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Metoto pobotu 6yno npoaHanisyBatu [faHi xBopux 3 Mykosicumposom (MB) i3 Vkpainu, BBemeHux y PeecTp nauieHTiB €Bponeiicbkoi acouiauii MB
3a 2017-2018 poku, Ta NOPIBHATM 3 NapaMmeTpamu 3a NonepesHi PoKu.

Marepianu Ta meTogu. 3a JONOMOroo KOMN'tOTEPHOI Nporpamu ecfstracker.eu npoaHaniaoBaHo KAiHi4YHi, NapakniHivHi Ta MONEKyNAPHO-reHETUYHI AaHi navjieH-
TiB 3 MB Ta npoBefieHO iX CTaTUCTUYHMIA aHani3.

PesynbTatu gocnigxenns. Cepes 210 nauieHTis i3 giarHozom MB BusiBneHo 49 aneneit i 63 pisHUX reHOTUNIB reHa TPAaHCMEMOPAHHOTO PerynsaTopHoOro 6inka
MB. BcTaHoBneHo, W0 57% XBOpux Oynu romo3nuroTami 3a MaxopHoto mytauieto F508del, 31% — reTteposurotamn. CniBBIAHOLEHHS YaCTKM XBOPWX
Ha MB gutsa4oro Ta gopocnoro Biky (ctapiue 18 pokis) cTaHoBuio 78% i 22%, i3 3pOCTaHHAM 4aCTKW JOPOCANX NALIEHTIB MOPIBHAHO 3 NOMEpPeAHIMU POKaMu.
BucHoBku. dopmyBaHHs 6a3u faHux nauienTie 3 MB y PIIEANMB BifKkpuBae MOXIUBOCTI A5 BCEOIYHOIO aHaNi3y 3aXBOPIOBAHHSA K HA PErioHanbHOMY (B MeXax
LIEHTPY), TaK i Ha KOHTUHEHTaNbHOMY PiBHSX. BMBYEHHSA JOCBIfY Ta MEHe[KMEHTY 3aXBOPIOBAHHS Ha OCHOBI A0CBIAY 35 KpaiH €sponu (noHag 40 000 navieHTis)
N03BOMINTb HE TifIbKM MOPIBHATW AaHi nauieHTiB YKpaiHu, a i 3an03nN4MTH KpaLlli CXeMW MOHITOPUHIY CTaHy 3[0POB'S NalLieHTiB Ta NiKyBaHHSA, WO A03BONUTL
OpraHi3yBarti i ONTUMi3yBaTh MeLu4Hy AONOMOTY XBOPUM.

ABTOpPM 3aBAAOTb NP0 BIACYTHICTb KOHMIKTY iHTEPECIB

Knio4oBi cnoBa: peecTp naujieHTiB €BponeicbKoi acouiauii MykoBicuuaoay, red, redotun, JHK, MonekynspHo-reHeTudHe JOCTiIKEHHS, MyKOBICLUMAO03, MyTaLlis,
TPEM.
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The aim of the study was to analyze the data of Ukrainian cystic fibrosis (CF) patients entered to the European Cystic Fibrosis Society Patient Registry
(ECFSPR) during 2017-2018 years, and compare with the parameters entered in previous years.

Materials and methods. Using the computer program ecfstracker.eu, the clinical, paraclinical and molecular genetic data of CF patients were analyzed and their
statistical analysis was performed.

Research results. Among 210 CF patients 49 alleles and 68 different genotypes of the CF transmembrane conductance regulator gene were identified. It was
found that 57% of CF patients were homozygous for the F508del major mutation, and 31% — heterozygous. The ratio of the proportion of CF patients between
children and adults (over 18 years) was 78% and 22%, with an increasing in the proportion of adult patients compared to previous years.

Conclusions. The entering data CF patients to the ECFSPR opens new opportunities for a comprehensive analysis of the disease at both on the regional
(the center) and on the continental levels. Studying the experience and management of the disease based on the experience of 35 European countries
(over 40,000 patients) will not only help to compare the data of Ukrainian patients, but also borrow the best monitoring and treatment schemes from European
countries, which help to organize and optimize medical care in Ukraine.
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Llenbto pa6oTbl 6b1710 NPOAHANN3NPOBATL JaHHbIE 60/bHbIX C MyKoBUCLMA030M (MB) 13 YkpauHbl, BBeAeHHbIX B PeecTp nauueHTos EBponenckor accoymnasmm
MB (PMEAMB) 3a 2017-2018 rofbl, 1 CpaBHUTbL C BBEEHHbIMI NapameTpamu 3a npeablayLLne rogbl.

Martepuanbl u mMetoAbl. C NOMOLLbBIO KOMMbIOTEPHOW Nporpammbl ecfstracker.eu npoaHanu3vpoBaHbl KNMHUYECKWE, NapakIMHUYECKUE U MOMEKyNsapHO-
reHeTNYecKMe AaHHble nauneHToB ¢ MB 1 0CyLLECTBNEHO NX CTATUCTUYECKNIA aHANK3.

Pesynbratbl uccnenosanmns. Cpeayn 210 nauneHTos ¢ guarHosom MB BbisisneHo 49 annenei n 68 pasnuyHbIX reHOTUMNOB reHa TPAHCMEMOPAHHOI0 PErynaTopHOro
6enka MB. YcTaHOBMEHO, YTO 57% 60MbHbIX ObI FOMO3UrOTaMM N0 MaXopHoi MyTauun F508del, 31% — retepoaurotamu. CooTHOLWEHME A0 60nbHbIX MB
[IeTCKOro 1 B3pocnoro Bospacra (craplue 18 ner) coctaBuno 78% u 22%, ¢ pOCTOM LONW B3POCSbIX NALMEHTOB MO CPABHEHUIO C NPELbIAYLLMMIA FOLaMMU.
BoiBoabl. dopmupoBaHne 6as3bl AaHHbIX nauneHToB ¢ MB B PIMEAMB 0TKpbIBaeT BO3MOXHOCTW AN BCECTOPOHHEr0 aHanu3a 3a60neBaHus Kak
Ha pPeruoHanbHOM (B Mpefenax LeHTpa), Tak U Ha KOHTUHEHTaNbHOM YPOBHSAX. VI3y4eHne onbiTa n MeHedKMeHTa 3a60MeBaHNS Ha OCHOBE OMbiTa 35 CTpaH
Esponbl (60nee 40 000 nauneHTOB) NO3BONNT HE TOJbKO CPABHUTb JaHHble NALMEHTOB YKpanHbl, @ U 3aMMCTBOBATb Jy4LLME CXEMbl MOHUTOPUHIA COCTOAHMS
3[10P0OBbA NALUNEHTOB U NIEYEHUS, YTO NO3BOSUT OPraH30BaTh N ONTUMU3UPOBATL MELULMHCKYIO NOMOLLL 60/bHbIM.

