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ApQpeHoOKOpPTUKaJibHbIN pak:
NPUHUUNbI MOPDONTOrM4eCcKou ANarHOCTUKH

And SQHAOKPUUHOJMOorra
MopyO6aera 3. 3., Mauyawsunu H. B., Ypycosa J1. C.

[ocynapcTBeHHbI Hay4HbI LeHTP Poccuiickorn Pepepaummn denepanbHoe rocyaapcTBEHHOE B6I0AXETHOE yupexaeHme «HaumoHanbHbIn
MeOVLMHCKWNIA UCCNefoBaTesbCKNn LLEHTP 3HA0KPUHOoNorm» MuHMcTepcTea 3apaBooxpaHenns Poccuiickoii depepaumm

AnpeHokopTuKanbHbI pak (AKP) — peakoe 3n1oka4yecTBeHHOE 3HAOKPUHHOE HOBOOOpAa30BaHMe U3 KNETOK KOpbl Haano4YeyHuka. HecmMotps Ha
opdaHHbI xapakTep 3abosieBaHs, yBeM4eHne criydaeB MHUMOAEHTaIOM B COBPEMEHHOM KJIMHNYECKOM NpakTke TpebyeT 0CBEAOMIEHHOCTM
39HOO0KPUHOMNOra 0 NPUHLMNAX ANarHOCTUKN 1 TaKTUKW BeAEHUs NaLMeHTa ¢ 9TuM 3abonieBaHneM, OTIYaloLMMCS KpaiHe BapuabenbHbIM
Ouonornyecknm noeseaeHnemM. 3ta ocobeHHocTb AKP obycnasnvBaeT HE0OX0AMMOCTb NEPCOHANN3VMPOBAHHOIO NoAX0o4a AJA KaXa0ro
KJIMHNYECKOIrO Cly4ast, KOTOPbI A0XeH 06ecneqmBaTbCs He TOJIbKO MEXANCLUMMIMHAPHBIM B3aMMOOENCTBMEM CMEeumnanncToB OHKOMIOMOB,
XUPYProB, 3HOOKPUHOMIOrOB, HO U aHaNIM30M NatoMopPdOIOrMYecknx 0COBEHHOCTEN Kax oM onyxonu. HacToswwasn ctatbs ocBeLLaeT co-
BPEMEHHbIE NpeacTaBneHnsa o mopdonornyeckon guarHoctmke AKP, nosydyeHHble B pe3ynbraTe NCCneaoBaHnii NOCneaHero AecatuneTuns,
KOTOpble HEOOX0ANMO YYUTbLIBATL OHAOKPUHOSIOTY.

Knio4yeBsbie cnoBa: anpeHokopTukanbHbln pak, AKP, mopdonornyeckas gnarHoctuka, nepcoHann3npoBaHHbIN
noaxoga,.
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Adrenocortical cancer: principles of morphological diagnostics for
the endocrinologist

Porubayeva E. E., Pachuashvili N. V., Urusova L. S.
Endocrinology research center, Moscow, Russia

Adrenocortical cancer (ACC) is a rare malignant endocrine neoplasm from adrenocortical cells. Despite the orphan character of the disease, the
increase of incidentalomas in modern clinical practice requires endocrinologist's awareness of the principles of diagnostics and tactics of patient
management. This disease is characterized by highly variable biological behavior. This peculiarity of ACC necessitates a personalized approach
for each clinical case, which should be ensured not only by interdisciplinary interaction between oncologists, surgeons and endocrinologists,
but also by analysis of the pathomorphological features of each tumor. The present article highlights the current views on the morphological
diagnosis of ACC, obtained as a result of research in the last decade, which should be taken into account by the endocrinologist.
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BeBepneHune

AnpeHoKopTuKanbHEBI pak (AKP) mpencrasisier
c00011 3710KaYeCTBEHHYIO SIIUTEINATbHYIO OITyXOJb
Kopbl HagnmoueyHuka [1]. OpdaHHBI XapakTep 3a060-
JIeBaHUS 00yCJaBIMBaeT HU3KYI OCBECIOMIICHHOCTH
CTIEIIMAJINCTOB MEAUIIMHCKOTO PO UIIsI, UTO BEICT
K 3HAYUTEJIbHBIM TPYAHOCTSIM U OIMMOKAM B THMaTHO-
CTUKE Y JIeUeHUU HOBOOOpa30BaHUI HAAIIOYCUHMKA.
HaxoruieHHBII B TTOCTIEIHNE TOIBI OITBIT BEACHMS Ma-
HUCHTOB C 3TUM PEIKUM 3a00JeBaHUEM, PE3yIbTaThl
HCCIIEIOBAHUI C MCIIOJIb30BAHUEM PYTUHHBIX METOIOB
¥ HOBEHINMX TEXHOJOTHN MO3BOJIMIN TIy0Ke MOHATH

IMaToTeHe3, YCOBEPIICHCTBOBATh TMaTHOCTUKY U OIle-
HuTh 1porHo3 AKP. B HacTos11ieii cTaThe TpencTaBieHbl
aKTyaJIbHBIC JaHHBIC 10 TIpobeMe MOPGhOIOTHICCKOM
nuarHoctuku AKP, B cooTBeTCTBUM ¢ HOBOI KJlacCU-
duxamnueit BcemupHoO#t opraHn3alny 30PaBOOXPAHCHUS
(BO3) 2022 roma, KOTopble HEOOXOANMO YUYUTHIBATH
Bpavyy-3HIOKPUHOJIOTY.

