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PeSF!,re. B po6ori ouineui aca6nneocri xniuivxoro ne-pe6iry uyrcoaieUuAoey ( Mg) y ,qireh. O6crexeuo g0 Aireil, xBopux HaMB, eixou ei* 2 uiccuia Ao r7 porie (cepepuih eix 9,4gx0,57 poxal. iai*, 6yno ecranoeneHo, uJo 96,3!4,4so/o girert uannnaHtqearnqHy ne4ocraruicra, innwe 3,g!4,57o/o 6ynu si s1epexeno, aiiui", ,,a*nvr*ii r-_]an. S nerxnu nepe6irou MB6yno 2,5% 4irefi, is cepeAuao*a)<KnM nepe6irou _-4g,g%, a Bar<KuM - ;i,;% v ,upioai'""iiZri"iri"r""ro6n o6crexeao 77,5%AurtlHh' e peuicii - 22'5%' 3'ccoeauo, uJo Ens BaKKoro nepe6iry xapaiepuun eucia oioo* 
"7i""reaor uixpoenopu - y,qireh sTiry Tt;i;Yl:#:;r:,x7#!1,,?;!E!,,1iiJfr,"!1,"!fl!ll';ij*:,aaxia, v nopia,,i,i , 

"ulaH,boBaxKhM 
nepe6irou

uirtiuanasnx aiuitunx'npoaaax. Eyno aipuiteuo, uro eac-rorara eaxxicra'#il:XX':ryrzi::';J:"i::';::r1'##Z:;:"i:,aaxxocri MB.

airn.Bcryn 

-

Myroeicqfi.qos (MB) e oAHHM is HainoulrapeHir.!hx ayro_
coMHO-pell!4cnBHhx 3axBoppBaHb, uto 3yMoBneHe Myra_qieo reny CFTR (rpancrrlervt6panHrai perynsropHrli 6inor
vyroeicqr'r40ey) i xaparrepn3yerbcr xrir-li.{Hhra noniMop-
f:.y.g" 3a Aasnvn ,Qy "lncrraryr cnanxoao.i naronorii
HAMH YxpaiHr" s yxpaini npo)Kr4Bae eia 600 Ao g00 xeo_pl,lx Ha LlyxoeicqhAoe. Onnparosr,rcc na Aani TecryBaHH,
720 3AopoBrlx oci6, BcraHoBreHo, u{o eacrora rerepo3u_
rorHoFo HOCificrea r,ayraqii rena CFTR craHoB,rb 1 Ha 2g,qacrora vyxoeicuraaosv _ 1 Ha 3364 noeoFtapogxeFthx [2].Orxe, u-topory e VrpaiHi osixyerucr HapoAXeHHfl .l4i] 

xBo_

!1" "".yry-"cql,rAo3 (erxogrsn i3 norasHnra HapoAXy_
BaHocri 509000 HoBoHapoAxeHr4x Ha pirc). 3a nrApaxyHKa_un' e YxpaiHi r'rano 6ra npoxnBarh eia 1700.0,o 4000 xBo-prx Ha uyxoeicqfiAo3, orxe nepeeaKHy 6inuuicru naqrerria
He anreaeuo [1].

.{aHe saxeoppBaHHl e6epirae ceolo Bt4coKy MeAlKo_coqlanbHy sHaryu4icra, ulo noB,gsaHo i.Hursurcot _;;;_icro xrrrq xBopt4x, panHirra $opruyeaHHrM ycKJlarqHeHb,paHHboro ixeariArsaqiero, npo6aerr,taMH cBoeqacHoi Arar_HocruKrl, Heo6xiAniclo nooriiZsoro AncnaHcepHoro cnoc_repexeHHF, cKnaAHocrnMr,r airyeanHn r" "r"o"," bi""L-"ct',|epruocri [3]. 3 eirov y xBopHX BhHhKaorb raKt ycKnag_
HeHHfl sK qyrpoeri 4ia6er, rlrpo: nevinKh, negrHKOEaxeAocrarHicrb, nereHeBa rineprensin, ceplleBa He.q,o_cTarHicrb, AHXanbHa HeAocraTHicrb, 3HhxeHHfl HyrprrilB_Horo crarycy, Kr4r.uKoBa HenpoxiAnicru. flporpecyeaHxn
,erexeeolra cepr{eeoi HeAocrarHocri sBnfierbcfl Hat yacr_
iluoo npr,rrrxoo oueprixBophx tss%1. C;o;; inu.rrx npr_qHH B eKoHorrli,rHo poserHyrrx xpaiHax er4innnru: ycx_naAHeHHr nicna rpancnraHraqii opraHie ( I 2%), 3axBopto-gaHHR neqiHrr ra ne.{ir
un (2, t o/o),.** 

r o, r[] :Lffi i? :JtJ; 
icru ( 2, 3% ), rpae -

l-lporHos AaHoro 3axBopoBaHHc 3anexrrb BiA BqacHonocraBneHoro Aiarxosy ra npr43HaqeHHs aAeKBarHOi re_
|1nil. 

