


CnucaHue ,Pegku 6orecmu u aekapcmBa cupauu” 11
6pod 3, 2oguHa VI, ISSN 1314-3581 http://journal.raredis.org

MunomHu gaHHu om
bva2apckusa pe2ucmop Ha
nauueHmume ¢ mykoBucuugo3a

[epzaHa [lempoBa'?, Hagexga AHeBa’, Mapus KarueBa', AHmon AnekcueB’,
PymsHa MuxoBa’, CBemaara AmanacoBa’, L{Bemu MunueBa’,
Amanacka leopeueBa’, CBemnaHa AmaracoBa’, TaHs CmpameBa’, Anekcel CaBoB'*

' Acouuauus mykoBucuugosa, bbazapus
2 KauHuka no neguampus, YMBAA ,AnekcaHgpoBcka“,Codus; Kamegpa no
neguampus, Meguuuncku yHuBepcumem — Codus
* Nabopamopus no kauHuuHa 2eHemuka, CBANAT ,Maiuun gom*, Codus;
Kamegpa no akywepcmBo u 2uHekoaozusa, MeguuuHcku yHuBepcumem — Codus;
# Kamegpa no MeguuuHcka mMukpo6uoaoaus,
Meguuuncku yHuBepcumem — Codua

Peslome

OmgeneHo kamo camoCmOAMEAHAa HO30A02UYHA eguHUUA npe3
1938 2oguHa kucmuyHama ¢uébposa Ha navkpeaca uau mykoBucuugo-
3a (MB) ce npuema 3a egHO Om Hat-cmapume u3BecmHuU 2eHemuyHu
3abonaBaHus, kamo ce npegnoAaza, ye nbpBama Mymauus Bogewa go
MB e Bb3HukHara npegu noBeye om 52 000 2oguHu. B cpegHoBekoB-
HuA ceBepHo-eBponeticku poakaop onucBam MB coc caegHama ¢pasa:
,I0pko, HO moBa geme, koemo ueAyHamo N0 YeAOMO € COAEHO, Mo €
00peyeHo u ckopo we ympe”, ompasaBaiku Gamaaumema ConpoBoxk-
gaw, 3aboaaBaHemo — go 1965 cpegHa npogbakumeAaHocm Ha XkuBoma
npu 3acesHamume e 2 20guHu. BoBegeHume cbBpemeHHU mepanuu 3a
azpecuBeH nogxog koM pecnupamopHama cumnmomamuka goBegoxa go
3Ha4umeAHo noBuwaBaHe Ha cpegHama npogbaAkumMeAHocm Ha »kuBom
npu me3u nauueHmu. NMogobHo Ha cBemoBHama MeHgeHUUA U y Hac npes
nocaegHume 20 20guHU geAbm Ha Bob3pacmHu NauueHmu pacme 3Hayu-
meAHo. Kbm gHewHa gama Hag 35% om peaucmpupasume nauueHmu B8
bbacapua ca Hag 18-2oguwHa Bo3pacm.

3a ga ce peaausupa »eaaHUemo Hu 3a HenpekbCHamMu N0goopeHus
8 o62pwkBaHemo Ha xopama ¢ MykoBucuugosa, om uskalouumeaHo Ba-
)KHO 3HaueHue e gematAHama uHpopMauua 3a KAUHUYHOMO CbCMOAHUE
u npoBeXkgaHomo AeueHue npu makcumaneH bpod 60AHU, m.e. Cb3gaBaHe
Ha peaucmop.

Cv3gaBaHemo Ha peaucmbp Ha GbA2apckume nauueHmu 6e 3a-
AOXeHa kamo egHa om npuopumemHume ueAau Ha Acouuauus Myko-
Bucuugosa npe3 2016 2oguHa. 1o momeHma om 6au30 200 nauueHmu
noayyaBawu ckonocmpyBawu AekapcmBa om H30K 8 bvazapusa 3a my-
koBucuugosa ca cvbpaHu u 06pabomeHu gaHHume Ha noBeue om 140 om
msXx. [oAyyeHume pesyamamu ca cbnocmaBeHu ¢ nydAaukyBaHume gaHHu
3a EBpona om peaucmpume Ha EBponedckume cmpanu 3a 2013 20guHa.

Hawama gba2ocpoyHa ueA e nogkpena Ha 3gpaBemo Ha Bcuyku
nauueHmu Ha Had-Bucoko HuBo, 3a ga mozam ga ce Bb3noasBam om
no-epekmuBHa npuueaHa mepanus, koamo we 6bge Ha pas3noroXkeHue 3a
maAx 8 bbgeuwle.