Knaccudukaunsa n ctagupoBaHune

CornacHo MexayHapOomIHOI TMCTOIOTMYeCKOM Kilac-
cupuxkauym BO3, 5-e nzpanue, 2022 r., AKP nmeer Koj
ICD-0 8370/3 (tabu. 1) [1].
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Ta6Gnuua 1.
Knaccudpukauma BO3 onyxonei Kopbl

HaAMOYe4YHUKOB, 2022 . [1]
SKTONMYECKas TKaHb HAANOYEYHMKA (2APEHOKOPTUKASIEHBIE OCTATKM)
KucTbl HagnoyeyHuka
Mwuenonunoma kopg, 8870/0
AL pPEHOKOPTUKAJIbHbIE OMYyX0un
BpoxaeHHas runepniasns Kopbl HaANo4Ye4YHNKOB
ALpeHokopTrKanbHas HooynspHas 60e3Hb
AnpeHokopTMKanbHbIV pak kog, 8370/3
AnpeHokopTukanbHas ageHoma kog, 8370/0
Onyxonu CTPOMBbI MOJIOBOrO TSHXKa U NPOYME Onyxonu
Onyxosv CTpOMbI MoNoBOro Tsxka kog, 8590/1
ApeHomarongHas onyxosb kog 9054/0
MenaHoma ko, 8720/3

Mopdonornyeckme koapl NpuBeaeHbl B COOTBETCTBMM C MexayHapoaHOM
knaccudukaume oHkonornyeckmnx 3abonesanuii (ICD-0):

/0 — nobpokayecTBeHHas ONyxoJb,

/1 — onyxonb C HEYTOYHEHHbIM, MOrPAHNYHBIM UN HEONPEAENEHHbIM 3/10Ka-
YeCTBEHHbIM NOTEHLMANOM,

/2 — carcinoma in situ Unn MHTpasnUTeENManbLHas Heonaa3us BbICOKOM CTENEHN
3/10Ka4ecTBeHHOCTY (grade 3),

/3 — 3N10Ka4eCTBEHHAs OMyXOJib.

CragupoBanue AKP npoBonadat no kiaccudukauuu
TNM AmMepukaHCKOro 00beIUHEHHOTO KOMUTETA MO PaKy
(AJCC)/Coro3a MeXIyHAPOIHOTO KOHTPOJISI HAll paKOM
(UICC) 8-ro nepecmortpa (2017 r.) u o Kjiaccupukaumn
EBporeiickoit paboueil rpymribl MO U3YYEHUIO OITyXoJIei
HannoueyHukoB (ENSAT, European Network for the Study
of Adrenal Tumors) [2,3].

Knunuueckoe cranupoBanue AKP ocyiectBisieTcst
Ha TpeIoIepallMOHHOM 3Tarie Ha OCHOBAaHUM PE3yJIbTaTOB
BU3YAIM3UPYIOIINX TMAarHOCTUYECKUX MeTonoB. [locie
TIPOBEICHMS XUPYPTUICCKOTO JICUCHUS IJIsT HaJUIeKAIIIETO
cragupoBaHusi AKP HeoO0XoauMO r'ICTOIOTMYeCcKOe IO/~
tBepxneHue (pTNM).

IepBuunas onyxous (T/pT). Kpurepuii T orpaxkaer
pacIpoCTpaHEHHOCTh TTEPBUYHOMN OITyXOJW W COMEPXKUT
cienyouye rpagaluuu:

Tx: mepBuUYHasi OMyX0Jib HE MOXKET OBbITh OlIEHEHA.

TO: HeT JaHHBIX O HAJTMYWUM MIEPBUYHON OITYyXOJIHU.

T1: pazmep omyxonu < 5 cMm.

T2: pa3zmep omyxonu > 5 cm.

T3: omyxomb 1060T0 pazMepa ¢ JIOKaJIbHOI MHBA3Uei,
0e3 BOBJICYEHHsI OKPYKAIOLIUX OPIaHOB' .

T4: omryxonb M1060TO pa3Mepa ¢ MHBA3ME OMYXOJIHN
B OKPY>KaroIIe OpraHbl M/WIM TPOMOO3 HIKHEH MOJTOM
BeHbl (HI1B) n/mmm TpoM603 ITOYeUHOIT BEHBI.

Pernonapusie iumdaruyeckue y3iasl (N/pN). Kpure-
puii N yka3bIBaeT Ha HAJIMIKUE WIN OTCYTCTBUE METACTa30B
B PETMOHAPHBIX TUM@aTUIeCKUX Y3J1axX

Nx: peroHapHbIe TMMQOY3JIbl HE MOTYT OBbITh OLICHEHBI.

NO: oTCyTCTBHME METaCTaTUYECKOIO MOPaKEHUS JTUM-
(oyznos.

N1: MeTacTaTyecKoe nopaxeHue JMMQGOY3JI0B.

PernonapHbiMu cunTaroTCs TUMGbOY3IbI BOPOT MOYKH,
TapaaopTajabHbIC U TTapakaBaJbHbIe. CTOPOHA TTOPAKEHMS
HaIIOYeYHNKA HE YUUTHIBACTCS.

Ortnanennnie Metactassl (M). Kpurepuit M xapakrepu-
3yeT HaJU4Me WU OTCYTCTBUE OTIATCHHBIX METACTA30B:

MO: oTnasieHHbIE METACTa3bl OTCYTCTBYIOT.

M1: oTnasieHHbIE METACTa3bl TPUCYTCTBYIOT.

I'pynmuposka kputepueB TNM st onpeneeHus cra-
aun AKP o UICC u ENSAT npencraiieHa B TabJ. 2.
Kputepuu ycranosnenus cranuu AKP nneHTUYHbI Kak
st UICC, rak 1 st ENSAT.

