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OCHOBHI NOJ1I0XXEeHHA

* MykKoBicuMA03 — cnagkoBe MeTabosliyHe 3axBoptoBaHHA. OCHOBHUMM
MOro CUMNTOMAMM € MNPOrpecytoYi NereHeBsi ypaXKeHHs B ANTUHCTBI Ta
€K30KPMHHA HeJ0CTaTHICTb NiALWYHKOBOI 33103M, WO NPM3BOANTL A0
XPOHIYHOI cTeaTopel.

* [liarHO3 'PYHTYETbCA Ha BUMIPIOBAHHI KOHLLEHTPALiT X 10pMAaiB y NnoTi.
TecT Moxxe 6yTV ONOBHEHWNI AOCAIAXKEHHAMN FEHHUX MY TaLN.

Enigpemionorisa

* MB € HaNNOLWMPEHILLINM CaIKOBMM MeTabo1iYHMM 3aXBOPIHOBAHHAM
cepen 6inblIOCTi KaBKa3bKUX NONY/ALIN; cepefi HNX 3aXBOPIOBAHICTb
Bapito€e BiA 1 Ha 2 500 HoBOHapoaXeHMx (BennkobpuTaHia) 4o 1 Ha 20
000 (PinnaHgis).

+ 3axBOPOBAHHA € ayTOCOMHO-PELIECMBHNM. YpaXKeHWM reH (reu

TpaHcMeM6paHHOro perysiaTopHoro 6inka mykosicumnaosy, CFTR) koaye

MOJ1eKY/Y, AKA YTBOPIOE KAHA/ ANA iOHIB XJIOPY i, TAKUM YMHOM,
PEeryntoe KiNbKicTb pianHM B CIN30BNX 0060/10HKaX. BinbLlicTb MyTaLin
NpM3BOAATb A0 NOBHOI BIACYTHOCTI KaHany. OnmncaHo noHag 1 800
MyTaLin.

* 3axBOPHOBAHHSA OPraHiB ANXaHHA 0OYMOB/IEHO 3MEHLLEHHSIM KiJIbKOCTI
C13Y, Lo NPU3BOAUTb A0 NOpPYLUEHb UMAiapHOT GYHKLIT eniTenianbHUX
KJITUH ANX3aNbHUX LWAAXIB i, TAKMM YNHOM, 0C/1ab/IeHOro NPUPOAHOro
MeXaHi3My Pe3NCTEeHTHOCTI. ¥ NaLiEHTIB PO3BMBAETLCA BUHATKOBO
CWJIbHA 3anaJibHa peakLis Ha iHeKLiT Ha MOYaTKOBKMX CTadifAX.
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* 90% €eK30KPUHHOI CEKPETOPHOI TKAaHWHW MiALWYHKOBOI 3371031
3HMLWYETLCA Y 85-90% NauUieHTIB A0 HAPOAKEHHSA BJIACHNUMM
NPOTEONITUYHUMN PEPMEHTAMMU, LLLO NPU3BOANTL 10 PO3/1aAiB
abcopbuii y WNYHKOBO-KMLIKOBOMY TPaKTi.

* EKCKpeTOpHi NOpyLLIEHHS BUKIMKAOTb XXNpoBui renato3sy 70% xBopux
Ta acnepmito y 98% 4onoBiKiB. Y XiHOK PpepTU/IbHICTb NOpyLIEHa, AK
HACNiAOK BUKJIFOYHO B'A3KOro LEPBiKaJIbHOro C/In3y.

KniHiyHa KapTHHa

e 1na MB xapakTepHWUI LUMPOKNI CNeKTPp MaHidpecTaLin, o 4acTKOBO
NOB'A3aHO 3 MYTAHTHMM F€HOTMMOM.

* KunwkoBa HeNpoXiaHiCcTb, BUKJINKaHa MeKOHia/IbHOK NpobKoto, €
HAMYacCTilLUM CMMNTOMOM MB y HOBOHApPOAXXEHUX AiTen
(cnoctepiraetbcay 10% naLieHTIB).

