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Peslome

PazBumuemo Ha mexHoAo2UUME, MOAeKyAapHama 2eHemuka
u dapmakonozuyHama uHgycmpua goBege go nogobpABaHe Ha
AeYebHO-guazHOCMUYHUA npouec B8 meguuuHama. B oHkonozuama
npe3 NOCAEgHUME gecemuAemus MH020 damaAHu 8 MuHaAomo
guazHo3u ce npeBbpHaxa B U3AEYUMU UAU XPOHUYHO npomuyaiiu
doaecmu. ToBa, obave, He BuHazu e maka npu pegkume oHKOAO2UYHU
boaecmu. Bonpeku pasmuHaBaHemo 8 pa3auyHUMe onpegeAeHuUA 3a
pegku OHKOAO2UYHU HOAECMU, eNUGEMUOAO2UYHU gaHHU coYam, ue
B3emu 3aegHo, me cbcmaBasgBam Hag 20% om Bcuuku oHkoAo2UYHU
guazHo3u.

0606wieHUEMO HA gaHHUME 3a me3u pegku Ho30A02UU B8
oHkoaoz2uama e kalouoBo 3a mAxHama no-gobpa guazHo3a, ABYEHUE.
13BecmHo € U, Y4e mAXHama peaucmpauus e CybonmumanAHa,
0co6eHo B cmpaHume om 3moyHa EBpona. Bogewume npobaemu
B oHkoro2usma ca cBvbp3aHu ¢ guazHo3ama u omkpuBaHemo
Ha mymopume, 3a pasauka om gpyaume pegku HeoHKoAO2UYHU
porecmu u moBa BaowaBa MHO20 kAuHUYHU napamvempu. Beue
UMa gaHHU 3a ygbakaBaHe Ha npekuBaemocmma u nogobpABaHe
Ha MH020 KAUHUYHU pe3yamamu npu AeYeHue U npocaegAaBaHe
B cneuuaAusupaHu ueHmpoBe, nopagu koemo ekcnepmHomo
noBegeHue B cneuuaausupaHu UeHMpOoBe € CUAHO NPENOPBLUYLMEAHO.
Beye e u3zpageH u koHuenmyaneH MogeA 3a (yHKUUOHUpaw,
Cneuuaausupad ueHmop, kom kolmo ga ce cmpemam Bcuuku
gopkabu.
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Abstract

The technological revolution and the understanding of the
molecular genetics, together with the pharmacological industry led to
an improvement in the management of many diseases in medicine.
In the recent decades, many fatal in the past cancers were cured or
turned into chronic diseases. However, this is not always the case
in rare oncological diseases. Despite the discrepancy in the different
definitions of rare oncological diseases, epidemiological data show
that, taken together, the estimated annual incidence of all rare cancers
is more than 20% of all cancer diagnoses.

The analysis of rare cancer burden is a key to their better
diagnosis, treatment. It is also known that their registration is
suboptimal, particularly in the countries of Eastern Europe. The leading
problems in oncology are related to the diagnosis and detection of
tumors, unlike other rare non-oncological diseases, and this worsens
many clinical parameters. It is already known that survival and
many clinical outcomes in treatment and follow-up are improved in
specialized centers, which is expert management of these patients in
specialized centers is highly recommended. A conceptual model for a
functioning specialised center has already been elaborated.
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BvBegeHue

Kamo pAgka oHkonozuuHa boaecm UAU pegku mymopu ce
cyumam Bcuuku oHkoaoz2uyHU GoAecmu ¢ yecmoma < 1% uau <
6/100 000 / 20guHa, uAu 06wo < 30 000 HoBoguazgHOCMUUUPAHU
cAyYan 20guwHo B8 EBpona [1]. OnpegeaeHuama Bapupam 6 wupoku
2paHuuu kamo moz2am ga gocmuzgHam u go 15/100 000 / 2oguHa
uau < 200 000 cayyas 2oguwHo, kakmo e npumepHo npuemo 6
CALL [2]. Mpuyunama ga 6bgam 0606weHu B obwa nogzpyna e
Heobxogumocmma Om JONbAHUMEAHU npoyyBaHuA 3a noBegeHue
Npu mMe3u MaAugHeHU AokaAu3auuu nopagu uYecma Aunca Ha
gemalAHU NO3HaHUA 3a QUa2HO33, cMagupaHe U mepaneBmuyHo
noBegeHue. Ta3u Aunca yecmo Bogu go 3abaBaHe Ha nocmaBsaHe
Ha guazHo3ama u cbomBemHo Ha nocAegBaliomo mepaneBmuyHo
noBegeHue.

