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PE3IOME

B nocnepgHee BpeMs oTMeyYaeTcs yBENMYEHUE YMCna NaLMEHTOB C NEPBUYHO-MHOXECTBEHHbIMM 3/TOKa4eCTBEHHbIMU OMyXO0-
NSIMK, KOTOPbI€ He TONIbKO MOPaXKatoT OfMH USIN HECKOJIbKO OPraHoB, HO U OT/IMYAKOTCS MEXAY COBO0M MO rMCTONOrMYecKom
CTpYyKTYype. MNpun 3TOM cpeam NepBUYHbIX 3/10KaYeCTBEHHbIX HOBOO6GPA30BaHUIi PefIKON NoKanusauuein ssBisieTcst MenaHoma
KOXW. [laHHasa Ho30M10rns cocTaBnsieT Bcero 3—5 % OT BCcex onyxonew KoXxun. MenaHoMa CBsizaHa C BbICOKOW CMEPTHOCTbIO
13-3a pa3BUTUSI BbIPAXXEHHOIO METACTaTMYECKOro NOTEHLMANa, B CBA3M C YEM U3YyYEHUE JaHHOrO 3/10Ka4YeCTBEHHOro o6pa-
30BaHuWs NpeAcTaBnsieT HaMbOobLUYO aKTyaslbHOCTb. 3a nocnefHue 50 feT BCTpeYaeMoCTb NePBUYHO-MHOXECTBEHHOM
MeJlaHOMbI 3HayuTeNIbHO Bo3pocsa. MNpy 3TOM KOMIMYECTBO NaUMeHTOB, MMetoLLmx 6osiee 2 o4aros, BO3pocsio Ao 18 % or
ynucna NepBUYHO-MHOXECTBEHHbIX MEJTaHOM B TeyeHue nocnegHux 50 net. 310 nogYepKnBaET BaXXHOCTb HabNoLeHNs
naLueHTOB C MenlaHOMOW U PerynsipHbiX OCMOTPOB 60/1bHbIX Ha MPeaMeT BO3HUKHOBEHWUSI HOBbIX 04aroB. B faHHOI cTaTbe
NPOAEMOHCTPUPOBAH KIIMHUYECKUIA ClyYal NaLMeHTKM C YCTaHOBNIEHHbIM JMarHo30M NepBUYHO-MHOXECTBEHHOMO 3aboneBa-
HUS C NOpaXXeHWEM MeNaHOMOW KOXXW 1 MPSIMO KULWKW. 1o NoBoAy MenaHOMbI KOXM NaLMeHTKe 6b1S10 BbINOHEHO LLUIMPOKOe
ncceyeHme onyxonu ¢ NaxoBo-6eapeHHo nuMdoauccekLmein cnpaea. B nocneaytolem nposogmnach nyyeBasi Tepanus
n xuMmnoTepanusa. B nocnegyrowem npu KOMMIeKCHOM o6celoBaHUM 60M1bHOM 6bln YCTaHOBIEH AMArHO3 3/10Ka4YeCTBEH-
HOro HOBOO6Pa30BaHNUA HUXHE-aMMYNAPHOro OTAeNa NPSAMOI KULLKKU C NEPEXo0M Ha aHasbHbIi kaHan. MNMauuneHTke 6bina
BbIMOJIHEHA NlanapoCKONMYeCKN-acCUCTMPOBaHHas GPHOLLIHO-MPOMEXHOCTHAsH SKCTUPNaLmMs NpsMo KUWKK. Mo fAaHHbIM
rMCTONOMMYECKOro aHannsa BbisiB/ieHa y3/10Basi MenaHoma. M3 aHamHe3a 60/1bHOI cpeAn CONyTCTBYOLWMX 3a60NeBaHMUM
TakxXe 6blNn BbISIBNIEHbI pak MOJIOYHOW Xenesbl, MMOMa MaTKW, FreMaHrmomMa neveHu, ramaptoma nerkoro. KnuHmyeckoe
TeyeHe BCex 3/10KayecTBEHHbIX OMnyxonei 6b110 61aronpusaTHbIM, 6e3 pa3BUTUA PeLMANBOB M MeTacTasoB. HanbonbLuni
MHTEpec B JaHHOW cuTyauuu NpeacTaBnsieT NepBUYHO-MHOXECTBEHHAsA MenaHoOMa B CBAI3U C YCMELUHbIM JIeYEHUEM MpU
Hanbonee He6MaronpuMATHOM NporHose. ONMcaHHOe KIMHUYeCcKoe HabntaeHe CBUETENbCTBYET O HEO6XOAMMOCTH
yrny6/1eHHOro U3yYeHUsi cryyaeB NEPBUYHO-MHOXECTBEHHbIX 3/T0KAQYE€CTBEHHbIX OMyX0sei U NoMcka MexaHU3MoB 6naro-
NPUSITHOIO TEYEHMSI NPY 3TOM 3/10KAYECTBEHHbBIX HOBOO6GPa30BaHU.

