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MykoBicunaos (MB) — HarnowmpeHila MOHOreHHa Natosoria 3 ayTOCOMHO-PELLECUBHUM TUNOM yCnaaKyBaHHA. HYacTtoTa HoCiiB reHa MB cTaHo-
BUTb 3—4%. 3axBOPIOBAHHS NPU3BOAWTb 10 YPAKEHHSA ANXanbHOI CUCTEMM, MIALLNYHKOBOI 321031, KMLIEYHIIKE, XXOBYHOMO MiXypa, NeyiHkn, Moxe
CIPUHUHATIA BTPATY ENEKTPONITIB i LykpoBUIA AiabeT. B YkpaiHi wopoky HapomxyeTtses 250-300 aitert i3 MB. CepeaHs TpMBanNiCTb iXHbOrO XNTTA
cTaHoBUTb 13— 14 pokiB. CtaHoM Ha 2024 pik y TepHOMiNbChKi 06nacTi npoxveano 16 aiten is MB.

MeTa - npoaHaniayBat KniHiYHi BUNaaky MyKOBICLMA03Y B AITeN; AOCNIAMTM 0CO6AMBOCTI Nepebiry Ta nikyBaHHA MyKOBICLIAO3Y B AiTel Ha NpyKnaai
[NBOX KJTIHIYHVIX BUNAAKIB; OLIIHTY BI/IMB TPUKOMMIOHEHTHOIO Npenapary Tpikadta (iBakadTop + TesakadTop + enekcakadTop) Ha nepedir xsopoou.
[MpoBeneHo niTepatypHUIA NOLLIYK HayKoBWX NyOAiKaujii | BUBHEHHS KapT CTaLlioHapHOro XBOPOro ABOX NALeHTIB, Lo nepebyBanv Ha cTaujoHap-
HOMY JliKyBaHHi B raCTPOEHTEPONONYHOMY BiAOINEHHI.

KniHiyHi BUNnagku. BriByeHo kapTy CTaljoHapHX XBOPWX | reHeTUYHE NiATBEPAXEHHS ABOX NaUEHTIB, y AKMx AiarHocTtoBaHo MB. Y neptuomy
BMMNAAKY — XNOM4MK, BIKOM 12 pOKIB, LLIOPIHHO NiKyeTbCA amBOynaTopHO i cTaujoHapHO. Biaomo, Lo B fikyBaHHI NepLloro naLjeHta 3acTocoBaHo
TPVKOMMOHEHTHMI Npenapar TpikadTa 3 Ajl0H0I0 PeHOBUHOIO enekcakadTop, TesakadpTop Ta iBakadTop. Apyrnii BUNamokK — X10mnyvik, Bikom 16 po-
KiB, IKOMY Y NiKyBaHHI HE NpU3Ha4eHo TPMKOMMOHEHTHOrO Npenapaty. B 061aBOX B1naakax npoBeAeHO NOPIBHSANbHNI aHani3 KNiHIYHMX NPOSiBIB
A OLiHEHO Nepeobir 3axBOPIOBaHHS.

BucHoBKM. Y niteit, xBopux Ha MB i3 naHkpeaT4HOoIo HeAOCTaTHICTIO, MapaieNlbHO 3 KMLLIKOBMM TPAKTOM YpaxKyeTbCa OpOHXonereHesa cuctema
DIBHOMO CTyNeHs BUPAXEHOCTI PYHKLIOHATBbHYIX | KITIHIYHUX NPOSIBIB.

KniHivyHi nposiBu i ycknagHeHHs 3 60Ky cucTeM ypaxers npy MB nocunioioTbCst 3 BIKOM.

Mpenapat, Wwo MoaepyioTs peuentop CFTR, 3MEHLLYIOTE BUPaXeHiCTb KAiHIHHMX CUMMTOMIB i3 60Ky 6pOHX0NereHeBoi cucTemn B aiten is MB,
LLIO MPOSABASIETLCS B MOPYLLIEHHSIX HAHXHOr0 CTYNEHs BUPaXeHOoCTi GyHKL| CepLIeBO-CyaAMHHOI | BPOHXONEreHeBoi CUCTEMMU.

JocninxeHHs BUKOHaHO BiANOBIAHO A0 NPUHLMMIB [enbCiHChKO! Aeknapadii. Ha npoBeaeHHs A0CAImXeHb OTprMaHo iHDOPMOBaHY 3roay 6aTbkis, AiTei.
ABTOPW 3a9BNAIOTL MPO BIACYTHICTE KOHPIIKTY IHTEPECIB.

Knio4oBi cnoBa: mykosicLno3, Aimn, TpikadTa, peuentop CFTR, reHeTnyHe 3axB80pIoBaHHS!, XN0PUAN NOTY.
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Cystic fibrosis is the most common monogenic pathology with an autosomal recessive type of inheritance. The frequency of carriers of the cystic
fibrosis gene is 3-4%. The disease leads to damage to the respiratory system, pancreas, intestines, gallbladder, and liver, and can lead to electro-
lyte loss and the development of diabetes mellitus. In Ukraine, 250-300 children with cystic fibrosis are born every year. Their average life expec-
tancy is 13— 14 years. As of 2024, there are 16 children with cystic fibrosis in the Ternopil region.

Aim - to analyze and present clinical cases of cystic fibrosis in children, to investigate the features of the course and treatment of cystic fibrosis in
children using the example of two clinical cases and to evaluate the effect of the three-component drug Tricaft (ivacaftor + tezacaftor + elexacaftor)
on the course of the disease.

Literature search of scientific publications and study of inpatient charts of two patients who were inpatients in the gastroenterology department were
conducted.

Clinical cases. The charts of inpatients and genetic confirmation of two patients diagnosed with cystic fibrosis were studied. In the first case,
aboy, 12 years old, is treated annually on an outpatient and inpatient basis. Itis known that the first patient was treated with the three-component
drug Tricaft with the active ingredient elexacaftor, tezacaftor and ivacaftor. The second case is a boy, 16 years old, who did not receive the three-
component drug in his treatment. In both cases, a comparative analysis of clinical manifestations was carried out and the course of the disease
was assessed.

Conclusions. In children with cystic fibrosis with pancreatic insufficiency, in parallel with the intestinal tract damage, damage to the bronchopul-
monary system is noted with varying degrees of severity of functional and clinical manifestations.

Clinical manifestations and complications from the side of the systems of lesions in cystic fibrosis worsen with age.

Taking drugs that moderate the CFTR receptor reduce the severity of clinical symptoms from the side of the bronchopulmonary system in children with
cystic fibrosis, which is manifested in violations of the lowest degree of severity of the functions of the cardiovascular and bronchopulmonary systems.
The study was carried out in accordance with the principles of the Declaration of Helsinki. The informed consent of the children’s parents was ob-
tained for the research.

No conflict of interests was declared by the authors.
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Beryn

HY i PETPOAYKTUBHY CUCTEMH. 3a3BUYAll KUTITKOBI
ykoBicin103 (MB) — 11e criajikoBe (pe-  CHMMIITOMHM BUHUKAIOTH MTEPITUMU MTPOTSATOM KUTTS
1eCMBHO-ayTOCOMHE) XPOHIUHE 3aXBO-  TAIIEHTA, ajie caMe ITporpecyioye ypaKeHHs JiereHb
PIOBaHHS, SIKE YPAKYE ANXAJIbHY, TPaB- depes3 IUKJN 3aroCTPeHHs iH(deKIlil/3anaaeHHs
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CLINICAL CASE

MPU3BOAMUTH /10 HETIOTIPABHOTO TMOTiPIIEHHS CTaHy
1710 cMepTi. 3 TAKUM /1iarHO30M Y CBiTi HAIIYYETbCSA
nonaz 90 000 sozeit, 3 nommpewnictio 1: 2 500 i mpu-
6JIM3HO OIHUM HOcieM cepen 25 oci6. M B € Haiiro-
MMTUPEHITINM MEHIETIBCbKUM PO3JIAJIOM, SKUH 3arpo-
JKYE JKUTTIO, Yy BCbOMY CBiTi [8].

[MTopoxky momaerbest mpubsmano 1000 HoBUX Bu-
mazkiB. M B Haituacrimme Tparsietbest B OiTomKipux
JIOJIeN MiBHIYHOEBPOIENCHhKOI pac — 1 BUTIAZIOK HA
2000—-3000 moJioriB, a HafiMEHIIIE — B aMEPUKAHIIIB
asiiicpkoro noxomxkens — 1:30 000 noBonapomxe-
Hux [8].

