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HasefeHnin KNiHiYHWIA BUNAKoK MYKOBICUMA03Y Y AUTUHK, sika 6yna HOCIEM BaKKOi MyTaLlii reHa Mykosicungo3y delF508 ta nomepna Big po3BUTKY CUHAPOMY
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The clinical case of the child with cystic fibrosis and severe delF508 CFTR mutation is described in the article. This patient died from multiorgan failure syndrome

at 17 years old.
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KnuHnyeckui cnyvyaii MykoBucuupgo3sa ¢ pa3BuTmeM CUMHAPOMA NoJIMOpraHHOM

He[OoCTaTO4YHOCTU Yy pebeHKa

HH. Jpo6osa’, EA. finoBckas, E.B. lacuynnk2, BA. Knumenko?, 0. B. [TnontkoBekas2, C.U. bes32, H.T. CuipeeBa?

1XapbKOBCKNIA HAUMOHANbHbIA MeANUNHCKMIA YHUBEPCUTET, YKpanHa

2KY03 «06nacTHas feTckas knumHuyeckas 6onbHuua Nel», r. Xapbkos, YkpanHa

Mpe/cTaBneH KNMHUYECKMIA CYYail MYKOBUCLIMA03a Y PeGeHKa, KOTOPIN Gbifl HOCUTENEM TAXKENO0i MyTaLuv reHa MykosucLnaosa delF508 1 ymep oT passuTus

CWHAPOMA NONUOPraHHON HeJoCTaTO4HOCTY B BO3pacTe 17 ner.

Kntoyesble cnoBa: MyKoOBUCLW03, [IETH, LMPPO3 NeYeH, CUHAPOM NONNOPraHHOi HeL0CTaTOYHOCTH.

Beryn

ykosiciuao3 (MB) € ogHum 3 HallOiIbII

MONIMPEHNX CHAAKOBUX IMOJiOPTaHHUX
3aXBOPIOBaHb, MO XapaKTEPU3YETHCS TOPYIIEH-
HSAM POOOTH €K30KPUHHUX 3aJ103 i JKUTTEBO
BaKJIMBUX opraHis [3]. Pazom i3 ypaskeHHsIM Jiere-
HEBO1 CUCTEeMH, TTATOJIOTiSA TeYiHKY Ta MiIIIITYHKO-
BOI 3aJ103U 3aiiMalOTh TPOBiIHE MicIle cepesl YuH-
HUKIB, IKi 00yMOBJIIOIOTH IIPOrHO3 XBOporo Ha MB
[1]. MykoBicII103 € BasKJINBOIO COIIATBHOIO ITPO-
6JIeMOT0 B YCHOMY CBIiTi, OCKIIBKHM CYITPOBOIKY-
€THCS BUCOKOIO CMEPTHICTIO, PAHHBOIO 1HBAJII IN3a-
[i€10, HEOOXIAHICTIO TOCTIHHOrO JIKyBaHHS
Ta aKTUBHOTO UCIIAHCEPHOTO CIIOCTEPEKEHHS.
MyxoBiciiugo3d  OyB  ymepiie — ONHCAHUI
y 1905 porii — T. Landsteiner cmocrepiraB aBox
JIiTell 3 MEKOHIaJbHOIO HEMPOXIJIHICTIO Ta KiCTO3-
HUMU 3MiHAMU MY HKOBOI 3aJ1031.

[lois1 TakuX XBOPUX MPUHIIMIIOBO 3MiHMJIACS 32
octanni 100 poxis, i gkio e Ha moyatky XX CT.
MB 6yB TOCMEPTHUM JIIarHO30M, & OLJIBIIICTH XBO-
pUX TTOMUPAJHN Ha TIEPITOMY POITi JKUTTS, TO 3apa3
Yy PO3BUHEHUX KpaiHaX CBITY cepe/lHd TPUBAJICTh
JKUTTS Talli€EHTa CTAHOBUTH OJIM3bKO 35—37 pokKis.
B VYkpaini gani odilifiHoi CTaTUCTUKHA OO0
cMmeptHOCTi ipu M B BificyTHIi, ajsie okpeMi aBTOpU
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MOBi/TOMJITIOTH TIPO CEPEeHIO TPUBAJICTh KUTTS
12—14 pokis [2,4,6].