KnioueBble cnoBa: nepBUYHO-MHOXECTBEHHbIE 3/10Ka4YeCTBEHHbIe OnyXonun, nepBU4YHO-MHOXECTBEHHAaA MeJlaHOMa,
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CLINICAL CASE REPORT

CLINICAL OBSERVATION OF PATIENTS WITH PRIMARY MULTIPLE MALIGNANT TUMORS,
INCLUDING PRIMARY MULTIPLE MELANOMA

Yu. A. Gevorkyan, N. V. Soldatkina™, 0. K. Bondarenko, I. N. Mironenko, V. E. Kolesnikov, A. V. Dashkov

National Medical Research Centre for Oncology, Rostov-on-Don, Russian Federation
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ABSTRACT

Recently, there has been an increase in the number of patients with primary multiple malignant tumors, which not only affect
one or more organs, but also differ in their histological structure. At the same time, melanoma of the skin is a rare localization
among primary malignant neoplasms. This nosology accounts for only 3—5 % of all skin tumors. Melanoma is associated
with high mortality due to the development of a pronounced metastatic potential, and therefore the study of this malignant
formation is of the greatest relevance. Over the past 50 years, the incidence of multiple primary melanoma has increased sig-
nificantly. At the same time, the number of patients with more than 2 lesions has increased to 18 % of the number of primary
multiple melanomas over the past 50 years. This emphasizes the importance of monitoring patients with melanoma and reg-
ularly examining patients for new lesions. This article demonstrates a clinical case of a patient with a confirmed diagnosis of
a primary multiple disease with melanoma of the skin and rectum. For skin melanoma, the patient underwent a wide excision
of the tumor with inguinal-femoral lymph node dissection on the right. Subsequently, radiation therapy and chemotherapy
were performed. Further, during a comprehensive examination, the patient was diagnosed with a malignant neoplasm of the
lower ampullar rectum with a transition to the anal canal. The patient underwent laparoscopic-assisted abdominoperineal
extirpation of the rectum. Histological analysis revealed nodular melanoma. From the anamnesis of the patient, among the
comorbidities, breast cancer, uterine myoma, hemangioma of the liver and lung hamartoma were also identified. The clinical
course of all malignant tumors was favorable, without the development of relapses and metastases. The greatest interest in
this situation is the primary multiple melanoma in connection with successful treatment with the most unfavorable prognosis.
The described clinical observation indicates the need for an in-depth study of cases of primary multiple malignant tumors and
the search for mechanisms for a favorable course of malignant neoplasms in this case.
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BBEJEHUE

B nocnepHee BpeMsi OTMeYaeTCa yBeIMYeHne yncna
NayMeHToOB C NEPBUYHO-MHOXECTBEHHbIMM 3/10Kaye-
CTBEHHbIMW OMNYXONAMU, UMEIOLLMMU Pa3HYIO TMCTO-
JIOrMYECKYO CTPYKTYPY M MOpaXKaroLLUMMM OAWH WK He-
CKO/bKO OpraHoB. Han6onee pacnpocTpaHeHbl cyyan
[IBYX MEePBUYHbIX 3/T0KAYeCTBEHHbIX HOBOOGPA30BaHUN,
Torga Kak cny4yau 6osblieii MHOXXeCTBEHHOCTHU 3/10-
KaueCTBEHHbIX onyxosiei cocTaBnsaloT MeHee 0,5 % [1-3].

Mpw aTOM Cpeam NepBUYHbBIX 3/10KAYECTBEHHbIX OMy-
Xonen pefkKon nokanusaunen ABnaeTca MenaHomMa
KOXW, KoTopasi cocTaBnsaet Bcero 3-5 % OT Bcex ony-
XOJieil KOXW, HO aKTyaslbHOCTb 3TOro 3abosieBaHus
06YyCnoB/eHa BbICOKOW CMEPTHOCTbIO M3-3a BblpaXKeH-
HOro MeTacTaTU4YecKoro noteHuuana [4].

