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B nekuuun npusefeHbl SNMAEMINONIOrMYecKmne, Knu-
HUKO-Mopdonornyeckrne 1 reHeTnyeckne ceege-
HUA O PeaKol arpecCcMBHON HENPOIHAOKPUHHON
KapLrHoMe KoXU 13 KneTok Mepkens (KM), onuca-
Hbl aNropuUTMbl AnddepeHLnanbHOM ANarHoOCTUKN
3TUX OMyXOnen 1N NOAXOAbl K X Tepanuu; akLeH-
TUPYeTCA BHVMMaHME Ha OCHOBHbIX HEPEeLIEeHHbIX
npo6nemax: NO3Hel 1 OWNGOYHON ANATHOCTUKE,
HeobX04MMOCTH NOVCKa HOBbIX ANArHOCTNYECKIMX
MapKepoB 1 MULLEHel Ana pa3paboTku 6onee 3¢-
$EKTUBHbBIX METOAOB NeveHns. [laH KpaTKuin Knu-
HUKO-Mopdonornyecknii aHanms 19 cobCcTBeHHbIX
HabsopeHnin KM -y 10 My>KUMH 11 9 KeHLUVH B BO3-
pacte ot 40 po 85 net (57,9% nauneHToB 6binu
B Bo3pacTe 6onee 60 nert, 31,6% - ot 50 fo 60 neT,
10,5% - po 50 neT). B 42,1% cnyyaeB onyxonu fio-
Kanm3oBanucb B obnactu ronossbl, B 15,8% — Ko-
HeyHocTen 1 ewle B 15,8% — TynoBuLLa U MATKMX
TKaHel, B OCTasNibHbIX C/ly4Yasax MepBUYHAs JIOKa-
NN3aumnA onyxonn He Gblia ycTaHoBNEHa. TonbKo
B 4 HabnogeHnax anarHos KM 6bin ycTaHOBNEH
cpasy, B pyrux cjiyyaax nepBoHayanbHbI fua-
rHO3 6b11 owWn6oYHbIM. [inarHos KM 6bin yctaHoB-
JIeH MOCsIe aHann3a KAVHNYEeCKO JOKYMEHTaLuu,
rMCTONIOTMYECKOrO Y MMMYHOTMCTOXUMUYECKOTrO
1nccnefoBaHUn GUONCUAHOrO MaTepuana 1 noa-
TBEPXAEH Nocsie  MMMYHOTMCTOXMMMUYECKOTrO
nccnepoBaHus. Bce onyxonu skcnpeccupoBanu
cMHanTodusnH, XxpomorparHuH A, CD56, BO Bcex
cnyyasx, Kpome 1, onpefenanca yutokepaTuH 20
no dote-like Tuny, B 66,7% — peLentopbl K COMaTO-
ctatuHy 2A Tuna, B 100% - B Agpax KNeTok cyp-
BUBVH, B 88,9% - p53, B 57,1% - CD117. B KauectBe
VIINIOCTPaLUY NPUBOAATCA 2 KIUHUYECKMX Ha-
6nioaeHua KM. MepBoe HabniofeHne onucbiBaeT
nctopuio 60nesHy 82-neTHEero My>KuvHbl, JOJIrO
NPOXMBABLUEFrO Ha TEPPUTOPUN MOBbILLIEHHON
MHconAuuN. Ha BepxHem Beke NeBOro rfasa pas-
BWJIaCb OMyXOJb APKO-KPACHOTO LiBETa, B TeyeHne
2 MecAUeB OHa AOCTMINIA TMFaHTCKUX pa3mMepoB
(5 cm) 1 KpoBoTOUMA. HecmMoTpA Ha paguKanbHoe
ncceyeHve onyxonu y 6onbHoro yepes 2 meca-
La pa3BWICA JIOKaJIbHbIN peuuanB U MeTacTasbl

B PErvmoHapHbIX AMMaTUyeckux ysnax, rnocsie
yero naymeHTy 6bina BbIMOJIHEHA MOBTOPHasA one-
pauma — 3K3eHTepauusa JIeBon opbuTbl 1 NUMPo-
ONCCEKLMA MOPaKEHHbIX NMMMbaTNUECKMX Y3/0B.
Bo BTopom HabnogeHny y naumeHTa 63 net uepes
10 neT nocne nepecajKku NMoyky Ha nepegHen no-
BEPXHOCTU Lien pa3Buiacb CMellaHHaa OmnyXosb
KOXW, npefcTaBneHHas KM n nopokapuunHomon
C NMpuU3HaKamy MIOCKOKIETOUHON U cebaLernHom
anddepeHumpoBku. MpuBeeHHble HabnoaeHNsA
OEMOHCTPUPYIOT ObICTPbIN POCT, arPeCcCcMBHbIN MO-
TeHuman KM 1 Takne dakTopbl prcka NX BOSHUKHO-
BEHWA, KaK MHOTONIETHAA MOBbILIEHHAA MHCONALMA
1 ANUTENbHAA NIeKapCTBEHHAA UMMYHOCYNpeccus
nocsie TPaHCMIaHTauMu opraHa. 3akilu4eHue.
PepgkocTb M HepocTaToyHad u3yyeHHOCTb KM,
ObICTPbLIN POCT OMYXONKW, MO3LHAA AMArHOCTUKA,
arpeccuBHbIi GUONOrMYECKUA NOTEHUMAN 1 OT-
CYTCTBME eAVHbIX CTaHAAPTOB JleYeHUsA He mno-
3BONAT U3/1eYrBaTh GOMBLINHCTBO MALMEHTOB
C 3TOW nmaTonoruen. PewweHne npobnembl cocTouT
B MOMWCKe TeX KJIETOUYHbIX MULLEHEN, MPOTUB KOTO-
pbix 6ygyT HanpassieHbl HOBble 3bdeKTBHbIE Tap-
reTHble npenapartbl, NpefHa3HauYeHHble AnA neye-
HVA 3TUX arpeccuBHbIX onyxonen. Heobxopnmo
TaK>Ke 06006LLeHNEe pPe3ybTaTOB MHOTOLIEHTPOBbIX
1cCreqoBaHNN JaHHOW NaTONOTN.

KnioueBble cnoBa: OonyXxonn Koxwu, HeVIpOBH,ElO-
KPWHHaA KapuMHOMa MepKenﬂ, KnnHn4yeckoe Te-
YeHwne, AnarHoCcTuKka, MMMyHO¢eHOTMH, peunanBebl

Ana uutupoBaHua: [ypesuy JIE, lpuwuHa EE
HelMposHAOKPMHHAA KapLMHOMA KOXW U3 KNEeToK
Mepkena. Jlekuma ¢ KpaTkim o63opom 19 cnyyaes
1 [EMOHCTPALMEN ABYX KIMHWUUYECKMX HabnomeHA.
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apUMHOMa KOXM M3 KJIeTOK Mepxkensd,

wm kapuyHoMa Mepkena (KM) - pen-

K}e OIYyXO/MU, WCTUHHYI YacTOTy KO-

TOPBIX B MONYIALMU CIOKHO OLIEHUTD.
B CIIA B 2009 r. 3a6oneBaemocts KM cocraBu-
na 0,6 cmydasa nHa 100 ThIC. Hacenenus, B lIBenun
B 2012 r. - 0,3, B KBuncnenpe (ABcTpanus) 3a me-
puon 2006-2010 rr. — 1,6 Ha 100 ToIc. B rog. [1]. ITo
JaHHBIM, OIyOIMKOBaHHBIM B 2015 I. B peKOMeHza-
LMSIX 9KCIIepTOB EBpPOIENiCKOro JiepMaTonornyecko-
ro ¢popyma (European Dermatology Forum - EDF),
EBpomnerickoii  acconmanum  JIepMaTOOHKOJIOIOB
(European Association of Dermatooncology - EADO)
n EBpormerickoil opraHmsanuyu IO UCCIefOBa-
Huwo n nedennio paka (European Organisation for
Research and Treatment of Cancer - EORTC), xo3a-
¢unment sabonesaemoctu KM cocrasmsn 2-4 cy-
yaa Ha 1 mnH Hacenenusa B Espone u CIHIA u go
8 — B ABctpanuu [2]. KapiunoMmbl Mepxkens BcTpe-
qaoTca B 50-100 pas pexxe, 4eM Me/IaHOMBI, XOTA
B mocnenuue 20 meT 4ncio MOpONIOTMIecKy MOf-
TBePXK/ICHHBIX CTy4aeB 9TOI OIYXO/IV KOXXU BBIPOC-
710 B 3 u 607ee pas.

B 1972 r. C. Toker nmpuBen 5 KIMHIYeCKUX HAOMIO-
[eHIT OTTYXOJIell, KOTOPBIM OH fja/T Ha3BaHue «Tpabe-
Ky/sipHasi KapunHoma» koxu [3]. B 1978 r. C. Tang
n C. Toker ¢ moMomIbi0 371EKTPOHHO-MUKPOCKON-
YeCKOTO MCCIeOBAHNS OOHAPYXWUIN B LIUTOIIIa3Me
KJIETOK 3TUX OIIyXO0JIell HelIPOCEeKPETOPHbIE I'PAHYIIBI
U TIPeJIIONIOXKIIIN, YTO OHM MOTYT IIPOUCXONUTD U3
keTok Mepkens koxu [4]. Hemerkuit aHaToM u ru-
cronaronor ®puppux 3urmyHz Mepkenb B 1875 T.
BIIEpBBIC OIMCANl B KOXKE CEHCOPHbIe KJIEeTKU, KOTO-
pble PacIonaralTcs B HEMOCPEICTBEHHO OM130CTI
OT HepBHBIX OKOHYaHMIl ¥ 007afjaloT PyHKLIMAMU
MexaHopenenTopos [5]. B Hopme kmeTku Mepkens
9KCIIPECCUPYIOT AL creludUYecKux JiIi HepBHOM
TKaHJM MapKepoB, OIPee/IAIMNX UX HePO3H/O-
KpuHHYIO guddepeHIMpOoBKy: HelipoHcIennduye-
CKYI0 9HOMa3y, CUHaNTO(PNU3NH, MOJIEKY/IbI Hellpoas-
resui, XxpomorpanuH A. IIpecuHanTndecKknii mMomoc
HAaXORMUTCS B Gasa/JbHBIX OTHENAX STUX KJIETOK, Ifie
pacronaraoTcsi  9MeKTPOHHO-IIOTHBIE — Heiipoce-
KpeTOpHbIe TPaHy/bl C HeliponenTugaMmu (Basoak-
TUBHBIM MHTECTMHAIbHBIM INOJIMIENTHIOM, METIH-
KedannHoM, cybcrannueit P, 6om6esnnom). C. de
Wolff-Peeters 1 coaBT. Ha OCHOBaHIM CXOLCTBA KJIe-
Tok KM ¢ HOpMasnbHBIMM KIeTKaMy MepKens KOXn
IIpeJ/IOKVIN Ha3BaTb 3Ty OIYXO/lb KapIMHOMOI
Mepxkens [6]. OgHako B HacTOsiIee BpeMs BCe valle
BBICKa3bIBaeTCcsl MHeHMe, 4To KM BO3HMKAIOT U3 I10-
JIUIIOTEHTHBIX, Ma/Io Hu¢ depeHIINPOBAHHBIX KTIETOK
KO, KOTOPbIE B ITpOIlecce 37T0Ka4eCTBEHHO TPaHC-
¢dopManuy  IpUOOPETAIOT  HENPOSHIOKPUHHYIO
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muddepennmposky [7]. BecomblM aprymeHTOM
B IIOJIb3Y 9TOI TOUKIM 3PEHIS CIYXKUT TOT (paKT, 4TO
omyxosnesbie k1eTku KM He BbIpabaTbIBaIOT psijj Hell-
POIENTNAOB U OMOTOrMYECKM AKTUBHBIX BEIECTB,
KOTOpbIe B HOPMe CBOJICTBEHHBI K/TleTKaM Mepkeris.

STuonornsa v natoreHes

HecMmoTps Ha pegKoCTb IATONOTMMU, B JIATEpaType
MOXXHO HalITV MHGOPMaTUBHbIE 0030pbI, KacaIoI| -
ecst ee pasHbIX acekToB [1, 8-11]. Ananus 3870 ciy-
vyaeB KM u3 6a3pr SEER HannonaapHOro mHCTUTYTA
oukonoruy CIIA (National Cancer Institute - NCI),
BBIABNEHHBIX ¢ 1973 mo 2006 1., mOKa3as, YTO MyX-
yyHbl 6onmenu dame (2380 ciaygaes, 61,5%), dem
xkeHIUHBL (1490 cayvaes, 38,5%), GOMBLUIMHCTBO
narreHToB (95-98%) OblTn 6ETOKOXMMM B BO3pac-
Te 60-85 net (cpemHuit Bospact 76 net) [12]. Bonee
70% manmentoB ¢ KM 6b11u crapire 70, 6oee 12% —
Mosoxke 60 1 TONbKO 0KO/Io 5% — momoxke 50 et [1,
2, 12, 13]. Hanu4ume nurMeHTal Uy KOXU, MO-BUIY-
MoMYy, 3amuiiaer ot KM, mockonbKy y nropeit ¢ uep-
HOJI KOXKEJI, a TaK)Xe a3MaTCKOro M JaTMHOaMepu-
KaHCKOTO IIPOVMCXOXX/IEHUs PUCK BO3HMKHOBEHNA
3TUX ONYXO/ell 3HAUYMTETbHO HIKE 110 CPAaBHEHUIO
C 6ETOKOKUMIA.

