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Enugemuonozusa Ha cucmemHama
Macmouumosa
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Peslome

Macmouumosama npegcmaBaaBa xemepoz2eHHa  2pyna
om 3aboAABaHus, Xapakmepu3upawu Cce C npoAudepauus
U HampynBaHe Ha HeonAaCMUYHU Macmouumu 6 eguH uAu
noBeue ope2aHu uAu cucmemu. AkmyaaHama kaacupukauus Ha
macmouumosume Ha CBemoBHama 3gpaBHa opz2aHu3auua om
2016 2. pasgend mesu 3aboadBaHuA Ha kokHa macmouumosa,
cucmemHa Macmouumo3sa u AokaAuupaHu MacmouumHu mymopu.
CucmemHama macmouumosa om cBos cmpaHa ce gudepeHuupa
Ha UHQOAEHMHA, mMAeewa, CbC CBbp3aHa XemMamoAO2UYHa
HeonAasua (C HemacmouumHa kaembuHa AuHUA), agpecuBHa u
macmokaemoyHa AeBkemus.

l13yyaBaHemo Ha enugemuoAO2UAMA HA CucmeMHama
mMacmouumosa U HelHume nogBapuaimu e u3kAlYUMeAHo
MpygHO nopagu peguua o6ekmuBHu dakmopu. ToBa ca epyna
O0m 3a00AABaHUA CbC CPaBHUMEAHO Xemepo2eHHa KAUHUYHA
kapmuHa. Kaacugukauusma Ha nogBapuaimume Ha cucmemHa
Macmouumosa U CbOomBemHUme QguagHOCMUYHU aA20pumMmu
mbpnam HenpekbcHamo pasBumue u gonvbABaHe. MocmaBaHemo Ha
guazHo3a 4yecmo u3uckBa MyAmuguCUUNAUHAPHO CbmpygHuYecmBo
meXkgy ekcnepmu ¢ onum B8 obracmma Ha Macmouumosume.
3HayumeAHa Yacm om nauueHmckama nonyaauua npu cucmemHama
macmouumosa ca Bb3pacmHuU nauueHmu, npu koumo no
npesymnuus ce HadalogaBam mHokecmBo komopbugHocmu.

HacmoAwama nybaukauua uma 3a UeA ga aHaAusupa
eNUgEMUOAORUYHU gaHHU 3a cucmemHama Macmouumosa, kakmo
U ga npegcmaBu oueHka 3a pasnpocmpaHeHuemo Ha masu 2pyna
3aboaaBaHuA B boAzapus.

KalouoBu gymu: macmouumosa, cucmemHa Macmouu-
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Abstract

Mastocytosis comprises a heterogeneous group of disorders,
characterised by proliferation and accumulation of neoplastic mast
cells in one or more organs or systems. The 2016 WHO classification
of mastocytosis breaks down mastocytosis into subvariants of
cutaneous mastocytosis, systemic mastocytosis and localised mast
cell tumors. Systemic mastocytosis, in turn, is divided into into
indolent, smoldering, with an associated hematologic (non-mast cell
lineage) neoplasm, aggressive and mast cell leukemia.

The study of systemic mastocytosis epidemiology is extreme-
ly difficult due to a number of factors. This is a group of conditions
with a relatively heterogeneous clinical picture. The classification of
systemic mastocytosis subvariants is continuously evolving. Diag-
nosis often requires multidisciplinary collaboration of experienced
medical professionals. A significant portion of the patient population
consists of elederly people with various comorbidities.

This publication aims to analyse epidemiological data on sys-
temic mastocytosis, as well as to provide an insignt into systemic
mastocytosis prevalence in Bulgaria.
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BuBegeHue

Macmouumosama npegcmaBaaBa xemepozeHHa 2pyna om
3a00AABaHuA, xapakmepusupawu ce ¢ npoAudepauua u HampynBa-
He Ha HeonAaCMUYHU Macmouumu B8 eguH UAU nNoBeye op2aHu UAU
cucmemu. CbcmosHUEMO € onucaHo 3a NbpBu nbm npe3 1896 2.
kamo koXkHo 3a6oAaBaHe. Cegemgecem 20guHU No-kbCHO, npe3 1949
2. € CbobLieH NbpBuAmM cAyual Ha cucmeMHa Macmouumo3sa. lpe3
cAegBawume gecemuAemusa ca ugeHmuduuupaHu pasauyHu Bapu-
aHmu Ha koXkHa u cucmemMHa Macmouumosa, ompasfatawu cneuu-
(GuUYHU KAUHUYHU npoABu u pesyamamu [1-2]. Nokamo npozgHo3ama
npu koxkHama opma e baazonpuAamHa, masu Npu NAUUeHMUMe CoCe
cucmemMHa Gopma Ha 3aboaaBaHemo e npoMeHAuBa, Bapupawa om
Ge3cuUMNMOMHa C HOPMaAHa nNpogbAkumMeAHOoCM Ha kuBoma go
6bp30 BrowaBawo ce cbcmosHue [3].

