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HasefieHWin KNiHiYHWIA BUNAZOK MYKOBICLMAO3Y Y ANTUHK, Ska 6yNna HOCieM BaKKOi MyTauii reHa mykosicungo3dy delF508 Ta nomepna Bif poO3BUTKY CUHAPOMY

noniopraHHoi HeJoCTaTHOCTI Y Bili 17 pokiB.
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The clinical case of the child with cystic fibrosis
and multiple organ failure syndrome development
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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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KnuHuyeckuin cny4yaili MykoBucumuao3a ¢ pasBUTUEM CUHAPOMA NOJIMOPraHHOM

HeAo0CTaTOYHOCTU y pebGeHKa

HH. ipo6osa’, EA. finosckas’, E.B. Macuyrnk?, BA. Knumenko', 0. B. [lnoHTkoBckas?, CU. be3?, H.T. Cungeesa’

XapbKOBCKMNIA HALMOHANbHBIA MEANLMHCKIIA YHUBEPCUTET, YKpauHa

*KY03 «Q6nacTHas aeTckas KnuHnydeckas 6onbHuua Nel», r. XapbkoB, YkpanHa

[MpefcTaBneH KIMHUYECKWIA Cry4ail MyKOBUCLMAO3A Y pebeHKa, KOTOPbIN BbI HOCUTENEM TSHKE0 MyTauuy reHa Mykosucumgo3sa delF508 n ymep ot passutus

CWUHAPOMA MOSMOPraHHOI HeJOCTaTOYHOCTY B BO3pacTe 17 ner.

Knioyesble cnosa: MykoBUCLMA03, AETHW, LMPPO3 NEYeHN, CUHAPOM NONNOPraHHON HeJ0CTaTO4HOCTM.

Beryn

ykroBiciao3 (MB) € oM 3 HalOiIbII

MOMIMPEHNX CIAJAKOBUX MOJIOPTaHHUX
3aXBOPIOBaHb, 110 XapaKTePU3YETbCS IOPYIIEH-
HAM POOOTH E€K30KPUHHUX 3aJ03 1 KUTTEBO
BaKJIMBUX oprauiB [3]. Pazom i3 ypaskeHHAM Jiere-
HEBOI CUCTEMH, TTATOJIOTiSA MTeUiHKY Ta MiINIIYHKO-
BOI 3aJ1031 3aiiMalOTh 1IPOBi/IHE MicClle cepel] YNH-
HUKIB, SIKi 00YMOBJTIOIOTH TIPOTHO3 XBOpoTo Ha M B
[1]. MyxoBictn03 € BaKJTMBOIO COIIATBHOTO MPO-
6JIEMOI0 B YCHOMY CBIiTi, OCKIJIBKK CYITPOBOJIKY-
€TbCSI BUCOKOIO CMEPTHICTIO, PAHHBOIO iHBAJIIIN3a-
i€, HEeOOXIAHICTIO MOCTIHOrO JiKyBaHHS
Ta aKTUBHOTIO JIMCIAHCEPHOTO CIIOCTEPEKEHHSI.
MykoBiciumos  OyB  ymepiie  OIMMCAHWI
y 1905 porii — T. Landsteiner criocrepiraB aBox
JliTeil 3 MEKOHIaJTbHOIO HEITPOXIiIHICTIO Ta KiCTO3-
HUMU 3MiHAMH IAIITYHKOBOI 3aJ103U.

JloJist TakX XBOPUX MPUHIIMIIOBO 3MiHUJIACS 32
octarni 100 pokiB, i skIo 1ie Ha moyaTky XX CT.
MB 6yB mocMepTHUM iarHO30M, a OiJIBIITCTH XBO-
PUX [TIOMUPAJIM Ha IIepHIOMY POILi )KUTTS, TO 3apa3
Yy PO3BUHEHUX KpaiHaX CBITY cepe/lHsl TPUBAJICTh
JKUTTS MAIIEHTa CTAHOBUTD OJ1M3bKO 35—37 POKiB.
B VYkpaini mgani odimiifHOl CTaTUCTUKU TIOIO
cmepTHOcTi ipu M B BizicyTHi, ajie okpemi aBTOpu
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MOBIZIOMJITIOTH TIPO CEPEIHI0 TPUBAJICTH KUTTS
12—14 pokis [2,4,6].

