISCT JOMOIHUTEIbHBIE CIOKHOCTH sl poc-
CHHMCKHUX OHKOJIOTOB B 0Opb0€ C 3TUM TSXKEIbIM 3a00-
neBanneM. Cra)keHHOE B3aUMOJEHMCTBHE IENOT0o psaa
CIELUAINCTOB — JUATrHOCTOB, XMPYPrOB, XMMHOTEpa-
IIEBTOB, 3HIOKPHHOJIOTOB, BHEIPEHUE B KIMHUYECCKYIO
MIPAKTUKY HOBBIX A(P(PEKTUBHBIX MPENApaTOB ITO3BOIHUT
YAYYLIUTh PE3yJIbTaThl Je4eHUs] OOJIBHBIX pacnpocTpa-
HeHHbIM AKP.
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