IeniaTpis

YIK 616.37-003.8-056.7-053.2 (477.84)
DOI10.11603 /24116-4944.2019.1.10173

©0. P. Bosipuyk, B. O. KocoBcbka, T. M. KocoBcbka

JIBH3 «TepHoninbcvkuil de pacasHull medudHull yHisepcumem
iment L. 5. F'opbauescvrozo MO3 Ykpainu»

OCOBJIMBOCTI IEPEBIT'Y MYKOBICIIYIO3Y B JITEM TEPHOIILILCHKOI
OBJIACTI

MeTta AocnifgxeHHA — BCTAHOBUTM 0COGMBOCTI KMiHIYHOTO nepebiry MyKoBiCUMA03Y B AiTeli TepHONiNbCbKOi 061acTi.

MaTtepianu Ta metogu. MNpoBeaeHO PETPOCNEKTUBHUI aHasli3 icTopiii XxBopo6 15 aiteit TepHONiNbCbKOI 06/1acTi, XBOPUX Ha
MyKoBicumao3s. OrnsHyTo 5 giteit nig yac ix nepebyBaHHs y cTauioHapi.

PesynbTatn gocnifkeHHs Ta iX 06roBopeHHs. |Jea/lbHUMN MOXHA BBaXXaTu BUSAB/IEHHA XBOPMX HA MYKOBICLMAO03 Nif vyac
HeoHaTa/IbHOr0 CKPVHIHTY i NOYaToK MiKyBaHHA oApa3sy X MiCas BCTAHOB/IEHHS AjarHO3y HaBiTb 3a BIACYTHOCTI K/IHIYHUX NPOSIBIB.
[JiarHo3 MyKoBiCLMA03Y B YCiX NaLieHTIiB NiATBEPAKEHO B 3aXiAHOYKPAIHCbKOMY CreLianizoBaHOMYy AUTAYOMY MeAUYHOMY LLEHTPI.
Mpwn gocnigxeHHi reHoTuny 6yn10 BUSIBNEHO Pi3Hi BUAM MyTaLiil, afie HanvacTiwe Tpanasnace myTtauia F508del/F508del. Mu Bu-
3HaUUAN, Lo BINbLUICTb AiTeR gocarna AecaTMpiYHOro Biky. Yac BCTaHOB/IEHHS AiarHO3y MyKOBICLMA03y 6yB pi3Huii: 40 1 poky — B
2 piteii (13,3 %), Big 2 fo 5 pokiB —y 5 giteit (33,3 %), Big 5 go 10 pokis — y 8 giteli (53,4 %). BcTaHOBNEHO, LLO, YUM Mi3Hille
y XBOPOrO AiarHOCTYTb 3aXBOPIOBaHHSA, TUM TSDKUMIA 1ioro nepe6ir i HmkYa ehekTUBHICTb MiKyBaHHA. Y UMX AiTei Bigmivaan
6aratopasosi peLyanBY 3anasbHKX nNpouecis y 6poHxax —y 10 xsopux (66,6 %), foaaTkoBux nasyxax Hoca — B 5 (33,3 %), no-
pyLeHb doyHKLiT NigLwayHKoBoT 3a1031 —y 15 (100,0 %), po3BMTOK PE3UCTEHTHOCTI NaToreHHoT MiKpodiopy 10 aHTUBIOTHKIB — Y
15 (100,0 %). Tomy B Uux AiTelt NikyBaHHS YCKNaAHIOBaU10Ch i, BiANOBIAHO, €hEeKTUBHICTL 00 3HMKXYBasliack. Malixe B NOMOBUHM
nawieHTis, a came y 7 (46,6 %), BHacNifoK TpUBanol rinokcii BUsBIeHo AedpopmMalito NasibLiB i HIrTiB y BUrAa4i «6apabaHHux na-
JINYOK» Ta «TOAVHHUKOBUX CKenelb». SlereHeBy rinepTeHsito giarHocToBaHO B 4 nauieHTiB (26,6 %). JecopmaLito rpyaHoi KniTkm
(60oukonogibHa, po3lwmnpeHa B NepegHb0-3a4H50MY PO3MIpI) BigmiyeHo B 7 fiTeit (46,6 %). XonectaTuyHWii renaTuT BUSIBIEHO B
5 xBopux (33,3 %). MopyLUEHHS TOSIEPaAHTHOCTI A0 IN0KO3M AiarHocToBaHo y 2 aiteit (13,3 %).