ABTOpbI 3aBAAIOT 06 OTCYTCTBUM KOH(NMKTA NHTEPECOB.

KnioveBble cnoBa: peectp nauueHToB EBponelickoil accoumauunm MykoBucumposa, red, reHotun, LOHK, monekynspHo-reHeTM4ecKoe WCCRefoBaHue,
MYKOBUCLMAO03, MyTauus, TPBM.
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Beryn

ykosiciuno3 (MB) — oxne 3 HaiibinbIn

MOTMUPEHNX MOHOTEHHHUX 3aXBOPIOBAHDb
3 moJriopraHHo0 MaHidecramieto. Kainiunai mpo-
ssBu MB — pizHOMaHiTHI 11 BUBHAYAIOTHCS TAKUMM
(dakTopamu, SIK MyTallil TeHa TpaHCMeMOPaHHOTO
peryssitopaoro 6inka mykosicuumody (TPBM),
reHu-MoIniKaToOpu Ta CYKYIHICTh YHMHHUKIB
HaBKoJMIIHBOTO cepenoBumma [10]. B ocranni
poku MB HabyBae B YKpaiHi BasKIMBOTO MeTUKO-
COIIIAJIbHOTO 3HAYEHHS, 1110 TOB'SI3aHO, 3 OJIHOTO
60Ky, 3 HHU3BKOIO TPHUBATICTIO KUTTSI XBOPHUX
(110 40 pokiB), paHHBOIO iHBaIIAM3AIII€I0, HEOOXi/I-
HICTIO TIOCTIAHOTO TTPOBE/IEHHS JIIKYBATbHUX 32X0-
B 1 AMCHAHCEPHOTrO CIIOCTEPEKEHHS, IpobiemMa-
MU BUSBJICHHS Ta IarHOCTUKH, TTOJIiMeIMKaMeH-
TO3HUM JIiKYBaHHSIM I[bOTO KOHTUHTEHTY XBOPHX,
BHUCOKOIO BapTiCTIO JKUTTEBO BaKJIMBUX MeJMKa-
MEHTIB, 00OB'SIBKOBICTIO HaBYaJIbHUX IPOIPaM,
a 3 iHmoro GOKy — 31 3HAYHMM IIPOIPECOM SIK
y cdepi paHHDBOI, aK /10 TPEHATATBHOI IIarHOCTH-
KM, Tak i, 0cOOJIMBO, y Tepallil, BKJIYa0un TeHHY
imxenepiio [9,10,24,25].

3a OCTaHHE JIECATHUITTS 3HAYHO 3MIHUJIACS
CUTYyallid y JIarHOCTHUIN Ta JiKyBaHHI MaIli€HTIB
i3 M B, 30kpema, 3ammpoBajiyKeHHsI HECOHATAJIHHOTO
CKPUHIHTY Ta PO3NIUPEHHS CHEKTPY TeHEeTHYHOTO
tectyBanHs myTaiiii rera TPBM i iioro reHiB-mo-
nndikaToOpiB, 3aCTOCYBAHHSI MOJLYJIATOPHOI Tepa-
mii (IOTEeHIiaTOPH, KOPEKTOPH, aMILIi(hikaTopn),
ckepoBanoi Ha ren TPBM [2,3,14,16,19,21].
Y cBo10 uepry, 1e cpusi€ paHHbOMY BCTAHOBJIEH-
HIO JIiarHO3Y, KpalloMy MOHITOPUHTY CTaHY 3/10-
POB'4 NAIIEHTIB, BYaCHO PO3II0YATOMY JIKYBAHHIO,
MTOKPAIIEHHIO SKOCTi i TPUBAJIOCTI JKUTTSI XBOPOTO
[1,13,15].

Pospobka eheKTUBHUX POTOKOJIIB JIKYBaHHS,
3alPOBA/KEHHST HOBUX 3ac00iB Ta MeIUYHUX
npenapariB MOBUHHI I'PYHTYBATUCS BUKJIOUHO
Ha TIPUHITATIAX IOKA30BO1 MEUIINHY, sIKi TTepeda-
YafoTh 30ip 1 AeTaJIbHMIT aHAII3 TEPBUHHUX JaHUX.
Buiacte 1110 MeTy mepe6adaioTh peecTpy TallieH-
TiB i3 ophanHuME XBopobamu. IX 3aBaaHHs MOIA-
raloTh Y BUMIPI, OTJIS/I Ta TOPiBHAHHI TapaMeTpiB
PI3HUX acTIeKTiB 3aXBOPIOBAHHA Y PI3HUX KpaiHax.
Peectp martienTiB €Bporieiicbkoi acoriarii MyKo-
Biciiumosy (PIIEAMB) — 1e cBoepigna 6asa
JIaHUX, sIKa [aCTh 3MOTY BUSIBJSITH OCOOJUBI
IPynu TMAaIi€HTIB, MO, y CBOIO 4Yepry, MifHiMe
pe3yabTaTH JOCHiKeHb Ha HOBUH piBeHb. CucTe-
MaTn3oBaHa iH(opMaIlisg 3MoxKe BUKOPUCTOBYBA-
TUCS JJIS €eIJIeMIOJIOTIYHUX TOCHIJKEHbD, IO
CIPUSTHME JIOBFTOCTPOKOBOMY IIJIAHYBAHHIO PO3-

HOJIiJTy BUTPAT Ha MeINYHE 0OCTyTOBYBaHHSI, 0XO-
poHy 3710poB'd Ta po3BUTOK Ilan'eBpomeiicbkux
CUCTeM TaATpuMKH [5,6,7,22,23].