u" Mo>cnHBo B yMoBax roar cycnirucrso npoineop_
M_o_BaHe npo npo6aeruy ra o6ieHaH" 

" 
o""oa"r" rrixi.txr,txnpotBax vyroeicl{rAo3y, u{o .a,ae MoxnhBicre eani4ospn_ru xaopo6y Ha pannix crpoKax ra no3r4rhBHo BnnhHyrh Hanepe6ir 3axBopoBaHHn. Tor"ry no.pu*"""" posyuixxn

ffiHiqHoro nepe6iry MB e eaxnh"r; 
-.a-,g;;;r*.

Mera AocnipxeHHq _ Br3Haqrirn rnini,txi oco6nileocrinePe6iry lryxoeicqxAoey y girei.

Marepia.nr Ta MeroAH
Y .qocniAxeHni npnitaanu y\acrb g0 .girefr, xBopr4x Ha

MyKoBict-lr1Aos, aixoNa eiA 2 Micnllie ao 17 poria. Bcira 4irrvnpoBoAhnh xliHixo-agarvrHpnruuu6 nr6^^^_
MeHranbHeoo","*J1I1""l_ffi ;lll,lll'llli;,].?,',i,I
MoKportlHHc, KonporpaMy, Bt43Haqar!4 eeran eny eracra_sy- 1, npoeoA nnn noToBy npo6y ra .QH K_AiarHoclaxy.

- Cranacrrrny o6po6rcy orpr""ril" p*lv].uraria Aocri.q_xeHHn npoBoAnrh is 3acrocyBaHHRM crarrcrh,r Ftoi chcre_rvru "lBM SPSS Statistics 22.0,,.

Pesynsraru. O6roaopeHHn
. O6crexeno g0 Airefi, 

"roiry Ha ruyxoaicrlraAo3, BiKoMeiA-2 ftaiccqie Ao 17 porcie (cepe4Hii eir o6crexenhx cK_naB9,48!0,57 porr,r), sri np^oIhBaorb y M. Binxrqi ra BiHHnqrrih

la#"Ij; u,fl-o (7,7%), r,,r. ruaoei ra rueiecurifr oonacrivv va,+-/o), v. VepHirie - 5 4irerZ (6,40/0),laaHo_Opanriacorii o6aacri 2 air eh e,ail",li,i"p'""oni,".,"i,z oo _naqi - 2 grrei (2,60/o),xrp*i""0*in, pir"""[Jr, eon r Hcorcifi ,KipoBorpaAcbxii o6nacri ra rr. Kpne,afi p;;_'"o j Eurt^Hi
1]llutQ'" 1). cepe.q oo"r"*e"r" o,t"o orno 40 xnon-qnria (50%) ra 40 sievaror (50o/o). a"iii, iir^po3AneHiua uacrynHi eixoai rpynra; 

-eiA 
0 Ao 3 poria _'l-A eZ,SrVo),BrA 4 Ao 6 poxis _ 15_(.lg,gi%of, ,,g-; Ao t+ poxis 35 _(433!o/o), ai4 15 4o t8 porci, --rrliuititr].. r1.CepeA o6crexeH rx Airei v Zz ai en p6,'irq,+5"r") Ov n^0oqy1 3 naHKpearhqHoo HeAocrarHicrn, i nnue 3 Autn_il4 (3,8i4,57o/o) ne uanu naHKpearhyHoi HeAocrarHocri.Har,ar 6yao BcraHoBn(

av, o zlii'i, .ii.ij rili, S: r'"i,?J;:ffi l""H"J, I :-35(43,75o7o1,3 BaKKr4M _ 43 (S3,g%). ynepioAsarocrpeH_
Hr xsopo6r o6crexeno 62 gmurun (Zl,S"i1,l p"r,ricrr._ .1g
(22,5o/o\.

