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Small cell carcinoma of the vagina is a very rare manifestation of neuroendocrine tumors. In the article, a review of literature on this problem
and description of the clinical course and treatment of small cell carcinoma of the vagina from 3 our observations are presented. Personalized
approach and combination treatment are, in our opinion, the main principles of treatment of these patients.
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Hetiposngokpunusie onyxonu (HDO) Bnaranuina
OTHOCSITCS K UMCJTY PEIKUX 3]I0Ka4eCTBEHHBIX HOBOOOpa-
3oBaHuii. [lepBoe onucaHue HEMPOIHIOKPUHHOIO paKa
OpraHoOB PEMPOAYKTUBHOM CUCTEMBI Y XKECHIIUH (MEJIKO-
KJETOYHBIM pakK IIeHKU MaTKu) OBLIO IPEICTaBICHO
J. Albores-Saavedra B 1972 r. [1]; a mepBbIit cayvait Men-
KOKJIeTouHOTO paka Biaaranuma (MPB) Ob11 onucan
R.E. Scully u coaBt. B 1984 1. [2]. Bcero no ssHBapst 2016 1.
omnucaHo 30 HaOIoIeHW HEPO3IHIOKPMHHOIO paKa Bjia-
rayimina [3—35]. Bece cTaTbu SBISIIOTCS ONUCAHUSIMU OTIEb-
HBIX KIMHUYECKUX CJIy4aeB, YTO HE IMO3BOJISIET ITPOBECTU
CPaBHUTEJIBHYIO OLICHKY 3(D(MEKTUBHOCTH UCITOIb30BaHHBIX
JIeueOHBIX Y IMarHOCTUIECKUX TIOAXOOB.

[MepBuyHOIl TOKaNIM3alueld MEJIKOKJIETOYHOTO paka
B 95 % HabmomeHuii SABJISIOTCS Jerkue. VcKimounTeabHast
PEIKOCTh BHEJIETOYHBIX (POPM METKOKJIETOYHOTO pakKa
TTOCITY>KWJIa IPUYUHOM X O0ObeAMHEHHS B OTICIBHYIO HO-
30Jorm4ecKylo rpymmy [6]. I1epBhIit cirydait BHEJIETOYHO-
IO MEJIKOKJIETOYHOTro paka obL1 orvcad J. Duguid B 1930 .
y MalyeHTa ¢ OImyxoJiblo Tumyca [7]. BHe 3aBucumoctu
OT JIOKAJIM3aLIMU TTIEPBUYHOM OITyXOJIH 3a00JIeBaHUE UME-
€T YHMBEPCaIbHbIE MUKPOCKOITMYECKIE 1 UMMYHOTHCTO-
xumuueckue (MUI'X) xapakrepucTuku, BKIo4ass oouive
XpoMaTHHA, CKYIHYIO IIUTOILIa3My, HeBbIpaXeHHBIC
SApBILIKY, 9kcnipeccuto CK20, maHLMTOKEpaTuHa, CU-
HantodusuHa, xpomorpaHuHa A u NSE [8, 9]. Cxoxue
MPU3HAKY OBUIM OTMEUEHBI U B HAILIMX HAOIIOIEHMSIX.

B omy01MKoBaHHBIX UCCIETOBAHUSIX BO3PACT Mallv-
€HTOB Ha MOMEHT ITOCTaHOBKM nuarHo3a MPB Bapbupo-
Ban oT 32 1o 81 roga [4, 10], 6e3 ABHOI TeHASHLIMU K TIpe-
00JIalaH1IO OTPENeSIeHHOM BO3pacTHOM TpyIibl. Takum
00pa3oM, B HallleM COOOIIeHUH Y ateHTKu 30 JieT npe-
CTaBJIeH Clly4yali Haubosiee paHHEro pa3BUTHS 3TOro 3a00-
JieBaHusl. Kpome Toro, 3To eIMHCTBEHHbIN OMyOJIMKOBaH-
HBIU CTydait coueTaHUsT METKOKJIETOUHOI'O paka Biaraauiia
¢ bepeMeHHOCThI0. PaHee ObUT onucaH OavH Cilydaid nuar-
HOCTMKM 3TOro 3a00jieBaHUS Y MallMEHTKH, Ha0J01aB-
1Ieiicsl y TMHEKOJIora 1o MOBOJAY CaMOIIPOU3BOJbHOTO
abopra [11].

ITo gannbM V. Singh ¢ coast. (2008), y 14 u3 17 nauu-
€HTOK TMepBble CUMITOMBI 3a00JieBaHUS MPOSIBISIUCH
aTUIIMYHBIMU BBIIEJCHUSMU U3 Bjlarajuila W/uid Jo-
KaJIbHbIM 00J1eBbIM cuHIpoMoM [10]. B 2 mpeacTaBieHHbIX
HaMU HaOJIOJCHUSIX CUMITTOMBI TakK>Ke ObLTA OTpaHUYEeHbI
MECTHBIMU TPOSIBJICHUSIMU, B TPETheM — 3a00JIeBaHUE BbI-
SIBJICHO CJIy4YailHO.

OIHUM U3 KITIOYEBBIX 3TAMTOB TUATHOCTUKH SIBIISIETCS
HUCKJIIOYEHUE HaJIUYMS TIEPBUYHOTO OMYXOJEBOT0O oyara
B Jlerkux. Ml ucrosb3oBayu ¢ 1o 1enbio KT opraHos
TPYIHOM KJIETKM BO BCEX HAOMIOACHUSIX. XapaKTep MeTa-
CTa3MpPOBaHUS BHEJIETOUYHBIX (DOPM MEIKOKIETOUHOTO
pakKa HeCKOJIbKO OTJIMYaeTcs OT MEJKOKJIETOUYHOTO paka
Jierkux. J11st 3Toil KaTeropuu MaiueHTOB XapaKTepHO 10~
paxkeHue peruoHapHBIX TUMGbATUYECKUX y3J10B U ITEUYeHU
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(mo 40 %), markux TkaHeii (1o 49 %) u xocreit (1o 16 %)
[6]. HampoTuB, MeTacTa3bl B TOJIOBHOM MO3T, 110 JaHHBIM
S.M. Brennan c coaBr. (2010), pa3aBuBarOTCsI TOJIbKO Y 13—
17 % GONBbHBIX BHEJIETOYHBIMU (hOPMaMU MEJTKOKJIETOYHOTO
paka 1o cpaBHeHUIO ¢ 30—40 % y 60IbHBIX MEJTKOKJIETOY -
HBIM pakoM Jierkux [6, 12]. [Ipu 3ToM He OImyOJIMKOBaHO
HM OTHOTO KJIMHUYECKOTrO HAOIIOACHUS ITOPaXKeHUs TO-
JIOBHOTO MO3Ta Y O0JIbHBIX MEJIKOKJICTOUHBIM PaKOM BJia-
rajuiina. Bo Bcex mpoaHaaIu3upoBaHHBIX HAMU CIydasix
MporpeccupoBaHue 3a00J1eBaHUsI ITPOSIBUIOCH MeTacTa3a-
MU OMYXOJU B MeYeHU U TuMdaTuueckux ysaax. ¥ 1 ma-
LIMEHTKM BBISIBJIEHBI METAaCTa3bl B KOCTH.

O0s13aTeIbHBIM KPUTEPUEM TMAarHO3a paka BllarajMina
SIBJISICTCSI OTCYTCTBHME BOBJICUCHMSI B OITyXOJIEBBII ITPOIIECC
etk MaTku. B coorBeTcTBUU ¢ Kitaccudukamnueir Me-
KIYHApOAHOU denepalii TMHEKOJOroB M aKyllepoB
(International Federation of Gynecology and Obstetrics,
FIGO), B ciyyasx, Koraa oIyxoJjb pacrpocTpaHseTcs
Ha IIIeMKYy MaTKU, ee CJIeAyeT Kiaccu(puIpoBaTh KaK Imep-
BUYHBIN paK ek MaTKu. [10CKOIBKY B OOJIBIIMHCTBE
cJIy4aeB OITyXOJIM Bjlarajivilia JIOKAJIU3YIOTCS B BepXHEl
TpeTU, HEeyAUBUTEIbHA PEAKOCTh AuarHo3a MPB. Heko-
TOpPBIE MAIMEHTKHU C 3TUM AMarHO30M UMEIOT B aHAMHE3e
paHee BBIMOJHEHHYIO THCTEPIKTOMMUIO, YTO MCKITIOYAET
JIMarHO3 pakKa IIeKY MaTKK 1 TTO3BOJISIET TMarHOCTUPO-
BaThb MEPBUYHBIN pak Biaraauia [13].

