THCTUTYT NEJIATPII, AKYIIIEPCTBA 1 TTHEKOJIOT'Ti HAMH YKPATHU
JIEPYKABHE ITIJIIPUEMCTBO «IEPKABHUN EKCITEPTHUI LIEHTP
MIHICTEPCTBA OXOPOHM 3/J0POB’ ST YKPATHU»

BI'O «BCEYKPATHCBKA ACOLIALIISI JOTTOMOT' M XBOPUM HA
MYKOBICLIUIO3»

MYKOBICI03

AJJAIITOBAHA KJITHIYHA HACTAHOBA,
3ACHOBAHA HA JIOKA3AX

2016
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Ckian

MYJIbTHAMCHUILIIHAPHOI PO00YO0i rPyNH 3 ONPALIOBAHHS

21aNTOBAaHOI KJIiHIYHOI HACTAHOBH
3aBiyBa4 BiAJAUTY MpOOJIEeM Xap4yyBaHHS Ta COMAaTUYHUX 3aXBOPIOBaHb JiTEH
panHboro Biky JlepxaBHOi ycTaHoBu «lHCTHUTYT memiarpii, akymepcTBa i
rinekosorii HAMH VYkpainu», A.M.H., TOJOBHUW I1O3aIITaTHUN CIIEMIaJIiCT
MO3 VYkpainu 31 crienianbHOCTI «/luTsaya racTpoeHTEPOIIOTisN;

aupektop JlemapramMeHTy CTaHAapTH3alil MEIWYHHUX TOcCIyr Jlep:kaBHOTrO
mianpuemMcTBa «JlepaBHuii  eKCIiepTHUH HEeHTp MiHICTepcTBa  OXOPOHH
310pOB’st YKpaiHu», CT.H.C., K.M.H.;
npesunenr BI'O  «Bceykpainchka —acoriamis
MYKOBICIT/103», BiJI MAII€HTIB;

J0IIOMOIrn XBOpMM  Ha

3aBigyBad kadeapu MeauuyHOI reHeTHKH HarioHanbHOI MeAWYHOI akaxemii
nicmgaumiomuoi ocsitu imeni ILJI. Illynuka, unen-kopecnongerr HAMH
Ykpainu, A.M.H., mpodecop, roIoBHUH no3amrtatHuil cnerianict MO3 Ykpainu
31 criemianbHOCTI «['eHeTHKa MEAUYHAY;

3aBigyBad Kadeapu aKymiepcTBa 1 TIHEKOJIOTII Ta  PEempoayKTOJIOTii
Harmionansnoi MennyHoi akagemii micasauniaoMuoi ocBity iMeni [1JI. [ymuka,
yneH-kopectiongeHT HAMH ~ Vkpainm, a.M.H., npodecop, TOIOBHHIA
no3amratHuil crneniamict MO3 VYkpainu 31 crnemiaqbHOCTI «AKYIIEPCTBO 1
T1HEKOJIOTIS;

3acTyNHUK AupekTopa JlepxaBHOi ycTaHOBU «IHCTUTYT neaiaTpii, akyuepcrsa i
rinexkonorii HAMH Vkpaiau», A.M.H., nmpodecop, TOJIOBHHUH Mo3allITaTHUN
cnemianict MO3 Ykpainu 31 cneriaibHOCT1 «J{UTa49a MyJIbMOHOIOTISN;

HamionaneHoi  MenuuHoi — akanemii
MICIISLAAIUIOMHOT OCBITH 1M. [LJI.IIynuka, YJIEH-KOPECIOHAEHT
HAMH Vkpaiau, a.M.H., npodecop, TOJOBHUI MO3aIITATHUN CIIELIATICT
MO3 VYkpainu 31 cietianbHOcTi «EHA0KpHHONOTIA;