KalouoBu gymu: pezucmbp, mykoBucuugosa, npegBapumeAHu gaHHu

Pilot data
from bulgarian cystic
fibrosis registry

Guergana Petrova'?, Nadejda Yaneva®, Maria Kalcheva', Anton Alexiev',
Rumiana Mihova', Svetlana Atanasova', Tzveti Mincheva’,
Atanaska Georgieva', Svetlana Atanasova’, Tanya Strateva’, Alexey Savov'*

' Bulgarian Cystic fibrosis association
2 Pediatric cilinic, UMHAT "Alexandrovska", Sofia; Pediatric department, Medical
University of Sofia
% Laboratory for clinical genetics, University Hospital of Obstetrics and Gynecology
"Maichin Dom", Sofia; Department of obstetrics and gynecology,
Medical University of Sofia
* Department of medical microbiology, Medical University of Sofia

Abstract

Cystic fibrosis (CF), although described as a single disease entity
in 1938 is thought to be one of the oldest genetic diseases, since the first
CF-causing mutation has appeared almost 52,000 years ago. In the North-
European Folklore form Middle there is a saying for CF - “Woe to that child
which when kissed on the forehead tastes salty. He is bewitched and soon
must die”, which reflects the fatal outcome of the disease - until 1965
median life expectancy for CF was 2 years. Introducing newer aggressive
therapy approach to respiratory symptoms led to significant increase in life
expectancy for CF patients. Similarly to worldwide trend for the past 20
years the percentage of CF adult patients in Bulgaria increases. As of today
over 35% of Bulgarian CF patients are adults.

In order to achieve our aim for constant improvement of care for CF
patients, extremely important is detailed information for the clinical status
and current treatment of as many as possible CF patients, ie. registry
creating.

Creating a Bulgarian CF registry was set as one of the priority goals
for the Bulgarian Cystic Fibrosis Association in 2016. Up to now from
nearly 200 patients receiving expensive NHI reimbursed medications for
CF in Bulgaria the data of 140 is collected and evaluated. Our results are
compared to the European CF registry data, reflecting the status in CF
patients in European countries for 2013.

Our long-term commitment is set into supporting the health of all CF
patients in Bulgaria in order in future they to benefit from the highly effective
target therapy.
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BvBegeHue

lpes nocAegHOMO gecemuAemue Ha MuHaaud Bek,
2pyna eHmycuasupaHu MeguuuHcku cneuuaaucmu ekcnepmu
8 cBoama obracm (kamo [-p AHHu KydapgkueBa u npog.
NBo KpemeHcku) cov3gaBam nopBoobpasbm Ha gHewHama
LACOUMALIA MYKOBIMCLIMA03A* (AM).

Mpe3 2004 2. AM e peaucmpupaHa CbeAacHo 3akoHa 3a
fopuguueckume Auua ¢ HecmonaHcka uea, 8 Coguiicku 2pagcku
Cb@ U cbwama e BnucaHa 8 peaucmbpa Ha MuHucmepcmBomo
Ha npaBocbguemo kamo cgpykeHue B obwecmBeHa noasa. AM
Cb2AaCHO 3akOHa U 20pHUME peaucmpauuu & HenapmulHo,
gobpoBoAHO, He3aBucumo cgpykeHue ¢ HecmonaHcka uea, Ha
Xopa cmpagawu om mykoBucuugosa u mexHume cemelicmeBa,
0Ausku u comuwiAeHuuu [1].

MykoBucuugo3a

KucmuyHama ¢ubposa Ha naHkpeaca uau mykoBucuugosa
(MB) e omgeneHa kamo camocmosimeAHa HO30A02UYHA eguHUU
npegu noBeye om 70 2oguHu — npe3 1938 2oguHa[2]. Ta e
komnaekcHO aBmo3omHO-peuecuBHO  3a6oaABaHe, goAkawo
Ce Ha Mymauua 8 2eHa 3a pecyanamopa Ha MmpaHCMeMObpaHuA
mpaHcnopm npu mykoBucuugosa (CFTR — cystic fibrosis
transmembrane conductance regulator), yusmo ocHoBHa ¢pyHkuus
€ ga pezyaupa 0bema Ha MeEYHOCMUME NO enumeAHama
noBbpxHocm, upe3 cekpeuusa Ha XAopugu U nomuckaHe Ha
abcopbuuama Ha Hampud [3]. Mopagu abHOPMHUA MpaHcnopm
Ha enekmpoaumu u Boga B anukaaHus kpai Ha kaemkume Hai-
yecmoma u3ABa Ha MB e kamo XOpHuuHO 06cmpykmuBHO
berogpobHo 3ab0AdBaHe, uHcyuuueHmHa ek3okpuHHa (yHkuus
Ha navkpeaca, obcmpykmuBHa asoocnepmuA U Bucoka
koHueHmpauus Ha xaop 6 nomma (guazpama 1).
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JNluazpama 1. MMamozeHe3a u ocHOBHO 3acezHamu Op2aHu npu
mykoBucuugo3sa (MB)

Lo momeHma ca usBecmHu Hag 1900 mymauuu 8 CFTR
26Ha, He Bcuuku obauye BogAam go kauHuuHa us3aBa Ha MB.
Yacm om mymauuume ce cyumam 3a MymaHmeH BapuaHm Ha
HOpMama U He ca cBbp3aHu ¢ kauHuyHa u3sABa, gpyea vacm

ca Mymauuu ¢ BapuabuaHa kauHuyHa 3Hayumocm — Bogam go
3ab0AABaHe npu onpegeAeHu ycaoBus [4].

