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Peztome: Obcnedosarno 42 pebenka c mykogucyuoozom. Y 61,9% oemeti ouacHo3 ycmaHosier Ha
nepgom 200y oscusHu. [ebrom mykosucyuoosza y 66,7% - ¢ KUWEUHBIX CUMNIMOMOS, V OCMANbHbIX — C
pecnupamopnwvix. Ocnosnou mymayueti eena CFTR 6 Xapvroeckom pezuone seniemcs delF508 (87,8%
us 32 obcneoosannvix nayuenmos). Onucanvbl KIUHUYECKUe 0COOEHHOCMU MYKO8Ucuyoo3a y oemel
Xapvrosckoeo pecuoHna.

Resume: Forty-two children with cystic fibrosis were examined. Cystic fibrosis was diagnosed
during the first year of life in 61,9% of patients. The manifestation of cystic fibrosis was represented by
intestinal signs in 66,7% of cases. Mutation of delF508 in the CFTR gene was the most common CF
mutation in children of the Kharkiv region. Clinical signs of the respiratory and digestive systems defeat
persisted even in the remission period. Clinical features of CF in children of the Kharkiv region were
described.

AKTyaabHoOcTh. MykoBucuuao3 (MB) siBisieTcss 1OCTaTOYHO PAacIpOCTPAHEHHBIM
TCHETHUYECKUM 3a00JIEBAHHEM C ayTOCOMHO-PEIICCCUBHBIM TUIIOM HacienoBanus [1,4].

Yactora MB B monynsiuuax pa3iuyHa U COCTaBIAET B cpeaHeMm l: 2-5 Teicad
HOBOPOXKJEHHBIX CPEIM TMpecTaBuTeNIe O6emoi packl. Kaxaplil 25-i eBporieer siBaseTcs
HOCHUTENIEM TeHa JaHHOoro 3aboieBanus. Kaxnplii rog B mMupe mosgBisioTcss okosno 50
ThICSIY JeTer ¢ MB, a reTepo3uroTHBIX HOCUTEEH HACUUTHIBAIOTCS JECATKA MUJUIMOHOB
[2,4,5].

MB sBasieTcss BaKHOW COLIMAIBHOM TPOOIeMOil HE TOJNBKO B YKpaWHE, HO U BO
MHOTMX CTpaHax MHpa, T[OCKOJbKY COIPOBOXKAAETCS paHHEW HHBAIUAW3ALINECH,
HEOOXOAMMOCTBIO MOCTOSHHOTO JICYCHUS U aKTUBHOTO JIUCIIAaHCEpHOTO HabmoaeHus [2,4].

B ocHoBe 3a00neBanus JeXuT nedexT Oenka, Tak Ha3pbIBAEMOT0 MYKOBHUCITHIO3HOTO
TpaHncMeMOpanHoro peryisitopa (CFTR). DToT 06ellok BXOAWT B CTPYKTYPY XJIOPHIHOTO
KaHalla, KOTOPBI Y4YacCTBYET B BOJHO-3JICKTPOJIUTHOM OOMEHE SIUTEIUAIBHBIX KIIETOK
BCEX OpraHOB- M CHCTEM OpraHu3Ma, HO TpPH €ro HapyIIeHWH B OOJbIICH CTENeHU
MIPOUCXOAUT TMOPAKECHUE PECIUPATOPHOM CHCTEMBI, KEIYyJAOYHO-KHUIIEYHOTO TPAKTa,
MOJDKEITYIOYHON JKeJIe3bl, IEYCHH, pPEnpoayKTHBHOW cucteMbl [2,4,5]. KnmHnueckue
MpPU3HAKKA TOpaXEHUsT JaHHBIX CUCTEM HAa paHHUX JTanax 3a00JeBaHUs HMEIOT
HecrennUIecKnii XapakTep U MPOTEKAIOT B BUC YaCTHIX OPOHXHUTOB, HAPYIIICHHSI CTYJIa,
MI0XO0M TprOaBKU Beca peOeHKa, U TTOITOMY OYEHb BaXXHO 3HATh OCOOCHHOCTH TEUCHUS U
auarHocTku MB 1151 BBISIBIICHUS JTAaHHOTO 3a00JIeBaHMsI Ha paHHHX 3Tanax [3,6,7].

