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AHoTauis. JocnidxeHHs npucesideHe 8usHadeHHt0 ocobriueocmetll KniHiyHo20 nepebizy mykoegicyudosy (MB) y dimed. O6cmexeHo
84 dumuHu 3 nidmeepdxxeHum diacHo3om MB. Ycim nposedeHo 36ip ckape, aHamHe3y, ¢hidukaribHUl 0251510, OUiHEeHO pe3ynbmamu
nabopamopHux docnidxeHb, bakmepionoziyHe obcmexxeHHs1 MOKPOMUHHS ma criipomempis. BukopucmaHa cmamucmudHa cucme-
ma "IBM SPSS Statistics" eepcisi 12 (20) i3 3acmocysaHHAM apamempuyHUX i HerlapamempuyHUx Memodie oruco8oi cmamucmuku.
[ns oyiHku docmoesipHOCMI Pi3HUYi MiX He3anexHumu subipkamu sukopucmosysarnu Kpumepiti Cm'todeHma, a 05151 6i0COMKo8UX
OaHux - koegbiuieHm Djwepa. byno nokasaHo, Wo repesaxHa KinbKicmsb dimel Manu msxkul ma cepedHbomsiKKUl nepebie xeopobu
(86,91%). MaxopHa mymauisi 2eHy CFTR F508del/F508del s3ycmpivyanacs y 45,2% xsopux. HalinowupeHiwumu ckapeamu y 0imel 3
MB Ha momeHm obcmexxeHHs Bynu manonpodykmuesHull gonoauli kawerbs (92,9%; p<0,01), 3ampumka Habopy macu mina (61,9%;
p<0,01) ma 3aduwika rpu pisudHUX HagaHMaxeHHsx (40,5%;, p<0,01). Y pe3aynbmamax 6akmepiono2idyHo20 06CMeXeHHS MOKPOMUH-
Hs1 dimeti 3 msxkum nepebizom MB docmosipHo Yacmiuwe suciganucek Kyrnbmypu St.aureus (54%; p<0,01) ma Ps. aeruginosa (38,10%;
p<0,01). Xeopi 3 msixkum repebieom manu docmosipHO HUXYi noka3Huku OXKEJ1, ODB1, TLLUIB, MOLL 25%, 50%, 75%, nopieHsHO i3
cepedHbOMSKKUM ma nezkum nepebizom. Y eiui 0o 3 pokie OiaeHo3 Mykosgicyudos bys ecmaHoeneHul g4acHo nuwe 76,92% obecme-

JKeHUM, W0 Hauinoe Ha nodasibui 3ycursisi 3 noKpaweHHs SKocmi tioeo diaeHOCMUKU.

Knro4voBi cnoBa: mykogicyudos, kniHiyHul nepebie, imu.

BcTyn

Mykosicumaos (MB) € ogH1M i3 HannoLmpeHiwmnx ayTo-
COMHO-PELIMCMBHMX 3aXBOPIOBaHb, LLO 3YMOBIEHE MYyTa-
uieto reHy CFTR (TpaHcMeMOpaHHWIA perynsitopHui Ginok
MYKOBICLUMAO03Y), i XapaKTepuayeTbCs KNiHIYHUM nosiMop-
hi3MOM 3 MepeBaxXHNM ypaKeHHAM OpraHiB AMXaHHs Ta
TpaBMEHHS.

MB nowvpeHnuii cepef yCboro HaceneHHs 3emni, ane
HaMbiNbLL YacTo 3ycTpiYaeTbCs Y OCib EBPOMENCHLKOI pacu.
HaiibinbLua 3axBoptoBaHICTb CNOCTEPIraeTbCsa B TakMX kpai-
Hax gk Ipnangia (1:1800), WoTnaHaia (1:1984), Lsenua-
pis (1:2000), PpaHuia (1:2350). Cepen HaceneHHs KpaiH
Az3ii yactota MB cknagae 1:40000-100000 (lnais),
1:100000-350000 (AnoHis). 3a AaHWMK LLOPIYHOTrO 3BITY
The European Cystic Fibrosis Society Patient Registry
(ECFSPR) 3a 2014 pik, B 26 €éBponencbkux kpaiHax, y Tomy
yucni i B YkpaiHi, 3apeectpoBaHo 35582 nauieHTiB, XBOpux
Ha MB, 3 siknx 48,2% - gitu [4].

