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SHAYUMOCT HA PEJKUTE XUCTOJOTI'MYHU BUIOBE.
3JIOKAYECTBEHU 3ABOJISIBAHUSI HA MJUIEYHATA KJIE3A ITPU

KEHUTE B BbJITAPUS, 2005-2009 r.
Y. laspunos, H. [lumumposa, K. Tumyeea, b. Xpucmos, W. [aspunosa

CBANO-EAL, rp. Codus

CANCER BURDEN OF RARE BREAST CANCERS IN BULGARIAN

WOMEN, 2005 - 2009
Gavrilov I, Dimitrova N, Timcheva K, Hristov B, Gavrilova |

National Hospital of Oncology, Sofia

Peziome

Penku Tymopu Ha pak Ha mredHaTa xnesa ca
XucronoruyHuTe Tunose: Gonect Ha Menmxker, cre-
uManHm opmy Ha afeHoKapLMHOM, MeTannacTu-
YeH KapuWHOM, KapLMHOM TUM ,CrtoHYEeHa Xnesa“ u
CapKkomMu, KouTo umat 3abonsemoct nog 6/100 000.
Mopaau HUcKaTa UM YecToTa [Jocera Te He ca Cvc-
TEeMaTUYHO pasrnexaaHy OTAENHO OTHOCHO AuarHo-
CTUKa, NeYeHne 1 NPEeXMBAEMOCT.

Uenta e ga ce onuwar pegkute Tymopw npu
paka Ha MnevHaTa Xresa Mo Bb3pacT, CTaaui,
rpeng, xopmoHaniu u HER2 peuenTopu, kakto v aa
Ce aHanuaupa npexmnBaemMocTTa.

Matepuan u metoam: V3nonasaqu ca gaHHUTe
ot HPP 3a nepuoga 2005-2009 r. Beuuku crnyyau
Ca pasaerneHn Ha pegkv U YecT MopdhonornuHu Bu-
A0BE 1 rpynuTe ca cpaBHEHW MO OTAENHUTE UM Xa-
PaKTEPUCTUKN. AHANU3BLT Ha MPEXMBSEMOCTTA € Mo
mMeToz Ha Jlaind Teinbbn.

Pesynratu: Ananuavpanu ca 17042 cnyyau
Ha pak Ha repaara npu XeHuTe, guarHocTUUMpaHu
npe3 2005-2009 ., ot kouto 922 (5.4%) ca peakw.
YcTaHoBW ce, Ye pegkuTe TyMOpW UMat no-gobpa
S-roAullHa NPEXMBSIEMOCT, NO-YeCTU Ca BbB Bb3-
pacTosuTe rpynu 15-29 n Hag 60 r., oTkpuBaT ce no-
4YecTo B No-paHeH craguin (nbpeu ctaguin — 32,9%
cnpsamo 26,3% 3a yectute MopdonoryHu BUIOBE,
p < 0,0001) n ca nokanusupaHy NPEaUMHO E LieH-
TpaniuM n meauanHn ksagpaHtu. Pegkvte Tymopu
Ca No-4eCTo eCTPOreH 1 NPOreCTEPOH MNOSOXUTENHN,
OTKOJIKOTO OTpULIATENHKW, C NO-HUCHLK rpeira (G1 u
G2) n no-psiako HER2 nonoxutenHu B cpaBHeHue
C Apyrarta rpyna. Tosa, OT CBOsi CTpaHa, kopenupa ¢
no-gobpara NporHo3a 1 NPEeXnBSEMOCT MPU TSIX.

W3soam: lNMpu anarHocTuumpaHe u nevyeHue Knu-
HULMCTBLT U natonorsT Tpsbea Aa umat uHaMBUAY-
aneH noaxoA KbM BCEKV OTAEneH cryyait ¢ peaku
TYMOPUW Ha MIieqHara nesa, KouTo umar no-maHu-
(pecTHa KNMHUYHa U3aBa, No-A06BP OTFOBOP Ha KOM-
MIEKCHOTO NeYeHne, a oTtaMm 1 no-gobpa nporHosa.

KnouoBu aymu: pak Ha MnedHaTa xiriesa, peaku
XUCTOMOIMMYHW BUOOBE, NPEXMBSEMOCT.

