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NPEAWCIIOBUE

Onyxonu SsNYHUKOB MHOro06pa3Hbl MO CTPOEHUIO U TUCTOreHesdy, OTNn4arTCs
MHOMBMAYaNbHbIM MPOrHO30M U Hepeako TPeOYT CPOYHOM MHTpaonepaumoH-
HOW MOPAONOrMYecKon BepudmKalmnu.

Matepuan B pyKOBOLACTBE U3MI0XEH B COOTBETCTBMM C MOCEQHUM U3gaHnem
knaccudpumkaumm BO3 2014 r., npuBefeHo nogpobHoe onMcaHne Mopgonormnye-
CKMX BApPMaHTOB CTPOEHUS ONyXosie C 0COBEHHOCTAMN UMMYHOMPeHoTHNa U re-
HeTMYEeCKMX HapyLLUEHU. B KHUre paccMmaTpuBaroTca anuTenuasnbHble OnyXxXonn
ANYHKUKA, yaenseTcs ocoboe BHMMaHue nx anddepeHumansHon auarHocTuke
N Teopusam nponcxoxaeHns. Kpome 1oro, B pyKoBOACTBE NOAPOOGHO OCBELLEHbI
Hanbornee xapakTepHble 0COO6EHHOCTU FePMUHOMEHHbIX, CTPOMAasIbHbIX U CMe-
LLAHHbIX ONYyXOMen, AaHbl XapakTepUCTUKM OMyXOosier NosoBOro Tsxa 1 Apyrux
penkmx HoBoobpasoBaHuini. B COOTBETCTBUM C COBPEMEHHBIMU NOAXOAaMWN OMNU-
caHbl OMyX0JSI MaTO4YHOM TPYObI, B T. Y. U pefKue.

M3pgaHre mnniocTpMpoBaHO OpUruHasbHbIMW MUKpodyoTOorpaduamm, otpa-
XatoLLMMN KItoYeBble MOMEHTbI AMAarHOCTUKN OMyXonen.

Hageemcs, 4TO pykoBOACTBO 6yAeT MOJSIe3HO ONf Bpayen-naronoroaHaro-
MOB, a Takxe AN cneumanncTos, NPOXoaaLLUMX NOCeAUNITIOMHYIO NOArOTOBKY.

tOnus IOpreBHa AHppeeBa,
JIOKTOP MeANLMHCKUX HayK

lFeopruvi ABpaamosun4 @paHk,
akagemuk PAH, 3acny>xeHHbIVi fesitens Hayku PO,
JOKTOP MEANLIMHCKUX HayK, npogheccop



KNACCU®UKALMNA. NATOITEHE3

Pak sin4yHnka 3aHnmMaet 4-e MeCTO B MuUpe MO pacnpoCTPaHEHHOCTU U 3-e
MECTO MO CMEPTHOCTU cpenun 3/10Ka4eCTBEHHbIX OMyXOsienh XXEeHCKOM MOSIoBOW
cuctemsl [1]. Cpeam Bcex opraHoB YenoBeKa AMHHUKM NUAMPYIOT NO pasHoobpa-
310 OMyXONeN, pa3BnBaIOLLNXCA B HUX. Ho3onormnyeckme oopMbl rpynnmpyroT no
YeTbIPEM KaTeropusM: NOBEPXHOCTHbIE 3NUTENUANbHO-CTPOMAasIbHbIE, OMyXOSn
CTPOMbI MOJSIOBOrO TSXa, rEPMUHOTEHHbBIE OMYXONN N MeTacTaTu4eckne. dTnNO-
norus 1 naToreHe3 HoBOO6PA30BaAHUN ANYHUKOB aKTUBHO uU3y4arTca. K dhakTo-
pam pucka OTHOCAT KYpeHUe, OXXMPEHWE, HapyLLEeHNEe rOpMOHasbHOro cTaTtyca.

lMcTonormyeckas knaccudukauma BcemmupHol opraHudaummn 3gpaBooxpa-
HeHusa (BO3) onyxonen AM4HNKOB npeacTasneHa B 1aon. 1 [2].

Tabnmya 1
Knaccucukauma BO3 onyxonen su4yHuka

ANUTENNATbHBIE ONYX0JK
Cepo3Hble onyxonu
[lo6poka4ecTBeHHbIE

Cepo3Has yucTageHoma 8441/0

CeposHas ynctageHocubpoma 9014/0

Cepo3Has NOBEPXHOCTHAsA Nanunnoma 8461/0
[TorpaHuyHble

Cepo3Has norpaHn4Has onyxonb/aTunuyeckas NponudepupytoLias cepo3Has onyxonb 84421

Cepo3Has norpaHn4Has onyxonb, MUKPONanuANAPHbIA BApUAHT/HEMHBA3UBHbII 8460/2

BbICOKOANMD(EPEHLNPOBAHHbIA CEPO3HbINA pak
3Nn0Ka4ecTBEHHbIE

BbicokoamdepeHLNpOBaHHbI CEPO3HbIA pak 8460/3

Huskogud depeHLMpoBaHHbINA CEPO3HbIN paK 8461/3

MyuuHo3Hble onyxonu

[lo6poKavecTBeHHbIE

MyumnHo3Has yuctageHoma 8470/0

MyuuHo3Has ageHonépoma 9015/0

MorpaHnyHble




lpogomxeHne tabn. 1

MyuurHo3Hasa norpaHnyHas onyxonb/aTunuyeckas nponudepupyoLias MyLnHo3Has 8472/1
onyxonb

3n0Ka4eCcTBEHHbIE
MyUMHO3HBIN pak 8480/3

JHAOMETPUOMAHDIE ONYXONH
[lo6pokayecTBeHHbIe
IHAOMETPMONAHASA KNCTa

JHAOMETPMONAHASA LNCcTafeHoMa 8380/0

JHAOMeTpMonaHas ageHodnépoma 8381/0
[TorpaHu4Hble

JHOMETpUOMAHAsA NOrpaHMyHas oOnyxonb/aTunnyeckas nponudepnpytowias 8380/1

3H[IOMETPUOM/HAS NOrPaHNYHAsA ONyX0Jb
310Ka4eCTBEHHbIE
IHAOMETPUONAHBIN paK 8380/3
CBETNOKNETOYHbIE ONYX0NHK
[lo6poKa4eCcTBEHHbIE

