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AnHOmMmayusn

AkcrpamammapHas 6ose3ub Ilemxera (AMBII) — pesiko BeTpevaromuiicss BApUaHT a/eHOKaPIIMHOMBI, HanboJiee 4acTol JIOKain3anuel KOTopo-
ro sIBJIsIETCST 00J1aCTh BY/IbBBL. KIMHUYECKUE TIPOSIBIEHNS] HOCAT HeCHeluUUecKUi XapakTep U MEPBUYHO MOTYT OBITh JUATHOCTUPOBAHBI KaK
MPOSIBJIEHUS APYTUX /IEPMATO30B, UTO 3aTPYAHAET PAHHIOK [uarHocTHKy. Hanbosee 3¢HeKTUBHBIM JUATHOCTUYECKUM UHCTPYMEHTOM SIBJISIET-
cs1 naToMOpP(OJIOTHYECKOe I UMMYHOTHCTOXUMUYECKOE HCCIe/JOBaHIe OHoITaTa KoKU. MBI IIpeZicTaBiisieM KINHIYecKoe Habmoaenue MBI y
BUY-uHGUIIPOBAHHON NAIIMEHTKH 42 JIET.
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Abstract

Extramammary Paget's disease (EMPD) is a rare variant of adenocarcinoma, the most common localization of which is a vulva. Clinical manifes-
tations are nonspecific and can be initially diagnosed as manifestations of other dermatoses, which makes early diagnosis difficult. The most ef-
fective diagnostic method is a pathomorphological and immunohistochemical examination of the skin biopsy. We present a clinical case of EMPD

in a 42-year-old HIV-infected female patient.
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BBepgeHmne

Bosesns Iempxera (BIT) Buepsbie Obuia onrcana Jlxxeim-
coMm Ilemxerom B 1874 I. Kak apaHeoIUIaCTHYECKOe II0pa-
JKeHMe KOKU COCKA U apeoJibl, XapaKTepU3YIoIleecst SK3e-
MAaTO3HBIMU BBICHIIIAHUAMU W BO3HMKAIOIIEE 3a OUH-IBA
rojia /0 paka MOJIOUHOU 3KeJie3bl [1]. DKcTpamaMMapHbIe
nposiBjieHus1 3a00JIeBaHUSI BCTPEUAIOTCS JIOCTATOYHO
penko, cocraBsis Bcero 6,5% Bcex 6osbHbIX BII [2, 3], u
Ha0JII0/IAI0TCSA HA yYacTKaxX C allOKPUHOBBIMH JKEJIE3aMHU,
TaKUMU KaK BYJIbBA, MepUAHAJIbHAS U aXOBO-I0OKOBAasI
o6J1acTH, IMOAMBIIIEYHbIE BIIAJAWHbBI, MOIIIOHKA U ITOJIOBOM
wieH [4—6]. IlopaskeHre KOXKU MeJJIEHHO IIPOTPECCUPYET,
PEIKO COTPOBOK/IAETCS CYOBEKTUBHBIMY OIIYIIEHUSIMHU U
XapaKTepU3yeTcs HAJIMYHUEM 0YaroB TMIIEPEMUHU C MOKHY-
THEM U 0YarOBbIM TUIIEPKEPATO30M, YTO YaCTO PACIleHHBa-
€TCsI KaK IPOSIBJIEHUS HK3€MbI WJIH HEUPOJIEpMHUTA.

Mpbl mpesicTaBiisieM KJIWHUYECKOe HAOJII0/IeHHe SKCTpa-
MammapHo# 6ose3nu Ilemkera (OMBII) ¢ HETUNTMYHBIMU
IIPOSABJIEHUSAMH Yy IOCTATOYHOH Mostofoi BUY-unbumpo-
BaHHOH ITaIlMEHTKH.