_^_?.'" 4irrv g.nn eepraeixar.lii 4iarHosy 6yro npoaeAeHonoroBy npo6y ra AHK ananis vyra4ii ilfi; 3,qcoea_HO' ulo cepeA scix rvryrarlii 46,10/o 
"ro*uu 

Kra*4LrHaF508de/ F508del, peura sBnfl nrbc, KoMnayHA-rerepo3 
14 _roraMr a6o rouosnrorrri no ixLuifi r"ryraqrr. nJoru npo6a

!:, :r" ehnaAxie 6yna nosr,rrrBHoro, y S girefi _ cyr"rHieHaray2-HerarhBHa.
.Qo orper,aoi ,prn, 

"oi"" aiAoxper44r4 gireft, xorpr,rvBcraHoBneHri Aiarnos
cKpriHiHry 1u"r""r",r",nlcnn 

npoBeAeHHs HeoHaratbHoro

Bcu oro';-;; ;r;" ; #,.' ff;.i;: : 
j:H HiJffiirracn ei4 82 go 150 x

4iarHos 6t, ;;";,;# 
"(J::uiil _lHlI',l"TIMeHr ornqAy eir xaoprax cKnllaB eiA 6 ,"ricqllia ,a,o 3 porie,e nnx2 MaoTb nerxnfi nepe6ir ra 3 cepep,xuoeaxKrfi. y i
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?".. t . PosnoAia 4irefi, xeopux Ha r.ayroeicqr,rgo3 3anexHo
erA ilticrlc npoxhBaHHF.

AHTPOnoI ofl Y H I gocn tlqxEHHrl

Fooflo,qi, xBopr,tx 3a eirco!"r ra crarrp.

f-lpu neprycii 69 xsoprax (96,9%) uanu rcopo6xoeuil
eayx, ia Hrx 58 (84,1o/o) 6ynn y nepio.qi sarocrpeHH, xBo-po6u. Ayacynbrarl4BHo B qboMy nepio4i y SS afteit (g0o/o)
6ynu eonori piaxoxani6epui xprnr s o6ox cropiH, cri ne-
peBa)(€rrH y Atrefi 3 BaxKhM nepe6irou (7g,1o/o). B cragiipeuicii y 16 eranagxax (gg,9olo) BrsHaqanh'xopcrKe Ar-xaHHr, nuwe 4 AuruHV (22,2o/o) LraflH eonori xpunh.

Y 23 gwtuan (2B,7So/o) giarnocroeaHo xonecrarhlHh,
ra qrroairlrrHrfi crHApouu. Ann 4iarxofir,rxr chHgpoMy
xonecra3y ra 4rrolisy Br3Haqarh er"ricr 6inipy6iHy ra ioro
QllxUrt, xonecrephHy, arrueHicrs np<xoT eocearasra(nO). Cepeg r4ieirpynu g xaoprx Ga,A661sireil ruana cyr_
reee nigerqenxn piexn ArlT, ACT ra noKasHHKu 6ynn y
ygIa_"q 63 ao 232 (114,75t 27,0) Opln ra eh 53 ao224 (77,6t13,6) ONn ei4noeisno. piaexu binipy6ixy npar_
rur.tHo y ecix 4irgfi 6ye y uexax HopMl4, nhuje y 3 girei
fioro piseur sHaqHo nheilu_lyeaeca 40 3g_4g,S MKMonb/n.

Y ecix xaopnx, KorpHM Bl43Haq€uH J.l@ (n=3g), aigsxa_qanocg 3HaqHe niAeraqeHHs quoro $epueHry ra cKnAAa-
no B cepeAHuor,,ly 689,7138,7 Op/n i xe sarexaro ai4
nepio4y,rr eaxKocri gaxBopoBaHHl.

BilgHa,lexHs $exaauxol eaacragn_ 1 4rn oqinxr Synrqlini4u.nyrxoeoi 3arosr npoBoAurl4 nnue 1g 4irnna, ls Hr.rx
y 2 (11,1P/o) OE 1 6yna B Mexax HopMu (>2Oe urr/xr), 4
wrruun (22,2o/o) uarn nouipxe nopyueHHc (200_ 1 00 uxrl
xrl ra 12 (66,70lo) - B€DKKe nopyueHHe eyHxqtT (treHr.ue
1 00 urr/rr).

flpn uixpio6ionorirHor,ry AocniExeuui rvroxporuuun
nafi6inuur qacro 

"Llcieanncb 
Kynbrypn St. aureus, ps.