CBeTNOKNeTO4Has LUCTafeHoMa 8443/0

CBeTnokneToyHas ageHouopoma 8313/0
MorpaHn4Hble

orpaHnyHas CBETNOKIETOYHAA ONYX0Nb/aTUNMYeCcKasn nponudepupytoLas 8313/1

CBETNOK/ETOYHAs ONyX0nb
310Ka4eCTBEHHbIE
CBETIOKNETOYHbIN paK 8310/3
Onyxonu bpenHepa
[lo6poKa4ecTBeHHbIE

Onyxonb bpeHHepa 9000/0
[TorpaHuyHble
MorpaHuyHas onyxonb bpeHHepa/aTunuyeckas nponudepupytoLas onyxonb 9000/1
Bpennepa
3Nn0Ka4eCcTBEHHbIE
3no0kayecTBeHHas onyxonb bpexHepa 9000/3
CepomMyLMHO3HbIE ONYXO0JH
[lo6pOKa4eCcTBEHHbIE
CepomMyLNHO3HAasA LMCTafeHoMa 8474/0
CepomyLnHO3Has uucTageHoubpoma 9014/0
MorpaHn4Hble
MorpaHuyHas cepoMyLHO3HAA ONyxX0fb/aTunnyeckas nponndepupytoLas 84741

CepoOMyLMHO3HAA ONyXxo0sb
3Nn0Ka4eCcTBEHHbIE

CepoMyLMHO3HBII pak 8474/3
HeanddepeHunpoBaxHbli pak 8020/3
ME3EHXUMAJIbHBIE 0Ny X0Nn
Bbicokoand depeHumnpoBaHHan 3HAOMETPUONAHAS CTPOMANbHAs Capkoma 8931/3
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HuskoandepeHumnposaHHas 3HAOMETPUONAHAA CTPOMANbHASA Capkoma 8930/3

CMELLAHHBIE ANUTENWANbHBIE U CTPOMAJBHBIE OMYX0J1U
AneHocapkoma 8933/3
KapunHocapkoma 8980/3
OnyXo/iM CTPOMbI NOJIOBOr0 TAXA
YucTble cTPOManbHbIE ONyXonu

®unbpoma 8810/0
KnetouHas dgpubpoma 8810/1
Tekoma 8600/0
Tekoma ¢ Nt0TeMHN3aLmnen, CBA3aHHAsA CO CKNepPO3NPYOWMM NEPUTOHUTOM 8606/0
®ubpocapkoma 8810/3
CkneposupytoLian ctpomManbHas 0nyxonb 8602/0
[lepCTHEBUAHOKNIETOYHAA CTPOMAIbHAA ONYX0Jlb 8590/0
MwukpoKucTo3Has cTpomarnbHas onyxonb 8590/0
Onyxonb n3 knetok flengura 8650/0
CTepomaokneToyHas onyxonb 8760/0
3n0Ka4yecTBEHHAs CTEPONAOKIIETOYHAS ONYX0Nb 8760/3
YucTble onyxonu U3 KNETOK NONOBOr0 TAXA
[paHyne3okneTo4Has onyxons B3pOCNOro Tuna 8620/3
[paHyne3okeTo4Has onyxosb OBEHWUILHOIO TUMA 8622/1
Onyxonb n3 knetok Ceptonu 8640/1
Onyxonb n3 KNETOK NONOBOrO TXa C Tpy64aTbiMu CTPYKTypamu 8623/1

CMELUAHHBIE OMYXO0J1I1 N3 KNETOK 1 CTPOMbI MMOJ1I0BOI0 TAXA
Onyxonu u3 rpynnbl CepTonu—I/ledgnra

BbicokoandepeHLnpoBarHble 8631/0
YMepeHHOo AudepeHLMpOBaHHbIE 8631/1
C reTeponorm4HbIMK 3neMeHTamn 8634/1
HuskoauddepeHLMpoBaHHble 8631/3
C reTeponormyHbIMI 31eMEHTaMN 8634/3
PeTudopMmHble 8633/1
C reTeponormyHbIMK 3neMeHTaMn 8634/1
Onyxonu CTPOMbI MOMIOBOTO TSHXa, HeKnaccuguumpyemble 8590/1
TEPMWHOTEHHBIE ONYX0NU
[ucrepmuHoma 9060/3
Onyxonb XXeNTOYHOr0 MeLKa 9071/3
IMOPUOHANbHBIN paK 9070/3
HerecTaunoHHas Xop1okapuuHoma 9100/3
3penas Tepatoma 9080/0
Heapenas Tepatoma 9080/3
CMeLLaHHas repMUMHOTEHHas OnyXonb 9085/3

MOHOAEPMAJIbHASA TEPATOMA W OMYX0J1U COMATWYECKOI0 TUNA, ®0PMUPYHOLLMECA
N3 NEPMONAHBIX KUCT

[l06pOKa4eCcTBEHHAR CTPYMaA ANYHNKA 9090/0

I 13



lpogomxenue Tabn. 1

3n0Ka4eCTBEHHAs CTPYMa ANYHMKA 9090/3
KapumHong 8240/3
CTpyma-kapuuHong 9091/1
MyLUUHO3HbI KapLUMHOUL 8243/3

Onyxonu Helnpo3KToLepManbHOro Tuna
Onyxonu canbHbIX Xenes

AZEHOMa CaNbHbIX Xenes 8410/0
Pak canbHbIX xenes 8410/3
[lpyrue peakne MOHOLEPMaNbHbIE TEPATOMbI
KapunHombl
10CKOKNETOYHbIN paK 8070/3
Apyrue
CMELLAHHBIE TEPMWHOIEHHbIE OMYX0J11 1 ONMYX0J1U U3 KNETOK CTPOMbI NOJIOBOI0 TAXA
loHazobnacToma, BKMKYaLLAsA roHago6nacTomy Co 3110Ka4eCTBEHHbIMI FePMUHOTEHHBIMU KNETKaMm 9073/1
CmeLLaHHas onyxosb U3 repMUHOTEHHbIX KNETOK U KNETOK CTPOMbI MOSIOBOrO TXa, 8594/1
Heknaccudguumupyemas
NPOYKE ONMyXonu
Onyxomnu ceTn an4HuKa
AIEHOMA CeTU INYHUKA 9110/0
ALleHOKapLMHOMA CeTU SNYHUKA 9110/3
Onyxonb 13 KNETOK BONb(hOBa NPOTOKA 91101
MenKOKIeTO4HbIN paK, runepkanbLMeMuyeckuin Tun 8044/3
MenKOKIeTO4HbIN paK, NeroYHbli TN 8041/3
Onyxonb Bunsmca 8960/3
Maparanrnuoma 8693/1
ConnpHas ncesLonanunnifpHas onyxonb 8452/1
ME3OTENUAJIbHBIE ONMYX0NU
AneHomaromaHas onyxosib 9054/0
Me3soTenunoma 9050/3
MATKOTKAHHBIE OMYyX0Jin
Mukcoma 8840/0
Apyrve