Y 85 % Bunazkis seranpHicTh 1pu MB € Ha-
ciigkoM ypaskeHHs jieretb [11]. [Ipu MB 6pon-
XOJIETEHEBUI CEKPeT XapaKTepU3yETbCS Haj-
3BUYAIIHO BUMCOKOIO B'A3KICTIO, IO YCKJAIHIOE
HOTO eBaKyallifo, BUKJIMKAE MOBHY ab0 4aCcTKOBY
oOTypaiiio 6poHXiB i GPOHXIOJI, 1110, B CBOIO Yepry,
00YMOBJIIOE PO3BUTOK TIATOTEHHUX MiKPOOpPTraHi3-
MiB y Tpaxeo-GponxiasbHoMy mepeBi (S. aureus,
Hemophilus influenzae, Pseudomona aeruginosa,
Stenotrophomonas maltophilia, Achromobacter
aylosoxidans, Burkholderia cepacia complex ta in.).

Ypaxenns mneuinku npu MB, a came mmpos
HevYiHKM, 3aiiMae pyre Mmiciie micJst GpoHxoIere-
HEBUX YCKJIAQJHEHb y 3arajlbHOMY MEPeJiKy TpH-
yuHu cMmepti ipy MB [1,9]. 3miau B nievinIi cro-
YaTKy MalOTh JIOKJIBHUN XapaKTep, ajie 3T0/IOM
MOYMHAIOTh TIPOIPECYBATH Ta TPUBBOALTH [0
MYJIBTIIO0YJIIPHOTO OLIiapHOro IKPO3Y, IOPTA/Ib-
HOI rinepTeHsii Ta BCiX MOB'SI3aHUX 13 1UM CTAHOM
MaTOJIOTIYHMX 3MiH (BiTamin K-3asexHe mopyiieH-
Hsl 3ropTaHHs KPOBi, TillepcCIlJIeHi3M, KPOBOTEYi
3 BApUKO3HO PO3IUPEHUX BeH cTpaBoxoxay) [1].

[TankpeaTnuHy HeJJOCTATHICTD, 3a TaHUMU Pi3-
HUX aBTOpiB, MatoTh 85-90% xBopux Ha MB [4].
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AJle i ypaskeHHS eHJIOKPUHHOI YaCTUHU T[Ty H-
KOBOI 3aJ1031 Ma€ BaroMy YacCTKy Ta BUPAKAETHCS
Y PO3BUTKY BTOPUHHOTO IIyKpoBoro miadery (LL1).
[Tpobaema I/ y ux XBOPUX CTAHOBUTH BEJIMKHUIL
intepec. Hacrora I/l npu MB, 3a nanumu pisHux
aBTOPIB, KOJUBAETHC Bix 2,5% 10 32% Ta 36i/1b-
HIyeTbCsl Nponopuiino Biky xsopux |[3,8,13].
[Lykposwuii miabet po3BuBacTbest y 15% XBopHX Ha
MB, a cepen xBopux crapmie 30 pokis 114 1udpa
csarae 50% [7]. MexaHidmu 1opyIieHb BYTJI€BOJI-
HOro 06Miny Tipu MB icTOTHO Bifipi3HAIOTHCS Bijl
matoreHetnyHux Mexanizmis I/l 1-ro Ta 2-ro
THUTIB. BifbITicTh aBTOPIB CXUISIOTHCS /10 TOTO,
MI0 Ha TJIi MATOJIOTIl TiANIIYHKOBOI 3aJ03U TIPU
MB possuBaerbest 11J] ocobausoro tumy [3,10].
Mykosicummnos-zaneskuuil IIJ] 3xe6iabiioro Bus-
BJISIETbCS y TAIEHTIB 13 BaXXKUMHU MYTallisIMU
(manpuxian, F508del, sxa € ogniero 3 Haiimomm-
PEeHIMUX MyTalliil reHa TPaHCMeMOPAHHOTO PETy-
saropa MB) [1,12,14].

Memoto poboTu € aHasi3 KJIIHIYHOTO BUITAIKY
JUIsT BUsSIBJIEHHsS ocobauBocteil mepebiry MB
y JiTell Ta BUCBITJIEHHS JIEKUX MTPOOJIEM BeIEHHS
xBopux Ha MB B YkpaiHi.