Ta6nuua 2.
CrapgupoBaHue AKP
no TNM AJCC/UICC 8-ro nepecmoTtpa u ENSAT
Crapgusa no
AJCC/UICC Kputepuun
8-rone- |crapupoBaHua TNM ENSAT
pecmoTpa no AJCC/UICC 8
n ENSAT
Cragusa 1 T1 NO MO Kak B UICC TNM 8
Craguga 2 T2 NO MO Kak B UICC TNM 8
Cragua 3 T1/T2 | N1 MO Onyxonb ¢
T3/T4 [No;, |MO * MeTacTtazamu B iMmdoys-
N1 Jibl
* pPacnpocTpaHeHNeM UH-
dunbTpaumm 3a npenensl
Hagno4YeyYHnKa
* OMNyXoneBbiM TPOMOO30M
HIMB nnu noyYe4vyHon BeHbI
Cragusa 4 T1-4 |N1-4 | M1 Jlio6as onyxosb C OTAaNEH-
HbIMV MeTacTa3amm

Mopdonornyeckas guarHocTumka

HuddepeHimanbHast AMarHocTMKa HOBOOOpa30BaHUI
HaAMo4YeyHUKa TpedyeT oT maToMopdosiora penieHus: Tpex
OCHOBHBIX 337a4. Bo-nepBbIX, HEOOXOAMMO MOATBEPAUTD,
YTO OMYXOJIb HAJAMOUYEYHUKA HE SIBJISIETCS] BTOPUYHOM, TO
€CTh UCKJTIOUUTh MeTacTaTuiyeckoe rnopaxenue. Bo-Bro-
PBIX, OTIPEJICINTh TUCTOTEHE3 HOBOOOPA30BaHUS HAIIO-
YEUHUKA, TO €CTh €r0 MPOUCXOXIEHNE U3 KOPKOBOTO WJIN
MO3TOBOTO BEIlleCTBa HaAIoOYeyHnKa. M, HakoHell, HyX-
HO OTIPENeTUTh 3JI0KAYECTBEHHBIN TTOTEHIIMAJ OITYXOJIN
U TIpeJIIoIaraeMblil IIPOTHO3 TSI TTallUeHTa.

Takum o6paszom, nuddepeHuranbHas IMarHoCTUKa
3a00JIeBaHUI HAAMIOYEYHUKA MOXET OCYILIECTBISTHCS
TOJILKO TIPU MPUMEHEHUU COYETaHUsT Pa3IMYHBIX MMaTo-
Mopdosornyeckux MeTonoB. Ilepevim smanom siBAsIeTCS
MaKpOCKOMUYECKOE UCCIIE0BAHNE, KOTOPOE BBITIOIHSIETCS
BO BpeMsI BbIPE3KU ONepallMoHHOro Marepuaia. [Ipotokon
HCCIIEIOBAHUST OCYIIECTBIISIETCS TIO OTPeIEICHHBIM Tpa-
BWJIAM U BKJIIOYAET B ce0s1 TapaMeTphbl, TIepeUnCIeHHbIE
B TaOII. 3.

KapimHOMbI KOpbI HAATIOYEYHUKOB OOBIYHO TIPE/ICTaB-
JISTIOT OO0 KPYITHBIE COMTapHBIE OTTYXOJIM Maccoil bosee
100 r. [ToBepXHOCTH pa3pe3a MOXET UMETh XKeJITOBATO-
KOPUYHEBBIN TECTPBINA BUJL C Y3JIOBATOW MMOBEPXHOCTHIO.
Tem He MeHee, KakK pa3Mmep, TaK 1 MaKPOCKOTTMYECKUIT BUT
OITyXO0JIeli MOTYT 3HAYUTENIbHO pa3auyaTthes (puc. 1). 9to
00YyCITOBJIEHO BBIPAXXEHHOW Te€TEepPOTeHHOCThIO 3200JIeBa-
HUSI, B COOTBETCTBUU C YEM BBIIEISIOT 4 TUCTONIOTUYECKUX
noarura AKP: kiaccnueckuii, OHKOIUTAPHbIN, MUKCOUJI-
HBII U CAPKOMATOUIHBINA.

* OKpyXalollMMU OpraHaMH SIBJISIIOTCSI: TIouKa, IuadparMa, KpyrmHble COCYbl, MOIKEIyA0UHasI XKele3a, IeYeHb.
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Tabnuua 3.
Cxema nNpoToKoJia uccrieaoBaHus Makpornpenapara
onyxosen Hagno4Ye4yHmka

1. XapakTep npucnaHHoro matepuana (aHatomm4yeckoe 0603Ha-
4yeHne 06bEKTOB OrNepaLoHHOro npenapara).

2. Tvn onepaumu.

3. MakcumanbHbIi pa3Mep Onyxosu.

4. Macca onyxonu.

5. IHBa3u1a 0nyxosv B Karncyiy, OKpyXxatoLpye TKaH, KPOBEHOC-
Hble COCyApbl.

6. CTeneHb NOJIHOTbI PE3EKLMN U COCTOSIHME KPaeB pPe3ekLmu.
[Mpn OTCYTCTBMM S1IEMEHTOB OMYXOJIEBOIr0 POCTA B KPasix
pe3ekumu ykasbiBatoT 3HaveHve RO B pTNM-cTtagum, npu
MUKPOCKOMUYECKON nAEHTUdUKaLMm Onyxom B Kpae pesek-
umn — R1, npy MakpoCKONNYeCKOM MAEHTUDUKALMN ONYyXOun
B Kpae pe3ekuun — R2.

7. CocTtosiHne nuMmdaTn4eckmx y3nos.

@*‘.

E

@& w0

PucyHok 1. Makpockonuyeckue npenaparbl AKP. A) Knaccuyeckuii nogrumn,
NOBEPXHOCTbL pa3pesa. b) Knaccuyeckunin noatun Ha paspese. B) OHko-
LUMTapHbIA NOATUMN, NOBEPXHOCTb pa3pe3da. ') OHKoUMTapHbIN NoATMN Ha
paspese

ANEeHOMBI HaIMOYEYHUKOB 3HAYUTEIbHO OTJIMYa-
IOTCSI OT aIpEHOKOPTUKAIbHBIX KaplLIMHOM Jaxe Mpu
MaKpOCKOTIMYECKOM uccaeaoBaHuu. JJoopokauecTBeH-
Hble HOBOOOpa30BaHMUS KOPHI HAAMOUYEYHNKA OOBIYHO
MPEACTaBISIIOT CO00I OMMHOYHBIE, YETKO OTTPaHUYECH-
HbIe onyxouu pazmepom <50 MM 1 maccoit <50—100 .
AICHOMBI, IPOAYLIUPYIOIINE aJbI0CTEPOH, OOBIUHO
OXPSIHO-3KEJITOTO IIBeTa M3-3a OOMIMS KJIECTOK THUIIa
MYYKOBOI 30HBI C BRLICOKUM COIEpPKAaHUEM JIUITUI0B
(puc. 2A). Koptuzon-npoayuupymoume aieHOMbI KO-
PpUYHEBOTO IIBeTa, ¢ aTpodueil Kopbl MpuJiexkaliero
HajAmoyeyHuka (ToJmuHa <2 MM), 0OYCIOBJIEHHOM
M30BITKOM TJIOKOKOPTUKOUIOB. ATEHOMBI OHKOIIM -
TApHOTO CTPOEHMS Ha pa3pe3e BHIMISISIT OpaHXeBO-
KopuuHeBbIMU (puc. 2B).