Ha nmouatky 30-x pokiB XX cTOJIITTH, KON BIIEep-
111e OTIMCAHO TIe 3aXBOPIOBAHHS, cCepe/lHs TPUBAJIICTD
JKUTTS XBOPUX He TiepeButiryBasa 2 poku. Cboro/Hi
114 TIaTOJIOTiS MiIAEThCA JIiKyBaHHIO. ToMy /liaTHO3
MB y:xe He € BUPOKOM. TpuBaicTh JKUTTS TAKUX
XBOpHX y 0aratbOX PO3BUHYTHX KpaiHax CBIiTYy 3Ha-
YHO 3POCJIa, 1110 3yMOBJICHO BUCOKUM PiBHEM Ha/laH-
Hsa MepnuHux nocayr. Tak, y CHIA cepenns Tpusa-
JicThb KUTTS xBopux Ha MB y 1970 p. ctanoBua
16 poxiB, ay 2000 p. — Bxe 32 poku. ¥ pO3BUHYTHUX
KpaiHax Iell TOKa3HUK 3POCTAE IMOCTIIHO, i YAM IIi3-
Hillle HAPOUINCS TaKi XBOPi, TUM SAKICHIIIIE JTiKYy-
BaHHS BOHU OTPUMYIOTh, a IIPOTHO3M TIIO/I0 CEPel-
HbOI TPUBAJOCTI IXHBOTO JKUTTSA CYTTEBO
nosimmnyoTbes [7]. CepeaHs TpUBATICTh KUATTS
YKpaiHChKUX Malli€HTiB yaABiui MeHma (6JU3bKO
16 pokiB) MOPIBHAHO 3 BiITIOBITHUM MOKA3HUKOM
y PO3BUHYTHX KpaiHax. Taka cuTyailisi Hacamiepes
3yMOBJICHA 3HAYHOIO KiJIbKICTIO HEBUPINIEHUX Ha
CHOTO/IHI TIPOOJIEM i3 HAIAHHST CBOEYACHOT T a/IeK-
BaTHOI MeIMYHOI JIoTToMOTH XBopuM Ha M B [2].

OCHOBHUM TaJTy3eBUM CTaHAAPTOM i KIIHIYHOTO
HACTaHOBOIO, 1110 CTOCYETHCS MOJIOKEHb ITPOdiak-
TUKH 1 JikyBanHst MB B YkpaiHi, € kiIiHiuHa HacTa-
HOBa, 3aCHOBaHa Ha JIoKa3ax, — YHi(iKoBaHUH KJTi-
HiYHUU TPOTOKOJ MEePBUHHOI, BTOPUHHOI
(crieniaizoBanoi) i TPETUHHOI (BUCOKOCTIETTiai30-
BaHOI ) MeZInuHOI slontomor M B — Haka3 MinicTep-
CTBa OXOPOHM 3/I0POB’S YKpainn [4].

[IprumHOIO XapakTepHUX MATOJOTIYHUX 3MiH
B OpraHi3Mi XBOpPOro € MyTailii B 000X aJiesisIX reHa,
JIOKAJII30BAaHOTO Ha JOBTOMY ILJIe4i XPOMOCOMU
7 (7q31). Ieii rer Mae 27 eK30HiB i Kopye MeMOpaH-
HUiT 61JI0K «TpaHcMeMOpaHuuiil peryastop MB»
(CFTR), sxuii hyHKIIOHYE IK XJTOPHUN KaHAJ Ha
arlikaJbHil MOBEPXHI eiTesiaJIbHUX KJIITUH Ta € Pe-
TYJISITOPOM THITUX I0HHUX KaHaJiB i BiZIOBia€ 3a
TpaHcropTyBaHHs 6ikapboHaTiB. Onucano 6ibI
HIK /IBI TUCSTUi PI3HOBU/IIB MyTalliif, YacTiie 3a Bce
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tpamsietbest myTariist F508del [4]. Bona Bunukae
B Pe3yJIbTaTi OJHOTO TIPOITYCKY (heHiamaHiHy B 0-
stoskerHi 508, 1110 TPU3BOAUTH /10 TAKOI aHOMAUTIT, SIK
3aKyTOpPKa BUBIIHUX ITPOTOKIB €K30KPUHHUX 3aJ103.
JlospiBanHs 6iJIKa 3yMMHIETHCS B €HAOILIa3MaTHY-
HOMY PETHUKYJIyMi, i OIJIOK He I0CSITa€E MIa3MaTHIHO]
mMeMOpanu. IToTiM BiH mifgaeTbes gerpajarii B 1u-
tortasMi. [IpodinakTuka TsSKKUX ypaskenb mpu M B
MOJIATA€ B PAHHBOMY BCTAHOBJIEHH] JIIarHO3Y TTi/T Yac
HEOHATAJTbHOTO CKPUHIHTY B IOCUMIITOMHOMY TIePi-
ojti abo B pasi MOSIBU MEPIITUX CHMIITOMIB 3aXBOPIO-
BaHHA Ta PAHHBOTO TOYATKY MATOTEHETUIHOTO JIiKY-
BaHHA [4].

XBopi Ha M B, siki MatoTh B 060X aJieJIsiX 0JJHaKOBi
MyTallil, € TOMO3UTOTaMH, a Ti, SIKi MAlOTh Pi3Hi BUN
MyTatliii y aox anensix rena CFTR — kommayHnu-
mu (36ipHIMI ) TeTepo3uroTamMu. baTbKu XBOPOTO Ha
MB y nepeBakHiit 6iIbIIOCTI € TETEPO3UTOTHUMHU
nocisimu rera CFTR.

Tum myTarii yacTKOBO BILIMBAE Ha TSKKICTD 1 0CO-
6/BicTh epebiry 3aXBOPIOBaHHS, OZHAK 32 TEHOTH-
nom CFTR HeM0okIMBO IPOTrHO3YBaTH OCOOIUBOCTI
3aXBOPIOBAHHS B OKPEMOTO TallienTa. XBopa Ha MB
JIUTIHA HAPOJKYETHCS Y BUMIAZKY, IKIIO 000€ OaTh-
KiB € T€TEPO3UTOTHUMH 32 OJTHUM MYTaHTHIM T€HOM
CFTR. [I8i myTaii rena CFTR, 1o € miareepmxen-
HAM jiarHo3y M B, MOKHA BUSIBUTH Ha OY/1b-AKOMY
eTari po3BUTKY (ITPEKOHIIETIIITHOMY, TTPEHATATbHO-
MY, HEOHATAJIbHOMY, TTOCTHATATTbHOMY ).

Mema nociipkeHHs — MPOaHasi3yBaTH KJIIHIYHI
Bunaaku MB y zaiteii; gocaianT 0cob1MBOCTI epe-
6iry Ta srikyBaHHs MB y zmiTeil Ha mpuKIai A1BOX
KJIIHIYHUX BUTIA/IKiB; OI[IHUTH BIJIUB TPUKOMIIO-
HEHTHOTO Tperaparty Tpikadra (iBakadTop + Te3a-
kadTop + enexcakadTop) Ha repebir XBopooOu.

HocmipkenHss BUKOHAHO BiJITTOBITHO 10 TPUHITH-
miB lebcincbkoi gekapartii. Ha mpoBements goci-
JPKEHb OTPUMAaHO iH(hOPMOBaHY 3ro/y OaThKiB, [iTEil.

Kiniuynnii Bunaaok 1

Jlo TepHOMiIBCHKOT 06IaCHOT KIIHIYHOL AUTAYOT
agikapui (TO/ZIKJI) rocniTanizoBaHO XJIOTYMKA
BikoM 12 poKiB 3i ckapraMu Ha CyXuil HaB I3JIUBUN
MaJIOTIPOTyKTUBHUH KallleJib, 3aIUIITKY, Bi/ICTAaBaH-
HSIM y Maci TiJia i 3pocTi, i3 BUpaskeHo10 3arajibHOI0
¢J1a0KICTIO, BHUKEHUM alleTUTOM.

3 anammesy 3axeopro8anus BijoMo, 10 JUTUHA
XBOPi€ MPaKTUYHO Bifi HapoaKkeHHd. /liarnos M B
MiTBEP/PKEHO TeHETUYHO Y Bitli 7 micstiB. [IopiuHo
JikyeTbcs ambOysnatopHo i cramionapuo. e
3aroCTpeHHs BUHUKJIO 32 THIK/IEHD /10 TOCTTTasi3allii.
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Anamnes acummsi. JIlutTuHa HapoJKeHa BiJ
11 BariTHOCTI, M0 nepebirana 6e3 ycKaaaHeHb,
TEePMiHOBHUX 110JI0TiB. Maca Tijia mpu HapoKeHHi —
2900 r. Bunicanwii i3 11010roBoro OyANHKY Ha 5-Ty
no0y. IlpodimrakTuuHi menjaeHHs MPOBeaeH]
BIZIOBI/THO 710 BiKYy. AJIEpTOJIOTIYHUI aHaMHe3 He
00TSKEHUIT.

Cnaokosuii anammnes — crapiiia cecTpa XBopie Ha
MB, wacti rocTpi pectiipaTopHi BipycHi iH(DeKIIii Ta
OPOHXITH.

Enidanammes: nporsrom 21-1 1061 B KOHTAKTI
3 iHGeKIIiHIMI XBOPUME He TiepebyBaB, PO3JajliB
BUTIOPOKHEHD He OYJI0.

