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Pe3rome

Kapuunoma Mepkeinst — pekast ObICTpOIPOrpecCUpyIONIas arpeccuBHast OITyXO0JIb KOXKH C 4aCThIM METacTa3upOBaHUEM
1 BBICOKOHM CMEPTHOCTHIO. 3a00JIeBaHNE TIPEICTABIIAET COO0M MYTFTH(PAKTOPHYIO MATOJIOTHIO, SBISTFOIIYIOCS PE3YIbTa-
TOM B3aMMOJICHCTBUS SH/IOTCHHBIX U 9K30TeHHBIX (hakTOpoB prcka. CBOEBPEMEHHOE BbISBICHHE KapLIMHOMBI Mepkeist
UMeeT Ba)KHOE 3HAYCHHE B IUIAHE BEJICHUS IAL[EHTa U IPOTHO3a Ha €r0 BBI3OPOBIICHUE, TAaK KaK JaHHOE 3a00JIeBaHUe
OYEHb YacTO aCCOLMUPYETCS C HEOIJIACTHYECKMMHU MPOLIECCaMH HE TOJBKO B KOXKE, HO U B IPYTUX opraHax. B manHoit
CTaTbe MPEJCTABIICH KIMHUYECKHH CiTydail KapimHOMBI MepKelisi, pacCCMOTPEHBI BOIIPOCHI € dTHonaTorenesa, audde-
PEHIMATIBHON IMarHOCTHKH M TeparuHm.
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Abstract

Merkel cell carcinoma is a rare, rapidly progressive, aggressive skin tumor with frequent metastasis and high mortality.
The disease is a multifactorial pathology resulting from the interaction of endogenous and exogenous risk factors.
Timely detection of Merkel cell carcinoma is important in the management and prognosis of the patient, because the
disease is often associated with other neoplastic processes not only in the skin but also in other organs. This article
presents a clinical case of Merkel cell carcinoma and deals with the issues of'its etiopathogenesis, differential diagnostics
and therapy.
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BBenenue

Kaprmaoma wu3 knetok Mepkens (kapiuHO-
Ma Mepkensi) TpecTaBisieT co0Oi arpeccHBHYIO
MEPBUYHYIO KOXHYIO 3JIOKAYECTBCHHYIO OITyXOJb
C YacThIM METACTa3UPOBAHUEM M BBICOKOW JICTAJIb-
HocThlo. Ee pasButue 0OycClIOBIEHO psAAOM ycCTa-
HOBJICHHBIX 3K30T€HHBIX ()aKTOPOB, BKIIIOYAIOIINX
JUINTEIIbHOE BO3ACHCTBUE YNIBTPadHOIETOBOIO M3-
Jy4eHUs, TaTOTeHHbIE (PaKTOPbl BUPYCHOH MTPUPO/IBI
(monmmomMaBupyC) W COCTOSHUE HMMMYHOCYTIPECCHHU
opranu3Ma. B nanHOW craThe mpeacTaBieH KIWHU-
YeCKUH cilydall KapIMHOMBI M3 KJIETOK Mepkens,
pPaccMOTPEHBI ATUONATOTCHE3, KIMHUYECKHUE TPOSIB-
nenust u auddepeHnranbHas TMarHoCTHKA TAHHOTO
3a00J1eBaHMsl, ONTUCAHBI COBPEMEHHBIC BAPUAHTHI Jie-
YeHUsl.

Kunnnvyecknii ciryvait

MyxuuHa, 57 net, oOparuics 3a MEAUIIMHCKON
MOMOIIIBIO ¢ Kajlo0aMu Ha OKPYIIoe oOpa3oBaHUE
KOXH TIOSICHUYHOM 00JIaCTH CJIeBa C U3bS3BICHUAMH,
KpOBOTOUYHMBOCTHIO. CO CITOB IMaliMeHTa, 00pa3oBaHNe
CYIIECTBYET OKOJIO YEThIpEeX JIET U N3HAYAIbHO OBLIO
10 pa3Mepy «C JAecSITUpyONIeBYI0 MOHETY» C HE3Ha-
YUTEJIbHBIM BO3BBIIICHUEM HAJ OKPYXaoLIeH 3710-
pOBOI KOXeW M M3MEHEHHUEM I[BeTa, B TEUEHUE II0-
clenyomux 2,5-3 JIeT MeUIEHHO YBEIHMYHBAIOCH.
[Tocne nocTmwxkeHus AuaMerpa 3 cM B TOPU30HTAIIb-
HOW IJIOCKOCTH OIyXOJb Havajia Pa3BHBAThCS BEp-
THKAJIbHO, CTaJI OTMEUAThCsl SBICHUS U3bSI3BICHUS
1 MOKHyTHEe. KpOBOTOUHMBOCTH OITyXOJIM TMOSIBHIJIACh

