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Mykosicumaos (MB) — HannowmpeHilla MOHOreHHa Natonorig 3 ayTOCOMHO-PELLECUBHVIM TUMOM YCNaaKyBaHHdA. Yactota HociiB reHa MB cTtaHo-
BUTb 3—4%. 3axBOPIOBAHHA MPU3BOANTL A0 YPaXEHHA AMXaNbHOI CUCTEMM, NIALIMYHKOBOI 3a/1031, KULLIEYHIKA, XXOBYHOIO Mixypa, NeYiHKu, MOXe
CNPUYNHATI BTPATY €NeKTPONITIB i Llykposuii aiabeT. B Ykpaini wopoky HapoaxyeTses 250—-300 giteit i3 MB. Cepeans TprBanicTb iXHbOrO XXUTTS
cTaHoBUTL 13—14 pokiB. CtaHoM Ha 2024 pik y TepHONINLCHKI 06n1acTi npoxveano 16 aiten iz MB.

MeTa - npoaHaniaysat KniHiuHi BUNaaky MyKOBICLMAO3Y B AiTer; A0CnianT 0co6aMBOCTI nepebiry Ta nikyBaHHA MyKOBICLAO3Y B AiTelt Ha npviknagi
[OBOX KNIHIYHMX BUNAAKIB; OLHMTI BMIVIB TPMKOMMOHEHTHOIO npenapary TpikadTa (iBakaptop + Tesakadtop + enekcakadTtop) Ha nepebir xsopoou.
MpoBeAEHO NiTepaTypHUI NOLLYK HayKOBMX NyOnikaLjil i BUBHEHHSA KapT CTaLioOHapHOMO XBOPOro ABOX NAUIEHTIB, O NnepedyBanu Ha CTalioHap-
HOMY NliKyBaHHI B raCTPOEHTEPONONYHOMY BIOAINEHHI.

KniHiyHi BUNnagku. BrBueHo kapTy CTaLlioHapHX XBOPWX | reHeTUYHE NiATBEPAXEHHA ABOX NALJEHTIB, Y AKMX AiarHocToBaHo MB. Y nepLuomy
BMNAAKY — XI0N4KK, BIKOM 12 POKIB, LLIOPIHHO NiKYETBCA amOynaTtopHO i CTaujoHapHO. BiaomMo, Lo B nikyBaHHI NEPLIOro NaujeHTa 3acToCOBaHO
TPYKOMMOHEHTHWI Npenapar TpikadTa 3 Ajlo4H0I0 PEHOBNHOIO enekcakadTop, TesakadpTop Ta iBakadTop. Jpyrnii BUNaaok — xnonyuik, Bikom 16 po-
KiB, IKOMY Y NiKyBaHHI HE NPU3HA4YEHO TPMKOMMNOHEHTHOMO Npenapary. B 061aBox B1naakax npoBEeAEHO NOPIBHANbHNIA aHani3 KIiHIYHVX NPOSIBIB
1 OLIHEHO Nepeoir 3axBOPIOBAHHS.

BUCHOBKMW. Y fiteit, xBopux Ha MB i3 naHkpeaTn4HoIo HeJOCTATHICTIO, MapanenbHO 3 KULLKOBYIM TPAKTOM YPaxyeTbCa OpOHXonereHesa cuctema
DI3HOMO CTYNEHS BUPAaXEeHOCTI PYHKLIOHABHNX | KNIHIYHKUX MPOSABIB.

KniHiuHi nposiBu i ycknaaHeHHs 3 60Ky CUCTEM ypaxeHb Npy MB nOCUMIOITLCS 3 BIKOM.

Mpenaparu, Wwo moaepyioTe peuentop CFTR, 3MEHLLYIOTb BUPAXEHICTb KIIHIYHMX CUMATOMIB i3 60Ky OPOHXONEreHeBoi CUcTemu B Aiteit i3 MB,
LLIO NPOSABASETLCHA B MOPYLLIEHHSX HAMHUXHYOrO CTYNEH:A BUPaKEHOCTI MYHKLLi CEPLIEBO-CYAMHHOI | BGPOHXONEreHeBOi CUCTEMM.

JocnioxeHHs BUKOHaHO BiANOBIAHO A0 NPUHUMMIB [enbCiHCLKOI Aeknapadii. Ha npoBeagHHA A0CNIAXEHb OTPUMAHO IHDOPMOBaHY 3rofdy 6aTbkiB, AiTel.
ABTOPV 3a9BAAI0Tb MPO BIACYTHICTE KOHPIIKTY IHTEPECIB.

KniouoBi cnoea: mykosiclmaos, Aitv, TpikadTa, peuentop CFTR, reHeTyYHe 3aXBOPIOBAHHS, XIIOPUAM MOTY.
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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-
tancyis 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. It is 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 1 pENPOAYKTUBHY CUCTEMU. 3a3BUYall KUTITKOBI
ykoBicin103 (MB) — 11e criajikoBe (pe-  CUMITTOMHW BUHUKAIOTH ITEPITUMU TPOTATOM KUTTS
I[ECUBHO-ayTOCOMHE) XPOHIUHE 3aXBO-  MAIlI€HTA, ajle caMe IIPorpecyloye ypaskeHHs JiereHb
PIOBaHHS, SIKE YPAKYE AUXAJIbHY, TPaB- 4epe3 IMUKJM 3aroCTpeHHs iH(eKIii/3ananeHHs
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CLINICAL CASE

MPU3BOANTD /10 HETIOTIPABHOTO TOTIPIIEHHS CTaHy
i /10 cMepTi. 3 TaKKUM J1iaTHO30M Yy CBIiTi HATIUYETHCS
nonaz 90 000 Jiiozeit, 3 normupenictio 1: 2 500 1 mpu-
6sm3HO OiHUM HOCcieM cepen 25 ocib. M B € Haiiro-
HIMPEHIIINM MEH/IeTIBCbKUM PO3JIa/IoM, SIKHii 3arpo-
KY€ )KUTTIO, Y BCbOMY CBITi [8].

[MTopoky nomaernest mpubmaHo 1000 HoBUX BH-
mazikiB. M B Haituacriire TpanisieThest B Gi0mKipux
JIO7Iel MiBHIYHOEBPOTIEHCHKOI pac — 1 BUTIa/IOK Ha
2000—-3000 moJioriB, a HaliMEHIIIE — B aMEPUKAHIIIB
agiticbkoro nmoxomkerHst — 1:30 000 HoBoHapomKe-
Hux [8].

Ha nouartky 30-x pokiB XX cTOITTS, KOJH BIlEp-
ITIe OTIMICAHO TIe 3aXBOPIOBAHHSI, Cepe/lHs TPUBAICTh
JKATTST XBOPUX He repeBuiyBasia 2 poku. ChoroHi
114 IATOJIOTIS M /IA€ThCS JIIKyBaHHIO. TOMY /1iarHo3
MB y:xe He € BUpokoM. TpuBaicTh JKUTTS TAKUX
XBOPHX y 6arathOX PO3BUHYTHUX KpaiHaX CBIiTYy 3Ha-
YHO 3POCJIa, 10 3yMOBJIEHO BUCOKUM PiBHEM HaJlaH-
Hs MepnyHuX nocayT. Tak, y CHIA cepenns TpuBa-
JicTh KUTTA XBopux HAa MB y 1970 p. ctanoBmta
16 pokis, ay 2000 p. — Bxke 32 poku. Y pO3BUHYTHUX
KpaiHax 11eii TOKa3HUK 3POCTAE MOCTIHO, 1 YUM TTi3-
Hillle HAPOMJINCS TaKi XBOPI, TUM SKICHIIIE JiKY-
BaHHS BOHU OTPUMYIOTh, a TIPOTHO3M 111010 Cepe/l-
HbOI TPUBAJOCTI iXHBOTO JKUTTH CYTTEBO
noJinmyoTbes [7]. CepeiHss TPUBAJIICTD KUATTS
YKpaTHChKUX MaI[ieHTiB yaBiui MeHIma (6JIU3HKO
16 pokiB) MOPiBHSHO 3 BiAIIOBiAHUM ITOKa3HUKOM
y PO3BUHYTUX KpaiHax. Taka cutyariig Hacamiiepet
3yMOBJIEHA 3HAYHOIO KiJIbKICTIO HEBUPINIEHUX Ha
ChOTO/IHI IIPO6JIeM i3 HaJlaHHsI CBOEYACHO] i1 afleK-
BaTHOI MeIMYHOI TOTTOMOTH XBopuM Ha M B [2].