O6’exmuene obcmedncenia: 3araibHAN CTaH TUTUHA
CepeHbOTO CTYTIEHS TSKKOCTI 32 PAXYHOK OCHOBHOTO
3axBopioBanHs. CigomicTs dcHa. [IIkipHi ToKpuBH
cipyBari, «TiHi» 1iJ{ OunMa, IeprUopaJbHa CUHIOIII-
HICTB, HITTI y BUTJISI/I «TOAMHHUKOBUX CKEJIETTh, HiT-
ThOBI (haslaHTU 32 TUIIOM «OapabaHHKUX ITAJTUY0K»,
«CYZIMHHI 3ipOUKU» HA KUCTIX PYK. Typrop Ta esac-
TYHiCTh 3HMKeHi. Ko tonktusu Ouizi. S3uk oOKIia-
neHuii cipoto ocyroro. JlimbatuaHi By3am maibIry-
I0ThCS TiIIENEIHi, TepeaHbOIINIHI, PO3MipaMHu 10
1-1,5 cm, He OoJtroui, He 371y4eHi, exactryi. [Tepky-
TOPHO ME3Ki CepIIs — 3T1THO 3 BIKOBOIO HOpMOI0. Cep-
11eBa IisJIbHICTh PUTMiYHA, TOHU 3BYYHI, IITyM He BU-
CJIYXOBYETHCS, 4aCTOTA CEPIEBUX CKOPOUYEHbD
(UCC) — 86/xs. llepkyTopHO HaJl TETEHIMU — KO-
POOKOBWIA 3BYK, YKOPOUEHHST 3BYKY 3J1iBa BHU3Y Ta
B MIZKJIOTIATKOBOMY TIPOCTOPI. AYCKYJIBTaTUBHO B Jie-
reHsIX PO3CisiHi pisHOKaiOepHi XpuIiy, GijibIie crpa-
Ba. Hacrora quxanng (Y/1) — 20-22 /xB. Carypaitist
(SpO2) — 97%. JKuBiT 3BU4aitHUX PO3MipiB, M’ IKUH,
gy TIuBHiT pu masbaitii. [levinka +2,5 cM, He 60J110-
4a, Kpall 3ar0CTPEHNIl, ITOBEPXHS IIiJIbHA, CHMIITOM
Optaepa (+/-), Kepa, Menzenst, Mepdi (-). Cenesin-
Ka He TTJIbIYEThCS. BUTTOPOKHEHHS TIO/THS, 2—3 pa3u
Ha 100y 3 IoMillTKaMu HetiepeTpaBiieHoi ixi. Cevo-
myck focraTHii. Maca Tima gutuan — 40 Kr, 3pict —
156 cm, ingexe macu tizia (IMT) — 16,4 kr/m2.

[IpoBeneno n1abopaTOPHO-IHCTPYMEHTANbHI
obcrexenns (tabu. 1-4).

Konpoepama: siing rauct — He BUSBJIEHO,
eJileMeHTH rpuba moiiOHOTO PIKIZKOBOTO — MOMipHA
KIJTbKICTH, MUJIA — MTOOAMHOKI, JKUPHI KUCTOTUA —
BiJICYTHi, HEUTPAJIbHUM JKUP — BiJICy THIN.

Kan na siiys enucm (19.12.2023): He BUSBIIEHO.

3iwkpi6 na enmepotios (19.12.2023): ne BUsBJIEHO.

Enexmpoxapdiozpama (07.12.2023): cunycosuit
PUTM; TTOPYIIIEHHSA MTPOBIHOCTI TTO MpaBiil HIXKI
nyuka lica; mporecu pernossipyusaltii He TOpYyIIeHi.
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Tabnuys 1

Pe3ynbTaTn 3aranbHOro aHanisy Kpoei B AuHamiui
MapameTp 7/12 19/12

Newkountn, 108/n 777 4,00
remMorno6iH, r/n 146 144
Eputpouutu, 102/n 4,95 4 87
Tpombouutn, 10°/n 145 152
Hewntpoodinn, % 77 68
NimdpoumnTn, % 18 21
MoHoupuTn, % 4 8
EosuHodinum, % 1 3
LLIBMAKICTb OCIAaHHS EPUTPOLMTIB 5 10
(LLOE), mm/rop,

Tabnuys 2

Pe3ynbTaTtn 6ioxiMmiyHOro aHanisy Kpoei
MapameTp 7/12 Pgﬂ):‘?ee:::e

Harpini (Na), Mmonb/n 138,5 135-145
Kanit (K), Mmmonb/n 4,16 3,5-5,1
Kanbuin (Ca), ioHisoBaHum, 2,45 1,17-1,32
MMOJIb/N
M0K03a, MMOJb/ 1 4,89 4,11-5,89
CevoByVHa, MMONb/N 3,1 2,14-714
KpeatuHiH, MMOonb/ 59,1 62-106
Binok saransHuiA, 1 /n 64,7 64-83
ANbOYMIH, 1/ 34,0 32-45
3aranbHuii 6inipy6iH, MMOSb/N 13,5 17-20,0
AnaHiHamiHOTpaHchepasa 31,2 no 4
(ANT), On/n
AcnapraramiHoTpaHcdepasa 30,3 0o 40
(ACT), On/n

Tabruys 3

Pe3ynbTaTh Koarynorpamu
MapameTp 7/12 Pgﬂ’:f::::e

AKTMBOBAHNN 4aCTKOBWNA TPOM- 27,2 24-35
6onnactuHoBuii Yac (A4TH), ¢
MpoTpomMbiHOBUIA Hac, C 14.0 12-16
dibpuHoreH, r/n 2,5 2,0-4,0
TpombiHoBWIA Yac, ¢ 16,5 14-21
MixHapoaHe HopMaidoBaHe 0,96 0,85-1,0
CNIBBIAHOLIEHHS

Exoxapodiozpagis (08.12.2023): BapiaHT HOpMHU.

Cnipomempis (07.12.2023): VC-2.56,/80%, FEV1-
1.73/63%, FVC-2.16/68%, FEV1/FVC-80.0/91%,
FEF25-3.80/67%, FEF50-2.11/61%, FEF75-
0.54/29%, FEF25-75-1.68/54%.

Cnipomempisn (13.12.2023): VC-2.93/92%, FEVI-
2.17/79%, FVC-2.59/81%, FEV1/FVC-83.7/95%,
FEF25-5.08/98%, FEF50-2.77/80%, FEF75-
0.93/49%, FEF25-75-2.45/75%.

Yivmpaseyrose docridicenns enympiwmnix opeanis
(08.12.2023). leuinka He 36iybIIeHa B PO3MipaXx,
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Tabnuys 4
3aranbHuii aHani3 ceuvi
Adata Binok Lykop | NMutoma Bara JleiikoumTn Enitenin Cnus
19.12.2023 0,045r/n - - 3—4 y noni 30py 2—3 B Noni 30py Hes3HayHa KinbkiCTb

€XOTeHHICTh MapeHXiMU MiJBUIIleHa, CTPYKTypa
npibHO3epHMCT], oxHOpiAHa. CTpoMa TediHKu He
VIIJTbHEHA, HE TTOTOBIIEHA, V.portae He PO3ITUpeHa,
miamMeTpoM 710 7 MM. JKOBUHUIT MiXyp pO3TanioBaHU
TUTIOBO, OBOI/THOI (hOPMU, OJIMHUYHUN TTEPETHH, Y /Ti-
JISTHITI ITUAKY, CTIHKY He yIIiIbHEeH], He TTOTOBIIEH],
MIiCTUTB €XOTEHHY 3aBicy.

[TignumyHKoBa 3271032 — KOHTYP HEWiTKUI, He TOTOB-
ITIeHa, €XOTEHHICTb IMTiIBUIIEHA, CTPYKTYpPa TOMOTEHHa,
0. lienalis — ne posmupena, d 1o 7 mm. Cesesitka He
30i/pIIeHa, eXOreHHICTh 3BUYaliHa, CTPYKTypa
ofiHOpizHA, po3Mipamu 110%37 mm. [lixnryHkoBa
3aJ1032 BiJIHOCHO aKyCTUYHO MOTOHIIIEHA: TOTiBKA —
7 MM, Timo — 7 mMm, xBict — 8 MM. ITooauHOKI
Me3eHTepiaibHi JTiM(poBYy3m — 710 9 MM. BisibHa pijnaa
B YepEBHil TTOPOKHIHI He Bi3yasmi3yeTbcst. Hupku pos-
TallloBaHi TUIIOBO, JiBa — 93%43,9 MM, mpaBa —
94x44 mm. ToBmuHa mapeHXiMu HUPOK CIIpaBa —
14 MM, 31iBa — 15 MM, ExorennicTs nmapenximu
3BUUaliHa, KOPTUKO-MeAyIsIpHa AudepeHIiais
36epeskena. YamkoBo-mrckosa cucrema (AMC) — 6e3
O3HaK AuJaraitii. 3yiBa — ncesaonoaBoeHHss YMC.
Cunycr He3HAYHO YTIJTbHEH.

Bcranosieno kiiniunmii fiarno3 « MyKoBiciin/io3
(cystic fibrosis F508del /F508del) 3 mankpearnatoro
HeI0CTAaTHICTIO. X POHIYHMIT 0OCTPYKTHUBHMIT OPOH-
XiT, cTafisg 3arocTpenus. /luxanabHa HEOCTaTHICTD
([I1H) I ct., HemocraTHicTh KpoBo0b6iTy (HK) 0 CT.
Xpowniuna kosonizamnist Staphylococcus aureus,
intepMmityiounit Bucis Pseudomonas aeruginosa,
Stenotrophomonas maltophilia (2020). Xponiunmuii
PUHOCUHYCUT, yCKJIAJHEHUH MTOTITI030M CITPaBa, cTa-
nist pemicii. [Tnepanuaanii TUT TJTYHKOBOI CEKpelrii,
CTaJlid peMicii».