3a boazapua npoyuyBaHua Ha Aabopamopusa no KAuHuyHa
2eHemuka (HauuoHaaHama leHemuyHa Aabopamopus) nokasBam,
ye 1/33 yoBeka e Hocumen, koemo npegnoAaza, Ye okoro 1 Ha
3600 voBeka e 3acezHam om MB u npu 65 950 pakgaHus 3a
2015 2oguHa, ce ovakBa om max 18 geua ga ca 6oAHu[5]. Mo
2pybu cmemku 3a HacereHuemo Ha bvA2apus ce ovakBa 20-
guwHo ga uma okoao 1000-1300 nauueHma, Ho B geticmBumen-
HOCM no oQuuuaAHu gaHHu 3a 2015 2oguHa, obwus bpol Ha
nauueHmume 8 boAz2apus e 187[6].

BbBegeHume cbBpemeHHU mepanuu  3a  azpecuBeH
nogxog kom pecnupamopHama cumMnmomamuka goBegoxa go
3HayumeAHo noBuwaBaHe Ha cpegHama npogbAKUMEAHOCM
Ha >kuBom npu me3u nauueHmu[7]. Mogo6Ho Ha cBemoBHama
MEeHgEeHUUA U y Hac npe3 nocAegHume 20 20guHU geAbm Ha
Bo3paCmHU nauueHmu pacme 3HayumeaHo. 1o gaHHU om
H30K om aHyapu 2016 2. om 210 nauueHmu ¢ MB Hag 35%
ca Hag 18-2oguwHa Bb3pacm. KoM MOMEHMA He Ca HAaAUYHU
0CbBpeMeHeHU, 0600WeHU U OQUUUAAHU  enugeMUOAO2UYHU
gaHHu 32 MB B8 Bbazapus. Auncama Ha enugemMuoAO2UYHU gaHHU
e CepuoseH npobaeM 3a pegkume boaecmu kamo uaro. Tesu
mpygHocmu ca xapakmepHu 3a Bcuuku cmpaHu yaenku Ha EC[8].

3a ga ce peaAusupa >keAaHUEmO HU 3a HenpekbCHamu
nogobpeHus B obzpwkBaHemo Ha xopama ¢ MykoBucuugosa, om
uskalouumeaHo BakHo 3HaueHue e gemaliAHama uHpopmauus
32 KAUHUYHOMO CcbCcmoAHUE U npoBekgaHoMO AeveHue npu
makcumaneH 6pod  G0AHU,M.e. Cb3gaBaHe Ha peaucmop,
koemo 6e 3an0keHO kamo egHa om NpuOpuMEMHUME UeAU Ha
AM 3a 2016 2oguHa. Mpe3 ¢eBpyapu cbBmecmHo ¢ YMBAA
LAnekcaHgpoBeka” ce 3anoyHa peaausupaHemo Ha masu UeA.

Mamepuaa u memogu

lpeanega ce 6azama gaHHU B HauuoHaAHama 2eHemuyHa
Aabopamopus 3a 2eHemuyHo u3caegBaHu nauueHmu ¢ MB, kakmo
U CmMapu cnucbuu om 0bwiume cvbpanua Ha AM. MauueHmume ce
npocaegaBam ocHoBHO B YHuBepcumemckume kauHuku 8 Codus,
BapHa, [laeBeH u [laoBguB. KomnlombpHa kopecnoHgeHuus
mexgy AekyBawume Aekapu cow0 6e UHuuuupaHa, Ho 6e3 ga
ce noayyu ovyakBaH pesyamam. CobupaHemo Ha uHdopmauus
6e nocpegcmBom e-MeliA, CouuarHu MpeXu, MeAePOHHU U AUYHU
pa32080pu ¢ nauueHmu u 6Ausku Ha nauueHmume. BkalouBanemo
B peaucmbpa € CaMO Npu CbaAaCUe Ha NAuueHMUME/uAu
mexeH npegcmaBumea (3a nauueHmume geua). [aHHume ca
AHOHUMU3UpaHU C UeA 3ana3BaHe Ha KkoHpugeHuuaaHocmma
U NepcoHaAHUMEe gemadAu Ha nauueHmume. [ONbAHUMEAHO
uHdopmauusma e u nogageHa B EBponelickama mpeka 3a
Cb3gaBaHe Ha enekmopeHeH peaucmbp Ha nauueHmume ¢ MB 8
EBpona.( ECFSPR) 3a gpaduyHa u cmamucmuyecka obpabomka
ca u3noa3BaHu SPSS 19 u Excel 2013.
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Pesyamamu

Cv2AaCHO HaAUYHU cmapu cnucbuu — okoao 210 nauueHma
ce AekyBam coc ckonocmpyBawu AekapcmBa 3a MB BvB
BapHa (22%), MaoBguB (16%), MaeBen (9%) u Codua (53%).
3a nocaegHume 9 meceua (gekemBpu 2015-aBaycm 2016)
uma 6 HoBo-guagHocmuuupaHu nauueHma ¢ MB 8 6oAHUUUME
8 2p. Codusa (CBANBB ,CB8.Codus”; YMBAA ,ArekcaHgpoBeka”;
YMBAACM TMupo208). NHdpopmauua 3a HOBo-guagHoCMuUUpaHu
nauueHmu 8 gpyaume 3 2paga He 6e noAyyeHa.

