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TMOYeUHO-KAETOUHBIN pak — reTeporeHHas rpynna onyxoaeii. Yacrbie nepecmoTpbi TMCTOAOTUYECKOH KAACCH(MKALIMK U KAAC-
cudpmkaumn TNM OCAOXKHSIIOT PeTPOCNEKTUBHbIE MCCACAOBAHUS DOABLIMX FPYNN NALMEHTOB, 3aTPYAHSAIOT OLEHKY BbDKMBAEMO-
CTM M Ka4yecTBa XXMU3HU BOALHBIX. B CBSI3M C pa3BUTMEM BO3MOXHOCTEN TepaneBTHYECKOTO AeueHus NPODAeMbI CTAAUPOBaHUS,
MOpPOAOTHUECKOTH AMATHOCTHKM, FPAAALIMK U ONPEACAEHNS NPOTHOCTUHECKMX (haKTOPOB NMOYEUHO-KACTOUHBIX KAPUMHOM NpH-
00peAn 0CobYI0 3HAUMMOCTb, HeCmMoTps Ha AAMTEAbHYIO MCTOPHIO U3YYeHUs! MOUYEUHO-KACTOYHOTO PaKa, CPeAU CMeUmarncTos
HET €AMHOrO MHEHMs MO AaHHLIM Bonpocam. MNMpuseaen 0630p maTepuaroB KOHhepeHLMH MHTEPHALMOHAALHOTO OOWeCcTBa
YPOAOFMUECKNX MATOAOTOB, NpoBeAeHHon B mapTe 2013 r. B Bankysepe (Kanaaa).

KAloueBble CAOBa: MOYEYHO-KAETOYHbII paxk, K/\aCCMqJMKaLlMﬂ, rpaaaums, rnporHo3.

Renal cell carcinoma is a heterogeneous group of tumors. Frequent revisions of its histological classification and TNM staging
system complicate the retrospective studies of large patient groups and hamper the estimation of survival rates and quality of
life for patients. Due to improving therapeutic possibilities, the problems of the staging, morphological diagnosis, grading, and
determination of prognostic factors of renal cell carcinomas have assumed a particular significance. Despite the long-term his-
tory of studies dealing with renal cell carcinoma, there is no general agreement among specialists at to these issues. The paper

reviews the recent International Society of Urological Pathology Consensus held in Vancouver in March 2013.

Key words: renal cell carcinoma, classification, grading, prognosis.

Yuica0 BHOBb BBISIBJICHHBIX CJIy4aeB MOYEUHO-KJIETOUHO-
ro paka (ITKP) yBesnumBaeTcsi ¢ KaxKIbIM FOIOM. DTa rpyIia
OIyX0JIel OYeHb TeTepPOTreHHa, BKIIOUAET OKOJIO JECATKA HO-
30JI0TMYECKUX EIUHUILI, OTIMYAIOIIMXCS TI0 MOpPGhOJIOTUH,
MOpGOTreHe3y M KIMHUUECKUM XapakTepucTukaM. boabmmH-
ctBO (10 70%) MKP npencraBieHo CBETIIOKJIETOYHBIM Bapu-
anToM. Kimacendukanusa [TKP pacuimpsgercs ¢ KaxabiM nepe-
CMOTPOM, 4TO CBSI3aHO C HaXOAKAMM F€HETUYECKUX Pa3TNnIMiA
M HAKOTUIEHUEM SIIUAEMUOIOTNUYeCKUX TaHHbIX. OIHaKO cpe-
NIV CIIELIMATTUCTOB HET eanHoro MmueHus o rpagauuu [KP: cy-
LIECTBYIOLLME CUCTEMbI KDUTHUKYIOTCSI, pPa3pabaThbiBalOTCS HO-
Bble, HE BCEr[a IMOJYYalolie 3MUIeMUOJIOTUYECKOe TOJ-
TBepXkIeHre. HeoqHOKpaTHbIN nepecMoTp Kiaccubuxkanuii
(Kak rucrosornyeckoi, Tak 1 TN M) 3HauuTETbHO OCIIOXKHS-
€T MPOBEJIeHNE MAcIITaOHBIX MCCIe10BaHUI U aHaIU3 MaTe-
puana. MHTepecHO, 4TO MPU OLIEHKE COMOCTABUMBIX 110 YHC-
JIEHHOCTU TPYIII MALMEHTOB pa3Hble aBTOPHI MOJYYAIOT pas-
JIMYHBIC TAaHHbIE.

HecMmotps Ha 6ojiee YeM JABYXCOTJIETHIOIO UCTOPUIO U3Y-
yeHus [TKP, OTKpbITHE CYIIECTBEHHBIX 3BEHbEB IATOTECHE3a
9TUX omyxosei nmpousouuio B mocrenrue 30 mer. B 1981 1.
KaaccuduKays OIyxoJieil TIOYKM BKIouana 9 Ho3oJ10ruil, B
2004 r. — yxe 50, mpu 3TOM HCCIENOBATEIN IPOIOJIKAIOT
ONUCHIBATh HOBBIE Mopdonornyeckre BapuaHTel [1]. bosee
20 neT Ha3axL CO3IaHO MHTEPHAIIMOHAIbHOE O0LIECTBO YPOJIO-
ruueckux maroioros (ISUP — International Society of
Urological Pathology), peryasipHO MPOXosaT KOHGbepeHLnn
10 OCHOBHBIM npobiemam yposornu. B 2013 r. cocrodnach
KOH(DepeHIIMsI, TOCBSIIEHHAs PaKy ITOYKH, B PAMKaX KOTOPOI
ObLIM PACCMOTPEHBI CIIEAYIOIIME BOIIPOCH: KiIacCU(PUKaLus
OITyXO0JIell IIOYKK Y B3POCIIBbIX; ONpeesIeHIe cTeneHu audde-
peHuupeBku U aktopos nporHo3a [1KP; cranmposanue
ITKP; MoneKyJIgapHbIe 1 UMMYHOTUCTOXUMUYECKUE MAapKePhI
nuarHoctuky u mporHosa [TKP. B xoHdepeHUMU NMPUHSAIN
yuactue 113 narosoros u3 CeBepHoit AMepuku, 53 — u3 Es-
pornbl, 14 — u3 Azun, 14 — u3 Acrpanu u Hosoit 3enannnu.
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9 — u3 IOxHoit AMepuku, 3 — ¢ bauxnero Boctoka. Cpenu
YYACTHUKOB BCTPEeUYM ObLIU BEAyILME CIIELUATUCTBI 10 yporia-
tonoruu: B. Delahunt, M. Amin, P. Argani, D. Bostwick,
J. Cheville, J. Eble, J. Epstein, H. Moch, P. Oliveira, M. Zhou
u 1p. [2].

Ha xoHMepeHLMM ObLTKM MPUHSITHI MOMPABKU K KJIACCU-
ukanuu [TKP, B KOTOPYIO BKJIIOYEHO 5 HOBBIX HO30JI0TNYE-
CKUX IMHUIL B 9TOM IpyIIe:

1) TyOyJIOKMCTO3HBIN PaK;

2) paK Kak MCXOJl XPOHUIECKUX TPUOOPETEHHBIX KUCTO3-
HBIX 00JIe3HEN MMOYKU;

3) manuUIIPHBINA paK CO CBETJIBIMM KJI€TKaMu (CBETIO-
KJIETOYHBI TyOyaonamuuisipablii [TKP);

4) ceMeiHbiit cuHapoM MiT: pak, accCOLMMPOBAaHHBIN C
TpaHcaoKauuei, BKiovas t(6;11);

5) HacJaeICTBEHHBIN pak, aCCOLIMUPOBAHHBIN € JIEMOMUO-
MaTo30M ITOYKH.

ITo TpeM HO30JIOTMSIM €IMHOIO MHEHMS TOCTUTHYTO HE
Ob1710: GOJUIMKYISPHBIN paK; pakK, aCCOLMUPOBAHHBIN C HENO-
CTaTOYHOCTBIO CYKLIMHATAETUIporeHassl B u TpaHciokaumei
Alk.

VyacTHUKY KOH(DEepeHLIUH NTPUHSUTA YTOYHEHHUS 110 PAaY
HO30JIOTHIA, CYIECTBYIOLIMX B Kiaccubukauu BO3 2004 r.
PenieHo npy ManwuisipHOM pake BbIAEISTb TUIBL | U 2 U He
BBIIEJISITD OHKOLIMTAPHBINM BapUAHT (TUTT 3).

[To peleHnI0 3KCIEePTOB MYJIbTUIOKY/ISIPHBIM KHUCTO3-
Hb1i [TKP 6bU1 OTHECEH K OMYXO0JISIM C HU3KMM MOTEHLIMAJIOM
3J10Ka4eCTBEHHOCTH |3]. BONBIIMHCTBO U3 HUX COIJIACUIIUCD,
YTO MYJBTHJIOKY/JISPHBIA paK MOXET ObITh OTHECEH KO 2-U
cTerneHu 3j10kadecTBeHHoCTH (G2).

Ocoboe BHUMaHue yneiaeHo xpomodooHomy [TKP u on-
KOLIUTApHBIM/XpOMOGMOOHBIM OIyXOJsiM. Tak Ha3blBacMble
TMOPUIHBIE OMYXOJIM ITOYKH, COYETAIOLINE TPU3HAKYA XPOMO-
(poBHOro paka U OHKOLIMTOMBI, BBI3BIBAIOT MHOTO CIIOPOB U
pasHorjIacuil. DTa rpyrnma omyxojaeil 0ObeIUHAET TPU HO30-
JIOTUU CO CXOXUMU MOPGHOJIOTMYECKUMU XapaKTePUCTUKAMU,
HO Pa3HbIM T€HOTUITOM: OIYXOJIM, aCCOLIMUPOBAHHbIE C CHUH-
npoMoM bepr—Xorr—/Ipto6a (BX/1) 1 oHKOLIMTO30M, CIIOpa-
IMUECKUE, CBA3aHHbIE C JUIMTEIbHBIM reMoarannizoM. Cum-
nrombl Hecneuduunsl (kpome BXJI). MakpocKonmuyecKu
OIYXOJIb XOPOIIIO OTrPaHUYEHA, He MHKAICYJIHpOBaHa, Xej-
TO-6ypOro 1IBETa, C 04araMu KpoBOM3TUsiHUI. O4aru HeKpo3a
HE XapaKTEPHbI, MOTYT OBbITh Y4acTKH ubpo3uposanus. [Ipu
MUKPOCKOIIMM BBISIBJISIIOTCSI KJIETKH C OOM/IBHON 3€PHHCTOM
LIUTOIUIA3MO, (POPMUPYIOILIME COTUIHBIE MO ¥ alTbBEOJISIP-
HbIe yyacTKu. YacTo BCTpeyaroTcsl KJIETKHM C NMepUHYyKIeap-
HBIM IIPOCBETJIEHUEM, IBYSUIEPHbIE KJIETKM, OIHAKO ITOJIM-
Mopbu3M, CBOMCTBEHHbIN XpOMOGOOHOMY paKy, He XapakTe-
peH. YeTkux KpUTepHeB IMAarHOCTMKU He pa3paboTaHo, a
nMmMyHorucroxumudeckoe (MI'X) uccaenopanue He Mo3BoJisi-
€T IIOCTOBEPHO CYIUTh O MIPUPOIE HOBOOOPA3OBAHMS, Yalle
MOXHO OIMUPAThCs TOJIBKO Ha KJIMHUYECKOE MOBEICHNE OITy-
X0JI1. BONBIIMHCTBO KCIEPTOB YBEPEHBI, UTO 3TU OIYXOJIU
cleayeT paccMaTpuBaTh B pamMKax TpYIIbl XpoModoOHOro
paka ¢ BO3MOXHBIM KOMMEHTapUEM: «OHKOLIMTApHAsl OIIy-
XOJIb C HEONpEIe/IEHHBIM TTOTEHLIMAIOM 370KaYyeCTBEHHO-
CTU».