IIposedeno nixyeanns: nieta rinepkayopiiina
3 jAoJaBaHHAM coJii, ypcoxoJu, kpeon 25000,
cymames, indysiiina repamis (0,9% NaCl, giated,
6pakcon), Tpikadra, iBakadTop, ykpais 250 mr,
TOOpaMIIUH, IIUCTICOPO, OMENPA30JI, IPOMUBAHHS
HOCa, iHranaiii 3 6eposyanom, myIbMO3UMOM Ta 7%
NaCl, ¢pi Beit, mykokJeap, Bitaminu A, D, E, npe-
HaXHUN Macax, TXaJabHa TIMHACTUKA.

Pexomendosano:

1. Pexxum pomaniniit i3 noMipuum ismaHum
HaBaHTAKEHHSIM.
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2. lNimepkanopiitHa fieTa 3 10IaTKOBUM ITiJICO-
JIIOBAHHSAM i 5 T/106Y).

3. Kpeon — 25 000, 15 karcy. Ha 100y 3 ixkelo,
HOCTIiHO (103a TOTpedye KOPeKILil).

4. Tarassii 3 7% NaCl 2 pasu Ha 100y, mocTiitHO.

3. Iuransanii 3 myapmosumom — 2,5 mr/2,5 ma 1 pas
Ha 7100y, TToCTiiHO.

6. DizioTepaneBTUYHI MPOIIEyPU: IPEHAKHUI
Macak OPOHXOJIETEHEBOTO jiepeBa 2 pa3u Ha 100y,
nocTiiitHo, inrassiiii 3 3% NaCl 2 pasu Ha 100y neper
MacaykeM JIeTeHb Y IPEHAKHOMY MOJIOKEHHI.

7. JlikyBanbHa izwyHa KyabTypa (AUXajabHa
riMHACTHKA), IOCTiAHO.

8. IIpoMuBaHHS HOCA iI30TOHIYHUM PO3YMHOM
2 pasu Ha 100y, HOCTIiHO.

9. lyabpmosum — 2,5 M 1 pas Ha 100y yepes
HeOyJaii3ep, MoCTiitHo.

10. Tpikadra — 100/50/75 mr, iBakadTOp —
150 mr 2 pasu Ha 100y 3 JKUPHOIO [KEI0, MOCTIITHO.

11. Bicerrrosr — 960 mr 2 pasu Ha 100y micss i,
mpotarom 1 Micsris.

12. Cymamen — 250 mr, 1 karcyora 1 pas Ha 3 1061
per 0s TS i, TPUBAJIO.

13. ¥pcodambk — 250 mr 3panky + 500 Mr BBeuepi
1icJid i7iu, TPUBAJIO.

14. Iucricopb — 1 kamcysna 1 pas ma 100y,
TOCTIIHO.

15. BpamiTto6 — 300 mr 2 pasu Ha 00y
B IHTAJIAIISIX, TPOTATOM MicATs 6 KypciB Ha PiK), TI0-
yeproso 3 kosgictuaoM — 300 mr 2 pa3u Ha 100y
TpuBaIicTIO 110 1 Micsio 6 KypciB Ha PiK).

16. PexomenioBato BU3Ha4YaTy pibeHb Bitaminy D,
y KpoBi uepe3 1 Mics1rb.

18. CniocrepeskenHs TefiaTpa, MyJIbMOHOJIOTA,
racTPOEHTEPOJIOTA.

CraH AUTUHY HA Yac BUMHUCKH 31 cTallioHapy
MOJIITIINIUBCA, MTOKPANIUINUCS alleTUT i pyxoBa
aKTUBHICTD.

Kniniunuii Bunaaok 2

XJtomuuk BikoM 16 pokiB rocmitajisoBaHui 10
TOK/JI 3i ckapramu Ha OTaHe CaMOTIOYYTTS, 3a-
JIMIIKY B CTaHI CITOKOI0, CYXUi HAaB SI3JTMBUIN MaJio-
MIPOAYKTUBHUM Kallle b, 3HUKEHU alleTUT, CyXiCTh

y POTI, cripary.
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KAIHIYHUIM BUTTAAOK

Anamnes 3axsoprosanns. I1atienT xBopie Big Hapo-
IKeHHs. BusiBjieHo 3MiHU BUTIOPOKHEHD (CMEPIIOUUI,
GJIMCKYYUiL, CIPOTO KOJIbOPY KaJl, 3aMa3KOMOAIOHII,
nostipexatist 3i 361IbIIEHHSIM YaCTOTH BUITOPOKHEHD ).
Jliarno3 miaTBEPXKEHO TEHETUYHO Y Billi 6 MicsIiB
y JIbBIBCbKOMY 3aXiZTHOYKPAiHCbKOMY IEHTPI MYKO-
Bicin103y. CIIOCTEPITAETHCS TACTPOEHTEPOTIOTOM SIK
irBasi 1 utuHCcTBA. [ToCTiitHO JTiKYEThCS aMOyIaTOPHO
i cranionapto. /[Ba poKH TOMY BCTaHOBJIEHO OPOHXO-
eKTaTUYHY XBOPoOY 1 KicTodibpos nerensp. Lle 3aro-
cTpeHHs posnodasocs 3a 10 16 1o rocmiTamisarnii mic-
Jisi TIepeHeceHOoTo TOCTPOTO PecHipaToOpHOTO
3axBopioBamtst. OcTaHHsI rocTiTami3arist 6yJia Micsiib
TOMY, KOJI Ha MOMEHT TOCITiTali3allii JikyBaBcs B pe-
aHiMaIliitHOMY Bi/UIiIEHH] Y 3B’I3KY 3 TSKKIM 3araJib-
HUM cTaHoM i Husbkoio SpO, (80-82%).

Anammnes scumms. [Ilutrna HapopKeHa B ApyToi
BariTHOCTI, 110 nepebiraia 6e3 yCKIaaHeHb, TEPMi-
HOBUX TT0J10TiB. Maca Tiza mpu Hapozskersi — 2900 r.
Burnucanwuii i3 mosioroBoro OyamHKy Ha 5-Ty 100Y.
[IpodinakTrusi nenyieHHs MPOBeIEH] BiIOBITHO
710 BiKY, @ TAaKOX TETITIEHIH Bifl TpUTTY. AJlepriaamit
aHaMHe3 He yckaajHeHni. ClaIkoBUI aHaMHes3:
y BiIli 6 MicsI[iB KOHCYJIbTOBAaHU I FeHETUKOM, BCTa-
nossiero myrartii F 508 del/ F 508 del y reni CFTR.

O6’exmueno. Ctan XJIOMYKMKA TSHKKUI. Bupaskeni
03HAKU XPOHIYHOI TINIOKCIT: 1IKipa cipa, Typrop ta
€JIAaCTUYHICTD 3HWKEH], BUpaXkKeHa CyXiCTb IIKipH, BU-
pakeHUU mepiopaTbHUN Ta aKPOIliaHO3, TUCTAIbHI
dasmanrn y BUrJsii «6apabaHHUX TaJIUdOK», HIrTi
Y BUTJISA/I «TOJMHHUKOBUX CKesellb». B akTi IuxanHs
Gepe y4acTb IOMOMIKHA MyCKYJIaTypa: HaIKTIOU N Hi
BIaJAuHU Ta MikpebepHi npomixku. I/ — 36 Ha
1 xpumuny, YCC — 138 na 1 xsumuny, SpO, — 82%,
IMT — 14,6 kr/m?, 3pict — 159 cMm, maca Tiza — 37 K.
sI3uk oOKJIaieHnii CipoIo 0CYTOI0, HOCOBE AUXAHHS
yTPyZHEHE, BUIiIeHb HeMae. Murnaauku rineprpo-
dosani, BucTynaors 3a yskku Ha 2/, 06'emy. Cepie —
TOHM TIPUTJIYIIeH] ocabieni, putmivni. Ekckypceis
IPYAHOI KJIITKY TPaKTUYHO BijicyTH:A. Hax nerensimu
[EPKYTOPHO — KOPOOKOBHH 3BYK, YKOPOUEHHS 3BYKY
Ha piBHI 2—4 Mixkpebep’st, 3 000X 60KiB. AycKyJibra-
THBHO BeJIMKA KiJIbKICTh CYXHUX i IPIOHO MiXypIIEBUX
«TPiCKy4MX» XpUTIiB 3 000X O0KiB. JKUBIT 371y THIA, /10-
CTYITHM TTaJIbIallii, ediHKa Pi3Ko yIlijbHeHa, 30i/1b-
IeHa, BUCTYIIa€ Ha 4 cM, Majio uyTianBa. Cese3inka
+3,0 cm. Kan — 1 pas na 2—3 go6u, camocTiiiHO
3 pelTKaMu HellepeTpaBiieHoi ii. CedorycK — BijTh-
HUM, TOCTaTHI.

