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PAK IE/UKETA MOJIOYHOM KEJE3BIL:
KIIMHHUKA, THUATHOCTHKA,
JEYEHHUE

HHUH kmunudeckoit onkono2uu

Cpenu pa3nUyHbIX NPOABIEHUH paka MOJIOUHOH Xese3bi
BCTpeuaeTcs cBoeobpasnas popma, nporeKaooLias oObIYHO B
BUAE MOPAKEHUS COCKA M apeosbl MOJOUYHOH xese3bl. He-
peako 3To 3aboneBaHHe PACLIEHNBAETCH KaK IK3eMa COCKa
60NbHBIM NPOBOOMTCA COOTBETCTBYIOLLEE JIEYEHHE.

Pak Ilemxera — 37O BHYTPHMPOTOKOBLIH 3INUIEPMO-
TPOIHbIA pAK MOJIOUHOI XKeJle3bl, BO3HMKAIOLLHIi B YCTbE Bbl-
BOJHbIX MJICYUHbIX IPOTOKOB COCKa.

B 1874 r. anrnmiickuit xupypr J. Paget BnepBble OTMETHI
CBA3L MEX/Y XPOHHUYECKUM MTOPAXKEHNEM KOXKH COCKa U apeo-
Jbl U KADLHHOMOH MOJIOYHOM >ene3bl. «S aymaro, 4To A0
CHX MOP €LLE HE OTIMCAHO ONpEAEHeHHOe XPOHHYECKOE Mopa-
XEHHUE COCKA W apeoJibl, KOTOPOE OYEHb YACcTO 3aKaHYUBAET-
Cst Pa3BUTMEM CKOPPO3HOIO paKa MOJIOUHOI eye3bl... Hu
pa3y pak He BO3HMKaJl MEPBMUYHO B KOXE COCKA M apeodbl, a
BCEr4a pPa3BUBAJICA B TPYAHOH Xejie3e NOOGIH30CTH MM He
O4YeHb JAJIEKO OT MOPAXEHHO! KOXH W BCeraa NpH HaJMUUH
M3BECTHOTO HMHTEpBaJla HEM3MEHEHHON TKaHH MEXAy dK3e-
Moit v cybcraHumed >kenedbl, nopaxeHHOW pakom» [135].
J. Paget Ha ocHoBaHMM HabmoaeHNH NOLPOOHO ONHCcal KIH-
HUKY 3TOro 3aboneBanus [15]. Knaccuueckoe onucaHue K-
HUUECKOH KapTHUHBI bone3Hu, naHHoe J. Paget, npusnekno
Bceobuiee BHHMaHHE M JaJl0 TONHOK K PasHOCTOPOHHEMY
M3y4YEHHWIO AaHHON naTtonoruu. CraelyeT OTMETHTD, UTO elle
3apodro ao J. Paget onvcanue KnMHUYECKOH KapTHHBI JaBa-
au A. Velpeau (1841), a Tarxxe A. Robin u C. Lorain (1854),
HO, Kak coobwaer W. Arnd (1926), oHH He aanu ucyepnbi-
BAIOLLEH X4PAKTEPUCTHKH 3aboneBaHus cocka. BrionHe 3a-
KOHOMEPDHO WMEHOBATL [JaHHOE 3abolieBaHHE TEPMHHOM
«6onesup [lemxeTta», koTopbiil Obll BrepBble MPEMIOKEH
V. Erichsen B 1879 r.

Hannoe 3aboeBaHiie B pasHble NEPUOIbI HHTEPIPETH-
pOBalloCch aBTOPaMH KaK «IpefpakoBoe coctosHue» [IlIme-
nes M. B., 1957; Unna P., 1894], «muckeparos» [Darier J.,
1889], «pax anokpuHOBLIX MOTOBLIX xene3» [Krogius A.,
1904; Weiner H., 1937], «meractas paka MOJIOUHOMH XeJe3bl
B snuaepmuc cocka» [Costello M., 1945], «nepBuunslii snu-
AepManbHbid pak» [Unenos M. A., 1903; Willis R., 1960],
«BHYTPUIIPOTOKOBBIH PAaK MOJIOYHOW kenesbl» [JInTBHHO-
Ba E. B., 1949; Xaxanawsumn I'. H., 1967; Baxenosa A. I1.,
Xaxanawsumu I'. H., 1975; Muir R., 1939; Inglis K., 1946,
1952; Haagensen C., 1956].

Knununueckas kapruna 3aboseanus, onucatinas J. Paget,
Obina JOMONHEHA HOBBIMU CUMIITOMAMH B [OCIIERYIOLIUX HC-
CNeROBAHUAX. I TABHBIMY U3 HUX HAJO NPU3HATL H3IMEHEHHS
COCKA — BO3MOXHOCTb €r0 BTSDKEHUS €llle Ha pPaHHHX 3Ta-
nax pasputus 6onesnn [Unenos M. A., 1903; Wickcham L.,
1890] u hakT cymecTBOBaHMS BbIAENEHHUI U3 COCKAa — CEPO3-
Hbix [Unenos M. A, 1903; IiImenes Y. B., 1957; Pautrier L.,
1928, Sirtori C., Veronesi U., Rabotti, 1955], kpoBSAHHCTBIX
[Velpeau A., 1841; Eisen M., Taft R., 1951; Sirtori C.,
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There is a peculiar type of breast cancer manifesting
itself as a lesion of the nipple and areola. This lesion is
sometimes mistaken for and treated as exema of the nipple.