Abstract

Rare breast cancer histological types are:
Paget's disease, special types of adenocarcinoma,
metaplastic carcinoma, salivary gland type carcino-
ma and sarcoma, which have incidence less than
6/100 000. Because of their low frequency, so far
they are not systematically examined separately
concerning diagnosis, treatment and survival in Bul-
garia.

Purpose: To describe the rare tumors in breast
cancer by age, stage, Grade, hormonal receptors
and HER2, and to analyze survival.

Material and Methods: Data from the Bulgar-
ian National Cancer Registry for 2005 — 2009 were
used. All cases were divided into rare and common,
morphological groups were compared on their
individual characteristics. Life Table method was
used for the survival analysis.

Results: There were 17043 cases of breast
cancer in women, of whom 992 (5.4%) were rare.
The rare tumors have a better 5-year survival,
they were more common in the age groups 15-29
and over 60 years. Rare cancers are diagnosed
more often in earlier stages — 32.9% (first stage)
compared to 26.3% in first stage for common
cancers. They are located mainly in the central
and medial quadrants.Rare tumors are more often
estrogen and progesterone positive than negative,
with lower Grade (G1) and less frequently HER2
positive compared to common breast cancers. This,
in turn, correlates with better prognosis and survival
in these patients.

Conclusions: Clinicians and pathologists should
have and individual approach in diagnosing and
treatment of each case with rare breast tumors
which have manifested clinical expression, better
response to comprehensive treatment, hence a
better prognosis.

Key words: breast cancer, rare cancers, survival.
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BbBegeHue

PakbT Ha MneyHara xrnesa e Hail-4ecToTo 3rnoka-
4eCTBEHO 3abornsiBaHe Npu XXeHUTe KakTo Mo CreTa,
Taka n B bunrapusi — 25,8% 0T BCUYk HOBO3a6o-
nenu [1, 2]. To e u ¢ BUCoka couuanta 3Ha4MmocT,
Tbil KaTo € Halt-4yecTaTta npu4ymHa 3a CMbPT OT pak
npu Tax — 16,4%. 3a nocnegHuTe Yetupu gecetu-
netns 6poaT Ha HoBWTe cryyan B Bbnrapus sHaym-
TenHo ce e yesenuyun u npe3 2010 . Te ca 3,7 nbTH
noseve OT pernctpupaHute npes 1965 r. [3]. 3a
YCMELWHOTO NeYeHne € OT U3KNKYUTENHA BaXHOCT
HE CamO AMarHoCTULUMPaHETO B PaHEH CTaauil, HO
W NPaBWUMHOTO CTagupaHe, Npu KOETO XUCTOMOrY-
HaTa BepurKaLmna Ha MbPBUYHUS TYMOP M pervo-
HanHuTe NMMHM 6aceitHn nrpae ocHoBHa pons [4,
5]. [lokato npu Hail-4ecTuTe XUCTONOMMYHN TUMNOBE
— AykTaneH (okono 65% ot cnyyaute) n nobynapen
(okono 17%), Ha 6a3ata Ha OHKONOMMYHUTE CTaH-
A2pTV NeYeHNETo e YHdULUMpaHo, He Taka Bepo-
ATHO CTOM BbINpOCa Npu pegkute TYMOpU Ha Miey-
Hata xnesa [1, 6]. Te ca camo okono 5% (no gaHHU
Ha HauwnoHanHus pakos pervctbp - HPP) u morat
Aa NpefcTaensasart AnarHOCTUYEH W TepaneBTUYeH
npobrnem nopagu Huckata cu yecrtota [7]. Peaku
BMAOBE paKk Ha MrneyHarta nesa, cnopen Knacw-
(pukaumsTa Ha peakute Tymopu [8], ca: Bonect Ha
[Nenmxker, cneunantu opmm Ha aaeHoKapUUHOM,
MeTannacTu4eH KapLmuHOM, KapLMHOM TUM CIIFOHYe-
Ha »nesa u capkomn. KputepusiT 3a onpegensHe Ha
3M10Ka4eCTBEHUTE TYMOPU KaTo pPefiku e aa umar 3a-
Bonsemoct nog 6/100 000. Toan kpuTepwuit e npes-
noxeH ot paboTHaTa rpyna Ot ekcrnepTu Mo npo-
ekta RARECARE [9], Bb3 ocHOBa Ha pesynrarture
OT aHanus3 Ha faHHuTe ot 76 EBponeickn pakosu
pervucTpu 3a nepuoaa 1995 — 2002 r. Mopaau Hucka-
Ta UM YecToTa, PeAKUTe 3roKa4YecTBEHN TYMOpY Ha
MrieqHara xrnesa Jocera He ca CUCTeMaTYHO pas-
mMexgaHu OTAenHo OTHOCHO AMarHoCTMKa, feve-
HWEe 1 NPEeXUBAEMOCT Ha nauueHTuTe B Bbnrapus.