CowecmByBam mekgyHapogHu 6a3u gaHHu kamo RARECARE
[3], GLOBOCAN [4] u gpyau, koumo npegocmaBam enugemuoA02U4Ha
U omyacmu npo2HOCMUYHA UH(pOpMauua 3a pegkume mymopu.
AHanus Ha gaHHu om RARECARE couyu, 4e noomgeAHO mesu
mymopu ce cpewam pagko, Ho Bcuuku pegku mymopu, B3emu
3aegHo, cbcmaBaaBam 22% om Bcuvku OHKOAORUYHU Quaz2HO3U
U npexuBaemocmma Ha 3acezHamume NauueHmMUu € 3HaYUMeAHO
no-kpamka cnpAMO masu Npu NauueHmu € NO-4ecmo CpewaHu
oHkonozuuHu 6orecmu [1]. CneuuduuHu gaHHU 3a BboAzapua ca
gonNbAHUMEAHA PAgKOCM U NO-goAy We bbgam aHaAusupaHu Ha 6asa
gaHHu om KauHuka no luxekoaozuyHa oHkoaozus kKom MeguuuHcku
yHuBepcumem — MAeBeH u 0606weHuA onum om Hag 20-20guwieH
nepuog Ha npocaegaBaHe npu pasaudHu pegku  OHKOAORUYHU
2uHekoao2uyHU mymopHU Aokaausauuu. 0bobuigHUEMO HA mMe3u
gaHHU cnocobcmBa 3a Nno-AecHO ugeHmuguuupaHe Ha pegkume
OHKOAO2UYHU Borecmu U gaBa Bb3moXkHOCcm 3a nogobpABaHe Ha
MAXHOMO A€YeHUe 6e3 gonbAHUMEAHO 3abaBaHe. Om npeanega Ha
AUMepamypama € fCHO, Ye AgYeHUEemo Ha pegkume OHKOAO2UYHU
borecmu yecmo ce 3abaBa nopagu He3HaHue, He06xogumocm om
QUA2HOCMUYHO YMOYHEHUE U 3ampygHeHue 8 KAUHUYHUME peLleHuA.

Enugemuono2us u npeXxuBaemocm

Pegkume mymopu cbcmaBaABam 3Ha4YUMEAEH NPOUEHM
om Bcuuku HOBU OHKOAO2UYHU QuazHO3u. AHAaAU3 Ha CbbpaHu
gaHHU 3a pegku mymopu 3a nepuoga 1978-2002 2. B8 6a3a gaHHu
RARECARE ugedmuguuupa 186 mymopa, koumo omzoBapam
Ha geduHuuuama 3a pegku OHKOAO2UYHU GOAECMU, @ UMEHHO: ga
ca ¢ yecmoma < 1% uau < 6/100 000 / 20guHa, UAU 0BWIO
< 30 000 HoBoguazHoCMuuupaHu cAy4as 20guwHo 8 EBpona [1].
HoBopeaucmpupanume cAyyau Ha pegku OHKOAO2UYHU Goaecmu
20guwHo ca mMaako Hag 500 000 8 27-me cmpaHu om EBponedckus
Cblo3. 3/4 om Bcuuku pegku mymopu ca ¢ yecmoma < 0.5/100 000,
HO cbcmaBaaBam 3% om Bcuuku guazHosu Ha pegku mymopu. 31
Ha bpod 06wo ca mymopume ¢ Had-Bucoka yecmoma (> 1-6/100
000) u me ca omzoBopHu 3a 18 % om Bcuuku pegku mymopu.

Bo3pacmma Ha nauueHmume ¢ pegku mymopu € AO2UYHO
no-Hucka om cpegHama 3a Bcudku OHKOAO2UYHU QuazHo3u,
B3emu 3aegHo (60 cnpamo 67 2oguHu). Ha npakmuka noumu
Bcuyku guazHocmuuupadu mymopu 8 gemcka u MAaaga Bb3pacm
(< 39 2oguHu) ca pegku. Pegkume borecmu gomuHupam caeg
HeHacAegemBeHU MaAugHeHU xemonamuu (72%) U cpeg 2eHUMaAHu
mymopu (55%). B ocmanaaume 2pynu mymopu no-yecmu ca
Hepegkume mymopu.