B Ykpaihi ToO4HMX AaHuX woao nowmpeHocti MB HeMae.
Ha cborogHiwHin geHb 3a pisHMMK axepenamu B Hawlin
KpaiHi npoxuneae 6nmnsbko 800 gopocnux Ta aiTen, XBOpux
Ha MB. Ak BkasyeTbca y odilliiHUX AokymeHTax [1], HeoHa-
TanbHWUI CKPUHIHK, Wo nposoamecsa y 2013-2014 p., noka-
3aB, WO cepeaHs YacToTa MyKoBiCLMAo3Y B YKpaiHi cTaHo-
BuUTb 1:8400.

Ha cyyacHomy etani npobnema MB oTpumana Baxnu-
Be MeauKo-couianbHe 3HaudeHHs. KniHivyHi nposiBu Ta
TSKKICTb XBOPOOM BapitoloTh 3anexHo Big BMay MyTauii, Lo
cnpyymMHUna xeopoby, Biky NawieHTiB Ta 6araTboX iHLUMX YMOB.
Liesnx meToais BunikosyBaHHa MB Hemae, ane cy4acHi
OOCHNIOXXEeHHS BeAyTb A0 MOKPaLLEHHS MeAWKaMeHTO3HO-
ro CynpoBoAy TakuxX XBOPMX, SIKUIA Joromarae nokpalmtu
AKICTb Ta NOAOBXUTU TPUBANICTb XUTTH. Ha cborogHi y pos-

BUHEHUX KpaiHax MediaHa TpMBanocCTi X1TTsa xBopux Ha MB
36inbwmnacs. 3rigHo gaHux HauioHanbHoro IHectutyTy 340-
pos'a CLIA (NIH) 3a 2016 pik cepeaHst TpMBanicTb XUTTS
naujieHTis, xBopux Ha MB, ctaHoBuna GinbLue 37 pokis [5].

ByacHo BcTaHoBneHui giarHo3 MB mae Baxnuse 3Ha-
YeHHst ona noganbworo nepebiry xBopobu, agxe
YCMiLLHICTb MiKyBaHHS 3aneXuTb Bifi CBOEYACHOMo NovaTky.
Yci nauieHTn 3 MB cTpaxgaloTb Ha nporpecytode ypaxKeH-
HS nereHb, WO 3yMOBMEHe HagMipHOO 3anarbHOK peak-
Li€to i3 BMBINbHEHHSIM Mpo3ananbHUX LUMTOKIHIB Ta OakTe-
pianbHOK KonoHisauieto nerexb. Lli npouecu npmssogsaTb
[0 HEe3BOPOTHOrO MOLUKOKEHHS JlereHb Ta AnxanbHUX
LWNSAXiB, WO € OCHOBHOK NPUYMHOK CMEPTHOCTI cepef Ta-
KMX XBOPUX.

KniHiuni nposisu MB BapitoloTb Y LUIMPOKNX MeXax Ta 3a-
nexatb Big 6aratbox dakTopis. Lle 3axBoptoBaHHS 3gaTHe
"MackyBaTuch" nig pi3Hi HO30MOril, WO YCKNaaHoe npouec
JiarHocTuk1, TOMy MNOLLUMPEHHS1 3HaHb cepef nikapiB ycix
crneuianbHOCTEN NPO KNiHiYHI ocobnueocti MB Baxnuee
3aBAaHHS CbOrOAHI.

Mema pocnigyKeHHst - BU3HAYMTU KNiHiYHI 0coBnMBOCTI
nepebiry MyKkoBicuMOo3y y Aiten.