[IpUHATBHI KPUTEPUM IUATHOCTMKM paka M3 IPOTOKOB
bennmnn (PB): BoBjeueHEe MO3TOBOTO CJIOSI XOTsI Obl Ha He-
KOTOPBIX YYacTKax OIMyXOJu, TpeobsianaHue TpyOodek, mec-
MOIUIACTUYECKAs] PEaKIUs CTPOMBI, BBICOKMN TP3WI, WH-
GbUIBTPATHBHBIN POCT, NCKITIOUEHUE Apyrux Bapuantos [TKP
WM ypOTeIHanbHOro paka [2]. B kayecTBe criopHbIX 0003Ha-
YeHBI CJIEAYIOIIIE BOMIPOCHL: OINpeaesieHne ONyXoJei, UMero-
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[IMX TpeuMyllecTBeHHYI0 (6osiee 95%) mopdonoruio Pb u
HEeOOJIbIION KOMITOHEHT ypOTeIMaabHOM KapuuHOMBL. Co-
IJIACHO KOHCEHCYCY, IMarHo3 B 3TOM CJIyyae JIOJKeH 3By4aTh
KaK «ypOTCIMaIbHBIA paK ¢ BbIPAXCHHOU Xeye3ucTon aud-
(bepeHIIMPOBKOM». APTYMEHT 32 — pPa3jIMuyue CTPOMBI MOYe-
BOTO TY3bIPSI ¥ TOYKU, IPOTUB — BO3MOXHOE HATUUUE ypOTE-
JIUSI B OTTYXOJISIX M3 IMTPOTOKOB be/uinHM Kak KOMIIOHEHTa HOp-
MaJIbHOW apXUTEeKTyphl. BTOpOit crOpHBI BOIpPOC: AMArHo-
cTrKa HemudbdepeHIIMPOBaHHBIX KaplMHOM. bbUIo pelieHo,
YTO MPU HAJIUYMHU B OIMyX0JIM KoMrnoHeHTa Pb nuarHos non-
JK€H 3By4aTh KaK «HU3KOAU(DhepeHIIMPOBAHHbIN paK U3 Ipo-
TOKOB beumHu», a He «HeaudbepeHIIMPOBAHHBIN (HeKIac-
cudumpyeMslit) pak nmodyku». [1o koHceHcycy Pb He rpanu-
pyeTcsi, alpHOPH SBJISSICH HU3KOAU(DbepeHIMPOBAHHBIM.

IMpu UTX-uccrenosanuu Pb skenpeccupyer PAXS, cna-
60 — p63 (17—20% HabI0IEHMIT), YPOTEIUATBHBIA paK —
PAXS8 B HeGOIBIIOM MPOLIEHTE ClTy4yaeB, p63 — MoYTH BCe Ha-
omonenmnsi. UTX-yrouHeHWe IMarHo3a kKpaifHe BaxHO, Tak
KaK MalMeHTOB C YPOTeIHATbHBIM PAKOM IMTOYKU 00513aTEIbHO
oBcnenyioT Ha MpeaMeT HATHYUS OIyXO0JIW B MOYEBOM ITy3bl-
pe, 9To He BemonHsieTcs mpu Pb. Kpome Toro, 115 nocieaHux
XapakTepHO cHuXeHHe 3kcrpeccuu INI1, uto umeer 3Haye-
HHe TipH TuddeperHmanbHoM n1uarHose Pb u mMenyniasipHoro
ITKP [4].

B rpyrine MyluHO3HOTO TYOYISpHOTO U BEPETEHOKJIETOY -
Horo I1KP omucanbl HaOI0AEHUS ¢ HU3KUM COIEpKAHUEM
ciu3u (mucin-poor). C reHeTUUECKOM TOUKY 3PEHUS OITYXOIU
3TOM IpymIIbl cxoxu ¢ namwuisipasiM [1KP, onHako 06 o6m-
HOCTH MX TIPOMCXOXIECHMS peUM MTOKa He UIeT.

C yyeToM pe3ynbTaTOB KOH(MEpeHL MU OblI IIPEIIOXKEH
MPOEKT HOBOM Kiaaccupukamun BO3:

Tloueuro-kaemounbvle onyxonu

NanwuispHas aileHoMa

OHKOLIUTOMA

cBeTokIeTouHbIN [TKP:

MYJIBTUJIOKYJISIDHBIM KUCTO3HBIM CBETIOKJIETOUHBIN

[TKP HU3KOI1 CTETIEHH 3I0Ka4YeCTBEHHOCTU™®
nanwuisipHblit [TKP:

A 1**

THIT 2**

NOS**
xpomodooHsIit [TKP:

ruOpUIHAas OHKOLIMTAapHast XpoMohoOHas OIyXoib*
pak U3 MpoToKoB benHu

MEIYJUIIPHBIN paK MOuKH

paK IMOYKH, accolmupoBaHHblii ¢ MiT TpaHcnokamuen*:

PaK IMOYKM, aCCOLIMUPOBAHHBIM ¢ TpaHcnokarmen Xpl1l
[MKP, accolmupoBaHHbIii ¢ TpaHciokarmeit t(6;11)*

Pak, acCOLMMPOBAaHHBIN ¢ HelipobiacToMomn

MYILMHO3HBIN TYOYJISIpHBII Y BEPETEHOKJIETOYHBIN paK

TyOYJIOKMCTO3HBIN pak™

PaKk MOYKU, aCCOLIMMPOBAHHBII ¢ IPUOOPETEHHBIMU KK~

CTO3HBIMU 0OJIE3HAMU ™

MaMWUISPHBIA PaK CO CBETJIBIMU KJIETKAMM (CBETIIOKIIE-

TOYHBIN TyOynonamuIsipHbril [TKP)*

HaCJIeICTBEHHBIN paK, aCCOLMUPOBAHHBIN € JIEHOMUOMA-

TO30M ITOYKU*

[TKP, HexnaccubuumpyeMblit
Memanegpanvruie onyxoau

MeTaHedpabHasl afeHoMa

MeTaHedpaibHas aneHobudpoma

MeTaHedpaibHasl CTPOMATbHAas OTTyX0JIb
Hegpobaracmuueckue onyxoau

HedporeHHbIe THe31a

61



AEKLIMA

HedpobaacToma
HedpobaacToMa ¢ KMCTO3HO-TIAMUWUIIpHON nuddepeH-
LIMPOBKOM
Me3zenxumanvrbie onyxonu
MPEUMYIIIECTBEHHO Y IETEN:
CBETJIOKJIETOYHAST CApKOMa
pabmoumgHasi OyxoJib
BpOXIIEHHasi Me3o0acThuueckasi Hedppoma
OoCCUMUIMPYIONIAsT OITyX0JIb TTIOYKU AeTei
MPEUMYIIIECTBEHHO Y B3POCIIBIX:
JIefoMuOcapKoMa (BKJTIOUast TOUYETHYIO BEHY)
aHTruocapKoMa
pabgomMuocapkoMa
3JI0KaYecTBeHHast GuOpo3Has rMCTUOLUTOMA
reMaHTUOTIepULINTOMA
ocTeocapkoMa
CHHOBMAJIbHAs capkoMa*
aHTMOMMOJIMIIOMA
SIMTEIMOMIHAS QaHTUOMUOIUIIOMA™
JjeioMroma
reMaHruomMa
TuMbaHTHOMa
JOKCTarJIOMepYJIsipHasi OIyXOJTb
peHOMeIYIUISIpHASI MHTePCTUHATBHAS OITyXOJTb
IIBaHHOMa
conuTapHast puOpo3Hasi Ormyxoib
CmeuianHble Me3eHXUMANbHbIE U SNUMENUANbHbIE ONYXOAU
KHMCTO3Has1 HepoMa/cMelIaHHasl 3MUTeIUaIbHasl CTpO-
MaJIbHasi OITyXOJIb
Heiiposndokpunnosie onyxonu
KapiuHou 1 (BeicokonuddepeHUnpoBaHHAs HEHPOIHIO-
KPWHHAsI OTTyXO0JIb)
HEWpPOIHIOKPUHHAST KaplurMHOMa (BbicOKoaUbdepeHLIn-
pOBaHHAasI HEMPOIHIOKPUHHAS OITYXOJIb)
MIPUMUTHUBHASI HEMPOIHIOKPUHHAS OITyXO0JIb
HelipobiacToma
deoxpoMoLIMTOMA
Temamonosmuueckue u aumgpoudHsie onyxoau
nmuMdomMa
JIEUKO03
TJ1a3MOLIMTOMA
Tepmunoeennvie onyxonu
Teparoma
XOpHOKapIIITHOMa
Memacmamuueckue onyxoau
Jlpyeue onyxoau
(* — HOBBIE HO30JIOTUH, TTO KOTOPBIM TOCTUTHYT KOHCEH-
cyc — 65% yJaCTHHMKOB, ** — HO30JIOTMM, BbIEIEHNE KOTO-
PBIX TIOIEPKaHO OOTBITMHCTBOM YYACTHUKOB).

XapakTepHCTHKH HOBBIX HO30m0rui rpymmsl [IKP

Ty6ynokucmosnuii ITIKP (TK-IIKP). DTOT BapuaHT paka
OBLT BBIIEJICH M3 TPYTINBI OMyX0Jieil U3 COOMPATENbHBIX TPYOO-
yek. [lepBonayanbHoe Ha3BaHue TK-IIKP — snurennoma
bemuaun [5]. Omucano meHee 70 HabmoneHui. CpenHwuit
BO3pacT naiueHToB coctaBui 60 et (18—94 roma), cooTHO-
IeHWe MYXYUH U XeHIIWMH — 7:1. 3aboneBaHue MpoTeKaeT
OCCCUMIITOMHO, TIPU MaKpPOCKOMUYECKOM WCCIIEIOBAaHUM
OOBIYHO BBISIBJISIIOTCSI MHOXXECTBEHHbIE MHOTOKaMePHBIE K-
CTBI. DTU OMYXOJU YacTo JokanuzoBaHHble (pT1—2), mpen-
TTOYTHUTENIbHA XUPYPrUYecKasi TAKTHKA JeUeHUSI — Pe3eKLUs
TIOYKH WIN He(PIKTOMMSI.

OmnyxoJib pacronaraeTcst MpenMYIIeCTBEHHO B KOpe 04~
KM, XOPOILIO OTTPaHMYEeHA OT OKPYXAIOIIUX TKaHe, Ha pa3-
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pe3e uMmeeT BuI ryoku. [1py MUKPOCKOTTMYECKOM MCCIIEN0Ba-
HMM BBISIBISIIOTCSI XOPOIIO CHOPMUPOBAHHbBIE MEJIKHUE WIA
CpeqHero pasMepa TpyOOYKM U KMCTO3HO-pPACIIMPEHHbIE TY-
Oysibl B pa3Hoi mporopuuu. [IpocBeTbl TpyOOUYeK BbICTIIAHBI
ATUNUYHBIMA KJIETKAMH C OOMJIBHOM 303MHO(DUIBHON LIUTO-
IUIa3MOM, 9aCTO BCTPEYAIOTCS KJIETKM TUIa OOOMHBIX TBO3AEH
(hobnail). Snpa OmyxoJieBbIX KJIETOK YBEJIWUYeHBI. SIApBIIKN
XOPOILIO 3aMETHBI (SIPBIIIKOBBINA TIP3 3), MUTO3bl PEIKH.
CtpoMma TUITOLEeIUTIoNsSIpHAst, GUOPO3Hast, MOXET OBITh BOCTIA-
narenbHasg uHOwibTpamms. [Ipu UTX-uccnenoBannu KIeTKu
onyxosu akcrpeccupytor CD10, pauemasy, CKS8, 18, 19, pe-
ke — CK7 [6], MeHee yeM B TIoJIOBUHE cityyaeB — PAX2, kap-
6oanruapasy IX (CA-1X). B penkux HabGmoneHUsIX ObL1a OT-
MeyeHa skcnpeccus 34BE12. Tlpu ympTpamMuKpocKOmUye-
ckoM uccienoBann B TK-TTKP oTmeueHsl 4epThbl ITPOKCH-
MaJIbHOTO OTJEeJia U3BUTOTO KaHaJIblia M AUCTAJIBHOTO OTaeNa
Tpybouek. Monekymnsipasie uccienoanusi TK-ITKP HemHo-
TOYMCIIEHHBI. BBISIBJIEHO CXOICTBO FT€HETUYECKUX HapYILIEHUA
¢ nanwuispHeiM TTKP (yBenuueHue yucna konuii 7-it u 17-i
XPOMOCOMBI, IIOTEPH Y-XPOMOCOMBI), B TO BpeMsI KaK CO CBET-
JIOKJIETOYHBIM ¥ XpOMO(MOOHBIM paKOM OOILMX YEepPT OTMEYe-
HO He 0bD10 [7].