3aBigyBau kKadeapu miaberosorii

3aBiyBay Kadeapu ciMelHHOI MeIUIMHU Ta amMOyJIaTOPHO-HOJIKIIHIYHOI
nornomoru HamionaneHoi MennyHOi akaaeMii MICASIUIUIOMHOI OCBITHU IMEHI
I1JI. Illynuka, n.M.H., npodecop, roloBHUN mo3amTaTHui crneuiarict MO3
VYkpainu 31 crernianbHOCTI «3arajbHa MpaKkTHUKa — CiMelHa MEIUIINHAY;

3aBiqyBad Kadeapu mpomneeBTUKH BHYTpimHIX XBopoO Ne 1 HarionampHOTO
MeanyHoro yHiBepcutery iMeHi O.0. boromonbus, akanemik HAMH Vkpainu,
I.M.H., mpodecop, TONOBHHI mo3amTatHuil crnemiamict MO3 VYkpaiam 31
crnenianbHOCTI «Teparmisy;

3aBimyBad jaboparopii MeaWMYHOI TreHeTHMKHM HamioHanbHOI  AUTAYOL
crerianizoBanoi Jikapai «OXMATWUT», ronoBHU# mo3amTaTHUN CHEIIaIicT
MO3 Vkpainu 31 cienianbHocTi «I eHeTHka 1aboparopHa;

mupektop [epxaBHoi ycraHoBu «HarionanbHui iHCTUTYT (rTu3iaTpii 1
nynbMoHostorii  iMeni @.I°. SlHoBcbkoro HarioHanbHOT akagemii MEIUYHHX
HayKk Ykpainw», akagemMik HAMH Vkpaiam, n.M.H., mpodecop, TOJTOBHHI
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no3amratHuil  cneuiamict MO3 Vkpainu 31 cnemianbHocTi  «®DTH3iaTpis,
[TyneMoHOMOT151»;

3aBiqyBad Kadeapu racTpoeHTEpoJIorii, aieronorii 1 enpockomii HarionanbHOi
akanemii micnsgauruiomHoi ocBité imeni [LJI. llynuka, 4ieH-KOPECTIOHICHT
HAMH VYkpainu, a.M.H., npodecop, ToinoBHUN no3amratHuil cneriarict MO3
VYkpainu 31 cneniaabHOCTI «I acTpoeHTepoIoTisny;

NOLIEHT Kadeapu BHYTPINIHBOI MeIUWIMHU HalmioHaATbHOTO MEIUYHOTO
yHiBepcuteTy iM. O. O. boromosblis, K.M.H., JOIEHT, TOJOBHUN MMO3aIITaTHUN
cnemianict MO3 Ykpainu 3i cneriaibHOCT1 «JlieTosoris;

3aBiyBad HAyKOBOT'O BIJIUTY OpraHizamii Meau4Hoi xonomoru JlepxaBHOT
HayKoBOI ycTaHOBHM «HayKoBO-TpakTUYHUN IIEHTp NPOPIIAKTHYHOI Ta
KIIIHIYHOT MeIUIMHWY» J{ep>KaBHOTO YIPaBIIHHS CIpaBaMU, J1.M.H., ipodecop,
roJIOBHUM  mo3amTatHuil  cremiamict MO3 Vkpainn 31 chnemiajabHOCTI
«[TemiaTpis».

MetoauuHuii cynposig Ta ingopmaniiine 3a0e3ne4eHHs

I'opox €Brewiii
JleoHimoBuy

MenbHuk €Breuis
OnekcanypiBHa

Mirens
Omnexcanap
Bononumuposuu

unkina Onena
OunekcanypiBHa

HAYaJIbHUK BIAJIUTY SIKOCTI MEIMYHOI JTOTIOMOTH Ta iH(pOpMaIiitHuX TeXHOJOT1H
JepxaBHoro miampueMctBa «/lep:xaBHuii excrieptHuii neHTp MO3 Ykpainny,
K.T.H.;

HayaJlbHUK BIAAUTY J0Ka30BOi MenuuuHuM  JlepkKaBHOTO  MiANPHEMCTBA
«/lepxxaBHuii excrieptHuii neHTp MO3 Ykpainny;