Y 85 % Bunazkis neranpHicTh ipu MB € Ha-
caigkom ypaskenns Jierenib [11]. IIpu MB 6pon-
XOJIETEHEBUH CEKpeT XapaKTepU3yEThCsS Ha-
3BUYAHO BHCOKOIO B'SI3KICTIO, 1110 YCKJIQHIOE
[oro eBakyailifo, BUKJIMKAE TMOBHY a00 4aCTKOBY
obTypaliito 6poHXiB i GPOHXI0JI, 1110, B CBOIO Yepry,
00YMOBJIIOE PO3BUTOK IIATOTEHHUX MIKPOOPraHis-
MiB y Tpaxeo-OpoHxiajbHOMy jepeBi (S. aureus,
Hemophilus influenzae, Pseudomona aeruginosa,
Stenotrophomonas maltophilia, Achromobacter
xylosoxidans, Burkholderia cepacia complex ta in.).

Ypaxenus neuinku npu MB, a came mmpos
HEeYiHKM, 3aiiMae apyre micie miciass GpoHxoere-
HEBUX YCKJIQHEHb y 3arabHOMY IEPeiKy Mpu-
yunu cMmepti npu MB [1,9]. 3minu B nevini cro-
YaTKy MaloTh JIOKQJIbHUN XapakTep, ajie 3TojIOM
MOYMHAIOTH TPOrPeCyBaTH Ta NPUIBOJAATH O
MYJIBTHIO0YJIIPHOTO G1/IIapHOTO IIMPO3Y, TOPTaJIh-
HOI rifepreHsii Ta BCiX NOB'sI3aHUX i3 IIUM CTAaHOM
MaTOJIOTIYHUX 3MiH (BiTamin K-3amexxHe mopyiieH-
H 3TOPTaHHS KPOBI, TillepCILIeHI3M, KpPOBOTeui
3 BAPUKO3HO PO3IUPEHUX BeH cTpaBoxoxay) [1].

[TankpeaTnuHy HEJOCTATHICTD, 3a TAHUMMU Pi3-
HUX aBTOpiB, MaoTh 85-90% xBopux Ha MB [4].
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Ane 11 ypaskeHHS €H/JOKPUHHOI YaCTWHM ITi Iy H-
KOBOI 3271031 MAa€ BaroMy 4acTKY Ta BUPAKAETHCS
y PO3BUTKY BTOPUHHOTO IiyKpoBoro miabery (11/1).
[Tpo6sema I1/] y 1iux XBOPUX CTAHOBUTH BEJTMKUI
intepec. Hacrtota I/l mpu MB, 3a ganumu pisHux
aBTOPIB, KoJMBa€eThes Bix 2,5% 1m0 32% Ta 36ij1b-
NIYETBCS TPOMOPILifHO BiKYy XxBopux |[3,8,13].
[Lyxkposwuii miabet po3BuBaceThest y 15% xBopux Ha
MB, a cepexn xBopux crapire 30 pokiB 11 1udpa
csarae 50% [7]. Mexaniamu mopyliieHb BYTJIEBOJI-
HOro oOMiHy 1ipu M B icToTHO BiPi3HAIOTHCS Bij
nmaroreHeTnyHux Mexauismis IIJ[ 1-ro Ta 2-to
TUTiB. BifbIIiCTh aBTOPIB CXUISAIOTBCS /IO TOTO,
0 Ha TJIi TATOJIOTI MiAIIJIYHKOBOI 3aJI03U TPU
MB possuBaerbsest 11J] ocobamsoro tumy [3,10].
Myxkogicunmos-saneskauii [LI/] 3pebibiuioro Busi-
BJISETHCSA y MAIIEHTIB 13 BaXKUMU MYyTallidMU
(manpurimazn, F508del, sika € oxnieto 3 Haiimomnru-
PEHIMUX MyTaIliil reHa TPAHCMEMOPAHHOTO Pery-
aaropa MB) [1,12,14].

Memoto poboTH € aHai3 KIIHIYHOTO BUITAIKY
JUIsT BUSIBIIEHHsT ocobsmBocTteil nepebiry MB
y JiTell Ta BUCBITJEHHS JIeSIKUX IIPOOJIEM BeCHHS
xBopux Ha M B B YkpaiHni.

