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Cmambws noceéaujena 6onpocam OUAZHOCMUKY U Je4eHUs paKka u3 kiemox Mepkens, kpaiine peoKou Onyxonu, Xapax-
mepusyloujelics azpeccusbim meveHuem U HebnazonpusmnslM npoeHo3om. B aumepamype onucano oxono 20 cryyaes
paka 8ynvevl ¢ gpenomunom kiemok Mepxens u 1 cryuail paxka enazanuwya anaioeuyHo2o cmpoenus. /Juaenocmuxa
3a001€8aHUA OONHCHA BKIIOUAMb NPOBEOEHUE UMMYHOSUCIOXUMUYECKO20 UCCTIe008AHUS, XAPAKMEPHbIM ABJIAemcs
akcnpeccus yumokepamuna 20. Ilpeononazaemces, umo namoeenes 3a001€8aHUSA CEA3AH C HOCUMETLCMEOM NOUO-
masupyca. B ceazu ¢ peokocmvio 3a001e6anus OMCymcmeyiom eounvie CmaHoapmol jedenus. Yuumuleas oanHvle o
PAoUOUy8CmMEUMENbHOCU ONYXONU, J1edeHue Q0NNHCHO GKIIOUAMb NPOGedeHUe IYUeBoU U XUMUOLYYUe80l mepanui.
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Diagnostics and treatment of female reproductive system tumors with Merkel cell phenotype, rare aggressive tumors
with dismal prognosis, is under consideration in this article. Only 20 cases of Merkel cell vulvar carcinoma and 1
case of Merkel cell vagina cancer were described in the literature. Diagnostics must include immunohistochemical
analysis, as expression of cytokeratine 20 proves to be the most typical factor. Polyomavirus infection is believed to
be associated with the disease pathogenesis. No treatment standards were accepted due to the rarity of the disease.
Considering the data on tumor radiosensitivity, the treatment must include radio- or chemoradiotherapy.
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Pak u3 knerok Mepkenst sBIsieTCsl KpallHE peIKoit
OIyXOJIbI0, XapaKTEPHU3YyEeTCsl arpeCCUBHBIM TEUEHUEM
W HeOnaronpusaTHBIM TporHo3oM. B 1875 r. Hemeukuit
Moposior @punpux 3urmyn; Mepkeib [1] BrepBbie
OMMCA «OCS3aTENIbHbIE KJIETKW», JIOKAIU3YIOLIHECS
B 0azajmpHBIX CIIOSX SMHIEPMHCA W YYACTBYIOIIHE B
MIPOBEJCHUN CHUTHAJIOB MEXaHUYECKOIO pa3ipakKeHUsl.
UYepes 3 rona anatrom Pobept bonuer [2], omuH U3 y4e-
HUKOB Mepkesns, BriepBble yIOTPeOHSI TEPMHUH «KIETKU
Mepxensp».

ITomumo smuaepmuca, KiaeTku Mepkens MIIEKONH-
TAIOIIMX TAK)KE€ MOTYT JIOKAJIU30BaThCS HA CIU3UCTHIX.
OHM omnpenesnstoTcsl MOOJANHOYKE WIM B «KJacTepax»
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[3]. PaznuuHble UX MOABM/IBI YYAaCTBYIOT B MOIYJISALIUN
nepuQepruuecKoro HepBHOIO OTBETA WIIU SIBISIIOTCS 4a-
cThio U dy3HON HEHPOIHTOKPUHHON CUCTEMBI.
BnepBrie pak w3 KiIeToKk Mepkens OBUT OIHCaH
C. Toker [4] B 1972 1. kak TpaOeKyIspHBIA pak kKoxu. B
1978 . C. Tang u C. Toker [5], mepecmarpuBas ornucaH-
HBIC B IPEABITYIIECH TyOIHKAIMU THCTOIOTHYECKHUE TTpe-
rapaThl ¢ UCTIOJIb30BAaHUEM 3JIEKTPOHHOTO MUKPOCKOIIA,
oOparninu BHUMaHHE Ha XapakTepHoe (popMupoBaHuE
IUIOTHBIX T'PaHy’ B iApaXx KJIETOK U IPEAIIOIONKHIHN B Ka-
YecTBE UCTOYHMKA OITyXOJIM KiIeTku Mepkens. OnHako
J0 1980 r. B tuTepaType 3TH OIyXOJIM OIUCHIBAIIM Kak
«TpabeKyISPHBIA PaK KOXKI) WIN «HEHPOIHTOKPHUHHBIN
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pak Koxm». TepMHH «pak W3 KIETOK Mepkemns» ObuI
Briepseie npeioxkern C. De Wolf-Peeters u coasr. [6] B
1980 1. 1 ¢ TeX Mop yKpenuicsa B KIMHUYECKON MPAKTH-
Ke.