iHmepecHuU ca gaHHume u 3a npexuBaemocmma (puaypa 1).
B maagama Bob3spacm (0-39 20guHu), kogemo no-zoaamama vacm
om mymopume ca pegku, npexkuBaemocmma e cxogHa HesaBucumo
gaanu oHkoaozuyHama boaecm e pAgka UAU He. 3HayumeAHa obave
e pasaukama cpeg no-Bb3pacmHume nauueHmu, kamo pasaukama
e 30 go 50% 3a nauueHmume Hag 59-zoguwHa Bv3pacm. B
MAaga Bb3pacm no-4ecmu ca MaAugHeHume xemonamuu, koumo
ycnewHo ce AekyBam, 3a pasauka om enumeAHume mymopu, koumo
goMuHupam B no-HanpegHana Bvb3pacm U 4Yuemo AgyeHue ¢ no-
CKpOMHU pe3yamamu.

MH020 NOgOBHU gaHHU umMa U Om gpyau pe2ucmpu, nom-
BopkgaBawu mankume pasauku 8 npekuBsemocmma npu MAagu
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u nogpacmBawu, HesaBucumo om pAgkocmma Ha oHKoAo2UYHama
namoaoaus [5]. BakeH e u gpakmom, ye > 80% om oHkoro2UUHUME
borecmu npu geua u > 87% npu nogpacmBawu ce u3aekyBam,
koemo nomBbpXkgaBa 3HayeHuemo Ha agekBamHomo noBegeHue,
kakmo u usba28aHemo Ha cBpoxAeueHue nopagu Bb3moXHU no-
gbA20CPOUHU NocAegemBuA. ima u AcHa meHgeHuuA 3a nogobpsaBane
Ha npeXkuBaeMocmma npe3 nocAegHUMeE 20guHu [5-6].

OnpegeasHemo Ha pegkume oHkoAO2UYHU BoAeCcMU HA 6a3ama
Ha mAXHama 4ecmoma € Had-yecmo npuemaHusm kpumepu,
npegBug pasaukama 8 mMAXHOMO NPOMUYAHE U Yecmomama Ha
usnekyBaHe. OcHOBHUME npobaemu B oHkonozuAma ca cBbp3aHu
C nocmaBsHemo Ha guacHo3a u omkpuBaHemo Ha MyMopume,
3a pasauka om HeoHkonozuuHume 6oaecmu. MoBeuyemo pegku
borecmu ca geduHupaHu kamo 06w, 6pod 3acezHamu nopagu
gbA2ama npeXuBAeMocm U XPOHUYHUA X0g HA npomuyaHe. MpegBug
mankama yecmoma Ha no-2oAAmMama yacm om pegkume 6oaecmu,
ekcnepmuromo noBegeHue B8 cneuuaausupaqu ugHmpoBe ocmaBa
npenopbyumeAHo [3].

BugoBe pegku oHkoAo2uuHu mymopu

Mpumepu 3a pegku oHkoAO2UYHU BoAecmu Ca U CAyyau, npu
koumo gageHa HO30A02UA Ce QuazHOCMUUUpA 3HAYUMEAHO no-
pAgko cpeg cneuuduyHa nonyAauua nauueHmu. Taka, kamo UfAo
3n0kauecmBeHume COAUGHU MyMOpU C€a no-4ecmu cpeg Mokeme
¢ manku uskalouenus, kakoBmo e kapuuHomom Ha 2bpga (Kr). Tol
npegcmatBaaBa nog 1% om Bcuyku kapuuHomu npu MbXKua noA u e
< 1% om Bcuyku HoBoguazHocmuuupaHu cayyau ¢ KI' npu gBama
noAa. Mo masu npuyuHa mod cowlo ce kBaaupuuupa kamo pagka
boaecm u kakmo noBeuemo makuBa uma MHO20 Heu3AacHeHU Gakmu
okono emuonoaus, puckoBu dakmopu, kakmo u guagHOCMUYHO U
mepaneBmuyHo noBegeHue. ToBa e Hal-yecmama OHKOAO2UYHA
borecm cpeg >keHume, HO npu Mbkeme e pAgka OHKOAO2UYHA
6oaecm [3]. Bonpeku 3HauumeAHus Hanpegok 8 AeueHuemo Ha KI
npu >keHume, cvluecmByBam gocma HeACHOMU npu Mbkeme u
noBegeHuemo 4yecmo ce pbkoBogu om ekcmpanoAauuu om gaHHu
0m MeguuuHama, 6asupaHa Ha gokazameacmBama npu >keHu ¢
KI' 8 meHonay3a. [1aHHUme, 0cobeHo npocnekmuBHume [7], ca
uskaloueHue, kakmo u makuBa, npousausawu om BvAzapus [8-
9]. ima gaHHu 3a 3HauumeAHo HegoaekyBaHe Ha mesu nauueHmu,
kakmo u 3a pa3auka 8 npexuBaemocmma cnpamo xkexume ¢ KI' 6
cowua cmagud [10-11].