KnuHnueckuin cnyvanm

[MarnuenTka 3., 42 Jiet, obpatmiack B I'BY CO «Ypasbckuii
HAYYHO-HCCJIEZIOBATENIbCKUI HHCTUTYT JI€PMaTOBEHEPOJIO-
MU ¥ UMMYHOIIATOJIOTHH» C KajobamMu Ha 0oJie3HEHHbIE
IIATHUCTBIE BBICHIIIAHKA HA KOXKE IIPOMEKHOCTH, >KHUBOTA,
saroaul] U Oezep, IIeTylIeHNe, CIOHTAHHO BO3HUKAIOIIAHI
WHTEHCHUBHBIH 3y/1. JKeHnuHa cuurtaer ce6s1 60JIbHOH B Teue-
HUeE 3 JIeT, KOT/Ia IOSBUJINCH BBICHIIIAHNSA Ha KOXKe ATOJUI U
6enep. [Ipu obpaleHny B pa3InIHble MEAUIIUMHCKHIE YIPEXK-
JIEHUA II0CJIE0BATENBHO OBUIM IIOCTABJIEHBI JIUAarHO3BI:
SpUTpa3Ma, aJUIePrUIecKUi KOHTAKTHBIN JIePMAaTUT, KaH/IH-
103 mIakoud koku. Ha ¢QoHe mpoBOAMMOro CHCTEMHOTO
JIeYeHUs] AHTUTUCTAMUHHBIMU (LIETUPU3UH, JIEBOLETHPU-
3UH) U IPOTUBOIpHUOKOBBIMU ((IIyKOHA30I) IIpernaparamu,
[JIIOKOKOPTHUKOCTEPOU/ITHBIMY TOPMOHAMU (IHIIPOCIIaH), 9H-
TepocopbeHTaMHu (JIaKTOGUIBTPYM) U UCIIOIB30BAHUSA TOIIHU-
yeckux GopM KIoTpuMasosa 1%, beramerasoHa 0,1%, KO-
Gerazosa 0,05%, Takpoiaumyca 0,1% OTMeJaeT He3HAYH-
TEJIBHOE KPATKOBPEMEHHOEe YJIydllleHue. Bpichimanus pac-
IIPOCTPAHSIUCH HA KOKY BYJIbBBI U IIEPHAHAIIBHOHN 06J1aCTH.
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AnamHe3 JHcu3HU: TIepeHecIa JieTcKue nHQpeKIu (BeTpsi-
Hasg OCIla, KPAaCHYyXa), ONOSCBHIBAIOIINI TrepIiec, JKeJTYHOKa-
MeHHYI0 60J1e3Hb (IIPOBE/IeHa XOJIEIIUCTIKTOMHUS B 2012 T.),
MMaHKpeaHeKpo3 (2012 T.), PE3EeKI[UI0 KUCThI JIEBOTO SIMY-
Huka (2018 r.). C 2017 r. cOCTOUT HA yuyeTe B 0OJIACTHOM
LenTtpe nmpodunakruku u 60pso6s1 co CITN]I ¢ quaraosom
BUY-nadexnua. JJuarHo3 ycTaHOBJIEH C ITIOMOIIBIO HMMY-
HOMEPMEHTHOTO aHaju3a U MoATBep:kzeH Western blot.
[TosiyyaeT aHTHPETPOBUPYCHYIO Tepamuio (KOMOWHAIMA
JIOIIMHABUPA 200 MT' ¥ pUTOHABHPA 50 MT). AKyIIEPCKO-TH-
HEKOJIOTHYECKUH aHAaMHe3: 0/iHa 6epeMeHHOCTb, 3aKOHYH-
J1ach GU3NOJIOTUIECKUMHY POJIaMHU B 2003 I'. AJuleproaHam-
He3: HEIEPeHOCHMOCTh aMOKCHIMLINHA. HaciencTBeH-
HOCTD 110 KO’KHOU ¥ OHKOJIOTUYECKOH ITaTOJIOTUH He OTATO-
menHa. [IpuBbIYHbIE HHTOKCUKAIIUN — KYPEHHUE /10 10 CHUra-
pET B JIeHb B T€UYEHUE 20 JIeT.