OCHOBHUM TaJIly3eBUM CTaHAAPTOM i KJIIHIYHOIO
HACTaHOBOIO, MO CTOCYETHCS MOJOKEHD TPOdiIaK-
Tuku i gikyBanHss M B B YkpaiHi, € kriHiuHa HacTa-
HOBA, 3aCHOBaHa Ha JIoKa3aX, — YHi(hiKOBaHWHN KJTi-
HIYHUU MPOTOKOJ TEePBUHHOI, BTOPUHHOI
(criemiaTizoBanoi ) i TPETUHHOI (BUCOKOCTIETTiai30-
BaHOi ) Me/nyHOi flonnomoru M B — nakas Minictep-
CTBa OXOPOHU 37I0POB’sl YKpainu [4].

[IpuyrHOIO XapaKTepHUX MATOJOTIYHUX 3MIiH
B OpraHi3Mi XBOPOTo € MyTallii B 000X ayiesisiX reHa,
JIOKAJi30BaHOTO Ha JIOBTOMY I1Jie4i XpPOMOCOMU
7 (7q31). Ileii rer mae 27 eK30HIB i KOye MeMOpaH-
HUi 6iJoK «TpaHcMeMbpaHHUit peryastop MB»
(CFTR), axuit GyHKIIOHYE SIK XJTOPHUI KaHaJ Ha
alTliKaJIbHIN MOBEPXHI emTeTiaJbHUX KJIITUH Ta € pe-
TyJIATOPOM IHIIUX IOHHUX KaHAJiB i BiAiOBiIa€ 3a
TpaHcopTyBaHHs GikapbonatiB. Onucano GibIn
HIXK J[B1 TUCSY1 PI3HOBU/IIB MYTallili, yacTiliie 3a Bce

130

tparsieTbest myTaitist F508del [4]. Bona Bunukae
B PE3yJIbTaTi OJHOTO MPOITYCKY (heHinamaHiny B 10-
soxenHi 508, 1110 MPU3BOANTH 10 TAKOT aHOMAUTII, SIK
3aKyTOPKa BUBITHUX ITPOTOKIB €K30KPUHHIX 3aJ103.
JlospiBanHst 6iIKa 3yIIMHSIETHCS B €HAOIIa3MaTHY-
HOMY PETHKYJIyMi, i OLJIOK He JOCATa€E ILJIa3MaTHYHO]
MemOpanu. IToTim BiH miggaeTbes aerpaaaiii B mu-
toriasmi. [IpodinakTuka TsS:kkux ypaxkennb mpu MB
MIOJISITAE€ B PAHHBOMY BCTAHOBJICHH] /1iarHO3Y T1iJ1 4ac
HEOHATATBHOTO CKPUHIHTY B IOCUMIITOMHOMY TIEPi-
oti a60 B pasi MOSIBY TEPIIMX CUMIITOMIB 3aXBOPIO-
BaHH Ta PAHHBOTO MOYATKY ATOT€HETUYHOTO JIIKY-
BaHHA [4].

XBopi Ha M B, s1Ki MatoTh B 000X aJIe/IsIX OHAKOBI
MyTallii, € TOMO3UTOTaMHU, a Ti, IKi MAIOTh Pi3Hi BUAU
MyTaliiii y aox anensix rena CFTR — kommayngnm-
Mu (36ipHIME ) TeTepo3uroTaMiu. baTbku XBOporo Ha
MB y nepeBakHiil GiJIBIIOCTI € TETEPO3UTOTHUMHU
Hocissmu reHa CFTR.

Tun MmyTariii 4acTKOBO BIJIUBAE HA TAKKICTH 1 0CO-
6mBicTh epebiry 3aXBOPIOBaHHS, OJIHAK 32 TEHOTH-
oM CFTR HeMOKJIMBO IIPOrHO3yBaTH 0COOJUBOCTI
3aXBOPIOBAHHS B OKPEMOTO TailieHTa. XBopa Ha MB
JIMTHHA HAPOKYETHCS Y BUITAIKY, SIKIIO 0060€ 6aTh-
KiB € TeTEPO3UTOTHUMM 32 OJTHUM MYTaHTHUM T€HOM
CFTR. [I8i myTariii rena CFTR, 110 € migTBepaxeH-
HSAM jliarHo3y M B, MoskHa BUSBUTH HA OYIb-IKOMY
eTari po3BUTKY (ITPEKOHIIETITI THOMY, TTPEHATATbHO-
MY, HEOHATAJIbHOMY, IIOCTHATAJIIBHOMY ).

Mema nocnijpkeHHsI — poaHasi3yBaTu KJIiHIuHi
Bumnaku MB y mireit; nocsigurn ocobnmBocri mepe-
6iry Ta sikyBanHs MB y giteil Ha npukiazi 1BoX
KJIHIYHUX BUTA/IKiB; OI[IHUTU BIJINB TPUKOMIIO-
HEHTHOTO Tipenapaty TpikadTa (iBakadTop + Tesa-
kadTop + enexcakadrTop) Ha nepedir XBopoou.

[locmizkeHHS BUKOHAHO BIAITIOBIIHO /10 TIPUHITA-
miB [esbcinebkoi aexapartii. Ha mpoBenenHs poci-
JKEHb OTPUMaHO iH(HOPMOBaHY 3rojty OaThKiB, [iTE.

Kniniunwnii Bunagok 1

Jlo TepHominbebKoi 061aCHOT KIIHIYHOT AU TSAYO01
gikapui (TOJIKJI) rocmiTamizoBaHo XJIOTMUYMKA
BikOM 12 pokiB 3i ckapramu Ha CyXwil HaB sI3JTUBUN
MaJIOTIPOyKTUBHUI KallleJib, 33/IUIIIKY, BiJicTaBaH-
HAM y Maci Tija i 3pocTi, i3 BUPayKeHOIO 3araJIbHOI0
c1abKiCTIO, BHUKEHUM alleTUTOM.

3 anamnesy 3axeoproeanis BiJoMo, 1Mo TATHHA
XBOPi€ MPaKTUYHO Bif HapoakeHHs. /liarnos MB
IiITBEP/KEHO TeHEeTUYHO Y Billi 7 Micsii. [Iopiuno
JiKy€eTbcss amOysaTtopHo i cramionapuo. Ile
3aroCTPEeHHS BUHUKJIO 3a TUXKEHb /10 TOCITiTai3alii.
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Anamnes scumms. JIutuHa HapOJKeHA Bij
1T BaritHOCTI, 110 TTepebirana 6e3 yCcKJIaaHEHD,
TepMiHOBUX MOJIOTiB. Maca Tijia mpu HapoKeHH] —
2900 r. Bunucanuii i3 moioroBoro OyAnHKY Ha 5-Ty
no6y. IIpodisakTuyHi meNJeHHs MPOBeaeH]
BIZIMTOBIIHO 10 BiKy. AJIePTOJIOTIYHUI aHAMHE3 He
O0TSIKEHHIA.

Cnaokosuil anamues — ctapiiia cecTpa XBopie Ha
MB, gacTi rocTpi pectiipatopHi BipycHi iHdexKITii Ta
OPOHXITH.

Enidanammnes: nporsarom 21-i 1o6u B KOHTaKTI
3 iH(eKIITHIMI XBOPUMHE He TiepeOyBaB, po3JiajiiB
BUTIOPOKHEHD HE OYJI0.

06 exmuene obcmedicenis: 3aTaTbHAN CTaH TUTHHN
CEPEeTHBOTO CTYTIEHS TSIKKOCTI 32 PAXYHOK OCHOBHOTO
3axBopioBanud. CBimomicTs scHa. IIIkipHi mTOKpUBM
cipyBarti, «TiHi» i/l OUNMa, TIePUOPAJTbHA CUHIOTII-
HICTD, HITTI Y BUTJISI/I «<TOAUHHUKOBUX CKEJIeIby, HiT-
THOBI (astaHTH 32 TUTIOM «OapabaHHUX MTATHIOKS,
«Cy/IMHHI 3ipOYKU» Ha KUCTIX PyK. Typrop Ta esac-
TUYHICTh 3HIKeH]. Kon' tonkTusy Oizi. S13uk 0O6x1a-
JleHuit cipoto ocyroio. JlimbaTuuHi By3u najibiry-
T0THCS TIITEEHi, TepeHbOITHIHI, PO3MipaMu 710
1—1,5 cm, He Gostrodi, He 371y4eHi, eflactTuyHi. [Tepky-
TOPHO MEJKI CepIls — 3TiTHO 3 BikoBOIO HOpMOIo. Cep-
11eBa [IiSLIbHICT PUTMIYHA, TOHU 3BYYHI, IITyM HE BU-
CIYXOBYETHCS, YACTOTA CEPIEBUX CKOPOUYEHbD
(YCC) — 86/x8. IlepkyTopHO HAJl JTIETEHIMH — KO-
POOKOBHII 3BYK, YKOPOUYECHHSI 3BYKY 3J1iBa BHI3Y Ta
B MIKJTOTIATKOBOMY TTPOCTOPIi. AYCKYJTBTaTUBHO B Jie-
reHsAX PO3CisiHi PisHOKaATIOepHI XpUIIH, GiJIbIIe CIpa-
Ba. Yacrora auxanus (Y/1) — 20-22 /xs. Catypaitis
(SpO2) — 97%. JKusiT 3BruyaiiHuX po3mipiB, M'IKHI,
gy TaMBUi npu tasbnaiii. [edinka +2,5 cM, He 60110~
4a, Kpall 3aTOCTPEHUI, TOBEPXHS IIiJTbHA, CUMITTOM
Optaepa (+/-), Kepa, Menzenst, Mepdi (-). Cenesin-
Ka He MaJIbIyeThCs. BUunopokueHHs moHs, 2—3 pasu
Ha 100y 3 oMimKkaMu HenepeTpasieHoi ixki. Cedo-
myck goctaTHiit. Maca Tina qutuan — 40 Kkr, 3picT —
156 cm™, ingexc macu tizia (IMT) — 16,4 xkr/m2.