CvbpaHa uHpopmauus (kom 01.09.2016 2) — 3a 139
nauueHma »uBeewu B8 bvaz2apud; 8 nauueHmMa 6oA2apu, koumo
kuBeam u ce AekyBam B uyk6uHa (Mcnanus, fepmanus, imaaus,
BeaukobpumaHus); 3 nauueHma 6oa2apu, 3a koumo uma omkas
ga bogam BkaloueHu B peaucmopa, u me He ca BkaloueHu B
obpabomkama Ha gaHHu. PasnpegeaeHu cnopeg MY, 8 kodmo ce
obcaykBam ca kakmo caegBa 97 8 Codus, 22 BbB BapHa, 12 8
MAoBguB u 8 B MaeBeH.

[pegnoaaza ce Haauyue Ha owe okoao 60 >kuBu nauueHma
¢ MB, 3a koumo HAMa gaHHU B peaucmbpa, Nopagu Aunca Ha
UHdopmauus 3a meaedoH UAu agpec 3a koHmakm. lMpougHmHo
nokpumue Ha peaucmpupaHu NauueHmu CNpAMO NpegnoAazaH
bpol no ueHmpoBeme (guazpama 2).
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Juazpama 2. MpouenmHo nokpumue Ha pezucmpupaHu nayueHmu
cnpamo npegnonazaH 6poi no MY (B cuBo ca npoueHmume
HepezucmpupaHu nayueHmu cnpAmMo npegnoaazaemama bpoiika
nauueHmu Ha gageHusa MY).

PasnpegeneHue no noa u Bv3pacm

[pu pasnpegereHuemo no noA 63 nauueHma ca om XKeH-
cku, a ocmaHaaume 76 om Mbkku noA. PasnpegeaeHuemo
MokeKeHU e N0gobHO Ha cpegHomo npu gpyaume EBponedicku
gopkaBu, kamo Hal-6Au3o cme go XonaHgus, Mopuus, Mpaak-
gua u YHeapusa no mosu nokasamea. B PymovHua npeBaaupam
3HAYUMEAHO nauueHmume om mMoXku noa [9].

CpegHama Bv3pacm Ha nauueHmume ¢ MB 8 bBbazapus
e 17,69 2. = 11,09 2. (0,24 go 61,29), koemo e ¢ 2 20QuHU

no-maako om gaHHume 3a 2013 2. Ha ECFSPR — 20,1 2.Tasu
pasAuka e npeguMHO 32 nauueHmume om MbXkku noA, kegemo
usocmaBaHemo e no-20Aamo — 3a boA2apua e 16,39 2. cpewly
19,6 2., uuppume npu >keHume ca 19,3 2.cpewy 20,5 2.
(quazpama 3).

Mean= 193102
Mean = 16,3925 Std. Dev.= 12 08450
Std. Dev.= 1012011 N=g2 !
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Luazpama 3. Paznpegenesue no noa u Bv3apacm. Cutume kononku
ca Mmwkeme, yepBeHume — XkeHume. OpankeBama AuHuA pasgens
nauueHmume Ha nog u Hag 18 2oguHu.

Om aHaAusupanume 139 nauueHma 73 ca geua (43 mom-
yema u 30 momuyema), a 66 ca Hag 18-2oguHu (33 mMbxke u 33
XeHu), m.e. 52,62% ca nog 18 2oguHu. 3a 2013 ECFSPR ga-
HHUMe coyam 49,1% 3a geua u 50,9% Bv3pacmHu, 3a 2014a.
3a CALL peazucmpupam 50,7% Bv3pacmuu u 49,3% geua [10].

BpemeHHOCMU U MpaHchAaHmauuu

Om nauueHmkume Hag 18 2oguHu (33 eHu) - 6 (18%) ca
poguAu geua 8 npegxogHume 1-5 2oguHu. Koemo e 0mHOCUMeAHo
no-Bucok npoueHm om gasHume 3a CALL 2014, kbgemo okono
12 % om nauueHmkume Hag 18 2oguwHa Bb3pacm ca poguAu
npe3 NOCAegHUME 5 20guHU. Bvb3MOXHO 00ACHEHUE HAa MO3u
(hakm e mankama 6podka nauueHmu 8 Bbazapus — 139 cnpamo
peaucmpupaHu Hag 28 000 8 CALL,

Touma nauueHmu om Mbkku NOA ca C nogageHu
gokymeHmMu 3a berogpobHa mpaHcnAaHmauus, egHa XkeHa e ¢
nogageHu gokymeHmu 3a Copug-6AA gpob mpaHcnaaHmauus,
egHa XkeHa e ¢ nokasameAu 3a mpaHCcNAaGHMAaUUA, HO He & nogana
gokymeHmu. Mo omHoweHue Ha mesu nokasameAau CMe MH020
no-Hasag om CALL u pa3Bumume EBponelcku cmpaHu, nopagu
Aaunca Ha Bo3mokHocm 3a u3BopwBaHe Ha onepauusama 6
Boazapus. B CALL Hanp. 1 om Bceku 6 nauuenma Hag 40 20guHu
€ C mpaHcnAaHmupaH 6sA gpob. BuB (paHuusa okoro 9% om
nauueHmume ca C mpaHcnAaHmupad 6aA gpob, a 3a beazus
mMo3u npoueHm e gopu no-Bucok — 11%.