Puc. 1. Kapyunoma Mepkens (6uo ceéepxy)
Fig. 1. Merkel cell carcinoma (top view)

OKOJIO TIOITYTO/Ia Ha3a/l, YTO U MOCITYKHAIIO0 OCHOBHBIM
MMOBOZIOM K 00paIllEHHUIO 32 MEIUIIMHCKOM TTOMOIIIBIO.

JlokanbHBIN cTaTyc: Ha KOXKe MOSICHUYHOW 0071a-
CTH CJIeBa OTMedaeTcs y3en pazmepom 9,0 cm B ropu-
30HTaJILHOM ¥ 4,0 CM B BEPTUKAJIHLHOM HAIPaBJICHUH,
JUBUHO-KPACHOTO IIBETA, C YETKUMHU TPaHUIAMH,
MHOYKECTBEHHBIMH IPO3USMHU U OYaraMy H3bsS3BIIE-
HUA Ha ToBepxHOCTH. Koka BOKpYT y371a HE U3MeHe-
Ha (puc. 1, 2).

Brmonnena MYJIbTUCIIUPAJIbHAsA KOMIIBIOTCPHAs
ToMorpadusi OPraHOB TPYIHOW W OPFOIIHOW IOJIO-
CTeH, BBIABIEHO MHO)KECTBEHHOE METACTaTHIECKOe
MOpaKEHUE JIETKUX pasmepamu odaros ot 0,5 cM 10
2 cM. YuuTbIBasl HaJM4YKUE B aHAMHE3€ JIByX MAaCCHB-
HBIX SITU30/10B KpOoBOTeUeHHS (Ha mpueme B Kypckom
OHKOJIOTHYECKOM HAayYHO-KIMHHUYECKOM LIEHTPE CO-
JepxaHre TeMorTo0nHa B KPOBH TMAIEHTa COCTaB-
qsiio 80 1/1), NPUHITO PEIIeHHE O HEMEJICHHOU
TOCIUTAIN3ANNN OOJBHOTO B OHKOJIOTHYECKOE OT-
JIEJIEHUE OIyXOJIeW KOXH, KOCTEH U MSITKHUX TKaHeH
JUTSI TIPOBEACHUSI CAHUTAPHOTO XUPYPTUUYECKOTO Jie-
YCHMSL.

OnepaTHBHOE JIeUEHHE: MIUPOKOE HCCEUYEeHUE
OTIYXOJIM KOXKU TOSICHUYHOW O0JIacTH ClieBa C pe-
KOHCTPYKIIMEH  TIOCTIEOINepannoHHoT0  nedexra
MCCTHBIMU TKaHSIMU. Pe3an>TaTI)I TUCTOJIOI'NYE€CKO-
rO HCCleNoBaHus: KapiuHoma Mepkenst (HeWpo-
SHIOKPUHHBIN paK KOXKH); HMMYHOTHCTOXHMHYEC-
KH — 3KCIIPECCHsI CHHANTO(PU3UHA, XPOMOTpaHUHA A,
CD56, uutokepatnna oOmero u murokeparuna 20.
Huarnos: Kapmuaoma Mepkenst St4 pT3pNlaMl1b
KT II. CocTosiHrE KOMILIEKCHOTO JICUEHUS: XUPYPIHU-

Puc. 2. Kpynuviii y3en na kogice noschuunou ooaacmu cie-
8a. Yzen nueuonozo yeema c ouazamu U3bsA36/1eHuUs.

Fig. 2. Large nodule on the skin of the left lumbar region.
The nodule is livid in color with foci of ulceration
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Yeckoe JiedeHne + Kypchl moduxumuorepanuu. [la-
IIUEHT BBIMACAH B YOBIETBOPUTEIHLHOM COCTOSHUHU
1oJ] HaOMIOZIEeHNe OHKOJIOTA, YYaCTKOBOTO TepareBTa
JUTSL TIPOXOXKACHHSI KyPCOB XUMHUOTEPAIIUH.