Uctunanoe npoucxoxneHne TK-TTKP Bce eme obcyxna-
€TCs: B psilie CIydaeB OTMEUYEHBI 001IIMe XapaKTePUCTUKH C Ia-
[MAJUIAPHBIM PaKoM (B TOM YMCIIe ¥ CUMYJIbTaHHBIE OIYXO0JIN),
B IPYTHX — C PAaKOM M3 TTPOTOKOB besTnHYU (Yy4acTKM CXOIHO-
ro Mopdojoruyeckoro crpoeHus ). [1pu noctaHoBKe 1UarHo-
3a TK-TIKP crnenyer MCKITIOUUTH 3TU IBE HO30JIOTUM.

B nurepaType ommcaHo 4 ciydasi paclpOCTPaHEHHOTO
TK-ITKP ¢ meTtactazamMu B TUM@aATUYECKUX y3/1aX, EUYEHHU,
KocTsix. OmucaHo MpUMeHeHe CYHUTHHUOA IS JIEYeHUS Me-
TacTaTUYECKOro paka [8].

Pak nouku, accoyuupoganHbwiii ¢ npUOOpemeHHsIMU KUCMO3-
Hoimu 6onesuamu (IIKP-Kb). B pesynbrate koHceHcyca ISUP
91% y4aCTHHKOB IPOTOJIOCOBAIIU 32 BBIIETEHUE ITOM OIyX0-
1 B caMmocTosTeNbHy0 Ho3onoruio. [TKP-Kb — Haubonee
pacIpoCTpaHEHHBI BapMAHT paka, Pa3BUBAIOIIUINCS B «Tep-
MUHAJBHOM ITOYKe», 0OCOOEHHO B pe3yJibTaTe MPUOOpETEHHBIX
KHCTO3HBIX 3a00JieBaHUil. BOJBIIMHCTBO OIMyXOJeil BBISBIISA-
eTcs CIy4alHO MPY KOHTPOJIBHOM 00C/IeNoBaHUM OOIBHOIO.
OnyxoJib' BU3YaIM3UPYeTCs KaK TMPUCTEHOYHBIA COTMIHBIA
KOMIIOHEHT B KHMCTE, YacTO TOJIHOCTBIO BBITIOJHSIOLIMIA €€
MPOCBET, WIA KaK COJMIHBIE MAacCHl, OTIEJIEHHbIE OT KHUCTHI.
HexkucTo3HbIEe OIyXOJIM XOPOIIIO OTTPaHMUYEHBI OT OKPYXalo-
el TKAHW TI0YKW, BO3MOXHO ¢opmupoBaHue GHuOPO3HOIM
KaICy/Ibl ¢ KajblIMHaTaMu. MynbTudoKanbHble W Ouiate-
paibHBIE TIOpaXeHUs oTMevatoTcs 6osee yeM B 50 u 20% Ha-
OJIIOIEHUI COOTBETCTBEHHO.

IIpu mukpockonmiyeckom uccienoanuu B [IKP-Kb BbI-
SIBJISIIOTCS.  allMHApHBIE, TYOYJISIPHBIE, COJIMIHO-ATbBEOIISIP-
Hble, MUKPOKHMCTO3HbIE, MAMWUISIPHbIE, COJNMAHBIE Y4aCTKU
CTPOEHUs B Pa3jIMYHBIX KOMOWHALIMSAX M IIPOMNOpLmsax [6].
OnyxoJpb XapaKTepu3yeTcsl KJIETKaMU C 203MHOGMWILHOMN LIU-
TOTUTa3MOM, (POPMUPYIOIIUMU KPUOPUGDOPMHBIE CTPYKTYPBHI.
Slmpa KJIeTOK OKPYTJIbIE UM OBaJTbHBIE C BE3UKYISPHBIM XPO-
MaTMHOM M 3aMETHBIM SIAPBIIKOM. MoryT BCTpeYaThes
YYaCTKHU CBETJIBIX KJIETOK. OMHUM M3 BaXKHBIX TPH3HAKOB SIB-
JISIETCST HAJTMIME MEXKIIETOYHBIX TIPOCBETOB, ONPEAEASIOINX
KpuOpHDOPMHYIO CTPYKTYPY OITYXOJU U KPUCTALIOB OKCala-
Ta [6]. B HEKOTOPBIX CIIydyasix OTMEUYaeTCs] CapKOMATOMIHAS
Wiy pabnouaHas nuddepeHIpoBKa.

Bo mHorux HaomoaeHusix [1KP-Kb BoisiBasores yyact-
KV MaWIISIPHOTO CTPOEHMUS, U3-32 YEro 3TH ONYXOIH paHee
OIIMOO0YHO PACLEHWBAIMCH KaK MANMUISIPHBIH pak Tma 2,
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MaNWUIIPHBIA paK CYUTAJICSl HauboJiee pacrpoCTpaHEHHBIM
BapuantoM [1KP, pazBuBaomuMcst B «TepMUHATBHOMN TOY-
Ke». Hanmuue cBeTIbIX KJIETOK MHOTAA MPUBOIMIIO K OIIIMO0Y -
HOMY IMarHo3y CBETJIOKJIETOYHOIO paka.

ITpu UTX-uccnenopanuu [NKP-Kb nuddysno skcnpec-
cupyert panemasy, GokaabHo — CK7. OmucaHbl TO3UTUBHBIE
peakuuu ¢ CD10, RCC, CD57, GST-a [9], onHako crieuu-
uueckoro UTX-mipoduist 31 OIyxosiu He UMEIOT.

IIpu reHeTMYeCKOM HUCCIIEIOBAaHUM OTMEYEHO yBeIude-
Hue KomuitHoctu 7, 17, 1, 2, 3, 6, 7, 16-i1, Y-XpOMOCOMBI 1
MOTepU HEKOTOPBIX M3 HUX [10].

TTKP-KB nMeroT Xopolnii MpOrHo3, TaK KakK Yallle BCETOo
BBISIBJISIIOTCSI Ha paHHUX cTanusx. OQHAKO MO CPaBHEHMIO C
JIPYTUMU OTYXOJISIMU «TePMUHATIbHOMN MOYKM» XapaKTepu3y-
10TCs1 60Jiee arpeCCUBHBIM TeueHueM [6].

Tanunnspuoiit pak co ceemavimu kaemkamuy — IIPCK
(ceemaoknemounsiii mydyronanusiaproiii pak). Ilpy Makpo-
ckonmueckoM uccienoBanuu [TPCK oObldHO TIpencTaBisieT
OIMHOYHBIN y3eJI HeOOBIIOro pa3Mepa (He bosiee 6 cM), XO-
pOIIIO OTTPaHWYEHHBI OT TKaHU MOYKHU, YacTO C HATUIUEM
kancynbl. Ha pa3pese xenTto-6e1oro 1sera ¢ yuactkaMu hu-
O0po3a, kucro3HbiMu u3MeHeHusiMu. [IPCK mnpencrasien
CBETJIBIMU KJIETKAMHU HM3KOM CTEMEeHM 3J10Ka4eCTBEHHOCTH
(G1—2), bopMUPYIOLIUMHU NMAMWLISPHBIE, TYOVASPHBIE, allH-
HapHbIe, KUCTO3HbIE CTPYKTYPHI. B oT/IMYMe 0T KaaccHdecko-
ro nanwuisipHoro paka B [IPCK oTcyTcTBYIOT KCaHTOMHBIE
KJIETKH, a SIAPa OIyXOJIEBBIX KIETOK PACIIOIOXEHbI B OTHY JTH-
HMIO, B LeHTpe KiaeTku [11, 12]. Hekpo3 He BbISBISETCS.
BcTpeualorcst y4acTKM «CKOMKaHHBIX» alIMHYCOB, YTO UMUTH-
pyeT CcoMMOHBbIM pocT. OmyXoau HMET crheluruduyecKuit
UI'X-tipoduib: MOJOXHUTEIbHAS peaklus ¢ aHTUTEJaMM K
CK7, CA-IX, BBICOKOMOJIEKY/ISIPHBIMU LIMTOKEPATUHAMM, OT-
punarenbHas — ¢ CD10, pauemasoii.

B ITPCK Het neneunu 3p25, myraniuu VHL, runepmeru-
nupoBanusi VHL, tpucomuu 7, 17 [13]. OgHako 1Mo Heu3BeCT-
HOM ellle MPUYMHE B ITUX OMYXOJSIX CHUXKEHa 3KCIIPEeCCHs
VHL-TpaHCKpUIITOB.

B HacTosiee Bpems cuurtalor, utro [TPCK umeer 6aaro-
MPUATHBIN POTHO3, HE OMMCAHO HU OTHOTO CJIydasi MeTacTa-
TUYecKou Gosnesnu. Ecnu nanpHeiive ucciaenoBaHuUsl MOI-
TBEPISAT TOPIMUIHOE TEYEHUE OTOU OMyXOJIH, BO3MOXKHO,
[TPCK Oyznet nomelieH B pas3fiesl OryxoJiei ¢ HU3KUM MOTEH-
LIMAJIOM 3JI0KQ4eCTBEHHOCTH.

IIKP ¢ mpancaokayueit MiT. TloncemeiicTBO TpaHCIOKa-
unoHHBIX akTopoB MiT Bkimouaer TFE3, TFEB, TFEC u
MiTFE. U3meHeHreM I'eHOB, BOBJIEKAIOIIMX 2 U3 9TUX (haKTO-
POB, OTTMCAaHBI ITPY TTOYeyHO-ki1eTouHoM pake. [1KP ¢ Tpanc-
nokaumeir Xpll, BkiIoYeHHbIH B Kiaccubukanuio BO3
(2004), xapakrepusyercsi usmeHenussmu B TFE3. TIKP t(6;11)
BoiiekaeT TeH 7FEB. 1o obumHocT MOPGOIOrHuecKUx 1
MMMYHOTHCTOXUMHUYECKUX XapaKTEPUCTUK 3TU OIMyXOJH, IO
MHEHUIO YYaCTHUKOB BCTPEUH, TODKHbBI ObITH OObEIMHEHBI B
OIHY HO30JIOTMYECKYI0 MOoArpymniy |2].