Juacnocmuxa

JlnarHoctuka paka W3 KJIETOK Mepkels OCHOBBI-
Ba€TCA Ha JAaHHBIX UMMYHOTHUCTOXUMHUYCCKOI'O UCCIIC-
noBaHus. WX OCOOEHHOCTBIO SBIAETCS JKCIPECCHS
0eNKoB, XapaKTePHBIX KaK JUIsl SIUTEIHAIBHBIX (pa3-
JUYHBIE BUIBI IUTOKEPATUHOB), TaK W JJII HEHPOIH-
JOKpUHHBIX (HeWpoH-cnennduyeckas sHOJIa3a, Xpo-
MorpannH A, cuHantodusun) kietok [3]. Haubomnee
XapaKTepHbIM MapKepoOM KIETOK MepKens sBIsieTcs
skcnpeccust nurtokeparuHa 20. OH ompenensieTcst y
95% nanueHToB ¢ HaHHBIM BUAOM omyxojei [7]. Ilpu
OTCYTCTBUU IUTOKeparnHa 20 IHUarHo3 MOXET OBITh
YCTAHOBJICH Ha OCHOBAaHUU HAJIWYUS HEUPOH-CIICIU-
(uuHOM 3HOMa3bl U OeNKOB HekpoduirameHTos [8].
Dkcmpeccnst muTOoKeparnHa 20 Takke MO3BOJISET MPO-
BecTH quddepeHInanbHbId IUarHO3 ¢ MEIKOKIIETOY-
HBIM PaKOM JIETKOTO0, TaK KaK M0 OCTaJbHBIM MOP]OII0-
TU4YECKUM U HWMMYHOTHCTOXMMHUYCCKHUM IMapaMeTpamM
9THU OMyXOJIH OYEHB CXOXH [9].

Tlamocenes

Pak u3 knetok Mepkens SBISE€TCS BHPYCACCOLUH-
poBanHoit omyxonsto. B 2008 . H. Feng u coast. [10]
00HAPYKUJIH TIOCIIEI0BATEIbHOCTh BUPYCHOTO TE€HOMA B
8 u3 10 00pa31oB OMyX0Ju U3 KICTOK MepKels U cle-
JlaJv TIPENTIONIOKEHNE O €r0 POJIM B IaToreHese 3a0o-
neBaang. OHU TaKk)Ke YCTAHOBWIIM, YTO BHPYC SBISETCS
Pa3HOBHUIHOCTHIO TOJTMOMABUPYCOB H Ha3BaJIX ero Mep-
KeJIb-KJICTOYHBIN ToJuoMaBupyc. MueHTuduimponan-
HbIC TEHETHUYCCKHE MOCIICI0BATeILHOCTH BUpYyca ObLIU
OTMHAKOBKI B TIEPBUIHOMN OITYXOJIA ¥ TIOPAKCHHBIX JTUM-
(haTrueckux y31ax, Ha OCHOBAaHUHU YETO aBTOPHI CIela-
JIM BBIBOJ] O TOM, YTO KOHTAKT C BUPYCOM IPEAIIECTBYET
METACTa3UPOBAHUIO U, BEPOSITHO, SIBISICTCS YACThIO KaH-
neporenesa 3toro 3abosieBanus. [lpeanonaoxurenbHO
MOJIMOMABUPYC YYIACTBYET B MHAKTHUBAIIUU CyIpeccopa
omyxomu pS53. [eHeTHUECKUE TOCIIeI0BAaTEILHOCTH BH-
pyca B HacTosIIee BpeMsl pAaCCMaTPHUBAIOTCS KaK ITOTECH-
LMaJibHAsI MULIEHB AJIs1 TapreTHou Tepanuu [11].