Obcyxaenne

Kapunnoma u3 knetok Mepkensi npeacTaBisieT
€000 arpecCHUBHYIO INEPBHUUHYIO KOKHYIO HEHpo-
SHAOKPUHHYIO OITyXOJbh C YacThIMH MeTacTazaMu
U BBICOKOH JI€TaJbHOCTBIO. OINUAEMHOIIOTHYECKUE
JJaHHBIE O €€ PaCHpPOCTPAHEHHOCTH YpPE3BBIYAITHO
PasHoOOpa3Hbl M yKa3bIBaIOT HA T'€HAEPHBIE, paco-
BBIC W BO3pACTHBIE OCOOCHHOCTH 3a0ojyieBaHus [1]
(Tabmura).

OcHOBHBIMH (haKTOpaMH PHCKA Pa3BUTHSA KapIu-
HOMBI MepKeist Ha CErOHAIIHUIN ACHb SIBIISIFOTCS:

— MHOQUIMPOBAHHME TMAIMCHTOB ITOJIMOMABH-
pycom (Polyomavirus): B pe3ynbraTte CEKBEHH-
posanus PHK y manmenTtoB ¢ kapuuHomont Mep-
KeJIs IIOJYYeH HOBBIM INTAaMM BHpyca CeMeHCTBa
Polyomaviridae — monmmomaBupyc KiieTok Mepkems
(Merkel cell polyomavirus). Ha ceronasmauii 1eHb
CUUTAETCS, YTO MH(OUIMPOBAHHE TOJIHOMABUPYCOM
SIBJISIETCSl OJJTHUM M3 MEPBBIX HHULIUUPYIOUIUX COOBI-
TUH B KaHIleporeHese kapuuHomsl Mepkens [2];

— JJMTENbHOE JCWUCTBHE YIBTPadUOIETOBOTO
U3JTydeHus! (MPUBOJUT K HAKOIUICHHIO CIIOHTAHHBIX
MYTaIH, YTO TaKXKE UIPAET BAXKHYIO POJIb B I1aTOre-
He3¢ KapIIMHOMBI MepKes);

— UMMYHOCYTIPECCHUBHBIE COCTOSIHUS: B TPYIILY
pHUCKa pa3BUTHUS KapIUHOMBI Mepkens BXOIAT MM-
MYHOCKOMITPOMETHPOBAHHBIE TMAlMEHTHl IeMaToso-
THYEKOTO Tpoduist (XpoHUUECKUi TrMQOoIeiKos)
[3, 4], munia ¢ BUY/CITU/ [S], GonbHBIE mOCe Tie-
PEHECEHHOH TpaHCIUIAHTALIMM OPraHoB [6], a Takxke
HAlMEHTHI, TPOXOISIINE KypC JICUCHHUS ayTOUMMYH-
HBIX 3a00yeBanwmii [7].