PesyibraTi IOCTIIZKEHHS Ta iX 0OrOBOPEHHS

XBopa K., 16 poxis, 3BepHymacs g0 K303
«OJIKJI Ne1» m. Xaprona 13.10.2015 p. 3i ckapra-
MU Ha KallleJb 3 BUJIJIEHHAM THIHHOTO MOKPOTUH-
HI, 3a/UIIKY, HE)KUTh, HOCOBI KpoBoTeui. Ctan OyB
PO3IIiHEHU K BaKKUI 3a paxyHOK Kap/liopeciri-
pPaTOPHUX TOPYIIEeHb, XPOHIYHOI TMaHKPeaTUYHOI
HEJIOCTATHOCTI, TIEYiHKOBOI HEIOCTAaTHOCTI, TOp-
TAJIBHOI TilepTeH3ii, reMOpParivHOTO CUHIIPOMY,
MeTaboIIYHUX OPYIIEHb.

Anammnes jscummsi ma 3axeoprosanis. 3 anamHe-
3y Bijijomo, 110 [uTHHA HapokeHa Bif 11 BaritHO-
cti (I — Mequunuit abopT), MEPIINX TTEPETIACHUX
nosioriB y 33 T KHI rectartii. Maca Tijia ipu Hapo-
mkenni — 2400 1, 3pict — 51 cm. [lo rpyzeit npu-
KJIaJleHa Ha TPeTio 100y (caMOCTIHO He CMOKTaJIa,
BUTOJIOBYBAJIACh 311i/KeHUM MoJiokom ). [Tlennena
3a iH/IMBilyaJIbHIM KaJleH/1apeM.

I3 mapomkenHs MaTu BigMivaja MOTaHUN
areTuT AUTWHU, AIBYNHKA He 3'imasa HeoOXianni
obcsr ki, moraHo Habupasa Bary. Y Billi TPhOX
TUKHIB 3'ABUBCS KalleJb — J[IarHOCTOBAHO ITHe-
BMOHIIO, 3 IPUBOJY YOr0O AUTUHY OYJIO rOCIIiTaJIi-
30BaHO /Io cranioHapy. [ITHeBMOHis Maja 3aTsiK-
Huii mepebir (Oinbire wotupbox THKHIB). [licisa
BUIIUCKY i3 CTaIlioHapy 36epiraBcst CyXuil HEIpo-
JIyKTUBHUI Kalllesib, 3'sIBUJINCS CKApru Ha 4acTi,
PSCHI, CMepioui BUIIOPOKHEHHS, 3061/1bIICHHS
po3mipiB kuBoTa. /lutuHa OyJja CKepoBaHa [0
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MEeINKO-TEHeTUYHOTO TIEHTPY, /ie Y Billi BOCBMU
MICSIIIB HAa IMiicTaBl JaHUX KJIIHIYHOI'O [OC/IIKEeH-
H¢, Pe3yJbTaTiB JBOPA30BOTO IMiJOKAPIIHOBOTO
tecty (85 mmoub/i), OyB miarHoctoBanmit MB.
Y gxrocti 6a30Boi 3amicHOI (hepMeHTHOI Teparril
OyB TpU3HAYeHWil maHKpearuH. /[iBUMHKa pery-
JigpHo (KokHI 2—3 Micsli) nmepenocusia ingekirii
pecripaTopHoi CUCTeMU, 3 IPUBO/LY YOTO TIpuiiMa-
Ja anTuOaKTepiaTbHy Teparmio. Y Billi OIHOTO
POKYy BijMiueHe iH(DIKYBaHHS GPOHXOJEreHEeBOi
cucremu S. aureus. 13 TppoX poKiB 3amicHY (hep-
MEHTHY Tepalmilo TPOBOAWIN  IpernapaToM
«Kpeon», nutrHa nocTiiiHo npuiiMasia mpernapatu
3 TenaTonpoTeKTOPHOI0 (YyPCO/IE30KCUX0JeBa
KHUCJIO0TA), MYKOJITUYHOIO  (QleTUJIIUCTEIH,
aMOpOKcoJia TiZPOXJIOPUI) JIi€0, MOJIiBITaMiHHU.
CraH AWTUHU MOKPAIIMBCS: BiaMivamocst 30i1b-
IMEeHHs Baru, HOpMaJisalligd KiJbKOCTi jedeKkaltiii,
3MEHIIEeHHS KalllJTio 3 TIOKPAIAaHHAM PEeOJOTIYHNX
BJIACTUBOCTEN MOKPOTHUHHSI.