Ha émopom smane ocyiecTBisgeTcss MUKPOCKONUYE-
CKO€ MCCIIeI0BaHMe OIYXOJIM, IO pe3ybTaTaM KOTOPOTo
BO3MOXXHO YCTaHOBUTH HanboJIee BEPOSITHOE TTPOMCXOXK-

JCHUEC OITYXOJIM M OLICHUTb HEKOTOPLIC M3 BaXKHEMUIIINX
nmapaMeETpoB, HEOOXOAUMBIX LTSI OINpCACICHUA 3JI0KAYC-
CTBCHHOTO ITOTCHIIMa/Ia U CTpaTI/I(bI/IKaL[I/H/I pucka.

@

@
@

PucyHok 2. A) AnbaocTepoH-npoayumpylowas agpeHokopTukanbHas
ajeHomMa, NOBEPXHOCTb cpe3a. b) AopeHokopTrkanbHas OHKOLMTapHas
afeHoMa, NOBEPXHOCTb cpe3a

Juarno3 AKP ocHoBbIBaeTcsl Ha OOHapY>KEHUU COBO-
KYITHOCTU KPUTEPUEB: MHBA3MBHOI'O POCTa (HampuMep,
WHBAa3UU B COCYIBI, KAIICYTy, MECTHOM MaKpOCKOIIMYIE-
CKOW MHBa3MM), TIOBBILIEHHOM TTpoaudepaTUuBHOIN aKTHUB-
HOCTHU U COYETAaHUU LIMTOJIOTUIECKUX U apXUTEKTYPHBIX
ocobeHHocTei [1]. ['McTomornyeckue nNpu3Haku OObIY-
HO OIICHMBAIOTCS C MTOMOIIbIO OTHOTO M3 HECKOJBbKUX
MPUHSTBIX MHOTO(aKTOPHBIX aJTOPUTMOB/OaJJIbHBIX
cucteM [1,4]. K Hum oTHocsiTcs mikana Weiss, cucrema
Lin-Weiss-Bisceglia, peTUKYJIMHOBBII aJITOPUTM U CUCTE-
ma Helsinki [5—8]. [Tpobaema 3akiaio4yaeTcs B TOM, 4TO
B HACTOSIIIIEE BpeMsI HUA OTHA M3 ITOBCEMECTHO IPUHSITHIX
CHCTEeM HE MOXET OBITh MCTIOIh30BaHa BO BCEX KIIMHIYC-
ckux ciydasgx. [TogpoOHee o MpuYMHaxX He YHUBEpPCab-
HOCTH pa3jIMYHbBIX LIKaJ coobinaercs: B pabote Urusova
u coanT. 2023 roga [9]. danee npuBOASATCS AMarHOCTUYE-
CKME aJITOPUTMBI, C KOTOPBIMH SHIOKPUHOJIOT U CITeIIH-
aJIMUCThl CMEXHBIX CMELMATbHOCTE MOTYT BCTPETUTHCS
B 3aKJTIOYEHUSIX TTATOMOP(OJIOTOB U TO, B KAKUX CIIydastx
OHU TIPUMEHSTIOTCS.

CucrteMa 0aIbHOM OLIEHKM 3JI0KAaYeCTBEHHOTO MO~
TeHUuMana omnyxoau Weiss, pazpadboranHas B 1984 rony
(Weiss-mikana) [S] u mogudunuupoBanHas B 1989 [10],
HCTIONB3YeTCsI IS KitaccubUKaIY KJIACCUUECKOTO ¥ MUK-
counHoro noaTurnos AKP y B3pocibix (Tadi. 4).

Kaxnpiit u3 9 kpurepues onieHrBaetcs B 1 6ami. [pu
Habope 3 6a/utoB 1 6oJee 110 Weiss-111Kajie MoaATBePXKIa-
€TCs1 BBICOKHUI 3/T0KaUeCTBEHHBIM MOTEHIIMA OIyXOJIHU
u craButcst auarHo3 AKP.

OHKOLIMTapHBIE HOBOOOPA30BAHMS COCTOST M3 KIIE-
TOK C 03MHOMDUILHOM IIUTOTIIa3MOI, BHICOKUM SIIEPHBIM
noJuMophU3MOM U MOYTHU Beeraa ¢ nuddy3HbIM XapakK-
TepoM pocTa. B aToit cBs13u Weiss-111kajia He TpuMeHruMa
B CJIyJae JMAarHOCTUKHU OHKOIIUTapHOTo BapruanTta AKP,
TaK KakK M3HavyaJabHO MPUCBAMBAET OMyX0oJM 3 0aJljia, 4To
TIperoiaraeT ee 3JJ0KaYeCTBEHHBIN MoTeHIan. UMeH-
HO TTIO3TOMY IIPH OLIEHKE 3JI0KaYeCTBEHHOTO TTOTECHITAIA
OHKOITUTAPHOTO HOBOOOPA30BaHUsI IIPUMEHSIETCS CUCTEMa
Lin-Weiss-Bisceglia (Ta6i. 5) [6].
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Ta6nuua 4.

Cucrtema 6annbHO OLLEHKU 3/10Ka4E€CTBEHHOro NoTeHUuana onyxosnen Kopbl HagnoyeuHmnka Weiss

Kputepun wikansl Weiss

OnucaHue

BbiCOkui aaepHbIi MHOEKC (OCHOBAH Ha KpuTe-
pusax Fuhrman — grade Il nunn 1V)

YBeNMYeHHble, OBasibHblE UM CErMEHTUPOBAHHbIE S4pa C KPYMHO3EPHUCTbIM, Tn-
NMnepxpoOMHbIM XPOMaTUHOM U1 JIETKO PA3INYNMbIMU AO0PbILLKAMNA.