Paget’s cancer is an intraductal epidermotropic carci-
noma of the breast originating in nipple milk duct stomas.

In 1874 an English surgeon J.Paget first related the
chronic lesion of the nipple and areola to breast carci-
noma. He wrote [15] that he had not found reports of
chronic lesions of the nipple and areola resulting in scir-
rhous cancer of the breast. Cancer never originated in the
nipple or areola skin, but developed in the breast not too
far from the skin lesion with a piece of intact skin between
the exema and the breast substance affected by the cancer.
Basing on 15 cases studied J. Paget gave a detailed clinical
pattern of the disease. The Paget’s classical description of the
disease clinical pattern gave momentum to comprehensive
study of the pathology. It should be mentioned that the dis-
ease clinical implications were described by A. Valpeau
(1841),A. RobinandC. Lorain (1854) longbeforeJ. Paget,
however, in the opinion of W. Arnd (1926) the authors failed
to give comprehensive description of the nipple disease. There
isa good reason to term this lesion "Paget’s disease’ which was
first proposed by V. Erichsen in 1879.

The disease was interpreted at different periods as "pre-
cancer condition’ [Ilimenes U.B., 1957; Unna P., 1894],
"dyskeratosis’ [Darier J., 1889], *cancer of apocrine sweat
glands’ [Krogius A., 1904; Weiner H., 1937], nipple epi-
dermal metastasis of breast cancer’ [Costello M., 1945],
’primary epidermal cancer’ [UneHos ML.A., 1903; Willis R.,
1960], "intraductal cancer of the breast’ [JIutBurosa E.B.,
1949; Xaxanawsunu I'. H., 1967; baxenosa A. I1., Xaxa-
Hawsuin I'. H., 1975; Muir R., 1939; Inglis K., 1946,
1952; Haagensen C., 1956].

The J. Paget’s description of the disease clinical pat-
tern was supplemented in later reports with new symp-
toms. The main of them are symptoms related to the nip-
ple, such as the nipple drawing in already at early stages of
the disease [Wickcham L., 1890; Unenos M. A., 1903]
and serous [Unenos M. A., 1903; Pautrier L., 1928; Sir-
tori C., Veronesi U. and Rabotti G., 1955; IlIme-
nes M. B., 1957] or bloody [Velpeau A., 1841; Eisen M.
and Taft R., 1951; Sirtori C., Veronesi U. and
Rabotti G., 1955; McGregor D., 1959] nipple discharge.
Besides, a disease type was distinguished that was charac-
terized by the absence of clinical symptoms of the nipple
lesion and the presence of an underlying palpable mam-
mary tumor [Haagensen C., 1956]. The diagnosis was to be
based on the presence of specific Paget’s cells as discovered

by histology in surgical specimens of the mammary tumor
[1,3—6,12,16,17].
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Veronesi U., Rabotti, 1955; McGregor D., 1959], rHoitHbix
[Sirtori C., Veronesi U., Rabotti G., 1955]. Kpome Toro, Bbl-
JlenieHa onyxojeeas ¢opma 00Je3HH, Koria KIMHMYECKHX
CHMMIITOMOB NOPAXEHHUS COCKA HET, a NajibnaToOpHO B ryou-
HE MOJIOYHOH >KeJie3bl OMpeNeNsieTCs OIMyXONEBbIA y3el
[Haagensen C., 1956). JInartos cTaBuTcs Ha OCHOBAHUH 006-
HapyxeHus cnieuntduyecknx knetok Ilemkera B onyxosesom
y3Jie MOJIOYHOI1 JKene3bl NPH FUCTOJIOTHYECKOM HCCIENoBa-
HMH onepaynoHHoro npenapara [1, 3—6, 12, 16, 17].

UHtepec k 3TOH GopMe paka MOJIOYHOM XKele3bl coXxpa-
HSETCH [0 HACTOALEero BpeMEHH, MpUHUMas BO BHHMaHHE
0CODEHHOCTH KIHHUYECKUX MPOABIEHHIt 1 OTHOCHTENILHYIO
PEIKOCTh JAHHOW NAaTONOTHUH.