Y i mectu pokis (2005 p.) Gyso mpoBeneHO
reHeTu4yHe JIOCJI/I)KeHHs, sIKe BUSBUJIO BaKKy
myTaitifo delF508 (10 exson) rena MB (CFTR) B
KOMIAyH/i 3 HeiHaeTudikoBaHOIO MYTaIli€lo.
[Tepenik MmyTaliif, sIKi AOCHI/KYBajancs IIiji 4ac
anasizy ta He Oysm BussJeni: del1507, 1677del TA
(10 ex3o0m); 621+1G-T, R117H (4 ex3on); R334W,
R347P (7 exson); 1717-1G-A (10 inTpoR);
R553X, G551D, G542X (11 exson); P129S,
W1282 (20 ek3on); N1303K (21 ex3son);
CFTRdele2,3 (21kb). Barbku autwnu He MPOXO-
VTN TEHETUYHOTO 0OCTeKeHHsI. [3 mectu pokiB y
JIMHAMIIII CITOCTEPEKEHHS BiMidaaoch 30iIbIneH-
HSI 3arOCTPeHb 3amajbHOr0 GPOHXOJIEreHEeBOTO
mpolecy 3a IHEBMOHIUHUM TulloM (pa3 Ha
micsib). Y sikocti 6a30Boi aHTHOAKTEpianbHOI
Teparrii 3aCTOCOBYBAJINCH TPUBAJI KYypCU a3UTPO-
MITUHY.

3 BOCbMU POKIB 3'SBUJIMCSI CKAPTW HA CIIPary,
nosiypito, nosaxiypito. bys piarnocroBanuii 11/ I
TUTY, IHCYJIIHO3aJIeKHU A, Ta TPU3HAYeH] Iperapa-
TH IHCYJIIHY.

Y Billi fIEB'SAITU POKIB 111/ YacC IJIAaHOBOTO YJIbT-
Pa3BYKOBOTO JTOCJI/I>KEHHSI Y€PEBHOI TOPOKHUHU
Oy BUSIBJIEH] O3HAKY [IUPO3Y MEYiHKHU, TTOPTAJTh-
HOI rineprensii, 30iJblIEHHS cele3iHKn +6 cM.
Y upomy sk pori OyJja AiarHOCTOBaHa XpPOHivYHA
KOJIOHI3allisl  Tpaxeo-OpOHXiaJbHOTO  JepeBa
CUHDBOTHIMHOIO iH(EKITIE0, 3 TPUBOLY YOTO TUTH-
Ha OTpUMyBajia aHTHOAKTepiaJbHi IIpermapatu 3
AHTUCUHBOTHINHOI aKTUBHICTIO, Y TOMY YHCJIi
iHTa/IAIiiHI TOOpaMIilMH, KOJIICTUH, ajie KOPOTKH-
MU KypcaMu y 3B'si3Ky 3 (hiHaHCOBMMU TIpobIeMa-
MU POJMHMU.
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KAMHMYECKIIM CAYYA

Pue.1. Jedopmalis nanbuis («6apabaHHi nannmykn») 1a HirTis
(«roAMHHNKOBE CK0») Yy XBOPOro HA MyKOBICLMA03

gl
Pue.2. MNeTexianbHuin BUCUM, MiIrMEHTALis FOMINOK Ta cTon
XBOPOro Ha MyKOBiCLMA03

Pue. 3. TenatonieHanbHWUIA CUHAPOM Y XBOPOro Ha MyKOBICLMA03
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CraH IUTHHY TIOCTYIIOBO MOTiPITyBaBCs, 3017b-
IyBaIUCs TepMiHKM TiepeOyBaHHS y CTallioHapi,
MTOCTYTIOBO HAPOCTAIU MPOSIBU Kap/liopeciipaTop-
HOI, reTtaTOPeHAJIbHOI HEJIOCTATHOCTI, HEBPOJIOTiY-
Hi mopyments. /[utuHa moctiiiHo motpebyBasia
craiionapuoi meanuyHoi gomomoru. 3a 2015 p.
KUJIBKICTh JIKKO-/IHIB TiepeOyBaHHs y JIiKapHi
cknana 283. Ilix yac ocraHHBOI rocmitasizallii
3 13.10.2015 p. mo 06.01.2016 p. guTrHa TpoOBEIA
y JiikapHi 85 JiKKo-/HIB, YoTUpH pa3u OyJia mepe-
BeJleHa 3 MyJIbMOHOJIOTIYHOTO BiJ/IIJIEHHS IO Bijl-
JIJIEHHS aHecTe310JI0Til Ta IHTEHCUBHOI Tepartil
(52 nmiskKo-[HIB 3arajioM) y 3B'sSI3Ky 3 TIOTipIIeH-
HAM CTaHy Ta MPOTPECYBAHHIM CUHIPOMY TTOJiOP-
TraHHOI HEJOCTATHOCTI, Jie JOMiHyBaJu O3HAKU
rermaTopeHaJbHOI HEZIOCTATHOCTI, 110 1 CTAJIO MPHU-
YUHOIO CMEPTI INTUHU.