Bb3 ocHoBa Ha me3u HabAlogeHus, nauueHmume Cbe
cucmeMHa Macmouumosa 3anoyBam ga 6bgam nocmaBavu B
Pa3AUYHU NPOZHOCMUYHU NOg2pynu. [JONbAHUMEAHU KAUHUYHU U
napakAUHUYHU napamempu C QUAZHOCMUYHO U mepaneBmuyHo
3HaveHue (opmupam ocHoBama Ha nopBama kaacudukauus Ha
CBemoBHama 3gpaBHa opzaHusauus (C30) Ha Macmouumosume,
nybaukyBata npe3 2001 2. Tasu kaacupukauus mopnu HenpecmaHHu
ycbBopweHcmBaHua, kamo nocregHama O akmyaausauus € om
2016 2. [Hec, macmouumosume ce gudepeHuupam Ha koXHa
Macmouumosa, CuCmemMHa Macmouumosa U  AokaAusupaHu
MacmouumHu mymopu [4-5].

B mekywama kaacupukauua Ha C30 om 2016 .
cucmemHama Macmouumosa om cB0A cmpaHa e pasgereHa Ha
UHQOAEHMHA, MAEeWa, CbC CBbp3aHa XeMamoAO2UYHA HeonAasus
(c HemacmouumHa kaemuvyHa AUHUA), agpecuBHa u macmokaemuy-
Ha AeBkemusd. Onumbm e gokasaa npogHoCmMuyHama cmodHocm

Ha knacugukauuama Ha C30 no omHoweHue Ha nepuoga 6e3 npo-
epecus U obwama npekuBAeMocm npu NauueHmume ¢ Macmo-
uumo3sa. [o-cneuuaAHo, nauueHmume ¢ UHGOAGHMHa cucmemHa
Macmouumosa uMam OMAUYHA NPO2HO32 C HOPMaAHA UAU houmu
HOpMaAHa npogbAkumeaHocm Ha XkuBoma, gokamo npo2Ho3ama u
npexkuBaemocmma ca no-MaAko 6Aa20NpUAMHU NPU HanpegHaAu-
me Gopmu Ha cucmemHa Macmouumosa [5-10].

N3yyaBaHemo Ha enugemuoAO2UAMA HAa cucmemHama
Macmouumosa U HedHume nogBapuaHmu e u3kAlouumeAHo
MpygHO nopagu peguua obekmuBHu @akmopu (guazpama 1).
ToBa ca 2pyna om 3a60AABaHUA CbC CPAaBHUMEAHO Xemepo2eHHa
kauHuvHa kapmuna. Kaacugpukauusma Ha nogBapuaHmume Ha
cucmemMHa Macmouumo3a U CbomBemHume QguagHOCMUYHU
an2opummu  mbpnAam  HenpekbCHamo pasBumue u gonbABaHe.
MocmaBaHemo Ha guazHo3a yecmo usuckBa MyamugucuunAuHapHo
compygHuyecmBo mexXkgy ekcnepmu ¢ onum B obaacmma
Ha Macmouumosume. 3HayumeAHa uacm om nauueHmckama
nonyAauus npu CucmemHama Macmouumosa ca Bb3pacmHu
nauueHmu, npu koumo no npe3ymnuus ce HabAlogaBam mHoXkecmBo
komopbugHocmu. Yacm om nogBapuaHmume ce xapakmepu3supam
¢ 6bp30 npozpecupaHe u Hucka npeXkuBaemocm.

HacmoAwama nybAukauus uma 3a UeA ga aHaAusupa
eNUgEeMUOAORUYHU gaHHU 3a cucmemHama Macmouumosa, kakmo
U ga npegcmaBu oueHka 3a pasnpocmpaHeHuemo Ha masu 2pyna
3abonaBaHus B boAzapus.

Mamepuaa u memogu

OcvuwecmBeHo e mbpceHe no kalovoBu gymu ,mastocytosis”,
,Systemic mastocytosis”, ,epidemiology” u ,prevalence” 8 PubMed/
MEDLINE 6e3 o2paHuueHus. 3a ugeHmuduuupaHe Ha onum om
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boacapua ¢ moBa 3aboadBaHe ca nomubpceHu nybAukauuu Ha
boA2apcku e3uk B 6asume gaHHu Google Scholar u LieHmpaaHa
MeguuuHcka 6ubauomeka. [lonbAHUMEAHO ca  npea2aegaHu
eNUgEMUOAORUYHUME QaHHU 3a CucmeMHama macmouumosa 8
eBponedickua pedepeHmeH nopman 3a pegku boaecmu Orphanet.