YyacTh mari€eHta y CTBOpPeHHi OyIb-sKOro
peecTpy € KIrouoBuM (haxTopom. /s BuieBKasa-
HUX I[ijIeil HeoOXifHO 3i06paTh sgKoOMora Oijblie
HAIiEHTIB y peecTpi, abu MepeKOHATHCS, 10 JaHi
€ Perpe3eHTaTUBHUMM JIJISI BChOTO CIIEKTPY 3aXBO-
pIOBaHHS, I OIIHUTU HAIBHICTH JIOCTATHBOI KiJlb-
KOCTI TAIli€HTIB, HANPUKJAJ, i3 TE€BHUM TEHO-
TUIIOM, YCKJIAJHEHHAMU YM iH@EKIiaMu i
JIOCJIIJIZKEHb, SIKI MOKYTh IPUHECTH KOPUCTH CIie-
miasicram 1 narientam 3 MB y MaitbyTHbOMY.

Jluist 11bOr0 30MparoThCs TaK 3BaHi geMorpadivni
NaHi (MMOTOYHWU BIK, CTaTh, TEHOTHI); KJIHIYHI
naHi, IKi OHOBJIOIOTbCA pa3 Ha Pik (byHKIIiT
JlereHb, Bara, 3picT, iHQeKIi); JiKyBaHHS
Ta ycknagHeHHd. [lapamerpu oOIiHIOIOTLCS 3a
JIOTIOMOTOIO 3araJibHOr0 HabOPy BU3HAYEHb i KOJIIB,
SIKI MOYKHA TOPIBHATH. €BpoIIelichKe TOBAPUCTBO
MB 36upae gaHi 3a JOIOMOTOIO IBOX METOJIIB:
BUKOPHUCTAHHS €JIEKTPOHHUX TabJIMIlb 1 BUKOPH-
CTaHHS KOHKPETHOI TPOTPaMy BBEIEHHS TaHUX.

[TTo6 cTBOpUTH peecTp PO3POOJIEHO MTPOrPaMHE
3abe3reyeH s JUIsl BBeIeHHsI MaHuX. IIporpamHe
3abe3reyeHHs JIOCTYIIHE 4Yepe3 Mepeky [HTepHer,
1 KOJKEH CIIeriajiicT Moske BBECTH JIaHi /IS KPaiHU Ui
rierTpy. Crcrema 3abe3reuye 3axXucT JaHuX 3a 010~
MOTOI0 () pyBaHHS, 0 iIeHTU(DIKYE TaTliEHTA.

Yci nani 36epiraiorbest B yHiBepeurteri Minana,
[Sezione di Statistica Medica e Biometria
«GAMaccacaro» (Itasmis). CepBep po3rainoBaHui
y Oe3leYHNX IIPUMINEHHSX, 3 00MEKEHIM J0CTY-
[IOM YIIOBHOBAKEHOTO MepcoHaty. 36epiraHHs
MaHUX TOTO/)KEHO 3 YNHHUMHU JaHCHKUM, iTa-
JIUCHKUM 3aKOHOJIABCTBAMM Ta 3aKOHOIABCTBOM
€C mpo 3axucT JaHUX 1 3aTBEPIKYEThCST ATeHT-
crBoM i3 3axucty [lanux /anii (Danish Data Pro-
tection Agency).

BiamoBizno m0 mpaBus 3aXUCTy aHUX, Mapa-
MeTpH, M0 30epiraloThbCsi Ha cepBepi peecTpy,
MaioTh OyTH aHOHIMHUMK (TOOTO MAIli€HTH
He OBUHHI OyTH igeHTH(hiKoBaHi ). TuM He MeHII,
JUUISE TIOJIETIIEHHSI TIPOIECY BBEJIEHHS JaHUX Oaska-
HO, 100 MAIiEHTH JIErKO PO3Ii3HaBaIiCs. 3 IIi€l
IPUYUHY TPOrpaMHe 3a0e3levYeHHs] BBEIEHHS
JIaHUX JIa€ OTEPaTOPOBI IEHTPY 3MOTY MOOAUNTH
IIOBHE 1M'd Malli€HTa 111/ Yac BBELEHHS JaHUX, ajie
reHepye KOoJ| TAIliEHTa JIJIsI IePCOHAJIbHUX JIaHUX,
110 TIepeIafOThCs B IIEHTPAJIbHY 023y JaHKX.

Jlns 3abesnederdss KOHMIAEHIIIHOCTI 1aHUX,
SIKIIO BU XO4YeTe BUKOPUCTOBYBATH IPOTPaMHE
3abe3eyeHHsT BBEJICHHST JIaHNX, BaM MalOTh IIPH-
coitn kox. Ile rapaHtyBaTuMme, 10 TiJIbKA BU
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I aBTOPU30BaHI KOPUCTYBadl 3MOXKYTh iieHTU]I-
KyBaTH JlaHi.

Yci 1eHTpu/HaIllOHAIBHI PEECTPH, 1110 OEPYTh
y4acTh, 3000B's13aHI OTPUMATH TTHUCHMOBHIA JT03BLJT
MiCIIEBUX OPTaHIB 3aXUCTY JAHUX JIJISI 3AITUCY KOH-
dinenmifinux ganux namieHTis. [laiienTn MaoTh
6yTi ToiH(hOPMOBaHi 1010 BCIX IIJIaHIB 31 360py
i 06pobku ixHix manux. OKpiM TOro, HeHTpU
noBuHHI 36epiratu Gopmu iHGOPMOBAHOI 3rO/N.
OxpeMi IeHTPW HeCyTh BiJTIOBIAJIBHICTh 3a
inpopMyBaHHS HAIliOHAJTHHOTO peecTpy abo
PITEAMB, gxmo mamieHT BiAKJIWKaB Horo/ii
arony. llani, 1O CTOCYIOTbCSI I[bOTO TAIlIEHTA,
MaioTh OyTH HeraiiHO BUjajieHi 3 peectpy. €Bpo-
neiicbka acouiariss MB Binnosigae 3a 36epiranus
it 06pOOKY JaHUX BIAMOBIHO 0 AUPEKTUB E€BPO-
neficproro Ilapmamenty i Pamm Binm 24 koBTHA
1995 poky, a TakoX JaHCBKOrO W iTasiiiCchKOTO
3aKOHOJIABCTB TIPO 3aXUCT MTEPCOHATbHUX JIAaHUX.