JliBunHKa MaJjia BiAMiHHI IHTeJIeKTyaabHi 37110~
HocTi. HepBoBo-1ICMXiuHUIT PO3BUTOK ITOBHICTIO
BifMOBiZIaB 1i BiKY, Ha BiAMiIHY Bix (Pi3UIHOTO
crany. /lo 9-ro ksiacy nutrHa HaBYajacs 3a TPo-
IrpaMoI0 3arajbHOOCBITHBOI TKONU. [Tompu cBoe
Ba’kKKe 3aXBOPIOBaHHS, HaMarajach He BijicTaBaTh
Bi/l OJTHOJIITKIB, TiJ] Yac 3HAXO/KEHHS y CTallioHa-
pi mocTiiiHo Hamarajaach possuBaTH ceOe (3aiima-
Jlach BUIITMBAaHHIM, BUBYAJIa IHO3eMHI MOBH, BOJIO-
JTiJ1a KOMIT FOTEPOM JIOCKOHAJIO).

O0'exTHBHMII cTaTyC

@iznununii po3BUTOK — HU3bKMI. Pict —
146 cm. Bara — 32 xr. Impexc macm Tima —
15,01 kr/m2. Ilkipa 6miga, cyxa. [ledopmartis
HAJIbIIB Y BUIJIsH «OapabaHHKX MaJIMIOK», HITTIB —
«TOIMHHUKOBOTO ckJyay (puc.l). Ha cromax
Ta TOMIJIKaX BiJIMIYaTMCs OCEPEIKH MirMeHTallii Ta
MeTexXiaJbHOTO BUCHITY, Ha IJleyax — IIOCTiH €K-
IiiTHI eKXiMOo3W1, BUpa3He JIyleHHs: cToi (puc.2).
Ipymna xmiTka muninapuyanoi gopmu. Ilepkytop-
HUIT TOH Hajl JlereHsIMU B Ga3aJIbHUX BiJIi/1aX CKO-
POYEHUII, Y BEPXHIX Ta CEPEAHiX — 3 KOPOOKOBUM
BIITIHKOM. AYCKYJBTaTUBHO B JIETEHSIX KOPCTKE
JVMIXaHHS, CyXi CBUCTSYI XpUIU 3 060X GOKIB, BOJIO-
ri cepeiHbO-TyXupUacTi — y GasaJbHUX Bif/iiax.
Tonu cepiig puTMiuHi, TPUTIIYIIEH], CUCTOTTYHUN
1yM y Beix Toukax ayckyJbraiii. JKusit 36ibime-
HUHM y po3MipaxX 3a pPaXyHOK TeMaTOJIE€HAJbHOTO
cungpomy (medirka +8,0 cM 3-11ij Kpaio pebepHOTo
ayru, cenesinka — +15,0 em) (puc.3). 3aTpumMka
crateBoro po3Butky — P1 Ax1 Mal Mel. Burmo-
poskHeHHsT 2—3 pasu Ha 100y, KalKonoAiOHi, cTea-
Topesl.