Moa NepBMYHO MHOXECTBEHHOM MenaHOMOM Nno-
HMMalOT BOSHUKHOBEHWE Y OLHOMO NauneHTa ABYX
N 6onee oTAeNbHbIX MenaHoM. 3a nocnegHue 50 net
BCTPEYaeMOCTb NePBUYHO MHOXXECTBEHHON Mena-
HOMbI 3HauuTeslbHO Bo3pocna (B 1960-x r. ee noka-
3aTenb cocTaBnsan MeHee 1 % cpefn MY>XXYUH U XeH-
WwuH; B 2000-x . — 6,4 % cpean XeHLWmH n 7,9 % cpean
MY>XUYMH). KOonMyecTBO MaLMEHTOB, MMetoLLmX 6osiee
2 ovaroB 3a nocnegHue 50 net Bo3pocno o 18 % ot
yncna nepBMYHO MHOXECTBEHHbIX MeflaHoM [5].

Mo maHHbIM uccnepoBaHust Menzies S et al. (2017)
4,8 % BCEX MenaHoM ABAAOTCA NEPBUYHO MHOXECTBEH-
HbIMW, @ CPEAHWIA NEPUOS, MEXAY 0BHAPYXKEHWEM MEPBOTO
1 BTOporo oyara coctasnsieT 33,7 mec. [Tpn atomy 70 %
nauueHToB BTOPOIA o4Yar AMarHoCTUPYeTCs B CPOKU OKOSIO
2 net rnocrne o6HapyXeHua nepsoro [6]. 3To noguepKu-
BaeT BaXXHOCTb HAbNOAEHUS NALMEHTOB C MENAHOMOM
N perynsipHbIX OCMOTPOB Ha MpeAMeT BO3HUKHOBEHUS
HOBbIX o4yaroB. Cpeaun Hanbonee 4acTbix SlOKanM3aumin
aBTOpPbl OTMEYatoT NOopaXKeHNe HUXHeN rybbl. 3Hauu-
TeNbHOW pasHuLbl B BO3pacTe NauueHToB C coauTap-
HbIMWU U MHOXXECTBEHHbIMW MeflaHOMaMW 06HApPYXKEHO
He 6b110. [0 AaHHbIM ApYrMx aBTOPOB NEPBUYHO MHOXKE-
CTBEHHbIMU ABNstOTCA 1-8 % Bcex MmenaHom [7]. Okono
6-12 % BCEX MeNaHOM SIBNAOTCA ceMenHbIMU, U 12 %
cpean ceMenHbIX MelaHOM ABMAKTCA NEPBUYHO MHO-
)ecTBeHHbIMMU [8]. K hbakTopam pucka HacneacTBEHHOM
1 NEPBUYHO MHOXECTBEHHON OPM OTHOCAT MyTaL MK
reHoB breast cancer 1 (BRCA1), BRCA1-associated protein
1 (BAP1), CDKN2A u telomerase reverse transcriptase
(TERT) [9-10]. HecmoTpsi Ha UMetoLLMECS CBeLEHMS MO
NOBOAY MeNaHOMbI, 3HAYMTENbHbIX AaHHbIX N0 BEAEHMUIO
naLueHTOB C NEPBUYHO MHOXECTBEHHOW MeTaHOMOM Ha
CEerofHsILLHNIA AeHb HeT.

Lienb nccnepoBaHus: ynyyllieHue AUarHoCTUKU
W pe3ynbTaToB JlIeYeHUs1 NEPBUYHO-MHOXECTBEHHbIX
3/10Ka4yeCTBEHHbIX HOBOO6pPa3oBaHU NyTeM npume-
HEeHWA TLWATENBHOMO AMHAMMUYECKOrO HabMoAeHMs 3a
OHKOJIOTMYECKMMU NaLueHTaMum.

OnucaHue KNNHUYECKOro cnyvasa

B cBfI3K C BbILLIEN3NOXKEHHbIM, UHTEPEC NpeacTaB-
NAeT cneayrollee KNMHNU4YecKoe HabntogeHue.