[opiuni enigemiosnoriyni 3BiTn 6yayTh 36€pi-
raTuch i my6/IiKyBaTuch Ha BeO-CTOPIHKAX PEECTPY
nmaiienTiB Ta €Bpornelichbkoi acoriamii MB. Boru
BKJITOYaTUMYTh TIPE3eHTAIliI0 OCHOBHUWX JaHUX
ermiIeMioJIoriyHIX JociKeHb. Tabmi Ta rpadi-
KU TTOKQ)KYTh JIaHi, arperoBaHi Ha €BPONENChKOMY
PiBHI Ta Ha PiBHI OKpEMOi KpaiHu.

Tomy memoro poGoTu Gysi0 IpoaHai3yBaTh
nani xsopux 3 MB VYkpainu, BBeneHux y
PIIEAMB 3a 2017-2018 poxu, Ta MOPiBHATH
i3 BBEJICHMU TIapaMeTpaMu 32 MOTIePeIHI POKU.

Jluist ToCSITHEHHST ITaHOT MeTH OYJIi TIOCTaBJIeH]
Taki 3a60aHH:

1. TTonosuuTu 6ank ganux JJHK mireii i3 MmyKko-
BICLIM/IO30M 1 4JIEeHIB IXHIX CIMEIL.

2. IlpoBecTn MOJEKYJISIPHO-TEHETUYHE OCJIi-
jokerHst myTarttiit rera TPBM y oci6 i3 migo3poro
Ha MB.

3. IlpoanamizyBatu pe3yJsibTaTH MOJIEKYJISIPHO-
FeHEeTUYHOTO aHaJli3y Ta cekBeHyBaHHsI reHa TPBM.

4. Anajiiz peecTpy BUIQJIKIB MYKOBICIIU/IO3Y B
Yxpaini 3a nanumu 2017-2018 pokiB mopiBHAHO 3
moTepeIHiMU POKaAMU.

Marepiajiy Ta METOIH JOCTI/I?KEHHS

O0'eKT MoCiKeHHs: 11epebir MyKOBICIIUI03Y
B MAI[i€HTIB, IO TPOXOAUIN OOCTEKEHHS B
LY «IucrutyT cnagkosoi marosorii HAMH Ykpa-
iHu» Ta TepebyBay Ha aMOyJIaTOPHOMY/CTaIlio-
HapHOMY JIiIKyBaHHI B 3aXiJ[HOYKPaiHCbKOMY CcITe-
1iaJ1i30BaHOMY JMTSIYOMY MEJAUYHOMY II€HTPi.
JIHK, Buminena 3 jgeiikonutis mepudeprudHoi Kposi
oci6 i3 migo3poio Ha MB Ta 4ieHiB IXHIX PO/IMH.

O6csar pocaimkens: nposeaeno 210 Bumipio-
BaHb XJIOPHU/IIB TMOTY METO/OM ITJIOKapITiHOBOTO

ioHodopesy. Bugineno 210 3paskis /JITHK xBopux
i3 mizro3poio Ha M B Ta usnenis ixHix cimeit. [Ipose-
JIEHO MOJIEKYJSIPHO-TeHETUUHE  JTOCTIJPKeHH S
mytaiiiii rena TPBM y 70 xBopux na MB 3 He-
inenTudikoBanumMu  mytaiigsmu rena TPBM.
OmpanpoBano gani 210 xBopux Ha MB, sKi xoua
6 oxuH pa3s 3Beprajucs A0 JIBbBIBCHKOrO IEHTPY
MB y nepiox 2017-2018 pp.

Marepiaim ta meroau. /lociijkyBany rpyiry
cranoBusio 210 maimienTiB 3 MiATBEP/UKEHUM Jliar-
Ho3oM MB y niepion 2014—2018 pp. Yci xBopi nipo-
xomuan obcresxentss B /1Y «IHetuTyT criagkoBoi
narosiorit HAMH Ykpainus ta mepeGyBajiv Ha cTa-
IIOHAPHOMY JIIKyBaHHI B 3aXiJIHOYKPaiHCbKOMY
creliasizoBaHOMY JUTSYOMY MEIMYHOMY 1IeHTPI.

[l bopMmyBaHHS TPyH NAIIEHTIB i3 BUCOKUM
pusukom MB mpoBoanu neranbamii 36ip aHam-
He3y, OIIHIOBAIN KJIHIYHY KapTUHY, TTPOBOIMIN
BUMIPIOBAHHS €JIEKTPOJIITIB Y MOTI Ta MOJIEKYJISIP-
HO-TeHeTUYHe JocTipKenns myTtailiii rena TPBM.

Ycim ocobam TOCIiIKYBAHOT TPYITHU 3 JIEHKOTIH-
TiB mepudepuaHOi KPOBi MPOBOIUIN BUALIEHHS I
ountienns /[HK metomom BucosmoBanns [26] nms
MOMATBITNX MOJEKYJISIPHO-TEHETUIHUX JIOCJTi-
JUKeHb. Bu3Hauasn BMICT €JIEKTPOJITIB y TMOTI
METOJIOM ITJIOKapIiHOBOTO ejieKTpodope3y 3a
Gibson L, Cooke R, 1959 [11].

Awmmurigikario nocmigoBaocreii JIHK in vitro
MPOBOJIUJTM METOJIOM TOJIIMEPA3HOi JIAHITIOTOBOI
peakitii (ITJIP) [17]. [IJIP sxiiicHtoBasach B aBTo-
MaTUYHOMY PekuMi Ha TepMmoiukiepi «Tepruks
(«/ITHK-texnomorusi», Pocist). /s inentudikarii
myTaiii rena TPBM 3actocoByBasum MeTo
pectpukiiiiiHoro anamnizy npoaykris IIJIP Biaro-
BI/IHMX TTOCJIiJIOBHOCTEH.