ITo cTaTHCTHUYECKUM AAHHBIM Pa3IMYHbIX aBTOPOB, PakK
TlemkeTa MONOYHOI XKefe3bl CPead TEpBHYHO onepabenb-
HBIX OMyXoJyteil 3ToH noxamuzaumu coctapnser 0,4—4,1%.
CraTncTHyecknx cBeaeHUd o pake Ilemkera MoIO4HOM Xe-
Jie3bl MHOTO, HO YKcIio HabmoaeHuid HeBenvko. B nactoaulee
BpeMsi B JOCTYMHOH JWTEpaType yAanoch HAHTH ONMMCaHHE
1364 6onbHbIX, cTpagatolinx pakoM IlemkeTa MOJIOYHOM XKe-
nie3nl. Haubonbliuee uncno Habmonenui (214) npeacrasuim
R. Aschikari u coasr. [1, 3, 5].

Hccnenosanue paka Ilemkera MONOYHOI XKenesbl, npo-
BeJIeHHOE B OTHEJNEeHUH onyxolneil MomouHbix xenes OHIQ
PAMH, oxBaThiBaeT MaTepua 35-J1eTHero neprosa Habmo-
Jenuit ¢ 1954 no 1990 r. 3a sroT nepuoa B knuHukax OHIT
HAOMIOAAIHCL ¥ MONYUYUIIH JIeYeHHE MO MOBOAY NMEPBUYHOIO
paxa Ilenxera MonouHoii xene3nl 121 bonbHag.

Bospact GonbHbIX Konebanca ot 25 go 76 ner (Tabn. 1).
Cpeanuit Bozpact OonbHbIX cocTaBui 51,4 rofa, uto He-
CKOJILKO HHXeE JaHHbIX, TPUBOAUMBIX B IuTepaType[1, 2, 4—
7,12, 16, 17}.

B oTeuecTBeHHOI 1 3apybexxHON TMTEPATYpE ITPH OMNHUCa-
Huu paka [Temxera MOOUHOM XKeNe3bl Yaule BCEro YIIOMUHA-
erTca 0 pake IlemxeTa ¢ MPEMMYLLIECTBEHHBIM MOPAXEHHEM
€OCKa M apeodbl {2, 4], 3HAUMTENbLHO pexe BCTPEYaloTCA ONu-
caHus y310Bo# popmel [1, 13]. ORHOBPEMEHHO € ITHM HUME-
10TCA TOABKO PA3pO3HEHHbIE CBEAEHNA O Takoi rpynne 60b-
HbIX, Y XOTopbix pak Ilemkera coveTaeTcs € OMYXOJNbIO
MOJOYHOM xeJe3bl HHO# rucronornyeckoit dopmei {1, 3, 12).

B HauteM uccneqosaHum y 42 60onbHbIx 6b110 H30JIHPOBaH-
HOE FIOPaXKEHHE COCKA U apeosibl MOIOYHOM KENE3bi, y3/10Bas
¢dopma Habmoganacs y 36 mauneHToK, ocobblil MHTepeC Npej-
CTaBNIANA, KOHEYHO, Ipynna GoMbHLIX ¢ coueTaHueM paka Ilen-
JKeTa ¢ OMyXOJbI0 MOJOYHOMN XKeNe3bl APYroH rucTonorHyec-
Koii (hopmbl. DTa rpyna cocTosna U3 43 nauMeHToK.

Pacnpenenenue 60bHbIX N0 cTagusM 3aboneBaHus, co-
TIACHO TOCHeHeN Kiaccudukauum, NpUBeAeHO B Tabml. 2.
B 1-1o rpynny Bowuiu 601IbHBIE € TOPAXKEHHEM TOIILKO COCKA
M apeosibl MOJIOYHOMH Kelie3bl, BO 2-10 — OONBHBIE C Y3TOBOH
dbopMoit, 3-10 Tpymny cocTaBuiu OOJbHBIE, Y KOTOPBIX paK
IlepxeTa MONOYHOM Xee3bl COUETANCS C APYroi FTHCTONIOTH-
yeckoi Gopmoit paxa.

M3 1abn. 2. BuaHo, yTo HauboMNee yacTo BcTpeyarotTes I u
IIA craguu 3a6oneBanus, 3T0 00bACHAETCA JJIHTEIbHBIM H
CPaBHUTENBHO JH0OPOKAYECTBEHHBIM TEYCHHEM TfIpoliecca
NpH MOpaXXeHHH TOILKO COCKA, 3 BOSHHKHOBEHHE y3/1a B MO-
JIOUHOM XKeNle3e B COUETAHMM C 3PO3UEH COCKa 3aCTaBIAET
GobHbIX o0paulaThcs K coeuuanmucraMm Ha Oollee paHHUX
ITanax pasBUTHA O0e3HH.

Tabnuua | Table 1

Pacnpenenenne GostbHbIX pakom ITemkeTa MonouRnoli kenelnl 1o Bo3pacty
Distribution of cases with Paget’s carcinoma of the breast with respect
to age

Boaspact 6onbHbIX, roas! Yucno 60nbHbIX
abc. %
fo 29/ Under 29 1 0,8
30—39 11 9,1
40—49 42 34,7
50—59 38 314
60—69 23 19
70 v ctapwe / 70 and older 6 5
Years of patients, No. %
age Cases

The interest to this cancer type is still great due to the
peculiar clinical manifestations and the relatively low inci-
dence of the disease.