ONMYXO0NENOJOBHLIE COCTOAHNA
®onnukynsapHas Kucta

Kucra xentoro tena

KpynHas conutapHas moTenHn3upytowas onnukynapHas kucta
MneppeakTuBHaA NHOTEMHU3ALMNSA

JltoTeoma 6epemMeHHOCTM

CTpomanbHas runepnnasus

CTpomanbHblIi rnnepTeko3

®ubpomaros

MaccusHbI 0TeK

[vnepnnasus knetok Jlenanra
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Apyrve
JIMM®OUAHBIE U MUENOUAHBIE ONYX0NK
Jlumchomel
[TnasmounuToMbI 9734/3
MwuenougHble onyxonn
BTOPWUYHBIE OMYX0Ju
lpnmeyanns: /0 — [o6pOKa4ecTBEHHAs ONyXOsb;
/1 — HeonpeAeneHHblii NOTEHLNAN 3110Ka4€CTBEHHOCTI UV NOTPAHNYHAS OMYXOfb;

/2 — KapumHoma in Situ nnan uHTpasnuTenuansHas Heonnasus Il ctenexu;
/3 — 3110Ka4eCTBEHHAS MHBA3NBHAA ONYXONb.

CtagnpoBaHune onyxonen An4yHnKa NpoBOoAUTCS MO NPUHATLIM B HACTOsLLEe
BpeMs knaccudpukaumam TNM n FIGO (MexayHaponHas begepaums akyLlepos
N rmHekonoros) (Taén. 2) [2, 3].

Ta6bnmya 2
Knaccudpmkaumm TNM mn FIGO

T — pa3mep onyxonu

TNM FIGO
X [MepBUYHAA OMYX0Nb HE MOXET ObITb OLLEHEHa
T0 HeT npn3HakoB nepBUYHON ONYX0nu
1h! | Onyxonb OrpaHuyeHa OAHUM Ui 060MMN ANYHUKaMK, MATOYHON TPY6O (Tpy6amu)
T1a 1A Onyxonb OrpaHuyeHa OAHUM AMYHUKOM (Kancyna He BOBMEYEHA, HET OMyXO0MeBbIX paspacTaHuil

Ha NOBEPXHOCTU ANYHIKA) MU MATO4HON TPYOOW, HET 310Ka4ECTBEHHBIX KNETOK

B ACLIMTUYECKON XUAKOCTM NN CMbIBAX C OPHOLLMHBI

T1b 1B Onyxonb OrpaHnyeHa 060MMM ANYHUKAMM WA MATOYHBIMK TPyGamu, Kancyna AnyHuKa
He BOBJIEYEHA, HET ONYXO0/eBbIX Pa3pacTaHnii Ha MOBEPXHOCTI AUYHNKA 1 TPYObI, HET
3M10Ka4YECTBEHHbIX KNETOK B aCLIUTUYECKON XMAKOCTU NN CMbIBAX C OPHOLLMHBI

Tic IC Onyxonb OrpaHN4eHa oOfHUM UM 060MMUN AMYHUKAMMU NGO MATO4HbIMUM Tpy6amu
11 CONPOBOXAAETCH NOOLIM U3 CriefyHoLmuX hakTopoB:
T1cl IC1 Onyxonb BCKPbINach BO BPeMs onepauum
T1c2 IC2 PaspblB Kancysnbl 0nyxonu 4o onepauuu, Uian onyxonesble KNETKU NPUCYTCTBYHOT
Ha NOBEPXHOCTU ANYHUKA/MATO4HOIA TPYObI
T1c3 IC3 Hannyue onyxoneBbIx KNETOK B aCLIUTUYECKOI XMAKOCTU UAN CMbIBAX C GPIOLUMHBI
T2 Il Onyxonb BOB/EKAeT OANH UK 062 AUYHNKA 160 MaTO4HbIEe TPYObl 1 PacCNpPOCTPaHAETCS
Ha OpraHbl Manoro Ta3a (Huxe BX0AAa B Manbli Ta3), Unu ecTb NepBu4Has 0nyxXonb GPHOLLMHBI
T2a IIA Onyxonb pacnpocTpaHseTcs Ha MaTky, W/unu ecTb UMNNAHTLI HA MaTKe W/unn Tpybe (Tpybax),
W/WNN ANYHUKE (SUYHUKAX)
T2b 1B Onyxonb pacnpoCTpaHsEeTCs Ha [pyrue TKaHW Manoro Tasa, BKKYas OTAEMbl KULLEYHUKA,
pacnonoXeHHble B Manom Tasy
T3 1] Onyxonb BOBMEKaeT OANH Uiy 06a SU4HNKA NTM60 MaTOYHbIEe TPY6bl, AW €CTb NepBUYHAS
nnnu onyxonb 6pIOLIJVIHbI C LMTONOrn4eckun NN60 rMCTONOTMYECKN noATBePXAeHHbIM
N1 pacnpocTpaHeHnem no 6proLLMHE 3a Npefenbl Manoro Tasa W/unn MeTactas B 3a6pHoLWUHHOM

numdatnieckom yane
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T — pa3mep onyxonu

N1 IIIA1 | EcTb meTacTa3 B pernoHapHom numdartuyeckom yane (TNM)
EcTb MeTacTas ToM1bKO B 3a6pIOLLMHHOM NuMdaTtnyeckom y3ne (FIGO)

N1a IIIA1i | MeTacTas ¢ MakcumanbHbIM pa3mepom < 10 MM B 3a6pHOLLIMHHOM UM ATUHECKOM y3ie

N1b IIIA1ii | MeTacTas ¢ MakcmanbHbIM pa3mMepom > 10 MM B 3a6POLLIMHHOM NUMAATUHECKOM Y3ne