Marepianu Ta meToaun

[na gocsArHeHHs nocta.neHoi MeTn Hamu Byno Komn-
neKkcHo obcTexeHo 84 auTuHKM, xBopux Ha MB. [liarHo3 BcTa-
HOBMEHO BiAMOBIAHO pekomeHAauin 3 giarHoctukn MB
AmepukaHebkoi PyHaauii Mykosicungosy "Diagnosis of
Cystic Fibrosis: Consensus Guidelines from the Cystic
Fibrosis Foundation" [7]. Cepeg ycix giTen gocnigxysaHoi
rpynu 6ynu 3ibpaHi ckapru, BUBYEHO aHaMHE3 XUTTA Ta
3aXBOPIOBAHHSA, NPOBEAEHO 06'eKTUBHE 06CTEXEeHHs, OLli-
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HeHi pesynbrat nabopaTtopHMX AoCHigKeHb, pesynsratu
BakTepionoriyHoro ob6CTexXeHH MOKPOTMHHS Ta MOKa3HU-
Kn cnipomeTpii. BusHayeHHs TSXKKOCTi 3aXBOPIOBaHHS Npo-
BoAMNM 3a wkanot LeaxvaHa-bpacgineaa.

OuiHoBanu HacTynHi napameTpu cnipomMeTpii: kpuBa
Buanxy ®XEJ (notik-06'em), MNLWB (nikoBa WBUAKICTE BU-
auxy), MOLW 25%, 50%, 75% (makcumanbHa o6'emHa
wemnakicte B % Big XKEI) Ta OPB1 (06'em dhopcosaHoro
BUANXY 3a 1 CekyHay).

YCi AiT Ha MOMEHT LOCHIIKEHHST Manu akTyarnbHi 6ak-
Tepiorpamu, OTpMMaHi 3 NOCiBy MOKPOTUHHSA.

Pesynbratn gocnigxeHHa ctatuctuyHo obpobneHi 3a
gornomoror ctatuctuyHoi cuctemm "IBM SPSS Statistics"
Bepcia 12 (20) i3 3acTocyBaHHsIM MapameTpuUyHKX i Hena-
pamMeTpUyYHNX MEeTOZiB ONUCOBOI CTAaTUCTUKU. [N OUiHKM
[OCTOBIPHOCTI Pi3HULI MiX He3anexHumu Bubipkamu Bu-
KopucToByBanu kputepin CT'logeHTa, a Ans BiACOTKOBUX
AaHuX - koediuieHT Piwepa.

Pesynbratu. O6roBopeHHs

AHani3 oTpMMaHux pesyneraTtiB Nokasas, Lo CepeHin
Bik rpynu obcTexeHnx nauieHTie 3 MB cTtaHoBuB 9,96+0,44
poku. Cepen obcTexeHux piten 6yno 47 xnon4vukie
(55,95%) Ta 37 piB4atok (44,05%). OuiHka TSHXKKOCTI nepe-
6iry MB nokasana, wo 13,10% aiten manu nerkun nepeobir
MB, y 46,43% XxBOpuX OiarHOCTOBAHO CEPEAHbOTSKKNMN
nepebir Ta 'y 40,48% - Tshkkuin. Cnig 3a3HaumTh, WO TSHKKUN
Ta cepeaHbOTSKKMIA nepebir MB 3ycTpivyaBcst 4OCTOBIpHO
yacTile sK cepep Xnon4yukie, Tak i cepeg gis4atok (p<0,01).
Takox, aHani3 TsKKOCTi nepebiry xBopobu cepen pisHMX
BiKOBMX rpyn NpoAEeMOHCTPYBaB, WO AiTK BiKoM 6-11 pokis
cTpaxganu Tskyumn nposisamu MB (21 gntuHa - 61,8%;
p<0,05), Hix giTn iHWOro BiKy, a B rpyni 12-17 pokis GinbLua
yacTuHa XBopux Manu nerki nposisn MB (7 giten - 63,6%;
p<0,05).