IIKP, accouyuuposannuiii ¢ mpancioxkayueti t(6,11). Onuca-
HO 30 HaGIIOAEHMIA, TIOATBEPXKIEHHBIX TeHeTHYecKHu [6]. Ory-
XOJIM XapaKTepu3yloTcs: OudaszHoit Mopdosiorueii: BBISBIS-
I0TCSI KPYTTHBIE Y MEJIKUe STUTETMOUIHbIE KIETKH, MOCe/-
HHE KOHIIEHTPUPYIOTCS BOKPYT 203MHOMDUILHOTO MaTepuaa,
IIOXOXETO IO COCTaBY Ha KOMITOHEHTHI 6a3aibHbIX MEMOpaH,
0IHAaKO MOp(doJIormuecKuil Mpoduib 3TUX OIYXOJIeH elle He-
scen. [Tpu UTX-uccnenoBanuu [TKP t(6;11) akcrpeccupyror
HMB-45, Melan-A, PAXS, karencun-K, pokaabHO — nuro-
KEepaTUHBI.
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Hacnedcmeennolii pak, accouuupoeanHsiii ¢ AeloMUOMAMO-
30m nouku. HacnencTBeHHBIN IeHOMUOMATO3 — ayTOCOMHO-
JOMUHAHTHBIA CUHIPOM, OOYCJIOBJIEHHBI TepMUHAIbHOU
myrauueir B reHe FH, pacnonoxeHHOM B XpomMocoMme
1942.3-g43 u conepxaiem 10 5k30HOB. [1epBbIil 5K30H KOIM -
pyeT MUTOXOHIPUATbHBIN CUTHATbHBIM TMENTHI, Y4aCTBYIO-
muit B uukie Kpedca. bosesHb xapakrepusyeTcs npeapacio-
JIOXKEHHOCTBIO K J0OpOKaYeCTBEHHOMY JIEHOMHUOMATO3Y KOXU
¥ MaTKu, a TaKXe Pa3BUTHUEM IBYCTOPOHHMX MANMJUISIPHBIX
TOYEYHO-KJIETOYHBIX KapIUHOM M PaHHUX JEHOMHUOCApPKOM
Matku. PaHee cuuTanock, 4YTo Mpu HACIEICTBEHHOM JICHOMMU-
oMaTto3e pa3BuBaeTcs nanuwuisipHelii [IKP tumna 2, onHako Ha
KOH(MepeHIINM ObLT TOCTUTHYT KOHCEHCYC O BBIICTEHUU ITUX
OITyXOJIe¥ B CAMOCTOSITETbHYIO HO30JI0THIO [6].

Bo3moxubie HOBbIe HO3010rHH rpynmbl [TKP

[To HEKOTOPBIM HO30I0THYECKMM BapHaHTaM KOHCEHCYC
He ObUT TOCTUTHYT M MX BKTIOYEHHE B KJIacCU(DUKALIMIO e
Oynet obcyXaaTbes.

Donaukyasprsiai ITKP orcan B 2004 1. OmyXosb COCTOUT
M3 KJIETOK ¢ amboduIbHOI WM 303MHOMDWIBHON LIUTOIUIA3-
MOit, HOPMHPYIOIIHX MHKDPO- U MaKPOMOJUTHKY/ISIPHBIE CTPYK-
TYPhI, HAaNlOMHHAIONIME MO CTPOCHMIO LIUTOBUIHYIO XeEJe3y.
ITpuMepHO B monoBHHe HOJLTHKY/IOB OOHAPYKUBAETCST KOJITO-
HIonon0dHoe BemecTBO. [lamuisspHble CTPYKTYPBI U CBETIIO-
KJIETOYHBIA KOMMOHEHT He onticaHbl. [1pu UT'X-uccienoBanumu
B 4acTu omnyxoJjei BoisiBisieTcss CK7, CD10, CD56, CD57, Bu-
meHTuH, RCC. Okcnpeccus TTF1 He ormcana [6].

IIKP, accoyuuposannbiii ¢ mymayuei cykyunamoezuopoze-
Hazel B. TIKP ¢ BpoxaeHHoM MyTalieit CyKIIMHAT JeTUAPOre-
Ha3bl B, KOTOpBIIT acCOMUPOBaH ¢ CUHAPOMOM (heoXpoMo-
nuTombl/maparanrioMsl tuna 4 (PGL4). Onucano menee 10
HabmoneHuit. OmyXoyn XOpollo OTTPaHUYEHBI OT OKPYXKaro-
Led TKaHU MOYKU. [1pyu MUKpPOCKONMM BBISIBISIIOTCS] THe31a
303UHO(WIBHBIX TOJUTOHATBHBIX KJIETOK. KiieTku MoryT co-
JEepXaTh BaKyOJIU3UPOBAHHYIO LIMTOIUIA3My WIM D03WHO-
(busibHBIE BKITIOYEHMS, KOTOPBIE COOTBETCTBYIOT CTPYKTypam
MUTOXOHAPUIA MTPU SJIEKTPOHHOU MUKPOCKOITUH [2].

IIKP ¢ mpaucaokauueti ALK. OnvicaHo nBa HaOJOIeHUS
1(2;10)(p23;22), reHeTUUECKME TTOBPEXICHUS COOTBETCTBYIOT
TeHETUYECKUM HapyIIEHUSIM KMHA3bl aHATUIACTUYECKOM JIMM-
dompl [14]. O6a HaGIIOIEHKS 3aPETUCTPUPOBAHBI Y MOJIOIBIX
MaLIMEHTOB C CEPIIOBUIHO-KIeTOUHON anemueil. [1pu Mukpo-
CKOMMU B OITyXOJM BBISBICHBI TMOJUTOHATbHbBIE KIETKU C
OOWJIBHOM 203MHOMWIbHOM LUTOIIA3MOU M BHYTPULIUTO-
IJIa3MaTHYECKUMU TIPOCBETAMU.

PekomeHauum 1o ApYruM rpynnam omyxoJieid nouKu

O6cyxnanuch Bce omyxonu u3 rpymmnel PEC, Bkmodast
KJaccuueckre TpexdasHbeie aHruomuomunomMbsl (AMJI), Mu-
kpockonuueckue AMJI, AMJI ¢ npeobiagaHueM XUPOBOK
TKaHU, UHTPALJIOMEPYJISIPHBIC MOPaKEHUSI, OHKOIIUTOMOTIO-
noOHBIe 1 anuTeanonaHbie AMJI, AMJI ¢ snuTenuaaTbHBIMU
kuctamu. [lo pemieHWI0 KOHGMEPEHLUMU STUTETUONIHbBIE
AMUI noJKHBI OBITh pa3ae/ieHbl Ha SITUTEINOUIHBIE C aTUITH-
€l U 3MUTETMOUAHBIe 0e3 aTUIUU, XOTSI KPUTEPUU OLICHKHU
JI0CTaTOYHO CYOBbEKTUBHHBI [ 15].

B omHOM u3 McclienoBaHMil ObUTM BBIIEJIEHBI HEOIAro-
MPUATHBIE MPOTHOCTUYECKHE (HAKTOPbI: acCoLMalus ¢ TyOe-
PO3HBIM CKJIEPO30M, HaJIM4YUE B OIMYXOJIM HEKpO3a, y4acTKOB
KapUMHOMOIOAOOHOTO pocTa, pa3Mep OIyXoju Oosiee 7 cMm,
3KCTpapeHaIbHOE PacrpoOCTpaHEeHUEe W/WIN BOBJICUEHUE MO-
yeyHoU BeHbI. [Ipu olleHKe BBIKMBAEMOCTH MALlUEHTOB OIy-
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AEKLIMA

Tabanua 1. Bapuantb ouenkm crenenu anchcdepenunposkm MNMKP

Ton ABTOD Kpurepuu (unciio crenereit muddepeHInpoBKN)

1932 J. Hand, A. Brodes Kuerounas muddepenumposka 1-i rpagaunn: G1>75% HOPMaTbHbIX KJIETOYHBIX CTPYKTYP,
G4<25% HOPMAJIbHBIX KJIETOYHBIX CTPYKTYP (3)

1949 1. Griffiths, A. Thackray MopdoIorus KIeTOK, apXUTEKTypa OIyXOJIH, SIAEPHbII TOTMMOP(U3M, MUTOTHYECKHI HH-
nexce (3)

1958 E. Riches MCTOAPXUTEKTOHMKA, AIE€PHAs TUIIEPXPOMAa3Hus, MUTO3HI (3)

1965 W. Mathisen ['MCcTOApXUTEKTOHUKA, siepHast atumus (3)

1965 O. Arner 'MCTOApXUTEKTOHUKA, TUIT KIIETOK (4)

1976 P. Hermanek ['MCcTOApXUTEKTOHUKA, THIT KIETOK (3)

1979 R. Boxer OO6i1ee BrieyaTIeHUe TPU MUKPOCKOTHH (3)

1980 W. Hop, B. van der Werf Messing ~ Crenenb muddepeHImpoBk (3)

1981 D. McNichols TMCTOApPXUTEKTOHUKA, ANEPHAS ATUTIHSI, MUTO3bI, HEKPO3 (3)

1983 C. Selli SInepHble XapaKTePUCTUKHU, GOPMUPOBAHME TYOYISIPHBIX CTPYKTYP (4)

XOJIU, ColepKallue MeHee 2 OMMCaHHBIX TTapaMeTpoB, OBbLITA
OTHECEHBI K TPYIITIe HU3KOTrO pucka IMporpeccuu, 2—3 mnapa-
MeTpa — K TpyIIIle MPpOMeXyTOUYHOro pucka, bonee 4 — K
IpyIine BHICOKOTO pricka. Hanbosee 3HaUMMBbIMU (hakKTOpaMK
OKa3aJIMCh YYaCTKM KapIMHOMOIIOIOOHOTO CTPOEHUSI U IKC-
TpapeHaJbHOe pacnpocTpaHeHue omyxonu [16]. Ha xonde-
peHLMM B BaHKyBepe CHEIMaTUCThl He MPULUIA K eINHOMY
MHEHMIO O TIPUHATUM 3TUX TTapaMeTpoB TIporHosa (64% mpu
MIPUHATOM YPOBHE KOHCceHcyca 65%).

Kucmosnas negppoma u cmewannas snumenuanbHo-cmpo-
ManbHas onyxoas B NENCTBYIOLIEH KIaccuGUKaLUy IPeacTaB-
JIeHbl KaK [IB€ HO30JIOTUYEeCKWEe eIWHUIIbl B OIHOW TpyIIe
(cMelIaHHbIe ME3eHXMUMAJIbHBIE U STUTEIMATIbHBIE OMYXOJIN),
OJIHAKO HaOJII0IEHUSI TTO3BOJIMIIY BBISIBUTH OOLIHOCTD 3THX 3a-
6oneBaHuil. Bo-mepBbIX, 00€ HO30JOTUU PA3BUBAIOTCS IIPEU-
MYIIECTBEHHO Y KEHIIMH, XapaKTepHbl I OIHOM BO3pacT-
Hoii rpymbl. Kpome Toro, onucaHbl ciyyan co4eTaHUs 3THX
onyxojeit. [Ipn UT'X-uccienoBaHuu KJICTKM CTPOMBI Xapak-
Tepusylorcst cxonHoit skcnpeccueit ER, PgR, B HekoTOphIX
paborax orMeueH ux odumii reHoturn [17]. 72% y4acTHUKOB
BCTPEUM CUMTAIOT, YTO HOBOOOPA30BAHUS SIBIAIOTCA OTHUM
3abosieBaHueM. [IpOTUBHUKYM 3TOW TOUKM 3PEHUS HAITOMUHA-
IOT, YTO MHOTHE OITyXOJM MOYKHM UMEIOT CXOIHbIE MOP(OJI0-
IMYECKKE YEPTHl 1 UMMYHOTUCTOXUMUYECKUNA TTPODUIID.

CuHoBUaNbHAS CapKOMA NOYKU TIEPEHECEHA B KAaTETOPUIO
ME3eHXUMAaJIbHBIX OITyX0Jiei (13 TPYIIIbI CMEIIaHHBIX ME3EH-
XUMAJIbHbBIX W SIUTEIUATBHBIX OTYXOJeH): SMUTETUAIbHbIA
KOMIIOHEHT IIpeICTaBIIsieT COO0M MpeiCyLIecTBYOLINE COOU-
paresbHbIe TpyoouKu [16].