* KniHiYHO BMpa>keHa HeAOCTATHICTb NiAWYyHKOBOI 33/103U
cnoctepiraetbca y 85-90% B1naakis cepea HeMoBAAT. Lle npm3BoanTb
J10 XPOHIYHOI cTeaTopel Npu NopyLUeHHi abcopbLii BCiX NOXXMBHUX
pPeYoOBMH. He4OCTAaTHE CNOXMBAHHA €HEpril NpU3BOANTb A0 3aTPUMKH
pOCTY.

» PekTanbHWI NPONANC B AeSKMUX PiAKICHNUX BMMNaZKaxXx MoXe byTh EANHUM
HAABHUM CMMIMTOMOM.

* PacHe noToBUAINIEHHA MOXe Npn3BecTn A0 AediunTy conen i
MeTabo1iYHOro asikasnosy.

* Y HOBOHApO4XeHMX Ta HEMOBJIAT MB MOXe BUKJIMKATU XXOBTAHULLIO
yepes 06CTPYKTUBHUI renaTtnT, Habpakn yepes aediuunt 6inka, aHeMmilo,
a TAKOX p03/1a1 BHACNIAOK AediunTy XXMPOPO3UYNHHUX BiTaMiHIB
(TeHAeHUIA 0O KpPOBOTOUYMBOCTI: BiTaMiH K; reMoONiTUYHA aHeMis: BiTaMiH
E; niaBuLLEHNI BHYTPIiLLHbOYEPENHUN TUCK: BiTaMiH A).

* PecnipaTopHi CUMNTOMN MOXYTb BUHMKATN B PAHHbOMY ANTUHCTBI,
Mi3HilLle BOHW CTatoTb BCe 6iNibll NOWMPEHUMU. XPOHiYHMI abo
peunamMBYOYNIM Kallelb 3a3BMYan € Nepwimm CMMNTOMOM. FocTpi
NMHEeBMOHIT HanyacTilwe BUKAnKaHi Staphylococcus aureus, Haemophilus
influenzae i Pseudomonas aeruginosa.

o JlereHi XpOHi4HO KOJIOHi3y0TbCs MiKkpobamMu, L0 NpN3BOANTb [10
NOCTYNOBOIrO PyMHYBAHHA N1ereHeBol TKAHMHMN.

* XPOHIYHNWN CMHYCUT € NOLLINPEHNM fABULLEM, i Y 10-30% XBOpUX
PO3BMBAKOTbCA HAa3a/IbHI NoAINK.
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* [laHKpeaTM4Hi OCTPIiBLI MOCTYNOBO PYMHYIOTLCA 32 4,ONOMOIOH
depmeHTIB NiALWNYHKOBOI 3371031, 3 3aXBOPHOBAHICTb Ha AiabeT 3pocTae
3 BiKOM. Y UBepTi NaLiEHTIB pO3BMBAETLCA LlYKPOBMIN AiabeT nicnsa
AOCArHEeHHA 25-piyHOro BiKY.

* Y 98% 4010BIiKiB BiICYTHICTb CiM'AHMX KaHa/bLiB NPU3BOANTb A0
acnepMii, anie cnepmMaToreHes € HOpMasibHUM, O POOUTb MOX/IMBUM
acnipauito cnepManbHUX KNiTUH 6e3nocepeaHbo 3 SEYOK.

