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OCHOBHI NOJ1I0XXeHHSA

* Cnig namM’aTaT Npo 6POHX0EKTATUYHY XBOPOBOY AK MOXIMBY NMPUYNHY
TpMBaanx abo peunamsyroumx iHbekLin AMXaabHUX WAAXiB, 0C06NBO Y
AOPOC/INX 3 TPMBAJIUM KaLlWIEM, PELMANBYHOUYNM CUHYCUTOM, CEPEAHIM
OTUTOM.

* Y nauieHTiB 3 6pOHX0EKTAaTMYHOI XBOPOOOIO 3aBX AN Tpeba
Ni3HaBaTKCA, UM BYIM B MUHYIOMY BaXKKi iHbeKLiT AMXaNbHUX WWNAXIB.

ETionoria

» HacTynHi NaTo10riYHi CTaHM acoLilorThCA 3 OPOHX0EKTAaTUYHO
xBopoboto:
o ANCcOYHKLUIT uMniapHOro anapaTy, Taki AK MyKoOBiCLi103
(kicto3HMM dibpo3) [HsEa 5% |MyKoBicumaos (MB)], NnepBUHHA
LMiapHA AMCKiHe3in

o iMyHOnOediunT
= 3BWYanNHMN BapiabenbHun imyHoaeodiunT (3BI1)

KomeHTap ekcrniepta. B YKpaiHi HasiBHIi MeaAnKo-
TEeXHOJ10TiYHi AOKYMEeHTH 3a Temoto 3BI/
http://mtd.dec.gov.ua/index.php/uk/haluzevi-standarty-ta-
klinichni-nastanovy/item/40-zahalnyi-variabelnyi-pervynnyi-
imunodefytsyt
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= |HWI BaXKi iMmyHoaediUnTK

= |HWi reHeTUYHi iMmyHoaediunTK
[Hosac %% |PeKypeHTHI iHdeKUilHi 3a...]

= BTopwuHHi iMyHopediunTn (remobnacTosm nicna
A/I0reHHOI TPAHCM/IaHTaUil KICTKOBOro MO3KyY, iHAYKOBaHi
MeJVNKaMEeHTaMM)

nicns iHpekUinHNX 3aXBOPHOBaHb: bakTepianbHi iHdeKUiT,
MikobakTepianbHi iHdekuii (TybepKkynbo3, aTnnosa
MikobakTepis), Kalntok, BipyCcHi 3axBoptoBaHHA (Kip, aaeHoOBIpyC,
rpvn)

MeXxaHiYHa 06CTpyKLifA (CTOPOHHE TifI0, CTEHO3, NYXJINHA],
nimdaTnyHmnn Byson)

TOKCUYHe ypaxkeHHS (ractpoe3odareasibHuin pedtokc,
acnipauif, iHranAauinHi TOKCUHK)

06CTPYKTMBHI 3aXBOPIOBAHHA siereHb (acTma, XO3J1) Ta gediymt
anbda1-aHTUTPUNCUHY

CUCTEMHi 3aXBOPIOBAHHA (PEBMATOIAHNIN apTPUT, 3aXBOPIOBAHHA
CNOJIYYHOI TKAHMHM, 3aMaJibHi 3aXBOPIOBAHHA KMLLKIBHMKA).

* MpununHay 25%-50% nauieHTIB 3a/IMLLAETLCA HEBCTAHOB/1IEHOIO, HAaBITb
nicnA getanbHOro ob6crexeHHs.

CMMNTOMM Ta O3HAKM

e CMuMmnToMMU

o

3HayHe BUAisIeHHA MOKpOTH (0c061MBO AKLLIO NALIEHT He €/6yB
KypLeM), Kalliesib, 33[IMLLIKa, KpOBOXapKaHHA

PeunamBytodi 6pOHXIT Ta MTHEBMHOHISA

PeunamBytoya IMXOMAHKA i3 CUMNTOMaMM 3 6OKY AMXaJIbHUX
wnaxis

e O3HakKku

o

o

py6i xpunu (aynio3pasok [¥s|Bronchiectasial) abo BiACYTHICTb
3MiH NpW aycKyNnbTauil

IHOAi ekcnipaTOpHI Xpunu
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JiarHocTtunka

* PeHTreHorpadis nereHb, 3a3BM4Yal B MeXxax HopMmn Moxe
CrNoCTepiraTuca NOCUIEHHA NereHeBoro pUCyHKY Ta 3MiHM y BUrnaai
6,0>KO/IMHUX COT.