Enextpodopes toranmpuoi JTHK i npomaykriB
[TJIP nipoBoinsin B 2% arapo3HOMYy TeJii B Kamepi
JUI TOPU3OHTAIBHOTO esiekTpoopesy «MGU-
202T». [lng posminenns npoayktis [IJIP 3 masoro
MOJIEKYJISTPHOIO Baroio MPOBOIUIN eJIeKTpodopes
JITHK y 10% nosiakpuiamiinomy reJii, IpuroToBa-
HOMY Ha OopatHOMY Oydepi B Kamepi /JIsT BepTH-
kanpHoro enekrpodopesy «HELICON». Einex-
TpooperpaM CKaHyBaJM Ha YJbTpadioseToBo-
My tpaHcimominaTopi «ECX-15.M». Otpumani
CUTHAJIM TOPIBHIOBAJIN 3 MapKepaMU JIOBKUH 1 Ha
OCHOBI TIBOTO JIETEKTYBaJW PO3MIiPH OTPUMAHUX
(parmenTiB. Pesysbratu ckaHyBaHHS TeJliB 3Hi-
masn 1udposoo kameporo «Gel Imager» depes
4epBOHUIN CBITJIODITBTP Ha yJbTpadioseToBOMYy
TPAHCIJIIOMIHATOPI TIPU OBKUHI XBUJi 256 HM.
O06pob6Ky 300pakeHb 3AIIHCHIOBAIM Ha KOMII I0Tepi
3a mpomomoroio mporpam Adobe Photoshop CS
ta Gel Explorer 2.0.
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Tabnuys 1
CnipomeTpuuHi gaHi (OPB1, %) y pi3zHux BikoBux rpynax nauieHTis 3 MB 3a 2017 pik
BikoBa
3aranbHe CepepHe - 25-ta . 75-1a

rr[,) g:iaB, yucno 3Ha4YeHHs, % Mikimym nepceHTUNb MepiaHa nepceHTUnb Makcumym
6-11 41 95,7 571 84,5 98,5 107,8 131,1
12-17 22 84,2 22,5 74,0 86,8 102,2 106,2
18-24 7 73,7 36,2 51,3 83,8 88,0 90,6
25-29 2 39,4 24,4 24,4 24,4 54,5 54,5
30-34 1 43,5 43,5 43,5 43,5 43,5 43,5

CrtBopeHHs 1 aHaymi3 peectpy Bumaakizs MB
B YKpaiHi Ha 6a3i €BpPOIEHCHKOr0 PEECTPY MPOBO-
JIMJIA 3 BUKOPUCTAHHSIM KOMII' TOTEPHOI MTpOTpaMu
Ecfstracker.eu.

Pe3yibraTi 10CTi/IZKEHb Ta iX 00rOBOPEHHS

OmpamnpoBano gani 210 xBopux nHa MB,
sKi Xoua O OJIMH pa3 3BepTaysucs 10 JIbBIBCHKOTO
nentpy MB y nepiox 2017-2018 pp., 3 BUKOpu-
cTaHHSIM KOoMIT'forepHoi mporpamu ecfstracker.eu.
32 YMOBM HiAIUCAHHS NAal[ieHTaMu, IXHIMU GaTh-
KaMHW YU OMiKyHamu iH(GOpPMOBaHOI 3roau Ha
BHECEHHS JaHuX. 3ibpaHO Ta IIpoaHasi30BaHO
PETPOCIIEKTUBHI JlaHi, SKi BKJIOYAIOTh 3arajibHi
neMorpadiuHi TOKa3HUKU: BiK J[iarHOCTUKH, CTaTh,
Mi/ICTaBU /IJIs BCTAHOBJICHHS [[IaTHO3y — PE3YJib-
TaTU TI0TOBOI IPOOK Ta MOJIEKYJISIPHO-T€HeTUYHi
nocrmimxenas mytailii rena TPBM. Ili gani BBO-
ISITh Y PEECTP OIHOPa30Bo. [TokagHUKM aHTPOTIO-
MeTpii, criipomerpii, gaHi 6aKTepioIOriYHUX TOCi-
BiB, JIIKYBaHHS BBOJIATDH y PEECTP IMOPOKY. Takox
30MpasIiCs BiJOMOCTI IIO0 YCKJIAAHEHb Y XBOPUX
Ha MB: 3j1051KicHI HOBOYTBOPEHHSI, IlyKPOBUH Jlia-
6eT, MHEBMOTOPAKC, OPOHXOJIEreHeBUil acrepri-
03, TakuM YMHOM, Ha3BaHi TMapaMeTpy MOKHA
Oyze BiACTIIKOBYBATH 1 OIIHIOBATH TEH/EHIIIO
ixHix 3MmiH y vaci (tabs. 1,2). ¥ mepcriekTusi e
JIOTIOMOZKe TTPOBOJUTH TIOPIBHAJNBHUN aHai3
JTAHWX MAIi€EHTIB, XBOPUX HA MYKOBICITH/I03 HAIIO1
JlepsKaBU i3 IaHUMU THIIUX KPaiH, HAJIJAaCTh MOXKJIM-
BOCTI 3all03UYMTH Kpallli CXeMH MOHITOPUHTY Ta
JIIKYBaHHS, a TAKOXK OpPraHi3yBaTH 1 ONTUMI3yBaTH
Me/INYHY JIOTIOMOTY XBOPUM.

[Toxasanky (GyHKIIT 30BHINTHBOTO IUXAHHS 3a
mpannmu criipometpii (ODB1, %) y pisHUX BIKOBUX
rpymax narienTis 3 MB nipezcrasiieHo B tabur. 1 ta 2.

3ibpaHo Ta MpPOaHATI30BaHO PETPOCIEKTUBHI
JlaHi, gKi XapaKTepU3yloTh MOKA3HUKU JiaTHOCTHU-
Ku, JTiKyBaHHs, epebiry MB, HyTpiTuBHUI cTaTyC,
CTaTeBO-BIKOBY CTPYKTYpPY, IMOIIMPEHICTh OGaKTe-
piasbHuX 30yAHUKIB. YacTtoTa i criekTp izeHTrdiko-
BaHux MyTariii rera TPBM mpencrasieno y 299
xBopux Ha M B 3a naammu peectpy (2014—2018 pp.).
Bceranoieno posnofin ajsesneil i TeHOTUTIIB MyTa-
iit rena TPBM y xBopux na MB: 57% ycix niarxo-
CTOBAaHUX BUMAJKIB Oy TOMO3UTOTAMU 32 MasKOP-
Hoto myTartieo F508del, ta y 31% namienriB BoHa
BUSBJIEHA B T€TE€PO3UTOTHOMY CTaHi.