[LiarHoctnka MB B nepui Mmicaui nicna HapoaXXeHHs
BaXKNvBa ANs NofdanbLioro nporHo3y nepebiry 3axBopio-
BaHHS A9 Takux nauieHTis. TpmBanicTb XuTTa xBopmx 3 MB
3pocna B 3HaYHin Mipi 3a paxyHOK NpoBeAEeHHsI HeoHaTarb-
HOrO CKPUHIHTY, SKUA Jae MOXIUBICTb BYacCHO po3rnodvati
Tepanito Ta nonepeaunTy abo BigTepMiHyBaTU iHIKYBaHHS
navuieHTiB BUKOPWUCTOBYIOYUM iHransuiiHy aHTubioTnkoTepa-
nito, po3noyaTu cydacHy 3aMicHy Tepanito Ta 34iMCHIoBaTU
MynbTuaMcumnniHapHui cynposig [11]. B YkpaiHi HeoHa-
TanbHUA CKPUHIHI NPOBOAMUBCH HeperynspHo, Tomy nikapi
B piarHoctuui MB onuvpatoTbesl, 34e6inbloro, Ha TUMNoBI
KNiHiYHi NposiBU XBOPOOU.

[JeTanbHO BUBYEHMI aHaMHe3 fdiTen, xBopux Ha MB,
LLOAO NEPBUHHMX MPOSIBIB 3aXBOPIOBAHHSA Ta BiKy BCTaHOB-
NEHHS aiarHo3y nokasas, Wwo y 92,86% (78 naujieHTiB) nepLui
CUMNTOMM 3'ABUAMCH Y Bili Big 1 micsaua 4o 3 pokis, 3 HUX
fiarHo3 BucTaeneHo B4acHo y 60 Bunagkax (76,92%). Y
pewTwn aiten (n=18) 17,95% (14 xsBopux) MB 6yB BCcTaHOB-
nenun y 4-6 pokis, y 4 giten (5,13%) - nicna cemu pokis. Y
7,14% piten osHakm MB 3'aBunuck nicna 4 pokis. Taki pe-
3ynbTatv MOXYTb MOSICHIOBATUCh CKNagHoLWamu AiarHoc-

kM MB, noB'a3aHumMum i3 "MackyBaHHAM" xBopobu nig iHLi
3aXBOPIOBAHHSA Ta, B AEAKUX BUNaAKax, MidHiMM NposiBaMu
TMNOBOI KMiHiYHOI KapTuHW. Ui gaHi nigTBepoXyoTb He-
06XigHICTb HEOHATANBHOIro CKPUHIHTY MB.

Ha cborogHi Bigomo 6GinbLue 2000 myTauin B reHi CFTR
[10], xoua He BCi 3 HUX BuknukatoTe MB. 3a gaHnmu canty
https://cftr2.org ctaHom Ha nuneHb 2020 poky Bidomo 360
BapiaHTiB MyTaUiii, Lo 3yMOBMOIOTL XBOpoOy [3]. Haiino-
LWMPEHILWMM MYyTaHTHUM anenem asndetbca F508del, akmin
3ycTpivaeTbes y 60,75% npoTecToBaHmX XBOPWX, 3rigHO 3BiTY
€BponencbKoro peectpy MykoBicumaosy 3a 2017 pik [6].

Y Hawomy pocnigkeHHi y 81 gutnnmn (96,4%) piarHos
MB 6yB nigTBEpmKeHU HasiBHICTIO MyTauii reHy CFTR y
romMO3WroTHOMy CTaHi abo y KoMnayH4-reTepo3uroTHoMy
cTaHi, y 3 giten myTauin BusiBneHo He Gyno, ane giarHos
nigTBEpAXEeHUA ABOMA NO3UTUBHUMU NOTOBUMMK npobamu
Ta TMNOBMMU KNiHIYHUMW NposiBamu, LLO BigNoBigae cyyac-
HUM KpuTepisiM giarHoctukm MB (Tabn. 1). Ak cepen aisya-
TOK, TaK i cepe X/0oN4YuKIB 3a YacTOTOK OOCTOBIPHO Nepe-
Baxkana mytauia F508del/F508del (n=38-45,2%; p<0,01).