[IpoBemerno mabopaTOpPHO-IHCTPYMEHTANbHI
obcrexenns (tabim. 1-4).

Konpoepama: aitng rauct — He BUSIBJIEHO,
esileMeHTH rpuba 1o iiOHOro APiKIZKOBOI0 — MOMipHa
KIJTbKiCTH, MUJIAa — MTOOJAMHOKI, JKUPHI KUCJIOTU —
BiZICYTHi, HEUTpAIbHUU KUP — BiICYTHI.

Kan na sviys eaucm (19.12.2023): He BUSBIIEHO.

3iwurpi6 na enmepotios (19.12.2023): He BUsIBIIEHO.

Enexmpoxapodiozpama (07.12.2023): cunycosuit
PUTM; TIOPYIIIEHHS TPOBIAHOCTI 1O MPaBili HIXKITI
nyuka [ica; mpoiiecu perioJigpursaiiii He TTOPYIIEHI.
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Tabruys 1
Pe3ynbTaTh 3aranbHOro aHanidy KpoBi B AuHamiLi
MapameTp 7/12 19/12
JNewnkountn, 108/n 777 4.00
[emormnobiH, r/n 146 144
Eputpouputu, 102/n 4,95 4,87
Toom6oumTun, 10°/n 145 152
Hewtpoodinn, % 77 68
Jlimpoumtn, % 18 21
MoHountn, % 4 8
EosuHodinn, % 1 3
LLIBMAKICTb OCIAAHHA epUTPOLMTIB 5 10
(LLUOE), mm/rop,
Tab6ruys 2
Pe3ynbTaTtn 6ioxiMmiyHOro aHanisy Kposi
P HTH
MapameTp 7/12 gfaefgnnn e
Hatpint (Na), MMonb/n 138,5 135-145
Kaniit (K), mmons/n 4,16 3,5-5,1
Kanbuit (Ca), ioHisoBaHul, 2,45 1,17-1,32
MMOJIb/N
[MOKO3a, MMOSb/ 1 4 89 4 11-5,89
Ce4yoBuHa, MMOnb/N 3,1 2,14-714
KpeaTuHiH, MMonb/n 59,1 62-106
Binok saranbHuiA, r/n 64,7 64-83
ANbOYMIH, r/n 34,0 32-45
3aranbHui 6inipy6iH, MMOb/1 13,5 17-20,0
AnaHiHamiHoTpaHcdepasa 31,2 no 4
(ANT), On/n
AcnapTatamiHoTpaHchepasa 30,3 0o 40
(ACT), On/n
Tabnuys 3
Pe3ynbTaTn Koarynorpamu
P HTH
NapameTp 7/12 |PedepenThe
AKTVBOBAHWUIM YaCTKOBUI TPOM- 27,2 24-35
6onnactuHoBUin Yac (A4TYH), ¢
MpoTPOMOBIHOBKI Yac, C 14,0 12-16
DibpuHOreH, r/n 2,5 2,0-4,0
TpombBiHOBWI Hac, C 16,5 14-21
MixHapoaHe HopmanidosaHe 0,96 0,85-1,0
CriBBIAHOLIEHHS

Exoxapoiozpaghis (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%.

Cnipomempis (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%.

Yiompaseyrose docrioncenns enympiwmnix opeamis
(08.12.2023). Tleuinka e 36iblIeHa B po3Mipax,
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Tabruys 4
3aranbHun aHanis ceui
Odara Binok Lyxkop | Mutoma Bara JNleikoumnTn Enitenin Cnus
19.12.2023 0,045r/n — — 3—4 y noni 30py 2—3 B noni 30py He3Ha4Ha KiflbKiCTb

€XOTeHHICTh TapeHXiMU TiABUIEHA, CTPYKTypa
npibHo3epHuCcTa, ogHOpiAHA. CTpoMa TeYiHKY He
yIIiJIbHEHa, He TIOTOBIIEeHa, V.portae He pO3IINpeHa,
niametrpom 110 7 MM. JKOBUHUTT MiXyp PO3TAIlIOBAHUIA
TUTIOBO, OBOIZTHOT (DOPMU, OIMTHIYHUT TIepeTHH, Y Jli-
JISHITI MTAUKW, CTIHKY He YTIiJIbHEH], He TIOTOBITEHI,
MIiCTUTb €XOT€HHY 3aBiCYy.

[TianmryskoBa 3a103a — KOHTYP HEWiTKUM, He TOTOB-
I[eHa, eXOTeHHICTh IMiJ[BUIIEHA, CTPYKTYPa TOMOTEHHa,
0. lienalis — ne posmmpena, d mo 7 mm. Cenesinka He
306iJIpIIeHa, €XOTEHHICTh 3BMYaiiHa, CTPYKTypa
onmHopinHa, po3dmipamu 110x37 mwm. Iligmryakosa
3aJ103a BiTHOCHO aKyCTUYHO ITOTOHIIIEHA: TOJIiBKA —
7 MM, Timo — 7 MM, xBicT — 8 MMm. [looguHoxki
Me3eHTepiabHi TiMboBy3au — 10 9 MM. BibHa pinHa
B YepeBHill MOPOXKHMHI He Bidyasti3yeTbes. Hupku pos-
TalnroBaHi TUIOBO, JiBa — 93x43,9 MM, mpaBa —
94x44 mm. ToBmmHa MapeHxiMu HUPOK CIIpaBa —
14 mwm, 3nxiBa — 15 mm. ExorennicTs mapenximu
3BUUaliHa, KOPTUKO-MeAYIsIpHa AudepeHIrialis
30epeskena. YarmkoBo-muckosa cucrema (YMC) — 6e3
O3HaK jumatartii. 3miBa — mcesaonoaBoeHHs YMC.
CuHycu He3HAUHO YIIiJTbHEHI.

Bceranosneno kiainivHMi AiarHO3 « MyKOBiCTINI03
(cystic fibrosis F508del /F508del) 3 mankpeatnanoio
HeslocTaTHiCTIo. XPOHIUHMIA 0OCTPYKTHBHUN OPOH-
XiT, cTajlig 3arocTpenHs. /[uxaqbHa HETOCTaTHICTD
(IH) I cr., nepoctarnicTh kKpoBoobiry (HK) 0 cr.
XponiuHa kojoHizaiiss Staphylococcus aureus,
intepMmirytounii Bucis Pseudomonas aeruginosa,
Stenotrophomonas maltophilia (2020). Xponiurwuii
PUHOCHHYCHT, YCKJIQJHEHUH [TOJIIII030M CIIpaBa, CTa-
nig pemicii. [inepanuanuii TUI NLJIYHKOBOI CEKPeilii,
CTaJlist pEMiCiiy.

IIposedeno nikyeanns: nieta rimepKajgopiitHa
3 JogaBaHHAM coJii, ypcoxoJs, kpeon 25000,
cymame, indysiitaa teparis (0,9% NaCl, miated,
6pakcon), Tpikadra, iBakadTop, ykpais 250 mr,
TOOPaMIIIH, ITUCTICOPO, OMETIPA30JI, TPOMUBAHHST
HOCAQ, IHTJIAILT 3 6EPOLYasIOM, IyJIbMO3MMOM Ta 7%
NaCl, ¢dpi Beit, mykokieap, Bitaminu A, D, E, ape-
HaKHUI Macax, IMXajbHa rIMHACTHUKA.

Pexomendosato:

1. Pesxxum pomaindiii i3 nomipHuM GizuuHUM
HaBaHTAXEHHSIM.
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2. lNnepkasnopiitHa fi€eTa 3 10aTKOBUM ITifICO-
JIIOBAHHSIM 11 5 r/106Y).