Dakmopwl npoeHo3a

CragnpoBanue paka M3 KJIETOK MepKemsi Mpon3Bo-
qutcs o cucreme TNM. KitoueBbIMM MPOTHOCTHYE-
CKUMH (paKTOpaMHu SIBJISIFOTCS pa3Mep Omyxoiu (S5-jer-
HsIs BBDKUBAEMOCTb 66% Ipu pazMepe OIyXoiH 10 2 CM
u 51% npu pazmepe omyxonu dosnee 2 ¢M) U TOpaKeHHE
pETHOHAPHBIX JTUMQPATHYECKUX Y3II0B (5-TETHsST BbI-
JKUBAeMOCTh 76% y TalieHTOB 0€3 TOpaKeHHsSI JINM-
(arnueckux y3i0B U 59% y NauneHTOB ¢ KIMHUYECKU
OIIpEaENsIeMbIM MTOPAKCHUEM JTIUM(PATHUECKUX Y3JI0B).
[locnenuuii pakTop UMEET HU3KYIO TOYHOCTH, TaK Kak,
10 JJAaHHBIM ayAuTa, Y 68% MNalureHToB MopaXxeHHue pe-
THOHAPHBIX JIMM(pATHYECKUX Y3JI0B YCTaHABIIMBAETCS
KIMHAYECKH 0e3 Mopdoorudeckoii Bepudukaruu [12].
Takyke HeraTUBHBIM (PAKTOPOM IPOTHO3A SIBIISETCS 3KC-
npeccusi p63 KineTkamMu HOBOOOpasoBaHus. Tak, mpu
MOJIOKUTEFHON peakuy ¢ aHTHTeNaMHu K p63 oOmias
5-71eTHss BBIKMBAaEMOCTh cocTaBisieT b 10%, a mpu
otpumnarenbHoit — 90% (p < 0,0001) [13].

MeracTasbl paka U3 KJIeTOk Mepkess yalie BbIsBIIs-
rorest B iedeHu (13%), xoctsx (10-15%), nerkux (10—

ORIGINAL ARTICLES

23%), ronmoBHoM Mmo3re (18%), ymanmeHHBIX ydacTKax
kox# (9-30%) u oTHanNeHHBIX JUM(PATHIECKUX y3ITax
(9%) [14].

Onyxonu dceHcKotl penpoOyKmueHoL CUCmeMbl U3 Kile-
mok Mepxens

ComitacHo wuccienoBanuio 0a3bl naHHbeIX SEER, B
97,6% nabmoneHni IepBUYHON JIOKATU3aIluel paka n3
KIIeTOK Mepkens sSBiseTcs Koxka; Hanbosee yacto — 00-
JIacTU ToJIOBHI U 1ieu [15]. Onucansl eqUHUYHBIC CITY-
Yau pa3BUTHS OMYXOJIM THILIEBOJA, T'YObI, OKOJIOYIIIHON
CITFOHHOM KeJIe3bl, CIM3UCTON ITOJOCTH HOca. Pa3puTne
3TOTO 3a00JI€BaHUS B OpTaHaX JKEHCKOH PETpOAyKTHB-
HOW CHCTEMBI SIBIIIETCS] Ka3yHCTUIECKH pelkuM. B mm-
Teparype onucano okousio 20 cirydaeB paka BYJIbBBI C (he-
HOTHUIIOM KJIETOK Mepkenst u 1 cinyyal paka Biarajiuiia
aHajornyHoro crpoenus [ 16—18]. [larorenes 3aboseBa-
HUS B TIEPBOM CJIy4ae CJICIyeT TeM K€ MMPUHITUIIAM, YTO
W TIpH JIPYTHX JIOKATH3AIMIX Ha Koxke. PasBurue paka
BJaranuiia ¢ (PeHOTUTIOM KJIeTOK Mepkest 3aciryKuBa-
€T OT/ICJIPHOTO BHUMAHUSI.