Iesb: ycoBepuieHCTBOBaHME THArHOCTUKN MB y nerei.

3agaun: uU3YYuTh KIMHUYECKHE OCOOCHHOCTU TMOPaKEHUs PECIUPATOPHON U
MUILIEBAPUTENILHOM cucTeM y aereid ¢ MB, B XapbKOBCKOM pervoHe.
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Marepuanasl Ta Metoabl. PaboTa mpoBeneHa Ha 0a3e MyJIbMOHOJIOTHYECKOTO
ornenennss KYO3 «OJKB Nel» B 2015-2017 rr. KiamHuKO-mapakauHU4YECKue
oOcletoBanre OOJIBHBIX MPOBOJUIIOCH coriacHO npukazam M3 Ykpaunsl ot 19.03.2007
Nel28 «O0 yTBepKI€HUM KIMHUYECKUX MPOTOKOJIOB OKa3aHUS MEAUIIMHCKON MOMOILH 10
cnequanbHoctd  «Ilynmbmononorus» ot 29.01. 2013  Ne59 «OO0 yTBepx)aeHUU
YHUDUIIMPOBAHHBIX KIMHUYECKUX MPOTOKOJIOB OKa3aHUSI MEIUIIMHCKON MOMOIIU JACTIM C
3a00JI€BaHUSIMU OPTaHOB MUIIIEBAPEHUS.

JlanHbIe 00paboTaHbl ¢ mMoMoIbio mporpammsel IBM SPSS Statistics.

Hcnonp30BaHHbIE METOJABI HMCCJEAOBAaHUS MPUMEHSUIUCh C COOJIOJIGHUEM TIpaB
YeJoBeKa B COOTBETCTBUUM C JEHCTBYIOIIMM B YKpaumHE 3aKOHOJIATEIIbCTBOM,
COOTBETCTBYIOT MEXJIYHAPOIHBIM ITHUYECKUM TPEOOBAHUSIM U HE HAPYLIAIOT ATHYCCKHUX
HOPM B HayKe U CTaHJIAPTOB MPOBEICHUSI OMOMEIUITMHCKUX UCCIICI0 BAHUH,

PesyabraTthl M o0cy:xknenusi. [lon HaOmrogeHueM Haxoamioch 42 peOeHka C
nuarHo3oM MB, KOTOpbI YCTaHOBJIEH Ha OCHOBAaHUU KIMHHUKO-TIAPAKIMHUYECKUX
MIPU3HAKOB U MOATBEPKICH PE3yIbTaTaMU MIJIOKAPITMHOBOTO TECTA.

3a nepuoxa 2015-2017 rr. Bo B3pociyw ciyxk0y B/ XapbKOBCKOM PErMOHE OBbLIO
nepenano 6 mnanuentoB. Cpeau JeTckoro HaceneHusi XapbKOBCKOTO pEruoHa 3a
yKa3aHHbIM Tiepuoa  ymepiio 2 gnereid. [lpuumHamu eMepTH SBWIOCH pa3BUTHE
MOJIMOPTAaHHON HEJOCTATOYHOW MPEUMYIIECTBEHHO 3a CUYeT MpeoOsalaHusl Tenaro-
pEHAJLHBIX HAPYIIEHUM B OJTHOM CITy4aeT, B APYrOM — 3a CUET PECITUPATOPHBIX.

Cpenu OONBHBIX MpeobJIaaii MaJIbUUKU- U cocTaBwin 66,7%, neBouek - 33,3%.
Pacnipeenienne mo Bo3pacTy MpeAcTaBiIeHO cleaytoumm oopasom: 1- 3 rr. - 8 (19,1%), 3-
6 rr.- 3 (7,1%), 6-12 rr. - 14 (33,3%), 12 - 18 net - 17 (40,5%).