T3a, IIA2 | MUKpOCKONUYECKN BbISIBIEHHOE NOPXKEHME OPIOLIMHBI BbILLE BXOAA B Manblil Ta3,

no6as N BKITH04ast KMLLKY 3a Npejenamm Manoro Tasa, ¢ Metactasamin B 3a6pHOLLMHHbIX INMATUYECKINX
y3nax unn 6e3 meTacTasos

T3b, 1B MaKpOoCKONMYeCcKM BbISB/IEHHbIE BHYTPUOPIOLLMHHbIE MeTACcTa3bl 3a Npefenamu Manoro

nto6as N Ta3a < 2 CM, BKNtoYas KULLKY 32 npejesiaMmin Manoro Tasa, C Metactasamut B 3a6PHOLUNHHBIX
NUMATUYECKIX Y3Nax Unu 6e3 MeTacTazos

T3c, [11[¥ BHYTpMOPIOLLIMHHbLIE METACcTa3bl 32 NpeAenamMu Tasa > 2 CM C MeTacTa3amil B 3a6PHOLLNHHbIX

no6as N NUMATUYECKIX Y3nax unu 6e3 MeTacTasoBs (BK04as pacnpocTpaHeHne onyxonu Ha Kancyny
NEYEHN NI Cene3eHKn 6e3 BOBMIEYEHNS NAPEHXUMbI 3TUX OPraHoB)

M1 \% OTganeHHble MeTacTasbl (MCKNKOYas MeTacTasbl B OPHOLLINHE)

M1ia IVA OnyxoneBble KNETKM NPW LUTONOMNYECKOM UCCNe0BaHNN NIeBPanbHOro BbiNoTa

M1b VB MeTacTasbl B napeHx1me OpraHoB 1 MeTacTasbl B OpraHax 3a npefenamu 6proLLIHOi NoocTy
(BKNHOYast NaxoBble MMMGATUYECKNE Y3/bl, NUMATUHECKIE Y3Nbl 33 NPeSenami 6pPIoLLIHON
nonocTm)

N — peruoHapHbie nuMaTH4eCKH1e y3Jbl

NX PernoHapHble nuMatinieckue y3nbl He MOryT 6biTb OLEHEHbI
NO HeT MeTacTa3oB B pernoHapHbIX MMM@aTn4eckux yanax
N1 IIIA1 | MeTacTasbl B pernoHapHbIx numdaruyeckux yanax (TNM)
MeTacTasbl TONbKO B 3a6PHOLLIMHHbLIX Tumdatuyeckux yanax (FIGO)
N1a IIIA1i | MeTacTasbl C MakcumanbHbIM pasmepomM < 10 MM B 3a6PHOLLMHHBIX TUMATUYECKIX Y3N1ax
N1b IIIA1ii | MeTacTasbl C MakcumanbHbIM pasmepom > 10 MM B 3a6PHOLIMHHBIX TIMMMDATUYECKIX Y3T1ax

M — oTAaneHHble MeTacTasbl

MO0 HeT 0TaneHHbIX MeTacTasos

M1 \% EcTb 0THaneHHble MeTacTasbl (MCK0Yas MeTacTasbl B 6pIOLLMHE)

Mia IVA OnyxoneBble KNETKK Npu LUTONOMNYECKOM UCCNe0BaHNN NeBPanbHOro BbINOTa

M1b IVB MeTacTasbl B napeHxume OpraHoB 1 MeTacTasbl 3a npejenamin 6prOLLHON NONOCTK (BKIHOYas

naxoBble NUMaTYeckue yanbl, IUMaTnieckue yanbl 3a npeaenamn 6poLLIHO NonocTy)

Knaccudpmkauyus pTNM

Kateropuu pT 1 pN COOTBETCTBYOT KMHNYECKON Knaccudnkauun, pM1 — MUKPOCKONMYECKN NOLTBEPXKAEHHbIE
OTZa/eHHbIe MeTacTasbl.

lpumeyanne: kateropun pMO u pMX HegonycTUMBI.

pNO MwuKpOCKONMYeCKN JOMKHO 6bITb MCCNeaoBaHo > 10 Ta30BbIX TMMMATUYECKUX Y3N0B.

lpn nccnefoBaHNM MEHbLUErO KONNYECTBA W OTCYTCTBUN B HUX METACTa30B BbICTABNAETCS
kareropus pNO

pynnupoBka no craguam

Ctaaus 1A Tla NO MO
Ctaaus IB Tib NO MO
Cragus IC1 T1c1 NO MO
Cragus 1C2 T1c2 NO MO
Cragms IC3 T1c3 NO MO0
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T — pa3mep onyxonu

Cragus lIA T2a NO MO
Cragus |IB T2b NO MO0
Crapms IIC T2c NO Mo
Craams IIA1 T1/T2 NO/N1 MO0
Cragus 11A2 T3a NO/N Mo
Cragws IIIB T3b NO/N MO
Cragms lIIC T3c NO/N MO
Cragus IV Tiobas T Jo6as N M1

B cepeguHe 2000-x rogoB npennioxeHa MosfiekynapHasa knaccudukauus no-
BEPXHOCTHbIX Onyxosien anyHuka [4]. BoigenstoT ase nogrpynnbi: onyxonu | v Il Tu-
no. (Ta6n. 3). K o6pasoBaHusaM | TMna 0THOCATCS BblcOKOANMDEPEHLMPOBaHHbIE
Cepo3Hble 1 3HOOMETPUONAHbIE, CBETNOKIETOUHbIE, MYLMHO3HbIE KAPLWUHOMbI He-
601bLUIOro pasmMepa, nopa)xaroLlme oaunH ANYHKK (KITMHUYECKM OTHOCALLMECH K la
cTagmu), C OTHOCUTENBHO 6naronpusaTHbIM NPOrHo3oMm. OHKM coCcTaBnalT 60S1b-
LLUMHCTBO 3NuUTENManbHbIX ONyXOnen AndHuKa. [N HUMX XapakTepHO moaTanHoe
pasBuTne Yepe3 MpenornyxoneBble NpoLecchl (3HAOMETPMO3 UNKN MOorpaHuyHas
onyxonb). Onyxonu | TMna xapakTepu3yTCs LUMPOKUM CMEKTPOM COMaTUHECKMX
MyTauui, Taknx kak ARID1A, BRAF, CTNNB1, K-RAS, PIK3CA, PPP2RIA, PTEN.
leHbl BRCA1, BRCA2, TP53 BOoBreKkatoTCsl KpaiHe peakKo.