Pesyamamu u 06cvXkgaHe

06006weHu enugemuonozuyHu gaHHu om Orphanet

CucmemHama Macmouumosa Hama camocmoameneH kog no
MKB-10, moil kamo pa3audHume nogBapuaHmu Ha 3a6oAABaHemo
ca kaacuguuupaHu B pasAauyHu pasgeAu Ha meXkgyHapogHama
kaacugukauus [11-12]. Orphanet gaBa C96.2 kamo MKB-10 kog,
mvi kamo noBeye om (GOpMuUmME HAa CUCMEMHama Macmouu-
mo3a ce kogupam no mo3u HadyuH (maba. 1). 3aboaaBaHemo
uma 6orecmHocm mexXkgy 1 Ha 20 000 u 1 wa 40 000, no-
pa3npocmpaHeHo e cpeg eBponeugHama paca u 3acA2a egHakBo
MbXke U keHu. CucmemHama macmouumosa ce HabalogaBa Hal-
yecmo npu Bv3pacmHu, kamo cpegHama Bb3pacm Ha nocmaBsaHe
Ha guacHo3a e okono 60 2oguHu. lpozHo3ama 3aBucu om
nogBapuaHma Ha cucmemMHa macmouumo3sa. lpu UHgoAeHmMHama
popma pa3Bumuemo Ha borecmma € 6aBHO U BEeHU2HEHO,
npogbakumeAaHocmma Ha XkuBoma e HopmaaHa. Mpu azpecuBHama
(Gopma cpegHama npexuBaemocm e om 2 go 4 20guHu [12].

Ha cucmemHa Macmouumo3sa, kamo 6oAecmHocmma ce cyuma, Ye
e mexgy 1 Ha 20 000 u 1 Ha 40 000. B 20-35% om cayvaume
Macmouumosama (NpeguMHO UHgOAEHMHama cucmemHa $opma)
MOXe ga Obge cBbp3aHa C gpy20 XeMamOAO2UYHO 3aboAsABaHe,
koemo onpegeaa npozHosama [15].

AgpecuBHama  cucmemHa  macmouumo3a  (C96.2)
npegcmaBaaBa no-manko om 10% om cAyyaume Ha cucmemHa
Macmouumo3sa. fhobaaHama 6oAecmHocm ce oueHABa B8 pamkume
Ha 1 Ha 250 000 u 1 Ha 400 000. 3aboaABaHemo 06ukHOBeHO
He ce pasBuBa npu geua. Hal-cepuo3HOMO YCAOXHEHUE npu
azpecuBHama cucmemHa Macmouumosa e NOMeHUUaAHo pamaneH
aHadurakmuueH wok. [pozHo3ama e HebaazonpuAmHa, kamo
cpegHama npexuBaemocm e om 2 go 4 20guHu [16].

Macmokaemvysama aAeBkemusa (C94.3) e uskalouumeaHo
pAgko 3aboadBaHe, no ekcnepmHa oueHka npegcmaBaaBa no-
Maako om 1% om Bcuuku cAyyau Ha cucmemHa mMacmouumosa.
Mpo2Ho3ama e uskalouumeaHo HebAazonpuamHa, npeXxuBaemocmma
e Hakoako meceua [17].

EnugemuonozuyHu ganHu om kausuyHama npakmuka

Omkpumu ca uemupu npoyuBarus — om Wmanaus, Qpaxuus,
XonaHgusa u YHz2apua, koumo npegcmaBam pe3yamamu 3a pas-
NPOCMpaHeHUeMo Ha CcucmemHama macmouumosa. Tesu
uscaegBaHua no3BoaaBam omHOcumeAHo cpaBHeHue npegBug

TabAuua 1. PasnpocmpaHesue Ha cucmemMHama Macmouumosa no gakHu Ha Orphanet

Boaecmuocm: 3.75 Ha 100 000 gywu
3aboneBaemocm: 0.9 Ha 100 000 gywu Ha 20guHa

CucmemHa macmouumosa:

3.8 Ha 100 000 gywu enugeMUOAO2UYHU gaHHU

lngoneHmHa: Taeewa: Cuc cBvp3aHa AzpecuBHa: MacmokaemvyHa
] XeMamoAo2u4Ha . neBkemus:
BoaecmHocm: Hama ny6aukyBaHu HeonAasus: Boaecmuocm:

Hama nybaukyBanu
enugeMUOAO2UYHU gaHHU

Hama nybaukyBaHu
enugeMUOAO2UYHU gaHHU

0.33 Ha 100 000 gywu

lHgoneHmHama  cucmemHa  macmouumo3a  (D47.0)
npegcmaBaaBa okono 90% om  cAyyaume Ha - cucmemHa
macmouumo3sa. fhobarHama yecmoma ce oueHaBa mexXgy 1 Ha 20
000 u 1 Ha 40 000. 3a6oaaBaHemo 3acA2a OCHOBHO Bb3pacmHU.
EBoalouuama e 6aBHa u gobpokauecmBeHa. MpozHo3ama e kamo
uAno baazonpuAmHa u oyakBaHama npogbakumeaHocm Ha kuBoma
e bAuska go masu Ha obwama nonyaauus [13].