By statistical data of different authors the incidence of
Paget’s disease of the breast is 0.4 to 4.1% of primary op-
erable breast tumors. There is much statistical information
concerning Paget’s disease of the breast, but the number of
cases studied is not large. I have managed to find 1364 case
reports of Paget’s disease in the literature currently avail-
able. The number of cases under study was the largest (214)
in the report by R. Ashikari et al. [1, 3, 5].

A study of Paget’s disease of the breast performed at
the Breast Tumors Unit, CRC RAMS covered a 35-year
period, from 1954 to 1990. There were 121 patients with
Paget’s disease managed at the Unit during this period.

The patients’ age ranged from 25 to 76 years (table 1).
Mean age was 51.4 years which was somewhat less than
that reported in the literature [1,2,4—7,12,16,17].

The reports on Paget’s carcinoma of the breast in the
Russian and foreign literature mostly describe the types
with preponderance of nipple and areola involvement [2,4]
rather than the nodular disease types [1,13]. Unfortu-
nately, there are but scarce reports about cases of Paget’s
carcinoma in combination with breast tumor of another
histological structure [1,3,12].

In our study there were 42 cases with isolated breast
nipple and areola lesions, 36 patients with nodular disease
and 43 patients Paget’s carcinoma in combination with a
breast tumor of another histology. The last group certainly
was of particular interest.

The case distribution with respect to disease stage ac-
cording to the current classification is presented in table 2.
Group | was composed of the patients with involvement of
the breast nipple and areola only, group 2 consisted of the
patients with nodular disease, and group 3 united the pa-
tients with Paget’s carcinoma and a breast tumor of an-
other histology combined.

As seen in table 2 disease stages I and IIA are the most
frequent. This may be due to the long-term and relatively
benign course of the disease with involvement of the nipple
alone, while development of a breast node in combination
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Tabnunpa 2 Table 2
Pacnpezle.rleﬂue GOILHBIX paxkom l'lemxeTa MOJIOYHOM 2KeJie3bl B 3aBHCHMOCTH OT cTagnun 3a60J1eBaHHA
Distribution of cases with Paget’s carcinoma of the breast with respect to disease stage
Cragus 1-A rpynna 2-A rpynna 3-a rpynna Bcero
sabonesaua ab. % ab. % abe. % abe. %
1 1 38 90,5 9 25 1 23 48 39,7
itA A 4 9,5 9 25 33 76,7 46 38
1) 1B — — 5 13,9 9 20,9 14 11,6
HA HA — — 4 11,1 — — 4 3,3
113 B — — 4 11,1 — — 4 3,3
v v — — 5 13,9 — — 5 4.1
WTtoro... Overall... 42 34,7 36 29,8 43 35,5 121 100
Disease stage No. % No. % No. % No. %
Group 1 Group 2 Group 3 Total
Tabnuua 3 Table 3

TopMonanbHblii cTaTyc onyxoun y Goabueix pakom IMemkera MostouHoit
weJiesnl
Tumor hormonal status in patients with Paget’s carcinoma of the breast

Craryc onyxonu fApemeHo- | MeHonaysa Bcero
nayaa
abe. % | abc. | % | abc. %
P3+PM+ ER+PR+ — — 6 136 | 6 13,6
P3+PMN- ER+PR- 10 | 22,7 7 159 | 17 | 38,6
P3-PMN+ ER-PR+ 1 2,3 4 100 5 11,4
P3-PN~- ER-PR- 8 18,2 8 182 | 16 | 36,4
MToro ... Overall... 19 | 43,2 25 56,8 | 44 |100,0
Tumor status No. % No. % No. %
Premeno- | Menopause Total
pause

Mpumeuanue. PO, PI1— pelenTopbl 3cTPOreHOB M MporecTepoHa
COOTBETCTBEHHO.

Note. Letters ER, PR stand for estrogen and progesterone receptors,
respectively.

Bce 6onbHbie npowy obcnenoBalue, KOTOpoe 00s3a-
TEJIbHO BKIIIOHAI0 LMTONOTHYECKoe HCCIEOBAaHUE Ma3Ka-
OTIEYaTKA C 3PO3HUBHOI MOBEPXHOCTH COCKA HIIM apeoiibi
WY TYHKLHOHHYIO OHOMNCHIO TOHKOW WINO#t OMyXoiuW Mo-
JIOYHOM xene3bl, MaMMorpagHio, oOLIEKTHHHYECKHE HCClie-
HOBAHMA, THCTONOIHYECKOE HCCIEN0BaHHE OMEPaLUMOHHOrO
marepuana. 32 GonbHbIM Obla BbIMONHeHA TepMorpadus
MOJIOUHbIX Keles. Y 44 nauneHToK OblI H3y4YeH TOPMOHANb-
HbIA CT2TYC ONYXOJNH Ha HAJMYWE PELENTOPOB CTEPOUIHBIX
ropmoHoB (PCT') onyxonu (tabi. 3).