ITo cBoeMy TMCTOreHETMYECKOMY ITPOMCXOXKICHUIO
MPB otHOocuTcs K HU3koaudpepeHuruposaHHeIM HOO
(BBICOKOI1 cTeneHU 310KayecTBeHHOCTH, G3 1Mo Kiaccu-
ukanuy BceMupHOI opraHu3any 3MpaBOOXPaHEHU).
ITogoOHbBIE OIMyX0JU BO3HUKAIOT U3 KJIETOK AUGGy3HOMI
HEMPO3IHIOKPUHHOI CUCTEMBI, JJISI KOTOPHIX B HOPME Xa-
pakTepHa CIIOCOOHOCTh CEKPETUPOBATh pa3InYHbIe OHO-
JIornyecku akTuBHbIe BelliecTBa (BAB), Bkitouas cepoTo-
HUH, aJIbIOCTePOH, aJpPeHOKOPTUKOTPOIIHBIII TOPMOH
(AKTT) u npyrue Beiectna. CieACTBUEM ITOTO SIBJISIETCS
BO3MOXHOCTb Pa3BUTHS KIIMHMYECKUX CUMIITOMOB THTIEP-
cexkpeuuu bAB, Hab0HaeMBIX TPY Pa3IMYHBIX 3JI0Kave-
CTBEHHBIX HOBOOOPA30BaHUSIX HEMPOIHIOKPUHHOM CHC-
teMbl. CuHIpoM KyiimHra BctpeyaeTcst mpuMepHo y 5 %
0OJIbHBIX MEJIKOKJIETOUHBIM PAaKOM pa3INYHBIX JJOKAIU3a-
1mii [14] u 6bU1 onrcaH Beero y 2 u3 30 OOJIbHBIX MEJIKO-
KJIETOYHBIM pakoM Biaraiumia [15, 16].

Hu B ogHOM 13 onMcaHHBIX cllydyaeB pa3Butust MPB
B Ha4aJIbHOI KJIMHUYECKOM KapTUHE 3a00J1eBaHUsI HE 00-
palanu Ha ce0st BHUMaHMS IIPOSIBJICHMS TUTIEPCEKPELIMU
BAB. I1pu nepBuyHOM 0OpallleHUY MAaLUEHTOK 3a MeIU-
LIMHCKOM TTOMOIIIbIO MPeod1afaloT CUMIITOMBI MECTHOTO
pOCTa OIYXOJIH.

Hapsiny ¢ aT1M B 2 3a10KyMEHTUPOBAHHBIX OITMCAHU-
ax MPB [15, 16] aBTopbI yKa3bIBalOT Ha MOSIBICHUE CUM-
nToMoB runepcekpenuu BAB npu penuause 3a60seBa-
Hus. B 1 ciyyae y mauueHTKU pa3BUIMCh CUMIITOMBI
TUIIePAbIOCTEPOHM3MA Yepe3 5 Mec Mocje peluInBa
3aboyieBaHus (ITOAPOOHBIC TPOSIBJICHUST HE OIMCAHBI).

Knunuueckuii cnyuau

B onucanum Apyroro KIMHUYECKOTO CIy4asi OTMEYEHO
pa3Butue cuMmntomoB runepcekpeunu AKTI Ha doHe
METacTaTUYECKOTo ITopaxkeHusI edyeHr. BHavase 6osibHas
>KaJIoBajiach Ha BBIPAXXEHHYIO CJIA0OCTh U CIIa3Mbl MBIIIIIL,
nepudepruecKkre OTeKH, [EHTpaJIbHOEe OXUpeHue. B mo-
cleAylolleM pa3BWIMCh CUMIITOMBI caxapHOro auabera,
TMIEPIIMTMEHTAIIUST KOXM 1 TUpCyTU3M. KpoMe Toro, Bbi-
SIBJISZIUCHh CUMITTOMBI TUIIEPaIbI0OCTEPOHU3MA, BKIIIOYA-
IOIIME XaXIy W MePCUCTUPYIOLIYIO TUITOKanrueMuo. [i-
nepcekperust AKTT Obuta moaTBepxaeHa MPoBeACHUEM
JleKcaMeTa30HoBoro Tecta [15, 16]. B onmmcanusx octajib-
HBIX KJIMHUYECKUX CIIyYaeB JaHHBIX O PA3BUTUUA CUHAPO-
MOB runepcekperiii BAB nipu peliavBe Wiy Iporpeccu-
POBaHUU OIyXOJIX HE OTMEYEHO, YTO, BEPOSITHEE BCETO,
00YCJIOBJICHO HETOJIHOTOM ontucaHus. [1py aToM uMmeeTcst
MPEANOJI0XEHHNE O TOM, YTO B IEHCTBUTEILHOCTH HU3KO-
nuddepeHLmpoBanHbie HOO, BKIIoYast METKOKIETOYHBI
pakK, crocoOHBI cekpeTupoBaTh bAB, ogHako KIIMHUYe-
CKHE TIPOSIBJICHUST OTMEYAIOTCS TOJIBKO MPY 3HAYUTEIEHON
OITyXO0JICBOM Macce M HapylIeHUU NeTOKCUKAIIMOHHOM
(GYHKLIMY MIEYSHU.

[pencraBneHHBIM HAMU KIMHUYECKUIA ClTydail HeMpo-
SHIOKPUHHOM OMYXOJIM BJIaTajMiia ¢ (DEHOTUIIOM KJIETOK
Mepkenst — BTOpoii onicaHHbIi B iuteparype [17]. Xapak-
TEPHBIM UMMYHO(hEHOTUITMYECKIM TTPU3HAKOM 3TOT'O 3a-
OoJieBaHMSI SIBJISIETCS 9KCMpeccus iMTokepaTtuHa 20. B Ha-
IIeM HaOJIOACHUHN YCIIeIIHO Oblla MpUMEHEHa cxeMma
XUMHUOTEPAITUY C UCTIOIh30BaHUEM 3TOMO3MIa M KapOOoIuIa-
trHa. Micnonb3oBanue noauxumuorepanuu (ITXT) B coue-
TaHUM C XUPYPTUIECKUM JICUCHUEM ITO3BOJIMIIO TOOMThHCS
9-MecssyHOro 6e3pellMIUBHOIO Mepuoaa y MalueHTKH,
a Takke BPeMEHHOI cTabuin3anuu 3a00jIeBaHusT TI0CIIe
IIePBOTO MporpeccupoBalus. B HaGmoneHH, OITMCAaHHOM
N.M. Coleman B 2006 1., ucriosb3oBaiach [1XT srormo3u-
JIOM ¥ LIMCIIaTUHOM 0e3 addeKTa y HalmeHTKN ¢ KICXOIHO
JIMCCEMUHMPOBAHHOW HEMPOIHIOKPUHHOM OIyXO0JIbIO BJa-
rajauina ¢ (peHOTUIIOM KJIeTOK MepKes.