K onyxonsm Il Tvna oTHocATCA HU3KoANEepEeHLUMPOBAHHbIN CEPO3HbIN U SH-
OOMETPUOULHbBIN paK, KapLMHOCAPKOMbI (3110Ka4ECTBEHHbIE CMELLaHHbIE ME30-
JepmarbHble onyxonu), HeanddepeHLMPOBaHHbIN pakK. ITKU OMNyXonu BbIABSA-
I0TCA, KaK npaBmio, Ha no3pgHux ctagmsax (lI-1V). B Hux yacto obHapyxmnBaroT
myTaumm TP53 (95 % Habntogennn), BRCA1, BRCAZ2 (10—20 %), runepmeTunmpo-
BaHue npomoTtopa BRCAT (10—40%). Kpome Toro, npu aHanuse AHK oTmeyeHo,
YTO reHom onyxonen |l Tuna meHee ctabuneH, Yem onyxonen | Tuna.

Tabnmya 3
O6wue NMPU3HaKU NOBEPXHOCTHbIX ANUTEeNMNanbHbIX onyxoneﬁ SAMMHUKa
Inll TvnoB

fucTonornyecknii Tun BbicokoanddepeHunpoBaHHbIi HuskoanddepeHUMpoBaHHbIA CePO3HbIN
CEPO3HbIil 1 3HJOMETPUOMAHBIA PaK, | 1 SHAOMETPUOUAHBIA paK, KAPLUHOCAPKOMbI,
CBET/IOKIETOYHbIA U MYLMHO3HBIA paK | HeanddepeHUNPOBaHHBIA pak

Crenexb Bbicokas Huzkas

anchdepeHumnpoBKn

Cragus (TNM) la -1V

lporHo3 bnaronpusTHbIii HebnaronpuaTtHbIn

[eHeTUYeCKNE HapyLLEHNS Comartuyeckue, ARIDTA, BRAF, BRCA1, BRCA2, TP53, amnnudnkaums
CTNNB1, K-RAS, PIK3CA, PPP2RIA, CCNET, HecTabunbHOCTb reHoMa
PTEN, ERBB2




C KIIMHMYECKOM TOYKM 3PpeHnda No reHeTn4ecknm, annaemMmnosiormn4eCcKnm
pasnnynam, OCOBEHHOCTAM nporpeccupoBaHud, NporH03y noTeeTy Ha XMMNO-
Tepanuio anutennalibHble onyxonn An4HMKOB nogpas3fendaroT Ha NATb rpynn

[5]:

1) BbICOKOAMPEPEHUNPOBaAHHbIE CEPO3HbIE;
2) SHOOMETPUONIHbIE;

3) CBETNIOKNIETOUHbIE;

4) MyLMHO3HbIE;

5) Hn3kogudepeHUMpoBaHHbIE CEPO3HbIE.

[MaToreHes onyxonen AMYHNKOB [0 HACTOSLLErO BpeMeHU HesiceH. Hanbonb-
LN MHTEPEC BbI3bIBAET NMPOUCXOXAEHMNE NOBEPXHOCTHBIX NUTENMASIBHBIX OMNY-
xonen (M30). NMonoBas cuctema B aMOpMOreHe3e pa3BMBaeTCa N3 Me304epPMbI
(wenka mMaTku, SHOOMETPUN, BRaranuLle), mato4vHble (pannonunessl) Tpybbl —
N3 MIONNepoBa NpoToka, ANYHUK — U3 Me304epMasnbHOro aNUTENNSA yporeHu-
TanbHOW cknagku [6]. PaHee cumtanock, 4to MO0 pasBmBaloTCA M3 NOBEPX-
HOCTHOrO 3NUTENNS ANYHMKA, KOTOPLIV B pedynkTaTe MmeTannasum npuobpeTaeT
YepTbl ANUTENUA MATOYHbIX TPY6, IHOOMETPUSA, MEPEXOLHOIO Y KULLEYHOIO 3MNK-
Tenusa. Kpome Toro, kaHueporeHes N3O0 ceasbiBanu ¢ oynauuen. LLnpokoe
pacnpoctpaHeHue umena teopus M.F. Fathalla, gponyckasLwas, 4To n3-3a oByns-
LUUKM MOBEPXHOCTHBIV 3MUTENUIA AUYHUKA NOCTOSHHO TPaBMUPYETCS, YTO NMPUBO-
OnT K c6010 penapaunn, HaKOMIEHUIO MyTaunn 1 pa3suTuio onyxonu [7]. OgHako
npu OLEHKE MMMYHOMEHOTMMA NOBEPXHOCTHbLIX OMYyXONen AN4YHUKOB OTMEYEHO
€ro CXOfICTBO C KJleTKamMu MIoJIfiepoBa NpoToka. Takum 06pasom, CorfiacHo onu-
CaHHOW Teopun, aNUTENUI CHavana MetannasupyeTcs B SMUTENUIA MIONiepoBa
(Tpy6HOro) TMna, a 3aTemM U3 Hero pasBMBaeTCs Onyxosb. [IPOTUBHMKK Teopumn
M.F. Fathalla ykasbiBatoT Ha OTCYTCTBME (POHOBLIX NMOPaXeHU B GOMbLUNHCTBE
HabnoOeHNn, n3y4eHHbIX 3a 30 feT. JInwb B HEMHOMOYNCIIEHHbIX ClyYasax onu-
caHa aucnnasus NoOKPoOBHOIO aNUTeNus.

B pesynbraTe NOABWMAMCH TEOPUM BHEAUMHHMKOBOrO npoucxoxaeHus M30.
B yacTHOCTW, Teopusi MPOUCXOXAEHUSA OMyXOnen U3 «BTOPUHHOM MIOSINIEPOBOW
CUCTEMbI» — OCTaTKN MIOSINIepoBa NPoToKa B BMAE NapaoBapuanbHbix/naparty-
6apHbIX THE3[ KNETOK, KMUCT, 9HO0CaNbNNHIO3a 1 04aroB 3HOOMETPMO3a C Xa-
pakTepHbiM MMMyHodeHoTunom [8]. OgHako 3Ta Teopusi TOXe HeCOBEpPLUEHHA,
T. K. ONYyXONn ANYHUKOB N30NIMPOBAHHO HUKOr4a He Pa3BMBAIOTCS B HA3BaHHbIX
BbILLIE CTPYKTYypax.