Ba>kHBIM 9TamoM B HNOHMMaHMM pasutua KM
ObI7I0 OTKpBITHE, cAenanHoe B 2008 1. H. Feng u co-
aBT., MIOKAa3aBIIMMIU BUPYCHBIII TeHe3 3TUX HO-
BoobpasoBauuit [14]. B 85% wu3 wmccmeqoBaHHBIX
o6pasoB KM oHM 06HAPY>XIIN HOBBII BU[, ITOTNO-
MaBJpPYCa, HOTYUYNBIIETO Ha3BaHME «IIOJIMOMABUPYC
k1eTok Mepkensi» (MCPyV). 9to Heb6ombI1IOI BUPYC
¢ xonbuesolt gByxuenodeyHoit JHK. BupycHbiit re-
HOM pasfielieH Ha TpU OCHOBHBIE 00/1acTU: HEKOR M-
pymomyio perynsropuyio obmacts (NCRR) u Tpanc-
KPUIILVIOHHBIE PEryIATOPHBIE 3JIEMEHTBI, 00/1acTb
paHHETO KOAMPOBAHMS U OOMACTb MO3THETO KONM-
poBanus. Panusas obmactb KogupyeT OONbBLION aH-
tured T (LT), maneiir anturen T (ST), anturen 57kT
u 6e/I0K, Ha3bIBaeMblil albTepHATUBHON OTKPBLITON
pamxoit cunteiBanust LT (ALTO); mo3gHss o6macts
KopupyeT KancupgHele 6enku VP1, VP2 u VP3 [15-
17]. Myranus, saTparuBaoiias obmacts T-aHTUTeHa
BUpYca, IPUBOAUT K HeOOPATUMOI MHTETpalluy BU-
pycHoit JTHK ¢ reHOMOM KJIeTKM XO35IMHA U CIIOCO6-
cTByeT obpasosanmio KM.

F.S. Morais u coaBr. [17] mpoBenu cucreMarnde-
cxuit 0630p 97 mybnukamuii, mocssigenHprx KM, us
6a3b1 ;aHHbIX PubMed ¢ 2008 o 2014 1., 1 BBIfENNIN
46 paboT, B KOTOPBIX MCCIENOBANACH IaCTOTA ACCO-
nuanuu 3Tux onyxosnei ¢ Bupycom MCPyV. Io pas-
HBIM faHHBIM, MCPyV-nosutuBHbIMU 6pI OoT 18
1o 100% KM. Ilo MHeHNIO aBTOpPOB, B TeX UCCIe[O-
BaHUAX, Ifle 4NCTI0 BUPYCIOSUTUBHBIX KM 6bL10
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HUSKuM (18-40%), Ha pe3ynbTaThl MOIJIU HMOBIUATH
MeTOfbI cOOpa MaTepyaa U IPUCYTCTBUE B BHIOOP-
Kax 06pasIioB, COOpaHHBIX C MHTepBaioM B 10 et
u 6onee. B ocranpubix nybnukanusax gonst MCPyV-
HO3UTUBHBIX OIyXonell 6bna BbIcOKOi (80-100%),
YTO B NEpPBYI0 OYepefb CBA3aHO C MCIIOTb30BAHM-
eM IIpY VMMMYHOTUCTOXUMIYECKOM MCCIeJOBAHNMN
HOBBIX MBIIINHBIX MOHOK/IOHA/IbHBIX aHTUTeT Ab3
nporuB MCPyV LT (6onbioit T-anTuUTeH), IO CpaB-
HEHUIO C TeMU pe3y/IbTaTaMu, KOTOpble paHee ObIIN
IOy YeHbI IIPY VCIOTb30BaHUN TPANVIIMOHHBIX MO-
HOKJIOHanbHBIX aHTUTen CM2B4. Bonee Toro, npn
UCIIONIb30BAHNM pacliypeHHoro crnekrpa MCPyV-
IIpaliMepOB /ISl IIOIMMEPA3HOI LIEITHOM peaKLun
[IO/IOXKUTE/IbHbIE PE3y/IbTATBl OBUIM IIOTYYeHBl BO
Bcex 100% uccnepoBanHbIX o6pasuos. P.J. Cimino
U COaBT. IIPEIJIOKIIIA MOJieTb ABYX PasHBIX IyTell
onkoreHesa KM: monmoMaBypyc3aBUCUMBII U TTOJIN-
OMaBHPYCHe3aBMCUMBII [18]. DToil e TOUKY 3peHNU
IpUIepXMUBAIOTCA U fpyrue aBropsl [13, 15]. Eme
OfHMM, TPeTbUM TUIIOM IepBMYHBIX KM KoM, 1O
mHuenuio M.P. Pulitzer u coasrt. [10, 19], aBnswoTcs
cMelIaHHbIe BapraHThl KM.

Passntire KM cBasano ¢ mpucyrcrsuem MCPyV
U C XPOHUYECKVM BO3JIEIICTBYEM YIbTPadIOIeTOBO-
IO M3NTy4YeHUs, KOTOPOe MOXKET BBI3bIBATb MHOXKe-
crBeHHble MyTanuu JHK. B ceBepHom monymapun
6onpunHCTBO cay4yaeB KM MMe0T BUPYCHYIO 9THO-
JTIOTMIO, HO B 00/IACTAX C AJIUTEIbHBIM BO3TEICTBIEM
yIbTpaMOIeTOBOTO M3TyUeHNUsI MIMEHHO 9TOT (hak-
TOp CTaHOBUTCA AoMuHupylomuMm [1]. VI3BecTHBI
14 BUIOB TOMMOMABMPYCOB, OHM MOT'YT BCTPEYAThCS
U B KOXKe 3[J0POBBIX JTIOfIell, BbI3bIBASI pa3/IMYHbIe JIa-
TeHTHbIe MHPEKINI, IpoTeKaolue 6e3 MaHudecTa-
1y 607Me3HN, HO Ha pOHE UMMYHOCYTIpeCCUU U/
0C/1ab7IeHHOTO UMMYHITETa HEKOTOPbIe U3 HUX MO-
TYT CTUMY/IMPOBATh PasBUTHE LIeJIOTO CIEKTPa 3a60-
neBauui [20].

Mopdonornyeckme ocob6eHHOCTU

Kapunnoma Mepkenst posIBIsieTCs B Buje ObICTPO
pacTylero, BBICTYHAKIIET0 (3K30(pUTHOrO), IIOT-
HOTO, 06BIYHO 6e360/Ie3HEHHOTO Y3/1a KPACHOTO, PO-
30Boro mnu uoneToBoro 1seta. Pactymine onyxonn
MOTYT U3DBA3BIAATHCA ¥ KPOBOTOUNTD IIPU IOBPEXK-
IeHuu. Pazmepsl onyxoseil BappUpyIOT B IMINPOKMUX
mpefenax — OT HECKOTbKMX MMITIMMETPOB MO He-
CKOJIBKMX CAHTUMETPOB (B CpefHeM 2 €M), XOTs OIH-
caHBbI oIyxonu pasmepoM 10 cm u 6ornee. TunmaHas
nokanusanuss KM — o61acTul MOBBIIIEHHON MHCO-
nsnun: 6omee 50% caydaeB — JUIIO, TAE OCOOEHHO
YacTO MOpPaKaloTCA BEKM, a TaKXKe TojoBa M Ies,
B 40% — xoneunoctu, B 10% — tynosume. B pegkux
cnyvasax (go 5%) nepsuunble KM MOryT BO3HUKATb

lypesuy J1.E, IpuwuHa E.E.

Helpo3HAOKPMHHAA KapLMHOMa KOXW 13 KneTok Mepkena. Jlekuus ¢ KpaTkviv 0630pom 19 Cilyuaes v [eMOHCTPaLMeN ABYX KIVHWYECKVX HAabMoAeH

U3 KJIETOK C/IIOHHBIX >KeJle3, CIU3UCTBIX 000/I0YeK
obnacTy reHuTanmit (By/IbBa, BIArajmiie), IOIO-
CTM HOCa, I'y6, muineBofa, Keayaka [10-12, 19, 21].
V.E. Gould u coaBT. onucanu Tpu 0CHOBHBIX MOp(o-
normveckux Bapranta KM: TpabexynsipHblit, MeNKO-
KJIETOYHBIIT U IIPOMEXYTOYHBIIT (¢ Hambosee arpec-
CUBHBIM OMONOTMYECKVM IOTEHI[MANIOM), KOTOpBIE
BcTpevaroTca B 10, 10 m 80% cmydyaeB COOTBETCTBEH-
HO [22]. V3BecTeH ewje opuH MOPQONTOrMYecKui
nopTun KM - cMellaHHBIE OIYXOJN, Il OCHOBHOI
kommoHeHT (KM) coderaercst ¢ IMIOCKOK/IETOYHBIM
(mo 15% cay4aeB) unn 6asaTbHOK/IETOYHBIM PAKOM
koxu [10, 19, 23]. BonpmmactBo KM — Huskopnd-
(bepeHIpOBaHHBIE OIMYXO/MM, OOBIYHO COCTOSIIVE
13 MOHOMOP(HBIX MEIKMX OKPYT/IBIX VIV OBA/IbHBIX
KJIETOK CO CKYZHOI LIXTOIM/Ia3MOi1, BE3UKY/LAPHBIMU
SPAMI VI METKOAMCIIEPCHBIM XPOMATHHOM (I10 THUITY
«COMb / Tepel»), C MENKUMY WIM HepasInIMMbIMU
AxpbIIKaMu. [1151 60/NbIIMHCTBA 9TUX OIYXOJIeH Xa-
paKkTepHO HamyM4yye MHOTOYMC/ICHHBIX MUTO30B, He-
KPO30B, MHBA3UIL COCYAOB 1 HepBOB. HezaBucumo ot
Mopdornorndeckoro nmopruna KM onyxonyn 06b19HO
JIOKAQJIUSYIOTCS B lepMe B BUJie OfHOTO VI HECKOTIb-
KJX Y3/I0B, KOTOpble MOTYT I/TyGOKO MHBA3MpPOBATh
HOJKOXXHYIO XMPOBYIO KJIETIATKY.