B xaxmom 13 onyoJMKOBaHHBIX KIIMHUYECKUX HA0I0-
JIEHWI1 BLIOOD TaKTHKM JICYCHUST OOJIBHBIX METKOKJIETOY-
HBIM pakoM Bjlarajiuila MPOBOIMUIICS UHAUBUIYAIbHO.
BBumy MaeHTUYHOCTH OMOJIOTUYECKUX CBOMCTB MEIKO-
KJIETOYHOTO paKa Bjarajuiia, ek MaTKU 1 JIETKOTO,
OO01IecTBO TMHEKOJOrnYeckKoil oHkonoruu (Society
of Gynecologic Oncology, SGO) peKOMeHAYyeT Npu Jieue-
Hur MPB npuMeHSTh Te 3Ke MOAXObI, YTO U IS JIeUeHU ST
MEJIKOKJIETOYHOI'O pakKa IIeiKd MaTKu U jJerkoro [13].
XUpypruyecKre MeTOIbI TPUMEHSIOTCS IS TTOTyYeHUS
00pa31I0B TKAHU C LIEJIbI0 TUCTOJOTMYECKOr0 U UMMYHO-
TUCTOXMMUYECKOTO MCCAeAOBAaHMUI, a TAKKe KaK OIMH
M3 3TAIOB JICYCHUS MALIMEHTOK C PAHHUMMU CTAIMSIMU OITy-
XOJICBOTO ITpOoLIecca, C MOCSAYIONINM IPOBEICHUEM XUMUO-
WJIM XMMUOJTYJEBOM Teparyy ¢ UCITOJIb30BaHUEM 3TOMO3UIA
U LIUCIUIaTHHA. XUPYpPru4eckoe JedeHre Ha 1-M atarne 1mo-
Ka3aHo IPU MaJIbIX Pa3Mepax OITyXOJIH, Yallle BHITOTHSIETCS
YacTUYHAsT WJIM ITOJTHAsI BATMHAKTOMMUSI, a TIPY JIOKAIN3alliK
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Knunuueckuii cnyuaii

B BEpXHEH TpeTH Barajuiia — ornepamus Beprreiima—
Meiirca. HecMoTpst Ha cTaHIapThl XUPYPTrU4eCKOTO JIeue-
HUS B 3aBUCMMOCTH OT CTaIuM 3a00JIeBaHYsI, B OOJIBIIH-
CTBE CJIy4yaeB IOXMJIOM BO3pAacT M COIYTCTBYIOIIME
3a00JieBaHUsI OOJIBHBIX, HAIMYNE PETUOHAPHBIX 1/WIH OT-
JlaJIeHHBIX METAacTa30B, ICUXOJIOTUYECKHE MTPOOIEMBI,
CBSI3aHHBIE C BaTMHAKTOMMEN, pacIMpeHHbBIE ONepaluy
BBITTOJIHSIIOTCS KpaiiHe peako. B HEeMHOTOUMCICHHBIX ITy-
OJIMKALMSIX YKa3bIBAaETCs Ha TO, YTO XMPYPIUIECKOE JIeue-
HME TTOpa3yMeBacT Pe3eKIINI0 CTEHKHU BJIarajIuiia BMeCTe
C OCTATOYHOI OITYXOJIbIO TTOC/IE HEOAIbIOBAHTHOTO XUMMO-
JIy4eBOTO JICUCHMUS.

HauGonee yacTo mist Je4eHUs MAalMEHTOK C MEJIKO-
KJIETOYHBIM PaKOM BJIarajIviia IPUMEHSIETCSI XUMUOTepa-
M1, B TOM YKCJIe B COYETAHUM C JIyYeBOI Tepallieid 1o pa-
IUKaJdbHOU TIporpaMme. BBuay kpaliHe peakux
HaomogeHuiit MPB B HacTosiiee BpeMsl He pa3paboTaHbl
CTaHAapTHBIC CXeMbl XuMUoOTepanuu. Kak mpaBuio, mpu-
MEHSIOTCS KOMOWHAIUKU MpernapaTtoB, 3hdEKTUBHOCTD
KOTOPBIX TOKa3aHa IPU JICUEHN U MEJIKOKJIETOYHOTO paKa
Jerkoro. Kak nmpaBuiio, ctaHIapTOM Tepanuy METKOKIIe-
TOYHOTI'O paKa JIETKOT'O SIBJISTFOTCS CXeMbI, BKIIIOYAIOIINE
3TONO3UM ¥ LIMCIUIATHH.

CoBpeMeHHBIE CXeMbI XUMHUOTEPAITMU ITePBOI TUHUN
JUTSL JIeYeHUsI MEJIKOKJIETOYHOTO paka OCHOBaHbI Ha KOM-
OMHALMIX HUCIIJIaTUHA U 3Toro3uaa (tadi. 1). Kak mpa-
BWJIO, IPOBOIUTCS He Oosiee 4—6 KypCcoB Tepanuu, Tak
Kak OBUIO ITOKa3aHo, YTO MPH YBEJIMYEHMH UX YMCIa 00-
11as1 BBLKMBA€MOCTD MALIMEHTOB He YIyJIaeTcsl M, KpoMe
TOT0, OOJIbIIIEE YUCIIO KYPCOB XUMHOTEPAITUM aCCOLIUMPO-
BaHO C Xy[IIeil IepeHOCUMOCTBIO JIEKAPCTBEHHOTO JIeUe-
HUS. JIO30MHTEHCUBHBIC PEXXMMBI JICUEHUSI, TIOAICPKIBA-
olllasi Teparuy 1 MPUMEHEHNUE aIbTEPHUPYIONINX CXEM
JICYCHUST TAKKe HE TTOKAa3aJId YBEJIMICHUST BBLKUBAEMOCTH
MalMEHTOB ¢ MEJIKOKJICTOYHBIM pakoM. Bce pekoMeHm0-
BaHHbBIC CXEMbI XUMUOTEPAITMK ITPOBOISATCSI C MHTEPBAJIOM
B 21 neHb.

Pa3paboTaHbl TaKXKe CXeMbI JIEYCHUST C MTHBIMM PEXKH-
MaMM JO3UPOBaHUsI yKa3aHHBIX BBIILIE IIPENapaTos.

CranupoBanue MPB ocyiiiecTBisieTcs: B COOTBETCTBUU
¢ knaccudukauueit TNM u FIGO a4 paka Biaaranuiia.
Hamu 6b11 mpoBeneH aHaIn3 BCeX OyOJIMKOBaHHBIX CITy-
YyaeB MEJIKOKJIETOYHOT0 paka Biaraauuia (tadi. 2). Y mo-
JIaBJIAIONIEro OOJIBITMHCTBA ManueHToB (16 u3 28), y Ko-
TOPBIX OBUIM ONMMCAHbl KIMHUYECKUE XapaKTePUCTUKU,
obHapyxeH MPB Ha HauanbHbIX cTagusx (T1-T2) 6e3 no-
paxkeHus peTMOHAPHBIX TUM(aTUUECKUX Y3JI0B U IPYTUX
opraHoB. Y 7 (25 %) nmaleHTOK BBISBICHBI MECTHO-pac-
MpocTpaHeHHbIe (hOPMBI 3a00JIEBaHMSI C MOPAXKECHUEM
perrnoHapHbIX TUMdaTrudeckux y3aoB (N+), u Bceroy 5
(17,9 %) maueHTOK MCXOIHO OIPEILIISIMCH OTIaICHHbIE
MeTacTa3bl.

CxeMbl JIeUeHUsI, KOTOPbIEe IPUMEHSIIMCh B OIMCaH-
HBIX B JIuTeparype ciaydasx MPB, cooTBeTcTBOBaNIM COB-
PEMEHHBIM peKOMEHIaluusIM. Y 2 MalMeHTOK ObLIU

Ta6mua 1. CospemerHbie cxembl 1eHeHUs MEAKOKACMOYHO20 DAKA Ne2KUX
(nepeéas aurus,)
Table 1. Current treatment schemes for small cell lung cancer (Ist line)

Administration regimen

Hucruratux 60 Mr/m2 B/B — 1eHb 1-it
Cisplatin 60 m%/m2 IV —day 1
Dromno3un 120 mr/m? B/B — maM 1—3-i1
Etoposide 120 mg/m? IV — days 1-3
IucnnaTuxn 80 Mr/M2 B/B — neHb 1-it
Cisplatin 80 mg/m? IV — day 1
DTONO3UA 100 mr/m? B/B — nuu 1-3-i1
Etoposide 100 mg/m? IV — days 1-3
Kap6oruratux AUC 5—6 B/B — neHb 1-it
Carboplatin AUC 5-6 1V — day 1
Dromno3un 100 mMr/m2 B/B — nHu 1—3-ii
Etoposide 100 mg/m? IV — days 1-3
WpuHoTtekaH 60 mr/m2 B/B — oHu 1, 8-i1
LucrnaTrH 60 mg/m2 IV —days 1, 8
Irinotecan 30 mr/m2 B/B — nHu 1, 8-ii
Cisplatin 30 mg/m? IV — days 1, 8
Kap6omiatun AUC 5 B/B — neHb 1-ii
Carboplatin AUCS5 IV —day 1
WpuHorekaH 50 mr/mM2 B/B — nau 1, 8, 15-i

Irinotecan 50 mg/m? IV —days 1, 8, 15

Ilpumeuanue. B/é — eHympuserHo.
Note. IV— intravenous.