Om nauuesmume nog 18-2oguwHa Bv3pacm eguH npes
(heBpyapu 2016 2. e ¢ usBoplieHa mpaHCNAZHMaUUA Ha YepeH
gpo6 u naHkpeac 8 MmaauA. HAmMa gaHHU 3a gpy2u nauueHmu
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¢ MB B8 bbA2apua ¢ mpaHcnAaHmMupaH YepeH gpob. 3a EBpona
Hal-Bucok gaA Ha nauueHmu C MPaHCNAGHMUpPaH YepeH gpob
cnpAamMo peaucmpupaHume e ABecmpusa — Hag 1,5%.

Bv3pacm Ha guazHocmuuupaxe

MeguaHHa Bv3pacm Ha guazHocmuuupaHe 3a ECFSPR e
3,6 Meceua, koemo € 3HaYUMEAHO NO-HUCKO Om gaHHUMe 3a
boa2apua 11 meceua. B EBpona Hag 85% om nauueHmume ca
guazHoCMuuupaHu npegu HaBbpwBaHe Ha 1 20guHa, gokamo
npu Hac makuBa ca camo 48,92%.

Mopagu 3HA4YUMEAHOMO pa3HoOOpasue Ha KAUHUYHama
usaBa u amunuyHume popmu, B8 cpaBHeHue ¢ NPegxogHU 20guHU
HapacmBa Bv3pacmma Ha guagHocmuuupaHe, koemo noBuwata
cpegHama Bb3pacm Ha guaeHo3a 3a ECFSPRe 4,08 nogobHo Ha
boaeapckama - 3,79+ 51,52 (0,0-49,6), kamo momuemama
Ce QuazHoCMupam 3HAYUMEAHO NO-paHo oOm MoMuYemama
(p=0.035).

Pa3snpegeneHue no 2eHemMuyHU Mymauuu

Om 139 nauueHma, camo 1 He e u3cAegBaH 2eHemuyHO
(0,7% om Bcuuku, koemo & 3Ha4UMEAHO NO-HUCKO OM CpegHu-
me gaHHu 3a ECFSPR -1,8% Heu3scaegBanu). 3a omoers3BaHe
g, ue B Topuua, MpaHuus u Jaqus 100% om nauueHmume ca
uscaegBaHu. G gBe gokasaHu mymauuu ca 120 nauueHma uAu
88,28% 32 boazapus cnpamo 85,88% cpegHo 3a EBpona (100%
3a [laHus). Camo ¢ 1 mymauus ca 16 — 11,72% cnpamo 14,12%

3a boazapus Haid-yecm 2eHomun e kombuHauus delF508/
gpyea mymauus — 46% (40% 3a EBpona), caegBaHo om xomo-
3uzomu no delF508 — 35% (42% 3a EBpona) u gBe He-delF508
mMymauuu — 19% (18% 3a EBpona)

PasnpegeneHue no aneau nokasBa, ye Hal-yecmus aneA e
delF508 (58,27 % cnpamo 62,03% 3a ECFSPR, u 59,7% 3a CALL),
caegBan om N1303K (5,39% cpewly 2,10% ECFSR, 2% CALL, Ho
nogooHo Ha Vimaaua — 5,64%; mymauuama e xapakmepHa 3a
tOxkna EBpona u bauskus M3smok), G542X (3,23 cpewy 2,74%
ECFSPR,a Hai-Bucok e % 8 lMopuusa; mymauuama e xapakmep-
Ha 3a lOXkHa EBpona u CpegusemHomopuemo), Q220X (2,98% y
Hac, HAMa A 8 mon 15 Ha EBpona u Ha CALLL, no masu npuvuHa
ce cpaBHaBa cnopeg gaHHUmMe Ha cftr.org, kegemo mymauusma
e onucaHa 8 okoro 90 nauuedma B cBemoBeH mawab) [11],
2184insA (2,15% no cftr.org npu okoro 320 nauueHma u Maako
nog 1% om nauuesmume B CALL), W1282X (1,79 cnpamo 1,14%
ECFSPR u okoao 2% 3a CALL, Hal-Bucok e % B8 V3paea; xa-
pakmepHa Mymauus 3a AwkeHasu u 3a bauskua Msmok) [12],
3849+10kb C->T (1,79% cnpamo 0,79% 3a EBpona u nog 1%
3a CALl; xapakmepHa 3a AwkeHasu, HOkHa EBpona, bauskus
3mok, Wpan u NHgua) [9-10,12], R347P (1,79% no cftr.org npu
okono 512 nauueHma B8 HxkHa EBpona u AamuHcka Amepuka,
nog 1% om nauueHmume 6 CALL), del eczons 18-20 (1,79%
HAMA A gopu u B cftr.org), 2789+5G->A (1,79% no cftr.org npu
okono 940 nauuesma ¢ EBponedicku npou3sxog, u maako nog 1%
om nauuesmume 8 CALL), 621+1G->T (1,07% cnpamo. 0,58%

ECFSPR,Hai-8Bucok gaa 8 Mpuusa u okoao 1% 3a nauueHmume 68
CALL; xapakmepHa e 3a K»Ha EBpona), 2183AA (1,07% cnpamvo
0,58% ECFSPR, Had-Bucok gaa 8 Vimaaus; xapakmepHa Myma-
uua 3a tOxkHa EBpona, bauskua M3mok, AamuHcka Amepuka u
WpaH), 1677 delTA (1,07% no cftr.org npu okoAo 75 nauueHma
om KHa EBpona u bauskua 3mok).