Pe3syJbraTi 1OCJi/[’KEHHST Ta iX 0OrOBOPEHHS

XBopa K., 16 pokis, 3Bepnymacsa no K303
«OJIKJI Ne1» m. Xapkona 13.10.2015 p. 3i ckapra-
MU Ha KalleJab 3 BUAJIEHHIM THIHHOTO MOKPOTHUH-
HI, 3a/IMIIKY, HE3KUTh, HOCOBI KpoBoTeui. Cran OyB
PO3IiHEHU IK BaXKKUHN 32 PaXyHOK Kapiopecili-
pPaTOPHUX MOPYIIEeHb, XPOHIYHOI MaHKPeaTUYHOI
HEJIOCTATHOCTI, TEeYiHKOBOI HeI0CTAaTHOCTI, TOp-
TaJbHOI TiNMepTeH3ii, TeMopPariyHoro CUHIPOMY,
MeTabOoIYHUX OPYIIIEHb.

Anamme3s jgcumms ma 3axeoprosanms. 3 aHaMHe-
3y BiJIOMO, 1110 ANTUHA HapojpkeHa Bij 1 BariTHO-
cti (I — Meauunmii abopT), NEPUINX MepeayacHuX
nosioriB y 33 THxKHI recrarii. Maca Tijia ipu Hapo-
mkendi — 2400 1, spict — 51 cm. [lo rpyzeii npu-
KJIajileHa Ha TPeTIO 100y (CaMOCTIHO He CMOKTAJIA,
BUTO/IOBYBaJIach 3ITi/I;KeHUM MOJIoKoMm ). [l ersrena
3a IHJIMBIlyaJIbHIM KaJleH lapeM.

I3 mapomkeHHsS MaTW BigMidaja ITOTaHUN
afeTuT AUTUHU, AIBYMHKA He 3'izasa HeoOXiaHuil
obcsr ki, moraHo Habupasia Bary. Y Billi TPhOX
TUKHIB 3'dBUBCS KallleJb — J[ialTHOCTOBAHO ITHE-
BMOHI0, 3 IPUBOJLY YOTO AUTUHY GYJIO TOCITITAII-
30BaHO /0 crarioHapy. [ITHeBMOHIg Mana 3aTsik-
Huil mepebir (Gisbiie 90TUPHOX THIKHIB). Tlicss
BUIIMCKY i3 cTallioHapy 36epiraBcst CyXuil HEIpo-
NYKTUBHUM Kalllesb, 3'IBUJIMCA CKapTd Ha 4acTi,
PSCHI, cMep/rodi BUMOPOKHEHHS, 301/IbIIEHHS
posMipiB kuBora. JuruHa Oyjia CKepoBaHa 0
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MEIMKO-TEHETUIHOTO TIEHTPY, /e Y Billi BOCHBMH
MiCSIIiB Ha IMi/ICTaBI JAHUX KJTHIYHOTO JIOCJIi/[?KEH-
Hd, Pe3yJibTaTiB JIBOPA30BOTO MIJIOKAPIIHOBOTO
tecty (85 mmousb/n), 6yB aiarHocToBanuii MB.
Y sakocti 6a30Boi 3amicHOi (hepMeHTHOI Teparril
OyB TIpu3HAYeHUl MaHKpeaTwH. /[iBUmMHKA pery-
JgpHo (KoxkHI 2—3 micsiri) nepeHocuia ingekiii
pecHipaTopHoOi CUCTeMU, 3 TPUBO/LY YOTO TIPUKiMa-
Ja aHTuOaKTepiaJbHy Teparito. Y Billi OXHOTO
POKy Biamidene iHdikyBaHHS OPOHXOJIEreHeBOi
cuctemu S. aureus. 13 TppoX POKiB 3amicHy dep-
MEHTHY Tepamiio TPOBOAWJIU  IpernapaTomM
«Kpeon», nuTrHA TOCTIHO TTpUitMaia mpenaparu
3 TemaTonmpoTeKTOPHOIO (YPCOMAE30KCHXO0JIeBa
KHUCJIOTAa), MYKOJITUYHOIO  (QIleTUJIUCTEIH,
aMOpOKCcoJIa TiAPOXJIOPHI) Ii€l0, IMOJiBiTaMiHU.
Crad AMTHUHU T[OKPAIIMBCS: BigMidanocs 30ijib-
MeHHs Baru, HOpMaJiizallis KiJbKoCTi Jedekarrii,
3MEHIIIEeHHS KalllTio 3 TOKPAIaHHIM PEOJOTIUHUX
BJIACTUBOCTEN MOKPOTUHHSI.