Cepenniii Bik mnpoaHajsizoBaHoi BUOGIpKHU
narieHTiB 3 Ykpainu cranoButh 11,8 pokis, 110
3HAUHO HUWKYE, Hi’K 3aTaJIbHOEBPOIIEHCHKI TOKa3-
nukn (18,0 pokiB). CepemHili Bik BCTaHOBJIEHHS
miarao3dy (3,5 pokuW) y mpoaHayi3oBaHiil BUOIpIIi
Maiizke 36ira€Tbcs i3 3araJbHOEBPONEHCHKUMU
nanumu (3,9 poxn). Ilpore 3HauHO pigtie y Hac
niarHoctyiorb MB y nanieHTiB 10pocioro BiKy:
2% npotu 10%. CriBBiHOIIEHHS YaCTKY MAIi€H-
TiB i3 MB auTtgdoro ta popocsioro Biky (crapiie
18 poxiB), 3a TPOAHATI30BAHUMHU JITAHUMHU, CTAHO-
BUTh 78% Ta 22%, Ha BiIMiHY BiJl PO3BUHYTHUX
€BPOTEHCHKUX KPaiH, y IKUX Ile CITiBBIIHOIIEHHSI
cranosuTb 50% na 50%, a inkosu i yacTka maricH-
TiB J0OpPOCJIOTO BiKy TepeBaxae. lleil moxazHmk
TaKO’K BiZoOpaska€ TPUBAJICTD KUTTS X MaI[i€H-
TiB i BKa3ye Ha 3HAYHUI pecypc y pasi 3abe3nedeH-
H$I TAKUX XBOPUX IIPOTOKOJIBHUM JIiKyBaHHSIM.

Tabnuys 2
CnipomeTpuyHi gaHi (ODB1, %) y pi3aHux BikoBux rpynax nauieHTie 3 MB 3a 2018 pik
BikoBa
3aranbHe CepegnHe - 25-ta . 75-1a

rF})) gzi’ yucno 3HauYeHHs, % Minimym nepceHTUNb Meaiana nepceHTUNb Makcumym
6-11 34 97,8 61,8 89,7 100,2 106 127,3
12-17 39 78,4 32.0 66,4 83,2 95 111,2
18-24 16 74,3 29,6 65,4 76,5 92,2 100,7
25-29 3 86,1 74,7 74,7 82,5 101,2 101,2
30-34 1 38,8 38,8 38,8 38,8 38,8 38,8
35-39 2 87 67,9 67,9 67,9 106 106
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Tabnuys 3

YacTtoTa xpoHiyHoro iHpikyBaHHA Pseudomonas aeruginosa cepepn xeopux Ha MB pi3Hux BikoBux rpyn

Bik xBopux Ha MB, XpoHiyHe iHikyBaHHS Pseudomonas aeruginosa
poku HeBigoMo, n (%) Hi, n (%) Tak, n (%) BCbOro
<18 55 (28,5%) 78 (52,57%) 43 (18,93%) 176
>18 10 (23,13%) 8 (18,97%) 20 (57,9%) 38
Pasom 65 63 214
Tabnuys 4

YacTtoTta xpoHiyHoro iHpikyBaHHe Staphylococcus aureus cepep xBopux Ha MB pizHux BikoBUX rpyn

Bik xBopux Ha MB,

XpoHiuHe iHchikyBaHHs Staphylococcus aureus

poku HeBigoMo, n (%) Hi, n (%) Tak, n (%) BCbOro
<18 56 (28,9%) 68 (48,03%) 72 (23,07%) 196
>18 9 (22,3%) 11 (29,1%) 18 (48,6%) 38

BaxanBuM TPOTHOCTUYHUM YUHHUKOM 11010
TPUBAJIOCTI KUTTSA XBopux Ha MB € Xponiuna
iH(eKITisT GPOHXOJIETEHEBOTO IepeBa, TOMY OKPEMO
Y PEECTPI BUCBITIIOIOTHCS JIaHi TIO/I0 KOJIOHI3YI0UMX
GakTepiil, 30Kpema, i3 3anydeHHsIM Pseudomonas
aeruginosa ta Staphylococcus aureus cepej TaiieH-
TiB pisHKX BikoBUX rpy1I (Tabu. 3,4). Ciiz BijzHaum-
TH TEHIEHTIIIO JI0 3HUKEHHS PIBHS XPOHIYHOTO 1H(I-
KyBaHHSI UXaIbHUX ILIAXiB Staphylococcus aureus i
Pseudomonas aeruginosa B YKpaidi TOPIBHIHO 3
cepeiHiMU lannMu EBPOTIENCHKOTO PEECTPY 32 aHA-
gizoBanuii iepiozt (2017 ta 2018 pokn).

TpuBamicth i gKicTh KUTTA Yy XBopux Ha MB
KOPEJIIOE 13 TaHUMU HYTPITUBHOTO CTaTyCY, IKOMY B
Ykpaini npusisiserbest HeoctaTHs yBara. [Ipoana-
JII30BAHO Ta BHECEHO IOPIUYHI aHTPOIIOMETPUYHI
MOKA3HWKK, HAa OCHOBI sikux Tporpama «Ecfstrac-
ker.eu» pospaxyBasia iHIEKC Macy Tijia JJIsl TIAIli€H-
TiB PI3HUX BIKOBUX TPYII 1, 3a7I€KHO Bifl CTaTi, BiIXU-
JIEHHST BiJl iHIeKcy Macu Tijia (Z-scores) Ta Bij[Xu-
JIeHHS Bifl pocty (Z-scores). 3HaUYCHHS TTOKa3HUKA
(Z-scores) moj10 Macu Tisia XxBopux Ha MB piznoro
BiKy 3a marnmu 2018 poky HaBeeHo y a0 5.

[Ile ogHUM BaKJIMBUM YMHHHUKOM Y SIKICHOMY
JIOBrOTpPUBAJIOMY KUTTI naiienta 3 MB € noctyn-
HICTh CYYaCHUX JIIKapPChbKUX 3aco0iB, 30KpeMa,
inramamniianx antubiornkis, JJHK-asm Tomro.
[Ipaktruno Bei xBopi HAa M B 3 Ykpainu, siki BHe-
ceHi B EBpONEHCHKUN PEECTP, MAIOTh 3aMiCHY

tepariio nankpeatnynumu depmentamu (100% i
99,8%), Ha BiAMiHY Bill €BPOIENCHKUX KpaiH, Y
SKUX € YacTKa TAI[iEHTIB, SIKUM I1i€ JIiKyBaHHS He
NpU3HAYaloTh. Takuit hakT Moxke OyTH 3yMOBJIE-
HUI Bi/ICYTHICTIO 260 HU3BKUM PiBHEM J[iarHOCTH-
KU B Ykpaini popm MB 3 nocTaTHboio 30BHIIIHLO-
CEKPETOPHOI0 (PYHKITIEIO TIANIIYHKOBOI 3aJI03M.
YacTka narienTis, ki npuiiMasiu ipeniapat /J{HK-azu
y 2018 p., 3pocJia, 1m0 OB'sI3aHO 13 /€0 ep:KaB-
HOI TIpOTpaMu i3 3abe3TeveHHsT MeIuKaMeHTaMI
xBopux Ha M B. I1s tenenttist 36epirasach i moo
3aCTOCYBaHHS IHTAISIIHHUX aHTHOIOTHKIB.