Taeewama cucmemHa macmouumo3sa (C96.2) duaypupa kamo
camocmosmeAreH nogBapuaHm Ha CuCMeMHama Macmouumosa
om 2016 2. Bce owe HAMa nybAukyBaHu enugeMuoAO2UYHU gaHHU,
3a ga ce HanpaBu ougHka 3a pasnpocmpaHeHuemo Ha dopmama.
lMpo2HO3ama Npu NAUUEHMU C MAeewa CUCMeMHa Macmouumosa
e no-manko baazonpuamHa 8 cpaBHeHue ¢ Me3u C UHJOAEMHa,
HO € no-0Aa2onpuAmHa B cpaBHeHue ¢ mesu C az2pecuBHa uAu
macmokaemuouHa AeBkemus [14].

CucmemHama mMacmouumosa cbc cBbp3aHa xeMamoAo2uyHa
HeonAasusa (C96.2) npegcmaBaaBa no-maako om 10% om caysaume

CX0gHama MemogoAo2uyHa nocmanoBka — pempocnekmuBeH
aHaAu3 Ha cAyyau om ekcnepmHu ueHmpoBe U u3noA3BaHe Ha
kaacudukauusma Ha C30 om 2008 2. 1 yemupume npoyyBaHus ca
nyoaukyBaHu npes 2016 2.

MpoyyBanemo Ha MMuepu u cvaBm. npegcmaBa KAUHUYHU
U mepaneBmuyHu gaHHU 3a 460 nauueHmu CbC CcucmemHa
Macmouumosa om Vmaaus [18]. N3caegBaHemo u3noas3Ba npe-
guwHama kaacudukauus Ha macmouumosume Ha G30 om 2008
2. U gaHHu om 10 ekcnepmHu ugHmbpa. ABmopume 06pbliam
BHUMAHUE Ha 3HaYUMeAHama Yacm Om nauueHmume C HuCbk
moBap om HeonAacmuyHu Macmouumu. [lo-cneuuaaHo, 38%
O0m CAyyaume Ca QuagHocmuuupaHu Bb3 ocHoBa camo Ha
gonbAHUMeEAHUME (Maaku) guazHocmuyHu kpumepuu Ha C30.
ToBa noguyepmaBa mpygHOCMMa Ha paHHama guazHo3a npu
cucmemHama Macmouumo3sa, ommyk u KAUHUY4HOMO 3HaYeHue Ha
npeBeHuuAama Ha npoABu Ha aHaduaakcus, koumo o0bukHoBeHO ca
cBop3aHu ¢ uHgoAeHMHUMe Gopmu. Mpu MyAmuBapuaHmeH aHaAus,
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Hali-BakHume xapakmepucmuku, cBop3aHu C HamaAreHa obuia
npexuBaemocm, ca dopmMama Ha 3aboaAaBaHemo U Bb3pacmma
npu nocmaBsaHe Ha guazHos3a Hag 60 2. MpoyyBaHemo akueHmupa
Hakpas BopXy cbwecmBeHama poAa Ha Mpekxama om ekcnepmHu
ueHmpoBe 6 imaaus 3a paHHama guagHocmuka Ha cucmemHama
macmouumo3sa u npegomBpamsBaHe Ha cBobp3aHume ¢ boaecmma
nposABu [18].

[lpoyyBaHemo Ha Pye u cvaBm. npegcmaBa gaHHU om
pempocnekmuBeH aHaau3 npu 53 Bb3pacmHu nauueHMu Cbe
cucmemHa macmouumosa om (Qpaxuus [19]. Tesu pesyamamu ca
0C06EHO UEHHU, npegBug guazHocmuyHume npegu3BukameAacmBa
8 masu Bb3pacmoBa 2pyna. BkaloueHume B npoyyBaHemo nauu-
eHmu ca Hag 69-2oguwHa Bv3pacm npu nocmaBaHe Ha guazHo-
33, kamo meguasama Ha Bb3pacmma e 75 2oguHu. Had-yecmume
KAuHUYHU npoABu BkalouBam cumnmomu, cBbp3aHu ¢ akmuBauus
Ha macmouumume (75.5%), Aow @yHkuuosareH cmamyc (50.9%),
xenamocnaeHome2anus  (50.9%), kokHo 3acaeaHe  (49.1%),
ocmeonopo3a (47.2%), nopmaaHa xunepmoHus u acuum (26.4%).
AHeMus e omyemeHa npu 79.2% om cAyyaume, mpomoouumoneHus
npu 50.9%, neBkoneHua npu 20.8% u aHomaAuu 8 4epHOgPOBHUME
eHsumu npu 32.1%. AemaneH u3xog e gokaagBaH npu 19
(35.8%) nauueHmu, cbc cpegHa npexkuBaemocm 9 meceua om
MOMEHMA Ha guazHo3a. ABmopume guckymupam, 4e paHHOmo
omkpuBaHe Ha cucmemHama Mmacmouumosa npu Bb3pacmHu
nauueHmu ocmaBa guazHocmuyHo npegu3BukameacmBo. Tasu
nauueHmcka nonyaauus ce xapakmepusupa ¢ noBuwieHa yecmoma
Ha nogBapuaHma CbC CBbp3aHa XemMamoAO2UYHA HEONnAasusa u
UAAOCMHA HebAazonpuamHa npogHo3a [19].