Hanbonee nepcnekTUBHOM cyUTaETCs Teopus TPYOHOro MPOUCXOXOEHUSN
onyxonen ANYHUKOB, NpennoxeHHas J.M. Piek n coasTt. B 2001 r. [9]. ABTOpHbI
onucann gucnaactuieckne U3MEHEHUs IMUTENUA MaTO4YHbIX TPY6 Yy >KEHLLMH
C reHeTU4eCcKoWn NpeapacnoNoOXXeHHOCTLIO K paKy SMYHUKOB NPU OTCYTCTBUN N3-
MEHEHWNI NOBEPXHOCTHOr0 aNUTENUSA AMYHMKA. Ha OCHOBaHUKN 3TUX AaHHbIX Obl
peanu3oBaH MacluTabHbin npoTokon SEE-FIM, koTopbii no3Bonun noarteep-
anTb TpybHoe npoucxoxgenune M30. B yacTHOCTKU, OTMEYEHO, YTO Ancnnasuns
N cepos3Has MHTpasnutTenuaneHasa KapumHoma Habnogatotes B 10-15% N30
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ANYHUKOB | TMNa n 50—-60 % — Il Tna. NreHeTnyecknin aHanus NO3BOJSINI BbISIBUTb
CxofHble MmyTaumm TP53 B TpybHOM anuTtenun u N30 anMyHMKOB, NOATBEPXAA-
fOLLME MX KITOHANbHOCTb. Kpome TOoro, reHeTn4eckoe uccnegoBaHve nogTeep-
anno 6nusoctb reHotnna N30 K TpyGHOMY 3NUTENUIO, @ HE NOBEPXHOCTHOMY
ANUTENNIO ANYHUKOB. IMMyHornctoxmmmyeckm B N3O onpegensieTca akcnpec-
cunsa PAX8 — mapkepa anuTtenus MosiniepoBa NpoToKa, HO OTCYTCTBYET SKCMpec-
CVA KanbpeTUMHUHA, XapakKTepHoro ansg mesotenusa. MeTtogom rubpuamsanmm
in Situ BbISBNEHO YKOPOYEHWE TeNloMep Npu CEPO3HON TPYOHOW MHTPaSNUTENN-
anbHon KapumHome (CTUK), cBOMCTBEHHOE MHOMMM NpefonyxofieBbIM npoLec-
cam. Mopdonorndeckn CTUK xapakTepusyeTcs npusaHakamu s4epHon atunum
(yBENMYEHME SOEPHO-LMTONIA3MaTUYECKOrO0 COOTHOLLEHMWS, MOAMMOPIUN3M, M1-
Nnepxpomms), yMeHbLUEHNEM KONMHYECTBA PECHUTHYATLIX KNETOK, NOTEpPen nonsap-
HOCTU, NcespocTpaTnukaLmen anutenua nnn 6e3 Hee, Hanu4nem Uryp mMu-
T03a (puc. 1 1 2). Agpa MMEeIOT OKpyryo hopMy, yBenn4eHbl B 06beMe, MHOrga
BCTPEYaKTCA XOPOLIO pasnmymmble agpbillku. Hanbonee LeHHbIA OUarHocTu-
Yyeckun kputepun CTUK — Hannyune curyp Mmtosa, KOTopble, 0AHaKO, MPUCYT-
CTBYIOT He Bcerga. [NcesgocTpatndukanms He ABASETCS CTPOro cneumguyHbIM
npuaHakom [10].

PaccmaTpuBaloT HECKOMbKO BapuMaHTOB pasBuTus onyxonn. OauH n3 HUX —
NPOUCXOXAEHME U3 ANUTENUNASNIBHBIX MHKTIO3UOHHbBIX KUCT, KOTOPbIE ABMAIOTCA
pesynbLTaTtoM «BHEeOPEeHUs» 3aNUTenns (prumopuanbHOro KoHLa MaTo4YHOM Tpyobl
B CTPOMY fiM4HUKa npu oBynauuu [11, 12]. O1a Mogenb npegnonaraeTt noaranHoe
pasBuTue BbiCOKOanddepeHUMpoBaHHOro paka (tun l):

uucrageHoma —> norpaHn4Has onyxob vl pak

CornacHo gpyrou Touke 3peHus [11, 12], kaHueporeHes3 Ha4nMHaeTcs B Tpybe,
nocnie 4Yero aHannasupoBaHHbIA TPYOHbIA SNUTENUIA BHeOpPSeTCs Ha noBepx-
HOCTb ANYHMKA, AaBas Hadyano HudkoguddepeHumpoBaHHbiM MO (Tun )
(puc. 3). O6e TOYKMN 3pPEHMA HECOBEPLLEHHDI, T. K. OOBACHAOT NPOUCXOXAEHNE
TOJMbKO CEPO3HbIX OMyXonen.

[MpoBefeHHble MONEKYNAPHO-FreHETUYECKIME NCCefoBaHms No3BONN yCTa-
HOBWUTb, YTO BbICOKOAMMEPEHUNPOBAHHbBIE CBETNOKETOUYHbIE, IHOOMETPU-
OVAHbIE N MOrPaHNYHbIE CEPOMYLIMHO3HbBIE OMYXONN pPa3BMBalOTCA U3 IHOOME-
TprongHblx KUCT [14, 15]. B cBot 04epenb, NPOUCXOXAEHME SHOOMETPMO3a 40
CUX MOpP HEe YCTaHOBJIEHO: ABMIAETCA JIM OH CNefCTBMEM pPeTporpafgHoro 3aépoca
MEHCTpyalbHbIi KPOBWM MUNW pa3BMBaeTCa in situ nyTeM MeTannasun. SKcnepu-
MeHTanbHOEe MNOOTBEPXAEHNE KaKOM-NMOO TEOpUU MOMYUYUTb KpamHe CIOXHO.
OpHako npu npoBefeHUM MacLLTabHOro uccnenoBaHns no NpomnakTnke paka
ANYHUKOB NyTEM MEPEBA3KN MATOYHbIX TPYO OTMEYEHO CHUXEHWE 4aCTOTbl OH-
OOMETPUOULHbBIX OMNYXOSen, YTo NoATBEPXAaeT UMMIaHTaUNOHHYO Teopuio [16].
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Puc. 1. CeposHas MHTpasnuTenmanbHas KapusMHoMa MaToyHoum Tpy6bl. MceBpocTpatnudmkaums anu-
Tenus, opMMpOBaHNE MUKPOCKOMUYECKMX COCOYKOBBLIX CTPYKTYP, BbIPXXEHHbIE MMNepXpoMus 1 No-
nMMopn3m agep (reMaToKCUIMH 1 303UH, x 100)