Y Biui mectur pokis (2005 p.) 6yJio MpoBeaeHO
reHeTUYHe JOCJI/I)KeHHS, sKe BUSBUJIO BaXKYy
myTaiifo delF508 (10 ex3on) rena MB (CFTR) B
KOMMAyH/Ii 3 HeiHAeTu(iKoBaHOIO MYTAIIIEI.
[Tepenik myTaiiii, SKi AOCJHIKYBAJIUCS i 4ac
aHastizy ta He Oysm Busteiieni: del1507, 1677del TA
(10 ex30n); 621+1G-T, R117H (4 ex3o0n); R334W,
R347P (7 exson); 1717-1G-A (10 iaTpon);
R553X, G551D, G542X (11 eksomn); P129S,
W1282 (20 exson); N1303K (21 exson);
CFTRdele2,3 (21kb). Bateku autwnau He mpoOxO-
JIAJTA TEHETUYHOTO 00CTexReHHs. [3 mecTu pokiB y
JMHAMIIII CIIOCTEPEKEHHS BiMidaaoch 306ibIneH-
HSI 3arOCTPEHb 3amajbHOr0 OPOHXOJEreHEBOTO
mpoilecy 3a NHEBMOHIYHUM TUIIOM (pa3 Ha
Mmicsnp). Y sgxocti 6a3oBoi aHTHOAKTEPiaJbHOIL
Teparrii 3aCTOCOBYBAJIUCh TPUBAJI KYPCHU a3UTPO-
MIITUHY.

3 BOCBMHU POKIB 3'dBUJIMCSI CKApTU HA CIIpary,
noJiiypito, mosnakiypito. bys miarnocrosanmii I1/] 1
TUITY, iHCYJIiHO3aJIe;KHU T, Ta TPU3HAYEH] Iperapa-
TH IHCYJIIHY.

Y Billi f1eB'siTA POKIB IiJ] Yac MJIAHOBOTO YJIbT-
Pa3BYKOBOTO MOCJIPKEHHSI YePEBHOI TTOPOKHIHUI
OyJIu BUSIBJIEHI O3HAKU [IUPO3Y TI€UiHKHU, TIOPTAIIb-
HOI Tineprensii, 30iJIblIeHHST Cele3iHK +6 cM.
Y upoMy sk pori OyJa HiarHocTOBaHa XPOHiYHA
KOJIOHI3aIlisT  Tpaxeo-OPOHXIaJbHOTO  JlepeBa
CUHBOTHIWHOIO iH(EKITi€T0, 3 TPUBOLY YOTO AUTH-
Ha OTPUMYyBajia aHTUOAKTEpiaJbHI Mpernapatu 3
AHTUCUHBOTHINHOK aKTUBHICTIO, ¥ TOMY YHUCJI
iHTasIsIiiHI TOOpaMilliH, KOJIICTHH, ajle KOPOTKH-
MU KypcaMu y 3B's13Ky 3 (iHaHCOBUMU TIpodieMa-
MU POJVHU.
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KAMHWMYECKINI CAVYAM

Puc.1. Jecpopmallia nanbuis («6apabaHHi nannMykn») Ta HirTie
(«roMHHNKOBE CKJ10») Y XBOPOr0 Ha MYKOBiCLM03

Puce.2. NeTexianbHWiA BUCKN, NirMeHTAaLis FOMINOK Ta cTon
XBOPOro Ha MyKOBiCL1a03

Puc. 3. TenatonieHanbHWiA CMHAPOM Y XBOPOr0 Ha MYKOBICLMA03
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CraH [UTHHY TIOCTYTIOBO TIOTiPIITyBaBCs, 3011b-
IyBaJIMCS TepMiHU TepebyBaHHSI y CcTallioHapi,
MOCTYTIOBO HAPOCTAJIU TIPOSIBU Kap/liopectipaTop-
HOI, reriaTopeHaIbHOI HeJJOCTATHOCTI, HEBPOJIOT Y-
Hi mopyments. /[utuHa TOCTIHO moTpebyBasa
cTaimioHapuoi Meauunoi gonomoru. 3a 2015 p.
KiJTBKIiCTh JIIPKKO-/IHIB TlepeOyBaHHs Yy JIiKapHi
cknana 283. Ilig yac octaHHBOI TOCHiTATI3AIlil
3 13.10.2015 p. mo 06.01.2016 p. quTHHa MpOBEIA
y JikapHi 85 JIiyKKO-AHIiB, YOTUPH pa3u OyJia mnepe-
BejieHa 3 MYJIbMOHOJIOTIYHOTO BiTIIEHHS 710 BifIl-
JIiJIEeHHS aHecTe3i0JI0Til Ta IHTEHCUBHOI Teparrii
(52 mizKO-[HIB 3arajiomM) y 3B'sI3Ky 3 TOTipIIeH-
HAM CTaHY Ta MPOTPECYBAHHSIM CUH/IPOMY TOJTIOP-
raHHOI HEJOCTATHOCTI, Jie JOMIHYyBaJu O3HAKU
rernaTopeHaabHOl HeJIOCTATHOCTI, 1110 T CTaJIo Tpu-
YUHOIO CMEPTi ANTUHU.