HCIIOJIb30BaHbl CXEMBI C BKIIIOUCHUEM aHTPAIlUKJIUHOB
U uukinodochpamuaga. MeaguaHa IJIUMTEIbHOCTU OTBETa
Ha Tepaluio MPpU UCITOJIb30BaHUU TIATUHOCOACPKAIIIUX
CXEM JIeUCHUs Y TTPOBEICHUM JIy4eBOM TepaIiiy 10 paam-
KaJIbHOM ITporpaMMe COCTaBIISIET OKOJIO 6 Mec, TTOCIIe Yero,
KaK IpaBUJIO, OCTAIOTCS KJIMHUYECKHE TTPU3HAKKU TTPO-
rpecCUpOBaHUs 3a00JIeBaHNST, TPEUMYIIIECTBEHHO 3a CYET
pOCTa OTHAJIECHHBIX METACTA30B.

Bcemu aBTopamMu 0TMeYaeTCs arpeCCUBHBIN XapaKTep
OITYXOJIM, B YaCTHOCTH yKa3bIBaeTcst Ha To, Yto HDO Bia-
rajvila OTIMYaeTCsI BHICOKMM MOTEHIIMAIOM JIMM(BOTeH-
HOTO U FeMaTOr¢éHHOI0 METacTa3MpPOBAHUS U YTO OOJIb-
IMUHCTBO OOJBHBIX YMHUPAIOT M3-3a OTAaJCHHBIX
METacTa30B, HECMOTPsI Ha MCIOJIb30BaHME COBPEMEHHBIX
METO/IOB XUPYPTUYECKOT0, JICKAPCTBEHHOTO U JIy4eBOTO
JICYCHUS.

AHaJIN3 TPOBEIEHHOIO JICYEHUST U OTAAJIICHHBIX pe-
3yJIBTaTOB OMMCAHHBIX ciiydyacB MPB 3aTpynHeH B CBsI3U
C OTCYTCTBHEM JaHHBIX. B OOJIBIIMHCTBE ONTUCAHHBIX CJTY-
YyaeB MPUMEHSUTUCh KOMIUIEKCHBIE METOIBI JICUCHMS, JTy-
yeBasl Tepanusl, JuctraHuroHHoe oomyyenue (IJIT) u 6pa-
xutepars. JJJIT mpoBoamiack B CyMMapHOil O4aroBoii 103¢
(CO[) 4000—5000 pan (uto sxkBuBajgeHTHO 40—50 Ip). Xu-
pPYpPru4ecKoe JedeHue MpoBeIeHO 6 GOJIbHBIM, BBITIOTHS -
JIOCh MCCEYEHUE TICPBUYHOM OITYyXOJIM, Y 2 MAlIMEHTOK —
B COYETAaHMM C JUMGOOAUCCEKIMEH pEernoHapHBIX
JTMMGATUIECKUX Y3JI0B.
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ONYX0JI1 XKEHCKOW PENPOAYKTUBHON CUCTEMDI

Knunuueckuu ciyuati

Taoauna 2. CBo/Hble JaHHbIE ONMYOJMKOBAHHBIX HAOIOAEHHI MEJIKOKJIETOYHOr0 PAKa BJIATAJHINA
Table 2. Summary data of published observations of small cell carcinoma of the vagina
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Author, year Patient’s age, TNM stage Primary treatment
ears
J.N. Bhalodia u coasr., 2011 [18]
J.N. Bhalodia et al., 2011 [18] 50 TINOMO -
T
78 T2NOMO an
W. Chafe u coasr., 1989 [19] EBT
W. Chafe at al., 1989 [19] JUIT + BT
74 T2NOMO EBT + BT
K.M. Colleran u coaBr., 1996 [15] IJIT + EP
K.M. Colleran et al., 1996 [15] 59 T2NOMO EBT + EP
H. Elsaleh u coasbr., 2000 [20] JJIT + EC
H. Elsaleh et al., 2000 [20] 57 T3NOMO EBT + EC
M. Fukushima u coaBr., 1984 [21] IUIT + BT
M. Fukushima et al., 1984 [21] 32 T2ZNOMO EBT + BT
Xup (MectHOe ucceuenue) + IMXT (uuknodochammun,
M. Hayashi u coanr., 2000 [9] 51 TINXMO nupapyounvid, mucruiatun) + 1JIT
M. Hayashi et al., 2000 [9] Sur (local resection) + PCT (cyclophosphamide, pirarubicin,
cisplatin) + EBT
Xup (MecTHOe ucceueHue) + [IXT
R.E. Joseph u coaBrt., 1992 [22] 65 TINOMO (BUHKPUCTHH, TOKCOPyOoUIH, ukinodocdan) + BT
R.E. Joseph et al., 1992 [22] Sur (local resection) + PCT (vincristine, doxorubicin,
cyclophosphane) + BT
J.M. Kaminski u coaBr., 2002 [23] JUIT + EP + BT
J.M. Kaminski et al., 2002 [23] 69 TINOMO EBT + EP + BT
J.R. Miliauskas u coaBr., 1991 [24] 73 TINIMO Xup (MecTHOE rccedeHue + TUMOOIMCCEKIINS)
J.R. Miliauskas et al., 1991 [24] Sur (local resection + lymph node dissection)
R. Mirhashemi u coaBr., 1997 [25] 3 T3NOMO Xup (MectHOe ncceuenue) + JJIT + EP
R. Mirhashemi et al., 1997 [25] Sur (local resection) + EBT + EP
Xup (BarmHKTOMMS C IBYCTOPOHHEH MaxoBoil
C.J. Prasad, 1992 [11] 34 TINOMO mumbonuccekuueit) + EP + JIJIT + BT
Sur (vaginectomy with bilateral inguinal lymph node dissection)
. JUIT + EC
V. Singh, 2008 [10] 39 TINOMO EBT + EC
JUIT + EP
74 T3N1IM1 EBT + EP
Xup (paguKajbHasi ByJIbBOKTOMUS, PE3CKIIUS
g BJIarajiviiia, ABYCTOPOHHSIS TTaxoBast TUMGbOIUCCEKITUS)
Z. Bing, 2004 [26] 55 T2NIMO Sur (radical vulvectomy, vaginal resection, bilateral lymph node
dissection)
JJIT + EP + BT
38 T4NxMO EBT + EP + BT
JUIT + EP
N.M. Coleman, 2006 [17] 67 T3N1IM1 EBT + EP
II FIGO
W.A. Peters u coaBr., 1985 [27] 62 (MenmaHa) IIIIII;‘II%% XT
W.A. Peters et al., 1985 [27] 62 (median) I FIGO CT
IV FIGO
R. Oliveira u coasr., 2013 [5] JJIT + EP + BT
R. Oliveira et al., 2013 [5] 41 T2ZNOMO EBT + EP + BT
R. Tamura u coasr., 2013 [4] JJT + BT
R. Tamura et al., 2013 [4] 81 TINOMO EBT + BT
J.J. Rusthoven u coast., 1990 [28] XJIT
J.J. Rusthoven et al., 1990 [28] 63 T2NOMO CRT
41 T2NOMO m
M.P. Hopkins u coasr., 1989 [29] JIT, XT
M.P. Hopkins et al., 1989 [29] 2 Ll RT, CT
73 TXNXMI xT

Ilpumenanue. EC — kapbonaamun + smonoszud, EP — yucnaamun + smonosud, FIGO — kaaccugpukayus cmaouii 310Ka4ecmeeHHbX onyxoneii
JICEHCKUX NOA0BbIX 0peanos, paspabomannas Mexcdynapoonoii gpedepayueii akyuiepog u eunekonoeog (International Federation of Gynecology and Obs
tetrics), TNM — cmandoapmuas TNM-kaaccugpukayus 310xkauecmeentbix Hosoodpazosanuii, bT — 6paxumepanus, /UIT — ducmanyuonnas ayueas
mepanus, MTC — memacmaswi, [1P — noanas pemuccus, 4P — wacmuunas pemuccus, Xup — xupypeuueckoe neverue, XT — xumuomepanus.