aeruginosa, Sf. pyogenes, Str. vrndans, Str. agaractiae, C.
albicans ra Enterococcus spp., nry eurnngi MoHoKynb.ryp,
raxi e Mixcrax. Bracie ps. aeruginosa Hafiqacriue cnocrep_
iraecn y 1 9 arref s BOKKHM nepe6irou (47 ,So/o\ y nopiaunuxi
a .q,irrnn s cepe,qHboBa)KKHM - 2 (6,10/o)..{o rpynu
PseudomonasrEtKox BxoAlrrb Haimonas oryzihabitans, xcn_
pa anciealacu y 4 xeoprx (57o), ps. fluorescens- B j xBo_
poro, ra Hel4oAaBHo ehoxper\4.neHa rpyna xeeepruenry_
ovoT rpau-HerarNeHol nar hqKh poAy Sfenotrop h o m o n a s
maftophilias, sra srcigHa Bcboro e 1 xnoporo. Cxoxri sa
ceoTr,ar,r BnacTHBocreMH Ao pseudomonas spp. pig
Burl&olderia 6ye npegcraea euuir Bukholderia gtadioli, xot_
py ancianu a 1 xeoporo. St. aureus ehcisanh npaKrhqHo y
nonoarHu Ailefi rx is cepegHboBaxKhM n=15 (45,5%), rax
is eaKaaM nepe6irorvr n=19 (47,5o/o). Cxoxa xaprnxa 6yra
i un c. albicans, xorpy sracisan n y 5oo/o xBopt4x He3afiex-
xo ei4 aarxxocri nepe6iry vra nepio4y saxeopneaxHn. V 4
4nehtpuaano cinecs St. aureusMRsA, cepe4 iHr:.roi$ao_
pA, flKa 6yla snnueHa y xBoprlx Nerssera spp., Coryn.
pseudodiphtheriae, St. haemoliticus, Lactobaciltus spp., C.
kusei, Aspql. ft .rn igatLt s.

Br,rcxoern Ta nepcneKTHBH nolanbulnx
po3po6oK

1. Cepe.q o6srexeHNx Atrefi Me 3 naHKpearxyHoo He-
Aocrarxigno eyrcrpiraerucr 6iauule Hix y'ZO pasia racri-
rue, nix 6ee nanrpearr,rvnoi neAocrarxocri.

|t BiHHhtlf,

r 
'lbsiBF qepHiriB

r lBaHo-OpaHXiBcbR

u Tepuoninu

st XapHiB

# KpHBHi Pir

s PiBHe

i . tlyL{bK

* KipoEorpaA

{
.g

t

I
j

jF cilaKx LlyxoeicqnAmy u{e He 3 qennucs.
:,{*lfu6qytq po3BrroK girefi oqiHroearH urnrxoM pospa_

Fy lMf, srrail e cepeAr{boMy crnae 15,44St0,27 rrira2,
El3a qeHl4nunul,lu ra6nnqcMh. Cepeg o6crexeHnx girei
fiepeBoKHa 6huruicru Mana HeAocrarHto uacy riaa.

llpose4envrX HaMn aHarb noKasaa, ulo rninivni npo-
sBfi 3axBoproBaHHg B o6crexennx Airefi sanexann aig
nepio4y ra ealK<ocri 3€xBopoBaHHs. Tax, y nepio.qi saroc_
rpeHHe 28 na4ieHrie (4S,9%) Manu 3a4uLr.rry y cnoroi ra
10 xeoprax (16,4%) anAinffo rHiine 

"o*porr"r", 
rog,i nx

e peuicii ri.nsxn 'l ArrrHa (6,9%) s B€DKKrM nepe6irou
Mana raKi cKapru. Ogsaxn qiaxosy 6ynu y 24 xeopnx
(39,3olo) B sarocrpeHHi ra nrure a 3 4irefr y pervricii ( 1 g, g%).

9_1P15. ria6opy uacr riaa ehMi.tanacu y 4g na4ierria
(78,7a/o) B 3arocrpeHHi, na ei4rraixy ah nepiogy peuicri, 4eauue 3 (18,8%) ManH AaHy npo6revy. erpat uacr riaa
cn-ocrepiranN nnlrte y 8 naqienrie y nepio4i 3arocrpeHHs
(13,10lo), Cxaprr Ha qacrni ManonpoAyKTraeHhi Kalueru
aycrpivanrcr npaKTHHHo oAHaKoBo ax y nepio4i oarocr_
peHHe, rax i e peuicii (100o/o ra 93,g% erna4rie).