Huarno3 MB Obul ycTaHOBIIEH B/TEpHOJE HOBOPOXIECHHOCTH Y 11,9% O6onmbHBIX
pU MPOBEICHUH HEOHATAIBHOIO CKPUHUHTA, B IpyJHOM Bo3pacte - y 50%, B mepuon
paHHero Bo3pacta - 26,2%, B mpeaaoIuKoiabHbIi nepuond - 7,2%, B mepuoj MIaAliero
IIKOJILHOTO Bo3pacta - 4,7%. J{uaruo3 Obu1 MOATBEPK/IEH Ha OCHOBAHUU MOJIO0KUTEIHHBIX
PE3yNBTATOB MUJIOKAPIUHOBOTO TecTa (Ba u 6oiee) y 100% OONbHBIX, MOJEKYISPHO-
reHEeTHYECKOro uccieaopanne myranuii rena CFTR —y 76,1% nereii.

ITo naHHBIM MOJEKYASPHO-TEHETUUECKOTr0 ucciaenoBanus, myrtamus B rene CFTR
delF508 B ToMO3UTOTHOM COCTOSTHUHM OOHapykeHa B 34,3% manueHToB, B re€TEPO3UTOTHOM
cocrosiunn - 21,8%, B KoMmayHJe C HEUACHTH(PUIMPOBAHHOW MyTamued - y 25%.
Brisienensr mytaru. B rene CFTR Arg334Trp (3,1%) u 711 + 1G> A, Ratiol132,721
(3,1%) B rereposurotHom coctosinuu. ['eHorumnsr delF508 / del21kb, delF508 / S1196X,
delF508 / N1303K, W1282X / neunentud. BoisiBiieHbl y 4 0onbHBIX. CHEKTp MyTarui
reHa CETR y nereit 6onpHBIX MB nipenocTaBieH B cieayromieM oobeme: delF508 -87,8%,
N1303K - 3,1%, S1196X - 3,1%, del21kb - 3,1%, 711 + 1G> A, Ratiol32,721 - 3,1%,
Arg334Trp - 3,1%, W1282X - 3,1%.

Tsoxenoe Teuenne 3a0oneBanusi otMeueHo y nereit ¢ myranueit reHa CFTR delF508
B roMO3UrotTHom coctosinuu (7 u3z 11), B rerepo3urotHom coctosiuun (1 w3z 7), B
KOMIMayH/ie ¢ HeuAeHTU(UIpoBaHHON MyTauuer (2 u3 8), a Takke OOJbHBIE C
renotunamu delF508 / S1196X, delF508 / N1303K, W1282X / Heunentud.

Cpennetspxenoe teuenue umenu 4 u3 11 gereii ¢ rerorunom delF508 / delF508, B
rE€TEPO3UTOTHOM COCTOSIHUU (4 U3 7), B KOMIIayHJE C HEUJIEHTU(PUIUPOBAHHOU MyTalUeu
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(6 u3 8) u ¢ renotunom delF508 / del21kb.

Jlerkoe Teuenre MB ObU10 y manueHToB ¢ reHotunamu Arg334Trp / -, 711 + 1G>
A, Ratio132,721 / -, delF508 / -.

[Ipu n3ydyennn anHamHe3a 3a00J€BaHUsl YCTAaHOBIIEHO, YTO A€OIOT nposisieHuid MB y
66,7% neteil ObUT MPEJACTABICH KUIIEYHBIMUA HAPYIIEHUSAMU (YACTBIA KUIKUN «KUPHBII
cTyl - 61,9%, HenocrarouHas npubaBka Beca - 33,3%, onepaTUBHBIE BMEIIATEIbCTBA 10
MOBOAY MEKOHHUanbHOTrO mieyca - 14,2%, 3anopsl - 4,7%, cpeiruBanue - 2,3%). B 33,3%
cily4aeB AeOr0T 3a00JIEBaHMSI COITPOBOXKIAJICS PECIUPATOPHBIMU HAPYLICHUSIMU .