[Ipo6iemaruka piarHoctukun MB € Takox
aKTyaJbHUM MTUTAHHSM B Y Kpaini. 30Kkpema, BCTa-
HOBJIEHO, IO JY’K€ PIJIKO IIaTHOCTYETHCS 3aXBO-
pIOBaHHA y TAIIEHTIB CTApPIIOTO BiKY, HE JliarHO-
CTYIOTbCS acuMIIToMaTu4Hi Bunagiku MB i Bunazn-
ki Jierkoro niepe6iry. IlamienTtu, crapuii 18 pokis,
HIBUJIKO PErpecyloTh yepe3 BiJICYyTHICTh Iporpam
JUIsL JIIKYBaHHS [JIOpOCTWX TalieHTiB i3 MB.
Cepenrst TpUBAJICTh KUTTS XBopux Ha MB i
Cepe/lHii BiK 3HAYHO Bi/ICTAIOTh MOPIBHIHO 3 PO3-
BUHYTUMHU KpaiHAMMU.

Incopmariito 3 peectpy malieHTIiB MOKHA 3aCTO-
COByBaTu JJisi BUOOPY e(heKTUBHUX ITPOTOKOJIIB
Tepallii Ta MOHITOPUHTY, PO3POOKM HOBUX METO/IiB
JiikyBaHHs1 M B, 10BrocTpoKoBOro 1JIaHyBaHHS PO3-
TOJTi/Ty BUTPAT HA MeMUYHE OOCIYTOBYBaHHS 1 OXO-
pony 3mo0pos's. [lopiBaauHs iHbOpMaIIl MixK T1eH-

Tabnuys 5
3HaueHHs nNokasHuka Z-score pJis Macu Tina y xeopux Ha MB pi3Horo Biky 3a 2018 pik

Bixosa 3aranbHe CepepHe - 25-ta . 75-ta

rgg:iz’ 4yucno 3Ha'-l|;Hﬂ9|, % Mikimym nepceHTU b MepiaHa nepceHTUNb Makcumym
0-1 7 0,1 -2,6 -1,0 0,3 1,6 1,8
2-5 39 0,1 2,4 -0,4 0,0 0,8 2,9
6-11 37 -0,3 -1,6 -1,0 -0,6 0,4 2,9
12-17 39 -1,0 -3,0 2,1 -0,8 -0,1 0,7
18-24 19 -0,7 -3,0 -1,0 -0,8 -0,3 0,9
25-29 4 -0,7 -1,3 -1,3 -0,9 -0,4 -0,2
30-34 2 -0,1 -0,8 -0,8 -0,8 0,6 0,6
35-39 2 -0,7 -1,4 -1,4 -1,4 0,0 0,0
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TpaMH, JIIKaPHIMHU Y MEKaX OJIHIET KpaTHU JIa€ 3MOTY
BU3HAYATU ONTUMAJIbHI CXEMU Tepartii Ta MOHITO-
punry MB. Ile gonomoske MoKpaiiuTi yMOBHU Jiar-
HOCTUKM Ta JIKYBaHHS, a TaKOXK eTliIeMioJIOTigH1
3aX0/ii, 3pOOUTH JOCTYIIHUMHU CyYacHi JIKapChKi
3aco0M Ta MOJKJIMBOCTI JIJIsT TPAHCIIAHTAITT OPTaHiB.

BucHoBKH

1. Ilokazano 3HauHy ajiesibHy TeTEPOTEeHHICTh
BUTIAQ/IKIB MYKOBicIn03y: cepen 210 marieHTiB i3
aTHO30M MYKOBICITU/I03 BUSIBIEHO 49 aseniB i
68 pisaux renotutis rena TPBM.

2. Haiibiapim momupeHoo MyTaiieo OyJa
F508del. 57% ycix miarHOCTOBaHUX BHUIAJKIiB
OyJi TOMO3UTOTAMK 3a Ma)KOPHOIO MYTalli€ro
F508del, Ta y 31% marieHTiB BoHa BHsBJIEHa B
reTepO3UTOTHOMY CTaHi.

3. 3 BUKOPHUCTAaHHSIM KOMII'TOTEPHOI TPOTrpamMu
ecfstracker.eu Ha 6a3i €BpOIEIICHKOTO PEECTPY CTBOPE-
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69; Ten. (032) 294-16-24. Nikap-nepiatp AuTayoro LEeHTPpY 300poB's iMeHi A. Masyperko. Anpeca: M. Jlbsig, Byn. CTyca, 38A; Ten. (032) 242-31-42. https://orcid.org/0000-0001-5428-2419

Jvra Onbra BonoaumupisHa — acucteHT kad. neajatpii Ne2 Jibsiscbkoro HMY imeHi [l. fanuupbkoro. Anpeca: M. J1bsis, Byn. Mekapcbka, 69; Ten. (032) 294-16-24. Autauuit nynbMOHONOT
neaiaTpuyHoOro BiaaineHHs Ta LieHTpy HaaaHHs MeamnyHoi A0NOMOr XBOPUM Ha MyKOBICLMA03. KoMyHanbHe HekomepLiiiHe nianpueMcTBo J1bBiBCbKOi 061acHOi paam «3axiAHoyKpaiHCbKni
crevjani3oBaHuil AUTSYWIA MeauyHUiA LeHTp». Anpeca: M. JTbBiB, Byn. [iHicTepcbka, 27; (032) 270-22-07. https://orcid.org/0000-0003-4945-6992

Bawyk Onena IBaHiBHa — nikap-imyHonor, kepisHuk gopocioro LieHTpy Mykosicuuaosy. KomyHanbHe HekoMepLjiiHe NianpuemcTBo «JIbBiBCbKMIA 061aCHNWIA rocniTab iHBanifiB BiliH Ta
penpecosaHux imeHi 0. Jiunu». Anpeca: m. JlbBiB-BunHukn, Byn. B. IBacioka, 31; Ten. (032) 296-11-45.
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A0 YBAI ABTOPIB!