+ Komn'toTepHa ToMorpadis 3 BUCOKOI po3ainbHO 3aaTHicTO (KTBP3)
o [liaTBEpPAXKYE AiarHO3.

o JliameTp 6poHxa 6inblUMi 33 AiaMeTp CynpoBiAHOT apTepil,
NOTOBLUEHHSA CTIHKM BPOHXiB, BiACYyTHE HOpMaJibHE NOCTynoBe iX
3BY)KEHHA b6amnxKye ao nepudepii nereHsb.

* AHani3 MOKPOTM NOTPiBHO NPOBOANTY NPU KOXXKHOMY MOBTOPHOMY Bi3UTi
Ta 3aroCTPEHHI A5 BUABJIEHHA MOXJ/INBMX KOJIOHIN MiIKPOOPTraHi3miB
(bakTepianbHUX, rpnbkoBUX, TY6EPKY/IbO3HNX).

* HeobxiaHO HaNPaBUTK NALLIEHTA Ha KOHCY/bTALLiO 210 NliKapa, AKWA
cneuianisyeTbca Ha iMyHoaediumMTax, AKLLO II0ANHA MonoaLwa 3a 30-40
poKiB abo Ki/ibka noro/ii poamnyiB XBopi€ Ha aTUNOBUI MikobakTepios.
AnB. [(558"°%°|ATunoBsi MikobakTepiasbHi...] .

O6cTeXXeHHA Ha piBHi NepBMHHOT MeANYHOT JONOMOrn

» LLUOE, C-peakTBHWUM 6iNOK, 3arasibHMMN aHanNi3 KpoBi
 Bi3yani3auinHi AocNig>KeHHS ramMopoBKUX Nasyx

« CnipoMeTpia (4acTo BUABNAETHLCA Ierka He3BOPOTHA 06CTPYKLIifA)

Jocnip>xeHHs eTionoriyHnx ¢pakTopiB y cnewiani3oBaHin MeanyHin
A0NoMo3i

« KTBP3
» BpoHxocKkonifa 33 HeobxigHOCTI

* AHani3 NoTy Ta BMABNEHHA MyTauin reHa CFTR, WoHanmeHwe y
nauieHTiB Ao 40 pokis

* IMyHoOrnobyniHn

 3ara/ibHMM aHani3 KpoBi Ta iMyHodEHOTUNYBAHHA B-nimdouuTis,
LLLOHaMeHLWe Yy NauieHTiB(-oK) 3 niMdponeHieto,.

* BignoBiab Ha BakKUMHMN

* PeBMaToigHNM GaKTOP, aHTUHYKNEAPHI aHTUTING, PiBEHb aHTUTIN A0
ENA
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* Anbda1-aHTUTPUNCKH, AKLLO AaHI peHTreHorpadii OrK ceig4aTtb Npo
eMmdizemy

* 1gG 1a IgE no Aspergillus

» JocniaxeHHs umniapHoi pyHKLT

I“KyBaHHﬂ [271C] [85671CT [856541D] [85571C] [654571C1 [85se1C] [697%1D] [663651C]

[655631D]

KoHcepBaTnBHe

» QdisioTepanisn

o

o

Bcim nauieHTam 3 6poHX0eKTa3amMm BapTO OTPMMATH iHCTPYKLT
BiZl pisioTepaneBTa W00 BUKOPMUCTAaHHA NOCTYPaJIbHOroO
APEHaXy Ta ANXAJIbHUX TEXHIK. MOXYTb BYTN KOPUCHMUMMU:
NOCTYPa/IbHMWN APEHAX B AOMALLHIX YMOBAaXx, ANXaHHSA B
NoJlieTUNEeHOBY NAALLKY [1295%°%|XpoHiuHe 06cTpykTMBHE 3a...] abo
iHWIi 3ac0bu aNna apeHaxy, AKi 6a3yrTbCs HA 3BOPOTHLOMY TUCKY,
MOCUJIEHHSA IHCMiIPAaTOPHMX M'A3iB 3@ JONOMOIO0 BiANOBIAHNX
NPWIAAIB Ta BMPAaBM HA BUCHAXKEHHS.