W3yuenune aHamHe3a >KHM3HM ToKazano, 4Tto mia 2,4% cemel oOciaeayeMbIX
XapaKkTepeH OJM3KOPOJCTBEHHbIN Opak, 4,8% cemeil UCnoab30BaIl KCTPAKOPIOPATBHOE
omionoTBopeHue. Ilatomorus Teuenuss OepeMeHHOCTH HaOmronanachk B.-78,6% ciyuaes,
npeactaBieHa recro3amu [-II monoBunbl Oepemennoctu (12 crmydaeB), aHemueint (4
cilydasi), yrpo30oi MpexIeBpeMeHHbIX poaoB (7 ciayyaeB). B 4 ceMbiX MMeIU HECKOIBKO
nereil, OonpHbix MB. M3 Hux B 3 ceMmbsix - crapmiie A€TH YMEPIH B MEpPUOJ
HOBOPOKJIEHHOCTH B CBSI3HM C KUIIEYHON HEMPOXOIUMOCTHIO, BhI3BAHHOW MEKOHHUATbHBIM
WJIEYCOM. 2 ceMbU UMEIOT 10 2 pebenka ¢ MB.

JonomenabiMu poauiuchk 90,4% nereit, HeoHOIUEHHBIMU (9,5%) - Ha 34-i1 Henene
recraiuu 4,7%, Ha 35-i1 — 2,3%, Ha 36-i1 — 2,3%. YV 14,2% nereid AuarHocTHpoBaHa
3a/Iep’KKa BHYTPUYTPOOHOTO Pa3BUTHSI.

[Ipy KJIMHUYECKOM HCCIEIOBAHUM PECHUPATOPHON CUCTEMBI OBLJIO YCTAHOBJIEHO,
YTO OCHOBHOM HamboJjee 4acToi xano0oil SBIsSeTCsS HOCTOAHHBIN Katenb (88,1%) pazHoi
CTEINEHU BBIPAKEHHOCTH.

[Ipy oOBEKTHBHOM OCMOTpE AepopMallds KOHIIEBHIX (DajlaHr TaiblleB B BHJE
«OapabaHHBIX TMAJOYeK» M HOTTed B BHJAE «YACOBBIX CTEKOJ» pPa3HOM CTENEeHU
BbIpakeHHOCTH oTMedeHa y 40,4% O00nsHBIX. B3nyTue rpynHoON KJIETKU W paclIupeHue
MEXpeOepPHBIX MPOMEKYTKOB OTMedalnoch 47,6%, kuneBumHas naedopmaiusi TpyIHON
KIeTKU — y 9,5%, BoponkooOpaztas.—y 4,7%.

Oco0eHHOCTBI0 PUBUKATBHBIX JAHHBIX CO CTOPOHBI IBIXaTEIbHON CUCTEMBI y IeTel
¢ MB 6b110 pazHooOpasue cumntToMoB. [Ipu mpoBeneHWH CpaBHUTEIBHOW MEPKYCCUU
JIETKUX TIEPKYTOPHBIA 3BYK HMMeN KopoOouHbd oTTeHOK B 80,9% ciyuaeB, uepenoBaHue
YY4aCTKOB TPUTYIUICHUSE ¢ y4aCcTKaMHU KOpOOOYHOTo 3Byka orMeueHo y 42,8%. Ilpwu
ayCKyJbTallUU JIETKUX B MEPUOJIE PEMHUCCHUU KECTKOE JbIXaHUE BBICIYIIMBAJIOCh Y 76,2%
OONBHBIX, YYaCTKU OciabieHHoro npixanus — y 21,4%, nuddysHpie BiIakHbIE METKO- H
CepeHbOY3upUaThic XpUIIbI - 42,8%, cyxue xpurbl - 14,2%.