BUCHOBKW. Y CTPYKTYpi XBOPMX HA MYKOBICLA03 AiTei TepHONiNbCbKOT 06/1acTi NepeBavkaroTh [iB4aTka Ta MeLKaHLi CiflbCbKOT
MicLleBOCTIi. Ha cborogHi 6inblua yacTuHa giteii o6nacti 3 mykosicumaosom (53,3 %) gocsarna Biky ctapiue 10 pokis. Y giTei Haworo
perioHy nepeBaxae MmyTauis F508del/F508del (66,7 %). Y 6inbwocTi aiteli (53,4 %) 3axBoptoBaHHA Oy/10 AiarHOCTOBaHO Mic/is
5 pokiB. Y Ae6toTi XBOpo6M HaiyacTille cnocTepirasiv 3aTshkHi 06CTPYKTUBHI 6poHXiTH (66,7 %) Ta nopyLUeHHs OYHKLT NigLWyHKOBOT
3an103u (100,0 %). Cepep ycknagHeHb nepeBakany KiICTKOBI fechopMallii, 03HaKM XPOHIYHOT FMOKCIT Ta BUCOKa YacToTa iHthikyBaHHS
30/10TUCTUM cTadiNioKokoM (73,3 %) | CUHBOTHINHOK NasIMUKOLo (46,7 %). Heo6XigHO 36i1bLUMTY HACTOPOXXEHICTb LLOAO AiarHOCTUKM
MYKOBICLM03Y Ha paHHIiX CTagisix A1 NOKPaLLEHHS SIKOCTi 1 NOAOBXEHHS TPMBaIOCTI XUTTS LiTEN.

KniouoBi cnoBa: MyKOBIiCLMA03; 4iTW; 0CO6AMBOCTI nepebiry naTtonorii.

OCOBEHHOCTW TEYEHNSI MYKOBUCLNAO3A Y AETEN TEPHOMOMBLCKON OBMACTU

Lenb nccnepgoBaHus — yCTaHOBUTb OCOOEHHOCTU KNIMHUYECKOTO TeYEeHWS MyKOBUCLMA03a Y feTeli TepHOMNosIbCKoi obnacTtu.

Marepuanbi u meToabl. [poBeaeH PETPOCMNEKTUBHbIV aHa/IM3 UCTOpW 6onesHelt 15 aeteli TepHononbCKoli 061acTu, 60MbHbIX
MyKOBUMCLMA030M. MpoBeaeH ocMOTp 5 AeTei Bo Bpems UX NpebbiBaHWA B cTaunoHape.

PesynbTathbl UccriefoBaHUA U UX o6eyxaeHune. aeanbHbIMU MOXHO CUMTATL BbisiBiIeHUE 60/bHbIX MYKOBUCLMA030M BO
BpEMS HeOHaTa/IbHOrO CKPUMHKHIA U HaYas10 SIeHeHNs cpasy e Noc/ie yCTaHOB/IeHMS AnarHo3a Aaxe npy OTCYTCTBUM KNMHUYECKUX
nposiBNieHnin. lnarHo3 MyKoBUCLMA03a Y BCEX NaUMEHTOB NOATBEPXAEH B 3anaHOYKPaMHCKOM Cneunain3mpoBaHHOM AETCKOM
MeLMLUMHCKOM LeHTpe. Mpu uccnefoBaHMmn reHoTvna 661710 06HapYXXEeHO pasnyHbIe BUAbI MyTaumid, HO Yalle BCero BcTpevanacb
myTauust F508del/ F508del. Mbl onpegenuaum, 4to 60/bLUMHCTBO AeTelt AOCTUMNO AECATUIETHErO Bo3pacTa. Bpems yctaHoBne-
HMSA guarHosa MykoBumcumao3a 6b110 pasHoe: o 1 roga —y 2 geteii (13,3 %), ot 2 go 5 net —y 5 pgeteit (33,3 %), ot 5 go 10
net —y 8 geteii (53,4 %). YcTaHOBMEHO, UTO, YEM MO3XeE Y 6OMILHOMO AMArHOCTUPYHOT 3a60/1eBaHNe, TeEM TshKeNee ero TedeHne n
HWKe aPEeKTNBHOCTb NleUeHUs. Y aTux Aeteli OTMeYasim MHOTOKpaTHble peLvarBbl BOCNaNUTe bHbIX NPOLECCOB B 6pOHXax — Y
10 60/bHbIX (66,6 %), NpUAaTOYHbIX Nasyxax Hoca —Y 5 (33,3 %), HapyLleHWli hyHKLMIN NoAXKeNy[04HOoM xenesbl —y 15 (100,0 %),
pas3BuTME PE3NCTEHTHOCTU NAaTOreHHOW MUKPOdAIopbl K aHTMbmnoTukam —y 15 (100,0 %). MoaTomy y 3aTuX AeTeli nedeHne 0Cnox-
HAM0Cb U, COOTBETCTBEHHO, 3PDEKTUBHOCTb €r0 CHMXaNach. MoYTV y NO/T0OBUHBI NALUEHTOB, @ UMEHHO Y 7 (46,6 %), Bcrneacteme
ONVTENbHON TMNOKCUW BbISIBNEHO AedhopMaluio nanbLeB U HOTTen B BUAe «bapabaHHbIX Nasiovek» U «HacoBbIX CTEK/IbILLEK.
JlerouHyto runepTeHsuno AMarHoCTMpPoBaHo y 4 nauneHTos (26,6 %). Jedopmauuio rpyaHon KneTkn (6o4ukoobpasHas, pacLumpeH-
Has B nepegHe-3agHeM pa3Mepe) oTMeuveHo y 7 aeteit (46,6 %). Xonectatnyeckuii renatut obHapyxeHo y 5 60/bHbIX (33,3 %).
HapyLueHne TonepaHTHOCTY K FI0KO3e AnarHocTupoBaHo y 2 geteid (13,3 %).