AKTMBHO 3anMaTunca piTHeCcom

* MpoTMiKpobHe NiKyBaHHA Yy BUMNaAKy 3aroCTPEHHA Ta AKLLO Y NaLi€eHTa
HaABHA Npody3Ha rHinHa MOKpoTa

o

HanyacTtiwmmm 6akTtepianbHUMKM 36yaHMKaMu € Streptococcus
pneumoniae, Haemophilus influenzae, Moraxella catarrhalis,
Pseudomonas aeruginosa Ta Staphylococcus aureus.

AKLL0 HEMAE MOXJIMBOCTI BU3HAuYNTK 36yaHMKa,
NPOTUMIKpOBHOIO Tepanieto NepLUoi NiHii € aMoKcMUMNiH abo
KOMOiHaLifA aMOKCMUMIHY 3 KJ1aBY1aHOBOK KUC0TOLO, A8
NALIEHTIB 3 a/1IEPri€to HA NeHiUWNiH pEKOMEHA0BAHNN
OOKCMUMKNIH. PekomeHaoBaHnM 14 peHHWMM KypcC.

OTOPXiHONIOHN BAapTO PO3rNIA4aTH AK NpenapaTy pesepsy 414
NiKyBaHHA iHdeKUin? BUKINKaHMX Pseudomonas.

Cnipg npoBoanTK 3a6ip Ta aHaN3 MOKPOTU NMPU KOXKXHOMY
NOBTOPHOMY Bi3WTi T3, 3@ MOXKJINBOCTI, NPV 3aroCTPEHHI A0
No4YaTKy NPOTUMIKPOBHOro NiKyBaHHA.

Mo>Ha po3rnsaaTv TpuBaJie NPOTUMIKPOOHe JlikyBaHHA 3a
HAABHOCTI MiHIMYM TPbOX 3aroCTPeHb NPOTATOM POKY.
MeaMkKamMeHTO3HMI 3acib obnpaeTbCa BiANOBIAHO A0 YYTAMBOCTI,
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NpoTe He BapTO BUKOPMCTOBYBATH LMNPOdAOKCALMH. ICHYIOTb
NaHi NpO KOPUCTb a3UTPOMILIMHY, asie Moro ePpeKTUBHICTb
6a3yeTbCA B NepLuy Yepry Ha NpoTu3anasnbHin Aii.

o |HranauinHi npoTMMiKpo6bHi 3acobun (TobpamiumH, KONICTUH)
MO>KHA BUKOPMUCTOBYBATM Y BUNAAKY XPOHIYHOI KOJTOHI3au,il
Pseudomonas, He3BaXkaloun Ha BiACYTHICTb Jl0Ka30Boi 6a3u
LLLOA0 X KOPUCTiI NPW NiKYBaHHI iHWNX 3aXBOPIOBaHb, OKPIM
MyKoBicunao3y (KictosHoro ¢ibposy).

e MOoXyTb 6YTM KOPUCHNUMM iHrANALIT 3 FiNepTOHIYHMM PO3YMHOM HATPItO
xnopuay. BiH 3HMXYE B'A3KICTb MOKPOTH, NONETLLYE Kallesb, MOKPALLYE
PYHKLI0 NereHb Ta AKICTb XUTTA.

* He icHye O0CTaTHbLOI l0Ka30B0Oi 6a3u WO/A0 BUKOPUCTAHHS MYKOJTITUKIB
ONA NiKyBaHHA OPOHX0EKTAaTUYHOT XBOpPOO M.