lpoyyBasemo Ha XepmaHc u cbaBm. npegcmaBa gaHHU
om koxopma om 136 nauueHmu CbC CuCmMeMHa Macmouumosa
om XoaaHgus [20]. CpegHomo Bpeme 3a guagHocmMuuupaHe 3a
usgaama nonyaauusa e 8.1 2oguHu (uimepBaa 0-49 2oguHu). Had-
yecmume NpuYuHU 3a 0bpblwaHe koM Aekap — koXkHo 3acAzae,
aHaduaakcua u ocmeonopo3a — ce xapakmepusupam CbC 3aba-
BAHe Ha gua2HO3ama cucmemHa macmouumosa om 10.9, 29 u
7.5 20guHu coomBemno. 06wo 32 nauueHmu (23.5%) ca umaau
CepyMHU HuBa Ha mpunmasa nog 2paHuyHama cmoliHocm om 20
ng/mL npu nocmaBsaHe Ha guazHo3ama, kamo mesu nauueHmu
06aue He ca UMaAu ColiecmBeHo pasauyue B8 KAUHUYHUA GeHomun.
ABmopume 06pbwam BHUMaHUE, Ye cucmeMHama Macmouumosa
0bxBawa wupok cnekmbp OM npu3Hauu U  CUMNMOMU.
HemunuyHomo npegcmaBaHe yecmo moXke 3Ha4YUMEAHO ga 3a6aBu
nocmaBaHemo Ha guazHo3a. KokHomo 3acazane, aHaduaakcuama
U HeobACHUMama ocmeonopo3a CAegBa ga Gbgam BHUMamMeAHO
aHaAusupaHu kamo Bb3moXkHO npoABAeHue Ha moBa 3aboaaBaHe.
HopmaaHama cepymHa mpunmasa He uskalouBa guazHo3a
cucmemHa macmouumosa [20].

Myb6aukyBaHo npoyuBaHe Ha MapmoH u cbaBm. e 0c0o6eHO
UEHHO, 3aWwomo npegcmaBa enugeMUOAO2UYHU (aHHU Om
usmoyHoeBponeticka cmpana — Yueapusa [21]. ABmopume npeg-

cmaBam pesyamamu om koxopma om 35 nauueHmu, HabalogaBaHa
B8 ekcnepmen ugHmop 3a nepuoga 2001-2013 2. KymyaamuBHama
3aboneBaemocm om cucmemMHa macmouumosa 3a 13-20guwHus
nepuog e 0.27 Ha 10 000. ABmopume komeHmupam no-Huckama
3aboneBaemocm ¢ dakma, 4e npoyyBaHemo o06xBawa camo
nauueHmu ¢ kocmHOMO3b4YHA 6UONCUA U XUCMONAMOAO2UYHO
nomBopXkgeHue Ha cucmemHama Macmouumosa.
N3caegoBameaume 06pbliam Cbw0 BHUMAHUE Ha pasAu4uUEmo
B kauHuyHama kapmuHa npu uHgoAeHmHama gopma (nu2MeHmHa
ypmukapus, aHaduaakcua u ocmeonoposa) U azpecuBHama u
(hopmama cbC cBbp3aHa XemamoAO2UYHa HeonAasusa (UUMoneHus,
€03UHOGUAUSA U CnAeHOMez2aAus) [21].

AHanusupaiiku coBkynHo nybaukyBaHume pesyamamu om
imaaus, XoAaHgua u YHaapus, UHgoAeHmHama u maeewama Gopmu
Ha cucmemMHama macmouumo3sa 0bwo gonpuHacam 3a okono 87%
om Bcuyku caysau Ha moBa pagko 3aboasBaHe (guazpama?).
AcpecuBHama cucmemHa Macmouumosa U  cucmemMHama
Macmouumosa CbC CBbp3aHa XeMamoAO2UYHA HEONAasusA umam
Hall-BepoAMHO CX0gHa 4ecmomama U 3aegHO cdopmupam
okono 13% om 3aboreAume € CUCMEMHA Macmouumosa.
MacmokaemvuHama aAeBkemua ce nomBobpkgaBa kamo Hal-
pAagkama om gopmume Ha cucmemMHama Macmouumosa. Huckama
60oAECMHOCM Ha Ma3u HO30A02UYHA eguHuua e ovakBaHa npegBug
kpaiHo HebAazonpuAamHama npo2Ho3a u Hucka npeXkuBaemocm npu
mes3u nauueHmu. Pesyamamume om (DpaHuus ce pasaudaBam go
u3BecmHa cmeneH om obwama enugemMuoA02U4HA MEHJEHUUS Npu
cucmemHama macmouu3sa. ToBa e maka npegBug cneuupuyHama
koxopma 8 npoy4yBaHemo — nauueHmu Hag 69-2oguwHa Bv3pacm
npu nocmaBaAHe Ha guazHo3a.