"3onotum ctangapTom” giarHocTnkn MB BBaXaeTbCA
notoBun Tect 3a lN6coHom-Kykom i3 BU3HAYEHHAM KOH-
LueHTpauii xnopuais, ABa NO3UTUBHUX pe3ynbTaTv SKOro
niaTBEPAXYHTb AiarHos [2, 7]. BusHavyeHHs xnopuais y Ha-
BaXLUi noTy nposoaunu 63 nauieHtam (75,0%). AHani3 pe-
3ynbTaTiB NOTOBOI NPOOM LOA0 TAXKKOCTi NOKa3aB, Lo XBOPi
i3 TSXKKMM Ta cepedHbOTSKKMM nepebirom MB nig yac

Ta6nuusa 1. Posnoain myTauin reHy CFTR cepeg rpynu obctexe-
HUX OiTen.

Xnonuyuku LisyaTka Bcboro

Myrauin n % n % n %
F508del/F508del 21| 44,7% [ 17| 459* | 38 | 45,2*
F508del/2184insA 3 64 | 7 (18910 11,9
F508del/N1303K 2| 43 | 2 54 41 48
F508del/W1282X 2| 43 |0 0 2124
F508del/185+1G —> T 2|43 |0 0 2124
F508del/6542X 0 0 2 54 2| 24
F508del/CFTR 2,3 2| 43 1 2,7 3] 36
F508del/R347H 2|43 |0 0 2124
F508del/1898+1G-A 2| 43 |0 0 2| 24
F508del/ HeBigoma myTauis 3 6,4 3 8,1 6 7.1
2184insA/2184insA 2|43 |0 0 2124
2184insA/3849+10kb C/T 1 21 1 2,7 2124
2184insA/N1303K 1 2,1 1 2,7 2|24
2184insA/HeBigoma mytauis 1 2,1 1 27 2 2,4
N1308K/ HeBigoma MyTauis 1 2.1 0 0 1 102
G551D/ HeBigoma myTauis 1 2,1 0 0 1 1,2
Hr?eBBI'iCE)o'\:naa “:ny;faul_lgiﬂﬂ/ 1 21 2 54 8 36

MpumiTKKU: *  pi3HMLUS OOCTOBIpHA MiX pi3HUMW MyTauigMun
(p<0,01); **  pi3HMLA JOCTOBIPHA MiX rpynamMu AiTen pisHoi cTaTi
(p<0,05).
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Tabnuus 2. Po3nogin BUcigHOi Mikpodrop y AiTen, XBopynx Ha MyKOBICUMA03, 3aNeXHO Bif TSHXXKOCTI nepebiry xsopodu.

Mepedir Bcboro, n = 84
BucisiHa kynbTypa Tskkun, n = 34 CepeaHbo-TsxkuiA, n = 39 Nerkuia, n = 11
n % n % n % n %
St.aureus 23 67,65* 17 43,59 6 54,55 46 54,76***
Ps. aeruginosa 18 52,94** 13 33,33 1 9,09 32 38,10***
Str. pyogenes 12 35,29 12 30,77 4 36,36 28 33,33
Str. viridans 1" 32,34 21 53,85** 6 54,55 38 45,24
Str. agalactiae 7 20,59 7 17,95 2 18,18 16 19,05
St. pneumoniae 4 11,76 5 12,82 0 0,00 9 10,71
C. albicans 18 52,94 24 61,54 5 45,45 47 55,95+
Enterococcus spp. 15 44,12 17 43,59 3 27,27 35 41,67

MpumiTKM: * - pi3HMLA OOCTOBIPHa MiXK rpyrnaMu NOKasHWKIB AiTen pi3HOro CTyneHs TsxKocTi nepebiry (p<0,01); ** - pisHMUSa AocTOB-
ipHa MiXX rpynamu nokasHuKiB AiTen pi3HOro CTymneHst TSKKOCTi nepebiry (p<0,05); *** - pisHMua QocToBipHa MixX rpynamu Gaktepin

(p<0,01).

NiATBEPOXYOYOI AiarHOCTMKM AOCTOBIPHO YacTiwe manu
NO3UTUBHUI pe3ynbTaT (23 AUTuHY - 44,23 %; 21 AUTUHN -
40,38 %; p<0,01).