3aBiJlyBay CEKTOPY EKOHOMIYHOI OLIIHKM MEIMYHUX TeXHosorii J[lepxaBHOro
nignpueMcTBa «JlepxaBuuii excneptauil neHTp MO3 Ykpainny;

Ha4yaJIbHUK BTy METOJWYHOro 3a0e3MeueHHs HOBITHIX TEXHOJOrH y cdepi
OXOpOHHU 3/10poB’s JlepkaBHOTO MiANpHEMCTBA «/lepxkaBHUI eKCIEPTHUN LIEHTP
MO3 Vkpainn».
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Penenzentn

AbartypoB 3aBimyBad kadenpu mnemiarpii Ta MeauyHOi TeHeTUKH Jlep>kaBHOTO
Onekcanap 3akmany  «JlHimpomeTrpoBchbka MeawdHa —akangemis  MiHicTepcTBa
€BreHoBUY OXOPOHH 3/I0POB’sl YKpaiHu», 1.M.H., Mpodecop;

ApOGy3oBa CBiTiaHa
BopuciBna

mupektop  KomyHanpHOi  JiKyBaJIbHO-TIPO(ITAKTUYHOI  YCTaHOBU
«JloHenbKUi 00JIACHUH CIIeIialli30BaHNi IICHTP MEIUYHOI TCHETUKH Ta
MpeHaTaabHOi JIarHOCTHKWY, uwieH-kopecnoHaeHT HAMH Vkpainwm,
J.M.H., ipodecop;

ApsieB 3aBigyBad kadeapu mneniatpii Ne 1, Heonarosorii Ta O10€THKU
Muxona JleonigoBuu Opecbkoro  HallOHAJBHOIO  MEIUYHOTO  YHIBEpCUTETY,  WIEH-
kopecnionaeHT HAMH Vkpaiuu, 1.M.H., npogecop;
bananura 3aBiayBad Kadedpu memiaTpli HaBYAIbHO-HAYKOBOTO  IHCTHUTYTY
Haraniga Bacunisaa micasaumaomuoi  ocBith  JIBH3  «TepHominbchkuii  neprkaBHMIA

MenuuHui yHiBepcuteT imeHi 1.4, I'opbaueBchkoroy, 1.M.H., mpodecop;

OxotnikoBa Omena 3aBimyBau kadeapu mnemiarpii No2 HarioHanpHOT MEAMUYHOI akaaemii

MukonaiBHa nicasaumnoMuoi ocsite iMeHi [1JL.Iynuka, 1.M.H., mpodecop;

SlmHa 3aBiAyBay BIAAUJICHHS MIarHOCTHKH, Tepamii 1 KIiHI4HOi (hapmakonorii

Jronmuna 3axBoptoBaHb JereHb [V «Hamionaneuuit Inctutyr ¢rusiarpii i1

OnekcanypiBHa nyabMmoHoJorii  iM.D.I'.flnoBckkoro HAMH  Vkpainu», 1.M.H.,
npodecop;