KonnyectBo muto30B 6onee 5 Ha 50 nonemn 3pe-
HUS NPy 601bLLIOM YBENMYEHUN

OueHka B 10 nonax npu 60NbLLIOM YBEIMYEHUM, B 30HE HanbOoNbLUE MUTOTUYECKOMN
aKTUBHOCTW B KaXO0M U3 5 CTekon, 4To B 0OLLEN CNOXHOCTU cocTaBnseT 50 nonen
3peHus.

[MaTonornyeckne MnuTo3bl

ATUNMYHOE pacnpeaesieHne XPOMOCOM WU U3BBLITOYHOE KOJTIMYECTBO MUTOTUHECKIX
BEPETEH AeNIeHNS C MYNLTUNONSPHOM MOPGOIOrMYECKOM CTPYKTYPON.

MeHee 25% KN1IeTOK CO CBET/ON LMTOMIa3MOMn

CaeTnble KNeTku, boratble IMnuaamu, ¢ BaKyOJIN3MPOBAHHOM LUTOMIA3MOM, HANOMN-
HaloLLme KJIETKM MYyYKOBOW 30HbI HAAMOYEYHVKA.

Lo odysHbil xapakTep pocTta 6onee 1/3 onyxo-
NIEBOW TKaHU

HecTpykTypurpoBaHHbIE NNACTbI KNETOK, 3aHnMatoLme 6onee 1/3 onyxoneBoi TKaHu.

Y4yacTkm HEKPO3a Onyxosnu

CnuBatoLLmecs y4acTkn Hekpo3a. M3011MpoBaHHbI HEKPO3 OTAEJbHbIX KNETOK BbISIB-
NISIeTCS peaKo.

BeHo3Has nHBasus

Onyxofib B BUAE CNENKOB COCYA0B WU MOJIMMOBUAHbIX BEICTYMNOB B NMPOCBETE COCY-
0@, NMOKPbITbIX CJIOEM SHAOTENMAJIbHBIX KIIETOK. He06Xx04MMO oT/ivyaTte nocnegHue ot
CBOOOAHO «MIaBaLLMX>» OMYXOJIEBbIX KIETOK, KOTOPbIE MOIYT ObiTh apTedakTaMu.

MHBa3ns onyxonu B CUHYCOWbI

COCy,EI,bI, BbICT/ITAHHbIE SHOOTEJINEM, 6€3 rMafKOMbILLEYHON CTEHKM.

MHBa3usa B kancyny

Onyxosib BpacTaeT uiav NEHETPUPYET KancyJsly Npu Haan4mMm acCoLMmMpoBaHHOM CTPO-
MaJibHOM peakumu.

Ta6nuua 5.
Cuctema 6annibHOM OL,EHKU 3/10Ka4eCTBEHHOro
rnoTeHuunasna OHKOLUTAPHOW ONyX0Jin KOpbl
Hagno4veuyHuka Lin-Weiss-Bisceglia

Onpegensiiouie |+ MpeobnagaHue KIeTok ¢ 903MHOPUIIbHON
Kputepuu ona rPaHyNSPHON LUTOMNNA3MOMN.
BKJIOYEHUS + Bbicokoe amepHO-uMTONNa3MaTn4yeckoe
Oonyxon B rpynny COOTHOLLEHME.
OHKOLMTaPHbIX + OnddysHbIN xapakTep pocTa.

+ MuTtoTnyeckasi akTMBHOCTb 6onee 5 MUTO30B
Bonbluve B 50 nonsix 3peHust.
KpUTEPUM + ATUMNUYHbIE MUTO3bI.

+ BeHo3Hag nHeasus.

- Pasmep 6onee 10 cm n/vnu macca 6onee
Manble ArF
Kputepum 7 ARies

* VIHBa3nsa cuHycouaoB.

+ WHBaswnsa kancynbl.

OuxotuTtapHbiii BapuaHT AKP nuarHoctupyetcs rpu
HAJIMYUKM KaK MUHUMYM OJTHOTO «OOJIBIIIOTO KPUTEPUST»,
OHKOIIMTapHas aIpeHOKOPTUKAIbHASI OIMyX0JIb C TIOTpa-
HUYHBIM 37I0KQYe€CTBEHHBIM MOTEHLINAJIOM — IPU HAJTMIUN
KaK MUHUMYM OJHOTO «MajioT0 KPUTEPHUs», €CIU OTCYT-
CTBYIOT BCe OOJIbIIIME U MaJible KpUTEPUM, OHKOLIUTapHAsI
OITyXOJIb CUMTACTCS TOOPOKAUECTBEHHOIM.

[Ipu muarHocTUKe KIaCCUUECKMX, OHKOIIMTAPHBIX
Y MUKCOMIHBIX HOBOOOPAa30BaHMIT KOPHI HAAITOYCYHUKOB
TaKXe MOTYT OBITh UCITOTb30BaHbI PETUKYIMHOBBIN aJTo-
put™ [7] m cuctema Helsinki [8]. B mepBoM cirydae 310Ka-
YeCTBEHHBIN XapaKTep HOBOOOPA30BaHMS IIOATBEPXKIACTCS,
KOTJa HapyIIeHWe OpPraHU3aluK PETUKYJIMHOBBIX BOJIOKOH,
BBISIBJICHHOE TIPY UMIIPETHALIMY COJIIMU cepedpa (TUCTOXH-
MMYECKOE MCCJIEIOBAaHUE), COUETAETCS C ONHUM U3 CIEIy-
oYX rapaMeTpoB: (1) KoJM4ecTBO MUTO30B >5 Ha 10 Mm?
(50 mmoneit 3peHust mpu yBeauueHun Mukpockora x400), (2)
HaJIM4ue OIMyXoJIEBOTO HeKpo3a Wiu (3) MHBa3Usl COCYI0B
(anrnomnBasus). Cucrema Helsinki 6a3upyercs Ha npu-
MEHEHMU MapaMeTpoB cucTeMbl Weiss, UCIOIb3YeT TIolla-
TOBBIM PErPECCUOHHBIN aHAIM3 U MIPEIAracT CACOYIOLIYIO