KniHiyHi nposiBn MB pisHOMaHiTHI Ta BKNOYaTb CUMN-
TOMMW YPaXEeHHs NnereHb - Kawenb 3 abo 6e3 BuAineHHs
MOKPOTUMHHS, 3aJuLLKa, LjiaHO3, Ta pO3BUTOK OPOHXOEKTas3iB
i NTHeBMOiOPO3y, CUMNTOMW YpaXKEHHSI TPABHOI CUCTEMU -
naHkpeaTU4yHa HeJOCTaTHICTb i3 Manbabcopbuieto xumpis
Ta cTeaTopeeto, nonidekanieto, NopyLLEHHs] BCMOKTYBaHHS
XMPOPO3UMHHMX BiTaMiHIB, NPOSBM XOnecTasy i3 ypaxeH-
HAM PYHKUIT NeYiHKK, 3aTpuMKka ¢i3VYHOro PO3BUTKY.

Hanbinbl yacTolo ckaproto cepef 0bCTeXeHUX Hamu
nitent i3 MB, 6yB ManonpoAykTUBHWIA BOMOrMIA Kallenb
(92,9%; p<0,01), pani 3a YacToToK XBOPKX TypOyBana 3aTt-
pvmMka Habopy macwu Tina (61,9%; p<0,01) Ta 3aguwka npu
disnyHNx HaBaHTaxeHHsX (40,5%; p<0,01). 3a TaxkicTio
yactoTa ckapr Oyna HacTyMHO: CKkapru Ha Manonpoayk-
TUBHWIA Bonorui kawenb (n=34 - 100%; p<0,01), Buainex-
HS THIMHOrO MOKPOTUHHS (N=11 - 32,4%; p<0,01), 3aguwka
B cnokoi (n=15 - 44,1%; p<0,01), uiaHo3 (n=16 - 47,1%;
p<0,01) Ta cteatopes (n=13 - 38,2%; p<0,05) gocTosipHO
YyacTille BUSIBAANNCH Y NALEHTIB i3 TsXKKUM nepebirom.

Ornag rpygHoi knitku giten i3 MB nokasas, wo 80,95%
xBopux (N=68) manu emdizemaTosHy rpygHy Knitky (4ocTo-
BipHO YacTiwe y rpyni Tsxxkoro nepebiry MB (n=31 - 91,18%;
p<0,05), y 7,14% xBopux BusiBreHa gecopmadis pisHoro
cTyneHs BupaxeHocTi, Ta y 19,05% xBopux 3MiH He BUsiB-
neHo.

Ycim gitam Oyna npoBedeHa ayckynbrauia nereHb Ta
nokasaHo, Wo 79,41% XBopuXx i3 THKkMM nepebirom manu
Borori xpunu (p<0,01), ocnabneHe guxaHHS BUCIyXOBYBa-
nocb y 17,65% (p<0,05). BesukynapHe AvxaHHA BUCMYXO-
ByBanocb, 3aebinbworo, y giten i3 nerkum nepebirom
(27,27%; p<0,05).

Mepebir MB 3anexutb Bif KOMOHi3auii nereHb narto-
reHHUMKU MiKkpoopraHisamamun. PaHHe iHdiKyBaHHS XBOPUX
Takumu b6aktepismu sk Ps. aeruginosa, Burkholderia

cepacia Npu3BOAUTL 40 NPOrPECYYOro 3HWKEHHS AnXarb-
HOi doyHKUIT [8], TOMY iHGEKUINHWIA KOHTPOSb € BaXXNNBUM
hakTopoM yCniLHOro BeAeHHs XBopux Ha MB.

AHani3 pesynbraTiB 0aKTepionoriYHoro 00CTEXEHHS
MOKPOTUHHS, sike Buainsanu gitm 3 MB, nokasano, o 4acT-
iwe BuciBanuce kynetypu St. aureus (54%; p<0,01), Ps.
aeruginosa (38,10%; p<0,01), Str. pyogenes (33,33%), Str.
viridans (45,24%; p<0,01), Str. agalactiae (19,05%), C.
albicans (55,98%; p<0,01) Ta Enterococcus spp. (41,67 %;
p<0,01) (Tabn. 2). Oitn i3 Tskkum nepebirom JOCTOBIPHO
yacTilwe B1ainsanv 3 MOKpOTUHHAM PS. aeruginosa (52,94 %;
p<0,05) Ta St. aureus (67,65; p<0,01), Hix AiTK 3 Nerkum Ta
cepenHbOTsHKKMM nepebirom MB.