Len

[a ce onuwar penkuTe 3rokaqecTBeHn 3a6o-
NABaHUA Ha MNeYHara nesa no Bb3pacT, CTaaui,
rpeng, xopmoHanHu u HER2 peuenTopw, kakto v aa
Ce aHanuavpa nNpexmnBaeMocTTa Ha nauveHTuTe.

Matepuanu n metoau

W3nonasaHu ca gaHHuTe oT HPP 3a anarHocTuum-
paHuTte npes nepuoaa 2005 — 2009 r. keHu cbe 3no-
Ka4yecTBeHW TyMOpW Ha mredHa xnesa (C50, MKB-
10). Beuuku crnyyqam ca pasaeneH Ha peakuy 1 YecTu
MOPONOrnyHN BMAOBE W rpynuTe ca CpaBHEHU MO
OTAENHUTE UM XapaKTepUCTUKWN — Bb3PaCT, CTaaui,
rpes, xopmoranHu u HER2-peuentopu. B rpynata
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Ha pegkuTe BUAOBE pak Ha rbpaara ca BKIHYEHK
Bornect Ha lMenmxer (c kogose 3a MopdoNorus cro-
pea MKB-10 — 8540/3-8543/3), cneuuantn thopmu
Ha apeHokapuuHom (TyBynapeH - 8211/3, MyuuHo-
3eH — 8480/3, meaynapeH — 8510/3, nanunapeH —
8050/3, 8260/3, kpubpuchopmeH — 8201/3, anokpu-
HeH — 8401/3 v Gorat Ha nunuau — 8314/3), mera-
nnactuyeH kapumHom (8070/3, 8560/3), kapuuHom
TVN critoHYeHa xrnesa (8200/3, 8550/3) u capkomu
(8800/3-8900/3, 8990/3, 9120/3, 9130/3). B rpyna-
Ta Ha YecTuTe BUAOBE pak Ha rbpaara ca ayKraneH
kapunHom (8500/3, 8501/3, 8503/3, 8521/3), noby-
napeH kapuuHom (8520/3) u apyru mopdonornyHu
BUOOBE (enuTenHn Tymopw, apeHokapuuHom 6e3
AOMBAHUTENHW YTOYHEHUS, ombpomu). 3a oueHka
Ha CTAaTUCTUHECKN 3HAUYMMUTE Pa3UKA MEXIY rpy-
nuTe e uanonasaH Xvu-kBagpar TECT U HUBO Ha 3Ha-
4numocT p < 0.05. AHanu3bT Ha NpexuBseMocTTa
e no metop Jland Teinbwun, ¢ Tecta Ha Wilcoxon e
OLeHeHa pasnukara mexay rpynute. Beuyku nauu-
eHTU ca npocnegenu 1o 31.12. 2011 r. KogupaHeto
Ha OTAENHUTE XapaKTepUCTUKV Ha crnyYanTe Ha pak
€ cropeq obLLIonpueTuTe CTaHaapTy v npasuna 3a
perucTpauma Ha 3rokaqectBeHuTe 3abonsBaHus.
3a npeqcTaBsHE Ha pe3ynTatuTe ca M3nonaeaHu
4YeCTOTHU pasnpeaeneHns u rpaduyHm metoau. da-
HHUTe ca obpaboteHun ¢ SPSS13 un Excel2007.