HOwnarHocTuka

OcHoBHble mpo6nemsl auarHoctukyu KM cBsi3aHbI
C HeJOCTAaTOYHOI OCBEJOMJIEHHOCTbIO CIeLNaIN-
CTOB pasHBIX YPOBHEN 06 9TUX PEfKMX OIYXOJNAX,
Ma/oMH(OPMATUBHBIM MaTepuaaoM OMOICHIL, IO-
CIIEIIHOCTBIO IIPM VHTEpIpeTaluy OMOICHIT OIy-
Xo7ell KOXHU 6e3 MCIONb30BAHMS COBPEMEHHBIX
METOJOB JMaTHOCTUKMU (B YaCTHOCTY, MMMYHOTHU-
CTOXMMMYECKOTO MUCCIeJOBAHNA), C HelOCTATOYHBIM
o0ciefoBaHyeM HAlVIEHTOB Y OTCYTCTBYEM IIOJTHO-
IIeHHbIX KIMHUYECKMX JAHHBIX y OOJBLIMHCTBA U3
Hux. Ha ocHOBaHMM TOTBKO MMEIIINXCA KIMHIYe-
CKUX JaHHBIX AmarHo3 KM ycraHaBImBamoT penxo,
a 9TO BefIeT K POKOBOII IOTepe BPeMeHN I ObICTPOMY
nporpeccupoBannio omyxonu. ITouytu B momosuHe
CIy4aeB Ha MaTepyaje AMATHOCTUYIECKUX OMOICHUIL,
0COOEHHO B3ATBIX MOBEPXHOCTHO, MATOJIOT Jja)ke He
Moxer npegnonoxutb KM. CornacHo yxe ckasaH-
HOMY Bblllle, oOpasoBanus Koxu mpu KM npepncras-
NS0T co60i 6ecCHMITOMHBIE Y3elKM KpacHO-(u-
OJIETOBOTO IIBeTa, KOTOpble MOTYT OBITb HEBEPHO
MCTO/IKOBAHBI KaK JOOPOKadeCTBEHHBIE IOPaXKEHI.
B pesynbraTe nX yHanAoT 6e3 OHKOTOTMYecKoll Hac-
TOPOXXEHHOCTY VM IPMHMMAIOT 3a [IpyTue 3/10KaJe-
CTBEHHBIe 00pa30BaHMA KOXKM WU METacTa3bl OIly-
XO7Ielt APYTUX opraHoB (0COOEHHO ecny B aHaMHese
y MAaIMeHTOB y>Ke ObIIN OHKOIOTMYecKie 3abomeBa-
HUA).
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B 2008 r. rpynna yueHBIX M3 BalIMHITOHCKOTO
YHUBEpPCUTETa, IPOaHaIN3NPOBaB OOJIBIIOE YUCIIO
KM, chopmynupoBanu 5 KpuTepues A UX JUATHO-
ctukn, HazBaHHble AEIOU, rme “A” (asimptomatic) -
6eccuMnToMHOe TedeHue OonmesHu (y 88% maru-
enroB); “E” (expandingrapidly) - 6sicTpsiit poct
(mosiBNIeHMe ¥ POCT OIYXONMMU B Te4eHue 3 MecsLeB)
(y 63% maruenToB); “I” (immunosuppression) — nm-
myHocynpeccus (y 8%); “O” (old) - Bospact 6onee
50 net (y 90%); “U” (UV-exposed site) — oTKpbITbIE
I YIbTPadroeToBOro 00/Iyd4eHN s y9acTKU KOXU
(y 81%) [24]. Ewte BpIigeneHs! JOIIOTHUTENbHbIE KPU-
Tepuy ZuarHocTuKy KM: KpacHBINl MM PO3OBBIN
uBeT omyxonu (y 56% OGONbHBIX), COMYTCTBYIOMIMIT
xpoundeckuit mumdorneiikos. He Bce caysan KM
COOTBETCTBYIOT BCeM IIepeYNCIeHHBIM KpUTepu-
AM, TeM He MeHee Y 89% malMeHTOB UMEITCA 3 U3
HUX, ¥ 52% — 4, a y 7% 0OHapy>XMBaIOT BCe 5 NpH-
3HAKOB. brarofaps MocTOAHHO pacTylLell OCBEJOM-
NeHHOCTHU crennuanuctoB o KM aToT auarsos B mo-
clegHee BpeMA YCTaHABAMBAETCA BCe dallle, B TOM
4yC/le ¥ Ha paHHUX CTaguAx 3aboneBaHnsa. OgHAKO
OKOHYaTebHbIN AnarHo3 KM cTaBuTcA Ha ocHOBe
MOpGOTIOrNYecKOro U VMMYHOIMCTOXMMMYECKO-
TO UCCNIeOBAHMIT, KOTOPbIe SABJIAIOTCA 00s3aTeNb-
HBIM 30/I0TBIM CTAaHAAPTOM U IO3BOJIAIOT HE TOTBKO
IpPaBUIbHO IIOCTABUTD JJMATHO3, HO 1 oTHecT KM
K OIpefieIeHHOMY MOPQOTIOrNIecKOMY IOATHUILY,
TpyIIle PUCKa U OIpe/le/IUTh CTeleHb ee 3/I0Kade-
CTBEHHOCTIL.

KM umeror cBoit 0coO6blii, cr[eumlmqecm/[ﬁ[ M-
MYHO(EHOTHUII, KOTOPBII OTIMYAET UX OT HENPOIH-
TOKPVMHHBIX OIYXOJell M HeNpPO3HAOKPMHHBIX Kap-
LIIHOM [IPYTUX JIOKanu3aiuit. [I7s1 uMMyHOdeHOTHIIa
KM xapakTepHa 9KCIIpeccys NUTOKEPATVHOB LIVPO-
KOTO CIEKTpa, uuTokepatuHoB 8/18 u 19. Ho cambim
Ba)KHBIM MapKepOM IIPY INAaTHOCTYKE 3TUX OITyXOJIel
cuntaeTcs uurokeparut 20 (LIK20). B 95% cinyyaes o
BBIABJLAETCA B BUJie IIAPAHYK/IeapHOT'0 TOYEYHOTO (TaK
HaspiBaemoro dote-like Tuma) u/mau yuTonIasMaTI-
YeCKOT0 OKpalIMBaHus, Ipy 9ToM Takoit dote-like T
akcrpeccun 1JK20 Bcrpeuaercs tonbko B KM. Kpome
TOTO, 9KCIIPECCHsi 9TOTO LIUTOKEpaTHHA B OOJIBIINH-
CTB€ TUIIOB HEMPO3HIOKPUHHBIX OITyXOJIeN U Helpo-
SHIOKPMHHBIX KapIMHOM BOOOIIe He BCTpedYaeTCs.
Knerku KM, Kak u gpyrux HepOSHITOKPUMHHBIX HO-
BOOOpPa30BaHUIl, KCIPECCUPYIOT MapKepbl Helpo-
SHIOKPUHHOI Iy epeHuNpOBKY — CMHANTODM3NH,
xpomorpanut A u CD56. K oTnnunrenbHbIM 0c06eH-
HOCTAM MMMYHOGeHOTHIa 6obnHCTBa (80%) KM
OoTHOCAT Takke ux MCPyV-nonoxxurenpHelit cTaryc.
bonpmmaCcTBO KM sBmsAtIOTCST He TOonmbko MCPyV-
HOMOXUTeNbHbIMY, HO 1 IIK20-m0omoxxuTenbHpIMM
omyxonamu (80% cmydaeB), OCTalbHbIE COCTABIAIOT
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rpynnny MCPyV-oTpunaTenbHbIX ¥ CMeLIaHHbBIX
omyxoreit [19]. S. Kuwamoto 1 coaBT. uccienoBamm
craryc MCPyV B KM, cpenyu KOTOpPBIX ObIN 4 CIOXK-
Hble (KOMOMHMPOBAHHbBIE) OIYXO/M, IPECTAB/ICH-
Hble ogHOBpeMeHHO KM U IIOCKOKIeTOYHBIM pa-
koM. MCPyV-no3uTuBHbII craryc ObUI OOHApYXKeH
B 77% KM, u cpeny HuX He ObUTO HI OfHOI KOMOMHM-
poBanHoIt orryxonu [16]. Cpegu MCPyV-HeraTuBHbIX
KM wame nHabmomaercsi akcmpeccus p53 u c-kit
(CD117) u galiie BCTpedYarTCsl CIOXKHbIe (KOMOMHIM-
pOBaHHbIe) BapuaHThI 9TUX omyxoneit [25]. ITo man-
HeIM ML.P. Pulitzer u coaBr., Bce cnoxxuple KM 6b11n
HEe TOJIbKO P53, HO U P63-IONOXUTEIbHBIMU, U BO
BCEX M3 HMX ObUIM BBIABIEHBI MyTal[uM B reHax RBI
u p53 [19]. MHorMe uccnefoBaTeNy IPUXOLAT K BBI-
BOZY, 4TO K/TI0YeBBIMY COOBITHAMY B IatoreHese KM
CTAHOBATCA NOflaBJ/IeHNe IPOrPaMMUPYeMOIl K/IeTOY-
HOJI TMOe BCIeHCTBYe My TallMi U MHAKTUBALIUM Te-
Ha-cympeccopa p53 u Mmyrtanus reda RBI [1, 13, 18, 26,
27]. B 1997 r. ].H. Leonard u N. Hayard o6napy>xumu
B 6ompinacTBe KM yTpary rereposurorHoctu 13q14
B obmacTu nokyca RB1 [28].

Ocob6eHHO CIOXKHOIT 3afjadell IMpefCTaBIAeTCA
IMarLocTuka Meracrasos KM 6e3 m3BecTHOro Iep-
BIYHOTO OYara, yaiie BCEro B MUMQATUUECKUX y3-
7aX, TaK Ha3bIBaeMbIX HOJANbHbIX KM, MOCKOMBKY
UX Bcerga npuxopnrcs auddepeHnInpoBarhb ¢ MeTa-
cTasamu gpyrux HoBoobpasosaumit [9, 10, 19, 23, 29].
Z.Pan 1 coaBT. CpaBHUBAJIM KIMHWYeCKMe ¥ MOpdo-
joruyeckme ocobennocTu 22 «Homanbubix» KM (KM
B TUMQAaTUYeCcKX y3/71ax) ¢ 763 ONUCAHHBIMM B JIU-
TepaType HepBUYHBIMI OITYXO/IAMU U IIOKA3a/IM, 9TO
U Te, U PyTVe VIMeNM CXOZHbIe KIMHMYeCKue Mpo-
ABNIEeHNS, MOP(ONIOrudecKnue OCOOEHHOCTY M UM-
myHOodeHOTHT [23]. B 60MBIIMHCTBE CITyYaeB B 3TUX
omyxonsax ObUta BbIsABIeHa akcmpeccus I11K20, cu-
HanTo¢usuHa u xpomorpanyaa A. OgHaKO «<HOJA/Ib-
Hble» KM vame nmenu 6omee Huskuit craryc MCPyV,
yeM IepBUYHbIe ormyxonn (31 u 76% cOOTBETCTBEH-
HO). ¥V 6onpuimHcTBa nanuenToB ¢ KM omnpeneneHue
MCPyV B cpIBOPOTKE MOXHO MCIONb30BaTh B Kade-
CTBE€ Ba)XHOTO AVATHOCTUYECKOTO TeCTa IIPU BepU-
dbuKamn 3TUX OMyXOrell.

IOuddepennuanpuas guarnoctuka KM ¢ gpyru-
MM OIYXO/IIMM OOBIYHO BK/TIOYaeT 6a3aIbHOK/IETOU-
HBIII paK, MEITAaHOMY, METaCTa3bl HEPOSHJOKPUH-
HBIX KapI[MHOM I HeMPOSHIOKPMHHBIX OIyXOJeit,
capkomy [OuHTa, T- 1 B-x/meTounyIo nuMQoMy KOXu,
KapLMHOMY CaJIbHBIX KeJle3, TVIOCKOK/IETOUHBII paK
[10, 19]. Ins 6a3anbHOKIETOYHOTO paka, B OT/IU-
uie o1 KM, XapakTepHO Hanmuue nepupepniecknx
Ha/lNCATHBIX CTPYKTYp, 9Ta OIIYXO/lb pa3BUBaeT-
cs1 B 0a3ajIbHBIX OTZe/IaX SMUAEPMIUCA, a He B Jep-
Me, n asngerca LIK20- u MCPyV-nerarusnoit. ITpu
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IMarHO3e MeNTaHOMbBI KOXU OOpaljaloT BHUMaHUe
Ha Ha/JIM4Me B OIYXO/IU IUTMEHTa, a 000CHOBaHYEM
I UArHO3a CIYXXUT 9KCIPeccus B KJIETKaxX OIy-
XOMM KOMIIIEKCA MeJTAaHOMHBIX MapkepoB - S100,
HMB-45, menana A, PNL-2, tuposunass, SOXI10
npu oTpuuarenpHoit peaknuu ¢ IIK20 m Bupycom
MCPyV. JImarHo3 MeTacTasa HePOIHTOKPUHHOIN
KapL/HOMBI B KOXe 00s53aTeNbHO MNO/DKEH ObITH
000CHOBaH TIATe/IbHBIM M3y4YeHUEM BCEX KIMHU-
YeCKMX NAHHBIX ¥ MMMYHO(EHOTUIIA OIIyXOJIeBBIX
KJIETOK: B OTCyTcTBMe sKcmpeccun 1IK20 n Bupyca
MCPyV skcnpeccust TpaHCKPUIIIMOHHOTO (aKTOopa
TTF-1 xapaxTtepHa jna 85% HeIPOIHIOKPUHHBIX
KapuuHoMm jierkoro u 100% cimydaeB MemynnspHO-
ro paka IUTOBUIHON Xeme3bl, sxcmpeccus CDX-
2 — [U1S IOJABIAIOLIETO YMC/IA HEMPOSHJOKPUHHBIX
OIlyXo7Ieil KMIIeYHOTro IpoucxoxpeHns. Capkoma
Ounra, xkak 1 KM, 0oTHOCUTCA K MEIKOKJ/IETOYHOM
OIIyXO/H, J/iA KOTOPOJ XapaKTepHa BbIpa’kKeHHas
MeMOpanHas oskcnpeccusa CD99 m samepHas 3Kc-
npeccusa FLI-1 B orcyrcTBue askcmpeccun LK20
u MCPyV. Kpome 3TOro, B OOIBIINHCTBE KOXHBIX
capkoM IOmHra HabmiofaeTcss TeHHast HMepecTpoiika
EWS, t (11; 22), KOTOPYI0 MOXXHO BBIABUTH C IIOMO-
1w bi0 GryopeceHTHON rnbpupnsanun in situ (FISH)
Wi 0OpaTHON  TPaHCKPUIILVOHHO-IIOIMMEpas-
Hoit nenHoi peakyuu (RT-PCR). Ilepudepuyecknue
MMMGOMBI KOXI 110 MOP(HOTOrNIECKOMY CTPOEHIIO
MOryT uMuTHUpoBaTh KM, nx KieTkn skcrpeccupy-
10T TUMQpOMHBIE MapKepsl, Takne kak PAX-5, TdT,
CD43 u/unn CD45, Ho axcnpeccusa IIK20 u MCPyV
TaK>XXe OTCYTCTBYeT. KaplMHOMBI CalbHBIX >KeTe3
06b19HO He axcmpeccupyior [1K20 u MCPyV; mno-
CKOKJIETOYHBIII paK KOXM, 0COOEHHO €ro BBICOKO-
nuddepeHIpOBaHHbBIE BapMaHThI, OOBIYHO MMeeT
OYeHb XapaKTepHYI0 MOPQOIOTUIO, a OMyXO/IeBble
KJIETKI 3KCIIPEeCCUPYIOT MapKepbl MIOCKOK/IETOY-
HOll fuddepeHIPOBKM (LIMTOKEPATUHBI BBICOKMX
MOJIeKy/LApHBIX BecoB, 1IK5/6, p63) m HeraTMBHBI
k MCPyV. Han6onpune mpo6neMbl BOSHUKAIOT IPH
IVIaTHOCTUKE pefiKuX BapnaHToB [IK20-HeraTuBHBIX
KM, a Tak>Xe Ipy reTeporeHHo 1IN 09aTroBOI 9KC-
Ipeccuy B 3TUX ONYXO/AX uuTokepaTnHa 7 u TTF-1
[30, 31]. OueHp Ba>kHbIE AMATHOCTUIECKIIE MAPKEPHI,
nospornsomue gudpdepernnuposars KM u menko-
KJIETOYHbIe BApPMAHTBI HENPOIHITOKPMHHON KapIy-
HOMBI, B TOM YICJI€ X METAcTa3bl B KOXKe UM B Y-
I'IX OpraHax, — onpefenenne MCPyV-nosntnBrOCTH
B OIIYXOJIEBBIX KJIETKAaX, a TAK)Ke OTCYTCTBUE B HUX
AapepHol skcpeccuy INSM1 - mapkepa, KOTOPBII
HOJIOKMUTEIEH B GOJIBIIMHCTBE HellPOSHTOKPUHHBIX
OIIYXOJIeN U HEMPOSHTOKPMHHBIX KaPLMHOM JAPYTIUX
nokanusauuii. IlonararoT, 4T0 ONTUMANIbHBINA COBpe-
MEHHBIl aJTOPUTM HAJIs MMMYHOTMCTOXMMUYECKO

lypesuy J1.E, IpuwuHa E.E.