B MHa0neHTHa CHCTEMHE
MACTOUMTO3a

H Theewa cHcTemHa
MaCTOUMTDIa

H ArPecHMBHa CHCTEMHA
MICTOUMTO3a

MaCTORNETHYHA NEBHEMHA

B CHCTEMHA MaCTOUMTO3a Che

CEBRIIHA XEMATONOTMYHI
HeOonnNazua

Juazpama 2. 0606wieHU gaHHU 3a pasnpegeAeHuemo Ha
(opmume Ha cucmemMHama Macmouumosa (no gasHu Ha Muepu
U cbaBm., XepmaHc u cbaBm., MapmoH u cbaBm., 2016)

PegHo e ga bbgam cnoMeHamu u pesyamamume Ha KoeH
u cbaBm. om [anus, koumo npe3 2014 2. nybaukyBam nopBume
U306WO NONYAQUUOHHO-DA3UpaHU eNUZEMUOAORUYHU QJaHHU 3a
cucmemHa Macmouumosa [22]. Te 0baye mpygHO Mo2am ga 0Ob-
gam CbOmHeceHU KoM 20pe yumupaHume u3moyHuuu nopagu gBe
npuyuHu. MMpoyyBaHemo o6xBawia nauueHmu, guazHOCMUUUPaHU
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3a nepuoga 1997-2010, moecm gopu npueMaHemo Ha nbpBama
mexgyHapogHa kaacudukauus Ha macmouumosume. I Bmopo,
nuzmeHmHama ypmukapusa (koamo 8 akmyaaHama Bepcus Ha kaa-
cudukauusma e cuHoHuM u ekBuBaneHmHa Ha koxkHama macmouu-
mo3a) e BkaloueHa koM uHgoAeHMHama Gopma Ha cucmemHama
mMacmouumosa [22].

Enugemuonozuuna ouenka 3a buazapus

TpygHocmume  npu  usyyaBaHe U  oueHABaHe  Ha
enugeMuOoAO2UAMA Ha cucmemMHama Macmouumosa ca BaAugHu
u 3a bva2apua. MMpaBu BneyamaeHue u3KAKYUMEAHO MaAkuam
bpol HayuHu ny6aukauuu om 6bacapcku aBmopu 3a masu 2pyna
3aboaaBaHuA. lMpu mopceHe no kombuHauua om kalouoBu gymu
“mastocytosis” u “Bulgaria” 8 PubMed ca omkpumu camo gBe
nybaukauuu [23-24]. Ookamo Bmopama onucBa cayyal Ha koxkHa
macmouumosa, nbpBama npegcmaBs oueHka Ha 3aboaeBaemocm-
ma om BMOPUYHU COAUGHU MYMOPU NPU NAUUEHMU C Macmouumo-
3a. B cayyan ce kacae obaye 3a npoyuBaHe ¢ koxopma nauueHmu
om CALL, a He om BbbA2apus.

TopceHemo Ha nybaukauuu Ha 6bazapcku e3uk B8 6a3u gaHHuU
Google Scholar u LleHmpaaHa meguuuHcka bubauomeka colWlo He
omkpuBa gaHHU 3a enugemMuoAo2uAma Ha moBa pAgko 3aboaaBane
8 boazapua. Omkpumu ca gBe nybaukauuu, koumo no cBoama
ColwHocm npegcmaBaaBam 0630pu, a He gokaagBaHe Ha CAyvau u
KAUHUYEH onum CbC cucmemHa macmouumo3sa y Hac [1-2].

[Be Hewa npaBam BneyamaeHue npu 0630pa He camo
Ha boA2apckama Aumepamypa, HO U Ha cBemoBHama. [MopBo,
uscaegoBameAume B8 obracmma Ha cucmemMHama Macmouumosa
Ca C pasHOpPOgeH KAUHUYEH NpoGUA — XEMAmoAO3U, aAep20A03U,
gepmMamono3u, OHKOAO3U, €eHJOKPUHOAO3U, NamoAO20aHamoMU.
ToBa HecbMHEHO kopeAupa C xemepozeHHama cumnmomamuka
Ha pasAudHUMeE nogBapuaHmu macmouumosa u eBoalouusma
Ha pasbupaHemo 3a QuagHocmukama U AEYEHUEMO Ha
moBa 3aboaABaHe. Ta3u epyna 3aboadABaHuA  u3uckBam
MyAMUQUCUUNAUHAPHO CbmpygHuYecmBo u komnaekcHu 2puxku.
Bmopo u no-konkpemHo 3a BoA2apus, maakuam 6pol nybaukauuu
no memama e kocBeHo gokasameacmBo kakmo 3a pAagkocmma
Ha cucmemMHama macmouumosa, maka u 3a Maakus Ha 6pod
kauHuuucmu ¢ ekcnepmeH onum 3a moBa 3a6oAABaxe.