JliBuMHKa MaJia BiZIMiHHI iHTeJIeKTyabHi 310~
HocTi. HepBOBO-TICMXIYHUN PO3BUTOK ITOBHICTIO
BiIMOBI/IaB 1i BiKy, Ha BiAMiHY Bifi (HiZUYHOTO
crany. /lo 9-ro knacy nutuHa HaBuUasacs 3a 1PO-
rpaMoIo 3arajbHOOCBITHBOI 1KOJAU. [loipu cBO€E
Ba’KKe 3aXBOPIOBaHHS, HaMarajach He BijicTaBaTh
Bi/l OZTHOJIITKIB, ITi/1 YaC 3HAXO/KEHHS Y CTallioHa-
pi HoCTIiiiHO HaMarajach po3suBaTh cebe (3aiima-
JIach BUIIMBAHHSM, BUBUYAJIA iIHO3€MHI MOBH, BOJIO-
JliJ1a KOMIT IOTEPOM JIOCKOHAJIO).

O0'exTHBHMIA cTaTyC

®Dizuynunii po3BUTOK — HU3bKUI. Pict —
146 cm. Bara — 32 xr. Imgexkc macu Tima —
15,01 kr/m’. Illkipa 6uima, cyxa. [ledhopmartis
HAJIBIIB Y BUTJIsII «6apabaHHIX MaJIMY0K», HIITiB —
«TOAMHHUKOBOTO ckJya» (puc.l). Ha cromax
Ta TOMIJTKaX BiIMi9aInCs OCEPeIKU TirMeHTarlii Ta
IeTexiaJlbHOTO BUCHUILY, Ha IJIe4aX — IOCTIH €K-
IilfHI eKXiMO3W, BUpa3He JyIeHHs cTom (puc.2).
Ipynna kmiTka munainapuynoi dopmu. Ilepkyrop-
HUIT TOH HaJl JIereHsIMU B 6a3aJbHUX BiJiTaX CKO-
POYEHMIl, Y BEPXHIX Ta cepeiHiX — 3 KOPOOKOBUM
BIITIHKOM. AyCKyJIBTaTUBHO B JIETEHSX >KOPCTKE
JIMXaHHSI, CyXi CBUCTSYI XpUTTH 3 000X OOKIB, BOJIO-
Ti CepesHbO-MyXUpUacTi — y OasaJbHUX BijyIiIax.
ToHu cepiist puTMiuHi, TPUTJIYTIEH], CUCTOTIYHUN
IIyM Yy BCiX TouKax ayckyJbraiiii. JKusit 36ibiie-
HUIl y po3Mipax 3a paxyHOK TemnaToJiieHaJbHOTO
cungpomy (meuinka +8,0 cM 3-1mi Kpaio peGepHoio
ayry, cenesinka — +15,0 cm) (puc.3). 3arpumka
crareBoro po3BuTtky — P1 Ax1 Mal Mel. Burmo-
poskHeHHs1 2—3 pasu Ha 100y, KalKonoAiOHi, cTea-
Topes.