I'pananus u xpyrue nporsocruyeckue daxropst IIKP

B passutuu npexacraBieHuil o rpagaunu [TKP moxno
BBIIEJIUTD 1B 3TaIa: «CTPYKTYPHBIN» U «siiepHblii». [lepBbie
MONBITKK pa3pabOTKU ILKaJIbI OLIEHKU cTeneHu auddepeH-
nuposku ITKP orHocsTes enie K Havany XX Beka. B 1932 r.
J. Hand u A. Broders B onpene/ieHuM CTENeHU 3I0Ka4eCTBEH-
HOCTHU PaKa II0YKHM IIPUMEHWIN TTOIX0, ONTMcaHHbIN B 1920 1.
A. Brodes 1 coaBT. B OTHOLIEHUU TJIOCKOKJIETOYHOIO paka:
OITyXOJIM NIPUCBaMBaIach BbICOKas cTerneHb 11uddepeHInpoB-
KM B TOM cJiydae, eciu 6onee 75% ee oObemMa MpeacTaBIeHO
CTPYKTYpaMu, HAITOMWHAOLIMMHU HOPMAJIbHYIO TKaHb ITOYKH,
Huskag crenenb (G4) muddepeHIMPOBKH, eC «HOPMallb-
HbIX» CTPYKTYp MeHee 25%. [1poMeXyTOUHBIM 3HAYEHUSIM
CTETEHU 3JI0Ka4eCTBEHHOCTH COOTBETCTBOBAJIO COXPAaHEHUE
cTpykTypHOCTH B 50—75% (G2) 1 25—50% (G3) o6bEMa ory-
xouin. JlaHHast cxema MpocyliecTBoBaia dosee 15 e, onHaKo
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okasayioch, urto B [1KP kpaiiHe penko BCTpeyaroTcs CTPYKTY-
pPbl HOPMAJIBHOM TOYKHM, YTO CHENANo 3Ty KJIacCU(UKalMio
HeNpUMeHUMOiA [18].

Crenyromue aBTopbl nipewtaramu rpagauuio [TKP yxe mo
CTATUCTUYECKUM JaHHBIM — BBDKMBAEMOCTH OOJIbHBIX C OITy-
XOJISIMU PA3HOTO CTPOEHHUS, YYUTBIBAsl TMCTOAPXUTEKTOHUKY,
HaJIMuue HEKpO3a, ANePHBIA MOJMMOP(U3M, MUTOTUUECKUIA
WHIEKC, B HEKOTOPBIX CIIydasiX — HaJluune COOCTBEHHOM Kall-
CYJIBI OINYXOJIA U APYTHE MPU3HAKKU. [JJaHHbII STaIl JUTIICS 10
1980-x romoB (Tada. 1). :

B 1971 r. ¢ paGotel D. Skinner u coaBT. Havajucs «siaep-
Hbli» 91an rpagauvy [TKP (tada. 2). I'paganusa omyxonu 1mo
A71epHOMY MOJMMOPGhU3MY JTyyllle COOTHOCHIACh C KyMYJIsi-
TUBHOI BbDKMBaeMmocThio. Haubonee ycnemrHoii okasanach
cucteMa, npetoxenHas S. Fuhrman u coasr. B 1982 r., oHa
MMeJia XOPOILIYIO MTPOTHOCTUYECKYIO 3HAYMMOCTD TP OLICHKE
KYMYJISSTUBHOI BBIKMBAeMOCTH OOJBbHBIX. B KilaccmyeckoM
BapMaHTe 3Ta cxeMma pa3padaThiBaslach JISl OLIEHKMU CTETIEHM
b depeHIIMPOBKY  CBETJIOKJIETOYHOTO paka M BKIIOYasia
MOpP(HOMETPUUECKUI ITPU3HAKY — pa3Mmep siapa B MK. CriycTd
HekoTopoe Bpemsi kputepuu S. Fuhrman noayuniau mmpokoe
pacrnipocTpaHeHue, GbUTM BKIIOUEHBI B pekoMeHaauun BO3
no ouenke IKP. B cepemune 1990-x — 2000-x ronoB ObLIO
[IPOBEICHO MHOXECTBO MCCIIEI0BaHUI MO OLIEHKE BO3MOXHO-
CTU ucronb3oBaHus kputepueB S. Fuhrman wis onpenene-
HUs cTeneHu nuddepeHINPOBKU HECBETIOKIIETOYHbBIX Bapy-
anToB ITKP [19].

OnHako KpuTepuu, mpemioxeHHsie S. Fuhrman, criop-
HbI: B PYTMHHOM TpaKTUKE MaTOJIOr0aHAaTOM HE MCITOJIb3YeT

Tabamua 2. flaepHbie kAaccucpmkauum MNMKP

Ton ABTOD
1971 D. Skinner
1978 K. Syrjanen
1979 R. Boxer
1981 M. Lieber
1982 S. Fuhrman
1986 N. Myers
1986 G. Klopper
1986 N. Thoenes
1987 B. Delahunt, J. Necey
1989 S. Storkel
2000 Y. Onodera
2002 C. Lohse
2010 G. Paner
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MeToabl MOPhOMETPUH [UTSI ONIPEe/IeHUsT pa3Mepa siipa, 9TOT
TapamMeTp MOXeT 3HAaYUTE]bHO BapbUpOBATh B 3aBUCUMOCTH
OT YCJIOBUM 00pabOTKM TKaHU, TUTIA OITYyXOJIU, apTeUIIalb-
HBIX U3MeHeHui. Kputepuii simepHoro rnomumopdusma cyonb-
exktuBeH. KpoMe Toro, B Ki1accuduKaluu HET yKazaHUU O
crioco6e orpeeeHus KOHEUHOM cTerneHu audhepeHInpOB-
KM: TIO TpeobiaaonieMy KOMIIOHEHTY, Hauboliee 3j0Kayve-
CTBEHHOMY WJIM CPEIHEMY PE3y/IbTaTy.

B 2002 r. B xiiunuke Mayo (CILIA) B pe3ynbraTe Mac-
mTabHoro uccienoBanusi 6osnee 2000 ciyyaeB TTKP 6buta
TpeyioXeHa OPUTMHAIbHAS «SIepHast» rpajalivsl 3THX OITy-
xoneit [20], moay4yuBlLIast MIMPOKOE PacIpOCTpaHEHUE W BO-
1ieamiasi B HEKOTOPble MPOTHOCTUYECKUE LIKAJbl (AJITOPUTM
ONpeneNeHnss BpeMeHU Oe3pellMIMBHOM BBDKMBAEMOCTH
Mayo Clinic, SSIGN) (taba. 3). JanHasa kiaccuduKanms
YETKO ormpejeseT nopsiaok rpagauuu [1KP: mo Hauxynmemy
KOMITOHEHTY, 3aHUMAIOLLEeMy He MEHEe OTHOTO T0JIsI 3peHUSI.

HecmoTpst Ha 0O1IIHOCTD MTapaMeTPOB OLIEHKH, TTPH COTIO-
CTaBJICHUM PEe3YJIbTATOB IPUMEHEHHS 3TUX KJIacCU(bUKALIUIA B
ONHOW TpyIIe OIyXoJel ObUTH BBISBICHBI 3HAUYUTEIbHbBIE
pacxoxaeHusi (10 46%) NpeuMyIIeCTBEHHO C MOHWXEHHEM
crenieHu U depeHIMPOBKH [21].

Otka3 oT MOphOMETPUYECKHX ITOKa3aTe el 3HAYUTETBHO
ynpoctuna rpagauuto [1KP, onHako cucrema Mayo Clinic co-
XpaHWJIa Psiji CYILECTBEHHbIX HEIOCTAaTKOB. B yacTHOCTH, OHa
He MCKJIIouaeT apTeduliaibHble U3MEeHEeHUsI TKAHU, SIBJISIeT-
CS TOCTAaTOYHO CYOBEKTUBHOM, a BBISIBJICHWE SIIPBILIEK MPU
6osbioM (yB. 400) 1 Masiom (yB. 100) yBeTMUeHUM MOXKET 3a-
BMCETh OT HaBbIKa crienanucTa. Kpome Toro, npu cornocras-
JICHUW TPaiallii C MOKAa3aTeJSIMA BBIKMBAGMOCTU OOJBHBIX
aBTOPBI HE BCEIJa HaXOMST pasHUIly Mexay Bbicoko (G1)- u
ymepeHHonuddepeHumpoBanHbiMu (G2) omyxonsamu [21].
ITocne 2002 r. B tUTEpaType B pa3HOE BpeMs MOSIBIISUIMCH ITPO-
THUBOPEYMBBIC TaHHBIE O OOJIBIICH TTPOTHOCTUYECKOM 3HAYM-
moctu kputepueB S. Fuhrman i Mayo Clinic [22].

OHOBPEMEHHO C 3TUM BEJUCh aKTUBHbIEC TIOUCKH KPUTE-
pHUEB Tpajalluy pa3HbIX rucrojoruyeckux BapuaHtos [TKP.
[MosiBisTIOTCST pabOTBI 1O OLIEHKE TPaiiaa MamuUIIPHOTO paKa:
TIOTBITKY BaJiMgaluu KputepueB S. Fuhrman, ouenka sinep-
HOTO I'p3iia, MOMCKN COOCTBEHHBIX KDUTEPHEB.

B yactHOCTH, B 2006 T. OBUTH OMYBIMKOBAHBI PE3YIBTATHI
MCCIIEIOBAHMS, COTJIACHO KOTOPBIM UTS MaMWUISPHOTO paka
0oJjiee ameKBaTHOW SIBJISIETCS OLIEHKA SAPHIIIKOBOTO TMOIH-
Mopdu3Ma, a He Kputepuu S. Fuhrman. [To3xe aHanoruyHbIH
MOAX0a ObUI PEKOMEHIOBAaH M IUISA CBETJIOKIETOYHOTO paka
[22]. Tox SAAPBIIIKOBBIM MOJIUMOPGU3MOM ITOHUMAIOT U3Me-
HEHHs pa3Mepa MPOI0JIbHOM OCH, TepuMeTpa, hOPMBI SIPbI-

1LIEK, a He ux popmanbHoe Hanure. OqHaKo MophoMeTprde-
CKHME KPUTEPUU CHOBA HE MPUXKWINCh B PyTUHHOM ITPaKTUKE.
CoracHO COBPEMEHHBIM IPEICTaBICHUSIM, HanboIee 3Ha -
MBIM ISl TanWUISIPHOTO paka SBJSIETCS MCIIONIb30BaHUE
«IZIEPHOTO» Ipaiina, XoTs B Kiaccudukanuu BO3 mponucaHb
kputepuu S. Fuhrman.

Ha npotsikenuu Bcero neprona padboThl Hal KPUTEPHSI-
MU olieHku cteneHu nuddepenumposku [1KP aBTopsr o6pa-
IaJli BHUMaHUe Ha 000c00JeHHOCTh XpoMO(hOOHOTO paka:
OITyXOJIK 3TOM IPYIIIbI TPAAULMOHHO XapaKTepu3yloTcs 6a-
TOINPUSITHBIM ITPOTHO30M ITPY HEOOJIBIIIOM KOJTUYECTBE BBICO-
KonuddepeHITMPOBAHHBIX KapILIMHOM B BIOOPKE, UTO CBsI3a-
HO C UX BBICOKMM SIIepHBIM Toiaumopduzmom. B 2007 r.
B. Delahunt u coaBTt. ony6aukoBanu cratbio «CxeMa rpaga-
uuu S. Fuhrman He npuMeHnMa K XpoMOGOOGHOMY MOYEIHO-
KJIETOYHOMY paKy». [Tociie 3Toro B MccaenoBaHUsIX Yamie cTa-
JIM MICTIOJIb30BATH «SIIEPHYIO» IPAalivio, a TAKXKe HOBbIE KPH-
Tepuu [23].

B 2010 r. G. Paner u coaBT. MpeACTaBUIM HOBYIO CHCTEMY
OLIEHKH cTeneHU muddepeHITMpoBKU XpoMO(pOOHOTO paka, B
KOTOPO# MOCTapaIuCh HUBEIUPOBATh BBIPAXKEHHBIN SIIEPHBII
MOTUMOPDHU3M:

G1 — kIeTku ¢ MOHOMOPGhHBIMH SIPaMU U PaBHOMEP-
HBIM pacrnpeleeHHeM XpOMaTUHAa HE3aBUCUMO OT CTENEeHH
€ro KOHIEHCAallUH;

G2 — sznepHblit monuMopdu3M, BbIpaXeHHasl KOHIeHca-
LMS1 XpOMaTHHA, HEPAaBHOMEPHOE €ro pacrpeiesieHue, Kia-
cTepu3alus siep;

G3 — BbIpaxeHHasl siiepHasi aTUIIUS, HAIMYKUE T0JIbYa-
TBIX TMTAHTCKUX KJIETOK WM YYaCTKOB BEPETEHOKJIETOUHOIO
CTPOEHWUSI.