AkmyaAHume gocmbnHU gaHHu om HauuoHaaHua pakoB
peaucmovp (gaHHu 3a 2013 2., nybaukyBaHu npe3 2015 2.)
nomBopkgaBam xunomesama 3a o4yakBaHua manvk 6pod
guUazHOCMUUUPAHU NAUUEHMU CbC CUCMEMHa Macmouumosa [25].
Bpoam Ha HoBoomkpumume cobC 3aboaaBane ¢ MKB-10 kog C94
3a 2013 2. e 104, koemo npaBu pakmuuecka 3aboreBaemocm om
1.4 Ha 100 000. Humo eguH om peaucmpupaHume cAyvau obave He
omaoBaps Ha koga 3a macmokaembyHa AeBkemus (C94.3). Hokaa-
gBaHume nauueHmu ca ¢ kogoBe C94.0, C94.1, C94.5 u C94.7. Mpu
MKB-10 kog C96 6poam Ha HoBoomkpumume 3a 2013 2. e 11, koe-
mo npegcmaBaaBa dakmuuecka 3aboreBaemocm om 0.2 Ha 100
000. Egus om mesu cayyau (keHa Ha Bb3pacm 75-79 2.) e ¢ MKb-

10 kog C96.2, koemo cbomBemcmBa Ha kogupaHemo Ha Yyacm om
(hopmume Ha cucmemHa Macmouumo3sa. He e AcHO obaue 3a kol
MOYHO nogBapuaHm cmaBa Bbnpoc B cayyas, muid kamo ¢ MKB-10
kog C96.2 ce o3Ha4aBam maeewa cucmemMHa Macmouumosa, cuc-
meMHa Macmouumo3sa CbC CBbp3aHa XeMamoAO2UYHA HEONAA3Us,
a2pecuBHa cucmemMHa Macmouumosa, macmokaembvyeH capkom u
ekcmpakymareH mMacmouumonm.

Auncama Ha HayyHu nybaukauuu € KAUHUYEH onum U
€NUgeMUOAORUYHU gaHHU 33 cucmemHa Macmouumosa 8 bvazapus
npaBu ekcmpanoAupaHemo Ha pesyamamu Oom gpyau Cmpadu
eguHcmBeH Bb3MOoXkeH HayuH 3a oueHka Ha pa3npocmpaHeHuemo
Ha masu 2pyna 3aboadBaHus y Hac. M3noa3Badku gaHHUme om
Orphanet u u3BbpweHus 0630p Ha HayyHama Aumepamypa Moxke
ga ce HanpaBam cAaegHume u3Bogu (guazpama 3):

* OuakBaHuam 06w, 6poll Ha NAuUEHMUME CbC CUCMEMHa
Macmouumosa (Bcuuku ¢popmu) y Hac e He noBeue om 178 (npu
oorecmHocm om 1 Ha 40 000 u HaceaeHue 7 101 859 gywu kom
31 gekemBpu 2016 2.);

 Okono 87% om oyakBaHume CAyyau Ha cucmemHa Macmo-
uumo3a uau okoao 155 om mesu nauueHmu 6u mpa6Bano Gbgam ¢
egHa om gBeme Hal-Aeku popMU — UHGOAEHMHA UAU MAeewa. Tasu
nauueHmcka nonyaauus ce o4akBa ga 6bge cocmaBeHa noymu us-
uAano om kopmadema u geua. MpozHo3ama e kamo ugAno 6aazonpu-
AMHa u oyakBaHama npogbrkumeAaHocm Ha kuBoma e bauska go
masu Ha obuama nonyAauus;

 Ocmanaaume okoao 23 cayuas mpacBa ga bbgam pasnpe-
geneHu MexXgy no-mexkkume GopmMu Ha cucmemMHa Macmouumosa,
0CHOBHO azpecuBHa U cbC cBbp3aHa XeMamoAO2UYHA HEONAA3US;

* lo omHOWeHUe HA CuCMEMHama Macmouumosa Cbe
cBbp3aHa XemamoAO2UYHA HeonAasud, Aumepamypama nokasGa,
ye npu 20-35% om cAyyaume Ha cucmemHa Macmouumosa
(npegumHO uHgoAeHMHU) MoXke @a ce odyakBa pasBumue
Ha gpy20 XeMamoAO2UYHO 3a00AABaHe, Had-yecmo ocmpa
MuerobAaCMHa  AeBKeMud,  MUEAOQUCNAACMUYHU  CUHQPOMU,
MueAonpoAudepamuBHU  CUHGPOMU,  XPOHUYHA  MUeAoUgHa
AeBkemMusA, XpOHUYHA MueAoMOHouumHa AeBkemus, no-psgko He-
XogkkunoB aumdom. Ako ekcmpanoAupame pasnpegeAeHuemo Ha
cAyyaume om ¢ue. 2, mo o4yakBaHuam 6pol Ha nauueHmMume CoC
CUCMEeMHAa Macmouumo3a CbC CBbp3aHa XeMamoAO2UYHA HEONAR-
3uA 6u 6un okono 10;