[TposeeHo 1abopaTOPHO-IHCTPYMEHTaAIbHE 00-
crexennst (Tabu. 5—11).
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Tabnuys 5
Pe3ynbTaTn 3aranbHOro aHanisy Kpoei B AuHamiui
MapameTp 6/11 18/11
Nevikountun, 109/n 9,06 8,88
KonipHui nokasaHmk 0,9 0,9
FemMornobiH, r/n 19 120
Eputpountn, 10%/n 428 4 61
Tpom6oumtn, 10°/n 145 152
Hentpooinu, % 66 64
Nimdoumntn, % 22 28
Monounti, % 9 7
EosnHodpinu, % 3 1
LLIOE, mm/rog, 37 26
Tabnuus 6
Pe3ynbTaTtn 6ioxiMmiyHOro aHanisy Kpoei
MNapameTp 7/12 Pgﬂ):f::::e
Na, MMOSib/N 1247 135-145
K, MMOSIb/N 412 3,5-5,1
Ca (ioHI30BaHUIM), MMONb/N 2,42 1,17-1,32
[MOKO3a, MMOSIb/f 8,32 4,11-5,89
CeyvoByHa, MMOb/N 1,83 2,14-714
KpeaTuHiH, MMonb/n 46,2 62-106
Binok saransHuiA, r/n 84,7 64-83
AnbOyMIH, r/n 34,0 32-45
3aranbHui 6inipyoiH, 13,5 17-20,0
MMOJIb/N
AT, Op/n 721 420
ACT, On/n 70,9 40,0
Aminasa, MMOb/N 32,9 40,2
Tabruys 7
Koarynorpama
P HTH
MNapameTp 7/12 gﬁ:fgnnﬂ e
AYTY, c 23,9 24-35
MpOTPOMOBIHOBUI IHAEKC 107 70-130
3a Ksikowm, %
MpoTpoMbIHOBUIA HYac, C 12,0 12-16
dibpuHoreH, r/n 55 2-4
TpombiHoBWiA Yac, ¢ 16,5 14-21
MixHapoaHe HopmanisosaHe 0,96 0,85-1,0
CNiBBIAHOWEHHS

Duixosanuii zemozno6in (21.11.2023) — 7,56%.

Konpoepama: stittist TiMcT — He BUSIBJIEHO, eJIeMeH-
T rprba HoiOGHOTO APIKIKOBOrO — IIOMipHA Kijlb-
KiCTb, MUJIA — TOMipHA KiJIbKiCTb, S KUPHI KUCJIOTU —
ITOMipHa KiJIbKiCTb, HENTPaJIbHUH KUP — ITIOMipHa
KIJIbKICTb.

3iwkpi6 na enmepo6ios — He BUABJIEHO.

Yiompassyroee docnidncenns: nedinka 30ibiie-
Ha, rTpaBa 105t — 145 mwm, JtiBa 1oJ1st — 70 MM, JKIPO-
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Tabnuysn 8
MnikemiyHuii npodinb, Mmonb/n
Llata 6:00 9:00 13:00 17:00 21:00 6:00
rNKo3a rNoKo3a rnoKo3a rnoKo3a rnoKo3a rnoKo3a
22.11.2023 16.3 79 9,8 1,7 9,62 50
Tabnuys 9
3aranbHui aHanis ceui
Binok, Mutoma | Jlerikouutn | Enitenin y noni : Eputpountn
Aara r/n Llykop Bara B noni 30py 30py Coni B noni 30py
15.11.2023 — - 1013 2-4 Mnocku — 1-3 — —
17.11.2023 - — 1015 3-5 [nocknn — 4 Cnus, noMmip- 0-1
Ha KiNbKiCTb
22.11.2023 cnign - M/C 3-4 [nockunm — 2—-3 - 0-1
MepexigHuin — 1-2
Tabruys 10
AHani3s ceyi Ha rnOKO3ypu4HU npoodinb
Yac, rog 9:00 12:00 15:00 18:00 21:00 24:00 | 03:00 6:00
KinbkicTb cedi, M 70,0 250,0 300,0 300,0 300,0 200,0 — -
MNutoma Bara 1003 1003 1002 1007 1006 1010 — -
[MoKo3a, MMOSb/N 0,5 0,45 0,2 4.1 0,7 0,5 - -
Tabmugs 11 Koncynsrosanmii JIOP-mikapem (ziarnos «ATpo-

BakTepionoriyHmin nociB cevi 3 BUBHA4YEHHAM
YYTNAUBOCTI 30yaAHUKA A0 aHTUOGIOTUKIB

darta 18.11.2023
BuaineHo Staphylococcus aureus 108 KYO/mn
Amniupniy Criiknin
A3UTPOMILMH YHyTnnBUM
AmikaupH YHyTAnBWI
KnapntpomiumH Yy TBuUmn
HanpomiumH YHyTAnBIN
AMOKCVKIaB Yy TnnBum
Lledasonin Yy TnnBum
LledrpiakcoH Yy TnnBum
LledanekcuH Yy TAnBum
LinnpodnokcaumH CTinknin

Ba iHGIIBTpallis HE3HAUYHO BUPaKeHA, JKOBYHUI
MiXyp CKOpOUYeHuii — 57X7 MM, BMiCT He OZTHOPijI-
unit. [lignmryHkoBa 3am03a He3HAYHO 30ibITeHA
17x16x19 MM, exoreHHiCTb TigBUINeHa. Po3mupeHn-
Hs1 TieTesib Kumeunnka. Cese3iHka moMipHO 36i7b-
1eHa, HeaHauyHo rmoToBieHa — 145X60 mm. [IpaBa
Hupka — 98x47 MM, He 36ibiena. YMC — He pos-
mupena. [[pi6Hi eXOMO3UTUBHI BKIYEHHS 10
2,5 mm. JliBa Hupka — 102x47 mm, 36iabimena, YMC
He pPO3IpeHa, JApiOHi eXOMO3UTHBHI BKIIOYEHHS 10
2,5 MM, TTapeHxima miBuiineHoi exorennocTi. Crris-
BistHOMIeHHS 36epekeHe. CedoBUil MiXyp BUITOBHE-
HUl, cTiaka — 3,0 MM, He TOTOBIIIEHA, He YIIiJIbHEHA.
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Giunmii hapuHTITS ) 1 TyJIHBMOHOJIOTOM.

Bcranosieno xuiniunuil 0iaznos « MyKoBiciu-
no3 (Cystic fibrosis F 508 del/ F 508 del) 3 man-
KpeaTHYHOIO HeJOoCTaTHicTI0. XPOHIUYHUIT 00-
CTPYKTUBHUIT OPOHXIT, 3arocTpenns. [[Bobiuna
6ponxoekraTnyHa XxBopoba. Kictodibpos sereHs.
JIH II ct. HK II cT. [lupo3s nmedinku KoMIieHcoBa-
Hui, kiaac A 3a Haitaa-11"10, moprasipHa rinepTen-
315 3 BApMKO3HO PO3IINPEHNMU BEHAMU CTPABOXO-
ny 1-2-ro crynenis. Critenomeramig. XpoHiuHa
KoJioHi3allist Pseudomonas aeruginosa, Staphylo-
coccus aureus. IlykpoBuii giaber, nos’sa3anuii i3
MyKoBiciiumo3oM. [ledinut macu tina. Arpodiu-
HUI Ha30(hapUHTIT».

IIposedene nikysanus: niera — ctia Ne 15 i3 mo-
JIATKOBUM ITiIcO/ITOBaHHSAM 5 T/106Y, Kpeon 25000,
ypcodaibk, cymames, OpakcoH, remared, GJoKo-
HaszoJ1, eyiniH, ¢hizposuut, Bitaminu D, A, E, vy-
poden, Mucoclear gekcamerason, aMmiicyibOiH,
inrassiii 3 6epomyanom, 6% NaCl, mysrpmosnum,
KOJIICTHH, TIepOopaJbHO: JiHEe30Ji/], HucTicopo,
OMeIPa30Ji, aMiTPUTITUIIIH, JJOPEHT CIIpel, ape-
HaKHUI Macak, AuXajlbHa FiIMHACTHKA, isioTepa-
MMig: TpoIenypH 3 YIAbTPA3BYKOBUMH XBUJIAMH,
IHTAJIAII] 3BOJIOKEHUM KUCHEM, aKTpallij Imij-
IIKipHO, KOHTPOJIb PiBHS I[YKPY Ilepesl OCHOBHUMU
MIpUROMaMH4 K.
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Pexomendosarno:

1. linmepxasiopiiina fieTa 3a paXyHOK CKJIAHUX
BYTJIEBO/IIB, O1/IKiB i JKUPIB i3 0JATKOBUM Ti/ICOTIO-
BaHHsIM (5 I') TIOCTIiTHO.

2. Kpeon — 25000, 12 karicys na 100y i/ gac i,
HOCTiitHO (/1032 TOTPeOye KOPEKITLil).

3. Cymamen — 500 mr 1 pas Ha 3 106u, TOCTIHHO.

4. Jlinesomimx — 1 Tabaerka (600 Mr) 2 pasu Ha
1006y micss inu, 1o 10 xi6.

5. Hucricopb — 1 karcysa Ha 100y, TOCTIIHO.

6. Omenpasos — 20 Mr 2 pasu Ha 100y BpaHIii
i BBeuepi 1epe/1 i71010, TPUBAJIO.

7. IHcymiH miImKipHO, akTpamij: mepe/ CHijlaH-
koM — 1 O/, nepen obigom — 1 O/, nepes Beue-
peio — 1 O/I.

8. KoHTpoJib piBHS IIyKpY Tlepel OCHOBHUMHU TIPHU-
ffoMamu iy, TrikoBaHMit TeMorio0iH 1 pas Ha 3 Mi-
CSIII, TOJIi 3K OTJISI]T €HIOKPUHOJIOTA TIIIAHOBO.