Puc. 2. Cepo3Has MHTpasanuTenmanbHas KapuyMHoMa MaTo4YHOW TpyObl. BbipaxeHHble runepxpomus
1 nonuMopuam agep, MHOrOUYUCTEHHbIE (OUrYPbl MUTO30B (FEMaTOKCUIMH U 303U1H, x 400)
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CTpoma sin4HuKa,
npoayumpyioLas acTporeH

Puc. 3. MNMaToreHes anutenuarnbHbIX onyxonen an4Huka no R.J. Kurman u coasT. [13]
CTUK — ceposHas TpybHas MHTpasnuTenunanbHasa kapuMHomMa.

H. Kajihara n coaBT. Ha OCHOBaHUM UCCNefoBaHNA OCOOEHHOCTEN UMMYHO-
heHoTUNa NOBEPXHOCTHOrO 3MUTENNUS ANYHMKE, SHAOMETPUOULHBIX KACT, CBET-
JIOKNETOYHbIX Y 3HOOMETPUOUAHbBIX Oy X0oNen NpeanonoXnin, 4To 3HAOMETPUO3
AVNYHUKOB MOXET ObITb CeACTBMEM 3NUTenuasnbHO-Me3eHXMMasnbHOW TpaHc-
dopmaumm noBepxHOCTHOro anutenus [17]. MNpwn 3ToM aBTOpPbI HAacTamMBalT Ha
CyLLEeCTBOBaHUN Kak MMHVMYM ABYX Pa3HOBMAHOCTEN SHAOMETPNO3a, KOTopble
NPVBOAAT K pasBuUTUO MM60 SHOOMETPUONZHOIO, IGO0 CBETNOKIETOYHOIO paka
(puc. 4). STanbl naToreHesa NoOrpaHN4HbIX CEPOMYLIMHO3HbIX OMyXONnen Noka He
OonucaHsbl.

CBOM 0COOGEHHOCTM UMEIOTCH M B NatoreHe3e NepexogHOKNETOYHbIX OMNyXo-
e ANYHMKOB. BEpOoATHOCTb MX Pa3BUTUA N3 MHKITIO3MOHHbBIX KUCT KpanHe mana,
T. K. MyLMHO3HasA 1 NepexodHOKIeTo4Haa MeTannasumn B 3TMX KUCTax BbIABNSA-
toTCA penko. MyLMHO3HbIA 3NUTENNIA HAMOMUHAET SNUTENINA KULLEYHOro Tmna.
MHoroneTHve HabnioaeHUs OeMOHCTPUPYIOT CBA3b MYLIMHO3HbLIX HOBOOGPA30-
BaHWM 1 onyxonen bpeHHepa. [Npu TOTanbHOM UCCNEfOBaHUN ANYHUKA MenKne
oyaru onyxonu BpeHHepa BbisenstoTca B 18 % cnyyaes [18]. MyunHo3Hble ony-
XOSM 4acTo CBA3aHbI ¢ rHe3gammn Banbaxapaa. CornacHo anmaemMmonormyeckmm
OaHHbIM, 60NbLUMHCTBO onyxonen bpeHHepa nmeeT HebGOMbLLUME pa3mMepsl (Cpen-
Hu gnameTp 0,5 cMm), a cpeaHnin guaMeTp MyLUMHO3HbIX umuctageHom — 9 cM. Ha
3TOM OCHOBaHWUWN HEKOTOpPbIE CNeuManmcTbl CHMTAIOT, YTO U3 rHe3 Banbaxappa
pasBuBaeTcs onyxosnb bpeHHepa, Npu yBenn4yeHun KoTopon B pasMepe repe-
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SHpoOMeTprOMAHbINA pak

v

TMoBEpXHOCTHBIN anuTenui siuuHrka EMA(-),
KanbpeTuHuH(+), HNF-1B(-)

(oBynauus)

Y

MHKNI03MOHHas KncTa (TpaHcnnaHTauus CeKpeTopHOro aHAOMETPUs)

(mMeTannaaus)

n OHpomeTprno3
EMAG), EMA(+),
KanbpeTUHUH(+), )
HNF-180) HNFABC)

(kaHUeporeHes)
(KaHueporeHes)

A

SHpomeTpronaHbIn pak EMA(+),
KanbpeTuHuH(=), HNF-13(-)

Puc. 4. NatoreHes cBETNOKNETOUHbIX U SHLOMETPUOMIAHBIX OMNyXosnei audHnKos no H. Kajihara v coaer. [17]
EMA — anutenuanbHbii MeM6paHHbI aHTureH; HNF-13 — sgepHbii dhakTop renartoumntos 14.

XOOHOKJETOUHbIA 3anUTEeNui NnpnobpeTaeT CBOMCTBA XeNe3ncToro, B pe3ynsrare
4Yero pas3BMBalOTCA MyLMHO3HbIE unctageHombl [19]. OgHako aTa To4ka 3peHus
eLle He NoATBepXaeHa.

Bb1genstoT rpynnbl BbICOKOro 1 HU3koro pucka [20]:

B B rpynny BbICOKOIO pUcKa 06beAMHSAIOT HU3KOANG(EPEHLMPOBAHHbIE OMy-
xonu ctaguin IA-B 1 IC—Il, cBeTnokneTo4HbI U HeanddepeHUMpPOBaHHbI
pak;

B B rpynny HU3KOro p1ucka — BblcoKoaNdEPEHLMPOBAHHbBIE OMYyXONn cTa-
anun |IA—B ocTanbHbIX rTMCTONOMMYECKMX TUMOB.

CuunTaetcs, 4TO AN MyLMHO3HOI0, CBET/IOK/IETOYHOIO 1 SHAOMETPUONLHOIO
BapuaHTOB paka cTeneHb AnddepeHUMpOBKM HE MMEET NPOrHOCTUYECKOIO 3Ha-
YeHwus [21].