Jonroe speMa cunuTanocs, YyTo pak Ilemxera MoI04HOM
XeJe3bl He ABMIAETCS TOPMOHO3aBHCHMONH onyxojbio. Brep-
Bble NPENNOIOKEHHE O FOPMOHAILHOW YYBCTBUTENIbHOCTH
JAaHHOH oryxoiH 6b110 Bbicka3zaHo B pabotax E. B. JIuteu-
HoBo# (1949). Oanaxo 3TO NpeAnosnoXeHne B TO BpeMs He
CMOI'JIO HAHTH NNOATBEPKAECHHSA U3-32 HEAOCTATOYHOMN TEXHHU-
yeckoii ocHauenHocTd. C 1973 r. B OHL] PAMH nposoaut-
¢ uzyyerue PCT B onyxonu, B TOM 4HCJIE U OMYXOMIAX MO-
JOMHOH JKene3bl. 3a 3TO BpeMA HAKOIUIEH AOCTATOYHO
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with nipple erosion compels the patient to visit the oncolo-
gist at early disease stages.

All the patients in our study had undergone examina-
tion including compulsory cytological investigation of
touch smears from the areola or nipple erosive surface or
cytological investigation of breast tumor fine needle bi-
opsy specimens, mammography, general clinical examina-
tion, histological investigation of surgical specimens. 32
patients underwent breast thermography. 44 patients were
evaluated for tumor hormonal status (the presence of ster-
oid hormone receptors, SHR) (table 3).

Paget’s carcinoma of the breast has long been consid-
ered a non-hormone-dependant tumor. The first supposi-
tion about the cancer hormonal sensitivity was made by
E.V. Litvinova in 1949. However, this supposition could
not be proven at that time due to lack of technical means
for performance of relevant investigations. Study of ster-
oid hormone receptors of tumors (including breast neo-
plasms) has been performed at the CRC since 1973. The
experience gained for this time allows confirmation of the
hormonal dependance of breast carcinoma and provides
good grounds for the possibility of endocrine therapy for
breast cancer. I have failed to find any reports of hormonal
therapy for Paget’s carcinoma of the breast with tumor
SHR level taken into account.

In our investigation 44 patients were studied for the
presence and amount of receptors of steroid hormones (es-
trogen and progesterone). 52.3% of the Paget’s carcinomas
were hormone-dependant. Paget’s carcinoma appeared to
show a higher ER level than other breast cancer histologi-
cal types. The ER level ranging from 23 to 350 fmol per mg
protein.

Tactic of treatment for Paget’s carcinoma of the breast
is still a disputable problem [1,2,4,6—10,12—14,16,18,19].

Table 4 presents treatment schedules applied in our
study with respect to disease advance.

Surgery alone or in combination with other treatment
modalities was performed in 95% of the cases (table 5). The
surgery consisted of radical mastectomy with conservation
of the great pectoral muscle in 64 and radical mastectomy
with conservation of both pectoral muscles in 13 patients.
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Ta6bnuna 4 Table 4
BapHanTb! Jedennst GoubHbIX pakoM [MemkeTa MonIo4HOH xesedbl B 3aBHCHMOCTH OT CTajiHK Npolecca
Modalities of treatment for Paget’s carcinoma of the breast with respect to disease advance
Cragmna BapuaHT neveHus
saGonesanua o n o+n o+x o+r otn+r | otntx | otxtr | nex+r OHIHXHT n+x
| | 45 — 2 1 - — —_ —_ — — —
HA ItA 31 — 2 3 2 2 — 5 — 1 —
1) B 1 2 3 1 1 1 2 1 — 1 1
A A —_ — —_ —_ — 1 1 1 — — 1
119 B — — _ —_ 1 - 1 1 — 1 —
v v — — - — — 2 — — 1 1
WTtoro .. Overall... 77 2 7 5 4 6 4 8 1 4 3
Disease stage S r s+r s+c s+h s+r+h s+r+c s+cth r+c+h s+r+cth r+c
Treatment modality
MpumeyaHue: O — ONEPATHBHOE JICYEHHE, J1 —JIyHeBast Tepamnks, X — XHMHOTEPANHA, I' — FOPMOHOTEPANHS.
Note: s, surgery; r, radiotherapy; ¢, chemotherapy; h, hormonotherapy.
Table 5

Tabnuua S

Bub! XupypruvecknX onepanyii, BLINOMHABIIMXCA Y GonbHbIX pakom TMemkeTa MOJIoUHOH Xenesnt