9. Tarassiiii 3 6epomyaiom — 25 Kparesib Ha 2 MJI
0,9% NaCl 2 pasu Ha 106y. 6% NaCl 2 pasu Ha 1006y,
MyJIbMO3UMOM — 2,5 MT/2,5 MJI yBedepi, OCTiiHO;
6pamito6om — 300 Mr 2 pasu Ha 100y, 1-i1 Micsilb,
yepryoun 3 KogictTuaoMm — 2 maH O/l 2 pa3u Ha
o0y, 2-it micsnb (110 6 KypciB Ha pik). Inramamnii
3BOJIOJKEHUM KMCHEM Yepe3 KUCHEBUI KOHIIEHTPa-
TOP Y IOMANIHIX YMOBax KOKHi 6 TO71 i3 KOPEKITi€n
3a moTpedn.

10. /IuxanbHa TIMHACTUKA, IPEHAKHUN MACaK,
MOCTINHO.

11. ¥pcodanbk (ypcocan, ypcoJi3uH, yKpJiiB) —
no 500 mr ypantii micsis inm i 1000 Mr yBeuepi mics
iy, mMocTifiHO.

12. [IpomuBaTu Hic COTLOBUM PO34nHOM 3—6%
2 pasu Ha 100y, OCTIITHO.

13. lomatkose xapuyBantst Nutridrink Compact
Fibre — o 100 mu (9,5 r) 3 pasu Ha 100y, TpUBaIo,
MOYEeProBo.

14. 3a Bificy THOCTI O3UTHUBHOI IMHAMIKH TIPUGAB-
KW B Maci XJIOMMYNKY PEKOMEH/I0BaHA KOHCYJIbTAIlis
Xipypra JIJIsl BUPIiIIEeHHS MTUTAHHS TIPO BCTAHOBJICHHS
racTPOCTOMH.

15. TToBTOpHUI KypC CTAIliOHAPHOTO JIKYBaHHST —
yepe3 3 MicAITi.

16. CriocTepexeHHs ITyJIbMOHOJIOTA, TACTPOEHTE-
poJiora, eHJI0KPUHOJIOTa, TTeiaTpa.

3a yac JIiKyBaHHS CTaH XJIOTTYNKA 3HAYHO MTOJTITI-
mmBcs: SpO, miaHATACH 10 90-92%, y nerensix 3na-
YHO 3MEHINNUIACS KiJbKICTh XPUIIiB, IIPOCTYXOBY-
I0ThCsA BijJl HUKHbBOTO KyTa JOTMATKU 3JiBa,
MOJINIINIIACS €KCKYPCisl JiereHb. XJIOYMK Bi3Ha-
YUB TOJIIIIIIEHHS AIlIeTUTY 1 CAMOTIOYYTTSI.
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KAIHIYHUIM BUTTAAOK

O6roBopeHHs

3a OCTaHHI YBEPTH CTOJITTS /1iarHOCTYBaHHS Ta
aikyBanusg MB TpancdopmyBaiics MosieKyaspHT-
MU HayKaMH, sIKi 3al104aTKyBaJu HOBY epy 3 Biji-
KPUTTSIM TeHa — PEryasTopa TPaHCMeMOPaHHOI TPo-
BijHOCTI M B.

Slxuo 6patu 110 yBaru naroretses M B, cyTb sikoro
MOJISATAE B TTOPYTIeHH] TpaHcnopTyBanHs ioni Cl
Jyepe3 MeMOpaHy eriTeiaJlbHUX KJIITHH, 1110 30i/1b-
mye peabcopbiito Na KaiTuHAMU, 3MIHIOIOYH TUM
CaMUM eJIEKTPOJIITHUI CKJIaJl i 3HEBOIHIOIOUHU CEKPET
yCiX eK30KPUHHUX 327103, TO CTAIOTh 3PO3yMIJINMU
OCHOBHI KJIiHIUHI TPOSIBY 3aXBOPIOBaHHs [4]. bes-
MepevyHo, BaXKJIMBUM € PO3YMiHHSH, Bijl 4OTO 3aJie-
JKaTh OCHOBHI ITPOSIBU YPaKeHb 1 TSOKKICTD IIUX ITPO-
ABiB y PI3HUX JiTell 3 ONHIEI0 i Ti€EIO caMOIO
nartoJorieio. [le MikaBUTh PiIsHOMAaHITHUX TOCTiTHU-
KiB Takoro 3axBopioBanH: [1,3]. AHami3zytoun HaBe-
JleH1 KJIHIYHI BUTIAJIKW, MOKHA CTBEP/XKYBATH, 10
O/THA 3 TIPUYMH BiIMIHHOCTEN TSXKKOCTI KJIIHIYHUX
MPOSBiB KPUETHCSA B TATOTEHETUYHOMY JIiKYBaHHI,
CIIPSIMOBAHOMY Ha 3MiltHeHHI 6ap epHol GyHKIIiT
KPOBOHOCHMX CY/IH Y JIETeHSX. Y TIepIIOMY KJTiHIU-
HOMY BUIIAJIKy 3aCTOCOBYBAJIU MOLYJISITOP PEryJisi-
TOpa TpaHcMeMOpaHHOI NpoHUKHOCTI ipu MB
(CFTR), sikuit MOKe 3MEHIITUTH BILUIUB a60 HaBiTh
BUTIPABUTHU MOJIEKYJISIPHUI JIeHEKT Y XTOPUTHOMY
KaHaJli — OCHOBHil mpuyuni MB, y nipyromy — Jiky-
BaHHs POBOAMIM O3 foro 3acrocyBanHs. OCHOBHI
BIIMIHHOCTI B KJIIHIYHUX 1 JaOOPaTOPHUX MTPOSBAX
MB naBesero B tabauii 12.

Y rabsmii 12 npoaHaIi30BaHO TSKKICTh Ha MO-
MEHT rocIiTasii3allii 1o cTaiioHapy, napaMeTpu Jau-
XaJIbHOI 1 CEPIIeBO-CYIMHHOI CUCTEM Y XJIOTTUMKIB
Mi/JTITKOBOTO BiKY, SIKI B/l HAPO/IPKEHHS XBOPIIOTh
Ha MB i3 nankpeaTuyHOI0 HeOCTaTHICTIO. XJIOI-
YUK, Y JIIKYBaHHI SKOTO HE 3aCTOCOBYBAJIU MOJLYJIsI-
top CFTR, MaB norane camoriouyTTs i TSKKUH 3a-
raJjbHUN CTAaH Ha MOMEHT rocmirtaJiszalii.
[Tokaszamky BiTaspHUX DYHKITIN AMXATBHOI 1 cep-
[[eBO-CY/INHHOI CUCTEMH BiITIOBIZIa/IN 2-My CTyTIe-
HIO HEIOCTATHOCTI, 1110 HiATBEP/KEHO HU3bKUM I10-
Ka3HUKOM caTypaillii KucHeM KpoBi Ha piBHi 82%.
[Tapamerpu IMT na piBni 14,6 kr/m? cBiguaTh PO
3HayHMil gedinuT Macu Tisa. 3MiHu 3 GOKY reraro-
OiiapHOl cucTeMM MAIOTh KiHI[EBHIi PE3YJIbTaT XPO-
HIYHOTO TIPOIECY — ITUPO3 MEYIHKY 1 CYIYTHIO CILJIe-
HoMeraJiito. IlifBuIIeHH PiBHS LIYKPY CBi4aTh
po 1yKposwuii Aiabet. JlabopaTopHi 3MiHU BiIO-
BiJIHO 710 BUPaKeHUX KJIIHIYHUX 3MiH HOCSTD aHa-
goriuauii xapaktep — [IIOE kposi, Tpancaminasu,
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Tabnuys 12

KniHiyHi nposieu xBopoOM B piTeii i3 BiAMIHHOCTSIMU B NaTOreHeTU4YHOMY JliKyBaHHi HA MOMEHT
rocnitanisauii o ctauioHapy

MauieHT 1 — nikyBaHHS MauieHT 2 — nikyBaHHA 6e3
MapameTp i3 3acTOCyBaHHSAM 3acToCyBaHHS moaynsiTtopa

moaynaropa CFTR CFTR
Bik BCTaHOBNEHHA AiarHo3y, MicsALl 7 6
[ToraHe camonoyyTTH + -+
3aranbHuy cTaH Ha MOMEHT rocniTaniaauji, TaXKICTb Cepeahs TaxKnin
O3sHaku [IH, cTyniHb | Il
O3Haku HK, cTyniHb 0 Il
CnneHowmeranis Hemae HassHa
LInpos neviHkn Hemae HaagHWM
BpoHxokTasu Hemae HaasHi
LlykpoBuii pniabet Hemae HasasHUM
SPO2, % 97 82
IMT, kr/m? 16,4 14,6
JlenkounTu KpoBI B AuHaMiLj, r/n 7,7/4,0 9,1/8,9
HuHawmika LLOE, mm/rop, 5/10 37/26
Na KpoBi, MMOSIb/N 138,5 124,7
[MioKO3a KpOoBi, MMOSb/N 49 8,3
HenTpanbHN Xmnp y KONporpami BiacyTHin [omipHa KinbKiCTb
KupHi knenotm BiocyTHi [omipHa KinbKiCcTb
[TaHKpeaT4Ha enactasa-1, Mkr/r 168 97
AJTT, Op/n 31,2 72,1
ACT, On/n 30,3 70,9
AnbOYMIHW KPOBI, /1 34,0 34,0