IIpu = KIMHWYECKOM HCCIECIOBAHUM MHUIIEBAPUTEIBHON CUCTEMBI  BBISIBICHBI
CIEYIONTNE KaJ00bl: MPAKTUYECKH OJUHAKOBO YaCTO BCTPEUAJIOCh OIIYIICHUE B3IYTHS
xuBoTa  (33,3%) ®m oOunpHBIM Kamuieobpasapii cryn (30,9%), Takke OOTBHBIX
O6ecrniokonsio yxyamieHnue annetuTa (26,1%) u orcyrcTBue yyBctBa cbhitoct (9,5%).

VYBenuueHne pa3MepoB KUBOTa BbIABICHO Yy 7,1% oOcmemyembix paeteit. [lpwu
MOBEPXHOCTHOM manpnanuu xKuBota 4,7% OOJbHBIX HMEIW OOJE3HEHHOCTh B
AMUTacTpalbHON 00JacTU. Y BEJIMUEHUE Pa3MEpPOB MEUEHU MO CPEIHE-KIIOUYNYHON JIMHUU
or 1 mo 3 cm nHaGmomanoch y 45,2% O6onbHBIX, OT 4 10 6 cM - 37,1% OOIBHBIX.
YBenuueHue Cee3¢HKH BbISIBICHO y 7,1% manueHTos.

BoiBoa. YcTaHOBIIEHHBIE KIIMHUYECKUE OCOOCHHOCTH MOPAKEHUS PECIIUPATOPHON U
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MUIIEBAPUTEIIBHON cUCTEM y OoJibHBIX MB momoryT ycoBepIleHCTBOBATh JUArHOCTUKY
MB y nerteil Ha paHHUX 3Tanax 3a00JIEBAHMUS.
Jluteparypa

1. Kanpanos H. . MykoBucuuno3 / H. W. Kanpanos, H. FO. Kamupckas. — M.: MeanpaxTuka,
2014. - 672 c.

2. MyKkoBicUMI03 y IiTeH: MOMUJIKH PaHHBOI JiarHOCTUKH Ta ix anamni3z / [O. M. OxoTtHikoBa, lO.
I. Tmamym, T. I1. IBanoBa Ta in.] / Kiinigna imyHonoris. Aneprosoris. [Hpexromoris. — 2013. — No64(5).
—C.15-21.

3. Ilopaxxenue renarobunmapHoii cuctemsl npu mykoBuctmaosze / [H. HO. Kammpckas, H. U.
Kamnpanos, 3. A. Kycosa u ap.]. — 2012. — C. 106-115.

4. Diagnosis of cystic fibrosis: consensus guidelines from the Cystic Fibrosis Foundation / [P. M.
Farrell, T. B. White, S. L. Ren ra in.]. // Journal of Pediatrics. — 2017. — Ne181. — C. 4-15.

5. The hsa-miR-125a/hsa-let-7e/hsa-miR-99b cluster is potentially implicated in Cystic Fibrosis
pathogenesis / [M. E. Ahanda, T. Bienvenu, I. Sermet-Gaudelus Ta in.]. // Journal of Cystic Fibrosis. —
2015. — Ne14(5). — C. 571-579.

6. Cystic fibrosis pulmonary guidelines: treatment of pulmonary exacerbations / [P. A. Flume, P.
J. Mogayzel Jr, K. A. Robinson Ta in.]. // American journal of respiratory and critical care medicine. —
2009. — Ne180(9). — C. 802-808.

7. Treatment of lung infection in patients with cystic fibrosis:.current and future strategies /
G.Doring, P. Flume, H. Heijerman, J. S. Elborn. // Journal of Cystic Fibrosis. — 2012. — Ne11(6). — C.
461-479.

Marepuansl AUCTAHIMOHHOM HAYYHO-TIPAKTUUECKON KOH(EPEHIIMH MOJIOIBIX YUEHBIX 393