KauHuuHa usnBa

MekoHuym uAeyc e peaucmpupaH npu 4 om Hawume na-
uueHmu 2,78%, koemo e MH020 Manbk npoueHm B cpaBHeHue
¢ gaHHume om ECFSPR — 15%.

Mo omHoweHue Ha nokazameAaume 3a 0eAOgpOOHa
¢yHkuua cmodHocmume 3a bbA2apusa ca no-Hucku om mesu
3a EBpona. FEV, (6 - 17,9 20g.) 79,27%+23,35%, N0goBHO Ha
gaHHume om YHzapus u CAoBeHus, 3a EBpona cpegHo e 92%.
(FVC (6-17,9 20g.) 84,15%+20,03%). 3a FEV, (Hag 18 20g.)
55,84%+25,62%, nOGOBHO HA gaHHUMe om Beaukobpumarus
(55%), MongoBa (59%), Copbua (54%), Mopmyaaausa (59%), u
no-gobpu camo om AamBus (40%), 3a EBpona cpegHo e 65%.
(FVC (Hag 18 209.) 64,92%=+24,15%) (guazp. 4a). ConocmaB-
kama Ha me3u gaHHU 0bGaye e mpygHa, nopagu pasAUYHUME
U3noA3BaHu anapamu U He-CmadgapmusupaHo npoBegeHu
HAkou u3scaegBaHua no ATS/ERS guidelines — Hanp. u3nbAHeH
CamMo eguH MaHob0Bop 6e3 noBmopeHue; He 3anywBaHe Ha Hoca
NpU U3NbAHEHUEMO; HenpaBuAHa MexHUka Ha U3NMbAHEHUE.

[TokasameAume 32 XpaHUMEAeH cmamyc — Me2A0 U
bogu-mac ungekc (BMI) ca egHu om Hal-Huckume 8 EBpona,
CbusmepumMu camo ¢ me3u Ha Ykpauwa (-1,2), Pycua(-1,3) u
NamBua (-1,2) (guaep.4 6). Tok cbwo usHukBa npobaem 3a
npaBuaHama cmamucmuka mbi kamo ca u3noA3BaHu pasAuyHU,

1
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Nuazpama 4. a) bokc-nnom Ha cmoiikocmume Ha Qopcupan
ekcnupamopen o6em 3a 1 cekyHga (FEV1) 8 npoueHmu om
npegBugeHume cmoiHocmu npu Momyema /MuXke (CuHbo) u
Momuyema/keHu (uepBeHo). TomHo yepBenama AuHuA mapkupa 40%
— cmoiiHocm noka3Baw,a mHo20 meXko 3acA2aHe Ha beaogpodHama
¢yHkuua. 18eme oparkeBu yepmu mapkupam cmoiHocmu 80%
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(20pHama) u 60% (goaHama). Mpu cmoiHocmu Hag 80% FEV1
¢dyHkuuama Ha 6eaume gpo6oBe ce npuema 3a HOpMaAHa.

6) bokc nnom Ha cpegHomo omkaoneHue Ha BMI npu momuyema /
muke (CuHbo) u momuyema/keHu (uepBeno). TomHo yepBenama
AuHuA mapkupa omkaoHeHue om - 2 — cmodHocm noka3Bawa MH020
Aow HympumuBen cmamyc. CBemao-po3oBama yepma mapkupa
»3hamHama cpega“ 3a HympumuBHua cmamyc npu 3gpa6 op2aHu3bm.

XpoHuuHu u gpyau undekuuu

XpoHuyHa  uHpekuua ¢ Pseudomonas  aeruginosa
ce ycmanoBaBa npu 91 nauueHma (65,40%) - 66,6% 3a
Bo3pacmHume u 64,38% 3a geuama 3a geuama moBa e eguH
om Had-Bucokume npoueHmu, cousmepum ¢ MoagoBa (64,58%)
u lopuus (60%). Mpu Bvb3pacmHume ¢ no-Bucoku gaHHU ca
NamBusa (77%), Ykpauna (90%), Copbusa (77%), Mopuus (73%),
a gpyaume cmpaHu gokaagBam no-Hucku cmolHocmu , kamo
Hatl-Bucoku om max ca MakegoHus u LLBeuus ¢ 59%°. XpoHuyHa
UHpekuua cobc Staphylococcus aureus ce ycmanoBaBa npu 36
nauueHma (25%) —18,18% 3a Bv3pacmuume u 32,87% 3a geua-
ma a geuama moBa e eguH om Huckume npoueHmu 3a EBpona,
cousmepum cove GroBakus (32%), Ho gaaeye no-Bucok om Beau-
kobpumaHusa (8%). Mpu Bb3pacmHume Hali-6Au3ku ca gaHHUme
Ha Mopuus (23%) u Beaukobpumarus (23%)°. XpoHuuHa uHdekuus
¢ Burkholderia cepacia complex ce ycmaHoB48a npu 3 nauueHma
(2,5%) — 3,03% 3a Bv3pacmHume u 1,3% 3a geuama — egHu om
Huckume cmotHocmu B EBpona 3a Bv3pacmHu, a 3a geua no
NPUHUUN CA EJUHUYHU CAyyYau onucadu B nonyAauuume.