* beTaz-cMMnNaToMiMeTMKM Ta TIOTPOMiN BUKOPMCTOBYIOTbLCA AN 3HATTA
6pOoHXiasIbHOI 06CTPYKL,T Y NALLIEHTIB 3 6POHX0EKTAaTMUYHOK XBOPObO1O.
OpHak, He icHye AoKa30Boi 6a3u, Ska NiATPUMYE AaHY TePaneBTUYHY
NPAKTUKY.

* BakuuHauia npoTn rpyuny Ta NTHEBMOKOKY
XipypriyHe NnikyBaHHA

* [loka3aHHA
o 36epexXeHHA CMMNTOMIB HEe3BaXkaltoyM Ha KOHCEpBaTMBHE
NiKyBaHHSA

o YpaxKeHHA B 06MeXeHin finaHui

* Ha CbOroAHiWwHin AeHb XipypridyHe NikyBaHHA BUKOPUCTOBYETLCSA PiaKo.

MapLipyT NauieHTa

* [liarHOCTMKA B yMOBAX CreLiaNi3oBaHOI MeANYHOI AOMNOMOTN

* [lichAa 34INCHEHHA AiarHOCTUYHMX 3aX04iB MOXHA CNOCTEpPiraT NaLieHTa
Ha NepBUHHIN MeaunYHiIn AoNoMO3i, AKLL0 nepebir 3aXBopoBaHHA
CTabiNbHMI Ta HEMAE PEeLINANBYOYNX 3arOCTPEHb.

o KniHiYHe cnocTepe>keHHS Ta aHasli3 KPOBi 3 METOK BUABJIEHHSA
3anasibHOro NpoLecy NpoBoAATLCA B iIHANBIAYANIbHOMY NOPAAKY;
3a6ip Ta aHani3 MOKPOTH, 38 MOXJIMBOCTI, cniporpadisa Ta
peHTreHorpadia Ork

* [MicnAa BCTAHOBJIEHHA AiarHO3y, NaLiEHTH, Y AKX HaABHI byab-AKi
HACTYMHI O3HAKW, NiANATAIOTb JIIKYBAaHHIO B YMOBAX Crewiasi3oBaHol
MeAWNYHOI AONOMOTN:
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° peunamByrouMn picT B MOKpPOTi Pseudomonas, MeTULUAIH-
pPe3nCTeHTHUX WTaMiB Staphylococcus aureus, aTMnoBux
MikobakTepin

° peunamBytodi 3arocTpeHHsa (6inble 3-x 3a pik)
o MpOrpecyBaHHA 3aXBOPIOBAHHA Ta NoripweHHs GyHKLii nereHb

o BpOHXoeKTaTM4YHa XxBOpoba, AKa NOB’'A3aHa 3 HACTYMNHUM:
anepriyHnm 6poHXony/IbMOHAaJIbHUIN acneprisibo3, acnepriboma,
PEBMATOIAHUI apTPUT, iIMyHOoAediLMT, 3anasibHE 3aXBOPIOBAHHA
KULLKIBHMKA, ANCOYHKLIA LLMNiapHOro anapary.

MporHos

¢ B KpaiHax 3 Ha/IeXKHO CMCTEMOIO OXOPOHM 30POB'S, aHe
33aXBOPIOBAHHA MPAKTMYHO HE BMNJIMBAE HA TPUBAJTICTb XUTTA MALiEHTIB.

[NoB'A3aHi pecypcun

» KOKpaHiBCbKi CUCTEMATUYHI OrNAaN [555:°2"|Bronchiectasis — Related...]

» JlitepaTtypa [0 |Bronchiectasis — Related...]

N>xepena iHpopmallii

Wong C, Jayaram L, Karalus N et al. Azithromycin for prevention of exacerbations in non-
cystic fibrosis bronchiectasis (EMBRACE): a randomised, double-blind, placebo-controlled trial.
Lancet 2012;380(9842):660-7. [pubnedin|22901887]

Pasteur MC, Bilton D, Hill AT et al. British Thoracic Society guideline for non-CF
bronchiectasis. Thorax 2010;65 Suppl 1():i1-58. [Pubnedip|20627931]

HacTtaHoBM

* HactaHoBa 00958. MykoBicumao3 (MB).