CnipomeTpisi, 3okpema ouiHka OPB1, edekTMBHUI
MeTOoZ MOHITOPUHIY XxBopobu nereHb npu MB. Llen napa-
METpP BBaXXaETbCSA NPEANKTOPOM MPOrHO3Y XUTTSH XBOPUX i3
cepeaHbOBAXKMM-BaXXkuM nepebirom xBopobu nereHb [9)].
OuiHKy nokasHukiB criipomeTpii nposoagunu ans 80 xBo-
puX, SiKi JOCArNM JOCTATHLOrO BiKy Ta MOIMM BUKOHYBaTU
iHCTPYKUiT gocnigHuka. OTpumaHi faHi y rpynax giten i3
NErknM, CepPenHbOTSKKAM Ta TSDKKMM CTaTUCTUYHO 3Haudy-
Wo BigpisHaANMch Mixk coboto. Tak, y NauieHTIB i3 TSHKKUM
nepebirom MB yci napameTpu cnipomeTpii 6ynu gocToBip-
HO HWX4YMMK (p<0,01), NnopiBHSIHO 3 NnerkMm nepebirom xso-
pobu. [Ins ouiHku cTaHy nauieHTie 6ynm obpaxi ®XKEJ Ta
O®B1, saki ctaHoBunK 78,25+2,27% T1a 72,34+2,70% Bigno-
BifHO ANsi Tsbkkoro nepebiry, 83,34+2,79% ta 77,68+2,91%
BiANOBIOHO ANS cepeaHboTshkkoro nepebiry, 93,90+2,77%
Ta 91,5014,08% BignosigHoO Ans giten i3 nerkum nepebirom.

BucHoBKkM Ta nepcnekTUBM nojganbliux
po3pobokK

1.Y pesynsratax 4OCHiaKEeHHS MoKa3aHo, WO OiTU, XBOPi
Ha MykoBicumaos, y 3,1 pasn yacTile MalTb THKKAN Ta
cepenHbOTSXKMI Nepebir xsopobu. B rpyni aitew Bikom 6-
11 pokiB 4OCTOBIPHO YacTille 3yCTpivaloTbCA AiTH 3 TSXKKMM
nepebirom.
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2. AHani3 aHamHe3y XxBopo0Ou nokasas, Lo 92,86% aiten
manu nepui nposisn MB y Biui o 3 pokis, ane nuwey 76,92%
obcTexxeHuM giarHo3 6yno BCTAHOBMEHO BYACHO.

3. Havinowwmpetiwoto myTauieto reHy CFTR y rpyni 06-
cTexeHux piten dyna F508del/F508del, sika 3ycTpivanack
y 45,2% XxBopuX.

4. HavacrTilwe [iTM CKapXunuicb Ha ManonpoayKTuB-
HWI Bonorun Kawenb (92,9%; p<0,01), 3aTpumky Habopy
macu Tina (61,9%; p<0,01) Ta 3aguwky npu isnyHnx Ha-
BaHTaxeHHsx (40,5%; p<0,01).
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OCOBEHHOCTU KIIMHWYECKOIO TEYEHUSA MYKOBUCLMOO3AY OETEN

HdemsiHuwuHa B. B.