B nocrynHol sareparype OTCYTCTBYIOT JAHHBIE O
HaJTU4IUK KJICTOK MepKens B TKaHsSX Biaramuiia. J[ims
KIIETOK MepKensi XapaKTepHO MPHUCYTCTBHE B CTPYK-
TypaX W TKaHAX, UCTOYHHUKOM 3MOPHOHAIBHOTO pa3-
BUTHSI KOTOPBIX sBisieTcsl skroaepma [3]. Bnaramumie
B TIpolecce AMOPHOHAIBHOTO Pa3BUTHS (OPMUPYET-
Cs U3 JIPYyTUX MCTOYHHMKOB. BepxHsis TpeTh Biaranuiia
pasBUBACTCS U3 HUKHETO OT/AeNa MiomiepoBa MpoToKa
(Me3eHxnMa), HIDKHUE 2/3 BIarajuiiHOW TPyOKH — W3
YPOTEHUTAIBHOTO cuHYyca (3Hao7epMa). MOXHO mpen-
MOJIOKHUTh, YTO OIyXOJbh Pa3BUBACTCS M3 KAKOH—IMOO
CyOTIOMyJSIIMA  HEWPOIHJIOKPUHHBIX MepKeIb-11o100-
HBIX KJIETOK, mpuHapiexkammx AllY][-cucteme u moka-
JTU30BaHHBIX BO Braraiuine. Tak kak KieTkun Mepkemns
TeTEPOTeHHBI 10 JKCIPECCHPYEMBIM UMHU MapKepaM U
(YHKIHSAM, BO3MOXKHO CYIIIECTBOBAHHE PA3JIMYHBIX HC-
TOYHUKOB Pa3BUTHS IS Pa3HBIX CYOIOMYJISLUN STHX
KJIeToK. Taxke He UCKITI0YaeTCs MPUOOpeTeHNE KIIETKa-
MU Pa3IHIHBIX CBOMCTB B MPOIECCe YMOPHOTEHE3a TIPH
Pa3BUTUH U3 €IUHOTO HCTOYHHKA.

Cunraercs, 4To JIOKAJIH3AIMs paKa U3 KIeToKk Mep-
KeJisl B 00JIacTH BYJIBBBI OTIIMYACTCS elie Ooyee HeOa-
TONPUSATHBIM TCUCHHEM 3a00JICBaHUS, YeM MPH HUHOM
pacmonokeHuu ommyxonu. [lo 2009 1. He ObIIO omMHMCaHO
HU OJTHOTO CITydasi JIOKAJIM30BaHHOTO 3a00JIeBaHMsI, BCE
MAIMEeHTHI ¢ TMCCEMUHANMel 3a00eBaHus MOTHOAIN B
TEYCHHE HECKOJIEKHX HEJENb IMOCIIe TTOCTAHOBKHU JHa-
rHo3a [19]. laxxe B city4ae BBISIBICHUS JOKAIU30BAHHO-
ro 3a00JICBaHUs B OITMCAHHBIX HAOJIOICHUSIX MAIlUCHThI
MMOTHOAJN OT MPOTPECCUPOBAHMSI OOIE3HN B CPOKH OT 8
Hen [17] no 9 mec [20].

Jleuenue

YuuThiBas KpaiHe PEIKYI0 4acTOTy BCTPEYAEMOCTH
paka ByJIbBBI M BIarajviia U3 KIeTok Mepkeis, OTCyT-
CTBYIOT CTaHAAPThI XUPYPTrUIECKOTO, XUMHOTEPATIeBTH-
YECKOTO W JIy9€BOTO JICYCHUS JTaHHOW KaTeropuu OO0Ib-
HBIX.