3. Kpeon — 25 000, 15 karcy Ha 100y 3 ixero,
HocTiiHO (1032 MOTPeOyE KOPEKIIiT).

4. Tnramsaii 3 7% NaCl 2 pasu #Ha 100y, TOCTIiHO.

S. Inransitii 3 mysibMo3umom — 2,5 mr/2,5 mu 1 pas
Ha 100y, IOCTIiTHO.

6. DizioTepaneBTUUHI MPOTIELYPH: APEHAKHUI
Macask OPOHXO0JIEreHeBOTO JepeBa 2 pa3u Ha 100y,
mocTiitHo, inramsiii 3 3% NaCl 2 pasu Ha 100y 1Ieper
MacakeM JIeTeHb Y IPeHaKHOMY MTOJI0KEeHHi.

7. JlixyBambHa ¢ismyHa KyabpTypa (AuxaabHa
riMHACTHKA), IOCTINHHO.

8. [IpomuBaHHS HOCA iI30TOHIYHUM PO3YMHOM
2 pasu Ha 100y, TOCTIIHO.

9. ITypmosum — 2,5 mur 1 pa3 Ha 100y uepes
HebyJtaiizep, MOCTIHO.

10. Tpikadpra — 100/50/75 mr, iBakadTOp —
150 mr 2 pasu Ha 100y 3 KUPHOIO IKe0, IOCTIITHO.

11. Bicenrrosr — 960 mr 2 pasu Ha 100y micss i1,
npotsiroM 1 Micsnis.

12. Cymamen — 250 mr, 1 karcysia 1 pas Ha 3 1o6u
per 0s TicJIs i1, TPUBAJIO.

13. ¥pcodamnbk — 250 mr 3panky + 500 mr BBeuepi
MiCJIS 1M, TPUBAJIO.

14. Mucricop6 — 1 kamncymna 1 pas Ha 100y,
MTOCTIHHO.

15. Bpamito6 — 300 Mr 2 pasu Ha 100y
B iHTAJIAIISIX, TPOTSATOM MicsIs 6 KypciB Ha PiK), TO-
4eproBo 3 kosictuaoM — 300 Mr 2 pasu Ha 100y
TpuBasicTio 1o 1 micsiro 6 KypciB Ha pik).

16. PexomMeHI0BaHO BU3HAYATH PiBEHD BiTaMiHy D3
y KpoBi uepes 1 micsiip.

18. CriocrepeskeHHs TefiiaTpa, MyJIbMOHOJIOTA,
racTPOEHTEPOJIOTA.

Cran AUTUHYA Ha 4ac BUIUCKU 3i cTaliioHapy
MOJIITIIUBCS, MOKPAIUJINC aleTuT i pyXoBa
AKTUBHICTD.

Kiniuynuii Bunaaok 2

Xnomunk BikoMm 16 pokiB rocmiTamizoBaHuii 10
TOK/JI 3i ckapramu Ha moraHe caMOTIOuyTTs, 3a-
JUITKY B CTaHi CMIOKOIO, CYXUI HaB'I3JIMBUI MaJio-
MIPOYKTUBHUI KallleJib, 3HUKEHUN alleTUT, CyXiCTh
y POTi, cIpary.
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KAIHIYHMI BUTTAAOK

Anamnes saxeoprosanns. 11aiienT XBopie Biji Hapo-
IoKeHHS. BusiByieHo 3MiHU BUTIOPOKHEHD (CMEDI0UNI,
GJICKYUHii, CIPOTO KOJIOPY KaJl, 3aMa3KOINOi0HMIA,
noJricheKastist 31 30LIBIIEHHSAM YaCTOTH BUIIOPOKHEHD ).
JliarHo3 miITBEP/KEHO TEHETUYHO Y Bitli 6 MicAIliB
y JIbBiBCbKOMY 3aXi/THOYKPAiHCbKOMY IIEHTPi MyKO-
Biciu103y. CTIIOCTEPITAETHCS TACTPOEHTEPOTIOTOM SIK
inBati uTuHCTBA. [ToCTiiHO TiKY€EThCsT aMOyTaTOPHO
i crartionapro. /[Ba poKu TOMy BCTaHOBJIEHO OPOHXO-
eKTaTUYHY XBOpoOy i KicTodibpos srerensb. Ile 3aro-
crpeHHst posnoyasnocst 3a 10 1i6 1o rocmiTaisarti mic-
Jil IIepeHeceHoro ToCTPOro pecHipaTopHOro
saxBoptoBanHs1. OcTaHHs rociiTasrizaitis 6yJra Micsib
TOMY, KOJIM HA MOMEHT rOCIIiTali3allii JIikyBaBcs B pe-
aHIMaIifHOMY BIJUIIJIEHH] y 3B’SI3KY 3 TSDKKUM 3aTajlb-
HuM cTaHoM i Husbkoio SpO, (80-82%).

Anamnes sacummsi. JlnTrHa HAPOZKEHA Bl IPYTOT
BariTHOCTI, 110 mepebirana 6e3 yCKIaHeHb, TePMi-
HOBUX MoJioriB. Maca Tijia ipu HapokenHi — 2900 .
Bumnucanwuii i3 mororoporo 6y IuHKy Ha 5-Ty 100Y.
[TpodinakTryHi 1MIeN/IEHHS TTPOBE/IEH] BiITIOBITHO
JI0 BiKY, @ TAKOJK MIETIJIEHUH BiJl TPUITY. AJIePTIYHNMA
aHamHe3 He yckaaaHeHni. CrakoBUil aHaMHe3:
y Billi 6 Mics11iB KOHCYJIBTOBAHW I T€HETUKOM, BCTa-
HossieHo myraitii F 508 del/ F 508 del y reni CFTR.

06’exmueno. CtaH XJIOINKA TKKUN. Bupaskeni
03HAKU XPOHIYHOI T1IIOKCII: 1IKipa cipa, Typrop ta
€JIACTUYHICTh 3HMKEH], BUPasKeHa CyXiCTbh IITKipH, BU-
PaKeHUH IepiopaJbHUI Ta aKPOIiaHo3, AUCTATbHI
damanru y Burasai «6apabaHHuX HaJaudoK», HIrTi
Y BUTJISI/II «TOIMHHUKOBUX CKeJiellb». B akTi muxanHs
Gepe yJacTb JIOMOMIKHA MyCKYJIaTypa: HaKIIOYHYHi
BIAJAWHK Ta MizkpebepHi npoMizkku. I/ — 36 Ha
1 xpumnny, YCC — 138 na 1 xumuny, SpO, — 82%,
IMT — 14,6 xr/m?, 3pict — 159 cm, maca Tista — 37 Kr.
SI3uk oOKJIaeHuii cipoio 0Cyroi, HOCOBE TMXaHHST
yTpy/ZHeHe, BuijieHb Hemae. MUrnaauku rinepTpo-
dosani, BECTynaoTh 3a 1ykKu Ha 2/, 06’emy. Ceprie —
TOHU TIPUTJTYIIIEH] ocsabeHi, putmivni. Ekckypcist
IPYIHOI KJIITKY TIPAKTUYHO BizicyTHs. Hay nerersimu
HEPKYTOPHO — KOPOOKOBHI 3BYK, YKOPOUEHHSI 3BYKY
Ha piBHI 2—4 Mixkpebep’s, 3 060X 6OKiB. AycKyJIbra-
THBHO BEJIMKA KUJIBKICTh CYyXUX i IPIOHO MiXypiieBux
«TpicKyumx» XpuIiiB 3 000x 60kiB. JKusit 31yTHit, 10-
CTYITHU TTaJIbIAILi, eYiHKa Pi3Ko yIiTbHeHa, 301/1b-
nIeHa, BUCTyIa€ Ha 4 cM, Masio uyTiauBa. Cesesinka
+3,0 em. Kan — 1 pas na 2—-3 go6u, caMmocTiiiHO
3 penITKaMu HetlepeTpaBseHoi 1ki. Ceuoryck — Bijib-
HUH, JOCTATHIN.