Treatment results

TP
FR
[P
FR
IIporpeccupoBaHue
Ha (poHe JIeueHust
Progression in the course
of treatment

Knunuyeckuil cryyail

Response duration (months),

4 (MTC B ierkue)
4 (lung mts)
7 (MTC B nierkue, KOCTH, TIeYeHb)
7 (lung, bones, liver mts)
16 (MTC B reyeHb)
16 (liver mts)
13 (MTC B nerkue, Tie4eHb)
13 (lung, liver mts)
8—9 (MTC B meyeHb U JieTKHE)
89 (liver, lung mts)

1 (MTC B neueHb)
1 (liver mts)
5 (MeCTHBI PEeITUINB)
5 (local recurrence)

4 (MTC B HaIKJTIOUNMIHEIC
JIMMOOY3IIBI U KOCTH)
4 (supraclavicular lymph nodes,
bones mts)

4 (MTC B MUHIQJIUHBI)
4 (tonsils mts)

ONYXOJIU KEHCKOWN PENPOAYKTUBHOMN CUCTEMDbI

Subsequent treatment

XT-5-®Y
CT 5-FU
IManmuatuBHas JIT Ha KocTu
Palliative RT of bones
Her
No
Her
No
XT
CT

XT
CT
Xup
Sur

Her
No

XT
CT

XT
CT

Survival after progression,
months

Kusa
Alive

Kusa
Alive

CMmepTh
Death
CMmepTh
Death
Kusa
Alive

6

Kusa
Alive
CwmepThb
Death

CMepTh OT OCIIOKHEHUI
XT

Death due CT complications

Kusa
Alive
CMepTh
Death

Kusa
Alive
Kusa
Alive

CMmepTh
Death

CMmepTh
Death
CwmepThb
Death
CMmepTh
Death

Survival,
months

15
11

26
14
12

41

24

13
10

12 (MenuaHa)
12 (median)

20

29

Note. EC — carboplatin + etoposide, EP — cisplatin + etoposide, FIGO — staging classification for cancer of the ovary, fallopian tube, and peritoneum
of the International Federation of Gynecology and Obstetrics, TNM — standard TNM classification of malignant tumors, BT — brachytherapy, EBT —
external beam therapy, Mts — metastases, FR — full remission, PR — partial remission, Sur — surgical treatment, CT — chemotherapy.
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ONYX0JI1 XKEHCKOW PENPOAYKTUBHON CUCTEMDI

MenuaHa BeKMBaeMocTH mauueHToK ¢ MPB cocra-
BuJia 12 Mec, oIHAKO OMMCaHbI OTAEIbHbIE cliydau. Y 7
13 27 NalueHTOK, IJIs1 KOTOPBIX ObLIM OMKUCAHbI OTAAICH-
HbIe pe3yJIbTaThl JIEUEHUsI, aBTOPbl KOHCTATUPOBAIU U3-
JeyeHue 3aboeBaHus. Y 3 U3 HUX CPOKM HAOJIIOACHUS
cocTaBWIM OT 1 10 6 Mec, YTO HEAOCTATOYHO IS OOBEK-
TUBHOM OlleHKHU 3hdekTa. Y Bcex 4 n3eueHHBIX MallueH-
TOK C Oojiee IIUTEbHBIM TepUOAOM HabI0aeHUS 3a00-
JeBaHUe ObIJIO BBISIBIeHO Ha ctrazuu TINOMO, 2
MauueHTKU HabogaloTcs B TeueHue 24 u 41 Mec mocie
KOMOMHUPOBAHHOTO JeueHUs (MECTHOE MCcCeuyeHue,
XUMUOTepanus, JydeBasi Tepamnus), 1 mauueHTKa HabI0-
naetcs B TeyeHue 10 Mec 1ociie XMMUOJy4yeBOil Tepanuun
U 1 mauMeHTKa HabmogaeTcs B TeueHue 20 Mec rmociie co-
YyeTaHHOM TUCTaHLIMOHHOM JTy4yeBOl Tepanuu 1 OpaxuTe-
panuu. Y 8 maieHTOK OTMEYeHO MpoTrpeccrupoBaHue
3a00JIeBaHUs M1OCJIe PAIMKATbLHOTO JeUYeHUs, y 4 U3 HUX —
1o 5 mec. B mpeacTaBieHHBIX HAMU COOCTBEHHBIX KJIMHU-
YeCKUX HAOJIOAEHUSIX TIPOrpecCUpOBaHKe OOJIE3HU HACTY-
MU0 uyepes3 4 U 5 Mec 1mocjie MOCTaHOBKY AUAarHo3a.

TakuM 00pa3oM, JaHHBIC JUTEpPATyphl YKa3bIBalOT
Ha BBICOKYIO CTETIeHb 3JI0KaUeCTBEHHOCTU HEUPOIHIO-
KPUHHBIX OIMyXOJeil Bjarajuiia ¢ KpaiiHe HeOIaronpusIT-
HBIM IIPOTHO30M 3a0oJieBaHMsl. JIydllive pe3ysibTaThl ieue-
HUSI JOCTUTHYTHI 32 CYET MCMOJIb30BaHUS KOMILIEKCHOTO
JiedyeHus ¢ 00s13aTeJIbHOM JIydeBOi Teparueii.

C yueToM KpaiiHe Majoro yucja onucaHuil ciiyyaen
MEJIKOKJIETOYHOI'O paka Bjlarajiviiia B MUPOBO JTUTepaTy-
pe MBI XOTUM TPeICTaBUTh COOCTBEHHBIN OINBIT JICUSHUS
3 OOJIBHBIX C MEJIKOKJIETOYHBIM PAaKOM Bjiarajuiia.

Knuxuveckoe Habmopenue 1

Ilayuenmxa /1., 30 1em, o6pamunace 8 HAY4HO-KOHCYNb-
mamuenoe omoenenue OIBY «POHII um. H. H. Baoxuna»
Mumnzdpasa Poccuu (POHL] um. H. H. baoxuna) 6 okmsope
2009 e. ¢ scarobamu Ha ymepeHHble KPOBSHUCHIbLe 8blO0eNeHUS
U3 NOA0BLIX Nymell.

U3 anamnesa. B urone 2009 2. 6 I mpumecmpe bepemen-
Hocmu, npu cpoke 10 Hed, nepable ommemuaa cykpogu4Hble
8bl0eneHus uz noaoguix nymeii. Oopamuaacs 3a MeOUUUHCKOIL
nomougbto no mecmy xeumenvcmea. Ilpu o6caedosanuu 6vi-
A61€H0 HOB000PA308aHUe 6ePXHEll MPemu 8AA2AAUWA C NA-
RUAASAPHBIMU PA3PACMAHUAMU HA WUPOKOM OCHOBAHUL, DA3-
mepamu 0o 0,8— 1,0 cm. Bolio 6binosHeHo ucceueHue onyxonu
8 HecheyuaausuposanHol kaunuke. Ilpu eucmonoeuveckom
uccnedosanuu duaeHo3 ouggheperuuposaics mexcoy meaKo-
Knemounvim paxom u aumeomoii. Ilpu UT'X-uccaedosanuu
0bl1a 0OHAPYIHCEHA BbIPANCEHHASL NONONHCUMENbHASL PeaKUs
HG NAHUUMOKEPAMUH, 04acu NOAONCUMENbHOU PeaKyuu
Ha xpomoepanun-A, omcymemeue dKCnpeccull GUMeHmuna,
CD99, §100, CD3, CD20. Ha ocrosaruu noay4enHbix 0aH-
HbIX YCMAHOBAEHO, YN0 MUKPOCKONUYECKOe CIMpPOeHUe OnY-
xoau coomeemcmeyem MPB.