OTKJIOHEHHH B 00OIEM M OHMOXMMHYECKOM aHaJIu3ax
KPOBU IIPU KJIMHUKO-7IA00PaTOPHOM UCCJIE/JOBAHUY HE BbI-
sABJeHO. AHTUTeNa K Treponema pallidum, Bupycam rena-
trta B 1 C B CBIBOPOTKE KPOBU — He onpezessaioTcesa. Bosoy-
JuTenu WHOEKIUH, IepeZjlaBaeMbIX II0OJIOBBIM IIyTeM, He
BBIABJIEHBL.

Status localis: Hapy>KHBIe II0JIOBBIE OpPraHbl chOPMHUPO-
BaHBI IIPABIJIBHO, OBOJIOCEHHE II0 JKEHCKOMY THILY, I1aXO0-
Bble JIUMGOY3JIBI ¢ 00€UX CTOPOH JI0 5 MM, HJIACTHYHBIE,
6e300s1e3HEHHBIE, He CIIAsgHbI MeKy co00i U ¢ Koxkel. Bu-
JIIMble CJTU3UCTBIE BIAXKHBIE, GU3N0JIOTHIECKON OKPACKHU.
HemopaxeHHble y4YaCTKH KOXHU (PU3UOJIOTHIECKOH
OKpaCKH, HOPMaJIbHOW BJIQXKHOCTU U Typropa. [lepmorpa-
¢uU3M KpacHbBIM, He CTOMKHN. Boyiockl M HOrTeBBHIE ILIA-
CTHHBI He HW3MeHeHbl. KOXKHBIH Iporecc HOCUT PacIpo-
CTpaHEHHBIH XapaKTep, JIOKAINU3YeTCA Ha KOXKe IIPOMEIKHO-
CTH, TIAXOBBIX CKJIQJIOK, JIOOKA, MEPUAHAIIBHON 00JIaCTH U
IIPEJICTaBJIEH IIATHUCTHIMU BBICBITAHUAMU APKO-KPACHOTO
[IBeTa, C IJIa/IKOU IIOBEPXHOCTBIO, OKPYTJION (OPMBI C UeT-
KHUMU TPAaHHUIIAMH U TEHJEHIUEN K CJIUAHUIO B OYaru He-
npaBuIbHON GopMbI padMmepoM 8—10 cMm (puc. 1). B nepua-
HaJILHOU 00J1aCcTH OIIpeJiesIseTcss oJar 1,5 CM ¢ BeppyKo3-
HBIMU pa3pacTaHUsAMU PO30BOTO IIBeTa ¢ OeIbIM HAJIEeTOM
Ha 110BepxHOCTH (puc. 2). [Ipu epMaTOoCKOIIH IIPU3HAKOB
JIUCIUIA3UM HET, OIpPENEesIAIOTCA DPACHIMPEHHBIE II0BEPX-
HOCTHBIE cocy/pl. [lcopuaTnueckas TpHasia He IOJIydYeHa.
[TogxokHAs )KUPOBAs KJIeTYaTKa pa3BUTa HOPMAaJIBHO.

Brizesienuii 13 0JI0BOH ITeTN HET. bapTosmHueBbIe XKe-
JIe3pl U WX IPOTOKH HE OIpeNesATCA. Yperpa MsArkad,
6e30osie3nenHas. Illeiika MaTKd [UJIAHAPUYECKON
(opmbI, p030BOTO 11BETA, 3€B IIIEeJIEBUIHBIN, BBI/IEJIEHUA U3
LEPBUKAJILHOTO KaHasa causucTele. Cinsucras 06071049Ka
BJIATJININA He U3MeHeHa. B 3a7iHeM cBoJie — CKyJHO€ IIPO-
3pavHoe oTzessseMoe. MaTka U IPUJATKU He YBeJIHYEHBI,
6e300J1e3HEHHBIE IIPY NATBIIAIIHH.