Pesynrtatu

3a nepuoga 2005-2009 . ca peructpupaHm
18491 cnyyan Ha pak Ha rbpaara npw KeHuTte, ot
kouTo 358 (1.9%) ca camo no AaHHK OT CLOBLLEHU-
ATa 3a CMbPT U Te ca U3KITOYEHU OT crneasalumTe
aHanuaun. OT octaHanute 18133 cnyyau, 1091 (6%)
ca C HeyTouHeHa mopdonorus (8000/3, 8001/3), ko-
UTO CbLLO Ca U3KIMKYEHW OT aHanusa. YectoTHoTo
pasnpefenexne cnopen MopdonoruyHust Bua Ha
octaHanute 17042 cnyyam e npeactaBeHo B Tabn. 1.

OTHOCTHO BBL3PACTOBOTO pasnpeneneHe ce yc-
TaHOBSBA, Y€ pPefKunTe TYMOpKU ca Mo-4ecTu B rpy-
nute 15-29 n Hap 60 roguHu. 3a pa3nuka oT TsX,
NO-4ECTUTE XMCTOMOMMYHN BULOBE CE ANarHOCTULM-
paTt npeauMHO Npu nauueHTuTe Ha Bb3pacT 30-60
roauHu (p < 0.0001) — tabn. 2

Peakute Tymopu ce AuarHoctTULMpaT no-4ecTo
B Mo-paHeH ctaawii (mbpswu ctaguin — 32.9% cnps-
MO 26.3% 3a YecTuTe MOpdONoriH1 BUIOBE), p <
0.0001 - Tabn. 3. Te ca nokanuaupaHu NPeaMMHo B
LUeHTpanHuTe 1 meauanyu keagpautu (p < 0.0001)
KOWTO NO NPUHLMM ca C No-noLua NporHo3a — tabn.4.

WacnepgsanusiTa HY nokasaxa, Ye peakute TymMo-
pU ca No-4ecTo ¢ no-HUCHK rpeita (G1, p < 0.0001),
4YecTuTe MoponorMyHM BUAOBE ca npeaumHo B G2
n G3 —Tabn. 5.
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Peokute  BupoBe ca no-psgko  HER2-
MOMOXUTESHKW, B CPABHEHWE C ApYr1Te BUAOBE TY-
mopu (p = 0.001) — tabn. 5. OTHOCHO ecTporeH- u
NPOrecTepoH-pPeLIenTOpHUA CTaTyc U B ABETE rpynu
€CTPOreH- 1 NPOreCTepoH-NONOXUTENHWUTE Ca rnose-
Ye OT oTpuUUAaTenHuTe (OaHHWTe He ca rnokasaHu).
ToBa oT cBOS CTpaHa kopenupa ¢ no-gobpara npor-
HO3a U NPEXUBAEMOCT Npu TAX.

YcTaHoBu ce, Ye peakute TyMOpU UMar Mno-ao-
6pa 5-roauLiHa NpexmnBsemMocT — 74% B cpaBHEHUE
¢ Yectute — 70% (p = 0.607).