Ilpu o6credosanuu (penmeenoepapus opearos epyoHoi
KaemKku, yaempaseykoeoe uccaedosarnue (Y3HU) opeanos

Knunuueckuii cnyuau

OPIOWHOI NOAOCIMU U MAA020 MA3A, YUCMOCKONUS, PEKMO-
POMAHOCKONUS) NO MeCmy JCUMeAbCMEa NPUHAKO8 MeCH -
HO020 pacnpocmpaHenus U 0moaneHH020 Memacmasuposanus
He @vlaeaeHo, cmadus 3abonesanus oyenena kaxk TINXMO.
12.08.2009 e. nauuenmke 6bin0AHEHA AANAPOMOMUSL, MAN0E
Kecapeeo ceuenue, cmepuruzauus no Maonenepy. boavroii
DPEKOMEHO08AHO NPOBeDeHUe COMeMAHHOLL 1YHesol mepanuu,
6 cea3uU ¢ uem Obiaa Hanpasaerna 6 POHII.

Tlpu kaunuueckom ocmompe 6 POHII um. H. H. baoxuna
U 3a6epuieHUU AeHeHUsl NPUSHAK08 KAPYUHOUOHO20 CUHOPOMA
U Mecmuoeo peyudusa onyxoau He oonapyicero. Ilo danHoim
Y3U opeanos 6prowinoil nonocmu u Manoeo masa @viAGAeHb!
Memacmasvl ONYXonu 8 N00B300ULHbIX AUMPAMUYECKUX Y3AAX
cnpasa pasmepamu 5,2 x 3,2 cm. Ilpu nepecmompe eucmo-
Aoeudeckux mamepuanos é Llenmpe duaenoz noomeepicoen.
C yenvio ymounenus 0uaeHo3a nposedeHo nogmopuoe HI'X-
uccaedosarue,, 8blA8AEHA MOHOMOPQHASL IKCAPECCUsL 8 ONYXO-
N€60M UHGDUAbMpPame NaHUUMoKepamuHa (caabas Memopau-
Has peakuus), skcnpeccus XeA, CD56. Hulekc
npoaupepamuenoli axmusrnocmu cocmaesun 30—40 %. Ta-
Kum 06pa3om, Ha OCHOBAHUU OAHHbIX 2UCIOA02UHECKO20
u UT'X-uccnedosanuii, noomeepicoen ouaernoz MPB.

ITlayuenmke 6b110 nPedNOICEHO XUpYPeUUECKOe AeHeHlUe
6 0bvemMe pacuupeHHol SIKCMUpnayuy Mamku ¢ eepxuei 2/3
enraearuuja. Jnsa 6oin0OAHEHUS XUPYPUUHECK020 AeHeHUs
03.11.2009 e. 60abHas Obira 20cCHUMAAUZUPOBAHA 8 2UHEKO-
noeuyeckoe omaoenenue POHIL[. B xode npedonepauuionHoi
nodeomosxu, 06.11.2009 ., noemopHo évinoaneno Y3HU,
npu KOmopoMm 8bl6/1eH0 OalbHelulee npoepeccuposanue ony-
X0/1e6020 NPOUECCA: MACCUBHOE MEMACMAMUYECKoe nopaice-
HUe neueHu, MHOJICeCMBeHHble MeMAacmasbl 60 8CeX CeMeH-
max, Hauboavuwuit — 6 V ceemenme, pazmepamu 5,0 % 3,5 cm.
Yuumowieas pacnpocmpanennocms u 6vicmpoe npoepeccupo-
8aHuUe 3a001e6aHUSL, NPUHSIIMO PeuleHlle 0 NPOBeOeHUU XUMUO-
mepanesmuueckoeo aevenus. 17.11.2009 boavuoii Hauama
1-5 aunus xumuomepanuu no cxeme 0okcopyouun 30 me/m? +
yurxnogocpan 500 me/m? + yucnaamun 80 me/m2. Bee npe-
napamul 6600UAUCH 8/8 KaneabHo 8 I-ii OeHb Kypca.

Boavnoii 6bi10 pexomendosano nposedenue 4 Kypcoe
XUMUOmMepanuu no yKasaHHoi cxeme.

Hanpaenena oas npodosdicenus aeueHus no Mecmy icu-
menvscmea. Hecmomps na nposedernnoe aekapcmeentoe aeue-
Hue, 60AbHASL yMepaa Om OanvHellue2o npoepeccuposanist
3aboaeeanus yepe3 13 mec nocae ycmanosneHus ouaeHo3a
MPB.

KnuHuveckoe Habmopexue 2

Hayuenmxa JI., 50 nem, o6pamuaace 8 HAy4HO-KOHCYAb-
mamueroe omoenerue POHI um. H H. baoxuna 23.11.2011 e.
¢ Jcanobamu Ha 604U 6 naxoeoli obaacmu caesa ¢ uppadua-
yueil 8 1e8yio HOZY.

U3 anamnesa. B meuenue 3 nem nabnarodanracs y euHeKo-
A102a no nogody muomsl mamku. B sneape 2011 e. npu oue-
PeOHOM ocMompe BbisiAeHO HO8000pa3oeanue ¢ obaacmu
HuxcHell mpemu eéaazasuwa do 1,0 cm 6 duamempe,
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Knunuyeckuil cryyail

Puc. 1. boavuas JI. 50 rem. Hnmencusnas sxcnpeccus yumoxepamuta 18,
OKPACKa 2eMamoKcuauH-303uHom; * 200

Fig. 1. Patient L. High expression of cytokeratin 18, hematoxylin and eosin
stain; %200
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Puc. 2. Ta oce 6oavnas. Humencuenas sxcnpeccus yumoxepamuna 20,
O0KPACKa 2eMamoKcuaun-303unom; * 200

Fig. 2. Same patient. High expression of cytokeratin 20, hematoxylin and
eosin stain; x200

¢ uzsazenenuem. Ilpu yumonoeuveckom uccredosanuu omne-
YamKo8 — no0o3peHue Ha NAOCKOKAeMOYHbLH Pax.

18.04.2011 e. 6 onkon02uteckom ducnancepe no mecmy
JACUMeNbCMBa GbINOAHEHA OUONCUS 00PA308aHUS, YCIMAHOBAEH
duaeno3 «3noxavecmeeHntblil Kapyurnoud». 25.04.2011 e.
mMam Jice NPo6edeHo XupypeuuecKoe aeueHue — MeCmHoe uc-
cevenue onyxoau Hudchell mpemu eaaearuwa. Ilpu eucmo-
A02UHeCKOM UCCAe008aHUU — HU3KOOUp@epeHyuposannas
HelipoaHdokpuHHas onyxoaw. Ilpoeedeno HI'X-uccaedosanue,
8big61eHa dKcnpeccus nanyumoxkepamuna (puc. 1, 2), XeA
(puc. 3), cunanmogusuna (puc. 4). Ixcnpeccuu S100 u yu-
mokepamuna 7 (puc. 5), sumenmuna (puc. 6) He ommeuaem-
cs. Huoekc npoaugepayuu Ki-67 — 40 %. Ycmanoenen ou-
aeno3 MPB cmaduu TINXMO.