IIposedero namomopgoaocuueckoe uccaedogaxue o6uo-
nmama Koxcu 064acmu NPoMex’CHOCMU cAe8a): BIHJIEP-
MHC THUIEPILIA3UPOBAH, ¢ yYaCTKOM 3PO3HUPOBAHUS, C BbI-
Pa’KEeHHBIM TUIIEPKEPATO30M, IIapaKepaTo30M, T'HIleprpa-
HYJIE30M, YYACTKAMU JIUCKEPATO3a, aKaHTO30M C BapHa-
0eJIbHBIMH aKaHTOTHYECKUMU BbIpocTaMu. Onpenensaiorces
KPYIHBIE OKpPYIJIble WHTPA3IUJEPMasbHbIe KJIETKU CO

Puc. 1. MATHUCTbIE BbICbINaHUA Ha KOXKe AroauL, NPOMeXHOCTN
1 no6ka.
Fig. 1. Macular rashes on the skin of the buttocks, perineum, and pubis.

Puc. 2. BeppyKosHble paspacTtaHus B nepuaHanbHoi obnactu.
Fig. 2. Verrucous growths in the perianal area.

J

CBETJION IIUTOIUIA3MOM M KPYIHBIM sAfpoM (kietku Ilen-
sketa). IlocnoliHas nuddepeHIPOBKa KIETOK HapYIIEeHa,
BCTpeYaroTcss MUTO3BI. [lepMo-3muiepMaibHasi TPaHUIIA
yeTkasd. IIpU3HAKOB JiepDMaJIbHOH WHBa3uu He OOHapy-
’KeHO. BocnasnresspHAA peakmus He BBIPasKeHaA.
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3axatoueHue. BEyTpuanuiepMaabHasA IJI0OCKOKIETOYHASA
KapIuHoMa in situ (6ose3usn Ilemkera).

[ManuenTka ObLIa HANPaBJIeHa B OHKOJIOTHYECKUU JUC-
MMaHCEeP 0 MECTY *KUTEIBCTBA JIJIsl JIEUEHUS U JTAJIbHEUIIEr0
JIUCIIAHCEPHOTO HAGJIIO/IEHNSI.

O6cyxaeHune

HecmoTpss Ha TO YTO TOYHAsA PACHPOCTPAHEHHOCTH
OMBII HemsBecTHa, GOJBIINHCTBO ABTOPOB IPHUILIN K
MHEHUIO, YTO YaIlle BCETO OHA BBIABJIAETCH Y JKEHIIUH B I10-
crMeHoray3e (cpeiHUH BO3pacr 72,1+4,3 roja) [3, 4, 7—11]
U paccMaTpUBaeTCs Kak IepBUYHAsA IPU OTCYTCTBUU JIPY-
TUX 3JI0KQYECTBEHHBIX HOBOOOpA30BaHUH, TOTAA KaK BTO-
puunaa OMBII onpesessaercsa NpU BBIABICHUN y TAIJUCHTA
3JI0KQYeCTBEHHBIX HOBOOOPA30BaHUU JIPYTHIX JIOKAJIU3a-
uuii [4, 7, 9]. Haubosiee pacnpocTpaHeHHBIMU JIOKAJINU3a-
OUAMH Y JKEHIIVH ABJIAIOTCA OOJIbIINE U MaJjble II0JI0BbIE
ry0Osl [10]. Halme marueHThl KaayloTes Ha 3y, 00JIe3HEH-
HOCTh U JX)KeHHe B obsactu mopaxkeHusa. KimHumdecku
OIIPE/IEJIAIOTCA OTEK, TUIIEPEMHUs], TUIIEPKEPATO3, & TaKKe
3PO3UBHO-sI3BEeHHbBIE TIOPAKEHNUSI, TPEIIHNHBI [2, 3, 6, 7, 10].

OjiHaKo B psAJie cyiydaeB 3a00JIeBaHUE MOMKET IIPOTEKATh
6eCcCHMIITOMHO C HETHIIMYHBIMH KJIUHUYECKUMH IIPOSIBIIe-
HUAMH U OIMIKOOYHO JINarHOCTUPOBATHCA KaK JPYTHE Jiep-
MaTo3bl, TaKHe KaK a/UIEPIUYecKHi KOHTAKTHBIN JilepMa-
THUT, CKJIEPOATPOGUUECKUN JIMXEH, MUKOTHYecKasa HHpeK-
[Ys, BYJIbBOBAalMHUT IJIM HHTEPTPUTHHO3HBIN IICOPHA3
[10, 12], uTO IPUBOAUT K HECBOEBPEMEHHOU IMATHOCTHUKE,
WHOT/IA B T€UEHHE HECKOJIBKUX JIET IIOCTIE TOSABJIEHUS TIep-
BBIX CMIITOMOB [4, 9—11].