Types of surgery for Paget’s carcinoma of the breast

Bupa onepayumn Yucno GonbHbIX
abc. %

CeKTopanbHas pe3eKuMa MoNoyHOA xeness Sectorial resection of the breast 3 2,6
CexToparnbHan pesexivs MONoYHON xenessl Sectorial resection of the breast combined 2 1,7
¢ numcpapeHaKrommen with lymphadenectomy
Macraktommnsa Mastectomy 4 34
PagvkanbHas MacTIKTOMUR € COXPaHeHUem Radical mastectomy with conservation 13 11,2
o6eux rpyaHbix Mbiay (no MaaaeHy) of both pectoral muscles (Madden)
PapvkanbHas MacTakTOMKA C COXpaHeHWeM Radical mastectomy with conservation 64 55,2
6onbWoi rpyaHoR Mbiwub (no MedTr) of the great pectoral muscle (Patey)
PaavkanbHas macTakTomus (no Xoncreay) Radical mastectomy (Holsted) 29 25,1
PaclwupenHan pagvkanbHan MacTIKTOMUA Extensive radical mastectomy 1 0,9
Bcero .. Total... 116 100

Surgery type No. %

Cases

6onbLioll MaTepual, NO3BOAIOWIMIA MOKa3aTb TOPMOHANIL-
HYIO YyBCTBMTEJILHOCTb PaKa MOJIOYHO Xese3bl U 000CHO-
BaTb BO3MOXHOCTH OSHIOKDPHUHHOH Tepanuu y OOJbHbBIX
pakoM MOJIOuHOM xenesbl. Ham B iuTepaType He BCTPETH-
JIMCh JaHHbIE O TOPMOHOTepanuu 6omnbHbIX pakoM [Temkera
MOIIOYHO# XKene3bl ¢ yuetom ypoBhsa PCI onmyxonu.

Hamu u3yyenpl Hauuue 1 yposenb PCI B onyxomu (3c1-
pOTreHOB U MporecTepoHa) y 44 6oibHbIX. T1o nomyueHHbIM
pesynbratam, pak ITemkera MOJIOYHOM XKene3bl B 52,3% cny-
yaeB ABJISAETCA FOPMOHO3aBUCHMON onyxonbio. Ilpu usyde-
nuu yposHs PCT B onyxonu BbiABIEHa 0COGEHHOCTh paka
[Temkera, KoTOpas 3akimoyaeTcs B Gojiee BbICOKOM MO CpaB-
HEHMIO C JPYTHMM CHCTOJIOTMYECKMMH hopMaMu paka Mo-
J04HO#M Xene3bl yposhe PD. DToT yposeHs konebnetcs oT 23
110 350 pmons/Mr Henka.

Bonpochi eue6HOii TakTHKH pH pake [lemkera Momoy-
HOI1 Xene3bl HEOJAHOKPATHO H3YYalluCh, NpeJlaraiich pas-
JNYHblE BAPHUAHTHI JIEYeHHA, HO €IMHOTO MHEHHUS MO 3TOMY

There were no significant differences in the follow-up
survival between cases undergoing radical mastectomy
(Holsted), radical mastectomy with conservation of the
great pectoral muscle (Patey) or both pectoral muscles
(modified Madden’s operation) (table 6). However, radical
mastectomy with preservation of the pectoral muscles de-
creases considerably the post-operative morbidity and im-
proves the patients’ quality of life.

The patients with locally advanced Paget’s carcinoma
of the breast underwent surgery combined with various
modalities of radio-, chemo- and hormonotherapy. On
analyzing the treatment results we came to the conclusion
that patients with Paget’s carcinoma of the breast required
the whole complex of treatment usually undertaken in
other breast cancer types with a similar disease advance.

The rate of 5-year survival is the principal parameter
of evaluation of treatment efficacy. This parameter is pre-
sent in all publications dealing with disease prognosis.
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Ta6nuua 6

CpaBHHTeJIbHaﬂ OUEHKA OTAAJICHHBIX Pe3yjbTAaTOB B 3aBHCHMOCTH OT THNA oliepauMH U cTaanu 3aGos1eBaHHA

Follow-up results with respect to type of surgery and disease advance

Table 6

Crapun PaaukanbHas MacTakTOMUs C COXpaHeHneM PaavkanwHas MacTakTomus
3abonesauus rPYAHbIX MbillIly
4yueno 6oNbHLIX B038paT 3abonesanus 4ncno 6onbHbIX 8038par 3abonesaHus
1 ! 27 — 8 1(12,5%)
A A 28 5(17,9%) 11 5 (45,5%)
b 1B 7 1(14,3%) 3 2 (66,7%)
Bcero . Total... 63 6 22 8
Disease stage No. of cases disease recurrence No. of cases disease recurrence |
Radical mastectomy with conservation Radical mastectomy ‘
of pectoral muscles
i
Ta6bnuua 7 Table 7 i

Berkupaemocts Gonbibix paxom TlemkeTa MosIOUHOI xele3bl B 3aBUCHMOCTH OT cramuu 3a6onesanna, M + m

Survival of patients with Paget’s carcinoma of the breast with respect to disease advance, X + SD