BbiBogbl. B CTpykType 60/1bHbIX MyKOBUCLA030M AeTeli TepHONonbCkoi 06nacTv npeobnagain AeBOYKM U KUTENN CebCKOM
MeCTHOCTU. Ha cerogHs 6o/bLuas YacTb Aetei o6nactu ¢ mykosmcuuaosom (53,3 %) gocturna Bospacrta ctaplue 10 net. Y getei
Hallero permoHa npeobnagana myTtauust F508del/F508del (66,7 %). Y 6onblunHcTBa AeTeit (53,4 %) 3abonesaHune 6b110 guarHoc-
TMpoBaHo nocsne 5 net. B geboTe 60/1e3HM Yalle Bcero Habngann 3aTsHkHble 06CTPYKTUBHbIE OPOHXUTLI (66,7 %) 1 HapyLleHns
oyHKLMKM nomxenyaoyHoi xenesbl (100,0 %). Cpean ocnoxHeHwli npeobagann KoCTHble gedhopManun, NpU3HaKN XpOHUYECKO
TMNOKCUM N BbICOKas YacToTa MHpMLMPOBaHMA 3010TUCTLIM cTachuiokokkoMm (73,3 %) 1 CUHEerHoliHoW nanoykoi (46,7 %). Heob-
XO4MMO YBENNUYNTL HACTOPOXKEHHOCTb OTHOCUTE/BHO AVArHOCTUKM MYKOBUCLMA03a HA paHHUX CTaausax ANs yayylleHns kayecTsa
1 yBENNYEHUS NPOLO/KUTENBHOCTU XXU3HU AeTei.

KntoueBble cnoBa: MyKOBUCLMAO3; AETW; 0COGEHHOCTN TEUEHWSI NATONOMNN.
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FEATURES OF COURSE OF CYSTIC FIBROSIS IN CHILDREN OF TERNOPIL REGION

The aim of the study — to determine the peculiarities of the clinical course of cystic fibrosis in children of the Ternopil region.

Materials and Methods. A retrospective analysis of history of the diseases of 15 children of the Ternopil region, patients with
cystic fibrosis was conducted. 5 children were examined during their stay in the hospital.