Helpo3HAOKPMHHAA KapLMHOMa KOXW 13 KneTok Mepkena. Jlekuus ¢ KpaTkviv 0630pom 19 Cilyuaes v [eMOHCTPaLMeN ABYX KIVHWYECKVX HAabMoAeH

puarHocTuky KM gomkeH 00g3aTelbHO BK/IIOYATh
INSM1, LIK20 u MCPyV. OTcyrcTBMe 3KCIIpECCUM
INSM1 B KM penaeT faHHBII MapKep #axke 6Goee
YYBCTBUTE/IbHBIM M1 TMATHOCTUKY 3TUX HEIPO3H-
MOKPUHHBIX KapI[MHOM, YeM CMHANTOPU3UH U XPO-
MorpaHuH A [32]. BMecre ¢ TeM HaZo MOHMMATD: KaK
U B Clydae OOJBIIMHCTBA PeNKUX U HEJOCTATOYHO
M3Y4YEeHHBIX OIyXoseli, Hamy 3HaHus o KM mocro-
SHHO MONIOTHAIOTCA, U CJIeyeT OXKUATh, 4YTO B O/1n-
Xaiiiee BpeMsi OYAYT BBIAE/IEHbI HOBbIE MOATUIIBI
3TOIl ONYXONMU, KOTOpass MOXeT OKa3aTbCA He Ha-
CTOJIBKO PeKIM COOBITHEM, KaK MBI [yMaeM.

DaKTopbl pMCKa 1 OLleHKa BbXKMBAaeMOCTH
nauuneHToB

Puck passurua KM Bospacraer Ha GOHe MMMYHO-
cympeccuy ¥ IpU MMMYHORE(PUIUTHBIX COCTOS-
HuAx. K kpurepnsam, BausomuM Ha nporaos KM,
OTHOCATCA UMMYHOREDUIINT, XpOHMYecKast mMMpo-
nurapHas neiikemusa/mMdoma, BYY u ummynocy-
Ipeccus, CBsA3aHHAs C TPAaHCIUIAHTalLlMell OpTraHOB
U JIe4eHNeM IPOTMBOOIYXO/IEBbIMI IIpeIapaTaMm
[19]. Y nropeit ¢ ocmabneHHbBIM MMMYHUTETOM BO3-
pact Hauyanma KM Hmke, a cMepTHOCTDH Bbie. Ilo
maHHBIM J. Wu 1 coaBT., Y IaljMeHTOB IOCTIe Tepe-
CafIKi OPraHOB OIYXO/IM KOXKM BO3HMKAIOT B 4-5 pas
yaie, a 1o faHHbIM A. Tuzuner u coaBt. — B 100 pa3
Jalije, YeM B OOIIell IOMY/IALNHY, YTO CBA3AHO C AJIN-
Te/IbHBIM IIPVYIMEHEHeM IeKapCTBEHHOV NIMMYHOCY-
npeccun [33, 34]. ¥ peunnueHTOB TPaHCIIAHTUPO-
BAaHHBIX OPTaHOB I3 BCeX TUIIOB paKa KXV Hanubojee
9acTO BCTPeYaeTcs IVIOCKOKIETOYHBIN pakK, 3aTeM
6asanpHOKIeTOUHBIT. KM y TaKux manueHToB pas-
BUBAeTCA Yallle, YeM B OOIIeil MOMy/IALUN, U VMe-
eT 6oree arpecCuBHOe KIMHNYIECKOe TedeHue. Puck
BO3HMKHOBeHMsA KM y penIeHToB OpraHoB Iocie
TPaHCITAHTA MM yBeNIM4YMBaeTca B 66-182 pasa mo
CpaBHeHMIO ¢ ob1eit momynAuyei [35]. B Hacrosmee
BpeMs B IuTeparype omucaHo 79 cnydae KM, Bos-
HUKIINX y TALIMEHTOB C TPAHCIUIAHTMPOBAHHBIMMU
OpraHaMMm B cpefiHeM 4epes 5-12 JieT nocje nepecaj-
k1 [35-39]. Camoe 6omnbiroe yncno KM y penumuen-
TOB TPaHCIUVIAHTMPOBAHHBIX OPTaHOB OITYOIMKOBa-
mu C.A. Clarke u coasrt. [37]. OHY nokasanu: y TaKux
ManyueHToB puck passutusas KM B 23,8 pasa Bbllle,
4eM B 061welt MOy sy, 0COOEHHO BBICOK OH Y I10-
JKUTIBIX PELMIIMEHTOB M BO3PACTAeT C yBENMIEHNEM
IIPOMEXYTKa BPEMEHM, MPOLIENIIEro Iocae TPaHC-
IUTAHTAL V.

Ot 50 o 76% KM nauarHOCTUPYIOTCA KaK JIOKa-
NM30BaHHBIE KOXKHBbIE 3a00JIeBaHUA, a IPOJOJIKMU-
Te/IbHOCTD JKM3HY IAI[MleHTOB YacTO He OLIeHMBAeT-
€4, TaK KaK OO/BIIMHCTBO Y3 HUX — OYeHD IIOXKMJIbIE
JIIOZIY C MHOXKECTBOM COITY TCTBYIOIIMX 3a00/IeBaHMIL.
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MecTHble MM OTAANEHHbIE PELUANBBI OOBIYHO BO3-
HUKAIOT B T€YEHUE MEePBbIX 2-3 JIeT IOC/Ie YCTaHOB-
7IeHNs TIepBOHAYaJbHOTO AMarxHosa. Y Nal[MeHTOB,
y xotopeix KM He pelyuauBupoBana B TeueHue 3 jieT,
PUICK peljuyBa CylleCTBEHHO CHIDKaeTcsa. Y 10% ma-
1uenToB KM iMarHocTupyeTcs TOIbKO MOCTIe yaie-
HUA YBENIMYEHHBIX TUMQaTUIeCKUX Y3/I0B, M 4acTO
IIPY 3TOM He y/laeTCsl BbLABUTD NEPBUYHYIO OIYXO/b
xox1. Hexkotopbsie KM, gaske npu Hanu4mm MeTacTa-
30B, MOT'YT CIIOHTaHHO perpeccupoBars [, 8].

B 6ase maHHBIX IALMEHTOB, IIONTYYaBIINX JIede-
HUe B KIMHMKaX yHuBepcuteTa Buckoncuna (CIIA)
¢ 1984 1o 2014 r., 6b1710 3aperucTpupoBaHo 87 mau-
eHTOB ¢ fuarHosoM KM; cpepuuit cpox HabmogeHus
cocraBu 17 mecsiues (0-210 mecaues), a oOmas 2-
" 5-7IeTHSIE BBDKMBaeMOCTh 6bia 53,9 u 32,8% coot-
BeTCTBEHHO. PennanBel OblIn OTMeYeHB! V 31% ma-
L[MEHTOB, a OTHaJIeHHble MeTacTassl — y 33% [26].
Penmpussl npu KM He Bcerma CBA3aHBI ¢ Hepapu-
KaJIbHOCTBIO yJja/leHuA OIYXOMM U MOTYT BO3HU-
KaTh IIPU «9IMCTHIX» Kpasix pesekunn (6oree 2,5 cm).
Meracraspl KM B pernoHapHbIX TMMpaTHYeCKIX Y3-
J1aX 0OBIYHO Pa3BMBAIOTCS yoKe Ha PAHHMX TAIaX UX
pocra, a mpu IporpeccupoBaHum 3aboeBaHms ITU
OMYXONN JAl0T MeTAaCcTas3bl B Ile4eHb, KOCTH, JIeTKNeE,
TOJIOBHOJM MO3I U B OT/JasieHHble auMdarndecKue
Y37IBL

bnaronpustHbpiMu (akTOpamMu IpOrHO3a IIpU
KM psp aBTOpOB cumtaer crepymolgue: Tpabexy-
JIAPHBIN TUI CTPOEHW:, BUPYCHO3UTUBHBIN CTATYC
omyxom (MCPyV*), BHYTPUOIIYXO/IeBYI0 MH(UIb-
tpanuio CD3* u CD8" numdbonuramu, 1uronaasma-
TUYECKYI0 9KCIIPECCUI0 CYPBUBIHA; HEOMATONPUST-
HBIMU (PaKTOpaMy — HO3/HIO0 CTAANI0 3a00/IeBaHNs
C Ha/JIMuMeM OTHAaJIeHHBIX MeTacTa30B, MeTaCTa3bl
B PETrMOHApHBIX MUMQAaTUYeCKUX Y3/IaX, JOKalIn-
3aLMI0 OIYXONMM B OO/MAcTM HIDKHUX KOHEYHOCTEI,
pasMepsl oryxonu 6osee 2 CM, BO3PACT MAIMEHTOB
6ornee 60 51eT, OTCYTCTBUE B CXeMe JIeUeHM S Ty YeBOil
Tepanuu, IO3UTUBHBIE Kpas pe3eKLNM, BUPYCHera-
TUBHBL craryc omyxonu (MCPyV), 6onee 10 mu-
TO30B B I107I€ 3pEeHMsI NpU OOIBIIOM YBeTUIEHUN
MIUKPOCKOIIA, BBICOKUI MHJEKC NponndepaTuBHOM
AKTMBHOCTY OnyxoseBbix KneTok (Ki67 6omee 30%),
METIKOK/IETOYHBIN BapMaHT CTPOEHNUA OIYXO/H, Ha-
JI4Me B OIYXOMI MHBA3UM KPOBEHOCHBIX U MuMda-
TUYECKNX COCYTIOB, IKCIIPECCUIO B KJI€TKAX OIYXO/IN
agre3uBHbIX Monekyn CD44, AfepHy10 9KCIpeccuio
cypsuBuna [29, 40, 41]. K.E. Fleming u coaBT. BbI-
menmunu chaepylomye 6 (akTOpoB HeOmIaronmpusaAr-
Horo mporro3a KM: moxxmmoit Bo3pacT MHaljMeHTa,
MMO3HAA KIMHUYecKas cramus 3abomeBanms (III/
IV), 6onbuIoil pasMep ONMYXOMHM, CMELIAHHAs MOp-
¢donorus omyXomy, MMHJMAJIbHO BBIPa>KeHHad
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nuMbonfHas MHUITPALN OYXOJIN, SKCIPECCHUs
B oIyXonu p63 (koTopast BeABIAeTCA B 49,4% cnyya-
eB) [42]. ITo garubiM J.H. Lai u coasr. [25] u H. Higaki-
Mori u coasr. [13], pna MCPyV-nonoxxurenbHbIX
KM mnporuos nyuiie (B 0OZHOM CIy4ae HabI0fjanach
CIIOHTaHHasA perpeccus omyxonn), yeM B MCPyV-
HeTaTMBHBIX OIYXO/MAX, B HUX 4Yalle HabIIOfjanach
akcnpeccuda RB1 u pexxe — sxkcnpeccusa p53. B gacr-
HOoCTH, B uccnegoBanuy H. Sihto u coasr. [43] o6mas
5-7eTHASA BbDKMBAEMOCTb mHanueHToB ¢ MCPyV-
nosutuBHbIMK KM 651712 BTpoOe, a B pabote S. Bhatia
U COaBT. [44] - BYeTBepo BbIle, YeM Y MAIUeH-
ToB ¢ MCPyV-neratrusnbiMu onyxonamu. OpHaKo
B 9TOM BOIIpOCe [I0 CUX IIOp HeT eINHCTBA MHEHMIL,
U, 11O JaHHBIM JPYIMX aBTOPOB, 00lLIas BbDKMBae-
MOCTb MalMeHTOB He 3aBucena oT MCPyV-craryca
KM [18]. IIpakTnyeckoe 3HaueHue B KauecTBe dax-
TOpa IJIOXOT0 IPOrHO3a MOXKET METb KO3KCIIPeCCU A
B KM npotenna p53 u c-Kkit, u, HanmpoTus, B KadecTBe
¢dakropa 6nmarompusaTHOro mnporuosa s MCPyV-
HOJIOKMTEIbHBIX OIyXOJIel — aKcIpeccus 6enka RB1
B OTCYTCTBIE 9KCIIpeccuu p53 [25].