Cragus Ob6Lan BLIXUBAEGMOCTb, roAabI bespeynansHan BoHKMBAEMOCTb, FOAb!
3abonesanua 3 5 10 3 5 10
! I 100 96,8+ 3,2 930+48 100 96,8 +3,2 90,5+ 4,8
A HA 826164 79,.3+6,9 79,3169 92,0t 4,4 796+6,9 79,6169
"& "8 76,91 13,8 76,9 £13,8 57,7+£24,5 82,8 £ 11,1 82,8 11,1 62,11£19,8
A A 100 — — 100 — —
e e 75,0+21,7 50,0 21,7 - 750217 75,0+ 21,7 -
Becero ... Total... 926+1,9 81,2446 70,3+ 64 92,6+27 82,3144 749%58
Disease stage 3 5 10 3 5 10
Years of overal! survival Years of disease-free survival

BONPOCY A0 CHX MOP He BbipaboraHo [1, 2, 4, 6—10, 12—14,
16, 18, 19].

B Tabu. 4 npeacTaBiicHbl BAPUAHTDI JIEYEHHS, NPOBO-
AHMbie 6ONbHBIM Hallel CepUU B 3aBUCHMOCTH OT CTAIMH
3a60JeBanus.

Xupypruueckoe jieyeHue B CaMOCTOATENLHOM BHIE HIIH
B COYETAHHH C APYTUMH BHIAMH Tepanuu OblIO MPOBEIEHO
95% 6onbHbIx (Tabn. 5). PanukanbHas MacT3KTOMHUSA C CO-
XpaHeHHeM 60bLIO#H IPYAHOMN MbiLILbl 6bia BbIOIHEHA 64
OONBHLIM, C coXpaHeHMeM 06GeMX TIpyIOHbIX MbluL — 13
60nbHBIM,

IIpn cpaBHeHHH OTHANEHHbIX PE3YNLTATOB MOCIE PaU-
KaJbHOW MacTakToMuu (onepauus Xoncrena) ¥ paguKalib-
HOM MaCTIKTOMHH € COXpaHeHHeM BOoJIbLIOI IPyaHOIL (one-
pauus Heity) nan obenx rpyaHbIx MbluL (MOAHGHUMPOBAH-
Has onepauns ManieHa) He NONY4EHO CYLIECTBEHHON pa3-
HHUbI B MOKA3aTENAX MPOAOIDKHTENILHOCTH KH3HH BONBHBIX
(tabn. 6). OnHako paarKaibHasg MACTIKTOMMUS C COXpaHeHH-
€M I'PY/HBIX MbILUL| B 3HAYHTENbHOMH CTENEHH CHIKAET YUCIIO
MOC/EONEPALMOHHBIX OCIIOKHEHHH M YNIYYlIaeT KauyecTBO
XU3HH NALUEHTOB.

IIpn mecTHo-pacnipocTpanennom pake ITemkera Monou-
HOIi Xese3bl 6OITBHBIM NPOBOAMIKCH PA3NIHYHbIE COYETAHMS
JYUEBbIX, XUPYPTHUYECKHUX, XMMHUOTEPATIEBTHYECKUX U IOp-
MOHANbHBIX BHIOB JeueHHd. Ha ocHOBaHMM ananusa pas-
JIMYHBIX BAPUAHTOB JIeYEHHs HAMM JIOKA3aHO, YTO ITPH MECT-
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However, the 5-year survival rate cannot be considered a
criterion of stable cure because there are cases of disease
recurrence detected at longer terms.

Table 7 shows that disease advance is of much signifi-
cance for the follow-up prognosis in Paget’s carcinoma of
the breast. The presence or absence of regional metastases
is an important prognostic factor too. The 5-year survival
irrespective of the T value is 94.8% in metastasis-free dis-
ease against 53.9% in the presence of the metastases. The
difference is still more striking for the 10-year follow-up,
i.e. 91.8% vs 38.9%, respectively.

Progressive disease was detected in 30 (24.8%) cases.
The most common were lymph node (60%) and lung (50%)
metastases, disease recurrence was detected in 4 patients.

The disease-free survival in Paget’s carcinoma of the
breast showed a considerable fall as the disease stage was
increasing.

Conclusions.

1. Diagnosis of typical Paget’s disease is not difficult
because cytology of touch smears from the nipple erosive
surface gives about 100% true outcome.

2. Cases having Paget’s disease in combination with
breast carcinoma of another histological type should be an
object of a special concern. There were 35.5% of such cases
in our study.
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Clinical Investigations

HO-pacnpocTpaHeHHoM pake Ilemkera MOJOYHOM Xene3bl
GonbHbIM TpebyeTcs BeCh KOMIUIEKC JieyebHbIX MepOonpus-
THil, NPOBOANMBIIA 60JIBHBIM C APYTHUMH GOpPMAMH paKa Mo-
TIOYHOM XeJie3bl MPH AHAJNIOTHYHON PacnpoCTPaHEHHOCTH
npouecca.