Results and Discussion. Ideally, detection of patients with cystic fibrosis during neonatal screening and initiation of treatment
can be considered immediately after diagnosis, even in the absence of clinical manifestations. The diagnosis of cystic fibrosis in all
patients is confirmed in the Western Ukrainian Specialized Children's Medical Center. In the study of the genotype, various types
of mutations were detected, but the most commonly occurring mutation was F508del / F508del. We determined that most children
were 10 years old. The time of diagnosis of cystic fibrosis is different: up to 1 year —in 2 children (13.3 %); from2to 5 years—in 5
children (33.3 %); from 5 to 10 years —in 8 children (53.4 %). It is established that the later the patient is diagnosed with the disease,
the heavier it is going through and the lower the effectiveness of treatment. In these children, multiple recurrences of inflammatory
processes in bronchuses were noted — in 10 (66.6 %) patients, additional nasal sinuses — in 5 (33.3 %), pancreatic dysfunction
disorders —in 15 (100.0 %), development of resistance to pathogenic microflora to antibiotics —in 15 (100.0 %). Therefore, in these
children, treatment was complicated and, accordingly, its effectiveness was reduced. Nearly half of patients, namely 7 (46.6 %),
due to prolonged hypoxia, deformed fingers and nails in the form of "drum sticks" and "clock clocks". Pulmonary hypertension is
diagnosed in 4 patients (26.6 %). Deformation of the chest (barrel, enlarged in the anterior-posterior size) was noted in 7 children
(46.6 %). Cholestatic hepatitis was detected in 5 patients (33.3 %). Two children (13.3 %) were diagnosed with glucose intolerance.

Conclusions. In the structure of patients with cystic fibrosis children of the Ternopil region dominate the girls and the inhabitants
of the countryside. Today, the majority of children with cystic fibrosis (53.3 %) reached the age of over 10 years. The children of
our region are dominated by the mutation F508del/ F508del (66.7 %). In most children (53.4 %) the disease was diagnosed after
5 years. In the debut of the disease, protracted obstructive bronchitis (66.7 %) and pancreatic dysfunction (100.0 %) were most
often observed. Among the complications, bone deformities, signs of chronic hypoxia and a high incidence of infection with golden
staphylococci (73.3 %) and blue-purulent rod (46.7 %) predominated. It is necessary to increase the caution in early diagnosis of
cystic fibrosis in order to improve the quality and lengthen the life expectancy of children.

Key words: cystic fibrosis; children; peculiarities of pathology.

BCTYIM. MykoBicL1A03 — OfHE 3 HalbiNbLL PO3MOBCHO-
[DKEHVX TEHETUYHO AeTepMiHOBaHMX 3aXBOPIOBaHb 3 ayTo-
COMHO-PeLeCUBHUM TUMOM YCNaJKyBaHHS, L0 3YMOB/IEHI
MyTaui€lo reHa TpaHCMeMOpaHHOro perynstopa MyKoBic-
Ln03y, XapakTepusyrTbCs YPaKeHHAM 3a/103 30BHILLHbOT
cekpeLil, TAXKUMU YPaKEHHAMU OpraHiB AUXaHHS Ta LWyH-
KOBO-KULLKOBOIO TPAKTY.

Ha cborogHi B YKpaiHi Lisi naTonorisi € ogHi€to 3 HalibinbL
CEepIio3HMX Ta HEBUPILLEHMX NPO6aEM Cy4yacHOT MeanLMHN,
MOB’A3aHOI0 3i 3HAYHVMU MOPaSIbLHUMK, (I3NYHUMK 1 Ma-
TepiaslbHUMU 3aTpaTaMu Cim'i, opraHiB OXOPOHW 3[,0pOB’S
i cycninbcTBa B Li/IOMY. 3a TSXKKICTIO nepebiry, 4acToTor
yCKNafHeHb i NeTasibHICTIO MYKOBICLMA03 Y BCbOMY CBITi
3alimae 0fiHy 3 NPOBIAHMX NO3ULLIA Y CTPYKTYpi 3aXBOPIOBaHb.
Y piTeli paHHbOrO BiKy aHe 3aXBOPHOBaHHS 3yMOB/IHOE MO-
niopraHHy HefocTaTHICTb. Bn3bko 85 % cmepTHOCTI npwu
LibOMY € HaC/iIKOM ypaXKeHHs fiereHs [1].

MyKoBIiCUM03 HalluacTille TPannseTbCs cepes nogei
€BPOMNEO0iAHOT pacu. KoxxeH 25-i1 eBponeeLb € HOCIEM reHa
[aHoro 3axBopoBaHHs. LLLopoky y cBiTi HapogpkytoTbest 45-50
TUCAY AiTeld i3 Uieto naTonorieto, a reTepos3nroTHMX HoCIiB
HanivyyeTbCA AEeCATKM MinblioHiB. Tak, B AMepuui — 1000,
Benuikiin Bputanii, @paHuii — 500-700, Pocii — 300. Pi3Huus
PO3MNOBCIOXXEHOCTI 3a/1eXHO Bif, cTaTi He cyTTeBa. [yxe
pifKo AaHe 3axBOPHOBaHHA AiarHOCTYIOTh Y MpefCcTaBHYUKIB
MOHTo/1014HOT pacy [2].