Bricokass 4yBCTBUTEIBHOCTh ITOM OMYXOJH K BO3-
JIEHCTBUIO JTy4eBOM Tepanuu Obljla yCTaHOBIIEHA YKe
B 1980-x romax [6]. Psam aBTOpOB HEeMOHCTPHpPOBATH
yAy4IlIeHrne BEDKUBAEMOCTH TIPY HCIIONBE30BAHHH JTyde-
BOH Teparnuy B COYETAHUH C XUPYPTUIECKUM JIEICHUEM
WJIH B YUCTOM BUJIC Y OCTa0JICHHBIX MAIMeHToB [21-23].
B enuHCTBEHHOM MTPOBEIEHHOM MPOCIEKTUBHOM HCCIIE-
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noBann TASMAN #cmonp30BaHUE XUMHUOTYUEBOH Te-
panuu ¢ 3TOMO3UAOM U KapOOIIaTUHOM TTO3BOJIMIIO JI0-
outbcs 3-netHeil BepkuBaeMocTH y 53 (76%) OOmbHBIX
paxKoM KoXkH ¢ peHOTUIOM KiieTok Mepkenst. OqHako pa-
0ota Obl1a HEPaHIOMU3UPOBAHHOW, @ CPaBHUTEIBHBIN
aHaJM3 ¢ APYTHMHU MyOIUKALUSIMH HE TTO3BOJISIET OJJHO-
3HAQUHO TOBOPHUTH O NMPEUMYIIECTBE B BHDKHBAEMOCTH
[24]. BOMBITHHCTBO aBTOPOB PEKOMEHIYIOT ITPOBEICHUE
MEPBUYHOTO XUPYPTUUIECKOTO JICUCHHSI C aIbIOBAHTHON
my4eBoil Tepanueit [25]. PexoMmennanuii mo o6beMy Xu-
PYPTHUECKOTO JIeUeHHsI IPH TIOPAKCHUH BYJIBBBI U Blla-
rajiia HeT, HO MpU pake KoxkH ¢ eHoTurioM Mepkerst
CYIIIECTBYET MPAaBWJIO OTCTyIa HE MEHee 3 CM IO BCEM
rpaHulia pe3exuuu [26].

Jannbie 00 3pPeKTHBHOCTH CUCTEMHON XUMHOTEpa-
MUK B OCHOBHOM SKCTPAINOIUPOBAHBI C OIBITA JICUCHUS
MEJIKOKJIETOYHOTO paka Jjierkoro. IIpenrnoutenue otna-
eTcsi KoMOuHaIuu nukiodochamuaa, TOKCOpyOUInHa
Y BUHKPWCTHHA, YacTOTa OTBETa /Il KOTOPOW COCTaB-
nsier 75% no cpaBHeHuto ¢ 60% ans xkapOomnatuHa u
arono3uja [27].

3aKkJjoueHue

Taxkum 00pas3om, 10 cUX MOP OTCYTCTBYIOT CTaHAAP-
THI JICUeHHs paka ¢ (EHOTHIOM KJIEeTOK Mepkens. 3a-
OoyieBaHME OTIMYACTCS OBICTPHIM MPOTPECCUPOBAHUEM
1 TpeOyeT KOMIUIEKCHOW AMAarHOCTUKH Ha MpenMeT Ha-
JIUYUS OT/IaJICHHBIX METaCTa30B Ha MOMEHT IIOCTaHOBKH
nuarto3a. Hanbonee ompaBaaHHBIM SIBISIETCSl IEPBUY-
HOE XHPYpruuecKoe JieueHne B 00beMe MECTHOTO Ucce-
YEHUS OIYXOJIU C TMOCIEAYIOIIEH JTy4eBOM WM XUMHO-
mydeBoit Tepanueil. Omepanys J0KHA BBITIOTHATHCS B
Kpardailiye CpoKH IOCiIe TIOCTAaHOBKH JINarHo3a, Y9u-
THIBasi BOSMOJKHYIO CKOPOCTh pa3BuTHs OonesHu. llep-
CHEKTHBHBIM HAIPABICHUEM JJIsl UCCIEIOBAHUM SIBIIS-
eTcsl pa3paboTKa TapreTHBIX MpenaparToB, HaIeNeHHBIX
Ha IMOCJIEI0BATEILHOCTh TEHOB MOJIMOMaBHpPYCa, BCTpPe-
YaroNIyIOCs B TIO/IABIISIONIEM OOJBIIMHCTBE MOJOOHBIX
OmyXxoJjeil.

Kongpnukm unmepecos. ABTOpPHI 3asBIAIOT 00 OT-
CYTCTBHHU KOH(IMKTA HHTEPECOB.

Dunancuposanue. ViccieioBaHUE HE UMEJO CIIOH-
COPCKOM MOJIEPIKKH.
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