Mogo6HO, 2uHekoAozUYHUME MYMOpU CbWo He ca pAgka
namoAozua, HO cbwecmByBam pegku xucmoAozuvHu nogBugoBe
MyMOpU, YUAMO Quaz2HO3a, AEYeHUe U npocAegABaHe CobWo ca
HEACHU U AuncBam cneuuduyHu npenopbuku. lMoBegeHuemo npu
pegku mymopu B oHkoAo2uyHama 2uHekoAo2uA CbWo € 0m 0COobeH
UHmMepec, Mol kamo Yecmo HavaAHO ce 3anouBa C Xupypausd, HO
nocaegBawiomo noBegeHue usuckBa cneuuausupada OHKOAO2UYHA
2puxa [12].

MaHHume 3a boA2apus ca cobpaHu om Hakoako nybaukauuu,
aHaausupawu 20-20guweH nepuog Ha npocaegaBaHe Ha nauueHmu,

AekyBaHu B eguH oHkoAo2u4eH ueHmbp. Mo masu npuyuHa me
He Mo2am ga Gbgam npegcmaBumeAHu 3a BbaAcapus, Ho ca
Hall-econAMama 6as3a gaHHu, nybaukyBaHa u aHaAudupaHa o
MomeHma B bbacapua. B yemupu om cmamuume [13-16] o6ekm
Ha nybAukauua ca kapuuHomume Ha mMamoyHama wuika ¢ pegku
XUCMOAO2UYHU nogBugoBe. OnucaHu ca mexHume MOPHOAORUYHO-
OUOAO2UYHU 0CODEHOCMU U 3HAYEHUEMO UM 32 KAUHUYHOMO
noBegeHue, kamo moBa e U Hal-2oAAMama Cepus CAyvau,
nyoAaukyBaHu 8 Aumepamypama OMHOCHO pegku XUCMOAQRUYHU
nogBugoBe kamo lymphoepithelioma-like carcinoma (LELC)
[14,17], mykoenugepmougHua — MEC [16] u warty kapuuHoma
[13] Ha mamoyHama wudka. Yecmomama Ha mesu kapuuHomu
€ OMHOCUMeAHO Hucka, cbomBemuo 3.03%, 1.12% u 2.2%.
ilHmepeceH e aHaAausbm 3a npeXuBaemocm cpeg me3su nauueHmKu
kamo nogo6Ho Ha gaHHume 3a pegku oHko2uHekoAo2U4HU myMopU,
npeXuBsemocmma cpeg me3u pegku nogBugoBe kapuuHomu Ha
MamouyHa wulka e cxogHa ¢ masu Ha Hepegkume kapuuHomu [13-
14,16].

MoBegeHue npu pegku oHKOAO2UYHU MyMOpU

AHanu3 Ha gaHHu om EUROCARE-4 om 83 pakoBu pezucmpu
om 23 cmpaxu Ha > 70 000 nauueHmu Ha Bb3pacm go 24 20guHu
Cbo6waBa, ye oHkono2uyHUME borecmu BbB Bvu3pacmma Ha geuama
U MAagume nogpacmBawiu ca Bmopama npuyuHa 3a CMbpmHocm.
Habasdea ce Ha Auncama Ha pesucmpauusn u npocaegABaHe Ha masu
2pyna nauuedmu 8 cmpasume om i3moyna EBpona [5].

13BecmHa e wupokama BapuabuaHocm Ha 2pukume
gopu u cpeg eBponetickume gopXkaBu, kakmo npegumcmBama u
Hegocmambuume Ha pasAudHUMeE AevebHU cucmemu. Taka ce
onpegeram Mecmama 3a Bb3MOXHO nogobpeHue U Mo2am ga
bogam u3BegeHu cbomBemHume npenopbku. Taka, npumepHo, 8
BoA2apua 0CHOBHO npegumcmBo e Bbp3uAm U AECEeH gocmbn go
cheuuaausupadu MeguuuHcku uscaegBanus (KT, TIET/KT u gp.),
kakmo u go cneuuaaucm om mpemuyHama AeyebHa cucmema.
Hegocmamuk, obaye, ocmaBa Auncama Ha CneuuaAusupaHu 3a
gageHa Aokanusauus AeyeGHU ueHmpoBe, Bogewo go cnag 8
kayuecmBomo Ha AeyeHue. Cb3gageH e U KoHuenmyaneH Mogen
32 (QyHkuuoHupaw cneuuaAusupaH ueHmbp, kom kolmo ga ce
cmpemsam Bcuuku gopxkaBu [6].