AHHOTauusn. VccrnedosaHue nocesujeHo ornpedeneHurw ocobeHHocmel KUHUYeCKo20 meyeHusi Mykosucyudosa (MB) y demed. O6-
cnedosaHo 84 pebeHka ¢ noomeepx0eHHbIM OuacHo3om MB. Bcem demsim 6b1r10 nposedeHo cbop xanob, aHamHe3a, hu3ukarnbHbIlU
ocmomp, oueHeHbl pe3ynbmamel 1abopamopHbIX uccredosaHuli, bakmepuornoaudyeckoe Uly4YeHue MOKpombl U criupomempus. Uc-
rnonb3o8aHa cmamucmuydeckasi cucmema "IBM SPSS Statistics" eepcusi 12 (20) ¢ npumeHeHUeM napaMempuyecKux u Hernapamem-
pudeckux memodo8 onucamesnibHolU cmamucmuku. [ns oueHKku docmosepHocmu pasnuyuli mexoy He3asucuMbiMu 8blbopKkamu
ucrnonb3oeanu Kkpumeputi CmbtodeHma, a 0151 MPoUEeHMHbIX 0aHHbIX - K0aghghuyueHm Duwepa. bbiro nokasaHo, Ymo rnodassnsouiee
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Ocob6numBocTi kniHiYHOro Nnepebiry MykoBicLuMao3y y Aiten

Konuyecmso demeli umesio msxenoe unu cpedHemsxesioe medyeHue 6onesHu (86,91%). MaxopHas mymauyusi eeHa CFTR F508del/
F508del ecmpedanace y 45,2% 6onbHbIX. Haubonee pacripocmpaHeHHbIMU xanobamu cpedu demeli ¢ MB 6biriu ManonpodyKmueHbil
enaxHbil Kawerb (92,9%, p<0,01), 3adepxka Habopa seca (61,9%;, p<0,01) u odbiwka rpu usudeckux Hazpyskax (40,5%; p<0,01). B
pe3ynbmamax bakmepuonoau4yecko20 uccriefo8aHusi MOKPOMbI, KOMOPYH 8bI0eIANU nayueHmsl C MsKenbiM mevyeHueM, docmoesep-
HO yYauje ebicesarnucek Kynbmypbl St. aureus (54%,; p<0,01) u Ps. aeruginosa (38,10%; p<0,01). bonbHble ¢ msxesbim medyeHuem MB
demoHcmpuposasiu 6ocmosepHo Huxe nokasamesnu OXKEJST, O®B1, [1CB, COLL 25%, 50%, 75%, e cpasHeHuUU CO CpedHemsiKebiM
u nezkuM meyeHuem. B sospacme 0o 3 niem AuaaHo3 Mykosucyudos bbii ycmaHoeneH 8oepemsi morbko 76,92% obcredosaHHbIM, 4mMo
Hauenueaem Ha OarnbHelwue ycusnusi ro yray4uweHur Kadecmea e20 OuagHOCMUKU.

KnroueBble cnoBa: mMykogucyudos, KuHUYecKkoe medyeHue, demu.

CLINICAL COURSE OF CYSTIC FIBROSIS IN CHILDREN

Demianyshyna V. V.

Annotation. This study is devoted to evaluation of clinical course of cystic fibrosis (CF) in children. The study involved 84 children
who were diagnosed with cystic fibrosis. All participants were asked about complaints, life history, physical examination was made,
and the results of objective testing and instrumental examination were assessed. The statistical system "IBM SPSS Statistics" version
12 (20) was used using parametric and non-parametric methods of descriptive statistics. Student's criterion was used to assess the
significance of the difference between the independent samples, and the Fisher's factor was used for the percentage data. It was shown
that 86.91% of subjects had severe or moderate course of CF. Major mutation of CFRT gene F508del/F508del was found in 45.2%
children. Common complaints were productive cough (92.9%, p<0.01), failure to thrive (61.9%; p<0.01) and shortness of breath during
exercise (40.5%; p<0.01). Results of bacteriologic test of sputum showed significant prevalence of St. aureus (54.0%,; p<0.01) and Ps.
aeruginosa (38.10%; p<0.01). Patients with severe course of CF had lower rates of FVC, FEV1, PEF, FEF 25%, FEF 50%, FEF 75%
than children with moderate and mild course. At the age of 3 years, the diagnosis of cystic fibrosis was established in time by only
76.92% of respondents, which aims to further efforts to improve the quality of its diagnosis.

Keywords: cystic fibrosis, clinical course, children.
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