06 3((heKTHBHOCTH JIeUeH st MPUHATO CYAMTH B MEPBYIO
ouepenb No 5-AeTHeH BLXKUBaeMOCTH 6OJIbHBIX. DTOT M0Ka-
3aresib NPUBOAMTCH BO Bcex NyOAMKaUMAX, KacaroLHXCs
nporHo3a 3abosneBaHms, XOTA B HACTOALLEE BPEMS S-ETHHIH
CpPOK HaBMIOAEHHUs HE MOXET CUHTATLCA KPUTEPHEM CTOMKO-
rO BbI3JOPOBJEHUA, TAK KaK peLMINB 60ME3HH MOXKET BO3-
HUKHYTb 1 B 60Jiee NO3AHUE CPOKH.

Y3 tabn. 7 BuaHo, uto npu pake Iemkera MoouHoM Xe-
Je3bl CYLIECTBEHHOE BJIMSIHHE Ha OTAAJIEHHBIH NPOFHO3 OKa-
3piBaeT craaus 3abosieBaHus. Ocobyio ponb Takxe Mrpaer
pervoHapHoe Metacrasuposanue. Hanpumep, 5-neTHss Bbl-
KHUBAEMOCTDb NpH 060M 3Hauenun T 6€3 MeTacTa3’oB B peru-
oHapHbie TMQoy3aibl cocTasser 94,8%, B To BpeMs Kak NpH
ux Hanuyuu — 53,9%, eite Gonblune pa3snyMyHs B 3THX NOKa-
3aTensx npossnsoTca Ha 10-neTHeM sTane HabGMIOXEHHA —
91,8 1 38,9% cOOTBETCTBEHHO.

TIpn aHann3e xauecTBa *KH3HU BOJBHBIX MPOrPeEcCHpO-
BaHue oTMedeHo y 30 (24,8%) GonbHbix. Hanbonee uyacro
BCTpeyaluch Meractasbl B JuMdoysanl (60%) u jnerkue
(50%), peunans oT™MeueH y 4 GONbHBIX.

Be3peunanBHas BbDKMBaeMOCTb GonbHBIX pakom [lex-
HKETa MOJIOUHOM Kelle3bl 3HAYUTEITbHO YMEHBINAETCA ¢ BO3-
pactaHueM cTaauH 3aboneBaHus.

BoiBoawl. 1. InarHocrika paka Ilemkera B THIIHUHBIX CITY-
yasx He NPEACTABNASET CIOXKHOCTH: LIUTONOTHYECKOE HCCIeNno-
BAHHE MA3Ka-0TIEYATKA C IPO3MBHOM MOBEPXHOCTH COCKA AACT
NOJNIOKHUTENLHbINA pe3ysbTaT nouti B 100% cryyaes.

2. Ocoboro BHUMaHuUs NPH U3yUeHUH TPebyIOT BoJibHbIE
¢ coyeraHnem paka [lemkera ¢ OnyXoNibio MOJIOYHOM XKEJIe3bl
Apyroii ructoiaornyeckoil popmel. B HaweM uccienoBaHnu
OHH cocTaBWIH, 35,5%.

3. Bonesus [lemxera MOJIOUHON XKene3bl ABJISETCA 3JI0Ka-
YECTBEHHOM OMyXONbIO, U ee JieueHHe ClieyeT NPOBOAUTE C
cobmofeHHeM OBLHMX PHUHLMIIOB TePAN{U paKa MOIOYHOM
xene3bl. HeaocTaTouHO paanKajbHas onepauns (Hcceuenue
TOJILKO MOPAXEHHOTO COCKA Y apEOIIbl) HE MPELOXPAHALT OT
JanbHeiero pa3sutis 3a6oneBaHus.

4. Hasnauenue 6onbHbiM pakoM Ilemxera Momo4yHOM
)KeJe3bl TOPMOHANIbHOM Tepanuu [JOJDKHO MPOBOIMTHCH €
y4detoM ypoBHs PCI" B onyxosu.

5. Onepauueii Bbi0Opa ABNAETCH paAHKanbHasd MAacTIK-
TOMMS C COXpaHeHKHeM OonbiIoil rpyaHo#i unn obeux rpya-
HBIX MBI, DTOT BHA OREpALMi ABNAETCA MEHee Kaneva-
MM, COXPAHSAET BCE MPUHLIMIBI PAAHKANIN3MA U pACIMPSET
BO3MOXHOCTH B JajJbHeHieM BbIMOJHATL MIACTHYECKHE
olnepaLuH.

3. Paget’s disease of the breast is a malignant lesion
and its treatment should be performed as appropriate for
breast cancer. Insufficiently radical surgery (excision of the
nipple or areola only) does not prevent from further dis-
ease advance.

4. Hormonal therapy for Paget’s disease should be per-
formed with due account of the level of steroid hormone
receptors in the tumor.

5. Radical mastectomy with conservation of the great
or both pectoral muscles is the operation of choice in
Paget’s disease. This type of surgery is the least mutilating,
does not contradict the radicality principles, and enlarges
the possibility of further plastic surgery.
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