MowmpeHicTb MyKOBICUMAO3Y Y CBITI Ta YKpaiHi 3Ha4HO
Bipi3HAETbCA (Tabn. 1). HaibinbLuy KifbKicTb BUNaakis 3a-
peecTpoBaHo y QiHMAHAIT, a HalMeHLy — B [aHii Ta MiBHiYHii
Ipnangii. Ykpaina 3aiimae gpyre MicLe y CBiTi 3@ 4aCTOTOH
BVMHWKHEHHS LibOro 3aXBOPIOBAHHS.

TOYHY YacToTy MYKOBICLIMA03Y B YKpaiHi He BCTaHOB/Ie-
HO. 3a odpilinHumm gaHumu (2016 p.), Ha 06niky nepebyBae
674 OUTVHM 3 MYKOBICLMAO030M. 3a pesy/sibTaTamMmy HeoHa-
Ta/IbHOTO CKPWHIHTY Ha Mykosicumao3 2013-2014 pp., ce-
pefHs yactoTa MyKoBiCcUMA03Y B YkpaiHi cTaHoBua 1:8400.

Lli gaHi cnip, BBaxkKaTy nonepeaHiMu y 38’a3Ky 3 TUMYaCOBUM
NPUNUHEHHAM 3 2015 p. HeOHaTa/TIbHOTO CKPUHIHTY Ha MyKO-
BiCLM03 Ta HEAOCTATHICTHO iIH(hOpMaLiT LWoA0 nonynauiiHoT
4acTOTV 3aXBOPIOBAHHSA B YKpaiHi.

P03BMTOK MYKOBICL03Y NOB'I3aHWI 3 MyTaLieto reHa,
AKNA PO3MiLLEHMIA Ha 7 xpoMocomi. Lleli reH Bignosigae 3a
CMHTE3 TpaHCMeMOpaHHOro perysiaTopHoro Gifika MykoBic-
unaosy (TPEM) i chyHKLiOHYE SK peryiboBaHUA LIMKNIYHUM
afeHo3nHMOoHOooCaTOM X/IOPHUIA KaHa Ha anikasibHil
NOBEPXHi eniTenianbHuX KNiTuH. JuTnHa 3axBopie Ha My-
KOBICLMAO03 Ti/IbKN B TOMY BUMAAKY, AKLLO OTPUMAE TEeH Bif,
060X 6aTbKiB. FKLLO reH MyKOBICLMA03Y Ma€ OAVH 3 6aTbKiB,
[OVTUHA CTaHe NuLle oro HocieM. MeH 36epirae iHdhopmallito
npo 6iNKoBWIA kaHan, Akuid perymoe Bxig Na* i ClI yepes
KNITUHHY MembpaHy. FKLLO iHdhopMaLlis B reHi NoLIKOApKeHa
(TO6TO BMHMKNA MyTaL,is reHa), To 6i/IKOBWiA KaHa He «npa-
utoe» i knitnHa BTpavae Ak Cl, Tak i Na* [3].

OnucaHo 6inbl HX ABi TUCAYI PiI3HOBMAIB MyTaLiid,
HauyacTiwe TpannseTbcsa MyTauia F508del. XBopi Ha My-
KOBiCUMA03, SKi MaloTb B 000X anensax ogHakosi MyTauii, €
romosurotamu, a Ti, Aki matoTb y ABoX anensax TPBEM reHa
pi3Hi BUAY MyTauiii, — komnayHaHUMK (36ipHUMK) reTepo-
3urotamun. baTbky XBOPOro Ha MYKOBICLIM03 NMEPEBAXHO €
reTepo3nroTHumn Hociamu TPBM reHa [4].