Y auHaMiti BiMi4asoch TOTIPIIEHHS CTaHY:
IUTUHA HE MOIJIa TlepecyBaTHCSl yepe3 BUPA3HYy
CepIEBO-CY/IMHHY HENOCTAaTHICTD, NOJiHeHpona-
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Tif0, BiAMIYaJIMCsT HEOHOPA30BO KJIOHIKO-TOHIUHI
CYJIOMH, 3POCTaHHsS HaOPSIKOBOTO CHHIPOMY,
acuTy (110 IpeHaKy 3 YePEBHOI TOPOKHUHU BUTi-
Jsm 1o 2,6 s piguan/mno0y), HapoCTaHHsI Teria-
ToctyeHoMerastii (mevinka +12,0 cM 3-mig Kpaio
pebeproi ayru, cenesinka — +17,0 cm), moprajb-
HOI TinepTeHsii, MporpecyBaHHd TeMOPariuHOro
CUH/IPOMY Y BUTJISI/II MiIINKIPHUX €KXIMO3iB, KPO-
BOBWJIMBIB Y CKJIEPH, TapaopOiTaIbHY KIITKOBUHY.

JlabopartopHi mokasuuku: Hb 3HMKyBaBCs
10 42 r/n, Ht 17%, s3aranbuuii 6inok 47 r/1, C-pe-
AKTUBHUI ~ TPOTeiH 4+, TPOMOOIUTOTEHIS
(30%109/1), ceuoBuna o 18,8 MmMosIb/J1, KpeaTu-
HiH go 0,441 MMoJb//, 3aJUINKOBUN a30T
664 mr /i, anikemis komuBauHs 2,0—19,2 MmMotb /1,
nporeinypis  (mo 0,2 r/n), TAIOKO3ypisd
(0,1 MmO /01), OITYPis.

JlikyBaHHst OyJIO CIIPSIMOBAHO Ha KOPEKIIO
BCiX JIAaHOK TIaTOTeHe3y 3aXBOPIOBAHHSL aHTHOAK-
TepiasbHa, OPOHXOJITUYHA, MPOTHU3ANATbHA,
MYKOJIITUUHA, 3aMicHA (pepMeHTHA, TACTPOIIPOTEK-
TOPHA, TEeNaTolnpoTEKTOPHA Tepalisd, TpernapaTu
3 JKOBUOTIHHOIO JIi€I0, BiTaMiHOTEPaIlisl, iHCYIiHO-
Teparisi, TeMOCTaTUYHI 3aco0u, Mpernapatu s
3HUJKEHHSI JIETeHeBOiI rinmeprensii, MeraboJiuHi,
JIe3iHTOKCUKAIliiHA Tepalris, IepeJuBaHHsS KOM-
MOHEHTiB KpoBi. Ha TJ1i reMopariyHoro cunjapomy
3 BUPA3HOI0 TPOMOOIUTOIIEHIEI0 HEMOKINBO OYJI0
MPOBOUTHU TeMojiai3. JIluTuHa mocTifino 3Haxo-
ATACh TN/ HATJAS0M peaHiMaToJoTa, Xipypra,

IIyJIbMOHOJIOI'a, €HAOKPHHOJIOTa, TI'€MaTO0JIora,
O(I)TaJIbMOJIOI‘a, HEBPOJIOra, raCTpoeHTepoJiora,
OTOJIapuHIroJI0ra.

HesBaxkatoun Ha TpoBe/leHHSA BCiX JIIKyBaJb-
HMX 3aXO0/iB, CTaH JJUTUHU TIOTiPIIYyBaBCs 32 paxy-
HOK TIOJTIOPTAHHOI HEIOCTATHOCTI, IO TPU3BEJO
JI0 CMEPTI TaIliENTA.

3aKJIOYHUN KJIIHIYHUK giarHo3: «MykoBsic-
1[1/103, JIereHeBO-KUIIKoBa (hopMa, TSKKUH 1epe-
6ir. JIBoOIYHI PO3MOBCIOKEH]I 3MilllaHi GPOHXOEK-
Tasu. BTOpUHHUN XPOHIYHUN OOCTPYKTUBHWMIL
OpOHXIT, Tepioj] 3arocTpeHHst. XPOHIYHA KOJIOHI-
3allisi pecIipaToOpHOl CHUCTEMH CUHBOTHIHHOIO
iHdekIieo. XpoHiuHe JereHeBe cepiie. Bropunaa
sereHena rineprensida 11 ct. Xporiuna cepiieBo-Je-
refeBa HejocTaTHicTh 2b cr. XpoHiuHa mankpea-
TUYHA HEIOCTAaTHICTh, TsxKKa dopma. IlykpoBuit
miaber I Tumy, Taxka dopma. JekoMmieHcoBaHmii
MaKPOHOAYJIAPHUN 1MP03 nediHku. CHUHIPOM
MOPTaJIbHOI TiMmepTeH3ii, KpoBOTeUa 3 BapPUKO3HO
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pO3IMMUPEHNX BEH CTPABOXOMAY Ta TIJIYHKA.
lnepcneniam. XpoHIYHUN PO3MOBCIOKEHUI
racrpojyojieHit. Py6uesa gedopmartiiss nnbyamHm
nBaHaangTumnanol kimku. Aciut. Cedokam'dHa
xBopoba. [ledinmuraa anemis. Merabosiuna
enredanonatigs. CUHAPOM TOJIOPTaHHOI HeJO-
CTaTHOCTI».