B cBemoBeH mawab npu nauueHmume ¢ MB npe3 noc-
AEgHUME 20gUHU HapacmBa gexbm Ha Hemy6epkyro3HUME Muko-
bakmepuu. 3a cokanreHue ugeHmudukauuama Ha me3u 6akmepuu
B bvAcapua e uskAloyumeAHo 3ampygHeHa U KoM MOMeHMa,
Uma ockbgHU gaHHU 3a nauueHmu C¢ me3u Mukpoop2aHu3mu
[13]. Mokasamenen e Gakma obave, Ye eguH om Gbaapckume
nauueHmu, »uBeewu B uykbuHa e ¢ u3oaupaH makoB mukpo-
0p2aHu3oM ouwle npu nbpBo noceweHue B ueHmMbpa, kolimo
nocewaBa noHacmoaAliem, m.e. BepoAmHo mod e 6uA uHpekmu-
paH u B BvAz2apus, kogemo masu uHdekuua He e ycmaHoBeHa.
ToBa e u 0CHOBHUA npobAeM npu MukpobuoAo2UYHAMA UQGEH-
mucgukauua Ha nauueHmume ¢ MB — pAagko ce usoaupam gpyau
Mukpoop2aHu3mu. 3a nauueHmume om MaAkume HaceAeHu
mecma, koumo u3noa3Bam maaku Aabopamopuu, noHskoza ce
noAyyaBa pesyamam Pseudomonas spp.

Ynompeo6a Ha nekapcmBeHu cpegcmBa

EHsumHa cybecmumyuua npoBexkgam 134  nauueHma
(96,4% om Bcuuku) — cousmepumo ¢ [laHus, MakegoHus, Ykpa-
uHa, PymoHus; cpegHo 3a EBpona e 79%. MyAMo3um UHXaaupam
110 nauuesma (79,3% om Bcuuku u 94,82% om nauueHmume
HaBbpwuAu 5 20guHu), cpaBHumeaHo Bucok npoueHm, B8 EBpona
camo 3 cmpaHu gokaagBam no-Bucoku cmotHocmu — [JaHus,
Pycua u AumBa. XunepmoHuyeH pasmBop 3a UHXaAuus npuAazam
6Au30 58,99% nogobHo Ha lcnaHua, LBeduapua u U3paen.

HxanamopeH aHmubuomuk e npegnucaH Ha 57,55% om Bcuuku
nauueHmu u 70,79% om nauueHmume HaBbpwuAu 6 20gQuHU —
moBa e eguH om Haid-Bucokume npoueHmu B EBpona (no-Hucbk
camo om l13paea, AamBus u Mopuus). 3a ombeaasBaHe e Haauvue
camo Ha 1 npaxoBa popma go anpua 2016 2., koemo 3ampygHaBa
NPUAA2aHEMO HAa UHXaAaMOPHUA aHmuéuomuk, 0C06eHO npu
Hal-MaAkume U npu 20AeMume nauueHmu ¢ Hucku nokasameau
om @yHKuuoHaAHOMO u3cAegBaHe Ha guwaHemo. PasauyHu ca u
CXEMUME Ha NpuAaz2aHe Ha UHXarnamopeH aHmubuomuk, kakmo
U UHXaAamOpHU aHMubuomuuu Npu nauueHmu nog 6 20guHu 68
HAkou cmpaHu[14]. Yp3odark npuemam 25 nauueHma (17,98%)
NOgObHO Ha gaHHUMe Ha l13paen.

YenokHenua npu nauuesmume ¢ MB 8 bva2apus

Hduabem e ycmaHoBeH npu 10 nauueHma (13,6% om
Bo3pacmuume u 1,3% om geuama), koemo € cpaBHUMEAHO
Hucko, Hanp. 8 [aHus gokaagBam 3a 41% guabem npu nauu-
eHmume Hag 18 20guHu. 3a kpwBoxpak noHe eguH enu3og npes
20guHama cvobwaBam 26 nauueHma (18,7%), koemo e Had-
Bucok npougHm 3a EBpona, gobawkaBaw, ce camo go MoagoBa
(14%). 3a nHeBmomopakc om npegxogHama 20guHa cnogeaam
2 nauueHma (1,43% om Bcuuku uau 3% om Bo3pacmHume) —
CbU3MepuMo ¢ gaHHume om EBpona.