Omnpenensior creneHb aubGepeHIIMPOBKY 110 HAMXY/IIIe-
My P31y HE3aBUCUMO OT 3aHMMaeMOro oobema.

JleiCTBUTEIbHO, TIPU  MCIIOJBb30BAHUM  TIPEITIOKEHHBIX
KPUTEPUEB pacrpenesieHue oryxoiei no crerneHu mupdepeH-
LIMPOBKU B IpyIIIie XpOMOGMOOHBIX KAPIIMHOM CMELIAJIOCh B CTO-
poHy BblcoKonupdepeHIMpoBaHHbIX. [Ipu mocienyomein
OLIEHKE CTeneHH IuddepeHIMPOoBKH XpoMOoGhOOHOTO paka pas-
HBIMM aBTOPaMH (B TOM YMCJIE U HAllle# TPYINoit) ObUIO OTMe-
4YEHO, YTO TIPOTHOCTHYECKass 3HAYMMOCTb  KpUTEpUEB
G. Paner Bbiie, yem kputepues S. Fuhrman, ogHako ux nmpu-
MEHEHHeE He 100aBIIsieT HUYero HOBOTO K CTaAMPOBAHUIO OITyXO-
7w o TNM wm yueTy capkoMaTounHou tuddbepeHIMPOBKY.

B mexxnyHapomHbix mpoTokonax uccienoBanus [1KP Het
YEeTKUX PEKOMEHIALMUi M0 onpeaeseHuto creneHu nudde-
peHuMpoBKU. Tak, B ipotokoje CAP (AMeprKaHCKOM acco-
uMauMu natosoros) ot 2012 r. TOBOPUTCSI, YTO KPUTEPUM

Ta6anua 3. CpasHenune kputepues S. Fuhrman un «siaepHoii» rpasaunm Mayo Clinic

I'pymma [Tpusnak S. Fuhrman Mayo Clinic
Gl ®opma siapa Kpyrisle oniHakoBbIe Merkue Kpyribie
SIApBIIIKO Her OrnpenessitoTcs: TOJIBKO 1pu yB. 400
G2 ®opma siapa Crna6blit momumMopdu3m OKpyrJible, HU3KHUI ITOTUMOPDOU3M
S npbIko Onpenensitorcst ipu yB. 400 YMepeHHO yBeTudeHHbIE, OIpenesioTes npu yB. 200
G3 ®opmMa siapa Bricokuit monumopdusm OKpyrJibie, MOJIUMOpdHbIE
Anpeiiko Omnpenensitorest ipu yB. 100 BripaxxeHHbIe, onpeaensiorces npu yB. 100
G4 Dopwma simpa [TpuvyanrBbIe MHOTOJIOTIACTHBIE, BepeTe-  YBeJIMYEHHbIE TUIEOMOPGHBIE WU TUTAHTCKUE KIIETKH
HOBHIHbIE KJIETKH
Anpeiiko BoipaxeHHbIe —

OrnpezesieHue rpaiaa
eMoro oobeMa

Ilo HauxXyauieMy HE3aBUCHUMO OT 3aHHUMa-

Ilo HauxynieMy, 3aHUMAIOIIEMY He MEHee OTHOTO IOJIsT 3pe-
HUS Ipu 6oJib1IoM yBennueHuu (0,55 MM ripu yB. 400 st Mu-
kpockoma Olympus BX40)

APXUB MNATOAOlMM, 2, 2014
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AEKLIVA

S. Fuhrman BaauaMpoBaHbl TOJIBKO UTSI CBETIOKJIETOYHOTO
[MTKP, omHako MpoTOKOJIOM HE BO30OpaHsSeTCsl UCIIOJIb30BaHUE
WX [UISI HECBETJIOKJIETOUYHBIX (hOPM, a TakKe BO3ZMOXHO TIPHU-
MEHEHMe IPYIMX KIacCU(DUKAIIMOHHBIX CUCTEM TIPU CCHUIKE
Ha KPUTEPUHU.

B nporokoie KoponeBckoii accolvanny natouoros (AH-
riust) oT 2006 T. peKOMEHIOBAHO UCTOIb30BaHUE KPUTEPUEB
S. Fuhrman st CBETJIOKJIETOUHOTO, MAMWIISIPHOTO U XPOMO-
¢obHoro paxa.

Pexomendayuu ISUP [24]. B 2013 r. B BaHKyBepe yTBepX-
JIeHa HOBasl CXema orpeneieHus creneHu nuddepeHIIMpoBKI
cBeTIokIeTouHOro u nanwuispHoro [TKP (ISUP), yvactuano
cxoxas ¢ rpamanueit Mayo Clinic (2002):

G1 — c1abo 3aMeTHBIE SAPBIIIKY WU TIOJTHOE UX OTCYT-
ctBue rpu yB. 400 (CM. pUCYHOK, a);

G2 — aIphILIKK XOPOIIO 3aMeTHBI 1pu yB. 400, rutoxo —
ripu yB. 100 (cM. pUCYHOK, 0);

G3 — saapbllIKK BeIIBISIIOTCS TP YB. 100 (CM. pHCYHOK,
B);

G4 — onyxosu ¢ paboOMIHOM, BEpETEHOKJIETOUHOM -
(bepeHIMPOBKOM, TUTAHTCKUMU MHOTOSITEPHBIMU KJIETKAMU,
BBIPAKEHHBIM  SIIEPHBIM  TTOJTUMOP(MU3MOM, CKOMKAHHBIM
XPOMATUHOM (CM. PUCYHOK, I—e).

XpomodobHbiit [TKP pemieHo He rpamyupoBaTh, MoKa
He Oyner pa3paboTaHa aaeKBaTHasi cUcTeMa OLEHKU [24].
Kpowme Toro, 661710 paccCMOTPEHO BKIIIOUEHHUE HEKPO3a B Ipa-
nauuio ceetsiokyierouHoro I[MKP [22]. TIpu usyyenun 3017
HaOJIIOIEHUI OTMEUYeHa XOpoliasi KOPPEIsILUs CO CTaiuei u
BBIKMBAEMOCTBIO, OJTHAKO PEKOMEH AU TT0 IIUPOKOMY UC-
MOJIb30BAHUIO ATOM cuctembl Toka HeT. LLInpoko obcyxna-
JIach MPOTHOCTUYECKAsI 3HAUMMOCTb THCTOJIOTUUECKUX BapU-
aHtoB [TKP, 98% y4acTHMKOB CUMTAIOT, YTO OCHOBHBIEC Ba-
puaHTbl [1KP umeroT pasHbiit iportos, 73% yBepeHBbI, 4TO
BoelaesieHue manuuisipHoro I[MKP tuna 1 u 2 Heobxoaumo u
OIIPaBIaHO C TOYKHU 3PEHMS MPOTHO3a. YCTAaHOBJIEHO, YTO
MPOTHO3 MATMJUIIPHOTO paka cO CBETJIIMU KJIETKAMU JIy4-
1II€, YeM CBETJIOKJIETOUYHOIO ¥ «4UCTOr0» ManuuisipHoro. I1o
MPOrHOCTUYECKOW 3HAYMMOCTU TEHOTUIA OIyXoJlel u3
rpynnbl [TKP ¢ myrauueit MIT koHceHcyca HE TOCTUTHYTO.
JIpyruM U3BeCTHBIM (PaKTOpOM HeOIAronpusiTHOTO MPOTHO-
3a [1KP sBnseTcs capkomaTouaHas (BepeTeHOKJIETOYHAs)
nuddepeHMpoBKa. Pak, TeCHO accollMMpoBaHHBIN ¢ Oosee
MJIEOMOP(MHBIMYU BEPETEHOBUIHBIMU WJIM TUTAHTCKUMMU 3J10-
KaueCTBEHHBIMU KJIETKaMM, HAlOMUHAIONIMMHU CapKoOMYy,
ompezessieTcsl Kak KapliMHOMa ¢ capKomMaTouaHou nudde-
peHUMpOBKOii [24]. HecMoTpst Ha OTCYTCTBHE CAPKOMATOMI -
Horo BapuanTa [1KP B knaccudukaumnu, B orBeTe HeOOX0M-
MO OTpaxaTh HaJM4YMe 3TOTO MPU3HAKA, TaK Kak BEPETeHO-
KJIeTouHas auddepeHIIMpoBKa YXyIIIaeT MPOrHO3 He3aBU-
CHMO OT KOJMYECTBA €€ B OMyX0JUu. AKTUBHO 0OCYXIaTUCh
MMArHOCTUYECKUE TIPU3HAKU BEPETCHOKIETOUHOU nudde-
PEHUMPOBKMU: 1) BBITIHYTbIC SMUTEIMATbHBIE KJIETKHU; 2) Be-
pPETeHOBUIHbBIE KJIETKM; 3) aTUIIUYECKHUE BEePEeTEHOBUIHBIE
KJIETKM, HAaITOMUHAIOIIUE CapKoMy; 4) aTUTTUYeCKUe CapKo-
MaTOUJIHbIE KJIETKU Jaxe 0e3 BepeTeHOBUIHBIX MPU3HAKOB.
KoHceHcyca He JDOCTUrHYTO, HauboJsblllee YUCIO TOJOCOB
MOJIYYMJIU TTYHKTHI 3 U 4. OTMEUeHO, UTO B 3aKJIIOUEHUU He-
00X0IMMO YKa3bIBaTh TUCTOJIOTMYECKUI BAPUAHT OITYXOJIH, a
MpU TIpeodJagaHuM BepeTeHOKIETOYHOM nuddepeHIUpoB-
KM B IUMArHo3e cjeayeT yKasblBaTh «HenubdepeHInpoBaH-
HbI/ MOYEUHO-KJIETOYHBIN paK». AHATOTMYHbIE peKOMEeH1a-
LIMY JaHbl U 110 pabgounHoit nuddepeHmposke. Pabmoun-
Has nuddepeHIIMpoBKa Yallle BCero BBISBISIETCSI B CBETIIO-
kiaetouHoMm [1KP u accouumpoBaHa ¢ MeCTHO-pacmpocTpa-
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HEHHBIMU OIYyXOJIIMM HU3KOU cTerneHu nuddepeHIIMPOBKA
(ommucano 75 Habmonenuit ITKP ¢ pabnouanoit nuddepen-
LUpoBKO#). [Ipy M3ydeHUU yJIbTPACTPYKTYPbl paOAOUIHBIX
KJIETOK MCCJIeI0BATEIN YCTAHOBUIU, YTO OHU HE SIBJISIOTCS
MCTUHHO MBIIIEYHBIMHM, COOTBETCTBEHHO padbmouaHast nud-
(epeHHMpPOBKA HE MOXET pacLleHMBATbCS KaK MeTaruia3us.
B otnuyue oT pabmouaHON OMyX0JM, BCTPEUYAIOLIECs y J1e-
Teit, ygactku padmoumHoit muddepenuuposku B [IKP y
B3POCJIBIX XapaKTepU3YIOTCs MOTepeit OnaiiebHO MHAKTHU -
Bauuu reHa ASNF5/INII. Kpome TOro, 3TH KJE€TKU IKCIpeC-
cupytot 6enok INI1, uro mo3BossieT auddepeHUupoBaTh UX
ot MenysipHoro [TKP. PabnouaHble KIeTKM UMEIOT CXOI-
uelii reotun ¢ kierkamu [TKP (CK+, vim+, EMA+). Ha
OCHOBAaHMY OMYOJIMKOBAHHBIX JTaHHBIX 3TH KJIETKM pacLeHU-
BAlOT HE KaK BO3HMKIIINE de novo, a Kak pe3yabTaT 3BOJTIOLUNA
SMUTEIUATBHBIX OITYXOJIEBBIX KJIETOK, U3HAYAIBHO UMEIOILINX
OIIMHAKOBbIE TeHeTUYECKUE HapyIieHus (OIWH KJIOH) [25].