BonbHas C., 64 neT, B ceHTA6pe 2021 r. o6paTnnach
3a MeguumHckon nomotbto B PreyY «<HMUL, oHkono-
rum» MuHagpaBa Poccuu ¢ xano6amu Ha nNnpuMech
KpPOBM U cNn3u B Kane, 6onu npu gedekamu, obLyto
cnabocTb B TeyeHue 3 MecsiLeB. [10 MeCTY XUTeNbCTBa
60/1bHOM 6blNa BbINONHEHa HUOPOKONIOHOCKONUS, NpU
KOTOPOW BbIsiB/IEHa OMNyXOJlb aHaIbHOro KaHana, B3fta
6uoncus. Mo pesynbTaTaM FMCTONOMMYECKOrO UCCNeso-
BaHMA 6uonTata — G2 NNOCKOK/IeTOYHasa KapumMHoMa.

M3 aHaMHe3a n3BecTHO, 4YTo B 1990 r. 60nbHada no-
Jly4ana neyeHmne no NoBOAY MenlaHOMbI KOXW NpaBoro
6eppa (cTapgus 3aboneBaHusa He U3BECTHA B CBA3U
C yTepei BbINUCHbIX JOKYMEHTOB). MNaumeHTKe 6bl110
BbINOJIHEHO LLUMPOKOE UCCEYEHME OMYXOsM C MNaxoBo-
6efpeHHON nuMdoanccekL e cnpasa, NpoBeAeHa
ny4yeBas Tepanus, xumuoTtepanusa. B 1991 r. no noso-
4y BTOPOM cTaguu paka npaBo MOJIOYHON Xenesbl
(pT2NOMO) nauneHTKe NpoBefeHO KOMEUHUPOBaH-
HOe NneyeHune, BKKOYalLee AUCTaHLUMOHHYO raMma-
Tepanuio U pagukanbHyto MacTakTtomuto. B 2001 r.
Mo NMOBOAY MUOMbI MaTKM 60/1bHOM 6blfia BbIMOMHEHA
HajBnaranuvliHasa aMmnyTauma MaTku ¢ npugaTtkamu.

Y 6nuxanmnx poacTBEHHUKOB NaLMeHTKN OHKO-
Nlornyeckmx 3aboneBaHum HeT.

B ®IrbyY «HMWL oHkonorum» Munagpasa Poccum
npoeefeHo foobcnenoBaHue 60/bHON. BbimonHeH
nepecmoTp ructonpenapatoB n UMX N2 11832-33/21:
B 6uonTaTax onyxosiv NpsiMoN KULWKK Mopdonoruye-
cKas KapTuHa u UMMYHObEHOTUM OMYyXONEBbIX KIIETOK
(S-100+, Vimentin +, panCK-) cOOTBETCTBYIOT MUIMEHT-
HOWM MenaHome.

Mpu cnupanbHOW KOMMNbIOTEPHON ToMorpadumn
(CPKT) opraHoB rpyaHo KNeTKU 1 6ptoLlHOoMi noso-
CTM BbISIBJIEHO 04aroBoe o6pa3oBaHue cpeHel Aonn
npaBoro NErkoro onyxosieBoro reHesa u reMmaHruoma
npaBoMn JONUN NeYeHMU.

Mpy MarHMTHo-pe3oHaHcHoi Tomorpadpum (MPT)
OpraHoB Masoro Tasa Ha 25 MM OT aHoZepMasibHOro
nepexofa B aHallbHOM KaHasie 1 No NPOAO/IKEHUIO
B HUXXHe-aMNyNsipHOM OTAeNle onpeaenseTca nony-
LMpKynsipHasa onyxoJib, BoBNeKatowas canm3ncTbln
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W NOACNU3UCTbIN criol 6e3 NPU3HaAKOB MOpaXKeHUst
MbILLEYHOro Cy6CEepPO3HOro U CEepO3HOro CMOEB C 3K-
30PUTHLIM POCTOM U CYXXEHUEM MPAMOMN KULLIKMK A0
2/3 ee npocBeTa. MP-Npn3HaKkoB aKCTpaMypasibHOro
poCTa, MHBa3UN B Me30peKTabHYI0 KeTyaTKy, MTC
nopaxeHus nuMdaTUYeCcKmX KONIeKTOPOB B KJleTYar-
Kax Manoro Tasa u 3a6pHOLLIMHHOIO NPOCTPaHCTBa He
06HapY>XeHo.

Mo peaynbTatamM KOMMJIEKCHOro 06cnefoBaHun
nauuneHTke 6bin yctaHoBneH guarHo3 3HO HukHe-
aMnynapHOro otaena NpAMOon KULLKKN C NePEXOAOM
Ha aHanbHbIKM KaHan T3NOMO, cT. Il, KnMHn4Yeckasn
rpynna 2.