Puc. 3. Ta xce 6oavuasn. Hnmencuenas sxcnpeccust Xxpomoepanuna A, okpa-
CKQA 2eMamoKCUAUH-303uHoM; %200

Fig. 3. Same patient. High expression of chromogranin A, hematoxylin and
eosin stain; x200

Puc. 4. Ta xce boavrasn. Hnmencuenas sxcnpeccus CUHARMOQGU3URA, OKpPa-
CKa eeMamoKcuaun-303unom; x 200

Fig. 4. Same patient. High expression of synaptophysin, hematoxylin and
eosin stain; 200

HD0 sracaruwa umeem 8uo Kynoaoo6pasHo 6036blula-
ouuxcs y3eaK08, KpACHO8AMO20 UAU CUHEeBAMO020 yeema,
8vipadicentblil cocyoucmaiii pucyrox. Cauzucmas, nokpulea-
rowas y3eaku, 00bi4HO enadKkas, Mo2ym HabA0amsCs U3ss36-
JeHUsl, YePeBUOHbIe UMEHEHUs UL meaeaHeudKmasuu (puc. 7).

Onyxoab npedcmasnena HaAU4UeM KpYnHulX COAUOHbIX
V3e1K08 U Oughghy3H020 KOMNOHEHMA, COCMOAUWUX U3 MEAKUX
OKPY2/10-08A1bHbIX MOHOMODPHBIX KACMOK, UMEIOUUX 8€3U-
KYAsipHble A0pa ¢ YemKUMU KOHMYpamu, MeAKoOUCHePCHbIM
XPOMAMUHOM U MEAKUMU Hepa3AuduMbsiMu A0pblUKaAMU,
CKYOHOU YUMOoNnAa3moli, ¢ 8biCOKOU MUMOMUYECKOU aKmus-
HOCMbIO U 8bIPANCEHHOCMbIO KapmuH anonmosa (A) (puc. §8).

B cenmsabpe 2011 2. npu konmpoavHom obcaedosanuu
no Mecmy JCUmenbCmea Gbli8AeHO NPo2peccuposanue
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ONYXO0NU XKEHCKON PENPOAYKTUBHOM CUCTEMbI

Puc. 5. Ta xce 6oavHas. Ompuyamenvrole peakyu Ha BUMEHIMUH 8 ONYX0-
N1€8bIX KAEMKAX, 0KPACKA 2eMamoKcuAuH-303unom; <200

Fig. 5. Same patient. Vimentin-negative tumor cells, hematoxylin and eosin
stain; %200

Puc. 6. Ta xce 6oavnas. Ompuyamensvhvie peaKyuu Ha YUMOKepamuH @ ony-
X0/1€6bIX KACMKAX 0KPACKA 2eMamOKCUAUH-303UHOM; * 200

Fig. 6. Cytokeratin-negative tumor cells, hematoxylin and eosin stain, <200

Puc. 7. Ta xce 6oavnas. Kapuyurnoma Mepkens érazaruwa, 111 cmadus, npo-
meaxcymounsiil eapuanm. Maxponpenapam

Fig. 7. Same patient. Merkel cell carcinoma of the vulva, grade III,
intermediate variant. Gross specimen

Knunuueckuii cayuaii

Puc.8. Ta oce 6Goavnas. Mukponpenapam, o0Kpacka eemamoKCuAuH-
303unom; * 100

Fig. 8. Same patient. Microslide; hematoxylin and eosin stain, % 100

Puc. 9. Ta xce 6oavhas. Bvicokas npoaugepamusnas akmuenocms Kaemok
onyxoau, sxcnpeccupyrowux Ki67, okpacka eemamoxcunun-303unom; x400

Fig. 9. Same patient. High proliferative activity of Ki67-expressing tumor
cells, hematoxylin and eosin stain; 400

3a001e8aHUs — NPOOOAICEHHDIL POC ONYX0AU U Memacmamu-
yeckoe nopaicenue neweru. B nosbpe 2011 e. camocmosmenvro
oopamunace 6 POHI] um. H.H. broxuna. Ilpu obsexmusrom
ocMompe 8bis8AeH KOHAOMEPAM YEeAUUEHHbIX NAX08bIX AUM-
gamuueckux y3106 caesa 6,0 x 8,0 cm. [loemopho evtnoaHeHo
HUT'X-uccredosarnue, ommeuero noswvluieHue uHoexca npoauge-
payuu Ki-670o 85 % (puc. 9), npoghuns sxcnpeccuu 0cmanvHbix
MapKepos He UsMeHUACA. B naazme Kkposu bisieneno nogvluieHue
KoHueHmpayuu cepomonuna — 227,4 ne/ma (nopma do 200
He/Mn), XeA — do 25,7 ed/a (nopma do 18 ed/n), nosvluienue
xonuenmpayuu HCE do 86,93 ne/ma (nopma — 0o 12,5 ne/mn),
xonyenmpayusi PDA u CA19—9 é npedeaax Hopmoi.

IIpu nposedenuu Y3U opeanos bprouinoil norocmu 6 ne-
601l Naxo80-0edpeHHOl 001aCMU BbIA6AEHbL ONYXO0AeBblll KOH-
enomepam pazmepamu 8,0 x 4,0 cm, maccugHoe memacma-
muueckoe nopasicenue neueHu, Haudoavuiue ovaeu — 8 VIIIs,
cauenoil ouae 00 5,7 x 4,2 cm, 6 III—1Vs — do 4,4 cm 6 dua-
mempe. TpauceacunanvHoe uccaedosanue He 8biNOAHEHO
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Knunuueckuii cnyuaii

8caedcmaue soblpaceHtoll bonesnennocmu. Ilpu nposedenuu
KOMNbIOMEPHOI momozpaguu opeanos 2pyoHoil Kiemku
Memacmamu4ecko20 nopalcenus 1eekux He 6bis6AeHO.

C yuemom pacnpocmpaneHHOCmU ONyX01e8020 npoyecca
U eUcmoeeHe3a Onyxou NAyUeHmKe PeKoMeH008aH0 NposedeHue
Xumuomepanuu 1-ii aunuu no cxeme 3mono3ud + yucniamun
8/6 kaneavHo 8 1—5-1i OHU, neveHue NPo8ooUNOCH MO MeCIY Jicl-
menvcmea. J103v1 npenapamos 0biau peoyuuposarsl Ho HEYKaA3aH-
HOIl 8 MEOUUUHCKOU OOKyMeHmauuu npuqune. Excednesnas doza
yucnaamuna cocmaensaa 15 me/m?, smonozuda — 70 me/m?.
IIposedeno 2 kypca aeuenus no oanHoli cxeme, b6e3 sgpgexma.

Tlpu nposederuu KOHMpPoOALHO2O 00CA008AHUS BbISIGACHO
danvHelluee npoepeccuposanue 3a001e6aHUs, OMPULAMENb-
Has dunamura no dannvim Y3U, yeeasuuenue naubonvuie2o
ouaea 6 newenu 00 8,4 x 7,6 x 6,5 cm. 12.03.2012 2. noemop-
Ho Koncyaomuposana 6 POHI] um. H. H. baoxuna. Pexomen-
dogano npogedenue xumuomepanuu 2-i JAUHUU NO cXeme:
sunkpucmut (1,0 me 8/8) 6 I-ii u 8-ii OHu, dokcopyouyuH
(50 me/m? 6/8) 6 1-ii Oenv u yurxaogocgan (500 me/m? 6/6)
6 1-ii u §-it onu. Ha nasznauennoe konmpoavtoe obciedosa-
Hue 60bHaAs He AsuAAch. JlanbHeliulee meueHue 3a001e8aHUs.
HeusgecmHo, c6:3b ¢ O0AbHOI ymepsHa.

Knuhuveckoe Habmopenue 3

Hayuenmka JI., 57 nem, énepgvie obpamusacy 6 OHKO-
AoeuvecKuil Jucnancep Ho Mecmy JCUumeabcmea é anpene
2011 é. ¢ ucanobamu na ouckomghopm 6o énrazaruuie. Ilpu 06-
C1e006aHUU BbIGAEHO HO8000pa308aHue earaearuwa. Ipous-
8edeHa buoncus onyxonu.