Mpobaemu npu cv3gaBaHemo Ha peaucmopa

lMpu cv3gaBaHemo Ha peaucmbvpa Ce ouepmaxa HAKOA-
ko cowecmBeHu npobaema. Hakoako nauueHma omkasaxa ga
bbgam BkaloueHu nopagu cmpax om cmuamMamu3auus u 3ak-
AelimABaHe kamo XpOHUYHO BOAHU. TTokazameaHo e, Y& UMEHHO
mes3u nauueHmu omkasBam koHmakm ¢ gpyau nauueHmu UuAu
¢ AM. HamvkHaxme ce u Ha Aunca Ha pasbupaHe 3a Hy)kgama
0m u320mBsHe Ha pezucmbpa — 0COGEHO NPU NAUUEHMUME Om
emHuyecku maauuHcmBa uAu 0m MHO20 MaAKu HaceAeHU Mecma,
kbgemo Cbwo Ce ,kpue, CbCegume ga He Hayyam, Yye gememo
e 6oAHO". HepAagko bewe npegocmaBaqa HeHy)kHa UHpopmauus
(kamo akm 3a pakgaHe uAu AuyHa kapma), a cobueBpemeHHO
auncBa BakHa uHpopmauua — Hanpumep akmyaAHu poem
U MeaAo, UAU gaHHU om cnupomempuama. lokasameaHa e u
AUNCama Ha Cb3gageHu HaBuuu 3a CbXpaHeHue Ha MeguuuHcka
gokymeHmauus — 3a2ybeHu enukpusu u uscaegBaHus.

Hal-HeovakBaH u HebrazonpuameH dakm ce okasa Aun-
cama Ha gobpa koaabopauua mexkgy AekyBawume aekapu u
cmpax om ,omkpagBaHe” Ha nauueHmu. lopagu masu npuyu-
Ha, noBeye om noaoBuHama nauueHmu o6epukBaHu B gpyau-
me MeguuuHcku yHuBepcumemu He ca BkAloueHu B8 HacmosAwuA
peaucmbp.

N3Bogu

Cv3gaBaHemo Ha pe2ucmbp Ce npuemva pagywHo om
nauueHmume ¢ MB ¢ npo2HosupaHo okoao 64% nokpumue om
Bcuuku nauueHmu 8 Bbazapus.
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Omkasom 3a BkalouBaHe B8 peaucmopa € nPeguMHO
cBbp3aH CbC COUUAAHU U NCUXOAOZUYHU NPUYUHU — 2% om
nauueHmume ¢ koumo ce cBbp3axme omkasaxa ga ce Bkalouam.

3a pasauka om nybaukauuu om 2010-ma 20guHa,
cpegHama Bob3pacm Ha nauueHmume B bbazapua e Hag 17
20QUHU, CbC 3Ha4uUmMeAHo noBuliaBaHe Ha npoueHmMa Bb3pacmHu
—Hag 47% [15].

Mo OMHOWEHUE HAa XpaHUMEeAHUA cmamyc Gba2apckume
nauueHmu 3HayumeAHo usocmaBam B cpaBHeHue ¢ eBpo-
nedckume nauueHmu, koemo kopeaupa ¢ no-Huckume cmoi-
HoCcmu Ha nokazameAume om @yHkuuoHaaHOMO uscAegBaHe Ha
guwasemo u cpegHama Bb3pacm Ha nauueHmume.

A\uncama Ha HeoHamanaeH ckpuHuH2 06AacHABa no-kbcHama
MeguaHHa Bb3pacm Ha guazgHOCMuuupaHe — Mpu Nomu no-
Bucoka om cmangapmHama 3a EGpona.

3kalouumeAHo Bucok npoueHm 2eHemuyHo u3cAegBaHu
nauueHmu, Hapexgaw, Hu BegHaza caeg nbpBeHuume Ha EBpona.

PasnpegereHuemo Ha  omkpumume  Mymauuu  Hu
no3uyuoHupa 6ausko go lMopuus, imaaua u 1A3paea, HO Cbllo
maka yemBbpmama Had-yecma Mymauus y Hac e uskalouumeaHo
pAgka B cBemoBeH mawab.

TpygHO YHUGUUUPAHE HA pe3yAmamume N0 OMHOWEHUE Ha
nokaszameAu om cnupoMempuAma u MukpobuoA2U4HU U30Aamu
32 uAnama cmpasa.

MHo20 Bucok npoueHm nauueHmu noAyyaBam cneuua-
AU3UpaHu AekapcmBa, koemo BepoAMHO € npuyuHa 3a gobAu-
kaBane Ha gaHHume 3a cpegHama Bb3pacm Ha nauueHmume
go masu B EBponedckume cmpaHu, He3aBucumo om Aowus
HympumuBeH cmamyc.

3aknloyeHue

C obwu ycuaua mMeymama 3a Cb3gaBaHe Ha gedcmBaul
pesucmbp € Ha Nbm ga Ce peaAusupa U N0 MO3U HAYuH ga ce
npudAwkuM ¢ owe egHa cmonka koM cBemoBHumMe cmaxgapmu
32 AeYeHUe Ha moBa 3ab0AABaHe.
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