Ileperasa axanToBaHoi KJIiHIYHOI HACTAHOBH 3alIaHOBaHO Ha 2019 pik



3MICT

Crnucok CKOpO4YeHb
[lepeamoBa My IbTUAMCIUILTIHAPHOT poOOUOi IpynH 3 afganTalii KJIiHIYHOT HACTAaHOBH.
CuHTe3 JaHux
Krnacudikarist pekomeHain
3aranpHa iHpOpMAIIis
CKpHHIHT HOBOHAPO/KEHUX 1 CIIeIiaTi3oBaHa JIOMOMOTa 3 TTOYaTKY JKUTTS
Kiiniuna kapTuna
JliarHOCTHYH1 KpUTEPii MB
[ToroBa mpoba
I'enernunmii anami3
[ToBimomiIeHHS Al1arHO3Y MYKOBICIIHI03
JlonmomMora Ta CrioCTepeKEeHHS JIJIs BIIEPILE 11arHOCTOBAHKX TaIli€HTIB
Jucnancepusartis
[HdekuiiHn KOHTPOJIb
3B'SI3KM MIX JTIKapeM MEePBUHHOI JJAHKH MEUYHOI IOTTIOMOTH 1 IICHTPY MB
[TyneMoHOMOTiYHA JOTIOMOTa
Jlerenesi 3arocTpeHHs
JlikyBaHHS NpY BU3HAYEHUX MIKPOOPraHizMax
[Ipouenypu HagaHHS NOCIYT
MenukamMeHTO3Ha aepris U AeCCHCUOTI3aIis
BHyTpilIHEOBEHHE BBEICHHS aHTUOI0THKIB y JOMAIIIHIX YMOBaX
Koptuxocrepoinu
MyKomiTHKH
[Hransmiitauit abo nepopanbHMIA alleTHIIIKUCTETH a00 THTaAIiHIN TTyTaTioH
I'ineproniuHuit po3unH
Masniton
JloBrorpuBase JiKyBaHHS a3UTPOMILIMHOM
TpuBane Bukopucranus i0ynpodeny
Tepanis MmonynsaTopamu TpOM iBakadTop
Aspergillus fumigatus
JlereneBi yCcKIaHEHHS
Bponxockormist
Kinesitepamis. ¢iziorepanist
BponxonpoBokariiiina mpo0a iHransAiiHUMK aHTHOI0TUKAaMU (OI[iHKA BiJIMOBI/Il Ha Mpemapar)
HeOGymaitzepu
[HnyKOBaHE MOKPOTHHHS
Kucenn
HeinBasiliHa BEHTUIIALIS 3 TO3UTUBHAM THCKOM
OnTuMmalnbHe XapuyBaHHS Ta JIIKYBaHHS METa0O0IIUHUX YCKIIaJHEHb:
JlikyBanbHE XapuyyBaHHs Ta HOTO PO3PAXYHOK
TpyaHoIIi TOBEIIHKY, TIOB'SI3aH1 3 TOAYBaHHAM
3amicHa Teparisg (epMEeHTaMH MiAINUTYHKOBOI 3a1031
["acTpoenTepooriyHa J0rmoMora
VYpaxeHHs renaTodi1iapHol CUCTEMH
[H111 HENMereHeBi yCKIaHEHHS MYKOBICIIHI03Y. 3al130/1e(DiluTHA aHEeMis
Jiaber, moB's13aHUI 3 MYKOBICIIUI030M
OTOpHHOJAPUHTOJIOTIYHI YCKIIaTHECHHS
[HII1 yCKagHeHHS.
€BpornenchbKi peKoOMeH a1 010 OpraHi3allii poOOTH IEHTPIB MYKOBICIIHI03Y