13.09.2021 r. BbINONHEHA fTaNnapoCKONUYeCcKu-
accMCTMpOBaHHas 6POLLHO-MPOMEXHOCTHAsA SKCTUP-

Puc. 1. NMocneonepaLuMoHHbIA NpenapaT ¢ MenaHOMOW NpAAMON
KMLLKMW.
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nauus npsiMoun Kuwku. NMocneonepaunoHHbIA npena-
paT npeAcTaB/ieH Ha PUCYHKe 1.

MocneonepauunoHHoe natoMopdoiornyeckoe nccne-
nosaHune N2 98743-60/21: ysnosaa MeflaHOMa HUXKHe-
aMnynspHOro oTaena NPSMON KULLKK C NepexooM Ha
aHaslbHbI KaHan, ¢ U3bsA3B/IEHWEM, BepPeTeHOKIIeTou-
HOrO W 3MUTENIMOUHOKIETOYHOMO BapuaHTa CTPOeHMS,
¢ 60MnbLIMM coflepXXaHneM HepaBHOMEPHO pacnpefe-
JIEHHOrO NMUrMeHTa KOPUYHEBOIO LiBETa, C BbIpaXX€HHOM
numdoumnTapHoi uHGuUIbTpaLmern no nepubepuu ony-
XOJY, C UHBa3nen 10 MblLLEeYHOM 060/104KH, TOJILLUHOM
no bpecnoy 7 MMm. B 2 nuMdaTrnyecKnx yanax CuHy-
COBbIN rucTuouunTos; 10 pparmMeHTOB NpefcTaBeHbI
YXMPOBON KJ1IeTHaTKOW C paclUMpeHHbIMU MONHOKPOB-
HbIMU KPOBEHOCHbIMU cocyaamu. 10 NIMHUAM pesekLmn
NPU3HaKOB OMyX0NeBOro pocTa He BbIAB/IEHO.

Mpu nccnegosavnm AHK mytaumm V600 B 15 ak30-
He reHa BRAF He o6Hapy»eHo.

MocneonepaunoHHbIN Nepuog NpoTekan 6e3 0Cnox-
HEHWI.

27.10.2021 r. BbINOMIHEHA BUAEOTOPAKOCKOMNYe-
cKasi aTunuyHas pesekuusa cpegHen JOAnN nNpaBoro
nerkoro. lNocneonepaunoHHoe natomopdosiornyeckoe
uccnegosaHme N2 118321-23/21: mopdonoruyeckas
KapTWHa NeroyHomn (XoHAOpPOMaToO3HO) FraMapTOMbl.

Mpu panbHelwemM HabNIOAEHUN U KOHTPONBbHOM
obcnefoBaHun Kaxable 3 Mecsla AaHHbIX 3a Npo-
rpeccuMpoBaHue 3a60s1eBaH1A He BbISIBJIEHO.

OBCYXAEHUE

TakuM 06pa3oM, y 0fHOM NaLMEHTKM HabnoLanoch
LWeCTb IoKanusaumin onyxonem: Tpu s HMX go6po-
KayecTBeHHble (MMOMa MaTKK, reMaHrMoMa rneveHu,
ramapToma Nerkoro) U Tpu 3s0KayecTBeHHble (Me-
NlaHOMa KOXXW, pak MOJIOYHOW Xenesbl, MefaHoMa
npsiMoi KuwwKkK). KnuHuyeckoe TeyeHne Bcex 30-
KayeCTBEHHbIX OMyxosei 66110 6naronpusTHbIM, 6e3
pasBUTUA peLManBOB U MeTacTasoB. HanbonbLunii
WHTepecC B 3TOM Habo4eHUN NpeacTaBnaeT nepeuy-
HO-MHOXXECTBEHHasi MefnaHoMa B CBA3U C yCNeLIHbIM
NeyeHveM npu Hambonee He61aroNnpUSITHOM NPOrHO3E.

3AKNIOYEHUE

OnucaHHoe KNnHUYecKoe HabnogeHe cBuaeTesb-
CTBYET 0 HEO6X0AMMOCTH Yry6NeHHOro N3y4YeHus cry-
YaeB NMepBUYHO-MHOXECTBEHHbIX 3/10KaYeCTBEHHbIX
onyxonei 1 Noncka MexaHM3mMoB 6/1aronpusaTHOrO Te-
YEHWs1 MPU 3TOM 3/10KaYeCTBEHHbIX HOBOOGPa30BaHUA.
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