Ilpu nepecmompe eomoeswix npenapamoé ¢ POHI[ um.
H.H. Broxuna eucmonoeuveckas KapmuHa cOOmeencmeo-
6414 310KA4eCMBEHHOI MeAKO- U KPYNHOKACMOYHOU ONYX0-
AU C BbIPAINCCHHBIMU HEKPOMUHECKUMU U3MEHEeHUAMU. Boi-
noaneno UI'X-uccaedosanue, ummyHogpeHomun onyxoau
61a2aNUWA COOMBENMCME08AA pAKY U3 Kaemok Mepkens,
ommeuena sxcnpeccust yumoxepamuna 20.

Ha momenm nepeuunoeo KauHu4eckoeo 06caedo8anus
nayuenmku 6 POHI] um. H. H. baoxuna danHuix 0 Haruuuu
DeCUOHAPHBIX U OMOANCHHbIX Memacmasos He Oovii0. Yema-
Hosaena 111 cmadus onyxonesoeo npouecca (T3INOMO).

C yuemom paszmepos Onyxoau blNOAHEHUE ONepayuu
Ha nepeom smane Ae4eHus He NPeoCmagasiNoCh 603MONCHBIM.
IIposedeno 5 kypcos xumuomepanuu no cxeme EC (3mono3ud
6 doze 100 me/m? ¢ 1, 2 u 3-ii Onu, kapbonsamun AUCS ¢ I-ii
denb u uepes 21 denv) ¢ yacmuuHsim 3¢ppekmom. B ageycme
2011 2. 6 eunexonoeuueckom omoenenuu POHI um.
H.H. baoxuna évinonneno ydanenue onyxoau 1a2aiuiid.
Ilpu eucmonoeuueckom uccaredoganuu 00UH U3 Y3106 —
0e3 NPU3HAKO08 JHCUZHECNOCOOHBIX ONYX0e8bIX KAeMOK, eol-
HUYHble KAeMKU-MeHU Ha Mecme npedulecmayroueli onyxonu
(neuebuwlii namomoppos 1V cmenenu no kaaccupuxayuu
I A. Jlasnuko60it), 6 00HOM U3 Y3108 — KAPMUHA HEUPOIH-
dokpunnoeo paka Mepkens 6e3 npusHaxkoe namomopghosa.

Ilocae yoanenus onyxonu npogedeHa OUCMaHyUOHHAS 1Y~
yesas mepanus Ha obracms manroeo maza — COI 40 Ip.

B meuenue 9 mec nayuenmia npoxoduna pezyaspHoie 00caedo-
BAaHUSA, NPUSHAKO8 NPOSPeCCUPOBAHUSL 3A001e6aHUS He BbIABNEHO.

B urone 2012 2. npu konmponvHom obcredosanuu 6 POHI]
um. H.H. broxuna evisenreno npoepeccuposanue 3a001e6aHUA.
Yemanoeneno memacmamuveckoe nopasiceriie Kocmeil cketema,
3a0PHOUUHHBIX AUMBAMUHECKUX Y3108, NO0XHCeAYOOUHOU Jcele-
3bl, OUACHOCMUPOBAHA PEUUOUBHASL ONYX0b 6 Manom mas3y. Tpo-
6edeno 4 Kypca xumuomepanuu no npevicHell cxeme. Jlocmuery-
ma cmabuauzayus onyxonesoeo npovecca. B cesasu ¢ 6nokom
npasoit nouxu 29.12.2012 evinonnena Hegppocmomusi cnpaesa.
C dexabps 2012 no urons 2013 2. nposedero 10kypcos 2-ii aunuu
xumuomepanuu no cxeme CAF (yuxarogocgpamud é doze
100 me/m? enympo — ¢ 1-20 no 14-ii Onu, dokcopybuiun —
30 me/m? 6 1-ii u 8-i1 Onu, 5-pmopypauyun — 500 me/m? é 1-ii,
8-1i OHu, uepes 28 Oueil) 6 couemanuu ¢ 6ucgocghonamamu
(30neHdporosas Kucaoma 6 0oze 4 me — 1 pas uepes 28 oueil).
B ces3u ¢ pocmom 00H020 U3 ONYX01e6bIX Y3108 8 MAAOM ma3y
nposeder NOBMOPHDLIL Kypc OUCAHUUOHHOL AY1e80U mepanuu
Ha ob6nacms manoeo masza, COH 28 Ip. Jlewenue npexpauero
68 C6513U ¢ npoepeccuposaruem 3abonesanus. Boisigaeno mema-
cmamuveckoe nopaxdcerue HaoKAOUUYHbIX AUMPAMUHecKux
Y3108 ¢ 00eux CmopoH, 3a0PIOUUHHBIX MUMPAMUMECKUX Y3108,
MOAOUHOU Jicene3bl, neveHu. J1is aeuerust npeonpuHsama nonbim-
Ka mepanuu npenapamom 36eposumyc.

Ilepuod nabarwoenus c momeHma BviseAeHUs 30004€6a-
Hus cocmasun 2 eoda u 8 mec. boavnas ymepaa om npoepec-
cuposanusi 6oae3HuU.

3aknioueHue

H®O Baaranuia oTHOCATCS K YHUCITY PEIKUX 370Ka-
YeCTBEHHBIX HOBOOOpa3oBaHuii. Beero mo stHBapst 2016 1.
onucaHo 30 HaGJOAEHUN HEHPOIHIOKPUHHOIO paka
pnaranuina [3—5]. Huszkast yactoTa BCTpeuaeMOCTH METKO-
KJIETOYHOI'O paKa BJjlarajiniiia He IMO3BOJISET IPOBOIUTD
pPaHIOMM3UPOBAHHBIC UCCIICIOBAHMS ISl TIOMCKA Hanboiee
3¢ (HEKTUBHBIX METOIOB JIeUeHUsI. Y OOJIbIIIMHCTBA Mall-
€HTOK ITJIOXO# ITPOrHo3. IToTeHIMaabHO IIaHCHl Ha U3JIe-
YeHHS MMEIOT TOJIEKO OONIBHEBIE ¢ | cTamueii 3a00J1eBaHMS.
B neyeHn 60IBbHBIX MCIIOJIB3YEeTCSI KOMIUIEKCHBIN TTOIXO]
C COYETaHMEM XUPYPTrUYeCKOro JeUEeHUS U/WUIU JTy4eBOr
TepalliH ¢ JIeKapCTBEHHOM Tepanuveil. Takoi momxom o6ia-
JlaeT HanOoJIbIel 3(PhEeKTUBHOCTBIO COTJIACHO TIPEACTaB-
JIECHHBIM TaHHBIM. B JleKapCcTBeHHOI Teparuy Ha COBpe-
MEHHOM 3Talle MCIOJb3YIOTCS MOAXOAbI K JIEYECHUIO,
CXOXHE C TTOIXOIaMM K JICUEHUIO MEJIKOKJIETOYHOrO paka
JIETKOTO, B YaCTHOCTH MCITOJIB3YIOTCSI CXeMbl XUMMOTEPa-
IMMH C BKIIIOYCHHWEM 3TOIO3MIa U TIPeNapaToB IUIATHHBL
BBuny uMIeHTMYHOCTU OMOJOTHUYECKUX CBOMCTB
MEJKOKJIETOYHOTO paKa Bjarajuina, IIeWKH MaTKHh
OO611ecTBO rTMHEKOJI0OrnYecKoii oHkosioruu (Society of Gy-
necologic Oncology, SGO) pekoMeHAyeT MpHU JIeUeHUUN
MPB npuMeHsTh Te Xe MOAXOAbl, YTO U JJIs JICUSHMUS
MEJIKOKJIETOYHOTO paka meiitku matku [13]. Tpeodytotcsa
JaJIbHEMIIIMe UCCIeA0BaHMS JJIs ToucKa 0oJiee 3¢ heKTUB-
HBIX METOIOB JieueHMs 001bHBIX ¢ MPB.
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