COBOKYITHOCTh JCUCTBHS BCeX (DAKTOPOB pUCKA
NPUBOIMT K NMposuepaniyi BHY TPUITHICPMATbHBIX

KJIETOK M Pa3BUTHUIO OITyXoJIM. BO3MOXHBIMM KIeT-
KaMU-KaHAWJaTaMH Pa3BUTHS KapLMHOMBI MepKes
saBIsroTCs B-nmumoruter u pudbpodractel. Takxke B
HEKOTOPBIX HCCIECIOBAHUSIX MPEAINOaraeTcs poib
AMHJCPMATILHBIX/IEPMATIbHBIX CTBOJIOBBIX KJIETOK
KaK UCTOYHMKA Pa3BUTHUS OIMyXxouH [8].
Knuanveckue nmposiBieHns] KapUHOMBI Mepke-
71 TOCTaTOYHO Pa3HOOOpa3HbI, YTO OOBSICHSIET pe-
KOCTb TOCTaHOBKH MPAaBUJIBHOTO JHArHo3a MpH BbI-
SIBIICHUW HOBOOOpa3oBaHus [9—11]. Uarme Bcero ona
IpeacTaBiIsieT co0oil y3en okpymrioi (Gopmsl, TBEp-
JIbI U 0e300JIC3HEHHBIN TIPU TaJIbIIAIUH, KPACHOTO
n/win proaeToBOro BeTa ¢ TeHACHIMEH K aKTHBHO-
My pocty [12, 13]. [TomrmMo onucaHHBIX KJIaccHuec-
KHMX IPU3HAKOB, KapIUHOMa MepKeiisi TaKKe MOKET
MPOSIBIISITECS B BUJE MaMyJl, OJNALICK, KUCT, 3yIsIIINX
HeCTIEMM(PUISCKAX HOBOOOpPA30BaHWN KOXKH, TIall-
MWJIOMATo3a U TIIyOOKHX KOXHBIX mopaxeHuit [10,
14]. Yare Bcero st OMyX0JId XapaKTepeH OBICTPHIi
POCT C U3BA3BICHHEM. TUIUYHOW JIOKaIU3aluen
MaTOJIOTUYECKOT0 Tpoliecca NMpU KapuuHoMme Mep-
KeJsl ABJISIETCSl KOKA T'OJIOBBI U LIEH, a TAKXKe KOXKa
OTKPBITBIX YYacTKOB BEPXHMX KoHeuHocTed [14].
(Tabmuma). OTMedaeTcs TCHACHIHS 00Jee JacToMy
MaHM(EeCTUPOBAHUIO OIYXOJIU CJIEBa, YeM CIIPaBa.
B uccnenosanun T. Gambichler et al. coobmaercst o
npeoOiafanuy NOSBICHUS KapLUHOMbI MepKess Ha
JIeBOM TTOJIOBHHE Tejia B cOOTHOLEeHUH &:1 (TyaoBH-
me), 1,8:1 (romoBa m HIWKHHUE KOHEUHOCTH) U 1,2:1
(BepxHue KoHewHOCTH). JlaHHas Tomorpaduueckas
0COOEHHOCTH OITyXOJIM HE CBA3aHa C BO3PACTOM, MOJIOM
U IpyTHUMH 3MHAEeMUoIornaeckumu axropamu [15].
JuddepeHnpranbHyo TMarHoCTUKY KapIUHOMBI
Mepkensi IpOBOASAT TUCTOJIOTHYECKU C APYTHMH J10-
OpOKaueCTBEHHBIMU U 3JI0Ka4€CTBEHHBIMH HOBOOO-
Pa30BaHUSIMU KOXKH, TAKMMH KaK 0a3a1bHOKJIETOUHAs
U TUIOCKOKJICTOYHAsI KapUUHOMBI, JTUM(OMBI KOXKH,
MMMOTEHHAsT TpaHylleMa, CapKoMa, SIHuepMalibHas
Kucra, aepmaroudpoma, auroma, MeraHoMa (ame-
JAHOTHYECKHUH THI) U METaCTaTHUECKHE MOPaKEeHUs

Onuodemuonocuveckue 0anHvle 0 pacnpocmparHeHnocmu Kapyunomst Meprens

Epidemiologic data on the prevalence of Merkel cell carcinoma

SHHHCOMI/IOHOFI/I‘IGCKI/IC
XapaKTCPHUCTUKU

XapakTepHble 0COOCHHOCTH

l'ernepHbIe 0cOOEHHOCTH

Berpeuaercst moutn B 1Ba pasa yame y MyxunH (62,1 %), yem y sxermmH (37,9 %)

BOSpaCTHLIe 0COOEHHOCTH

XapakTepHo /sl TaIlMeHTOB TIOXKHUIIOTO U cTapyeckoro Bo3pacta (81,7 % nanuen-
TOB ¢ KapLUHOMOI Mepkenst HaxosaTcst Ha 7-9-M Aecstunetuu xku3ny, 33,1 % — B
Bo3pacte ot 70 mo 79 ner, 30 % — B Bo3pacte ot 80 mo 89 net)

Jlokanu3zanus nporecca i wede (23,6 %)