JiarHocTtunka

 KifibkicHe BUMiptoBaHHSA e/1IeKTPOITIB (Xx/10purAiB) y Nopuii NoTy, AKNIA
0ZlepPXXYIOTb 3a JONOMOro npoueaypv ioHodpopesy 3 NiJIoKapniHOM, €
BW3HAYa/IbHUM Y AiarHOCTUL.
o KoHUeHTpauia xaopuay noty meHuwe 40 MMosib/n €
HOPMa/bHO; pe3yNbTaT BuLLEe 60 MMOJb/N NepPEeKOH/INBO
CBiAYNTb Ha KOPUCTb MB. AHani3 3aBXan HeobxiaHo
NOBTOPHOBATH, | Yepe3 CKJAAHY METOANKY aHaNi3y Noro cipg,
NPOBOAMTM LLEHTPAsII30BAHO Ti/IbKW Y BEIMKNX NaBOPATOPHMX
LEeHTpax.

* AHanNi3 reHHMX MyTaUlin NniaTBepAXKYE AiarHo3. AKLLO0 MyTaLii, NOB'A3aHi 3
MB, BM3Ha4aloTbCA B 060X XPOMOCOMaAX, aHai3 € iarHOCTUYHO
3HAYMMUM.

» HepnocTaTHICTb NiALWYHKOBOI 3371031 MOXe ByTK niaTBepaXeHa
LLIIAXOM BU3HAYeHHA depMeHTIB MiALLIYHKOBOI 3a/103M1, LLLO
3a/MLatoTbca B pekaniax. BU3SHaYEHHA €1aCTa3mn € HANHAAINHILLNM
TecToMm, Wwo Bmasnae 90% nauieHTiB 3 MB.

}-liKyBaHHFI [ MPOMHO3 [7IC] BPIC] BsIC] BETID] BID] BeIC]

[s6:751D] [655361C] [o63621Cl [6sa7'|C] [o6saw|Cl [oesse’|B] [6ess |D]

 JlikyBaHHA po3/13a/4iB NiaLWw/yHKOBOT 3a/1031 BKJ1HOYAE B cebe ajleKBaTHY
3aMicHy Tepanito NaHKpeaTMYHNMN depmeHTamMn. Yacto HeobxiaHi
Xapu4oBi 06aBKM Ta 043TKOBI 403U )XMPOPO3UYMHHUX BiTaMiHIB.

e AK iHranauinHe, Tak i CUCTEMHE aHTUMIKPOOHe NlikyBaHHA
3aCTOCOBYETLCA ANA KOJIOHi3aLii Ta iHpeKLUin, BUKNMKAHKUX S. aureus, H.
influenzae abo P. aeruginosa [55&|c] .

» HapgMipHa npoaykuis cnm3sy Moxe 6yTn 3MeHLLIeHa 3a 4OMNOMOroto
iHranauinHoi Tepanii (conboBi po3unHn [5%|C], AHKa3a [5%2|B8]),
disioTepanii [F%E|C] i WNAXoM NiaBULLEHHA Pi3UYHOT aKTUBHOCTI
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nauieHTa [A%2|C]. MicueBa 3anasibHa peakLlis Moxe byTh 3MeHLleHa 33
AOMOMOTOH0 iHFANIALIMHUX KOPTUKOCTEPOIAIB [5F|D] Ta HIMM3,
Hanpuknag, ibynpodeH [55%|B].

* BapiaHTOM NikyBaHHA ANA AeAKMX NALIEHTIB € TPAHCMJ/IAHTAUIA JIereHis.

* MegaiaHa o4ikyBaHOI TPMBANIOCTI XXMUTTA XBOPUX, HAPOAXKEHNX Y LLbOMY
TUCAYONITTI, B JAHMN YaC OLHIOETLCA Npnban3Ho B 50 pokis.

[NoB'sA3aHi pecypcu

» KokpaHiBcbKi ornagmn [5s&:22|Cystic fibrosis (CF) - R...]
* IHTepHeT-pecypcn [5527%2"|Cystic Fibrosis (CF) - R...]

» JlitepaTypa [5e&:2|Cystic fibrosis (CF) - R...]

Nokasosi ornagn Duodecim

« Jlokasosui ornag 02203. Long-term oral steroids for cystic fibrosis.
JaTta oHoBneHHA: 2016-03-15
PiBeHb gokasoBocTi: C
Pestome: Oral steroids at prednisolone equivalent dose of 1-2 mg/kg alternate days
may slow the progression of lung disease in cystic fibrosis but cause cataracts and
impair growth.