flpr orangi rpyAHoi rcnirxu g'rcoeaHo, t4o y nx y nepi-
oAi sarocrpeHHn, raK ia pevicii6in"ra ra"rr""girei vaaa
euQiaeuarosHy rpyAHy rnirry _ 53 ra 12 arna4xia (etAflo_
siAxo 8!,5% ra66,7o/o), anue 9 oci6 (14,5%) y sarocr_
pexHi i 6 (33,3olo) y nepio4i per,,ticii He M.rnH osuax rinep_
aeHrnnnqrr. B ganexHocri aig eaxrocri nepe6iry gaxBo-
ppBaHHr 39 girefi (60%) s eueiseuaro3Horo rpyAHoro
rairroto Maprb BaxKHfi nepe6ir aaxBoppBaHHs, 25 (3g,5o/o\
- cepeAHboBaKKuhra 1 AuruHa (1 ,So/o\ s neff M.
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2. Y nepio4i aarocrpeHHn y 4ire*, xBopr4x Ha MB, gar_
pruxa Ha6opy Mach riaa, ga,rlnura e craFti cnoKoff ra nph
Qisravnnx HaBaHTaxeHHsx, noff Ba rHiiuoro MoKporl4HHn,
qxaHG3ycrpi,{aorbcs y 2_2,5 pa3n qacnuJe, HixynalgernB
y craHi per,,ticii.

4..Qan sa:rccoro nepe6iry MB xaparreprhi glacia 6i'uLUarpecneuoi uircpognoprl. y A,irefi 3 BaKKTM nlpe6irov ynociei laoxporuxHc ps.
,{acriure, y nopiBHsHHi . X#:ff"nffif:H;1":*'

flepcnerrr,r aolo noAa, buJ r4x .qocai4xeHb e Bh Bqe H HflMeroAiB noKpauleHHn nxocri .qiarHo"r"*, ouirl, Ba>KKocrlcraHy xBopr,rx ra KopeKrHoro nra6opy -ropri",, BBAen_Hr AaHoi naroaorii.

3.Y 28,7o/o xBophx cnocrepiraru na6oparopHi ognaxra
t{Hronlsy ra xonecra3y a neviHr_li npr aig,cyrnocri a6o
MrHtM€ulbHt4x xriHi.rxhx nporBax
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Pesoue. B pa6ore oqeHun, oco1ennoci KruHn,recKoro reqeH*rr ,*orr"rll#f,i1lr"o a saBnckMocrt4 or rflxecru t4 nepu-oAa aa6oneeaunc' 6uno o6cne4oaano 80 6on*ux MB a aospacre or 2_ueca4es go 17 ner (cpepnui Boapacr cocraBun9'48x0'57 ner)' Euno ycraHoBneHo' qro g6,3!4,45% Aerei ,r"n, n"r*puaruiecKyto nugo"r"ro'nocrb, n ronbKo 3,g!4,s7o/onaqueHro7 6unu c caxpaueuuort eyux4ueh no$xenyAo,ruort xenesbr. C nirruu re.teHueM MB 6ono 2,5 % Aereil, co cpebHers_xenuM reqeHneM - 4g,g%, c nxenuM - sg,g%. B nepuose o6ocrpenna 6oneenu 
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D^y9?V* V.M., Rudenko G.M., Demianyshyna V.V. :
cLrNrcAL CHARACTERTZaTToil or cxiiontN Wrrn cysilc FTBHOSTSsummary' tn this articte authors evaluated clinical features of cystic fibrosk in^chitdre.n. The study invotved g0 chirdren aged from2 months to 17 years (9'48t0,57 lent) iti ivitn fibrosis. we iound that g6,a3x4,4s"ra 

"nnJren 
La,a'|anareatic insufficiency, andontv 3'8!4,s7% chirdren had nortiar pan"r"", iiiition. 2,5e,6 chirdren had mird cF,.;i,;;6;;i;;;;'iZlorioo"r"r" 

course, and s3,8%osubiects had severe course of the disease' we exaiinea i,bi iiiniir'riiJt" 
.pnu" "nd 

22,s% patients in remission. lt was foundthat the culture of Ps' aeruginosa was most comiiiity oor"*"d in 19 chitdrei with seuere rai,'iirlZrir" compared to patients withthe moderate course - 2 (6'1%)' zs,zn or pitiint" *"n observedraboratory signs of cytotysis ana ciitestasis syndrome with no orminimal clinica! manifestations' The anatysis siiwea-tnat tne crinica! manifesiations or tie aii""r"irZilalinea cnndren depended onthe disease phase.
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