Moaxoabl K Tepanuu

CpaBHuTenpHasA pepkoctb KM m guarHoctmka
OONBIIMHCTBA CTy4aeB Ha MO3MHUX CTafusAX 3a60-
JIeBaHMsI — OCHOBHAsI IPUYNMHA TOTO, YTO CTAHAAPTHI
JIe4eHNs ellje He JOCTaTOYHO paspaboTaHbl, a Befie-
HUe MAIVEeHTOB C 3TYMY OIYXOJAMM IIPEeJCTaBIAeT
OIPOMHYIO IpobreMy A/isi KAMHUIUCTOB. OFHAKO
OYeHDb aIPeCCUBHBIN XapaKTep POCTa ITUX OIYXO-
JIell ompefensieT HeOOXOJMMOCTDb, He Tepsisa Bpe-
MeHU, HPUMEHATh ONTMMAaJIbHbIe CXeMBbI TepPaluu.
B cny4ae pesexrabenbHOro 3aboneBaHus XUPypriu-
YecKasl pe3eKI[Msi — CaMBlil PagUKaIbHbI CIOCOO
JledeHn s, HO Jisi OONBUIMHCTBA MAlVIEHTOB eUH-
CTBEHHBIM BAapMAHTOM OCTAeTCs TepaleBTUYecKoe
nedeHue. PafgyKanbHO YHAIUTD OIIYXOIM BO MHOTMX
CIIydasix He yhaerTcs, K TOMY >Ke, KaK IpaBujIo, y a-
IIIEHTOB YK€ UMEIOTCA CKPBIThble (He BbISBICHHbIE)
MeTacTasbl 1 MUKpoMeracrtasbl. IIpu nevenun KM
IIMPOKO VICIONB3YIOT IY4YeBYI0 Tepaluio, K KOTO-
pOJT 9TV OIYXO/NM O4eHb YYBCTBUTETbHBI, @ TAKXKe
OPUMEHSOT XMMMIOTEPAIINIO, 0COOEHHO IpU HaN-
YYY OTHAJICHHBIX MeTacTa3oB. [l ynydiieHus Ka-
yecTBa JKM3HM U Pe3y/NbTaTOB JledeHNA MAIJIeHTOB
¢ KM Haubonee 4acto NpUMEHAT KapOOIIATHH,
LUCIIATHH, 5-pTopyparnn, unknopocdhaMus, OK-
copyOunuH (1M sSNUpPyOULINH), BUHKPUCTUH B CO-
YeTaHUY C NpeHN307T0HOM. OTHOCUTETBHO MecTa
A[IPIOBAHTHON TEpAaNMM MINM KOMOMHAIIMYU PATNO-
XMMUOTepanuy KOHCEHCyca IO CUX IIOp HeT, He JI0
KOHI[a pa3pabOTaHbI I CTAH/APTHBIE IPOTOKOJIBI JIe-
yenusa KM [8, 45].
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Yenexu B nedenuy KM B 6mmxariime rogst 6yayT
CBsI3aHBI C Pa3pabOTKOIl HOBBIX CHCTEMHBIX Tepa-
neBTUYeCKUX cTparernit. OfHa U3 HUX — TapreTHas
NIPOTMBOPAKOBasA Tepanus — YCIENIHO IPUMEeHAeTCA
IpY JIEYEHNM SPYTUX TUIIOB 37I0KaYeCTBEHHDIX OIIY-
xoreit. IIpu usydeHuu naHenu 6eKoB, KOTOPbIe yKe
YCIEINTHO UCIIONIb3YIOTCS B KaYeCTBE K/I€TOYHBIX MI-
IIeHell /IS TapreTHO Tepanuu, B kKreTkax KM 06-
HapyXumm akcrpeccuio c-kit, Bmi-1, Mcl-1, VEGF-A,
VEGEF-C, VEGF-R2, PDGF-a u PDGF- [8]. B HacTo-
Aljee BpeMs IPOBOJATCA MHOTOYNC/IEHHbIE KIIN-
HIYeCKMe MCIBITAHUA MHIMOUTOPOB TUPO3UHKI-
HAsbl, MMEIOLINX Ba)KHOE 3HAYeHMe B pa3paboTke
pasHbix cxeM xuMuoTepanuu KM. Tak, skcnpeccns
PDGFRA Ha6mopanace B 95% KM, a skcupeccus
c-kit - B 15-90% [46-50]. Ha ocHOBaHMM 3KCIIpec-
cun c-kit (KIT, CD117) 8 KM B KauecTBe TapreTHOTO
Ipernapara UCCIeOBaIy MHIMOUTOP TUPO3UHKIHA-
3bI MMATUHMOA ME3U/IAT, HO KIMHUYECKOe UCCIEeNO0-
BaHne I paspl 6b1I0 IpeXIEBPEMEHHO MTPeKpalleHo,
MOCKOJIBKY 3TOT IIperapar oKasajics HeapeKTus-
HBIM: YaCTVYHBII OTBET OBUI IOMyYeH TONBKO y 1 13
23 maueHTOoB, a Y 6OMbLUINHCTBA OBLIIO OTMEYEHO ObI-
cTpoe mporpeccupoBaHue 3aboneBanus [51]. bouin
HIOTy4YeHbl Pe3yNbTaThl, CBU/IETENbCTBYIOLINE O TOM,
YTO CYpPBUBUH, PeTyIATOPHBIA O€I0K, MIPAOLINI
IBOJHYI0 POTb B KaueCTBe MHIMOMTOpA alonrosa
U CTUMYJIATOPA K/IETOYHOI mponudepannn, siBis-
eTCs ellje OJHUM U3 MHOTOO00CIA0IUX KaHMIATOB
/151 pa3paboTKU HOBOI! LieJIeBOII TAPreTHOI Tepanmnn
B Le/IAX jedenys nanyeHToB ¢ KM [52]. [Tockonbky
9KCIpeccus cypBuBuHa KoHTponupyercs LT, gome-
HOM cBf3bIBaHMA pRb, 3TOT mporemH Heob6xomuMm
I BbDKMBaHMA KneToK MCPyV-nosuTUBHBIX OIIy-
XO71eli, @ 3HaYUT, MOXKeT CITYKUTb XOPOIIel Teparnes-
TUYECKOI MUIIEHbI0 IpK UX jedeHun [45, 52, 53].
B akcmepumenTe OBIIO MOKA3aHO, YTO VHTUOMIIVS
CYpPBUBIMHA y MblIIeJl IPUBOANUIA K PErPECCUM OIIYy-
xomu [54], KpoMe TOro, ObIIM MOTY4YeHBI XOPOLIVe
pe3ynbTaThl MpU UCNONb3oBaHUM mMiR203 ana mo-
laBeHusl aKTMBHOCTU CypBMUBMHA B cnyyae MCV-
oTpuiaTenpbHbIx mrammo KM [53].

LeneBoii MUIIEHbIO IPU JIEYEHUU BUPYCIO3U-
TUBHBIX BapuaHToB KM Moxer cnyxutb u MCPyV
[52]. Tak, Ha Mofenu aKcriepuMeHTanbHoit KM y MbI-
nreil ObUI MOTy4eH Xopomuii ageKkT BaKIMHALVN
npotuB MCPyV [55]. Okcnpeccusi aHTHAIIONTOTHU-
YeCKOro IIPOTOOHKOreHa Bcl-2 Oblia BbIsABIeHA HpH-
MepHO B 80% crmydaes KM, HO ero ponb B mporpec-
CHPOBAHUM 9TOrO 3a60/IEBAHNS [IOKA He SICHA U ero
UCIONb30BaHMe /A Iliefell Tepamum emie Tpebyer
IOIOTHUTEIbHBIX UCCIeNOBAHMII [56].

B.B. JlenekTopckas M COaBT. IIOKa3anau, 4YTO
B 70,3% KM BbIAB/IAETCA BbIpAa)K€HHAS 9KCIIPECCHs

lypesuy J1.E, IpuwuHa E.E.

Helpo3HAOKPMHHAA KapLMHOMa KOXW 13 KneTok Mepkena. Jlekuus ¢ KpaTkviv 0630pom 19 Cilyuaes v [eMOHCTPaLMeN ABYX KIVHWYECKVX HAabMoAeH

peLienToOpoB K coMarocTatuHy 2A Tuma (2-3+)
”n B 15% — penenTopos K COMaTOCTaTUHY 5-TO TUIIA
[57]. Tlo ganupiM K.V. Orlova u coasr., B rpynmne na-
nueHToB ¢ KM 6e3 skcripeccuu pererntopos K coMa-
ToCcTaTMHY 2A TiIa (KoTopble oljeHnBanuch 0-1+) Me-
IMaHa BbDKMBaeMocTy 6e3 nporpeccuposanns (PFS)
cocraBuia 8,18 mecaAna, a B IpyIie ¢ BbIpa>kKeHHOI
9KCIIpeccueit ITUX peLenTopos (2-3+) — 33,4 mecsna
[58]. DM pe3ynbTaThl TOBOPAT O TOM, YTO PelLleITO-
pbl K comarocTaTuHy Ha kimetkax KM moryt 6bITh
JCTIO/Ib30BAaHBI B Ka4eCTBe IOTeHIIMaIbHOI MIUIIEHN
I TapreTHON Tepamuy C IOMOIbI0 aHA/lIOTOB CO-
MaTocTarnHa. OfHAKO NMEIOTCA ¥ IIPOTUBOpPEYaI e
3TOMY BBIBOJY JJaHHBIE. B psfie mccnefosanmit npu
IIpYMEHEHNN aHA/IOTOB K COMATOCTaTMHY A/ jieve-
Husa KM Obuiy mony4eHb! Hey[OBIE€TBOPUTE/NIbHBIE
pesy/IbTaThl — C TOUKM 3peHNsA KaK OTBeTa Ha Tepa-
M0, TaK U YBEIMYEHNA MeAVMAaHbl BbDKMBAEMOCTH
6e3 mporpeccuposanus [59, 60].

mmynorenHocts KM 06ycroBeHa HammdameM
MCPyV 1160 BBICOKOJ MYTAIMOHHONM HAarpysKoii.
Kretounplit mMMMyHMTET, omocpefoBaHHbil CD8-
no3uTUBHBIMY T-K/IeTKaMu, KOTopble HallesieHbl Ha LT-
n ST-TIpon3BOHbIE AMNTOMBI BUPYCa, XapaKTepeH LA
6onbumHCTBa manueHToB ¢ MCPyV-11o3uTuBHBIMU
KM. Ho cymecTBenHas BHyTpHoOmyxomnesas nHOGUIb-
tpanus CD8* T-kneTkamu HaOII0aeTCsA TONBKO Me-
Hee yeM B 20% KM. B umccnemosanun K.G. Paulson
M COaBT. [27] HPOrHOCTMYECKM 3HAYMMBIMM OBUIN
KIMHMYeCcKas CTaguAd M VMHOUIBTPAIMA OIyXOln
CD8-nosutuBHbMM nuMponuramu. OpHako J. von
der Griin u coaBt. [61] He ymamoch BBLABUTDL CYLie-
CTBEHHOIT KOPPeALNM MeXAY MH(UIbTpaLyeil Ommy-
xomt CD8-no3utuBHbIMY TuMdOLUTaMY, IKCIPECCU-
et B oryxonu PD-L1 u BupycHoI Harpyskoii. ABTOpEI
OOBACHAIOT 9TO TeM, YTO VIMMYHHBINI OTBET MOXKET
3aBMCETb OT MEXAaHM3MOB, OTIMYHBIX OT BUPYCHOIA
MHQEeKIM, HalpyMep, OT MY Taluii, BBI3BAHHBIX Y/Ib-
TpaduoneToBbIM U3TydeHneM. HanpoTus, crpomaib-
Hag yHQWIbTpanusa CD8-mumdonuramMu B codeTa-
HUM C TUMQOIUTAMY, VHPUIBTPUPYIOLVIMY OITyXONb
(tumor infiltrating lymphocytes - TILs), mo ux jaH-
HBIM, KoppenupoBanu co ctarycom PD-L1 1 MCPyV
B onryxom. Otcytcrue T-KneTouHON MHQUIBTpaLy
MO>KeT OTPa’kaThb MHTUOMIINIO KIIeTOYHOTO IMMYHHO-
IO OTBETa MOCPEICTBOM 3allpOrpaMMIPOBaHHOI Iie-
penmaun curnanos 6enka PD1 u PD1 nuranga 1 (PDL1)
W Hanuuye fedeKToB B JICIIKOLUTAPHOM aHTUTEeHe
(HLA) xmacca I [1].