Tabnuus 1. MowmnpeHicTe MyKOBIiCLMA03Y Y CBITi

Ta YKpaiHi
KpaiHa YacToTa BUHUKHEHHSA
PiHNAHAIA 1:40 000
YkpaiHa 1:8400
NlatuHcbka Amepuka 1:5000
Pocis 1:3800
Benvika BputaHis 1:2500
MiBHIYHa IpnaHpin 1:1700
[anis 1:1700
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Ha nouatky 30-x pOKiB MWUHY/0r0 CTONITTS, Konu Gyno
BMepLle OMMcaHo Lie 3axXBOPIOBaHHSA, CepefHsA TPUBaTiCTb
XWUTTS XBOPUX He nepesuwyBasia 2 pokiB. CborogHi gaHa
naTosioris NigaaeTbes fikyBaHHo [5]. TOMy giarHo3 MyKoBic-
Ln03y BXE HE € BUPOKOM, & TPUBASIICTb XUTTSA TakmMxX XBO-
pUX OCTaHHIM YacoM y 6araTbox PO3BUHYTUX KpaiHax CBIiTy
3HAYHO 3p0oCna, L0 3yMOB/IEHO BMCOKMM PIBHEM HaAaHHS
mMeauyHux nocnyr. Tak, y CLUA cepegHs TpyBanicTb XUTTA
XBOPUX Ha MykoBicunao3 y 1970 p. ctaHoBuia 16 pokis,
a B 2000 p. — 32 [6]. Y pO3BMHYTUX KpaiHax Lei NoKasHuK
3pocTae MOCTIHO, | UMM Mi3Hille Hapoauncsa Taki XBOpi,
TWM SIKICHiLLe NiKyBaHHSI BOHW OTPUMYHOTb, & MPOrHO3M Wo40
cepefHbOi TPMBAOCTI TX XUTTS CYTTEBO MOKPALLYHOTLCS.
MpoTe cepegHs TPUBAICTb XUTTSA YKPATHCbKUX NaLji€HTIB
yABivi MeHLwa (65113bko 16 pPOKiB) MOPIBHSIHO 3 BigNOBIAHM
MOKa3HMKOM Y PO3BMHYTUX KpaiHax. Taka cuTyaLjist Hacamne-
peA, 3yMOB/eHa 3HAYHOHO KifTbKICTHO HEBUPILLEHWX HA CbOTOAHI
npo6nem 3 HafaHHSA CBOEYACHOI Ta afekBaTHOI MeAgnyHOT
[ONOMOry XBOPUM Ha MYKOBICLMA03.

META AOCNIAKEHHSA — BcTaHOBUTU 0COGAMBOCTI
KNiHIYHOro nepeobiry MykoBicLmA03y B AiTelt TepHONiNbCbKOT
obnacTi.

MATEPIA/TN TA METOAW. n3aiiH A0CAigKEHHS: MPO-
BEeAEHO PETPOCMNEKTUBHMI aHani3 icTopiin xBopob 15 giten
TepHOMINbCbKOI 06/1aCTi, XBOPYX HA MyKOBICLMA03. OrnsiHyTO
5 piTei nig vac ix nepebyBaHHSA y cTauioHapi.

PE3Y/IETATU AOCNIAKEHHA TA IX OBrOBOPEHHS.
Y CTPYKTYpi XBOpMX HA MYKOBICLMA03 NepeBaxasnu gisyarka
— 9 giteli (60 %). Cepep nauieHTIB MeLLKaHLIB MicTa 6yn10 5
(33,33 %), cena — 10 (66,67 %).

3a BIKOM AiTei po3noAiiMamn Takum YMHOM: A0 1 poKy
—1(6,7 %), Bia 1 no 3 pokiB — HeMae, Big 3 Ao 6 pokiB — 2
(13,3 %), Big 6 o 10 pokiB — 4 (26,7 %), cTapLui 10 pokiB — 8
(53,3 %) (puc. 1).

9

8

7

H To 1 pory
B 1-3 poru

3-6 pokiB

M 6-10 pokiB

B Crapun 10 pokiB

ad
.
Puc. 1. Po3nogin aiteii 3a BikoM.

[JiarHo3 MykoBicuna03y B YCiX NauieHTiB MNiATBEPLKEHO B
3axigHoyKkpaiHCbKOMY cneLianizoBaHoOMy AUTAYOMY Mefny-
HOMY LIeHTpI Ta Npu JAOCNISKEHHI reHOTUNY 6yN0 BUSIB/IEHO
pi3Hi BUAM MyTauiii (tabn. 2). NMpoaHanizyBaBLUN pe3y/bTa-
TU TEHETUYHUX AOC/IXEeHb AiTeil 3 MyKOBICLMA030M, MU
BMSBUAN, LIO HavacTiwe TpaniseTbes myTauis F508del/
F508del —y 10 nauieHTiB (66,7 %).