dbopmyny: 3 x (MuToTHueckas aktusHocTb >5/50 HPF) +
5 X (HaJMYMe OMyX0JeBOro HEKpPo3a) + ypoBeHb nposmdepa-
THBHO# akTUBHOCTH 1O Ki-67. Kputepun «<MutoTrnyeckas
aKTHUBHOCTb OoJiee 5 puryp mutosa B 50 mosisix 3peHust mpu
0OJIBIIIOM YBEIMYESHUN MUKPOCKOIa» U «HAJIMYUE HEKPO3a
OIyXOJIM» COOTBETCTBYIOT | OajL1y, ITPY 3TOM «MUTOTHUECKASsT
AKTMBHOCTb MeHee 5 ouryp Muto3a B 50 MOJIsIX 3peHUs TTpU
OOJIbILIOM YBEJIMYEHUH MUKPOCKOIIA» U «OTCYTCTBHE HEKPO3a
oryxoJi» cootBeTcTBYIOT 0. CymMMma mapameTpoB botee 8,5
ACCOLIMMPYETCS C BBICOKUM METACTATUIESCKIM TTOTEHITUATIOM
U HEOJTAarOMPUSATHBIM MPOTHO30M (cooTBeTCcTBYeT AKP).

BoabIIMHCTBO CTAaHIAPTHBIX CUCTEM KPUTEPHUEB OLICH-
KU ObLIM pa3paboTaHbl ¢ yYaCTUEM MaTepuaia UCKIIO-
YUTEJIbHO B3POCJBIX TAllMeHTOB. VX MCITOIb30BaHue C
1LI€JIbIO OTpeeIeHHs 37I0KaYeCTBEHHOIO ITOTeHIIMaa mne-
UaTPUIECKUX aTPEHOKOPTUKATIbHBIX OMYX0JIei MPUBOIUT
K runiepauarHoctuke AKP [11]. [1nst onpeneneHus 3j10Ka-
YEeCTBEHHOTI'O MTOTEeHIIMAIA aAPEeHOKOPTUKATBHBIX OITyXOJIei
y nereii mpumeHsitorest Kpurepun Wieneke/Armed Forces
Institute of Pathology (AFIP) (ta6:. 6) [12].

Ta6nuua 6.
Kputepun Wieneke gns onpeneneHus
3N10Ka4eCTBEHHOCTMN ONyXxoJiei KOpbl HAANOYEeYHUKa
y Aeten (Bo3pact <20 neT) [12]

. Macca onyxonu >400 .

2. Pa3mep onyxonu >10.5 cm.

3. JlokanbHas MHBa3ns U/ pacnpocTpaHeEHME B Npunexawme
opraHbl.

. lHBa3uns nonow BeHbI.

BeHo3Hasi nHBasusi.

. IHBaswnsa kancynbl.

. Hannune onyxoneeoro Hekpo3a.

. >15 MnTo308B Ha 20 nonen 3peHnsa npu ysenmyeHnm x400.

. MpucyTcTBUE aTUNUYHBLIX MUTO30B.

=

Cymma B 6annax no kaxaomy U3 npeacrasieHHbix kputepues (0 — oTeyT-
cTByeT; 1 — MPUCYTCTBYET) OLLEHMBAETCS ClieayoLLMM 06pa3om:

0-2 — po6pokavecTBeHHas onyxoJsib, 61aronpPUATHLIA NPOrHO3;

3 — onyxonb HeonpeaeNeHHOro 3510Kka4eCTBEHHOrO NOTeHUMana;

6onee 3 — 3110Ka4ECTBEHHAS OMYyXOJlb, HEGNArONPUSTHBIN NPOrHO3.
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B 2023 rony Hauieit Hay4YHO-MCCAEN0BATEIbCKOMN
rpyImoii pazpaboraHa HoBasi cuctemMa Mopdoornde-
CKOIf OIIEHKM 3JIOKaUYeCTBEHHOT0 TTOTEHIIMAIa aipeHO-
KOPTUKAJbHBIX omyxoJieit [9]. AIropuT™ npeacrapisieT
co00if TMarHOCTUYECKU 3HAYMMbIH KOMILJIEKC MOKa-
3aTejIell MCIIOJIb3YEMOM B HACTOMIIEE BpeMs IIKaIbI
Weiss, Bkmouyaer nHaekc Ki-67, a Takxke mapaMmeTpsl,
OIleHMBAaeMBbIe ITPU MAKPOCKOTIMUYECKOM MCCIeI0Ba-
HrU. C TOMOIIBIO TIPEATOXKECHHON CUCTEMBI TUaTrHO-

cTuKa ocyuiecTpisieTcs B 3 atana (puc. 3). Ee rimaBHoe
MPEeUMYIIECTBO COCTOUT B BOBMOXHOCTH TTPUMEHEHUS
st Bcex Mmopdomnoruueckux nmoarunoB AKP. B HacTo-
siee BpeMsl CUcTeMa MPOXOAUT BauAaluio Ha 60Jb-
e Beioopke nmaumento 'HI PO ®I'BY «<HMMUI]
SHAOKpUHoJorun» Munsnpasa Poccuu. Pazpaboran
nHTepdeEiic IporpaMMbl, OCYILIECTBISIONIE aBTOMATH -
YeCKMI TTOICUET Pe3ysibTaTa 1o BBEICHHBIM MapaMeTpaM

(puc. 4).

Pasmep >10 cm n/unn
macca>200r

— .