TJII0K03a Ti/BUIIEH], Y KONporpami — creatopes,
i IBUTIIEHHS JKUPHUX KUCJIOT, 3HUKEHHS 30BHITII-
HBbOCEKPETOPHOI (DYHKITIT i IMIYHKOBOI 3aJ1031.
AnHani3 1aHnX BKa3y€e Ha MEHIITY BUPAXKEHICTh SIK
KJIIHIYHKX, TaK i 1aGOpaTOPHUX MIPOSBIB y Halli€H-
Ta, skuit orpumyBas Moaysisitop CETR (tabi. 12).
CepeiHiil Bik Ha MOMEHT BCTAHOBJIEHHS JIIaTHO3Y
MB cranoBUTH 6—8 MicsI1iB; IBOM TPeTUHAM TTAI[IEHTIB
fiarHo3 BcTaHoBIOIOTH 10 1 poky [3]. O6oM miTsm
BCTaHOBJIeHO iarHo3 M B y Bitti 7 i 6 MicsiB, BiOBiI-
Ho. KJTiHiYHI TPOsIBY, TSXKKICTh CUMIITOMIB 1 IMITBUIKOCTI
MIPOTpecyBaHHs 3aXBOPIOBAHHS B OpTraHax, M0 YPaxKy-
T0THCS TIPU I1ill TATOJIOTi1, KOTMBAIOTHCS B MTUPOKUAX
Meskax. KiiHiuHi TposBu 3a3BUYail BUBHAYAIOTHCS Bi-
KOM TaIliEHTa Ha MOMEHT PO3TIay 3aXBOPIOBAHHS.
OO6u/Ba HAIUX MAIi€HTIB OYJIM AiThMU PAHHBOTO
(12 pokiB) i mizaboro (16 pokiB) M TKOBOTO BiKy. 3a
NOCJIKEeHHSIMH aBTOPIiB, TSKKI TposiBu M B BinzHa-
YaloThCs B TMAI[IEHTIB, TOMO3UTOTHUX 33 FEHOTUTIOM
delF508, 1110 crioctepiraBest y HAIIOTO MAIliEHTa BIKOM
16 pokiB, SKMiT MaB TsKYi KJIiHIYHI IPOSIBU MTOPIBHSIHO
3 MAI[iEHTOM IEPIIOTO KJIIHIYHOTO BUITAZKY [5].
Mopma MB i3 mankpeaTHuHO0 HEJOCTATHICTIO
TMOYMHAETHCS B PAHHBOMY JAUTAYOMY Billi, 4aCTO TTiC-
JIS IepPeXO/Iy Ha MTyYHe BUTOZIOBYBAaHHS, Yepes He-
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JlOCTaTHICTh MaHKpeaTUyHuX (epmentis. MB
Yy HOBOHAPO/KEHUX MOXKe MaHidecTyBaT 3 MEKO-
HiaJIbHOI HETTPOXiAHOCTI, KUTITKOBOI aTpe3ii, ITpoJiat-
Cy MpsIMOT KUTIKH [ ].

ABTOPH BKa3yIOTh, 1110 B KMIIEYHUKY TIePEBAKAIOTH
THUJIbHI TIPOIIECH, TII0 CYTTPOBOIKYIOTHCS CKyTTU€eH-
HSIM rasiB i 3y TTam skuBoTa. Jledekartii yacTi, BizizHa-
YaeThes mosidexasis. BUnoposxHeHHs 3 HETPUEMHUM
3aIlaxoM, CBITJIi, 31 BHAUHOIO KiJIbKiCTIO KMPY. B 060X
KJTIHIYHUX BUTIQJIKAX, OTIMCAHUX BUIIE, MaHi(ecTalrist
XBOPOOH PO3IOYNHAJIACS 3 AaHAJIOTTYHKX IIPOABIB, i3
GiJIBIIIOI0 BUPAKEHICTIO B [PYTOMY KJIIHIYHOMY BUIIA/-
Ky. HacTo criocrepiraroTbCs CKapru Ha CyXicCTb Y POTi,
1110 0OYMOBJIEHO BHCOKOIO B'SI3KIiCTIO CTUHU. ATIETUT
y TepIii MicsIli JKUTTS B JiTel, SKUX crocTepiraiu,
6yB 30epeKeHNM, iHOJII TiABUIIIEHIM, ajie Ye€Pe3 110-
PYIIIEHHS TIPOIIECiB TPABJICHHS IITBUIKO PO3BUHYJIACS
rimorpodis. YpakeHHs MeUiHKA B XJIOTTYNKA BiIKOM
16 pokiB, sikuii He oTpuMyBaB MoxyJisitopa CFTR, Bu-
SIBJISITIOCST Y BUTJISI JKMPOBOI iH(DIIBTpaIlii, XoIecTa-
TUYHOTO TETaTUTY i ITMPO3Y. AHAJIOTIUHI 3MiHU BijI3HA-
YeHo iHMMMY HayKoBIgmu [ 1].

YeknaaHeHHs 3 60Ky IUXaIbHOI CHCTEMU BKJFOYA-
10Th OPOHXOEKTaTHYHY XBOPOOY — MiATBEPIKEHO KJIi-
HIYHUM BHIIQJIKOM 2, XPOHiuHi iH(EKIIii, 110 MPuU3Bo-
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JITh 710 THEBMOHI1, HOBOYTBOPEHHSI (TI0JIiNK HOCA),
KpoBoxapkanHs, tHeBMoTopakc i IH. ITaitient 3 MB
MAfOTb TiIBUIIEHY Yy TAUBICTD 10 iHDEKITIN TUXasTh-
HUX IIJISAXIB, CHPUYUHEHUX TAKMMU MiKPOOpPTraHi3Ma-
MU, K 30J0THCTHIT cTadinokok (Staphylococcus
aureus), remodinbra nannuka (Haemophilus influen-
zae) Ta cuHbOTHiiHA masnuka ( Pseudomonas aerugino-
sa) [1,6]. Yepes rycTuii cm3 i SMeHIIEHUH T1ap Tepu-
[UJTIAPHOT PIAMHM BIKH B JIEreHsX OiJIbliie He MOKYTh
HOPMaJIbHO PyXaTHcs, iH(EKITis He MoxKe Oy TH ouuniie-
Ha MEXaHIuHo, i 1€ 1a€ 3MOTY GAKTEPisIM BCTAHOBUTH
cTaH XpoHiyHoi iHdekii [6]. Bpomkena imyHHa cuc-
TeMa pearye Ha Iie ITi/IBUIIEeHHSIM PiBHS TPO3anajbHIX
IUTOKIHIB, TAKUX K IHTEPJIENKIH-1, haKkTOp HEKPO3Y
MyXJIUH, iHTepelikin-6 Ta inTepseiikin-8. [1i uroxinu
3aJTy4aoTh HelTPOMIIK 10 JIereHb, o0 OYUCTUTH iX
BiJl aTOTeHIB, ajie i HeHTpodiJn MaIOTh 3HUIKEHY
GakTepunuaHy akTuBHicTh. HeliTpodisu nepeucty-
I0Th Y PECITIPATOPHOMY CEKPETi i BUBLIBHSIOTH TOKCUY-
Hi MoJieKyJid, (DePMEHTH Ta TIO3aKIITUHHI TACTKH, SKi
MO3KYTb ITOIIKO/KYBAaTH TKAHUHU Xa3s1Ha i MOTeHITi -
HO IIPU3BOAUTHU [0 3aru0OeJii KIiThuH; Gakrepil Takox
HEPCUCTYIOTD Y JIETEHIX 1 MOXKYTb CIIPUYUHATH SIK
npsiMe TIOTITKOJKEHHST Yepe3 BUBITbHEHHS (hepMEHTIB,
TaK i HeTpsIMe MOITKOJIPKEHHST JIeT€Hb, TIOCUJTIOI0YN 3a-
XHCHI peakitii opranismy [1].

JliarHOCTUYHMI aJITOPUTM TTOYNHAETHCS 3 TIEPH-
HATaJIbHOTO IeHTPY (HeoHaTaJbHUI CKPUHIHT HA
MB). Hanami «<3010TUM CTaHAAPTOM» € TTPOBE/IEH-
HsT TIOTOBOI TPOOW TicJIst ioHO(Ope3y 3 MmiJoKapITi-
HOM. /[iarHOCTUYHO 3HAYYNIOI0 € KOHI[EHTPAIlisd
ioris Cl >60 Mmmoub/1. Y cyMHIBHUX BUIaKaxX
MPOBOAUTHCA TPAHCETITeMaTbHUI TeCT PI3HUIILI 1TO-
tTeHmianiB — transepithelial nasal potential
difference (nasal PD), sikuii € eKOHOMi4HO GiJIbIII
BUTITHUM. Y PO3pO06JICHHI 3HAXOUTHCST BHYTPIlIl-
HBOKHUIITKOBE BUMiPIOBAaHHS KOHIIEHTpaIlil eJIeKTPO-
JgitiB — intestinal current measurement (ICM). Bu-
KOPUCTAHHS IIUTOTEHETUIHOTO METOY JIA€ 3MOTY
BuzHavyatu myTailii CFTR, mo nonomarae Bctano-
BUTH OCTAaTOYHU fiarHO3 [I].