Y 3 piteid (20,0 %) nepui KMiHIYHI NPOSBM 3aXBOpHO-
BaHHSA BUHUK/N MPOTArOM MEpLUOro MNiBpivys XutTs, y 12
(80,0 %) — nepLumx ABOX POKIB. Yac BCTAHOB/IEHHS AiarHo3y
MYKOBICLMA03y 6yB pi3Huii: o 1 poky — B 2 giteit (13,3 %),

Big 2 go 5 pokiB — y 5 giteli (33,3 %), Big 5 Ao 10 pokiB —y
8 piteit (53,4 %).

Tabnuus 2. Buau myTauii B 06CTEXEHUX AiTel

Ne
3a/n

1 |F508del/lF508del 10
CFTRdele 2,3 (21kb) Ta R553 X
F508del/185+G-T
F508del/G542
F508del/621-1G-T
F508del/R553X

Bug myTauii KinbKiCTb XBOpUX

olo|d|lw|N
R

Hai6inbL nisHbo Gyna AiarHocTvka MyKOBICLUA03Y B
OfHI€ET AIBYNHKU, KA YaCTO XBOPI/Ia Ha MHEBMOHIT. 13 YoTupy-
piYHOrO BiKy B HET liarHOCTOBaHO CHAPOM Masibabcopbui,
Yy BOCbMUPIYHOMY BiLi — KiICTONOZAiIGHI YyTBOPY NiALLITYHKOBOI
3a/1031 | nuLle B 9 pokiB — MyKOBiCUMA03. 3a AaHUMu niTe-
patypu, AiarHo3 MyKOBiCLMAO03y C/if BBaXaTuW CBOEYACHO
BCTAHOB/IEHNM MPOTATOM MNEPLUNX ABOX POKIB XWUTTS, 6e3
yCcKnafHeHb Ta npu gyxe fobpomy, L06pomy i 3a40BiNIbHO-
My CTaHax XBOPOro [2]. 3B1YaiiHo, ifeaslbHUMK MOXYTb 6yTI
BUSIB/IEHHSA XBOPMX HA MYKOBICLIMA03 Nif, YaC HEOHATa/IbHOTO
CKPWHIHTY i noYaToK NikyBaHHA oApasy X Nicns BCTAHOBNEHHSA
JjarHosy HaBiTb 3a BifICYTHOCTI KNiHIYHUX NPosBIB [5].

HecBoeyacHe BUABMNEHHA 3aXBOPIOBaHHSA Ta Ni3HO PO3-
nouyare fikyBaHHA NpU3Benu 40 PO3BUTKY yCKIaAHEeHb. Y
uux gitein Bigmivanu 6aratopasoBi peuuanBu 3anasibHUX
npoueciB y 6poHxax —y 10 xBopux (66,6 %), [0AATKOBUX
nasyxax Hoca — y 5 (33,3 %), nopyLueHb OyHKLIT NigLwnyH-
KOBOT 3a/1031 — y 15 (100,0 %), po3BUTOK Pe3UCTEHTHOCTI
naToreHHoi Mikpodpiopu A0 aHTubioTukie —y 15 (100,0 %).
Tomy NiKkyBaHHS B HVX YCK/1a[jHIOBaS10Ch i, BiANoBigHO, edhek-
TUBHICTb I0r0 3HMXyBanach [2].

Maiixe B NO/IOBMHN NaLeHTIB, a came y 7 (46,6 %), BHa-
CNifoK TpMBaol rinokcii BUABMEHO AedhopmMalLtito nasbuis i
HIrTiB Y BUrNsAgi «6apabaHHNX NasMyok» Ta «rOANHHUKOBUX
ckeneub». JlereHeBy rinepTeHsito AiarHocToBaHo B 4 naui-
€eHTIB (26,6 %). [Jedopmadito rpyaHoi knitku (6oukonogio-
Ha, po3LlMpeHa B nepefHbo-3alHbOMY PO3Mipi) BigMiYeHO
B 7 piteln (46,6 %). XonectatuyHuii renaTuT BUSB/IEHO B
5 xBopux (33,3 %). MopyLUeHHA ToNIepaHTHOCTI 10 [/1H0K03U
piarHoctoBaHo y 2 giteit (13,3 %) (tabn. 3).

Y 6inbwocTi nayieHTiB (73,3 %) BigMivyann XpoHiuHy
KosnoHi3aujto Staphylococcus aureus, a B 7 (46,7 %) — Pseu-
domonas aeruginosa.

By/o BUSIBNIEHO, L0 B OAHIN CiM'Ty TPbOX AiTei giarHoc-
TOBAHO MYKOBICLMAO03, & OfHa AUTUHA noMepna 4o 1 poky.