Becpma mepcreKTMBHBIM HaIIpaB/IeHUEM B Je-
gennn KM, KoTOpoe ceifyac aKTUBHO paspaba-
TBIBAE€TCsA, CYUTAeTCA HMMMyHoTepamudA. Jo He-
INaBHETO BpPEMEHM CTAaHJApPTOM JIe4eHUs IIpu
nporpeccupytomux KM 6bma  XuMmuoTepamms.
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IlepBast MMHUA XUMHOTEpANNM HA OCHOBE IIIATH-
HBl B COYETAHUN C ITOMO3MAOM IIOKasana oOmjuit
yposenb orBeTa (ORR) 31-55% ¢ 6omee KOpOTKOII
BBDKIBAEMOCTBIO Ge3 ImporpeccupoBaHusi sabose-
BaHINA, YeM Te IIpeNapaThl, KOTOpble HeJaBHO ObLIN
3aperUCTPUPOBAHDL /I MMMYHOTEpPANNUM MPOTUB
PD-1/PD-L1 [62]. B ogHOM 13 IepBBLIX MCCIefOBa-
HUII, IOCBSIIEHHBIX IPO6/IeMe MCIONb30BAHNS aH-
tu-PDl-anTnrena (nem6ponusymada) y manyeHTOB
¢ mporpeccupyiouieit craguert KM, gacrora orBera
cocraBuia 56% ¢ ypoBHEM BBDKIMBAeMOCTH (€3 Ipo-
rpeccupoBanus 6 MecAnes B 67% cny4vaes, 110 CpaB-
HEHUIO C 24% y IAlMEeHTOB, Y KOTOPBIX IPUMEH /TN
xummoTepanuio [63]. Itm MHOroObeljarOLIe pe-
3y/IBTAThl IIPUBEINM K BKIIOYEHNUIO HeMOpOIusyma-
6a B IIPOTOKOJIBI CUCTEMHOII Tepalnu JUCCEMUHN-
poBaHHbIX omyxoseit B pykosogcrse NCCN 2017 r.
o nedenuio KM [64]. B gpyrom 6onee obummpHoM
uccnefoBaHNM n3ydanu 3¢p¢GeKTUBHOCTh HPUMeHe-
HuA eme ofgHOro aHtu-PDl-aHTMTena, aBemymaba,
B Ka4yecTBe Tepaluyl BTOPOI TMHUY y MALMEHTOB
¢ KM, mporpeccupoBaBUIMX IOCIe NPUMEHEHNS
XMMUOTePAINM, U ObIIY HOMy4YeHBI TOKA IIpeBapy-
Te/IbHBIE, HO BIIO/IHE OOHA/Ie)XMBAIOI[/E Pe3y/IbTAThL
[1,65]. L. Desch u R. Kunstfeld mpenmoxxunu cospats
MeX/[yHapofHbIll peructp KM, KOTOpBIil TO3BONMNT
coOMpaTh HOCTATOYHO OOJBIIOE KOMUIECTBO MAIlV-
€HTOB C 9TOJI MAaTONOTMeN ¥ IPOBOAUTh MHOTOLEH-
TPOBBIe KIMHUYECKME UCIBITAaHUA ANA M3YYEeHUS
PasHBIX CXeM U BapUAHTOB ee jledeHns [66].

O60611as Bce cKasaHHOE, CTAHOBUTCA OYEBUJIHO,
4yTO0 ms guarHocTuky KM u jledeHMs manyeHTOB
C OTUMM OIYXO/SIMM HEOOXOJUM MY/IBTUAUCIIV-
IUIMHAPHBII TTOXOJ ¥ COBMECTHbIE YCUIUsL PasHBIX
CIIeIMAJIICTOB: JIepMaTONIOrOB, OHKOJIOTOB pPa3/ny-
HBIX IpOdUIIelt, TaTOIOTOB, XMPYProB, PajiN0IOTOB,
XMMHIOTEepaneBToB. Y yacTy manyueHtos KM Bo3HU-
KaeT Ha oHe UMMYHOAEe(DUIINTA, YTO MOXKET COove-
TAaThCsL C [PYTUMI OIYXOJLSIMY, BOSHUKIINMU Y HUX
B pasHble MepyroAbl (CMHXPOHHbBIE M MeTaXPOHHbIE
OIyXoyu). DTO CYyLIeCTBEHHO OCTIOXHSET AMATHO-
CTUKY U BefleHNe TaKMX Ial[MIeHTOB, OIpeJieNsAeT He-
006X0AMMOCTb Pa3pabOTKM AJIsl HUX CJIOKHBIX MH/Y-
BUJIya/IbHBIX CXeM TePamuIL.

Co6CcTBEHHbIE KNMHNYecKKe HabnogeHns

ITpuBofMM KpaTKMil aHANMN3 KIMHUKO-MOP(OIOrn-
YeCKMX [AHHBIX MAI[MEeHTOB, KOTOPLIM B ITaTOJIOTO-
aHatrommndeckom otmenenuu I'bBY3 MO MOHVKN
M. M.®. Bragnmupckoro 6601 mocrasieH Mopgono-
TMYeCKMIT [UATHO3 KapLinHOMbl Mepkers (Tabmuiia).
B GonplIMHCTBE C/TydYaeB AMArHO3 ObII yCTAaHOBIIEH
IIpY KOHCY/IbTAIl}Y 'OTOBOTO MaTepuasa, I03TOMY
KJIMHIYeCKVX JAHHBIX /151 [Ty 6OKOro aHajm3a 6b110
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Puc. 1. A - viHTeHCVBHas MemOpaHHan 1 LIMToMNIasmMaTMyeckan 3KCnpeccra peLenTopos
K comaTocTaTnHy 2A Tvna B KapumHomMe Mepkens, X 250. b — akcnpeccuna cypBrBrHa B Afpax
KNneToK KapumHombl Mepkens, X 250 (M1kpodoTo 13 nnyHoro apxusa J1.E. [ypesny)

He NOCTaTO4HO. V3 Tabmuibl BULHO, 4TO B 8 (42,1%)
CIy4asxX OIYXONM JIOKAJIM30BaIUCh B 0671acTH
ronossl, B 3 (15,8%) - B 06/1acTu KOHEYHOCTEIL,
B 3 (15,8%) — B oOmacTu Ty/OBUILA U MATKYUX TKaHel
ATORUILL, YTO OIU3KO K TOMY pacIpefielieHNIo, KOTO-
poe IpuBOUTCA B OobIIMHCTBe ybnuKkanuii. Eme
B 4 clyd4asix IepBUYHAs TOKaIM3alMsl OIYXONK He
6p11a ycraHoBieHa. Tompko B 4 (21,05%) HabmogeHn-
X KIMHUYIeCKUit 1 Mopdomorndeckuit guarnos KM
OBII YCTAHOBJIEH CPasy, B OCTAJIBHBIX CIydYasixX Iep-
BOHAYA/IbHBIN [Mardo3 Obl7 OMOOYHBIM. B 60/b-
HMIMHCTBe CIy4aeB MeTacTassl KM j10Kann3oBaanch
B muMdaTiyeckux ysnax, Haubomee 4acTo B IaXO0-
BBIX. B 2 cy4asx 6b1u 3adUKCHPOBAHDI TOKAa/IbHbIE
peunauBhlL, B 8 — TaHHbIe OTCYTCTBOBaMM. B Hamrei

Puc. 2. A - onyxonb BepXHero Beka neBoro rnasa. b — Makponpenapat yganeHHom onyxonu.
B — BHeWHW BK1A NauveHTa nocne yaanenvs onyxonn. I — peunams onyxonu yepes 2 mecaua
nocne nepeow onepaumm (GoTo 13 nMuHoro apxmea E.E. TpuwmnHon)
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MNauveHTsl C NOATBEPKAEHHbBIM MOPDOOTMUECKM ANArHO30M «KapLHoMa Mepkens» (COOCTBEHHbIE faHHbIE)

®

Ne n/n Cnyvaii / non/ Jlokanusauua HauanbHbIl KNMHNYeCKni Pa3zmep onyxonu MertacTasbl Ki67
BO3pacT AnarHo3
1. A./m/82 BepxHee BeKko neBoro rnasa KapuuHoma Mepkensa? 4,5 cm PeLnanB MecTHbI, permoHapHble 65
Jlumdpoma? ny
2. A./m/58 MpaBas roneHb H3K HO JlokanbHble peunansbl (2) 80
3. B./m/57 MNpaBas roneHb KapunHoma Mepkens HA MaxoBbie JTY 75
4, [./x/64 Bonocucran yacTb ronosbl H3K HA MaxoBble (MakCUManbHbIN 48,5
pa3mep 9 cm), 3a6pIOLINHHbIE,
nogmbiweyHble JTY
5. I./x/66 Mu3nHel neBow pyku KapurHoma Mepkensa HA J1Y noambllleYHble cnesa 55
6. E./m/56 MNpaBoe npeanneybe HeBpunHoma 3x2cm HA 335
7. K./x/74 HwuHee Beko bazannoma Koxu Beka 0,8cm HA 54,5
8. K./m/56 MpaBas nognonatoyHas obnactb Jlunoma npasoi HO HAO 50
noAsionaToyHoi obnacTu
9. K./ /65 JleBas nogrnasHnyHas obnacte  basanuoma? AHrmocapkoma?  Hf HA 53,5
10. K./x /58 HA MertacTtasbl HOK HIMJ HO 4 J1Y manoro Tasa 78
11. J./m/63 MepenHAA NOBEPXHOCTb Lwen KapuuHoma Mepkena+TMKP ~ 2,5x1,8%x1,0cm JleBas nopnonatoyHas 061acTb 75
12. M./ m/73 HA NumdapennTt? HA MaxoBble JTY cnpaBa 81,5
JNumdorpaHynematos?
13. M./ x /57 Bonocucras yactb ronosbl ba3sannoma HA K HAO
14. M./ x /61 HA MenkoknetoyHaa HOK HA MaxoBble JTY cnpasa 32,5
15. Mn./m/40 Koka n markue TkaHm arogmupl  Jlumdpoma HA HA 75
16. MN./x/78 BepxHas yeniocTb Ornbpoma BepxHeil YeniocTn  HA HO 85
17. Nn./m/85 Korka npaBon Arogunubl MenaHoma HA MaxoBble JTY cneBa 46,5
18. P./x/50 HA Mertacta3 HOK HMN HA MaxoBble JTY 34
19. P./m/80 MpaBoe Kpbino Hoca MnoreHHas rpaHynema koxm  1,0x0,8 cm ? 65

NpaBoro Kpbiia Hoca

K = KeHwmHa, JTY - numdaTnyeckuii y3en, M — My>KunHa, HA — HeT faHHblx, HMJ1 — Her3BecTHaA nepBuyHan nokanmsaums, H3K - HeliposHAOKpMHHanA KapurHoma, NMKP — nnockoknetoy-

HbI pak, CK — cnioHHaA Kenesa

BBIOOpPKe ObI/Ta IPUMEPHO paBHAs IIPOIOPINA MALlN-
eHTOB 060ero mnosna (10 My>»4nH 1 9 KeHIINH), BO3-
pacT mauyeHToB Bapbuposai oT 40 o 85 jet, mpeob-
nMajany manyueHTs! crapire 60 et (57,9%), B Bopacte
50-60 ner 661 6 (31,6%) u Tombko 2 (10,5%) — mo
50 ner. Bo Bcex HaOMIOEHMUAX AMATHO3 OBLI IIOJ-
TBEPXKJiEH IIOCTe MMMYHOTUCTOXMMMUYECKOTO MC-
CNIeJIOBAaHMA: KJIETKM OIIYXOJiell 3KCIIpeccupoBann
HeJIpOSH/JOKpUHHBIE MapKepbl — CHHANTO(U3NH,
xpomorpanuH A, CD56 Bo Bcex crmydasax, Kpome 1,
IIK20 6b11 monoxxuteneH, no dote-like tumy, ma-
Iexc mponudepanyuyt OMYXOJAeBBIX KiaeTokK Ki67
B Pa3HBIX OIYXO/IAX BapbMpPOBAJ B OUEHb IIMPOKUX

lypesuy J1.E, IpuwuHa E.E.

Helpo3HAOKPMHHAA KapLMHOMa KOXW 13 KneTok Mepkena. Jlekuus ¢ KpaTkviv 0630pom 19 Cilyuaes v [eMOHCTPaLMeN ABYX KIVHWYECKVX HAabMoAeH

npefenax. PelenTopsl K coMaTocTaTMHy 2A TuIa
aKcIpeccupoBanu 66,7% (6/9) omyxoneit (puc. 1A),
4YTO MajIo OT/IMYAETCA OT Pe3y/IbTaToB, IOMTyYeHHbIX
B.B. JlenekTopcKoit U COaBT. [57], sifiepHast aKCIpec-
CUs CYpBMBMHA HaOMOfanach BO BCeX MCCIEOBaH-
HBIX cnyvasx (11/11) (puc. 1B), p53 - B 88,9% (8/9),
a CD117 - B 57,1% (4/7) cny4aes.