HekpoTtuueckue u3MeHeHus BuisiBiisiiorest B 27—31% Ha-
omonenuit [IKP [22]. Cpean Bo3MOXHBIX MPUYMH HEKPO3a
OITyXOJIM PAaCcCMaTPUBAIOTCSI UMMYHHasl peaklus, OTBET Ha
OCTPYIO TUITOKCHIO M3-3a BOCIIAJIEHHS COCYI0B, Hauboee Be-
POSITHOM TIPUYMHOW CUUTAETCSI PEMOIEIUPOBAHUE COCYIOB
[24]. Bo3moxHo, B BapuaHTax [1KP npuunHbl Hekpo3a pas-
JINYAIOTCsI, YTO OOYCIOBJIMBAET PA3HYIO YACTOTY 3TOTO IPU-
3Haka. [IporHocTuyeckoe 3Ha4eHWe HeKpo3a BIIepBbie ObUIO
paccmorpeHo B 1974 r. OmyGIMKOBaHO MHOXECTBO paboT,
pe3yJIbTaThl KOTOPBIX YacTO MpoTuBOpevaT apyr apyry. Co-
[JJaCHO KOHCEHCYCY, 72% y4aCTHUKOB OITUCBHIBAIOT MMEI0-
LIUICS HEKPO3 Kak rporHocTudeckuit mpusHak mist cIIKP,
54% — nns nl1KP, 63% — g xITKP, 54% — s TTKP ben-
nunu, 50% uccrenoBaTesiel OLIEHUBAIOT He TOJbKO HaJIWYUE,
HO U TUTOLIaIb HeKpo3a. B pe3dyabrate oOcykneHus: ObUIO pe-
IIEHO, YTO CYIIIECTBOBAaHME HEKPO3a B OIMYXOJU HEOOXOAMMO
yKa3eIBaTh B pyTHMHHOM mnpakTuke st c[IKP, mpuyem kaxk
MIPU MaKpOCKOMUYECKOM, TaK U MUKPOCKOITMYECKOM OMuca-
Huu. s cITKP Heo6XoauMo Takke yKa3blBaTh MPOLIEHT He-
Kpo3a 0T 00beMa OIyX0JI1 MPU MUKPOCKOIMMYECKOM UCCIIEA0-
BaHUU TIperapaTa.

TIporHocTHYeCKOe 3HaYeHUEe MUKPOBACKYJISIPHOW MHBA-
3UU B HACTOsIIIee BpeMsl He orpenesneHo. [1pu MyabTuBapu-
AHTHOM aHaJIu3¢ YCTAHOBJIEHO, YTO HAJIMYME MUKPOUHBA3UU
HE BIIMSIET HA BBLKMBAEMOCTh OOJIbHBIX, XOTsI JaHHBIE IIPUBO-
a1 pasHble. Ha koHdepeHuuu B BaHnkyBepe MpUHATO CYu-
TaTh MUKPOBACKYJISIPHOU MHBa3ueil BOBIEYEHUE METKUX CO-
CYIOB ITAPEHXUMBI TTOYKU BOJIM3U OITyXOJIM WK TICEBIOKAICY-
JIbI, HE00sI13aTeJIbHO YKa3bIBaTh B 3aKJIIOYEHUN HAJTMIME 3TOTO
(akTopa, X0oTs OOJIBILIMHCTBO MMATOJIOTOB €r0 OMUCHIBAIOT, Pe-
KOMEHIOBAHO HE BKJIIOYATh MUKPOBACKYJISIPHYIO MHBA3UIO B
kinaccudukammio TNM [24].

Metonuyeckne peKoMeHaanuu no craauposanuio [IKP

Cranust ONyXoJu SIBJISIETCS OHUM M3 HaubOoJjee 3Hauu-
MbIX IporHocTuueckux aktopoB. [TKP cranupyercs mo 7-my
usnanuio TNM (2009). B BankyBepe naHbl 4eTKME METOAUYE-
CKHMe peKOMEHIAINY 110 paboTe ¢ MaKpomnpernapaToM Ipu Ha-
MPaBUTETbHOM JUATHO3€ «ITOYeYHO-KIETOUHBIN PaK»:

1. ITpu BeIMOTHEHUM HebpaapeHAIOKTOMUH Ha Mperapa-
T€ OIPENEISIOT IMOJOXEHWE HAAIOUYeYHUKa, MOUYETOUYHHUKA,
COCYIUCTOU HOXKU MMouku. CremyeT mponajbinupoBaTh OITy-
X0J1b. I10 BOBMOXHOCTH, MAKCUMAJIbHO COXPaHSIOT rnapaHed-
paybHYIO KJIeT4aTKy 1 hacumio ['epoTsl.

2. MOYETOYHUK PacCceKaroT BAOJb OT AUCTATbHOIO Kpas
pe3eKLMH JIO JIOXaHKM (0e3 MOBpeXAeHUs MOocIeaHe), oue-
HUBAIOT COCTOSTHUE CJM3UCTOM 000JI0UKM MOYETOUHMKA.

MNATOAOMN, 2, 2014
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MoyeuHo-kAeTOUHbIM pak no kputepuam ISUP.

a— Gl;6 — G2; B— G3; r—e — G4. Oxpacka reMaTOKCUIIMHOM U 03UHOM.

3. [ToyKy BCKPBIBAIOT OJIHUM IIPOJOJBHBIM Pa3pe3oM IO
JlaTepaJIbHOMY MJIM MeIUaIbHOMY Kpalo yepes JIOXaHKY:

a) BCKPBITHE 110 MEIUAJIbHOMY Kpaio (4epe3 JIOXaHKY .U
COOMpATEIbHYIO CUCTEMY) MTO3BOJISIET XOPOIIO OCMOTPETh CO-
OTHOLIEHHE OIyXOJM U 4YalleYHO-JTOXaHOUHOU CHCTEMBbI
(YJIC), npu HEOOXOAMMOCTU AEJIal0T IOINOJHUTEIbHBIEC I1a-
paJjieJIbHbIE pa3pe3bl Yepe3 IMOYeuHyl BeHy (YTOOBI OCMO-
TPETh MOCIEIHION0).

APXWMB MNATOAOIMM, 2, 2014

4. I1pu TOIO3pEeHUN Ha OIYXOJIEBYIO WHBA3MIO (haciuu
['epoThl MocIenHI0I0 HEOOXOIMMO OKPACUTh Ha MaKpoIIpera-
pate (30HaJIbHO).

5. I1pu BBITTOJHEHUU PE3EKLIMU TTOYKHU, €CJIU 3TO HE0OX0-
IUMO (MaJioe PacCTOSTHUE J10 OIYXOJI1 ), XUPYPrUYECKUN Kpait
TaKXXe OKpPaIIuBaloT.

6. Pazmep oIyxoJiu OIpeaessioT 10 HaubOIbIIUM ITOKa-
3aTeJIsIM, YYUTBIBASI KOMITOHEHT, BbIOYXalO1LMiA MO/ KaICyJa0i
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AEKLIMA

WY pacliojiaralolniicss B mapaHedpaibHOl KieTyatke. [Ipu
TpoM0O03€e MOoYeyHO# (T10JI0) BEHBI OITyXOJIEBbI TPOMO He
YUUTHIBAIOT B pa3Mepe OCHOBHOTO Y3/1a, OMMCHIBAIOT OTIEb-
HO:

a) MpU MYJITUIIEHTPUYHOM paKe MOYKH AeTaTbHO YKa3bl-
BalOT BCE KPYITHBIE Y3JIbl, IPU MUKPOCKOITUU MCCIEAYIOT HE
MeHee 5.

7. I1pu BbIOOpE OJIOKOB IS MUKPOCKOIIMM HEOOXOIUMO
OTPa3UThb HE TOJBKO CHelU(pUUYECKUE XapaKTePUCTUKU OITy-
XOJIM (HaJIM4yMe HeKpo3a, BEPETEHOKIETOUHON nuddepeHIIn-
POBKH), HO ¥ COOTHOLLEHUE OIYXOJIU C KarCyJIOl U CUHYCOM
ITOYKH, HAATMIOYEYHUKOM, JIOXaHKOIA.

8. Jly1s anexBaTHOM OLIEHKM HEOOXOIMMO UCCIIeI0BaTh HE
MeHee 3 6J10KOB U3 pacyeta | 610K Ha | cM? OTTyXOJTH.

9. IIpu oueHKe MOpaxkeHUs! UICUIATePaIbHOIO HaIIo-
YeyHHKa Ha Makpormpernapare KpaifHe BaKHO ONMpPEeNeIUTh Ka-
Teroputo: T4, ecy omyXxoJib B Hero Bpactaet; M1, eciu MeTa-
CTa3upyer.

10. [l oLeHKM BOBJIEYEHUSI MapaHedpalbHON KIIeTJaT-
KU BBITIOJHSIIOT HECKOJIBKO CPE30B Uepe3 OMyX0oJIb U XXUPOBYIO
TKaHb MEePIEHANKYISIPHO KaricyJie (IIpyu IBHIX MAKPOCKOTIH -
YeCcKUX MpU3HaKaX MHBAa3UU 0CTaTOYHO 1—2 6;10K0B). [1pn
9TOM CJielyeT TIOMHUTD, UTO HAJTW4YME YETKO OTIpaHUIEHHOMN
OITYXOJIH B MapaHedpaybHOM KIeTYaTKe He SIBJIICTCS MPU3Ha-
KOM WHBA3UBHOTO POCTa, B TO BpeMsl Kak pa3MbITasi, heCTOH-
yaTas TpaHuIla WIM HATMYUE OTCEBOB OITyXOJIM B KJIETYaTKE —
BEPOSITHOCTHBIN MPU3HAK.

11. uBa3us cuHyca MOoYKu — BaXKHBIN (haKTOp MeTacTa-
3UPOBAHUS OMYXOJIM, UMEIOLINI OO0Jblliee TTPOTHOCTUIECKOE
3HaueHMe, YeM UHBa3us napaHedpaabHOl KieTyaTk. Kpome
TOTO, HAJIMYME B CHHYCE OKPYIJIBIX TMCCEMUHATOB OITyXOJIU
SIBJISIETCSI BEPOSITHBIM TTPU3HAKOM MHBA3WM BETBEH MTOYEUHOM
BeHBI. [Ipy OTCYTCTBMM MaKpOCKOIIMYECKUX MPU3HAKOB MH-
Ba3WU CUHYyCa IIOYKM IOCTATOYHO | OJ10Ka /IS MCCIeIOBAHMUS
TIpY ITOO3PEHUM MHBA3UM CMHYCa HEOOXOIMMO UCCIIeI0BaTh
He MeHee 3 GJIOKOB.

12. Makpockonuueckasi UHBa3usl TOY€YHOM BEHBI CTaIM-
pyetcs kak pT3a. MHBa3nio HEOOXOAMMO TIONTBEPAUTH MU~
Kpockonuuecku. [1pu uccaenoBaHum Kpast pe3eKLMU movyey-
HOM BEHBI HEOOXOAMMO TIOMHUTH O COKPAIEHUH €€ CTEeHKHU
nocye pukcannu. [T03UTUBHBIM KpaeM pe3eKIIMU BEHbI CUM-
TaeTcsT TOJBKO MHUKDPOCKOITMYECKHW IONTBEPXKICHHAS WHBA-
3u4.

13. JIOMOJHUTENBbHO HMCCENYIOT OIYyXOJIEBBIM TPOMO B
MecTe ero MpUKperieHus: (Hoxka Tpomba). I1pm TpoMbGo3e
HUXXHEN MOJIOM BEHBI UCCIIENYIOT He MeHee 2 OJIOKOB LIS IO~
TBEPXKICHUST HAIMIUS CTEHKHU COCYIa U HOXKH TpOoMOa.

14. UccnenytoT nuMdarnyeckue y3abl BOPOT MOYKHU, €CITU
OHM omnpenensitorcs. Kak mokasaau nmpoBeieHHbBIE MCCIEI0Ba-
HUSL, TUM@aTIYECKHe Y3ITbl B BOPOTAX MOYKU BBISIBJISIIOTCS] HE
6osee yeM B 10% ciayuyaes ITKP, ripu aToM B 80% BBISABIEHHBIX
MaKpOCKOITMYECKH y371aX 0OHapyXUBAIOTCs MeTacTasbl. [1pu
MUKDPOCKOIMYECKOM MCCIIENOBAaHUU JTUMGbATUIECKUE Y3IIbI
BBISIBJISIIOTCST B 25% HAOMIONEHWIA, JTaHHBIX O YaCTOTE UX I10-
paxeHus HeT. CorlacHO peKOMEHIALUSIM, TIIATEIbHBIN TT0-

HCK TMMdaTHIecKuX y310B BopoT mouku npu [TKP He ompas-
JaH.

15. O6s13aTeTPHO OLIEHUBAETCSI COCTOSTHUE OKPYXAIOLIEeH
TKaHU MTOYKH.

Bce mpuBeneHHBIE PeKOMEHIAIMU HEOOXOAMMO BBITIOJN-
HSTB [UTS aleKBaTHOM OLIEHKY CTaIMU U IPYTUX MPOTrHOCTUYE-
CKMX (haKTOpOB, OOYCIOBIMBAIOIIMUX BHIOOD ONTUMATbHON
JeyeOHOM TakTHKH [26].

VIMMYHOTMCTOXMMHYECKOE M TeHETHYECKOe HCCIeJOBaHHe

IIKP

WUT'X-MeTon i IMarHOCTUKHU OITyXOJIe IMOUYKM MpuMe-
HsieTcs penko (87% orpoleHHbIX), 6osee 80% oryxodeit nu-
ArHOCTUPYETCSI IIPU CBETOBOM MUKPOCKOTINU [27], TIpU Ucciie-
JIOBaHUU KOp-6uorrcuii uib 14% Bpaueit ncnons3ytor UI'X-
Meton. EnmHoro MHeHus o nuddepeHInaIbHO-1MarHOCTH -
yeckoit 1ieHHoctu MI'X-MapkepoB cpeau 3KCHEPTOB HET, B
TIPUBEICHHBIX HUKE TabIUIax OTPakKeHbl OCHOBHBIE aHTUTE-
J1a, UCTIOJIb3yeMble OOIBIIMHCTBOM aBTOPOB.

NTI'X-uccrnenoBanre HEOOXOMUMO [UISI YTOUHEHMS JIOKa-
JIU3allMU OTTYXOJIM TIPU MeTacTa3e 6e3 BISIBIEHHOTO MepBUY-
Horo oyara (TadJ. 4).

Tabanua 5. Mapkepbl AudepeHUNaAbHON AMArHOCTUKM
CBETAOKAETOYHOrO 1 XpoMoo6HOro paka

Mapkep CBETJIOKIIETOYHBII XpomodoOHbII
CK7 - +
RCC
CD10
Vimentin

CD117
Parvalbumin

+ o+ o+
[

E-cadherin -
EMA

MUCI
CK20 —
P504 - -

+ o+
+ 4+ + + +

Tabanua 6. Mapkepbl AnddepeHUMarbHOW AMATHOCTUKK
XpomohoOHOTo paka U OHKOLIMTOMDI

Mapkep Xpomodobusrit [TKP OHKoLIMTOMA
CK7 + muddysHo —/boKanbHO/+
MOC31 + =
EpCam + —
Caveolin-1 + -
EABA — +
CD82 + =
S100A1 - +
Parvalbumin + +
Ksp-cadherin + +
CDI117 + muddysHo + dokanbHO

Tabanua 4. Mapkepbl Npu NOAO3PEHNM ONYXOAM NOYKM KaK MCTOYHMKA MeTacTa3a 0e3 nepBUYHOro ouara

Mopdonorus

Bapuanr Mapkep

Cocouku
Caemnble kietku B LIHC npu nonrBepkaeHHOM cuHapome VHL

HawubGosee 9acto rcmonb3yeMbie MapKephl ITPY MOI03PEHUH Ha
meTtacta3 [TKP

[ManusipHbIi
Caemtoknerounsiii [TKP

RCC, PAX2
CK AE1/3, RCC, CDI10, inhibin-a
PAX2, PAX8, RCC, panCK, vim, CK7
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TabAnua 7. UMMyHO(EHOTUN NOYEUHO-KAETOUHBIX OMyXOAeH

Bapuasr omyxosnu

ITonoxXuTeNbHBIA MapKep

OTpuLaTeIbHbIA MapKep

Caetnokierounsiii [IKP
CAIX,
Mamwinsipasiin [TKP

XpomodobHsrit [TKP

Vim, keratin, EMA, CD10, RCC, Pax2,8,
Keratin, CK7, p504, RCC

E-cadherin, Ksp-cadherin, CD117,

CK?7, Ksp-cadherin, parvalbumin

CD117, Ksp-cadherin,
parvalbumin, WT1

Vim, CAIX, p504

EMA, CK, CK7

[ManuuIsipHBIiA paK coO CBETIBIMU KJI€TKAaMU
Pak ¢ TpaHcnokanuei
OHkouuToMa

S100A
MeraHnedpanbHas aieHOMa
TTIKP c BepereHOKIIeTOUHOM T DHEPSHIIMPOBKOIL
AHrMOMUOIUIIOMA
YpoTenuanbHbIi pak

CK7, Pax2, Pax8
TFE3, TFEB, CD10, RCC
Ksp-cadherin, parvalbumin, CD117,

S100, WT1, CD57
CK7, Pax2, Pax8, CD10, vim, p504
HMB-45, melan-a, SMA

CK, CK7, CK20, p63, TpoMbOMOIyTHH,
YPOTLUTaKUH

P504, RCC
CK (um cnabast sKkcrpeccusi)

CK7, Moc31, EpCam, EABA,
CDS82, p504, RCC

P504, RCC

CK, CDI10, RCC, Pax2, Pax8
RCC, CD10, Pax2, Pax8

IIpumeuanue. EABA — sHIOreHHasi aKTUBHOCTb aBUIMH-OMOTHHOBOTO KOMILIEKCA.

s muddepeHIMaTbHOIO IMarHo3a CBETJIOKJIETOYHOIO
u xpoModooHoro [TKP ucnons3yior crenyomryio naHe b aH-
tuten (Tada. 5).

Oco0ble TpyAHOCTH BbI3bIBaeT nuddepeHIIMaTbHas 11a-
THOCTHKA 303MHOMUIBHOTO BapuaHTa xpomodoodHoro [TKP u
OHKOLIMTOMBI. ClielyeT OTMETUTh, YTO Pa3Iuuusi B UMMYHO-
dbeHoTuIre 3TUX HOBOOOPA30BaHUI HE3HAUUTEJIbHBI (TA0I. 6).

st iuddepeH1ImanbHON AMAarHOCTUKU STTUTETMATbHBIX,
HESMUTETUAIBHBIX Y CMEIICHHBIX OMyXOJieil MOYKM TakxkKe
ObLTa MpeUToKeHa MaHeb aHTUTe (Tadr. 7).

CrnenyeT Takke OTMETUTb, YTO HEKJIacCU(DULIMPYEMBIii
IIKP — 370 auarHo3 uckitodeHusi, 72% OTNpPOIIEHHBIX MO/~
TBEPXAAIOT 3TOT [OUMarHo3 1o  pedyabrataMm  UI'X-
KCCIENOBAHUSI, NPU 3TOM MCIIOJB3YeTCsl IIMPOKasi MaHeb
KepaTtuHoB, Pax2, Pax8.

st onpenenenus: nporHosa [1KP naubonee yacro uc-
none3yior CAIX wu Ki-67, OTHOCUTEIbHO HOBBIE —
polybromo-1 (PBRM1), VHL. PesynbraTom 3Kcnpeccuu
PBRMI1 sBasiercst 6e10k BAF180, cHXKeHHe ypOBHSI KOTOPO-
IO M0 HEKOTOPBIM JaHHBIM ACCOLIMUPOBAHO C arpeCCHBHBIM
TeyeHueM 3abosieBaHus [27], onHako 85% 3KCNEepTOB OTMETH-
JIM, YTO KIMHULIMCTBI He oOpallaiTcs K HUM C Mpockboi
oIpenesieHUs: MapKepoB MPOTHO3a. [eHeTHyecKkue Mcciaeno-
BaHUS HE BXOISIT B PYTUHHYIO IIPAKTUKY U IIPUMEHSIOTCS Peli-
KO.

Mapkepsl addekTuBHOCTH Jedenus wist [TKP Takxke He
HCIIOJIb3YIOTCSI B PYTMHHOW paboTe M TpeOyIoT BaJluIalluu.
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B xagecTBe mpenapaToB MepBOil TMHUHU Tepanuu OOJIbIIUH-
CTBO MAIIMEHTOB C METACTATUYECKUM MOPAKEHUEM TOTYYalOT
AHTarOHMUCTBI SHIOTEIMATBHOIO COCYIUCTOTO GakTopa pocTta
(VEGF). HecMoTps Ha IIMPOKMI CMEKTP MOTEHIIMATbHBIX
0eJIKOB, Mpernapartel BTOPOU JIMHUY He ornpeneneHbl. [1pu He-
a3 dbekTUBHOCTH TIpenapaToB MepBOM JIMHUN Ha3HAYAIOT 3Be-
poaumyc (yBendeHue 0ecrporpecCuBHOM BIKMBAEMOCTH 1O
CPaBHEHHUIO C TUTaLe60 J0Ka3aHO B PAHIOMMU3UPOBAHHOM HC-
cnenoBanuu 11 dassr). B uccnenoBanum AXIS 111 ¢assl mo-
Ka3aHO, YTO aKCUTUHMO (CeJEKTUBHBI UHIMOUTOpP BTOPOTO
nokosieHus peuentopos VEGF tumna 1, 2, 3) 6onee abdexTu-
BEH, yeM copacdeHuO (IpermapaT mepBoOro MoKOJIEHNUsI UHIMOU-
topoB VEGFR u RAF) [27].

IIpu UI'X-uccnenoBanuu sxcnpeccun CAIX B omyxonu
(Ha 3TOT OeJIOK Bo3jIarajau OOJbIINE HaIeXKIbl) OTMEUYEHa ac-
COILMAIIUsI IKCTIPECCUH OeslKa co CHUXKEHUEM pa3Mepa OImyXo-
JIEBOTO Y3712 B OTBET Ha XUMHOTepanuio, onHako CAIX He sB-
JISIeTCsI MPOTHOCTHYECKUM OeTKOM HJIH MapKepoM 3(hdeKTrB-
HocTu JiedeHusi [27]. [lokaszaHa accouMauusi 3KCIpeccUuu
CAIX, PTEN, phosS6, phosAkt ¢ 0TBeTOM Ha XMMHOTEPATIUAIO
MPH JIEYEHUH TEHCHPOIMMYCOM (CEJIeKTUBHBI MHTUOUTOD
mTOR). B HacTosiiee BpeMst omucaHbl XapaKTepHbIE IIUTOTe-
HETUYECKHE U3MEHEHHUsI CBETJIOKJIETOYHOTO, MaruUISIPHOTO,
TPAHCIOKAMOHHOTO paka. 50% 3KCrepToB UCMOJb3YIOT M-
TOTEHETUKY UHOrIa, 48% — He UCIOJIb3YIOT HUKOT/IA U JIUILb
3% — NPUMEHSIIOT B PyTUHHO rpakTuke. [I1s onpeneneHus
MPOTHO3a LIUTOT€HETUYECKIE UCCIeTOBAHMST HE IIPOBOISITCSI.
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