[TpoBemeHo 1abopaTOPHO-IHCTPYyMEHTATbHE 00-
crexenns (Tabu. 5—11).
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Tabruys 5

Pe3ynbTaTh 3aranbHOro aHanidy KpoBi B AuHamiLi
MapameTp 6/11 18/11

Nevikountun, 109/n 9,06 8,88
KonipHuin nokasHmk 0,9 0,9
remMornobiH, r/n 119 120
Eputpouumty, 10%/n 4,28 4,61
Tpombouutn, 109/n 145 152
Hentpodinu, % 66 64
Jlimpoumtn, % 22 28
MonHount, % 9 7
EosuHodinn, % 3 1
LLIOE, mm/roa, 37 26

Tabruys 6

Pe3ynbTaTtn 6ioxiMmiyHOro aHanisy KpoBi
P HTH
MapameTp 7/12 gﬁaefeenuu e

Na, MMOSb/n 1247 135-145
K, MMOSb/N 412 3,5-51
Ca (ioHi30BaHuI), MMOAb/N 2,42 1,17-1,32
0K03a, MMOJb/N 8,32 4,11-5,89
CevoBuHa, MMONb/N 1,83 2,14-714
KpeatuHiH, MMosb/n 46,2 62-106
Binok saransHuiA, r/n 84,7 64-83
AnbByMIH, r/n 34,0 32-45
3aranbHuii 6inipyoiH, 13,5 17-20,0
MMOJIb/N
AT, Op/n 721 420
ACT, Oa/n 70,9 40,0
Aminasa, MMonb/n 32,9 40,2

Tabruys 7

Koarynorpama
MapameTp 7/12 Pgﬂ):f::::e

AYTY, c 23,9 24-35
[pPOTPOMBIHOBWI iIHOEKC 107 70-130
3a Keikom, %
MpoTpombiHOBUIA Yac, C 12,0 12-16
DibpurHoreH, r/n 55 2-4
TpombiHOBMIA Hac, C 16,5 14-21
MixHapoaHe HopMartidoaHe 0,96 0,85-1,0
CniBBIOHOLWEHHS

Iikosanuii zemozno6in (21.11.2023) — 7,56%.

Konpoepama: stittig riucT — He BUSBIIEHO, €JIeMeH-
i Tprba MoAIGHOTO APiAK/KOBOTO — TIOMipHA KiJib-
KiCTb, MUJIA — TIOMiPHA KiJIbKICTh, 5KUPHI KUCJIOTHU —
MOMipHa KiJIbKiCTh, HEUTPAJbHUM KUP — IIOMipHA
KIJIbKICTb.

3iwkpi6 na enmepobios — He BUSIBJIEHO.

Yaompaseyrose docuioncenis: medinka 36ibiie-
Ha, IpaBa 10151 — 145 M, J1iBa 1071t — 70 MM, JKUPO-
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Tabruys 8
Fnikemiynnin npodinb, Mmonb/n
Llata 6:00 9:00 13:00 17:00 21:00 6:00
rnoKo3a rnoKo3a rnioKo3a rnoKo3a rnioKo3a rnoKo3a
22.11.2023 16.3 79 9,8 1,7 9,62 5,0
Tabauys 9
3aranbHuUW aHanis ceui
Binok Mutoma | JleitikouuTn | Enitenii y noni . Eputpountn
Aata r/n | WYKOP | “eara” | & noni sopy 30py Coni B noni 3opy
15.11.2023 — — 1013 2—4 Mnockun — 1-3 — —
17.11.2023 - - 1015 3-5 [Tnockun — 4 Cnuna, nomip- 0-1
Ha KiNbKICTb
22.11.2023 cnigu - M/C 3-4 Mnockun — 2-3 - 0-1
MepexiaHnin — 1-2
Tabnuus 10
AHani3 cedi Ha rNOKO3ypuiHUi npodinb
Yac, ron 9:00 12:00 15:00 18:00 21:00 24:00 | 03:00 6:00
KinbkicTe cedi, Mn 70,0 250,0 300,0 300,0 300,0 200,0 — —
Mutoma Bara 1003 1003 1002 1007 1006 1010 - -
[MIOKO3a, MMOb/ N 0,5 0,45 0,2 4.1 0,7 0,5 - -
TaGmuys 11 Koncynsrosanuit JIOP-nikapem (ziarao3 «ATpo-

BakTepionoriyHmia nociB ceyi 3 BUSHAYEHHAM
YYTNMBOCTI 36yAHUKA A0 aHTUGIOTUKIB

Aarta 18.11.2023
BuaineHo Staphylococcus aureus 108 KYO/mn
AMMILMNIH Critiknin
A3UTPOMILINH Yy TInBumiA
AMiKaLUWH Yy TInBumm
KnaputpomiumH Yy TnnBumm
JanpomiumH HyTnnBuM
AMOKCHKNaB Yy TnBuUm
LledasoniH Yy TAnBuii
LledTpiakcoH Yy TnBum
LledanekcuH HyTAnBUm
LinnpodnokcaumH CTinkumn

Ba iHGINbTpaIlis He3HAYHO BUPAKEHA, JKOBUHUHN
MiXyp CKOpOUeHUit — 57X7 MM, BMIiCT He OJTHOPiJI-
Huil. [TigmayHKoBa 3am03a He3HaYHO 30i/IbIIeHa
17x16x19 MM, exoreHHicTb mijiBUINeHa. Posmupen-
Hs1 meTesib Kumeunnka. CejiesiHka IoMipHO 301/1b-
1eHa, HeaHayHo moToBIieHa — 145%x60 mm. I[IpaBa
HupKa — 98X47 MM, He 36imbIena. YMC — He pos-
mupeHa. J[piGHi eXomo3uTUBHI BKJIIOYEHHS 0O
2,5 mm. JliBa Hupka — 102X47 mm, 36iabimera, YMC
HE PO3IIUpPeHa, APiOHI €XOMO3UTUBHI BKIIOUEHHS /[0
2,5 MM, TTapeHxima 1miaBuieHoi exoreHHocTi. CriB-
BijtHOMEeHHS 30epeskeHe. CedoBUil MiXyp BUTIOBHE-
HUM, cTiHKa — 3,0 MM, He TTIOTOBIIEHA, HEe YIITiThHEHA.
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(iunumii hbapuHTiTS ) 1 MYIBMOHOJIOTOM.

Bceranosineno kainiunuil diaznos «MyKkoBiciiu-
no3 (Cystic fibrosis F 508 del/ F 508 del) 3 nan-
KPeaTUYHOIO HEeJOCTATHICTIO. XPOHIUYHUI 00-
CTPYKTUBHUI GPOHXIT, 3arocTpeHHs. [[BobiuHa
6ponxoekTaTryHa XBopoba. Kictodibpos jereHs.
HH IT ct. HK II ct. [Tupo3s rewinku KkoMIeHCcoBa-
Hui, kirac A 3a YUatiaa-11"0, mopranbha rinepTeH-
3is 3 BADUKO3HO PO3NMIUPEHUMH BEHAMU CTPABOXO-
ny 1-2-ro crynenis. CrimeHomeraisg. XpoHiuHa
KoJIoHi3atlisg Pseudomonas aeruginosa, Staphylo-
coccus aureus. IlykpoBuii giaber, MoB’s13aHUM i3
MyKoBiciuzno3oM. [edinut macu tima. ATpodiu-
HUI Ha30(hapUHTIT».

IIposedene nikysanns: niera — cria Ne 15 i3 10-
JIaTKOBYM ITiICOTIOBaHHAM 5 /100y, Kpeon 25000,
ypcodalibK, cyMaMmes, OpakcoH, remared, GJroKo-
HazoJI, eydinin, ¢pizposund, Bitaminu D, A, E, ny-
poden, Mucoclear nekcamera3on, aMmicyibbiH,
inrasanii 3 6epoayasnom, 6% NaCl, myabmo3um,
KOJIICTUH, IIepOpaJbHO: JiHe30J1i/, mucricopo,
OMeIpa3oJi, aMiTPUNTUIIIH, JIOPEHT CcIpel, ape-
Ha)KHUM Macask, InXaabHa TIMHACTHKA, (izioTepa-
Mist: TPOIe/lyPH 3 YJIbTPAa3BYKOBUMHU XBUJISIMH,
IHTaJIAIi1 3BOJIOKEHUM KUCHEM, aKTpallij mij-
ITKiPHO, KOHTPOJIb PiBHSA IyKPY MT€pel OCHOBHUMU
npuiioMaMu 1i.
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Pexomendosato:

1. TnepkasopiiiHa fi€eTa 32 paXyHOK CKJIAJHUX
BYIJIEBO/IIB, OLJIKIB 1 JKUPIB i3 J0AATKOBUM IIiICOJIIO-
BaHHsIM (5 I') IOCTIITHO.

2. Kpeon — 25000, 12 xarcys1 Ha 100y i1 yac iau,
HOCTIiiHO (11032 TOTpedye KOPeKILil).

3. Cymamen — 500 mr 1 pa3 Ha 3 106H, TOCTIiTHO.

4. Jlinezouix — 1 tabuerka (600 mr) 2 pasu Ha
noby micsst i, 1o 10 xib.

5. Iucricopb — 1 karcyJia Ha 00y, HOCTIIHO.

6. Omernpazon — 20 Mr 2 pasu Ha 100y BpaHiii
i BBeuepi nepes 11010, TPUBAJIO.

7. Iucynin nmigmKipHO, akTpanij;: nepej CHijaH-
koM — 1 O/I, mepex o6imom — 1 O/I, mepex Beue-
peio — 1 O/I.

8. KoHTposb piBHSA IyKpY TTepe; OCHOBHIMMT TIPH-
ilomMamu iy, rrikoBanuii remMorsiobid 1 pas Ha 3 mi-
CSITIL, TOII 3K OTJISI/T eHIOKPHUHOJIOTA TIJIAHOBO.

9. Inrassiii 3 6eposyasom — 25 Kparesib Ha 2 MJI
0,9% NaCl 2 pasu na 106y. 6% NaCl 2 pasu na 100y,
MyJIbMO3UMOM — 2,5 MT/2,5 MJI yBedepi, TTOCTiitHO;
6pamitobom — 300 Mr 2 pasu Ha 1006y, 1-i1 MicsIb,
yepryiouu 3 Kosictuaom — 2 man O/] 2 pa3u Ha
o0y, 2-it micsiib (110 6 KypciB Ha pik). Inrasmsamii
3BOJIO’KEHUM KHUCHEM Yepe3 KUCHEBUI KOHIIEHTPa-
TOP Y IOMAIIHIX YMOBax KOKHi 6 ro1 i3 KOpeKIlieo
3a morpedm.

10. /ImxanpHa riMHACTHKA, IPEHAKHUN Macask,
MOCTITHO.

11. ¥pcodambk (ypcocas, ypcosi3auH, yKpJIiB) —
o 500 mr ypantii micsist inm i 1000 Mr yBeuepi micist
i1, HOCTiliHO.

12. TIpoMuBaTH Hic COTHLOBUM PO3UYNHOM 3—6%
2 pasu Ha 1006y, TIOCTIHHO.

13. lomatkoe xapuyBants Nutridrink Compact
Fibre — mo 100 mut (9,5 1) 3 pasu Ha 100y, TprBaIoO,
MOYEPToOBO.

14. 3a BiICyTHOCTI TIO3UTUBHOI IMHAMIKHI TIPHOaB-
KU B Maci XJIOTTYUKY PEKOMEH/I0BaHa KOHCYIbTallid
Xipypra /i1t BUPillleHHSI IUTAHHS TIPO BCTAHOBJIEHHS
racTPOCTOMH.

15. IloBTOpHMIT KypC CTaIliOHAPHOTO JIIKYBaHHST —
yepes 3 MicIli.

16. CriocTepeskeHHs 1y IbMOHOJIOTA, TACTPOEHTE-
poJIoTa, eHJI0OKPUHOJIOTA, TIe/liaTpa.

3a yac JTiKyBaHHS CTaH XJIOMMYNKA 3HAYHO TOJIi-
umBcs: SpO, miguanaca 10 90-92%, y nerensx 3na-
YHO 3MEHINNUJIACS KiJIbKICTh XPHUIIiB, TPOCIYXOBY-
I0ThCS BiJl HUKHBOTO KyTa JIOMaTKU 3JiBa,
MOJIIIINIIACS eKCKYPCist JiereHb. XJI0MUNK BiI3HA-
YUB MOJIIIIIEeHHS alleTUTY 1 CAMOTIOYYTTA.
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Oo6roBopenHs

3a OCTaHHI YBEPTh CTOJITTS JIarHOCTYBAaHHS Ta
JgikyBanusa M B tpancdopmyBasiucs MOJIEKyJISAPHA-
MW HayKamu, gKi 3a1104aTKyBaJl HOBY €Py 3 BiJl-
KPUTTSIM TeHa — PEryIsITopa TPaHCMeMOPAHHOI TPO-
Birnocti MB.

Sxio 6patu 1o yBaru naroreres M B, cyTb sikoro
0JISATAa€ B MOpyIeHHi TparcnopTyBanus ioHiB Cl
yepe3 MeMOpaHy eriTe/iaJbHIX KJIITHH, 110 36i/1b-
mye peabcopbitito Na KiTHHAME, 3MIHIOIOYH THM
CaMUM eJIEKTPOJIITHUN CKJIa]] i 3HEBOAHIOIOYH CEKPeT
yCiX eK30KPUHHUX 327103, TO CTAIOTh 3PO3YMIJIMMU
OCHOBHI KJIiHIYHI TPOSIBU 3aXBopioBaHH: [4]. bes-
MepevyHo, BAXKJIUBUM € PO3YyMiHHS, BiJl 40TO 3aJjie-
’KaTh OCHOBHI NMPOSABU YPaXKeHb 1 TAKKICTD IIUX TTPO-
SBiB y pPi3HUX JiTe#l 3 OJHI€EW 1 Ti€ CcaMOI0
naroJorieio. Ile mikaBUTh PI3SHOMAaHITHUX ZOCIiTHU-
KiB Takoro 3axBopioBanus [1,3]. Anasizyioun HaBe-
JleH1 KJTIHIYHI BUTIQJIK1, MOKHA CTBEP/IKYBATH, IO
OJ/HA 3 IPUYUH BiIMIHHOCTEH TSKKOCTI KIATHIYHUX
MPOSIBIB KPUETHCS B TATOTEHETUYHOMY JIIKYBaHHI,
CIPSIMOBAHOMY Ha 3MillHeHHi 6ap epHol hyHKIIi1
KPOBOHOCHWX CY/IMH Y JIETEHAX. Y TIEPIIOMY KJTiHI4-
HOMY BUIIQJIKY 3aCTOCOBYBAJIM MOJLYJISITOP Pery.Jisi-
TOopa TpaHcMeMOpaHHOI IPOHUKHOCTI npu MB
(CFTR), sikuii MOKe 3MEHIIMTH BILINB ab0 HaBiTh
BUIIPABUTHU MOJIEKYJISPHUI JIeeKT y XJTOPUAHOMY
KaHaJi — OCHOBHIN mpuunHi M B, y nipyromy — Jiiky-
BaHHs MPOBONIM O3 ioro 3acrocyBantst. OCHOBHI
BiZIMIHHOCTI B KJIIHIYHUX i 1abOpaTOPHUX IIPOSIBAX
MB HaBeneHo B Tabaur 12.

Y tabsmii 12 mpoaHanizoBaHo TSKKICTH Ha MO-
MEHT TOCHiTaJi3allii /10 CTAIlioOHAPY, TapaMeTPH JI1-
XaJIbHOI 1 CepIeBO-CY/IUHHOI CUCTEM Y XJIOMYUKIB
MiITITKOBOTO BiKY, SIKi BiJl HAPO/XKEHHS XBOPIIOTH
Ha MB i3 mankpeaTuuHOI0 HeJJOCTATHICTIO. XJIOT-
YUK, y JIIKYBaHHI SKOTO HE 3aCTOCOBYBAJIU MOJYJISI-
top CFTR, MaB nmorane caMmomniouyTTs i TSDKKUHN 3a-
raJbHU CTaH Ha MOMEHT rocliTaJisallii.
[Tokazauky BiTaTbHUX (DYHKITIH IUXAJbHOI i cep-
11€BO-CY/IMHHOI CUCTEMU BiITIOBI/Ia/id 2-My CTyIIe-
HIO HEJIOCTATHOCTI, 10 MiATBEP/?KEHO HU3bKUM I10-
Ka3HUKOM caTypallii KucHeM KpoBi Ha piBHi 82%.
[Tapamerpu IMT Ha piBHi 14,6 kr/M? cBiuaTh PO
3HavHMIT fedinuT Macu Tia. 3MiHU 3 OOKY Tenaro-
GisriapHOI cucTeMU MalOTh KiHI[EBHIT pE3yJIbTaT XPo-
HIYHOTO IIPOIecy — IIUPO3 MEeYiHKY i CYIYTHIO CILIe-
HoMmeraJiito. [ligBuIeHHsa piBHS IYKPY CBiUaTh
po IyKpoBwuii giabet. JlabopaTtopHi 3MiHU BijIO-
BiZIHO 710 BUPaKeHUX KJIIHIYHUX 3MiH HOCSATD aHa-
goriuauii xapakrtep — [IIOE kpogi, Tpancaminasy,
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Tabnuys 12

KniHiuyHi nposBM XxBOpo6U B AiTeil i3 BigMiHHOCTAMM B NaTOreHETUYHOMY JliKyBaHHI HA MOMEHT
rocnitanisauii o ctauioHapy

MauieHT 1 — nikyBaHHS MauieHT 2 — nikyBaHHga 6e3
MNapameTp i3 3acTOCyBaHHAM 3acTOCyBaHHS MoAynsiTopa

mopynaropa CFTR TR
Bik BCTAHOBNEHHA AjarHO3Yy, MiCsLL 7 6
[oraHe camonoyyTTd + +++
3aranbHui cTaH Ha MOMEHT rocniTaniaaLli, TAxKiCTb CepepgHs TaxKIAM
OszHaku [IH, cTyniHb | Il
OszHaku HK, cTyniHb 0 Il
CnneHowmeranis Hemae HassHa
LIMp03 nediHkm Hemae HasaBHMIM
BpoHxokTasn Hemae HaaBHi
Llykposuin aiabet Hemae HassHuin
SPO2, % 97 82
IMT, kr/m? 16,4 14,6
J1enkouuTv KpOBI B AMHaMIL], r/n 7,7/4,0 9,1/8,9
HuHamika LOE, mm/rog, 5/10 37/26
Na KpoBi, MMOSb/N 138,5 1247
[M0KO3a KPOBI, MMOJb/ 4.9 8,3
HenTpanbHWIA XUp Y KOonporpami BiacyTHin [oMipHa KinbkicTb
KupHi kuenotm BincyTHi IomipHa KinbkicTb
MaHkpeaTnyHa enacrasa- 1, Mkr/r 168 97
AT, On/n 31,2 721
ACT, Og/n 30,3 70,9
AnbOYMIHV KPOBI, I/N 34,0 34,0

rJ0K03a MiIBUIIEH], Y KOITporpaMi — cTeaTtoped,
M ABUIIEHHS KUPHUX KUCJOT, 3HUKEHHS 30BHITI-
HBOCEKPETOPHOT (PYHKITIT Mi/IIIITYHKOBOI 3aJ103H1.
AmnaJii3 JaHnX BKa3ye Ha MEHTITY BUPAXKEHICTh STK
KJIIHIYHWX, TaK i 1TaBOpaTOPHUX MPOSIBIB y MAIli€H-
Ta, sskuit orpumysas Moayastop CFTR (tabu. 12).
CepemHiil Bik Ha MOMEHT BCTAaHOBJICHHS /[iaTHO3Y
MB cranoBUTb 6—8 MicsAI1iB; IBOM TPETUHAM TTAITIEHTIB
Aiarno3 BcTaHoBoI0Th 70 1 poky [3]. O6om miTsam
BCTaHOBJIEHO JliarHo3 M B y Bitti 7 i 6 micaiB, BiIIoBiI-
Ho. KutiHiuHi postBY, TSZKKICT CUMIITOMIB 1 ITBUIKOCTI
MTPOTPECYBAHHS 3aXBOPIOBAHHS B OPTaHaX, 110 YPasKy-
I0TbCS TIPY 11 TATOJIOT1, KOJIMBAIOTHCS B HNIMPOKUX
Meskax. Kiminiuni mposiBy 3a3BUYail BUBHAYAIOTHCS Bi-
KOM MaI[ieHTa Ha MOMEHT PO3I1aJy 3aXBOPIOBAHHS.
O6uziBa HAIUX MAIi€HTIB OyJIU AITHbMU PAHHBOTO
(12 poxkiB) i mizHboro (16 pokiB) M TKOBOTO BiKy. 3a
JIOCJII/IKEeHHSIMY aBTOPIB, TAKKI TposgBu M B BifzHa-
YafoThCA B TAII€HTIB, TOMO3UTOTHUX 32 TEHOTHUIIOM
delF508, 110 criocTepiraBest y HaImoro marfieHTa BikoMm
16 pokiB, STKUit MaB TSKYI KITIHIYHI TPOSIBY TIOPiBHSHO
3 MAIiEHTOM MEPIIOTo KJIIHIYHOTO BUIAAKY [S].
®opma MB i3 nankpeaTMuHOI0 HEJOCTATHICTIO
MMOYNHAETHCS B PAHHBOMY IUTIYOMY Billi, 4aCTO TTiC-
Ji Iepexo/Iy Ha HMITy4YHe BUTOIOBYBaHHs, uepes He-
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NOCTATHICTh MaHKpeaTuyHux dhepmentis. MB
y HOBOHAPO/[PKEHUX MOXKe MaHiecTyBaT 3 MeKO-
HiaJIbHOI HEITPOXiIHOCTI, KUIIKOBOI aTpe3ii, IpoJial-
CY TPSIMOI KUTIKH [5].

ABTOPH BKa3yIOTh, IO B KUIIEYHUKY TIEPEBAKAIOTH
THUJIbHI TTPOIECH, 1[0 CYTIPOBOJIKYIOTBCS CKYTTU€eH-
HSIM Ta3iB i 3y TTsIM KuBoTa. [ledekartii yacri, BizzHa-
yaeThed nosidexatid. BunopoxueHHs 3 HEIPUEMHNM
3aIaxoM, CBITJIi, 31 3HAYHOIO KiJIBKICTIO JKHPY. B 060X
KJTIHIYHUX BUTIaIKaX, OITMCAHNX BHIIE, MaHiecTallist
XBOPOOU PO3IIOYMHAJIACS 3 AaHAJIOITYHUX TIPOSIBIB, i3
OLIBITIOI0 BUPAKEHICTIO B PYTOMY KJIIHIYHOMY BUTIA/I-
Ky. HacTo criocTepiraioTbCsi CKapTy Ha CyXiCTh Y POTI,
1110 00YMOBJIEHO BUCOKOIO B'SI3KICTIO CIMHK. ALIETUT
y TIepIIi MICSIIl JKUTTS B iTeH, TKUX CIIOCTEPIirain,
OyB 30epeKeHNM, 1HOZI MiBUIIIEHIM, ajle YePes 110-
PYIIIEHHS TIPOIIECiB TPABJICHHS TTBUIKO PO3BUHYJIACS
rinorpodis. YpaxkeHHs MeUiHKU B XJIOTYUKA BIKOM
16 poxis, sikuii He orpuMyBaB MoxyJsitopa CFTR, Bu-
SIBJIAJIOCST Y BUTJISATL JKMPOBOI 1H(DIIBTpaltii, XosecTa-
TUYHOTO TeTIaTUTY i ITUPO3y. AHAIOTIYHI 3MiHN BiZI3HA-
YeHO IHIMMU HayKOBIIMH [1].

VeknagHeH s 3 60Ky AUXaabHOI CHCTEMHU BKJIIOYA-
10Th OPOHXOEKTaTHYHY XBOPOOY — MiITBEPIKEHO KJTi-
HIYHUM BUTIQJIKOM 2, XPOHIUHI iH(bEKIIii, 10 TIPrU3Bo-
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JIITh 710 THEBMOHi1, HOBOYTBOPeHHS (TIOJIINTN HOCA),
KpoBoxapkanHs, mHeBMoTopakc i /[H. [Tarientn 3 MB
MAaIOTh ITiZIBUIIIEHY YYTJIUBICTb /10 iHDEKITil TuXaib-
HUX TJISXIB, CIPUYUHEHUX TAKUMH MiKPOOpTraHi3Ma-
MU, K 30JI0TUCTUI cTadinokok (Staphylococcus
aureus), remodinpha nannaka (Haemophilus influen-
zae) Ta cMHBOTHITHA TTasnuka ( Pseudomonas aerugino-
sa) [1,6]. Yepes ryctuii ciin3 i 3MeHIIIEHUIA 1T1ap T1epu-
IIJTIAPHOT PiZINHN BIKH B JIETEHSX OiIbIITE HE MOJKYTh
HOPMaJIbHO pyXaTucs, iHeKIIis He Moxe Oy TH OunIIie-
Ha MEXaHiuHo, i 1€ Ia€ 3MOTy GaKTepPisiM BCTAHOBUTH
cTaH XpoHiuHoi iHdekitii [6]. Bpomskena imyHHa cuc-
TeMa pearye Ha I1e TMi[BUIIIeHHSIM PiBHS ITPO3analbHIX
IMTOKIHIB, TAKUX SIK IHTEPJIEHKIH-1, haKkTOp HEKPO3Y
MyXJINH, iHTepIeNKiH-6 Ta inTepaelikin-8. i muroxinu
3aJIy4aroTh HEUTPOMIIN 10 JIereHb, 00 OYMCTHTH iX
BiJl MATOTEHIB, aJie 1li HeUTPO(hiIN MAIOTh 3HUKEHY
Gakrepunuany aktusHicTs. Helitpodisu nepcucty-
I0Th y PECHIPATOPHOMY CEKPETi i BUBIIbHSIOTH TOKCUY-
Hi MOJIEKYJTH, (DePMEHTH Ta TIO3aKJTITUHHI TACTKH, SKi
MOXKYTb TIOIIKO/ZKYBAaTH TKAHWUHU Xa3s1iHa 1 TOTEHTTii-
HO IIPU3BOAUTH JI0 3aruOeJii KITHH; GakTepil TakoxK
MEPCUCTYIOTD Y JIETEHIX 1 MOXKYTh CIIPUIUHATH SIK
IpsIMe TIONIKO/PKeHH S Yepe3 BUBIJIbHEHHS (bepMEHTIB,
TaK 1 HeTpsIMe MOIITKOIKEHHS JieTeHb, TOCUJTIOI0YHN 32-
XUCHI peakitii opranismy [1].

[liarHOCTUYHMIT aJITOPUTM TTOYNHAETHCS 3 TIePU-
HaTaJIbHOTO MeHTPY (HeOHATaTbHUN CKPUHIHT HA
MB). Hazasni «30710TUM cTaHAAPTOM» € TTPOBEJIEH-
H$1 TIOTOBOI TPO6H THic/Ist i0HO(DOPE3y 3 MiJIoKapIIi-
HOM. /liarHOCTUYHO 3HAUYYIOI0 € KOHIIEHTPAaIlis
ioniB Cl >60 MMo0b/1. Y CyMHIBHUX BHUIIaJKaxX
MPOBOAUTHLCS TPAHCEMITEMaTbHUH TECT PI3HUIII TTO-
TeHmianiB — transepithelial nasal potential
difference (nasal PD), saxuii € eKOHOMIYHO GiAbII
BUTIIHUM. Y po3pobJIeHHI 3HAXOAUTHCS BHYTPIIII-
HBOKHUIITKOBE BUMIPIOBAHHS KOHIIEHTPAIlii eJIeKTPO-
JiTiB — intestinal current measurement (ICM). Bu-
KOPUCTaHHS IIUTOT€HEeTUYHOTO METO/LY /Ia€ 3MOTY
puszHavdatu myTanii CFTR, mo gomomarae Bctano-
BUTH OCTATOYHUI [iarHo3 [5].

JlikyBaHHSI, sSIKe OTPUMYBAJIM NAIIEHTH, Hallije-
HO Ha /IBi JJAaHKU — JIeTEHEBY Ta KUIITKOBY CUCTEMH,
o Hacamiepes mnepeabadano mpodiJakTUKY
i KOHTPOJIb JIeTeHeBUX iH(EKITi il 3aeKHO Bijl 4yT-
JIUBOCTI 30y /THUKA.

KonTposb 3anajiendst IuxXajabHUX IJISXiB 3711 -
CHIOBAJIM 3a JIOIIOMOT0I0 HECTEePOIHUX ITPOTHU3A-
MaJIbHUX TIpernapaTiB, IHTaAgMiNHUX 1 CHCTEMHUX
CTEepOiIiB i KPOMOHIB. 3MEHIIIEHHS B I3KOCTI Ta BU-
JIAJIeHHsI TYCTOT0, JIMTIKOTO CJIN3Y 3 JIeTeHb 1 PO3IIn-
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KAIHIYHMI BUTTAAOK

peHHd JAUXaJbHUX MIJSAXIB — IHTAAANINWHI
B-aronictu 3i 3BoJIOKeHUM KKicHeM, 3—6% rinepTo-
HigHUH $i3i0JI0TiYHUN PO3UNH i IopHA3a anbda.
OjvH i3 XJIOMYUKIB OTPUMYBAB TpaHCMeMOpaHHU I
peryasatop MB (CFTR), sakuit Bukonye GyHKIIii
kaHasy ioui Cl Ta nmepeBasKHO pO3TalIOBAHUI
y K THHAX CJIM30B0i 000JOHKY MXaTbHUX IIJISXIB
1 Biflirpae BaXXJUBY poJib y peoJorii causy [10].
[Iporpecytoue 3HMKeHHST PYHKITIT JIeTeHb € OCHO-
BHOIO TPUYMUHOIO iIHBATIIHOCTI Ta CMEPTHOCTI ITPU
MB. Iorpiiina komOinaiis enexcakadTopy/Tesa-
kadropy/iBakadTopy cxBasieHa /IS MAIIEHTIB, SIKI
MaroTh MpUHANMHI oHY Kormito myTaitii F508del
[9]. Lleit mpemapar BrtnBae Ha 6110k CFTR. Y ito-
neit i3 M B 11eii 61/10K TOMIKOKEHUI, Yepes HasiB-
Hicth myTaiiii B reri CFTR. Enexcakadrop i Te3a-
kadrop y reri CFTR 36ib11y1oTh KiJibKicTh 6iJKa
CFTR na kiTUHHIN TOBEPXHI, TO/ K iBaKagTOP
noJtinirye poboty 1mporo 6iska. IBakadTop hyHK-
rionye sk noreniiatop 6inka CFTR auist mommpe-
HUX MYTAIliil BOPIT, IO [a€ 3MOTY 301/IbIIUTH MOTIK
ionis Cl. Tesakadrop hyHKIIIOHYE SIK KOPEKTOP JIJIsT
HOJIETIIEeHHS 3TOPTaHH 1 Ipe3eHTallil 3pioro 6ij-
ka CFTR Ha moBepxHi KAITUHY, NOJINIIYIOYN
dynukiito CFTR ays mytariii F508del. Enexcaxad-
TOp TakoxX € KopekTopoMm CFTR, axuit mpairioe
B iHmomy wmiciii 38’ss3yBanss 3 6ikom CFTR, Hix
Te3akadTOP, /715 TTOIAITBITIOTO TTOJIeTTIIeHHST (DYHK-
rionaabHocTi 6inka CFTR Ha nmoBepxHi KIiTUHM.
VY pasi KoMGiHOBAaHOIO 3aCTOCYBAaHHS eieKcakad-
TOP, Te3akadTop Ta iBakahTOp NOCUIIOITDL (DYHK-
o mytoBanoro F508del 6inka CFTR na moBepxHi
KJIITUHU, 110 TIPU3BOUTH 10 301/IbINEHHS TPaH-
criopryBanust ionis Cl [9].

Taxe sikyBaHHS CJIiJT 3aCTOCOBYBATH 3 KUPO-
BMICHUMH IIPOJYKTaMU Ta NaHKpeaTuYHuMHU ep-
MEHTaMU B TUX, XTO CTPaXX/a€ Ha HEJJOCTATHICTh
MiINMJIYHKOBOI 3a7103U, /71 IOCATHEHHS MaKCH-
MaJIbHOI e(DeKTUBHOCTI; KOHKPETHA KLJIBKICTb JKUPY,
HeoOXigHa 11 ouiel 1o3u, He Bigoma. IlpoaykTu,
1[0 MiCTSITh JKHP, — 1€ TOPiXu, He30upaHe MOJIOKO,
CHPH, MSICO Ta IPOLYKTH 3 OJIIEI0 200 MACJIOM.

3 60Ky LTYHKOBO-KHMIIKOBOTO TPAKTY: MPOdiiaK-
THKa ab0 JIIKyBaHHS KUIIKOBOI HEIIPOXiJHOCTI —
opaJibHa peTiiparailis, 3aMicHa Teparris ¢hepMeHTa-
MU TiAIIJIYyHKOBOI 3aJi03U, 10 MICTUTh Pi3Hi
KOMOiHAIIi1 IIpoTeas, JIia3 Ta amiias.

Pexomenpartiii 3 xapuyBaHHS Ta €JIEKTPOJITHOI
KOPEKIIil — 1e 3a0e31e4eHHs HaleKHOTO XapyyBaH-
HsT Ta 3armobiranHs jgerigparaiii. PekoMmeHIy€eThest
BUCOKOKAJIOPiiiHA JIi€Ta 3 BUCOKUM BMiCTOM KUPIB,
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noxatkosi Bitamiau A, D, E, K i minepasu, y T.4.
¢rop i muHK. /logaTKOBO MPpU3HAYAIOTHCS TTPeTapa-
TH XJIOPUY HATPIIO BiJIMOBIHO A0 BIKY Malli€EHTa
Ta YMOB HaBKOJIMIITHBOTO CEPEIOBUIIIA.

3aBJgKU ycITixaM y JiKyBaHHi /liTell, XBOPUX HA
MB, 6inburicTs mogeii is MB y CIIIA 3apas Bxe z10-
poci [3]. 3nopoB’s AiTel, MiABUIEHHS SIKOCTI
SKUTTS IiTel 3 iHBATIHICTIO € TPepOTaTUBOIO MPO-
(himakTHYHOT METUTIMHU.

BucuoBku

¥ nmiteit, xBopux Ha M B i3 mankpeaTnunoio He-
NOCTATHICTIO, apajieibHO 3 KUITKOBUM TPAKTOM
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