JlikyBaHHS, iK€ OTPUMYBAJIU MAIIEHTH, Hallije-
HO Ha /[Bi JJaHKU — JIeTEHEeBY Ta KUIITKOBY CUCTEMH,
o HacaMmiepes mepeabadano npodiJakTuky
i KOHTPOJIb JieTeHeBUX iH(EKITif 3a/Ie5KHO BiJl Uy T-
JIUBOCTI 30y AHUKA.

KouTtposb 3ananenss AuxaabHUX NIISAXIB 3/1i1-
CHIOBAJIM 32 IOMTOMOT0I0 HECTEPOITHUX MTPOTU3A-
MaJbHUX TPeraparTiB, IHTAJNAMINHNX 1 CHCTEMHUX
CTEePOiJIiB i KPOMOHIB. 3MeHIIIeHHS B’I3KOCTi Ta BU-
NTAJIEHHS TYCTOTO0, JIMTIKOTO CJIN3Y 3 JIeTeHb i PO3TIHN-
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pPeHHsS AWXaJbHUX MIJAXIB — IHTAJAAMINAHI
B-aronicTy 3i 3BOJIOKEHUM KucHeM, 3—6% rirepro-
HivHUN ($i310JOTIYHUI PO3YMH i JOPHA3a aabda.
OvH i3 XJIOMYKKIB OTPUMYBaB TpaHCMeMOPaHHUI
peryagarop MB (CFTR), skuit Bukonye pyHKiii
kaHaJsy ioHiB Cl Ta mepeBaskHO po3TanioBaHUI
y KJIITHHAX CJIM30B0i 000JIOHKM IMXaJIbHUX ILJISXIB
i Bifiirpae BaxXJuBY poJib y peosorii causy [10].
[Tporpecytoue 3HMKeHHS PYHKITI1 JIETEHb € OCHO-
BHOIO ITPUYNHOIO IHBAJIITHOCTI Ta CMEPTHOCTI TIPU
MB. Totpiiina kombiHarist esiekcakadTopy/Tesa-
kadTopy/iBakadTopy cxBasieHa /I MAIiEHTIB, SKi
MaloTh IPUHANMHI OHY Korito myTaitii F508del
[9]. Ieit mpenapat BrnBae Ha 6itok CFTR. Y smio-
meit i3 M B 11eit 61710K TOIIKO/KEHUIA, Yepe3 HasiB-
HicTh MyTallii B redi CFTR. Enexcakadrop i Tesa-
kadrop y reni CFTR 36i/1b11y10Th KiJIbKicTh OiIKa
CFTR na kiTUHHIN TOBEPXHI, TOAI SK iBakadTOP
noJiirinye pobory 1poro 6isika. IBakadrop GyHk-
rionye sik morentiarop 6iska CFTR s mommpe-
HUX MYyTalliil BOPIT, IO Ja€ 3MOTr'y 301/IbIIUTH HOTIK
ioniB Cl. TezakadTop GyHKITOHYE SIK KOPEKTOP ISt
HOJIETTIIEHHS 3TOPTaHHs i mpe3eHTartii 3pijioro 6i-
ka CFTR na moBepxHi KJIITUHY, TOJINIIYIOYN
dyuxiito CFTR mus myrariii F508del. Enexcakad-
Top Takox € kopektopoM CFTR, akuii npaitioe
B inmomy Mictii 38’si3yBans 3 6iikom CFTR, ik
Te3akadTop, U1 MONAJBIIOTO MOJIeTHIeHHs (DYHK-
mionanbHocTi 6ika CFTR Ha oBepXHi KIITHHMU.
Y pasi KoMGiHOBaHOTO 3aCTOCYBaHHS eJieKcakad-
TOp, Te3akadTop Ta iBakaTOp MOCUIIOIOTH (DYHK-
mito myroBanoro F508del 6imka CFTR Ha moBepxHi
KJITUHM, 1[0 IIPU3BOAUTH A0 301/IbIIEHHS TPaH-
criopryBanus ionis Cl [9].

Take jikyBaHHS CJIiJ] 3aCTOCOBYBATH 3 KUPO-
BMiICHUMU MPOYKTAMU Ta MaHKpeaTUIHUMHU (ep-
MEHTaMHU B THX, XTO CTPaXX/a€ Ha HEJJOCTATHICTh
MiIIJIYHKOBOT 3aJ103U, AJIS TOCATHEHHS MaKCH-
MaJIbHOI e(DEKTUBHOCTI; KOHKPETHA KiJTbKICTb KDY,
HeoOXiHa U1st oHi€T 103U, He Bigoma. IIpoaykTu,
1[0 MICTSATH JKUP, — 1€ TOPiXu, He3bupaHe MOJIOKO,
CHPH, M’ICO Ta TPOLYKTH 3 OJIIEI0 200 MACIOM.

3 6OKy IMIJIYHKOBO-KUIITKOBOTO TPAKTY: TPOiTaK-
THKa abo JIKyBaHHS KUIIKOBOI HETIPOXiTHOCTI —
opaJibHa peTijipaTallis, 3aMicHa Tepaitlis (hepMeHTa-
MU TiAMIIYHKOBOI 327034, MO MIiCTUTH Pi3Hi
KoMOiHaIi1 IpoTeas, Jias Ta amiias.

Pexomenparii 3 xapuyBaHHS Ta €JI€KTPOJITHOI
KOpeKIIii — 11e 3abe31evueH st HaJTe;KHOTO XapyuyBaH-
Hs1 Ta 3arobirans gerigparailii. PekoMeHayeThes
BHCOKOKAJIOPiliHA /li€Ta 3 BUCOKUM BMiCTOM KUPIB,
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noxatkosi Bitamiau A, D, E, K i mirepanun, y T.4.
drop i muuk. /loratkoBo pu3HavalOTHCS ITpenapa-
TH XJIOPU/LY HATPilO BiZIIOBIZIHO /10 BiKy MallieHTa
Ta YMOB HaBKOJIUIITHBOTO CEPEIOBUIIA.

3aB/ISAKU yCITiXaM y JiKyBaHHI [iTell, XBOPUX HA
MB, 6isbricTs mozeit i3 MB y CIIIA 3apas3 Bike j10-
pocdi [3]. 3mopoB’s miTel, MiABUIIEHHS SIKOCTI
JKUTTS IiTel 3 iHBaATIAHICTIO € IPEPOraTUBOIO TIPO-
(himakTMUHOI MEIUTTMHY.

BucnoBku

Y nirteii, xBopux Ha MB i3 nankpeaTnuuHoio He-
JIOCTATHICTIO, TapajieJIbHO 3 KUITKOBUM TPAKTOM
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NYBJNIKAUIA BESKOLUTOBHA

BuapasHuurso TOB «Mpyna komnaHin MegEkcnepT» BUMNYCKae XypHann ans nikapis pisHux
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Bci xxypHanu BkniodeHi y lNepenik HaykoBux daxoBux eupgaHb YKpaiHu
(kaTeropii Ata B), y 9KMX MOXYTb NyOnikyBaTuca pe3ynbsraTv auceprauiiHnx
poOGIT Ha 3A,00yTTA HAaYKOBUX CTYNEHIB AOKTOPaA i KaHAuaaTa Hayk.

BuaHaHHAM aBTOPUTETHOCTI HALLMX XKYPHANIB € T€, LU0 BCi BOHV BXOASATb Y MDKHAPOAHI HAYKOMETPUYHI
6a3un. CtatTam NpUCBOINETLCS LndpoBuii ineHTudikatop o6’ekra DOI.




VIl MDKHAPOOHWI KOHIPEC
18-19 nuctonaga 2025 on-line

Ahtibioti(_: resistance STOP!

CTivikicTh 40 aHTUOBIOTVKIB 3POCTa€E A0 3arpPO3/IMBO BUCOKUX
PiBHIB y BCbOMY CBITi. HOBi MexaHi3Mmu .CTilikOCTi 3'aBASIOTLCA
I MOLUMPIKOKOTLCS BCIOAM, CTBOPHOKOYM NepeLuKoan 415 J1iKyBaHHS ;
PO3rNOBCIOAXEHUX IHPEKLINHNX 3aXBOPIOBaHb

- World Health Organization *

ANTIBIOTIC

RESISTANCE

Po3BUTOK HOBUX aHTUOIOTMKIB Ma€E Haa3BMYaMHE 3HAYEeHHA, OCKiNbKU
€BOJIoLiSI MiKpODOIB NPOAOBXYyBaTUMETLCS 6€3NnepepBHO, a PE3UCTEHTHICTb 40"
nikapcbkunx 3acobiB 3poCTace.

NMpobnema aHTMOIOTUKOPESNUCTEHTHOCTI cTana rmnobanbHUM BUKIINKOM
CbOrofeHHsa. [G/IOBHOIO 1Oro nMPUYMHOIO BBaXaloTb HepaljioHaNbHe
3aCTOCyBaHHS aHTUOaKTepianbHOI Tepanii. ;

Tox nig 4yac BcecBiTHbOro TWMXKHA MOIHPOPMOBAHOCTI NPO AHTUBIOTUKN,
B YKpaiHi TpaguuinHo Oyae npoBeaeHo

V mixxkHapoaHuii KoHrpec «Antibiotic resistance STOP!»,

KM 00'eQHaE NpOoBIOHWX. CreujanicTis MeauyHoi ranysi onsa po3podku
cTparerii KOHTPOJIO PO3BUTKY aHTUBIOTMKOPE3NCTEHTHOCTI

antibiotic-congress.com