Ki-67 AKP
<5% 5-10%
AKA Z == O'OIS*XPHSMEP + 0'278*XMMT03bI - 0’261*Xﬂ,ﬂ,eprIVI
nOﬂMMOp¢M3M + 0'297*XHBTOHOFM‘IECKME MUTO3bI + 0’816*XVIHBa3MR B
> 10% Kancyny+ 0'565*XHer03bl
p=1/(1+e7?)
AKP <0,5 20,5
AKA AKP

PucyHok 3. Anropnt™ Mopd0onornyeckoin OLEeHKM 3/10ka4eCTBEHHOCTN aipEHOKOPTUKASIbHBLIX OMyXonen

=1
R4

Pa3amep onyxonu

6 c™ ; )

Macca onyxonu

94 r &
Ki-67
7 % @

MuToze!

flnepHbii nonuMophUaM
MNaTonoruyeckue MUTO3bI
WHeasua 8 kancyny
Hekposbi

Ownarvos

ANpeHOKOpTUKa/bHbIA paK

PaccuuTtats 3aH0BO

PucyHok 4. IHTepdeinc kanbkynatopa Ans OLEeHKN 3/10Ka4eCTBEHHOCTN aApeHOKOPTUKaNbHbIX ONyXonen
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Jlaavnediwmum 5manom SIBISICTCS UMMYHOTHCTOXUMUYE-
CKO€ HCCIIeI0BaHNEe, KOTOPOE HEOOXOOMMO ISI OKOHYA-
TeJILHOTO MOATBEPKICHUS TUCTOTeHEe3a 1 3JI0OKAYeCTBEH-
HOTO TTOTEHITMAIa HOBOOOPAa30BaHMSI, a TAKKE IIPOTHOCTH -
YyecKol cTpaTuuKaluu.

HoBoobpazoBaHus KOpbl HAAIMOYEUHUKOB KCIPeEC-
CUPYIOT MapKephl, crieluPUIHbIe A1 CTEPOUATIPOAY-
nupytomux kiaetok: SF-1 1 unrubuH-anbda, a Takxke
MapKephbl, XapaKTepHbI€ IJIsI ONyXOJeil NPYrux TUIIOB:
MenaH-A, KanbpeTuHUH, cuHanTodusuH [13]. SF-1 umeer
HaKOOJIBIIYIO YYBCTBUTEIBHOCTb U CIeM(PUUHOCTS [ 13],
Ipyrue MapKepbl UMEIOT T€TePOreHHBIN TUIT peaKTUBHO-
CTH, SKCITPECCUPYIOTCS TOJIBKO B YaCcTH cirydaeB. [ToaTomy
IJISI YCTAaHOBJICHUS TIPOMCXOXKICHMST HOBOOOPA30BaHMUS
M3 KJIETOK KOPHBI HaIIMOYEeYHNKA HEOOXOIMMO HCITOJb-
30BaTh MaHeIb MapKepoB [14]. 1151 NCKITIOUeHUST MEIyI-
TIpHO M depeHIIMPOBKI UCITOIH3YETCS XPOMOTPAaHIH
A u cuHantopusuH. OgHako, ClaeayeT yYUThIBaTh, UTO
CUHAMNTO(MU3UH U UHTUOWH-aib(ha MOTYT 3KCIIPEeCCUpo-
BaThcs B heoxpoMoriuToMax. MTMMYyHOTMCTOXUMUYECKOE
HCClIe0BaHKe C aHTUMUTOXOHAPUATbHBIMU aHTUTEIaMU
MO3BOJISIET TTOATBEPAUTh OHKOLIMTAPHYIO AP depeHLIn-
POBKY OITyXOJIH.

BaxxHbIM 3TanmoM AMarHOCTMKU U OIpeAesIeHUsI IIPo-
THO3a SIBJISICTCS] TAK3KE OLIEHKA MPoIMdepaTUBHON aKTHB-
HOCTH C ITOMOLIBIO TOJACYeTa MUTO30B U MHIeKca Ki-67
[1,4,15,16].

Bricokas MuUTOTHYECKAsT aKTMBHOCTb, OIIpeaeasieMast
Kak >5 MuTo30B Ha 10 Mm? (50 rmosieii 3peHUs TpU yBEJI -
yeHuu Mukpockorna x400), sBiseTcs 4acThlO BCEX IUa-
THOCTUYECKUX aaropuTMoB. O0NeryuTh MASHTU(PUKALIUIO
(buryp M1UTO3a B OITYXOJISIX C HU3KOM MUTOTUUYECKOM aKTUB-
HOCTbIO MOXET UMMYHOTMCTOXMMMYECKOE UCCeIOBaH1e
¢ anturenamu K ocdoructony H3 (PHH3) [17]. Knaccu-
(bukaims anpeHOKOPTUKAJIbHBIX KaplIMHOM Ha low-grade
(<20 muto30B Ha 10 Mm2) 1 high-grade (>20 MUTO30B Ha
10 MM?) MMeET NPOrHOCTUYECKOE 3HaueHue [ 15].

B cooTBeTcTBUM ¢ pe3yibTaTaMi MHOTOYMCICHHBIX
WCCIIeIOBAHUIA 71T OOJBITMHCTBA aIPEHOKOPTUKATBHBIX
KapIIMHOM XapaKTepHO 3HAUeHMe MHAEKCA ITPondepaTuB-
Hoii aktuBHocTH Ki-67 6osee 5% [1,15]. Ki-67 aBnsercs
TaKXe MPOTrHOCTUYECKU 3HAUYMMBbIM MapkepoMm [15—18],
00yCaBIMBaIOLIMM HEOOXOIUMOCTh Ha3HAYCHUST a[lblO-
BaHTHOM Tepanuu MuUTOoTaHOM |[13].

ITomumo nuddepeHuunanbHoii nuarHoctuku AKP
BO3HMKAET MpobyieMa ONpeaeeHus ero MporHOCTUYe-
CKMX IMapaMeTpPOB, KOTOPbIE MOTYT OBITh MCIOJIb30BAHbI
IIJIst BEIOOpa Hanbosee 3(PPEeKTUBHOM TeparneBTUYECKOM
cTpateruu. B HacTosIIMii MOMEHT He CyLIEeCTBYET eAUHOMN
OOIIETTPU3HAHHOM CUCTEMBbI IIPOTHOCTUYCCKOM CTpaTH(hM-
kauuu AKP. [IpoaBunHyTas ctagust onyxoiu, uaeHTUdu-
KaIus 3JIEMEHTOB OITyXOJIEBOTO POCTA B KPasiX Pe3eKIINH,
aHruounHBaszus, high-grade omyxomu, BBICOKUE 3HAYCHUS
uHaekca rponudepanuu Ki-67, a Takxke HEKOTOpbIE MOJIe-
KyJISIpHBIE XapaKTepPUCTUKU pacCMaTPUBAIOTCS B KAUeCTBe
BaxKHEHILMX MPOTHOCTUYECKUX (hakTopoB [1].