CIIUCOK CKOPOYEHb
ABJIA - anepriyHuii OPOHXOJIETEHEBHU aCTIePTijibo3
ATT - aMEpHUKaHCBhKE TOpa KaJbHE TOBAPUCTBO
AL - aKTUBHUHU LUKJI JUXAHHI
BAJI - OpOHXOAJBBEOJISPHUI JIABAXK
BBACII - BpO/pKeHa OlnarepaibHa ariasis ciM’SBUHOCHOT IPOTOKH
I'EP - ractpoe3odareanbHUN peQIIFOKC
I'P - TINePTOHIYHUH PO3UMH
JAMB - niaber, MOB's3aHUMN 3 MYKOBICITHI030M
EET - enekTpoeHuedasorpama
EKT - eJEKTpOKapJiorpama
EHII3 - eK30KpHHHA HEeIOCTAaTHICTh MiAIUTYHKOBOI 3aJI031
3TOII3 - 3amicHa Teparis ¢epMeHTaMu MiANUTYHKOBOT 3a1031
IMT - 1HJIEKC MacH Tiia
IPT - IMYHOpPEaKTUBHUN TPUIICUH
KCb - KHCJOTOCTiHKi 6akTepii
KTBP - KOMIT'IOTepHA ToMorpadisi BUCOKOT PO3UIbHOI 3IaTHOCTI
I3 - JIETEHEeBIi 3arOCTPEeHHS
MAK - MikoOakTepii aBlyM-KOMILJIEKCY
MB - MYKOBICIIUIO3
MKX-10 - MDKHapojHa Kiacudikaiiis XBopoO AeCATOTO Meperisny
MHK - MEKOHIi€Ba HETPOXIiIHICTh KUIICYHUKA
MP3C - METULWJIIH-PE3UCTEHTHUH 30JI0TUCTUH CTa(IIOKOK
MPT - MarHiTHO-pe30HaHCHAa ToMorpadis
MILK - MiHepaJlbHa HIIbHICTH KICTOK
HACI - HalllOHaJbHA JUTSYa CHel[lali30BaHa JiKapHs
HII3IT - HeCTepoiJHi MPOoTU3analbHi Npenaparu
HC - HEOHAaTaJIbHUM CKPUHIHT
HTM - HeTyOepKyJbO3HI MiKOOaKTepil
O®B1 - o0'eM (hopcoBaHOT0 BUIUXY 3a MEPIITY CEKYHIy MaHEBPY (POPCOBAHOTO BUIIUXY
10 - TMOKa3HHK (1HJIEKC) JIETEHEBOTO OUUIICHHS
III1IB - TIKOBa MIBHUJKICTh BUTUXY
IITB - TIO3UTUMBHUU HA TUCK BUAOXY
IITTC - NepopalbHUI TECT HA TOJEPAHTHICTD JI0 TJIFOKO3HU
PACT - paaioaneprocopOeHTHUI TecT
CHIO - CHUHAPOM JUCTAIBHOI IHTECTUHAIBHOI OOCTPYKITIT
TPEM - TpaHCMeMOpaHHUI peryasTOpHUNA 610K MyKOBICIIUJI03Y
V314 - yIbTPa3BYKOBE JOCTIHKCHHS
OFE1 - (exanpHa MaHKpeaTHU4Ha enacrasa-1
DOKEIT - (¢opcoBaHa XUTTEBA EMKICTh JICTCHb
OIIIT - (yHKIiOHAIBHI TPOOU MEYIHKU

KT - IUTYHKOBO-KHIIIKOBUH TPAaKT



MEPEJIMOBA MYJbTHUIMCOUIUIITHAPHOI POBOYOi TPYIIM 3 AJANTAIIN
KJIIHIYHOI HACTAHOBH. CHHTE3 JAHUX

HacranoBw, sixi Oymnu 006paHi poOOYO0 TPYIO0 3 afanTailii SK KJIFY0Bi MPOTOTHITH HAWKPAIIOi
MPaKTUKU HaJaHHS MEIWYHOI JOMOMOTH TallieHTaM 3 MykoBicuugo3om (MB), po3po0eni
creniagicraMu Ta ekcrnepramu €Bpormeiicbkoro CriBToBapucTtBa MykoBiciuno3y ta bpurancekoro
HAI[IOHAJILHOTO LEHTPY MyKoBiciuao3y Kopomnescbkoi mikapui bpomnrony (Benuka bpuranis), a
TakoX (haxiBISIMU CHUCTEMH OXOPOHHU 370POB’S, sIKI BXOZATH JO CKJaxy Acomiaiii MyKOBICHUAO3Y
CIIIA. e nacranoBH:

e European Cystic Fibrosis Society Standards of Care: Best Practice guidelines. Alan R.

Smyth et. al,.2014;

e Clinical Guidelines: Care of Children with Cystic Fibrosis. Royal Brompton Hospital.
S. Alexander et al. Endorsed by the Medicines Management Board of Royal Brompton &
Harefield NHS Foundation Trust. 2014, The 6th edition;

e Cystic Fibrosis Foundation Evidence-Based Guidelines for Management of Infants with
Cystic Fibrosis. Drucy Borowitz et al., 2009.

e Standards of care for patients with cystic fibrosis: a European Consensus, