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HOBHHH 1 NEPCNEKTUBU MEIUYHOI HAYVKH - 2021

I.J1.CynpyH, A.B.PisHuk, O.I.3abyacbka
KINIHIKO-MOP®OINOri4yHI OCOBINNBOCTI
MYKOBUCLIMOO3Y HA NMPUKNAAI KNIHIYHOIo
BUNMAOKY
[HINpOBCBbKMI AepXXaBHU MEQNYHUI YHIBEPCUTET,
Kadenpa negiatpii 2

MykoBicLumao3 — ogHe 3 Hanbinbl YacTux cnagkosux (ay-
TOCOMHO-PELMCUBHUI TVN) 3aXBOPHOBaHb 3 MOPYLLEHHAMW nepe-
BaXXHO AMXarnbHOI Ta TpaBHOI CUCTEM. Y PO3BUMHEHUX KpaiHax B
OCTaHHi POKM BiA3HAYaETbCH 3POCTAHHS YMcra AOPOCIUX XBO-
pux Ha mykoBicumao3. Y GinblwocTi KpaiH €sponu i lMiBHIYHOT
AMepurKn noLUMpeHicTb MyKoBicLumMao3y ctaHosuTtb Big 1: 2000
0o 1: 4000 HoBoHapomxeHux. B Ykpaini npubnusHo 609 piten,
sKi nepebysatoTb Ha 06niky 3 mykoBicumago3om Ta 119 — gopoc-
nux. Y [OHinponeTpoBcbKii obnacTi 3apeectpoBaHo 6nm3bko 70
BMUMagKiB MyKoBiCLIMO03Y.

MpnynHo MyKOBICLMAO3Y € ayTOCOMHO-peLMcMBHA MyTa-
List reHa i3 7-i XpOMOCOMMU, SIKUI NO3HAYaETbCS SK TPaHCMEM-
OpaHHun perynstop nposigHocti (CFTP - cystic fibrosis
transmembrane conductance regulator). Fen CFTP koHTpontoe
CEKPETOPHI npoLecu B opraHiami. yHkuioHyoun sk L-AMO 3a-
neXxHun xnopHun kadan, 6inok CFTR peryntoe poboTy iHWmnx
XMNOPHUX i HATpPIiEBUX kaHaniB, 6epe yyacTb B NPOBeAEHHI BOAM,
apgeHosuHTpudocata Ta BUKOHYE PSSO IHWWMX  BaXMBUX
dyHKUin. py roMo3nroTHOMy ycnagkyBaHHi AaHoi MyTauii po-
3BMBAETLCA MYNbTUCUCTEMHE 3aXBOPKBAHHS i3 BPaXeHHSAM
BGpOoHXONereHeBoi CUCTEMM, CUCTEMM TPABIIEHHS], PENPOAYKTUB-
HOI cuctemu, ke 6e3 nikyBaHHs NPU3BOANTb A0 NeTanbHOCTI Yy
paHHbOMY BiLli.

MeTta: aHania ocobnuBocTel KMiHIYHOrO BWMNAagKy My-
KOBiCLMA03Y.

PesynbTtatu. i cnocTepexeHHAM 3HaXO4MBCSA XIOMYMK
[., TpbOX pokiB 3 AiarHo3oM: MykoBicunaos, 3miwaHa copma,
BaXKWI nepebir. YcknagHeHHS: XPOHiYHMIA OpOoHXIT, nepiog
pewicii, AH | cTyneHto, XpoHiYHa NaHKpeaTnyHa HeAOCTaTHICTb
TSDKKOrO CTyneH. MeKoHianbHbIN ineyc, cTaH nicnsi onepaTtue-
Horo BTpy4aHHs: 30.01.2018p — nanapoTomisi, HaknNagaHHS eH-
Tepoctomu; 27.03.2018p — nikeigauiss eHTEPOCTOMM, TOHKOKMLL-
koBun aHactomo3 30.05.2018p — onepadist LEKOCTOMIS.

OuntvHa nepebyBana Ha CTauioHApHOMY niKyBaHHi 3
23.03.2021 no 29.03.2021 B KN “0O0AOKIT” OOP vy BioaineHHi Bu-
cokocneLianizoBaHoi negiatpuyHoi gonomoru. Xnon4yuka 6yno
rocniTaniaoBaHo B KniHiKy Ansi 06CTexeHHs Ta Kopekuii Tepanii.
[iarHo3 «MykoBicunao3s» 6yno BUCTaBMNEHO Y BiLli 0QHOro MicsLs
Ta NiATBEPOXEHO MEOUKO-FeHETUYHUM OOCHIAKEHHAM: BUSIB-
neHa mytaudia F508 del/, F508 del B romo3urotHomy ctaHi. OT-
pumyBaB 3aMicHy Tepanito kpeoHoM nocTinHo no 100000 MO Ha
[oby, kiHesioTepanis npoBoaunacb HeperynspHo, MynbMOHOIO-
rom 3 2019 poky He crnocTepiraBcsi, MOHITOPUHT ¢priopn He Npo-
BOAMBCS, peunameis He Gyro.

3 aHamHe3y BigOMO, L0 AUTMHA HapoaWnach Big 6-i BariT-
HOCTI, TpeTix nomnoris, B TepMmiHi rectauii 38 TvxHiB. Maca npwu
HapomxkeHHi 3730 r, goBxuHow Tina 54 cm. MNpu ynbTpassByko-
BOMY AOCHiAXXEHHI MiJ Yac BariTHOCTi Ha 26-27 TuxHi 6yno BusBe-
neHe OBCTPYKTUBHE YPaKEHHS TOBCTOrO KMLLEYHMKA. Xronyumka
6yno npoonepoBaHo B NepLly A00Y XUTTSA Y 3B’A3KY 3 BUSIBIIEH-
HAM MEKOHIanbHOro ineycy: nanapoToMmisi, pesekuis AinsHKW
TOBCTOrO KWULIEYHMKA, pe3eKuis 8 CM TOHKOro KulleyHuka,

noagiviHa ineoctomisa (30.01.2018). lNMicnsonepauinHuin nepiog
YCKNagHMBCS 4acCTKOBOK CMAaMKOBOK HENPOXiAHICTIO. Y OBOX
MicsiuHomy BiLi (27.03.2018) 6yno npoBeaeHO NOBTOPHE onepa-
TUBHE BTPyYaHHs:: nikBigauis eHTepocToMW, po3’eaHaHHs
cravoK, TOHKO KMLLKOBWA aHacTOMO3, aneHaeKkToMis. Yepes aea
MicsLi BHACNigoK pO3BUTKY CMarnkoBOi HenpoxigHocTi 6ynu npo-
BeleHi NoBTOPHI onepatmeHi BTpydaHHs: 30.05.2018 — ueko-
cTomisi, 4.07.2018 — nanapoTtomis, NikBigauis cnanok, pesekuis
TOHKOTrO KWLUEYHWKA 3 OMBEPTUKYIIOM, HaknageHo aHacTomo3
«KiHeLb B KiHELb».

Mpn 06’eKkTMBHOMY OGCTEXEHHI 3aranbHUN CTaH AUTWUHU
CepefHbOro CTYMeHs1 BaXKKOCTi 32 pPaxyHOK OCHOBHOrO 3axBO-
ptoBaHHsA. Temnepatypa Tina 36,7C; yacTtoTa cepueBuxX CKOpo-
YyeHb -98\xB; YacToTa AnxaHHs -32\xB., SpO2 -97%, Bara 16 «r,
3pictT — 98 c©Mm, Ii3NYHUA Ta MCMXOMOTOPHUA PO3BUTOK
Bignosigae Biky. LLkipHi nokpusmn 6nigo-poxesi, uncti. Cnnsosa
obonoHka pOTOrNOTKA poxeBa, 4yucTa. [MxaHHS 4Yepes3 Hic
BifnbHe, BUAiNeHb He Mae. AyCKynbTaTUBHO B NEreHAX AUXaHHSA
XOpCTKe, NPpoBOAUTLCA B YCi BiAAiNu, Xpunis Hemae. ToHK cepus
rYYHi, pUTM NPaBWbHUI, CUCTONIYHMI WYM Ha BepxiBui. YKusit
M'sikui, 6e36onicHWiA, 36inbLueHnn B po3Mipi, Ha NepeaHin ye-
peBHil CTiHUI nicnaonepauinHi pyoui. MNeviHka BucTynae Ha 1 cm
3-nig kpato pebepHoi ayru, cenesiHka He nanbnyeTbes. CTineub
KawkonoAdibHuim oo 2 pasiB Ha AeHb, 6e3 NaTonoriYHMX SOMILLOK,
Aiypes He MopyLUEeHWNN.

[Mpwn gocnigXeHHi kKonporpamun BUSABNEHO MiABULLEHY Kiflb-
KiCTb KNITKOBMHU Ta HeWTpanbHoro xupy. Mpu gogatkoBux ob-
CTEeXEHHAX BUABMEHO 36iMblUeHHS naHKpeaTU4HOol enacTasu
kany: 11,77 mkr/1r kany (Baxka 30BHIiLLHbO-CEKpETOpHa Heao-
CTaTHICTb NiALLMYHKOBOI 3amo3u).

Ha peHTreHorpami opraHiB rpygHoi KNiTUHWM  cro-
CTepiraeTbCsi NOCUNEHHSA CyaAMHHOro MantoHky. Ha EKI: Bonb-
TaX HOpPMarnbHWA, PUTM CUHYCOBWI, EMeKTPUYHa BiCb cepus He
BigxuneHa, Yactora cepueBux ckopodeHb 133/xB. Mpu Exo-KI
OOCHiMKEHHI BUSBNEHO PO3LUMPEHHS NOPOXHUHMW NPaBOro LUMy-
HOYKa cepus, ckopodyBarnbHa YHKLiS MiokapAa 3afoBinbHa,
BUSIBIEHO YLLUiNIbHEHHSA CTYOK MiTpanbHOro krnanaHy, peryprita-
uist | ctyneHto go 1/3 niBoro nepefcepas; TPUKycniganbHWUIM Kna-
naH — perypritadia |l ctynento oo 1/2 npaeoro nepegcepas.

[Mpwn ynbTpa3BykoBOMY AOCHIAXKEHHI OpraHiB YepeBHOI Nno-
POXHVHW BUSIBMIEHO renaTocniieHomeranito.

Micna obcTexeHHs Gyna npuaHadeHa Kopekuis 3amicHOl
Tepanii kpeoHom go 135000 MO Ha fo6y, HeoOXigHO NOJOBXUTU
MYKOMITUYHY Tepanito iHranauissMu 3 rinepToHiYHUM 7% po3yu-
HOM HaTpilo Xropy i3 noganbluvMM NpoBeAeHHAM KiHesiTepanii.
TakoX pekomeHA0BaHO NOCTINHO NpuMaTn ypcodanbk no 150
Mr 2 pa3u Ha goby Ta 36inbWwnTK cnoxveaHHA Ginkie Ta BiTa-
MUVHIB.

BucHoBku: HeobOxigHe nNpoBOANTM pPaHH TEeHETUYHY
[iarHOCTUKY MYKOBICUMAO03Y Y OiTe 3 BUSBNEHMM MpU Hapoa-
XXEHHi MEKOHianbHUM ineycom.

KomnnekcHe cBoeyacHe nikyBaHHS npu3BoauTb A0
NOninWeHHI0 CTaHy XBOPUX Ha MYKOBICLIMAO3 Ta YNOBIMbHIOE PO-
3BUTOK MNATONOriYHMX 3MiH B OpoHXonereHesin i renatobiniapHin
CUCTEMI, L0 MOKpaLLYy€e SKICTb Ta TPMBaniCTb XUTTSA NauieHTIB.
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