Open Researcher and Contributor ID (ORCID) — micknapoanuii inentudikatop HayKOBILs

CTBOpPEHHS EIMHOTO PEECTPY HAYKOBIIIB Ta JOC/IIIHUKIB HA Mi>KHAPOJAHOMY PiBHI € HAHOLIbIII IIPOrPECUBHOIO Ta CBOCYACHOIO 1Hi-
I[laTUBOIO CBITOBOTO HAyKOBOIo ToBaprcTBa. L iHiniarnsa Oyia pearisoBana yepes crBopentst B 2012 pori mpoekty Open Researcher
and Contributor ID (ORCID). ORCID — 1ie peectp yHIKaJIbHUX iIeHTHDIKATOPIB BUCHHX Ta JOC/IIHUKIB, aBTOPIB HAYKOBHX IPAIlb
Ta HAyKOBUX OpraHisailiif, skuii 3abesredye eheKTUBHUN 3B'I30K MiK HAYKOBIME Ta PE3YyJIbTATAMU iX JOCIIHUIBKOI [MisSIbHOCTI,
BUPIILYIOUM [IPK [[OMY IPOOJIEMY OTPUMAHHS OBHOI 1 I0CTOBIPHOI iHdopMAILii PO 0co0y BYEHOTO B HAYKOBIN KOMYHIKALIIIL.

Jlns mozo w6 sapeccmpyeamucs 6 ORCID vepes nocunanns https://orcid.org/ neobxiano 3aiit y posain «For researchers»
i tam HatucHyTH Ha ocuiaanust <Register for an ORCID iD».

B peecrpamiiiniii ¢hopmi MOCHIIOBHO 3amOBHIOIOTHCS 060B'a3K0BI monsa: «First name», <«Last name», <E-mail»,
<«Re-enter E-mail»>, «Password» (Ilaposp), «Confirm password»

B mepiiie 110Jie BBOAUTHCS iM 1, sIKe HaJIaHE [TPU HAPOJKEHHI, 110-6aTbKOBI He BBOIUTHCsI. [lepcoHaIbHa eeKTPOHHA a/[pe-
ca BBOAMTHCS JIBiUl st iATBepsKeHHs. BoHa Oy/ie BukopucroByBaTucs Sk Login abo iM'st kopucryBava. SIKIo pasimie Bxe
OyJia BUKOPHCTAaHA €JEeKTPOHHA ajpeca, sIKa MPOMOHYEThCS UIST PEECTPAILil, 3'SIBUTHCSI MOMEPE/PKEHHST YePBOHOTO KOJBOPY.
HeMmo:xmBe cTBOpEeHHSI HOBOTO NPO(IIO 3 Ti€I0 K CaMOIO eJIEKTPOHHOIO azipecolo. [1aposb MoBUHEH MaTH He MeHIIe 8 3Ha-
KiB, IIPH I[BOMY MICTUTH K IMdpH, Tak i jgitepu abo cuMBoau. Ilaposb, skuii BusHauaeTbess ciaoBamu <«Good» abo
«Strong» NpUiiMaETHCS CUCTEMOIO..

Hukue BusHauaetbes «Default privacy for new works», 10610 HajamTyBaHHS KOHMIAEHIIHHOCTI ab0 AOCTYITHOCTI
110 TEPCOHATBHUX JTaHUX, cepel skuXx «Publicy>, «Limited», «Privates».

Jlayi BU3HAYAETBCS YacTOTa TMOBioMIeHb, siki Hagcuiae ORCID Ha mepconanbHy eJeKTPOHHY a/ipecy, a came, HOBIHU
abo TO/Iil, sIKi MOXKYTh MPEJCTABISATH iHTEpPeC, 3MiHN B 00siKoBOMY 3arci, Toimo: «Daily summery», «Weekly summery»,
«Quaterly summery», «Never». Heo0xiaHo nocrapuru nosuadky B mosi <I'm not a robot»> (4 me poGor).

OcTaHHbBOIO /Ii€T0 TIPOIIECY PEECTPAILiil € Y3TO/KEHHS 3 TIOJIITUKOIO KOH(IIEHITIITHOCTI Ta yMoBaMu KopuctyBanHs. /s pee-
crpartii HeoOXiJIHO IPUIHSITH YMOBU BUKOPHCTAHHSI, HATUCHYBINN Ha o3Hauky <I consent to the privacy policy and condit-
ions of use, including public access and use of all my data that are marked Public».

3allOBHUBIIY TI0JIs1 PEECTPAIiiHOT (hopME, HEOOXIZIHO HATUCHYTH KHOIIKY «Register», mic/is 1pboro BiIKPUBAEThCsI CTOPIH-
ka mpodimo yaacarka B ORCID 3 ocobuctnm inertndikaropom ORCID ID. Homep ORCID imenTtugikaTopa 3HaX0IUTHCS
B JIiBiit manesi mif im'sim yuacauka ORCID.

Crpykrypa igentudikatopa ORCID sBisie cob6oto Homep 3 16 uudp. Inenrudikarop ORCID — e URL, tomy 3sanuc
BUTJISJIAE K http:[gorcid.orggxxxx—xxxx—xxxxxxxx.

Hampukaan: http://orcid.org/0000-0001-7855-1679.

Trdopmariio npo izenTudikarop ORCID HeoOXiaHO AofaBaTH MpU mofadvi myOIiKaliil, JOKyMEHTIB Ha TPAHTH 1 B IHIIIX
HAYKOBO-I0CJITHUIIBKUX [TPOIECAX, BHOCUTH MOTO B Pi3Hi MOIIYKOBI CUCTEMH, HAYKOMETPUYHI 623U JIaHUX Ta COIialbHI MEPEKI.

IMonasbuia pobora B ORCID moisirae B 3all0BHEHHI IEPCOHATBHOTO TIPOIIIIO 3riHO i3 iH(hOpMAIi€r, Ky HeOOXIIHO HaaBaTH.
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