Y auHaMmill BiZIMiYasoch TOTIPIIEHHS CTaHY:
IUTHHA He MOTIJIa MepPecyBaTHCs yepe3 BUPa3Hy
CeplieBO-CYJIMHHY HEIOCTaTHICTD, TMOoJiiHelporna-
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Tif0, BiIMiYanInCs HEOHOPA30BO KJIOHIKO-TOHIUHI
CYIOMH, 3POCTaHHsS HaOPSIKOBOTO CUHIPOMY,
aciuty (10 JPEHaKY 3 YePEBHOI MOPOKHUHU BUTI-
Js 1o 2,6 g1 pignHu/no0y), HapoCTaHHs rera-
TocteHoMmerasii (medinka +12,0 cm 3-mig Kpaio
pebGepHoi ayru, cenesinka — +17,0 ¢m), mopraib-
HOI TilepTeHsii, TporpecyBaHHs reMopariyHoro
CUHJIPOMY Y BUTJISIII TMiANIKIPHUX €KXiMO3iB, KPO-
BOBWJINBIB Y CKJIEPH, TAPAOPOITAIbHY KJIITKOBUHY.

JlabopaTtopHi mokasHuku: Hb sHmKyBaBcs
1o 42 v/n, Ht 17%, 3aranbhuii 6in0k 47 r/m1, C-pe-
AKTUBHUI  1poTein 4+, TPOMOOIUTOIEHIs
(30*109/1x), ceuoBuna no 18,8 mmosb/ 1, KpeaTn-
Hin gpo 0,441 MMOJb/JI, 3aJUIIKOBUI a30T
664 mr /7, Tnikemis komuBanus 2,0—19,2 mMoub /71,
nporeinypis  (mo 0,2 r/m), ra0OKO3ypis
(0,1 MmMosB/ 1), OTiTYPid.

JlikyBaHHst OyJIO CIPSMOBAHO Ha KOPEKIIIO
BCIX JIAHOK TIaTOT€HE3y 3aXBOPIOBAHHS: aHTUOAK-
TepiaabHa, OPOHXOMITHYHA, MPOTH3AMAIbHA,
MYKOJIITUYHA, 3aMicHa (PePMEHTHA, FaCTPOIPOTEK-
TOpHA, TeNaToNpPOTEeKTOPHA Teparlis, Ipernaparu
3 KOBYOTIHHOIO JII€I0, BiTaMiHOTepaIllisi, iHCyJIiHO-
Teparisi, reMoCTaTHuHi 3aco0u, IpenapaTu IJis
3HMJKEHHS JlereHeBoi rineprensii, meraboJiuni,
JIe3IHTOKCUKAIlIiHA Teparlis, MepeJuBaHHSI KOM-
MOHEHTIB KpoBi. Ha T71i remopariuHoro cuHapomy
3 BUPA3HOIO TPOMOOITUTOTIEHI€I0 HEMOKIUBO OYII0
MPOBOJIUTHU reMojiamni3. JluTruHa MmocTiiHo 3Haxo-
Uach il HArJS0M peaHiMaToJiora, Xipypra,
MyJIbMOHOJIOTA, EH/JIOKPUHOJIOTa, I'eMaToJora,
odTanbMoJIOTa, HEBPOJIOTA, TACTPOEHTEPOJOTA,
OTOJIAPUHTOJIOTA.

HesBakatoun Ha NpoBeieHH BCiX JIKyBasb-
HUX 3aXO0/IiB, CTaH JUTUHMU ITOTipIIyBaBCs 3a paxy-
HOK TIOJTIOPTAaHHOI HEIOCTATHOCTI, M0 MPU3BEJIO
JIO CMEPTI MarfienTa.

3akMOYHWN KIiHIYHWNA giarHos: «Mykosic-
U103, JIeTEHEBO-KUTITKOBA (hopMa, TSKKUH TIepe-
6ir. /IBoGiuHI pO3MOBCIOKEH] 3MilaHi OPOHXOEK-
Tasu. BTOPUHHMIT XPOHIUYHMIT OOCTPYKTHBHUIA
OpoHXiT, mepioz 3aroctpeHHs.. XpoHiuHA KOJIOHI-
3allisi PecImipaTOpHOl CUCTEMU CUHBOTHINHOIO
iH(dexiiero. Xporiune Jyierenese cepiie. Bropumana
JiereneBa rineptensis 11 ct. Xporiuna ceprieBo-Je-
reHeBa HegocTaTHicTh 2b cr. Xponiuna mankpea-
TUYHA HENOCTATHICTh, TsKkKa ¢dopma. [lykposuii
miaGet I tumy, Tsokka dopma. JlekomreHcoBaHMit
MaKPOHOAYJIAPHUN 1Mpo3 Tmedinku. CHHIpOM
MOPTATbHOI TillepTeH3ii, KpoBOTeYa 3 BapPUKO3HO
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pPO3MIUPEHNUX BEH CTPABOXOJYy Ta MIIYHKA.
lnepcrieniam. XpoHIYHUI PO3TOBCIOKEHUA
racTpojyosieHit. Py6iesa medopmarttiss nnOyman
ABaHagTunano1 Kimku. Aciut. Cedyokam'sgHa
xBopoba. Jledinurna anemis. Merabosiuna
eniedasonaria. CUHAPOM IOJIOPTaHHOI HeENOo-
CTaTHOCTI».