e Obwuam 6pod Ha cAyyaume C az2pecuBHa cucmemHa
Macmouumosa ce o4yakBa ga 6bge okoao 12. Tasu nauueHmcka
nonyaauusA Had-8epoAmHO We ce CbCmOou U3uAA0 0m Bob3pacmHu
6e3 kokHo 3acazaHe. [po2Ho3ama e HebAazonpuAmHa u cpegHama
npeXuBaemocm e om 2 go 4 20QuHu;

* MacmokaembyHama AeBkemua npegcmaBaaBa no-manko
om 1% om Bcuuku cAyyau Ha cucmemHa macmouumosa. lpozHo-
3ama npu mo3u nogBapuaHm e u3kalouumeAaHo HebAazonpuAmHa,
npeXxuBaemocmma e Hakoako meceua. 10 mo3u HayuH myk moxke
ga ce o4akBam eguHUYHU CAyYau Ha 20guHa ¢ 6bp3 AeMaAeH u3xog.
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* OyaksaH 6poii cnyuam
Ha cucTeMHa
macrouuTosa

* O4aksaH 6poi cayyau Ha
WH0/eHTHA U Teela

: \
CUCTeMHa macTouurosa

UUU

* OuaksaH 6poii cnyuan Ha |
CUCTEMHA MaCTOLUTO33
CbC CBbp3aHa
XeMaTonorMyHa
Heonnasua

¢ OyaKsaH 6poi cnyyau Ha
arpecuBHa CUCTEMHA
macrouurosa

* OyakeaH 6poit cayyam Ha
MaCTOKNeTbYHA
neskemMua

J/

[uazpama 3. Enugemuono2uyHa ouenka 3a pasnpocmpaHeHuemo
U pasnpegeneHuemo Ha CAyyaume Ha cucmeMHa Macmouumosa
8 bvazapusa

02paHuyeHus

HanpaBeHama kocBeHa oueHka 3a pasnpocmpaHeHuemo
Ha cucmeMHama Macmouumo3a 8 bbacapua mpacBa ga 6Goge
UHMepnNpemupaHa Npu CAegHUME 02paHuYeHus. [laHHume npeg-
cmaBaaBam ouenka, npuAazaliku enugemuoAO2UYHU MOQeAU Ha
cucmemHama Macmouumo3sa 3a eBponedcka nonyaauus. Te mozam
ga 6bgam cyumaHu kamo cBoeobpasHa 20pHa 2paHuua, kakmo
nokasBa npoyyBaHemo 8 YHzapua. Maakua Ha 6pod kauHuuucmu
¢ ekcnepmeH onum 3a moBa 3aboAABaHe y Hac e npegnocmat-
ka 3a Bucoko HUBO Ha ckpuma 3aboademocm. KbCHOMO Hauano,
CbYyemaHo ¢ HebAa2oNpuUAMHA Npo2HO3a U komopbugHocmu cpeg
nayueHmckama nonyAauus, CbWwo gonpuHaca 3a Huckomo HuBo
Ha (akmuyecka 3aboreBaemocm u 6oaecmHocm. He Ha nocAegHoO
MACMO, NoCcmMaBAHemo Ha guagHo3a CuCmeMHa Macmouumosa e
cBbp3aHo cve ckonocmpyBawu uscaegBaHus, koumo He BuHazu
Ca HaAUYHU U/uau gocmbnHu. ToBa MoXke ga cv3gage duHaHcoBa
bapuepa npeg Yacm Om nauueHmume 3a HaBpemeHHa U npaBuAHa
guazHo3a.

3aknloueHue

[laHHUme om HayyHama Aumepamypama HegBYCMUCAEHO
nokasBam, uye cucmemHama Macmouumosa npegcmaBasBa
KAUHUYEH U Hay4Hou3cAegoBameAcku UHMeEpec 3a wupok kpve
CneuuaAucmu — XxeMamoAo3U, aAep20A03U, gepmMamoAo3u, OHKOAO3U,
eHgokpuHOoAO3U U gpyau. Maakuam 6pod ny6Aukauuu Ha 6ba2apcku
aBmopu nokasBa kakmo pAagkocmma Ha masu 2pyna 3aboAdBaHus,
maka u cpaBHUMEAHO O02paHuyveHus ekcnepmeH onum Y Hac.
Heobxogumu ca gonbAHUMEAHU NpoyyBaHus u gedHocMUu C UeA
usAcHABaHe U pa3dupaHe Ha enugemMuoAO2UAMA Ha cucmeMHama
Macmouumosa 8 boAzapus.
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