[MorpaHu4yHbIe CepoO3Hble OMYXOmnu N BbiICOKOOUMMEPEHLMPOBAHHLIN pak Ya-
CTO PE3UCTEHTHbI K XMMUOTEpanun: 4acToTa OTBETa Ha HeoaOblOBAHTHYIO Te-
panuio NepPBUYHON OMYXONN COCTaBNAET OKOMO 4 %, npu peungmee — 2,1-4,9%
[22]. Hu3kogmhdepeHUMpoBaHHbIN pak 6o5ee YyBCTBUTENEH K IEYEHUIO.
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WHTPAOMEPALMOHHAAI MOP®OJIOTMYECKASA
AWATHOCTUKA

MHTpaonepaunoHHasa mopdonormyeckas Bepudmkaums onyxonem an4HMKoB
SIBMAETCS BaXKHbIM 3TanoM, onpefensowmnm ganbHenwyo Taktuky. OgHako aTo
C/I0XKHas npouegypa ¢ BbICOKMM PUCKOM OLLNGKK (Tabn. 4).

Tabnmya 4
YyBCTBUTENIbHOCTb CPOYHOIO MHTPaonepaLMoHHOro
naTosioro-aHaTOMU4eCKOro nccriefoBaHus onyxosien sM4HUKa

Tun onyxonu Yacrorta YyBCTBUTENLHOCTb CneuudmyHoCTD

[l06pOKa4ecTBEHHbIE 56-60% 97-100% 81-98%
[TorpaHnyHble 6-10% 57-99% 94-98 %
3/10Ka4€eCTBEHHbIE 15-20% 86-92% 97-100%
He onyxonb 15-20% — —

B 6onbLUMHCTBE cryyYaeB NOTPEOGHOCTb B CPOHHOM MHTpaonepaLmoHHOM UC-
CrnefoBaHMM M3BECTHA HakKaHyHe orepauuu, npu 3TOM Bpay-natosioroaHaTom
nMeeT BO3MOXHOCTb MOArOTOBUTLCA K npoueaype. Ona BbINONHEHUA KayecT-
BEHHOIO CPOYHOro MCCNeaoBaHUs HEOOBXOOAMMO M3Y4UTb aHaMHE3 MauMeHTKM,
OaHHble BM3yanu3aunoHHbIX MEeTOdOB UccnefoBaHus, NepecMoTpeTb MUKPO-
npenapartbl 6UOMNCMAHOIO (OnNepaLmMoHHOro) Marepuana oT npeabigyLwmnx Bme-
warenbcTB. Kpome TOro, BaXHO 3HaTb BO3pPacT NauMeHTKU, pasmep SUYHUKOB,
XapakTtep nopaxeHus (0QHOCTOPOHHEE/OBYCTOPOHHEE), YPOBEHb CEpOnornye-
CKMX MapKkepos. HacTo ncnonb3yembinn B knnHuke mapkep CA-125 He aBnaeTcs
NCKNIOYMTENBHO CneumnguyHbiM N Onyxonemn An4HUKOB, ero ypoBeHb B CbIBO-
POTKE MOXET MOBbILLATLCA M MPU APYrnX OnNyxonax (pak nogxxenyno4Honm xe-
nesbl, Xenyaka, N1erkoro, MOsIO4HON Xenesbl), a TakXe NPy HEKOTOPbIX HEOMYXO-
neBbix 60M1€3HAX (UMPPO3 NeYeHn, NaHKpPeaTnT, XPOHNYECKME BOCNANNTENbHbIE
60Ne3HN NEerkunx).

Makpockonunyeckas xapakTepucTika onyxonu Takxxe uMeeT BaXXHoe AnarHo-
CTMYeckoe 3HadeHue. Heob6xoomMmMo TLlaTenbHO OCMOTPETb HAPYXXHYIO NMOBEpX-
HOCTb fINYHMKA, YTOObI OOHAPYXWUTb BO3MOXHbIE COCOYKM (Jaxe MUHUMasb-
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Hble), y37bl, TPAOEKYyNsAPHble CTPYKTYPbl, MEHYaTble HAaNOXEHUSA, N NOMHOCTbLIO
NPoKpacuTb ee MapKMpPOBOYHOM Kpackon. Npu Hann4mm KNCTo3HbIX o6pasoBa-
HWUA TpebyeTcsa NX BCKPbITb, OLEHNTb COAEPXMMOE (Mpo3padvHas XnagkocTb, BA3-
Kasi Cnv3b, KPOBSIHbIE CBEPTKM, BONOCHI U Ap.) U TLaTeNbHO U3Y4nTb BHYTPEH-
HIOI0 NMOBEPXHOCTb Ha NpeaMeT Hannymns COCOYKOB.

[ns cpo4HOro nccnefoBaHus criefyeT oTémpartb yHacTKu U3:

COCOYKOBbIX pa3pacTaHnii C NMOBEPXHOCTU UNN BHYTPEHHEN CTEHKU KUCTbI;
WHTpaMyparbHbIX Y3I10B;

YTONLLEHHOW CTEHKMU KUCTHI;

XenTo-6enon TKaHn cpean KPOBSHbLIX CBEPTKOB;

OPYrnX NOKanbHbIX NU3MEHEHU.

Mpy CPOYHOM MHTpPaonepaLMoHHOM MaToNoro-aHaTOMUYeCKOM MCCrenoBa-
HUM Kpome hopMalibHO-MOPMONIOrMYeckmxX NPU3HAKOB BaXKHO YYUTLIBATL BO3-
pacT NauMeHTKN 1 BO3MOXHOCTb BTOPUYHOIO NMOPaXKeHUs SUYHINKOB.

BoNbLUMHCTBO CreumanmMcToB 0TMEYALOT, YTO HAUGOMbLUNE TPYAHOCTU BbI3bl-
BaeT AMarHoCTKa MyLMHO3HbIX ONyXOsel AUMYHUKOB, CBA3bIBas 3TO C 6OMbLUNM
pasHoo6pa3nemM MopONOrMYeckUx U3MEeHEHUn, Co4YeTaHneM 3J10Ka4eCcTBEH-
HbIX, NMOrPaHUYHbIX U [O6POKAYECTBEHHbIX KOMMNAPTMEHTOB B OLHOW OMyXOomu,
¥ NO3TOMY PEKOMEHAYIOT UCCNeoBaTb HECKOMbKO (hparMeHTOB U3 pasdHbIX 30H
OnyXonu.
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