Jlauuii KTHIYHWIT BUTAIO0K 1TIOCTPYE 1epedir
MB, ob6ymosienoro Baxkoio mytaitieio CFTR
delF508, akiii npuramMaHHMIT paHHI PO3BUTOK
I1/T (3 8 pokiB), ITMPO3Y TEUIHKH 3 TTPOTPECYI0Y0T0
MEYiHKOBOIO HejocTaTHICTIO (3 9 pokiB), rinep-
ciieHisM. I3 43 nmamientis 3 MB, 1110 iepeGyBaoThb
nig Harssigom B OJIKJI Nel, giabet MatoTh TijIbKU
JB1 qutuHU (BugBieHuil y 8 ta 14 poxis), 1iupos
MEYiHKHU J[IarHOCTOBAHO y TPhoX XBopux. CTOCOB-
HO Tepamii HeOAHOPa30BO 0OrOBOPIOBATIOCS
MUATAaHHS MIOZ0 BUJAJEHHS CeJIe3iHKM, ajie Baxk-
KicTh Tepebiry OCHOBHOTO 3aXBOPIOBAHHS He
JI03BOJISIJIA TIPOBEJICHHST Olepaltii.

Hoswuit ipoToKOJ HaaHHS MEIUIHOI JIOTTOMO-
ru xBopuM Ha MB, 3atBepxkennit Hakazom M O3
Yxpainu Ne 723 Bix 15.07.2016 p., Bkasye Ha Bci
HeOoOXiHI Ail /I YCINITHOTO BeIeHHs IOAIOHNX
XBOPUX — TPOMIMAKTUYHI KypcH aHTUOAKTePiaib-
HOI Tepartii, KpaTHICTh MOHITOPUHTY OOCTEKEHb,
TPaHCIJIAHTAIlisl JIeTeHb Ta MEeYiHKW TOIIO0. YCi IIi
3aXO/IM BIJIMOBIZAIOTh MIKHAPOIHUM CTaH/IapTaM
Ta, SIK NOKa3y€ CBITOBUU 0CBi/l, YUHATH TTO3UTUB-
HUIl BILUIMB Ha Iepebir 3aXBOPIOBaHHS, 10 IIPO-
SBJSIETHCST Y MIiABUINEHHI SIKOCTI Ta 30iIbIIeHH]
TPUBAJIOCTI KUTTST XBOpUX Ha M B.

Tpusasicts xutTs XBopux Ha MB B Ykpaini
3pocTa€, y KOKHOMY PerioHi 3061IbIIyeThCs
KUJIBKICTh TIOAIOHUX TIAIIEHTIB, TOMY s TIOKpa-
HIEHHST HAaJaHHS MEeJIMYHOI J0MOMOTH IUM [iTSM
BeJIMKe 3HAUEHHS Ma€ He TUIbKU BIPOBAKEHHS
MMPOTOKOJIIB, ajie W aHaMi3 KJIIHIYHUX BUIAJKIB
narienTis 3 MB.

BucHoBku

Omnmcano 0cOOJIMBOCTI KJIIHIYHOTO mepebiry
MB y xBoporo 3 myrarttieto delF508 — Baskki kap-
JiopecIipaTopHi MOPYIEeHHd 3 TATOJOTIEn TIij-
IIJIYHKOBOI 3aJI03M Ta MEYiHKH, IIyKPOBUM [iabe-
TOM, PO3BUTKOM relaTopeHaJbHOl HeJJ0OCTaTHOCTI,
MeTabosiuHOl eHmedasonarii, mo oOyMOBUIN
HECTIPUSATIIMBUN TPOTHO3 XBOPOOH.

ABTOpU 3agBJLIOTH PO BiJICYTHICTh KOH(MITIK-
Ty iHTEpPeCiB.
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