« Jlokasosuii ornag 03508. Omega-3 fatty acids (from Fish oils) for cystic fibrosis.
Jlata oHoBneHHsA: 2014-07-28
PiBeHb gokasoBocTi: C
Pe3tome: Omega-3 supplements may provide some benefits for people with cystic
fibrosis, with relatively few adverse effects.

« Jlokasosui ornag 05096. Inhaled bronchodilators for cystic fibrosis.
JlaTta oHoBneHHA: 2011-06-20
PiBeHb gokazsosocTi: C
Pestome: Both short and long-acting beta-2 agonists may be beneficial both in the
short and long term in individuals with cystic fibrosis who have bronchodilator
responsiveness or bronchial hyperresponsiveness.

« [Joka3sosuii ornag 05110. Oxygen therapy for cystic fibrosis.
JaTta oHoBneHHA: 2014-08-12
PiBeHb gokasoBocTi: D
Pestome: There is insufficient evidence to support or oppose the long-term use of

oxygen therapy for people with cystic fibrosis. Short-term oxygen therapy may improve

oxygenation and exercise capacity.

« [okasosuit ornag 05568. Oral calorie supplements for cystic fibrosis.
JaTa oHoBneHHs: 2017-09-02
PiBeHb gokasoBocTi: D

Pestome: Oral calorie supplements might possibly not provide any additional benefit in
the nutritional management of moderately malnourished children with cystic fibrosis
compared to dietary advice and monitoring alone.
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Joka3osuit ornag 05889. Non-invasive ventilation for cystic fibrosis.

JlaTta oHoBneHHA: 2017-06-09

PiBeHb gokasoBocTi: C

Pestome: Non-invasive ventilation as an adjunct to other airway clearance techniques
may be useful in improving respiratory function in people with cystic fibrosis,
especially those who have difficulty expectorating sputum.

Joka3osuii ornag 06175. Positive expiratory pressure physiotherapy for airway
clearance in people with cystic fibrosis.

JlaTta oHoBneHHsA: 2017-06-09

PiBeHb goka3zoBocTi: D

Pestome: Positive expiratory pressure (PEP) devices for chest physiotherapy might
possibly decrease exacerbations in cystic fibrosis compared with other techniques.

Hoka3oBuii ornag 05646. Topical cystic fibrosis transmembrane conductance regulator
gene replacement for cystic fibrosis-related lung disease.

Jlata oHoBneHHs: 2017-03-10

PiseHb gokasoBocTi: C

Pestome: Cystic Fibrosis transmembrane conductance regulator (CFTR) gene transfer
reagents may not have clinically important effects in the treatment of lung disease in
people with cystic fibrosis.

Hoka3osui ornag 06302. Oscillating devices for airway clearance in cystic fibrosis.
[aTa oHoBAeHHs: 2017-06-09

PiBeHb fokasoBocTi: C

Pestome: Oscillating devices may not provide any benefit over other methods of
physiotherapeutic airway clearance in terms of lung function or sputum characteristics
in people with cystic fibrosis.

Jokazosui ornsg 06547. Sodium channel blockers for cystic fibrosis.

Jata oHoBneHHA: 2014-05-12

PiseHb goka3zoBocTi: C

Pestome: Topical administration of short-acting sodium channel blocker may not
improve respiratory condition in people with cystic fibrosis and may even cause a
decline in lung function.

Hokazosuii ornan 06549. Prophylactic anti-staphylococcal antibiotics fFor cystic fibrosis.

JaTa oHoBneHHs: 2017-03-17

PiBeHb goka3oBocTi: C

Pestome: Giving anti-staphylococcal antibiotic prophylaxis to young children with cystic
fibrosis may lead to fewer children having isolates of Staphylococcus aureus but the
clinical importance of this finding is uncertain.