Huxe Mpl mpuBogum 6oree mogpo6HOe ormmca-
HUe 2 KIVMHNYECKUX HaOTIOmeH I,

KnuHnyeckoe HabnogeHve 1

BonbHo!t A. 82 ner (cmydait Ne 1 B Tabnuie, BbIEeneH
IIBeTOM) O0OpaTH/ICA B KIMHMKY C JKa/o6aMy Ha OIyXOJb
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Puc. 3. A - pocT KapuvHombl Mepkens B aepme 6e3 npopacTaHuns anvaepmumca (X 125).

B - 6onblwoe konnuecTso duryp mMnto3os (x400). B — akcnpeccua B KneTkax omnyxonu
cmHanTodmnHa. I — akcnpeccms xpomorpaHnHa A (x 250). [ — dote-like akcnpeccun
unTokepatuHa 20 (x400). E — skcnpeccus Ki67 B Aapax onyxonesblx KNeTok (X 250).

XK - akcnpeccua npoTenHa p53 B AQPax onyxosnesbix KNeTok (x400). 3 — 06unbHbIN
NMMOOUAHBIN MHOUIBTPAT B CTPOME BOKPYT OMyXONeBbix KOMMIEKCOB v Cnabas numdoniHan
MHOUNBTPaLMA B OMyXonu; peakumna C 0bLMM TMMOOLIMTAPHBIM aHTUreHOM (X 125) (MMKpOhOTO
13 nnuHoro apxwea J1.E. Typesuy)

BEpPXHEro BeKa /IeBoro rnasa. Omyxonb BIPOCTIA B TeUeHNe
2 MecsiLeB, OBICTPO yBeIMIMIACh B pa3Mepax, Melana 06-
30py, Hepuoadeckn KpopoTouna. ITpu ocMoTpe obpaia-
J1a Ha ce6s1 BHMMAaHIe OITyXO/Ib BEPXHETO BeKa IeBOrO [71a3a,
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APKO-KPACHOTO 1IBETa, C IUIOTHO-OGYTPUCTON MOBEPXHO-
CTBIO, 3MIACTUYHOM KOHCHCTEHLUY, OOMBLINX pPa3MepoB
(5x4x3 cm) (puc. 2A, B); onyxonb pacimpocTpaHAIach Ha
BCIO TOMIY BeKa, MHQUIBTPUPYS KOXY, XPSL] U KOHD-
IOHKTI/IBY BEKa, BbI3bIBAA TOJIHBIN TITO3 BEPXHETO BEKa
(puc. 2A). IIpu IPUKOCHOBEHNM TTIOBEPXHOCTD OIYXOJIM CO
CTOPOHbBI Ha}IbHe6paHbHO]‘/‘[ KOHDPIOHKTUBBI KPOBOTOYNIIA.
B03MO>KHO, TaKoi OBICTPBINI POCT ONMYXOMU CTUMYIMPO-
BAJICS TeM, YTO IAIMEHT MCIONb30Ba/ IIPUMOUKI C TOPs-
yeii BOfoJi. BepxHee BeKO I€BOTO I71a3a BMECTE C OIYyXO0JIbI0
OBIIO IIOTTHOCTBIO MCCEYEHO eNMHBIM OIOKOM C 3aXBaTOM
HAPY>KHOIT 1 BHYTPEHHeI CIIaeK BeK 10 Tap300pOMUTaIbHOI
CIajiKi, IIOCIIe Yero OblTa BHIIIOTHEHA ITaCTIKA M 06pa3o-
BaBIINIICSA He(l)eKT 3aMEIeH KOXHO-MbIIICYHbIM }IOCKY-
TOM C BrcKa (puc. 2B). O6ceoBaHme pa3nyHbIX OPraHOB
U CHCTeM He BBIABIIO HUKAKOIT TATO/MOT M. PernoHanbHble
nmuMdaTIIecKue y3/Ibl He ObIIN yBeIYeHbl, He IaTbIpo-
Ba/much. IIpu KOMIBIOTEpHOI ToMOrpadum OpOUT C KOH-
TPacTUPOBAaHMEM PACIPOCTPAHEHNUA OIYXONM B HOJOCTh
7IeBOIL OPOUTHI He HAO/MI0ATOCE.

/3 aHaMHe3a >KM3HH MAllMleHTa U3BECTHO, 4TO OH
OB BOCHHOCHY)XAIMM, CIyXKmn B CeMUIIalaTHHCKe.
IToc/me BBIXOA B OTCTaBKY [O HeJaBHETO BPeMEHU KNI
B Kasaxcrane ¥ JJINTeIbHO MOfIBEPTasiCs COMHEYHON VH-
comanyn. ITpy osAB/IEHNY OITyXO/MU BeKa CaMOCTOSATENIbHO
Hpméeran K TEIIZIOBBIM Hpoue;[ypaM, I/[CHO}I])SYﬂ IIpuMOY-
KI C KUIIATKOM.

T'ucTomorndeckoe U MMMYHOTMCTOXMMUYECKOE UC-
CIefloBaHMe BBIABIIN KapIHOMY Mepkens. Omyxosnb 110
cTpoennio 6buta HU3KORMUG(epeHIMPOBAHHON U Tpel-
cTaBisiIa c060it MeTKOKIeToU bl BapuanT KM. Omyxonb
COCTOSI/Ia U3 KPYIIHBIX OKPYI/IBIX COMMUIHBIX KOMIITIEKCOB,
OKPY>KeHHBIX TOHKMMU cenTaMu $p16pO3HOIL TKaH; ObIIa
o6pasoBaHa U3 MOHOMOP(®HBIX MEIKUX KIETOK C Y3KOIi
L[UTOIIa3MOI1, OKPYIIBIMI AAPAMIU C METKOAVCIIEPCHBIM
XpOMaTMHOM U 6e3 BUAUMBIX Afpbiliek (puc. 3A); pocia
B epMe, B OT/[e/NbHBIX YYacTKaX JOKAaTbHO MHBA3UPO-
Bajla TOAJIEXAIYIO KMPOBYIO K/IETYATKy. B TKaHM oIy-
XOMM OBUIM BUIHBI MHOTOYMCIEHHBIE (UIYPBI MUTO30B
(puc. 3B): 80-100 B 10 PII3 (npu yBennueHnn o6beKTu-
Bax400). Ilpm MMMYHOTMCTOXMMMUYECKOM MCCIe[0Ba-
HUY KJIETKU OIIYXOJIM 9KCIPeCCUPOBaIN CHHANTOPU3UH
(puc. 3B), xpomorpaunH A (puc. 3T'), IUTOKePATUHBI K-
poxkoro crekrpa (xmoH AE1/AE3), a Takke [IK20 o dote-
like Tuny (puc. 31I), cpeguuit nupexc nponudepaunun Ki67
(xkmor MIB-1, DAKO) 6511 paBen 65% (puc. 3E), B simpax
YacTy KJIEeTOK Habmmofamack skcnpeccus p53 (puc. 3)K)
un cypBuByuHa. JIumdonpHas MHPUIBTpAIMA ONYXOMU
6b11a c1abo BBIpa)KEHHOI (3TO OBIIO BBISIBIEHO IO 9KC-
npeccun o0Iero NeiKOINTAPHOTO aHTUTeHa, KIToH CD45)
(puc. 33), OTCYTCTBOBAIa 9KCIPECCUA PELENTOPOB K CO-
marocratuny 2A u 5-ro Tuna. C y4eToM BCero KOMIIIeKca
XapaKTepPHBIX 0COOCHHOCTeT — IOKa/NIN3aIys OIyXo/N Ha
nnie (Ha BepXHeM BeKe), APKO-KPAcHBII [[BET, OBICTPBII

Jlekuumn
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Puc. 4. A - KapuvHoMa Mepkensa, MeNKOKNETOUHbIN BapuaHT CTpoeHuA (X 125). B — onyxonb

13 BYX KOMNOHEHTOB: KapLMHOMa Mepkena (BepXHWIA NpaBbiii yron, xenTaa CTpesnKa)

11 MOPOKaPLIMHOMA (HVXKHWI NEBBIN Yrof, KpacHas CTPENKa), pasfefieHHble TOHKOW NMPOCIOMKON
[iepMbl, SKCMPeccya cMHanTodrsvHa B KapLyiHome Mepkena v oTCyTCTBYE — B KNeTKax
nopokapumnHomsl (x40). B — dote-like skcnpeccua untokepatiHa 20 B KneTKkax KapUUHOMbI
Mepkensa (x400). T - akcnpeccua Ki67 B 60nbLWINMHCTBE KNETOK KapurHoMbl Mepkens (x 250).

1 — nanunnApHble CTPYKTYPbl MOPOKAPLMHOMBI KOXM (X 125). E — skcnpeccna p63 B KneTkax

NOPOKapLUMHOMbI (MUKPOGOTO 13 NnuHoro apxviea J1.E. Typesuy)

POCT 1 ee UMMYHOGDEHOTHII — 3aK/II0YUTENIbHbII JUATHO3
3Bydan Tak: «HuskopnddepeHnmpopanHas HepoOIHLIO-
KPMHHAas KapIMHOMa KOXU U3 KIeToK Mepkens (kapumu-
HOMa Mepxerns)».

Yepes 2 MecsIa IIOC/e YAaleHNs OMYXOIM BO3HUK pe-
LMAUB B 06/1aCTH HAPYXKHOTO Kpas MOC/IeOHNePaliOHHOIO
pybua. PennpuBHas omyxonpb OblTa SpKO-KPacHOTO 1[BeTa,
0KO/IO 3 MM B fiaMeTpe. HecMOTps Ha pasbsCHUTENbHbIE
Gecenpl, MAIMEHT IIPOJO/DKAA VCIOAb30BATh TEIUIOBbIE
npyMouky. OMyXonb GbICTPO yBeIMYMBANACh B pasMepax
n gepes 2 Hegen gocturia 1 cm (puc. 2T). [Tanpnmposancs
YBEIMYEHHBIN MPeyIIHbI MbaTIHIeCcKit y3en u Obm
06Hapy>KEeHbI METACTA3bl B PETMOHAPHBIX TUMPATHIECKUX
y3nax. bombHOMY OblTa BBIIIO/IHEHA 9K3€HTEPALVs JIeBO
OpOUTHI 1 TMMPOANCCEKINSA ITOPAKEHHBIX TMMPATHIeCKIX

lypesuy J1.E, IpuwuHa E.E.

Helpo3HAOKPMHHAA KapLMHOMa KOXW 13 KneTok Mepkena. Jlekuus ¢ KpaTkviv 0630pom 19 Cilyuaes v [eMOHCTPaLMeN ABYX KIVHWYECKVX HAabMoAeH

y3noB. IlanuenT oT manbHENIIEro 1eYeHnsa OTKa3acs, BU-
TaJIbHBIIT IIPOTHO3 [/IS HETO IJIOXOIL.

B arom knmHmveckom Habmogennn KM pasBuiach mo
KTaCCUYECKOMY CLIeHapMIO VI €€ MO>KHO JIeTKO OLIEHUTD I10
kputepusim AEIOU [24]: A+ (6eccuMOTOMHOE TEYEHME),
E+ (6bicTphiit poct), I-? (MMMyHOCyIIpeccus, BepOsTHO,
ecTb, HO OTCYTCTBYIOT COOTBETCTBYIOINNMe AaHHBbIe), O+
(Bospacrt 6osnee 50 1et), U+ (OTKpBITHIE /151 YIbTpaduoe-
TOBOTO OO/MTy4YeHMs YIaCTKM KOXKN), TO €CTh UMEJIICh 4 13
5 KpUTEpUEB, YTO, IO JJAHHBIM JINTEPATYPbI, XapaKTEPHO
st 52% manuenToB ¢ KM. Y Halero maijumeHTa MMeCs
U OTIONTHUTeNbHbII KpuTepuit KM: KpacHBII I1BET OIYX0-
. B ero aHaMHese IPUCYTCTBYIOT Tak>Ke GaKTOPHI IIOBbI-
IIEHHOTo pucKa passuTua KM: cBeT/nas Koxa, 1 OH JI0/ITO
KM/ B MECTHOCTH C TIOBBIIIEHHON MHCOAIMEN.