Yarmie Bcero BO3HUKAET Ha royose u mmee (42,6 %), pexxe — Ha BepXHEeH KOHEUHOCTH

PacoBrie ocobennocTn

(0,8 %) mponcxoxIeHUS

[Ipenmy1ecTBEHHO MOpakaeT MpecTaBUTeNei eBporeonaHoi pacsl (96,4 %)
U KpaifHe peqKo BcTpedaercs y jun appoamepuxanckoro (1,2 %) u a3narckoro
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u3 npyrux oprasos [13, 14]. Cnenyer oTMETUTSB, UTO
HaJM4Yue y TMAIMCHTOB KapIIMHOMBI MepKens He HC-
KIIIOYaeT TPHUCYTCTBHE APYTHMX HOBOOOpA30BAHUU.
Tak, B uccaenoBanuu C. Carneiro et al. mokasaHo,
YTO JIMLA, CTpajarollure KapiuHomMoill Mepkens, B
18,7 % cirydaeB Takke UMEIOT COIyTCTBYIOIIHE 3710-
Ka4eCTBEHHbIC HOBOOOPA30BaHUsI KOXKU B BUJE 0a-
3aJIbHOKJIETOYHOTO paka KOXKH, IJIOCKOKIETOYHOTO
paka KOXXH M KapIIUHOMBI U3 KJIIETOK CaJIbHBIX Kele3
[16]. Taxxke ommMcaHBI CITydan KapIMHOMBI MepKes
C JIOKaIIM3alnei Ha CITU3UCTBIX 000JI09KaX (TIOIOCTH
pra u obGnactu renurtanuil). [laHHas Jokanu3anus
OITYXOJIM CYATAETCS OUeHb PEIKON, HO B TO YK€ BPEMSI
HaubOosee arpeccuBHou [10, 14].

TakTuka BeJEHUS MAlMEHTOB C KapIMHOMOU
Mepkens 3aBHCHT OT CTaJud 3a00JIEBaHUS, HAJH-
YUl WX OTCYTCTBHSI COIYTCTBYIOIICH MATOJIOTHH
n obmero coctosHus marpenta. OOBIYHO ee Jiede-
HUE TIpeACTaBiseT co00M KOMILICKCHBIN Ipolece,
BKJTIOUAIONIUH XHUPYPTHUECKOE BMEIIATEIIBCTBO C
IIUPOKUM HMCCEYCHHEM HOBOOOpazoBaHwus, JuMpa-
JIEHODKTOMUIO U MIPOBEICHUE MOCICIYIONTINX KYypPCOB
XUMHO- M JIy4eBOW Tepanuu. TakTuka BeICHHS Ta-
[IUEHTOB C KapIIMHOMOW Mepkensi 3aBUCUT OT THIIA
nmuhepeHITnPOBKH OITyXOJHU U CYITIECTBYOIICH KITH-
HUYECKOH KapTuHsbl [16—18].

B onucanHom Hamu ciydae kapuuHoma Mep-
KeJisi MaHH(EeCTHpOoBajia y MYXYHHBI B JIOCTATOYHO
MOJIOIOM Bo3pacte (53 roma), YTO HE COBMAIAET C
TAHHBIMH JTUTEPATyPhI O €€ dMUAEMHONIOTHA. Tem He
MEHee KIMHWYECKas KapTHHAa M TeueHHe 3a0oieBa-
HHS COBMAMNAIOT C ONMHMCAHHBIMU B JINTEpPAType CIIy-
yasmu. J[TUTeThHBIA POCT OITyXOJH B TEYEHUE TPEX
JeT OOBSICHSCT KPYIHBIE Pa3Mepbl HOBOOOPa30BaHHUS
(9,0 cm B ropuzonTamsHoM U 4,0 CM B BEpTHKAJIb-
HOM HarpaBiieHUH). [|0CTHKEHHUE OMYyXOJIbI0 TaKHX
pa3MepoB W OTCYTCTBHE OOpaIIeHUs 3a MEIUIINH-
CKOW TIOMOIIBI0 MOYKHO OOBSCHUTH HECKOIBKUMHU
(bakTopamMH: HETHUIIUYHAS JIOKAJIM3alksl HOBOOOpa-
30BaHUs (KOKa MOSICHUYHOW 001acTH) M OTCYTCTBHE
BBIPQXKCHHBIX CYOBCKTHBHBIX OIIYIICHUH (TIepH-
OJIMYECKHE SMU30/bI KPOBOTEUEHUS M MOKHYTHE).
[lIupokoe XHpPypruyeckoe MCCeYeHHe 00pa3oBaHUS
B JAHHOM CITyYae SIBJSUIOCH HAnOOJee BEPHBIM pe-
[IeHUEM B TUTaHE JICUCHHS U JTATbHEUIeT0 BeICHUS
MAalKCHTA.
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