ObcbxpaHe

HacrosieTo npoyuBaHe pasmmexaa Xxapakre-
PUCTUKUTE Ha crnyvaute C pegku MopdOnorvyH
BWOOBE pak Ha rbpaata npu xeHute B Bbnrapus.
Ka4ecTBoTO Ha AaHHWTe, U3NoMn3BaHu 3a aHanuaa,
€ CbMoCTaBMMO C TOBa Npw Apyrvi Npoy4saHus. Pe-
TUCTPUpaHUTE camo Mo AaHHKU OT ChobLLeHusATa 3a
cMBPT ca 1.9%, crnyyauTe ¢ HeyTouHeHa Mopdono-
ms — 6%. Tean nokasatenu, AoKMaaBaHn ot Apy-
v aBTopu [8], ca 3% un 8%, cbotBeTHO. OcHoBHaTa
NpUYMHa 3a Hannyme Ha HeyToYHEHV MopdoNornY-
HW BM0OBE € BEPOSITHO NMopaav ToBa, Ye naLueHTu-
TE He Ca onepupaHn Unu NekyBaHu, ako ca UmManm
(DYHKLIMOHAIHU NPOTUBOMOKa3aHUsl, HeonepabunHo
HanpeaHan ctaguin unu ca otkazanu nedexve. [py-
1 @BTOPM MOCOYBAT U HETOYHOCTU B OKYMEHTUTE,
U3NpaTeHn 4O pakoBUSI PErUCTBbP, KaTo Bb3MOXHA
MpuYMHa 3a HeyTOYHEHW kogoBe Ha Mopdonorvu-
Te. [8] Cnen noBTOPHO u3npallaHe Ha cryyaute
AO paKoBWUTE PerucTpu 3a NpoBepka Ha HeyTouHe-
HUTE MOPONOrMYHN KOOOBE, Ce YCTAHOBUIO, Ye e
“Marno 3aTpyaHeHve npu camoTo NocTaBsiHe Ha Mno-
TOYHa AuarHosa, a He Npu KOAUPaHETO i B pakoBUs
peructbp. MpobnembT ¢ TOYHOTO U CBOEBPEMEHHO
AnarHocTuuMpaHe Ha nauueHTuTe e eauH OT Hal-
CbLLECTBEHUTE NPU peakuTe BUOOBE 3M0KaYecTse-
HU Tymopu [7].
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OTHOCHO NPEX1BAEMOCTTa, NALMEHTUTE C PEaKM
BWIOBE paK Ha repaara B bunrapus umar no-gobpa
NpOrHo3a oT Tean ¢ YecTuTe BugoBe. 3a ToBa BEPO-
ATHO cnocobcTBa Bb3PACTOBOTO pasnpeneneHue —
0cobeHo 3a nauneHTn Hag 60 roauiHa BbL3pacT, Kb-
[ETO NO NPUHLMN MpoLiecuTe ce pa3smBar No-6asHo.
lMo-paHHOTO AnarHOCTULMPaHe, NMo-HUCKUAT rpeis,
no-6naronpusitHute HER2-, ectporeH- 1 nporecre-
POH-peLIenTopeH CTaTyc CbLLO criocobcTear 3a Tesu
pesyntatu. [peacraBeHuTe pe3ynTaTtv oT Apyrv as-
Topu [8, 10] nokaseat 75-77% 5-roguiuHa Habno-
NaBaHa NpeXuBseMOCT 3a YecTUTe BUAOBE paK Ha
rbpaara u ot 57% (MetannactuyeH KapumHom) 4o
84% (cneumanHu opmy Ha ageHoKapLUMHOM) - 3a
peakuTe Buaoee.

[NpeanmcTBO Ha HacTOSLLETO NpoyYBaHe, KOeTo
HAMa aHanor 3a bbnrapuvs, e u pasrnexagaHeTo Ha
XopMoHanHusa n HER2-ctatyc kato xapakrepuctu-
K1 Ha pegkuTe TYMOPK Ha MIeYHarTa »nesa, KakTo v
CbMNOCTaBAHETO Ha ABETE rpynu Criyyaum No Bb3pacT,
CTaaui v rpewp.

KomnnekcHoTo neyeHne e NpoBedeHo criopes,
M3UCKBaHWUATA Ha CTaHOapTUTe, HEesaBuUCUMO OT
xuctonornyHua sua. [obpute pesyntatm 3a npe-
KMBAEGMOCTTa Ha NauueHTUTe C peaku TyMopu no-
Kasgar, 4ye He ce Hanara npomsiHa B obwonpuetute
cTaHgapTy. [6]

N3Bsoau

[py auarHocTUumpaHe n neveHne KNMHULMCT LT
1 natonorsT Tpsibea Aa umar uHauBMayaneH noa-
XO[1 KbM BCEKM OTAENEH Cry4ail C XMCTOMNOrMYHo Ao-
KasaHu pegku TYMOPW Ha MIiedHaTa »Knesa, KouTto
“mar no-maHuecTHa knMHn4Ha ussaBea (6onect Ha
MNeimkeT), No-406bP OTFOBOP Ha KOMMIEKCHOTO ne-
YyeHue, a oTTam u no-gobpara nporHosa.