B kauecTBe KOMMEHTapyus 3aMeTUM: B CTaThe
C.J1. KopoBuHa 1 coaBT. [67] mpefcTaBieHO MHTepecHOe
U B 4YeM-TO IIOf00HOe ONMCAHHOMY HaMlU HaOIIofieHue,
KOTOpPO€ XOTelOCh Obl IPUBECTU B KPATKOM U3IOXKEHIIL
IMTanyenTtka 65 jieT 06paTuaach ¢ KajaobaMm Ha peryuinB
OITyXO/IM Ha KOXKe JIeBOJI IeKM, KOTOPYIO eil y[alauiu He-
CKOTIBKO MecsIleB Ha3af ¢ ccedeHneM 06 pasoBaHyIs 1 IIIa-
ctuxoit fedexra. bein nocrasnen guarnos KM, cnenmas-
HOTO JIe4eHNA He IPOBOAMIOCD. Yepes HeCKOIbKO MecAleB
BO3HVIK PELM/IUB, MALMIeHTKe ObIIO BBIIIOJTHEHO MCCEeYeHMe
PELMANBHOI OIYXO/IN, ellle Yepe3 2 Mecsla OHa obpati-
JTach C IOBTOPHBIM PEIVIMBOM, IIOC/Ie Yero eif ObIT Ha3Ha-
JeH KypC Jy4eBOll Tepalliy Ha OIYX0/Ib B CyMMapHOII 03¢
40 Ip, B pe3ynbrare edeHnA ObUIa OTMeYeHa PELYKINs 00-
pasoBaHus Ha 80%. OHaKO IPMMEPHO Yepes 4 MecsLa Ipu
IIPOBEeHNN KOMIIBIOTEPHOIT TOMOrpadui TOI0BHOTO MO3-
ra, OPraHOB I'PYIHOI KJIETKM, OPIOIIHOI MOJIOCTI 1 MajIoro
Tasa y MaLMeHTKY ObII BbIAB/ICH IOKA/IbHBII PELUANB I OT-
JlaJIeHHBIe MeTACTa3hbl BO BHYTPEeHHe opraHbl. ITocie sToro
6onbHAs MOMy4YMIa KypC Ma/IMATUBHON XMMMOTEpAIny
o cxeme VAC (BUHKPHCTHH, JOKCOPYOuumH, nukmodoc-
¢damuy), Ha HOHe POBOAMMOrO JTeYeHNs ObITIO OTMEYEHO
IajIbHellllIee IPOrpeccHpOoBaHme 3a60/IeBa s

OTu 1Ba HabmofeHMA elle pas3 yOe[UTENIbHO CBUJe-
TENbCTBYIOT 006 OUeHb arpeccuBHOM xapakTepe KM; 60mb-
IIMHCTBO U3 3TUX OIYXOJIell XOTA 1 OTBeYaloT Ha JIeYeH e,
HO 3¢ eKT MOKeT OBITh TOTBKO KPATKOBPEMEHHBIM.

KnuHnyeckoe HabnoaeHve 2

ITpuBoMM ommcaHNMe OFHOTO M3 [IBYX paHee HAMU OIy-
6/IMKOBaHHBIX HaOmomeHun [68] BO3HMKHOBEHUS He-
CKOTIBKMX OIyXO/lell y MHaIjMeHTOB C TPaHCIIAHTUPO-
BaHHBIMM opraHamu. Yepes 10 mer mocne mepecajgku
[I0YKY, B TeyeHNe KOTOpBIX mauueHT JI. 63 ner (caydvait
Ne 11 B Tabuie, BbIe/IEH [[BETOM) MOMydal MMMYHOCY-
NIPeCCUBHYI0 Tepallio, Ha KOXXe IepefHeil I0OBEpPXHO-
CTU LIeM pasBUIACh TPUOOBUAHAs ONYXOIb AMAMETPOM
3 cm. OmyxXonb MMesna CI0YKHOe CTPOeHVe VM COCTOSIA M3
IBYX MOP(OIOTMYECKN U TUCTOTEHETNYeCKU PasIMIHbIX
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HOBOOOPa3OBaHMIL, TECHO NPUIXKAIUX APYT K APYTY
U pasfie/IeHHBbIX Y3KOi1 MPOCIOoiiKoi Aepmbl. OfHa U3 Omy-
XOJIel 10 CTPOEHMUIO M UMMYHO(EHOTHUITY COOTBETCTBOBA-
nma KM, ¢ comnpHbIM TUIIOM POCTa, OHa OblIa 06pasoBaHa
U3 MEJIKUX THe3J, HeOO/MbIINX, MOHOMOP(HDIX, OKPYI/IBIX
KJIETOK C MEIKOJUCIEPCHBIM AZIePHBIM XPOMATMHOM
U y3KUM OOONKOM LUTOIIa3Mbl, C MHOTOYVMCICHHBIMMU
MUTO3aMU U odaramy Hekposa (puc. 4A, B). Ilpu ummy-
HOTMCTOXMMMYECKOM VICC/IEIOBAHMM OITyXOJIeBble KeTKI
sKkcrpeccupoBanu CD56, XpoMOrpaHuH A U cuHanTOpMu-
3uH (puc. 4B), a takxe IIK20 mo dote-like tumy (puc. 4B),
uHpekc nponudepanyn Ki67 6wu1 paseH 75% (puc. 4TI).
OTcyTCcTBOBa/MA 9KCIPECCUs PELeTOPOB K COMATOCTATH-
Hy 2A u 5-r0 Tuna u p53. B cooTBeTCTBUM C TUCTONOTU-
YeCKMM CTPOEHMEM Y MMMYHO(EHOTUIIOM OIYXO/IU OHa
OblTa paclleHeHa KaK HeMPOIHZOKPMHHAS KapI[MHOMa
KOXXU U3 K/IeTOK Mepker.

Bropas omyxonb UcXonua n3 CTEHK! KUCTO3HOI 110-
TOCTH, TIPEJIONOKUTENbHO TPUXONEeMMAIbHON KUCTHI
VI pacHIMPEHHON IOpbl, MHBA3MPOBAIa OKPY>KAIOUIYI0
nepMy, GOpMUPYA CONMAHbIE U MANNIIAPHbBIE CTPYKTYPbI
U3 KPYIIHBIX IOMMMOPQHBIX KJIETOK C ITy3bIPbKOBUIHBIMU
SAApaMM, 3aMETHBIMI AAPBIIIKAMI U C1ab0 303MHOPUID-
HOJI TMTOMMa3Mol. JacTh K/IeTOK cofep)kana B INTO-
IIa3Me KPYIIHbIe ONTUYECKI IIyCThle BaKyonu (IpU3HAKY
cebaneitnoit nudpdepenuyponku) (puc. 411). IIpn ummy-
HOTUCTOXVMMYECKOM HCC/IEJOBAHUM OITyXOJeBble KIIeT-
KU 9KcrpeccupoBanu p63 (puc. 4E), HuToKepaTuHbI Mn-
poxoro cnekrpa (kmoH AE1/AE3), HepaBHOMepHO, He BO
BCeX KeTKaX ONYyXO/lM — LIUTOKepaTuHbI 5/6, 7 u 14 n He
skcnpeccuposany 1JK20, HeilposHZOKpMHHBIE MapKe-
pot — cunanrodusns (puc. 4b), xpomorpanun A u CD56.

JononHutenbHaa nuHpopmauua

Q®uHaHcMpoBaHne

Pa6ota npoBefeHa 6e3 npuBieyeHns AOMONHUTENBHOMO GUHAHCMPOBa-
HUA CO CTOPOHbI TPETBUX ML

Nutepatypa / References

B cooTBeTCTBMM C TUCTONOTMYECKUM CTPOEHUEM U UMMY-
HOQEHOTHUIIOM OITyXO/IM OHa OblNa paclieHeHa KaK I0po-
KapIMTHOMa KOXXM C TPM3HaKaMI T/IOCKOK/IETOYHOI 1 ce-
6arjeitHo T depeHIPOBKIL.

OueBUAHO, YTO 3TO HAOMIOfEHNE XOPOLIO WJIIIO-
CTpUPYeT IOBbIIIEHHBI PUCK PA3BUTUA OIYXOJIEN KOXM
Boobuie 1 KM B 4acTHOCTM y NAIMEHTOB, IIePEHeCIINX
TPaHCIUTAHTALMIO OPTaHOB. Y HALIEro HalMeHTa OIyXOJb
pasBmiach B Hambosee TunmyHoi A KM nmokanusanuu
(romoBa/es) yepe3 10 jieT 1mocje TpaHCIUIAHTALVY, YTO
YK/IaJpIBaeTCad B TOT BpPEMEHHONM MHTEPBas, KOTOPbIIi, IO
TAHHBIM JTUTEPATyPhl, IPOXOAUT OT MOMEHTA IepecafKu
OpPraHOB [0 BO3HMKHOBEHMS y HEKOTOPBIX HNAl[M€HTOB
OIyXo7eli, u B IIepBYI0 ouepeb omyxonei koxu. K coxa-
JIEHUI0, MBI He MIMe/IU BO3MOKHOCTH onpefenuts MCPyV-
CTaTyC y 3TOTO TALMEHTA, HO, COITACHO TaHHBIM JINTEPa-
Typbl, 00bI4HO ClOKHBIe KM MMEIOT BUPYCHeraTMBHBII
CTaTYC, YTO CIIYXKUT TakKe GaKTOPOM MeHee 6/1aronpuAT-
HOTO ITPOTHO3a.

3aKknyeHune

PenxocTp M HemocTaToyHas M3ydeHHOCTb KM, mx
OBICTPBINT POCT, MO3[HsSA [MATHOCTUKA, arpecCuB-
HBIiT OMOMTOTMYeCKILI TOTeHI WAl X OTCYTCTBUE efH-
HBIX CTAaHJApTOB JIeYeHNUs He IT03BOJIAIOT CETOfHA
U3/IeYUTH OONBIIMHCTBO MALMEHTOB C 3TOI HATOJIO-
rueit. PerieHne mpo6IeMbl COCTOUT B TIOMCKE TEX KITe-
TOYHBIX MMUIIEHEN, KOTOPbIe MO3BOMAT paspaboTaTh
HOBbBIe 9QQeKTVMBHbIE TapTeTHbIE IIPeNapaThl Ji/LA JIe-
YeHNUs STUX arpPecCUBHBIX omyxorneir. Heobxonumo
Take 0000IIeHNe pPe3y/IbTaTOB MHOTOLEHTPOBBIX

MCCIeOBAaHUI JaHHON MaTOMOTUM. €

KoHpnuKT nHtepecos

AsTOpbI AEeKNapupyT OTCYTCTBUE ABHbIX W MOTEHLMabHbIX KOH¢HI/IKTOB
WHTEPECOB, CBA3AaHHbIX C I'Iy6ﬂVIKaLLI/Iel7I HacTosALen cTaTbu.
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Merkel cell carcinoma (neuroendocrine carcinoma
of the skin): a lecture with a brief overview of 19 cases
and demonstration of two clinical observations

L.E. Gurevich' - E.E. Grishina'

The lecture deals with epidemiology, clinical mor-
phological and genetic characteristics of a rare
aggressive neuroendocrine carcinoma of the skin,
or Merkel cell carcinoma (MC). We describe the
algorithms for the differential diagnosis of these
tumors and their treatment approaches, and focus
on the main unresolved issues, such as delayed and
erroneous diagnosis, the search for new diagnostic
markers and targets for the development of more
effective treatment methods. We provide a brief
clinical and morphological analysis of 19 own ob-
servations of MC in 10 men and 9 women aged
40 to 85 years (57.9% of the patients were above
60 years, 31.6% from 50 to 60 years, and 10.5%,
below 50 years). In 42.1% of the cases, the tumors
were located in the head, in 15.8% in the limbs,
and in 15.8% in the trunk and soft tissues; in the
rest of the cases the primary tumor location was
not identified. Only in 4 cases MC was diagnosed
immediately; in all other cases, the initial diagno-
ses had been wrong. The diagnosis of MC was es-
tablished after the analysis of medical files, histo-
logical and immunohistochemical biopsy studies
and was confirmed by immunohistochemistry. All
the tumors were expressing synaptophysin, chro-
mogranin A, CD56; in all cases except one, cytoker-
atin 20 of the dote-like type, type 2A somatostatin
receptors in 66.7%, nuclear survivin in 100%, p53
in 88.9%, CD117 in 57.1%. To illustrate the topic,
we present 2 clinical observations of MC. The first
case was an 82-year old man who had been liv-
ing for a long time in the territory with increased
sun radiation. A bright red tumor developed on
his left upper eyelid, becoming gigantic (5 cm in
diameter) within 2 months and bleeding. Despite
the radical excision of the tumor, at 2 months af-
ter the surgery he developed local recurrence and

metastases in regional lymph nodes. Thereafter,
he underwent the orbital exenteration and lym-
phodissection of the affected lymph nodes. The
second observation was a 63-year old man. At
10 years after he had had his renal transplant, he
developed a mixed skin tumor on the anterior
neck surface. The tumor was represented by MC
and porocarcinoma with signs of squamous and
sebaceous differentiation. These observations
demonstrate MC rapid growth, its aggressive po-
tential and such risk factors as prolonged high in-
solation and long-term drug immunosuppression
after organ transplantation. Conclusion: At pres-
ent, the rarity and low understanding of MC, its
rapid growth, late diagnosis, aggressive biological
potential and the lack of uniform treatment stan-
dards do not allow for cure in most such patients.
The solution to the problem lies in the search for
the cellular targets that would allow for the devel-
opment of new effective targeted treatments for
these aggressive tumors. In addition, integration
of any results obtained in multicenter studies of
the disease is essential.

Key words: skin tumors, Merkel cell carcinoma,
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lapse
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