Jlauuii KTIHIYHUIA BUITQJ0K LIIOCTPYE mepebir
MB, ob6ymosienoro Baxkoto Mmytaiieto CFTR
delF508, skiit nmpuTamMaHHUI pPaHHIN PO3BUTOK
I1/1 (3 8 pokiB), IMPO3Y TEUYiHKH 3 TTPOTPECYI0Y0I0
MeYinKoBOIO HepocTaTHicTIO (3 9 poKiB), Timep-
cruteniam. 13 43 martientis 3 M B, 1o mepebyBatotnb
nig Harsrsgom B OJTKJI Nel, niaber MarOTh TijbKU
NBi qutuHu (BugBiaenuil y 8 ta 14 pokiB), 1iupos
MEYiHKYU J[IarHOCTOBAHO Y TPhOX XBOpuX. CTOCOB-
HO Tepalii HeoJHOPa3oBO OOTOBOPIOBAIOCS
MATAHHS TIOZI0 BUAAJEHHS CeJe3iHKH, ajie BaxkK-
KicTh Tepebiry OCHOBHOTO 3aXBOPIOBAHHS He
J103BOJIsIJIa TIPOBE/IEHHST OTlepaltii.

Hogwuii mpoTokos HalaHHST MEUYHOI JI0TIOMO-
i XxBopuM Ha M B, 3arBepkennit nakazom MO3
Yrpainun Ne 723 Bix 15.07.2016 p., Bkasye Ha BCi
HeOoOXiaHi Al [/ YCIIIIHOTO BeIeHHs MMOAIOHUX
XBOPUX — TMPOMIIAKTHYHI KypcH aHTHOAKTEPiasIb-
HOI Teparii, KPaTHICTh MOHITOPUHTY O0CTEKEHb,
TpaHCIJIAHTAIlisl JIeTeHb Ta MEeYiHKW TOINO0. YCi IIi
3aX0/IU BiJIMOBIIAIOTh MiKHAPOJHUM CTaH/lapTaM
Ta, SIK MMOKa3y€ CBITOBUU JOCBiJl, YNHATH TTO3UTUB-
HUI BILUIMB Ha Iepebir 3aXBOPIOBAHHS, IO IIPO-
SIBJISIETBCST Y MIiABUINEHHI SKOCTI Ta 30iIbIIeHH]
TPUBAJIOCTI KUTTST XBOPUX Ha M B.

TpusamicTp x&KuTTS XBopux Ha MB B Ykpaini
3pOocTa€, y KOKHOMY PperioHi 30iIbIIyeThes
KIJIBKICTh TIOAIOHMX IAI[iE€HTIB, TOMY s TIOKpa-
MEeHHSA HA/IAaHHA MEINJHOI IOTIOMOTH UM IiTSM
BeJIMKe 3HAUEHHS MA€ He TiIbKU BIPOBA/KEHHS
MPOTOKOJIIB, ajie W aHasi3 KIIHIYHUX BUIIAJIKIB
naiienTis 3 MB.

BucnoBku

Omucano 0cobJNBOCTI KJIIHIYHOTO Tepebiry
MB y xBoporo 3 myTartiieio delF508 — Baskki kap-
JLiopecIipaTopHi TOPYIIEHH 3 TATOJIOTIEI0 TTijI-
IIJIYHKOBOI 3aJ103M Ta MEYiHKH, IIyKPOBUM Jiabe-
TOM, PO3BUTKOM TelaTopeHaIbHOI HeJJOCTaTHOCTI,
MeTabosiuHol eHIedasonarii, Mo 00yMOBUIIH
HECTIPUSITIMBUIA TTPOTHO3 XBOPOOH.

ABTOPH 3a4BJISIOTH PO BIICYTHICTh KOH(JIIK-
Ty iHTEpeciB.
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