S-neTHss1 obas BeikxuBaeMocTb npu AKP cocTaB-
nsiet 37—47% [1]. BMecTe ¢ TeM U3BECTHO MHOTO CJTy-
yaeB 0J1aroNpusITHOIO TEYEHUs 3TOTO KpaiiHe arpec-
CUBHOTIO 3200JieBaHUS C TO3THUM MeTacTa3upoBaHUEM
u 6osee MIUTEAbHON MPOAOJKUTEIbHOCTHIO KU3HU.
[Ipenmonaraercs, 4To BapuadbeabHOCTh IIPOTHO3a TIPU
AKP o0ycnoBieHa ero BeIpaxkeHHON Mopdoiornye-
CKOIi, TIponudepaTUBHON U MOJIEKYJISIPHOM TeTEepPO-
reHHocrtsio [19].

B cooTBeTCcTBHU € TTOCICTHUMU JaHHBIMUA YPOBEHB
nposndepaTUBHON aKTUBHOCTH 110 3Kcnpeccun Ki67 60-
nee 15% sBisieTcst HaleXKHbIM IIPEAMKTOPOM HEOJIaroIpy-
aTHOTO ucxoaa y nauueHto ¢ AKP [16,20].

MMmyHorrcTOXMMUYECKHEe MapKephl pS3 u 6eTa-Ka-
TEHUH MOTYT MCITOJIb30BaThCS TIPHU CTpaTU(GUKAIUKA
pucka B moroHeHue K nHiuekey Ki-67 u KoandecTBy
MUTO30B [13,21]. MoJekyasipHble UCCIeAOBaHUS TTOJI-
YEePKHYJIU MPOTHOCTUYECKYIO IIEHHOCTh JaHHBIX Map-
KEepPOB, TaK KaK OOJILIIMHCTBO aApeHOKOPTUKAIbHBIX
KapIIMHOM, OTHOCSIIIIMXCSI K HEOJarompusiTHBIM MOJie-
KYJISIDHBIM KJIacTepaM, Kak IMpaBUIO0, IEMOHCTPUPYIOT
SIIePHYIO 9KCIIPEeCCUIo OeTa-KaTeHWHA 1/Wi abeppaHT-
HOe OKpalIuBaHue p53 (TUIIEPIKCIIPECCHS MU TI100aThb-
Has moTeps).

PaccmaTtpuBaercs mpuMeHeHe UMMYHOTMCTOXUMM -
yeckoro mapkepa MMR miist ckpuHuHra ciydaes AKP,
acCOIMMPOBaHHBIX ¢ cuHApoMoM JlunHya [13,21,22]; co-
BMecTHoe ucnosb3zoBanue MMR u PDL1 Takke Moxet
OIPEIESUTD LIe1eCO00Pa3HOCTh UMMYHOTEpAIU Y OTAE/Ib-
HBIX TTaleHTOoB [23,24]. Bbo npeanoXeHo HECKOJIbKO
MOTEeHIIMAIBHBIX IPEIUKTOPOB OTBETA HA MUTOTAH (HAIIPH-
Mep, RRM1 u CYP2W1) [25,26], HO HM OOMH U3 HUX Ha
JMAHHBIA MOMEHT He ObLT BaJIMANPOBAH IJIST UCTIOJIb30BaHMS
B KIIMHUYECKOM MPaKTHUKeE.

3akoueHue

Takum obpa3oM, ycraHoBieHue nuarHo3a AKP tpe-
OyeT MOp(dOJIOrMIecKOro 1 UMMYHOTUCTOXUMUYECKOTO
TMOATBEPXICHUST aipeHOKOPTUKAJIbHOTO TUCTOTeHe3a
M 3JI0KaYeCTBEHHOTO ITOTEHIIMAJa OIYXOJH, KOTOPOe
OOBIYHO OCHOBBIBAETCSI Ha MYJbTUIIAPAMETPUUYECKUX
aJropuTMax M pe3yJibTaTax UMMYHOTHCTOXUMUYECKOTO
nccaenoBanusd [1]. C 1enablo ycTaHOBJAGHUST AMAarHO3a
AKP u mpornoctnueckoii crpatudukany BceM MameH-
TaM ¢ HOBOOOPa30BaHMEM HAAIOYEUHNKA PEKOMEHIYETCS
IIPOBEICHNE TTaTOJIOTOAHATOMUYECKOTO MCCIICTOBAHMUS
OIIepallMOHHOTO MaTepuala I10 IIPOTOKOJIY, BKIII0YAI0-
meMy, KaKk MUHUMYM, CJIeOyIOIIe TaHHBbIC: MHBA3USI
OITYXOJTW B KarICyJTy, OKpyKalolre TKaHU, KPOBEHOCHBIE
COCY/IbI, CTETIeHb IMOJTHOTBI Pe3eKIIMU U COCTOSTHUE KpaeB
PE3EeKIUU, COCTOSTHUE JTUM@PATUIECKUX Y3JI0B, KOJINYe-
CTBO 0aJJIOB MO OJHOW U3 MPUHSTHIX CUCTEM OAJTbHOM
OLIEHKU 3JI0KaYECTBEHHOI'0 MOTEeHIIMAJIa OMYXOJIU, UMMY-
HOTMCTOXMMMYECKOE OKpallluBaHUe aHTUTenaMu K SF-1,
Ki-67, ouieHka nHIeKca npojndepaTuBHON aKTUBHOCTH
1 MUTOTHUYECKOI aKTUBHOCTH.
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