3aknloueHue

06obwieHuemo Ha gaHHume om bBbazapua B8 no-
2opeuumupadume nybaukauuu [12-17] gonpuHaca 3a no-AeCHO
ugeHmuduuupaHe Ha MHokecmBo pegku 6oaecmu U gaBa
BoamoXkHoCM 3a MAXHOMO agekBamHo Ae4eHUE B3 JOMbAHUMEAHO
3abaBaHe nopagu pegkua xucmonozuyeH nogBug.

NozuuHo npegBug Bcuuko U3BPOEHO NO-20pe €a U ycuAuAama
koM 0beguHABaHe Ha ycuAuAma 3a AeYeHUe Ha nauueHmume B8
no-maaga Bbspacm [6]. B pamkume Ha mexkgyHapogeH npoekm,
B kolmo yyacmBa u Bbazapus, 8 Hakoako nocaegoBameAHu ¢asu
Ca YmMOYHEHU Mecmama, usuckBawu cneuuaaHo BHuUMaHue 3a
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YHUGuUUUpaHe Ha 2pukume npu MAageku u nogpacmBawu [6].
Mpexogom om neguampuyHo 3BeH0 koM makoBa 3a AeyeHue
Ha BbspacmHu > 18 =2oguHu nauueHmu 4ecmo Bogu go
BrowaBaHe Ha pesyamamume. Taka, 8 pe3yamam MHO020 YCUAUA
Ha CneuuaAucmu OmM pasAUdYHU obAacmu, koM gHewHo Bpeme
AEYEHUEMO HA NAUUEHMU CbC COAUGHU mMmymopu, koumo ca
3an0yHaAUu aHmUMYyMOPHO AeveHue B neguampuyHo 38eHO Mo2am
ga npogbAkam AeueHue go HaBbpwBaHe Ha 25-20guwiHa Bb3pacm.
KnalouoBa e Heobxogumocmma om Cb3gaBaHe Ha CneuuaAusupaHu
36eHa 3a AeyeHue Ha masu MeXguHHa Mekgy gemckama u
Bo3pacmHama 2pyna nauueHmu, kKoamo e 3HayumeAaHo no-pagko
3acezHama om oHkoAO2u4HU 6boAecmu, HO pegkume Goaecmu
gOMUHUPam 3Ha4yumeAHo. 3a cMemka Ha moBa, Bvb3amvokHocmma
32 pagukaAHo AeveHue U gbaza npexkuBaemocm usuckBa nocmuaaHe
Ha banaHC MeXgy a2pecuBHO AeyeHUe U nocAegBawla gbA20CPOYHA
mokcuyHocm. B pesyamam, npe3 nocaegHama 2oguHa 8 BvAzapus
3anoyHa Cb3gaBave Ha ueHmMpoBe 32 CNeuuaAu3upaHo AeyeHue u
2pwkume 32 mesu nauueHmu 3ano4Bam ga ce nogoopaBam.
Heobxogumu ca 3HayumeAHU YCUAUA, 3a ga Mo2am ga
6bgam oopmeHu u3Bogu, npenopvku U 0606WEHUA, HacouBalu
U yrecHaBawu noBegeHuemo B peaaHama kauHuvHa npakmuka npu
uskalouumeAHo mpygHUA KAUHUYEH CUeHapud Ha pegku mymopu.
0606wWweHUEMO Ha Me3U gaHHU Ha HAUUOHAAHO U MeXkgyHapogHO
HUBo, kakmo u ugeHmuduuupaHe Ha Bb3mokHU Mecma 3a
nogobpeHue cnocobcmBa 3a No-AeCHO UgeHMuQuUUPaHe Ha mesu
pegku 6orecmu u gaBa Bb3amokHocm 3a maAxHOMO agekBamHo
AeYEHUE Be3 gONbAHUMEAHO 3a0aBsAHe 3a gUAZHOCMUYHO YMOUHEHUE
U 3ampygHeHue 8 kauHuyHume peweHus. ToBa Haaza ga ce npaBsm
YCUAUA 3@ ONUCAHUe U cucmemamusupaHe Ha Bcuuku Bb3moXHu
cAyyau om kauHuyHama npakmuka u ga ce mopcam kopeaauuu.
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