BcTaHoBMEHO, WO, Y/M Ni3HiLLe y XBOPOTO A4iarHOCTYThb
MYKOBICLMA03, TUM TSHKYUIA MOro nepeoir i Hukya edpekTms-
HICTb NiKyBaHHS.

JikyBaHHA — aHTUGIOTHKOTEpanis (aMmoKcuknas, Lmnpod-
JIoKCaUVH, To6paMilmH). YCi AiTn oaaTkoBo npuiiMasni Cinb
(Bikom o 3 pokiB — 2-3 /006y, cTapLui 3 pokis — 3-5 r/go6y),
hepmeHTU MiALWTYHKOBOT 3a/1031 (KPEOoH), ypcodasibk, Lwo-
[OEHHO — MYKOJTITUKM (aLEeTUILUCTETH, KapboLMCTETH aMOPOkK-
cony rigpoxnopua), nepiognyHo — nonisiTaMiHHi KOMMIeKCH.

TaknM YMHOM, nepe6ir MyKOBICL03Y XapakTepusyeTbes
HasABHICTIO 03HaK XPOHIYHOI riMoKcii Ta NpU3BOAUTL [0 PO3-
BUTKY Pi3HOMAaHITHUX YCKMaAHEeHb 3 BOKY iHLUMX OpraHiB i
CMCTEM OpraHismy.
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Tabnuus 3. Kputepii MykoBicuuaosy B gitei

MayieHtn (n=15)
BiK AUTUHW
11 |5 mica-| 6 12 17 10 11 15 5 10 13 15 7 11 13
CvmnToMm pOKiB | UiB | pOKIB |pOKiB| pOKiB |pPOKiB| POKIB |pOKIB| POKIB [pOKiB| POKIB |POKiB| POKIB |pOKIB| POKiB
Yyac BCTAHOBJ/IEHHS fjarHo3y
4 pokin .4 . 6. 1 6. 8. 5. 7. 4 6. 7. 6. 2 9. 5.
MicsLi | pokiB | pik | poOKiB |pOKiB| pOKiB |pOKiB| pPOKM |pOKiB| POKIB |pOKiB| POKM |pOKiB| pOkKiB
leHeTnyHa MyTauia* 1 2 1 1 3 1 4 5 1 6 1 1 1 1 1
MotoBa npoba, MEkB/n| 148 84 106 | 93 | 102 | 96 | 108 | 95 | 101 | 89 | 104 | 92 | 112 | 92 97
[ecdopmadis rpyaHoi + + + + + + +
KNITKN
BigctaBaHHA y + + + +
Pi3VYHOMY PO3BUTKY
«BbapabaHHi nannukmn» + + + + + +
«[OANHHUKOBI + + + + + +
CKesbLiA»
JlereHeBa rinepTeH3is + + +
XonecTtaTnyHuia + + + + +
renatut
IHhikoBaHiCTb + + + + + + + + + + +
Staphylococcus
aureus
IHhikoBaHICTb + + + + + +
Pseudomonas
aeruginosa
MopyLueHHs + +
TO/IEPaHTHOCTI A0
T/T0KO3M
MopyLleHHA HepBOBO- + +
NCUXIYHOTO PO3BUTKY

MpumiTka. * —BiANOBIAHO A0 HymepaL,ii B Tabmuyj 2.

BVWCHOBKW. 1. ¥ CTpyKTypi XBOPMX Ha MYKOBICL03
aitein TepHoninbCbKoi 06nacTi nepeBaxaroTb AiB4aTka Ta
MeLLKaHLi CifIbCbKOI MiCLLEBOCTI.

2. Ha cborogHi 6inblua yacTvHa gitein ob6nacTi 3 MyKoBic-
unposom (53,3 %) gocarna Biky ctapwe 10 pokis.

3. Y giTei Hawworo perioHy nepeBaxae myTauis F508del/
F508del (66,7 %).

4.Y 6inbwocrTi giteit (53,4 %) 3axBoptoBaHHA Gys1o Aiar-
HOCTOBaHO nicns 5 pokis.

5. Y pebtoTi xBOpo6M HalyacTile cnocTepirany 3aTsHkHi
06CTPYKTMBHI 6poHXiTK (66,7 %) Ta NOpyLUEHHS OyHKLT Mia-
LUSTYHKOBOT 3as1031 (100,0 %).
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