Tabn. 1 Yecmomr+o pasrnpederneHue Ha criyyaume ¢ pak Ha ebpdama rnpu XeHume 6 bvreapus,
QuacHocmuyuparu npe3 nepuoda 2005 —2009 2., crnoped mopghornozuyHus 8ud Ha mymopa

MopdonoruyHu BugoBe Gpon %
AyKTaneH KapumHom 11758 68,99
nobynapeH KkapuuHoMm 3095 18,16
Bonect Ha lMenmxer 106 0,62
cneumnanHu opMmn Ha ageHoKapLMHOM 770 4,52
MeTannacTuyeH KapumHom 10 0,06
TUN ,CINIOHYEHa Xne3a” 6 0,04
capkomu 30 0,18
Apyru Buaose 1267 7,43
obo 17042 100,00
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Tabn. 2 YecmomHo pasnpederneHue Ha MopgonozuyHUmMe 8udoge pak Ha MIieyHa xnesa o

8b3pacmosu apynu
peaku YyecTu obuwo
Bb3pacToBM rpynu 6pon |% |Gpown % |6pown %
15-29 6 6,1 (93 93,9 (99 100,0
30-44 95 4,6 (1974 95,4 2069 100,0
45-59 262 4.4 5750 95,6 6012 100,0
60-74 359 5,6 [5999 94,4 16358 100,0
75+ 200 8,0 (2304 92,0 [2504 100,0
obuo 922 54 (16120 94,6 (17042 100,0
Tabn. 3 YecmomHo pasnpedeneHue Ha Mopghoro2udHUMe eudose pak Ha MledHa xresa rno cmaoudl
eaku yecTu obuwo
cTagun 6pon | % 6pon | % opon |%
1 303 32,9 (4247 (26,3 |4550 |26,7
2 420 456 |8044 49,9 (8464 (49,7
3 149 16,2 |3016 18,7 |3165 [18,6
4 32 3.5 752 47 |784 4,6
HEeYTOYHEH 18 2,0 61 0,4 79 0,5
obLwo 922 100,0 [16120 [100,0 [17042 [100,0
Tabn. 4 Yecmom#o pasnpedeneHue Ha mMopgorio2uyHuUmMe 8udose pak Ha MieyHa xnesa ro
nokanusayusi
peaku 4yecTu obwo
nokanusauus B Mre4yHara xnesa 6pon | % opon (% opon | %
Mamuna u apeona 95 10,3 |763 4,7 858 5,0
LUeHTpanHa Jact 78 8,5 1277 17,9 1355 |8,0
rOpeH BbTpeLUeH KBaapaHT 85 9,2 1334 8,3 1419 8,3
OOmNeH BbTpeLleH KBaapaHT 47 5,1 728 4.5 775 4.5
rOPeH BbHLUEH KBagpaHT 372 40,3 [7525 |46,7 |7897 |46,3
AONEH BbHLUEH KBagpaHT 70 7,6 1408 |8,7 1478 (8,7
akcunapHo yabimkeHue 0 0,0 45 0,3 45 0,3
noseye oT eaHa obnact 137 149 (2468 153 (2605 |[15,3
HeyToYHeHa 38 41 572 3,5 610 3,6
obLo 922 |100,0 16120 [100,0 (17042 |100,0

Tabn. 5 YecmomH+o pa3snpedeneHue Ha MopghonozuyHuUmMe 8UAo8e pak Ha MAEYHa Xre3a cro-

ped HER2 peuenmopeH cmamyc u epelid

peaku 4yecTu obwo

6pon |% 6pont  |% 6pont  |%
HER2
nonoXxureneH 101 11,0 2411 15,0 2512 (14,8
oTpuuateneH 363 394 |6580 [40,9 6943 (40,8
HEYTOYHEH 458 497 |7110 44 2 7568 44,5
obLwo 922 100,0 [16101 [100,0 [17023 |100,0
rpevg
1 128 13,9 1352 |84 1480 8,7
2 259 28,1 7106 44,1 7365 43,2
3 89 9,7 3341 20,7 3430 |20,1
HEYTOYHEH 446 48,4 4321 26,8 4767 |28,0
obwwo 922 100,0 (16120 [100,0 (17042 (100,0
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Habnionasana npexuesemoct na KEHWUTEe C paKk Ha reppara,
AnarHocTuunpanu npes nepuoaa 2005 - 2009 r., mpocnegeHu go kpas Ha
2011 r.
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