JuddepernuanbHbIi IUarHO3 MPOBOJAT C IICOPHA30M,
JlepmatoduTHed, OCTPOKOHEUYHBIMH KOHJIMJIOMaMU, KaH-
JIU/I030M, TUCTHOLUTO30M, O0se3Hbi0 boysHa, aTpoduue-
CKUMU $3BaMH, WHTPASNHUTEIUATBHBIMU ITOPAKEHUAMH,
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6a3aJIbHOKJIETOYHOU KapIIMHOMOH, IVIOCKOKJIETOYHBIM pa-
KOM U MeJIAHOMOM [4, 12]. OKOHUYATeIbHbIN JUarHo3 ycra-
HaBJINBAETCA IIPU IATOMOPQOJIOTHIECKOM UCCIIEOBAHUY.

JU1s MCKITIOUEHH ] BTOPDHYHOTO XapaKTepa OIyX0JId U Ha-
JINYUSA JPYTUX 3JI0KAYECTBEHHBIX HOBOOOPA30BAHWH He-
06XOZIIMO ITOJIHOIIEHHOE TIATeJIbHOE 00CIeIOBaHIE TAKUX
[AIUEHTOB: UCCJIe/IOBaHME JTUMMATHYECKUX y3JI0B, MaM-
Morpadus, yIbTPa3ByKOBOE HCCJIEIOBAHHE OPraHOB Ma-
JIOTO Taza, OPIOIIHOH IIOJIOCTH U IIOYEK, HCCJIEOBAHUE
Maska 1o ITanmanukosiay y *KeHII[UH, aHAJIN3 KPOBH HA IIPO-
crarcrienupUIecKUi aHTUTEH Y MYXXYHH, KOJIOHO- U ITH-
CTOCKOTIHS, KOMITBIOTEPHAsI TOMOTPadUA IPy/THON KJIETKH,
OpIOIIHOH ITOJIOCTH U Tasa, OIpeJieJIeHHe ChIBOPOTOYHBIX
omyxoJsieBbix MapkepoB (P9A, CA 19-9, CA 15-3) [2, 9, 11,
12].

3aknioyeHune

OMBII By;nbBBI — penkoe 3aboJieBaHUE C ATUITUYHBIMU
MIPOABJIEHUAMH, 3aTPYAHAIIINMEI CBOEBPEMEHHYIO /ihar-
HOCTHKY, Yallle BCTpevarolieecs y >KeHIIWH IT0CTMeHOIay-
3aJIPHOTO BO3PACTa. «30JI0THIM CTAaHZAPTOM» JINaTHOCTUKH
ABJIsAeTCA OMOICHA KOXKU M3 O4ara IIOpasKeHHUs C IIocyie-
JIIOIIIIM OKpAaIIMBAaHHEM I'eMaTOKCHJIMHOM WU 303MHOM U
1aTOMOP(}OIOTUIECKUM HCCIIeZIOBAHUEM.

JlaHnHOe KInHUYecKoe HabJII0/IeHue IIPeZICTaBIIAET HHTe-
pec U1 CIeINaINCTOB JIepMaTOBEHEPOJIOTOB, YPOJIOTOB U
THHEKOJIOTOB, a TakKke Bpauel obmieir mpaxktuku. Heru-
nugHble nposABiaeHua y BUY-umrHunupoBanHON mnamu-
€HTKH JIOBOJIPHO MOJIOZIOT0 BO3PAcTa 3aTPYAHUIN PAHHIOI
JIMAaTHOCTUKY W Ha3HaueHHe CBOEBPEMEHHOU a/IeKBaTHOU
Teparuu.
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