* HacTaHoBa 00586. PekypeHTHi iHbeKLiNHi 3axBoptoBaHHA 11 iMyHoaediumTH
B AiTen.

* HactaHoBa 00128. ATUNOBI MikobakTepianbHi iHdeKL;i.

* HacTaHoBa 00123. XpOHiYHe 06CTPYKTUBHE 3aXBOPIOBAHHA nereHb (XO31).

Ayaio

 Aypio 00001. Bronchiectasia.
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Jokasosi ornagn Duodecim

« Jlokasosuit ornag 01276. Inhaled hyperosmolar agents for bronchiectasis.
JaTta oHoBneHHA: 2015-05-12
PiBeHb gokasoBocTi: C
Pestome: Inhalation of dry powder mannitol may increase the time to first exacerbation
and reduce the number of days on antibiotics for exacerbations in patients with
bronchiectasis as compared with placebo. Nebulised hypertonic saline may not provide
any benefit over isotonic saline at least in patients with a milder disease.

e Jlokasosuit ornag 05621. Pneumococcal vaccines for bronchiectasis.
JlaTta oHoBneHHsA: 2010-02-02
PiBeHb gokasoBocTi: C
Pe3stome: Use of polysaccharide 23-valent pneumococcal vaccine may reduce acute
infective exacerbations in adults with bronchiectasis.

« [Joka3osuii ornag 05654. Influenza vaccine for children and adults with bronchiectasis.
JaTta oHoBneHHs: 2010-10-14
PiseHb gokasoBocTi: D
Pestome: There is neither evidence for, nor against, routine annual influenza
vaccination for children and adults with bronchiectasis.

» Jlokaszosui ornag 03512. Inspiratory muscle training for bronchiectasis.
[aTa oHoBAeHHs: 2011-12-07
PiBeHb fokasoBocTi: C
Pestome: Inspiratory muscle training may improve exercise capacity and quality of life
of patients with bronchiectasis.

» [Hokasosuii ornsag 04422. Antibiotics for purulent bronchiectasis.
Jata oHoBneHHA: 2011-08-31
PiseHb goka3zoBocTi: C
Pestome: Antibiotics may provide small benefits in the treatment of bronchiectasis.

« Joka3sosui ornag 01990. Mucolytics for non-cystic fibrosis bronchiectasis.
JaTa oHoBneHHs: 2014-06-11
PiBeHb goka3oBocTi: C
Pestome: In patients with non—cystic fibrosis bronchiectasis, high doses of bromhexine
coupled with antibiotics may help sputum production and clearance during an acute
infective exacerbation. Recombinant human DNase may not be effective and possibly
harmful, and there is not enough evidence from controlled trials to evaluate the
routine use of other mucolytics for bronchiectasis.

« Jlokasosuii ornag 01278. Inhaled steroids for bronchiectasis.
JaTta oHoBneHHA: 2011-05-02
PiBeHb gokasoBocTi: D
Pestome: There is insufficient evidence on the effects of regular use of inhaled
corticosteroids on lung function and symptoms in adults with stable state
bronchiectasis.

« Jlokasosuit ornag 06309. Nurse specialist care for bronchiectasis.
JlaTta oHoBneHHsA: 2009-02-19
PiBeHb gokasoBocTi: C
Pestome: There may not be any significant differences in clinical outcomes between
nurse-led and doctor-led care in the management of bronchiectasis within a specialist
clinic setting, but there may be increased cost implications in nurse-led care.
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« Jlokasoswuii ornag 02963. Surgery for bronchiectasias.
JaTta oHoBneHHA: 2011-09-08
PiBeHb gokasoBocTi: D

Pestome: There is no evidence on the effects of surgery for bronchiectasias.

ABTOpPCbKi NpaBa Ha opuriHanbHi TeKcTn HanexaTtb Duodecim Medical Publications, Ltd.
ABTOPCbKi MpaBa Ha A0AaHIi KOMEHTapi ekcnepTiB HafexxaTb 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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