Jokasosuit ornag 06598. Once-daily dosing of aminoglycosides for cystic fibrosis.
JlaTta oHoBneHHsA: 2014-03-17

PiBeHb goka3oBocTi: B

Pestome: Once and three times daily aminoglycoside antibiotics appear to be equally
effective in the treatment of pulmonary exacerbations of cystic fibrosis.

Joka3osuit ornag 06695. Drug therapies for reducing gastric acidity in people with
cystic Fibrosis.

JlaTta oHoBneHHsA: 2017-02-26

PiseHb goka3soBocTi: D

Pestome: Drug therapies that reduce gastric acidity might possibly improve fat
absorption and gastro-intestinal symptoms such as abdominal pain in people with
cystic Fibrosis, although the evidence is insufficient.
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« Jlokasosuii ornag 05162. Antibiotics for eradicating Pseudomonas aeruginosa in
people with cystic fibrosis.
JlaTta oHoBneHHs: 2017-11-24
PiBeHb gokasoBocTi: C
Pestome: Nebulised antibiotics, alone or in combination with oral antibiotics for early
Pseudomonas aeruginosa infection in people with cystic fibrosis may result eradication
for up to two years, but the clinical benefit remains uncertain.

« Jlokasosuii ornag 06554. Nebulised hypertonic saline for cystic Fibrosis.
JaTta oHoBneHHsA: 2010-02-05
PiBeHb gokasoBocTi: C
Pestome: Treatment with hypertonic saline for 48 weeks may lead to a small
improvement in lung function at four weeks compared to isotonic saline, but this
effect may not sustain for long term. However, it appears to improve quality of life and
reduce pulmonary exacerbations over the 48 weeks.

« [Joka3osuii ornag 00646. Dornase alfa for cystic fibrosis.
Jlata oHoBneHHs: 2017-06-08
PiseHb noka3oBocCTi: B
Pestome: Dornase alfa appears to decrease pulmonary exacerbations and improve lung
function compared with placebo in cystic fibrosis.

« [Jokasosuii ornag 06518. Chest physiotherapy compared to no chest physiotherapy for
cystic Fibrosis .
[aTa oHoBAneHHs: 2017-06-06
PiBeHb gokasoBocTi: C
Pestome: Chest physiotherapy techniques for clearing the airways may have short-term
benefits for mucus transport compared to no chest physiotherapy in cystic fibrosis.
There is no evidence to draw conclusions concerning the long-term effects.

» [okasosuit ornag 05896. Physical training for cystic fibrosis.
Jata oHoBneHHA: 2017-06-08
PiseHb gokasoBocTi: C
Pestome: Physical training may improve exercise capacity and lung function in people
with cystic fibrosis.

« Joka3osui ornag 06532. Inhaled corticosteroids for cystic fibrosis.
JaTa oHoBneHHs: 2017-02-26
PiBeHb gokasoBocTi: D
Pestome: There is insufficient evidence to establish whether inhaled corticosteroids are
beneficial in cystic fibrosis.

« Jlokasoswuii ornag 05890. Oral non-steroidal anti-inflammatory drugs for lung disease
in cystic fibrosis.
JaTta oHoBneHHA: 2017-06-08
PiBeHb goka3oBocTi: B
Pestome: High-dose ibuprofen appears to slow the progression of lung disease in
people with cystic fibrosis, but there are limited long-term safety data.

ABTOpPCbKi NpaBa Ha opuriHanbHi TeKcTn HanexaTtb Duodecim Medical Publications, Ltd.
ABTOpPCbKi MpaBa Ha A0AaHIi KOMEHTapi ekcnepTiB HaexxaTb MO3 YKpaiHu.
Published by arrangement with Duodecim Medical Publications Ltd., an imprint of Duodecim Medical
Publications Ltd., Kaivokatu 10A, 00100 Helsinki, Finland.
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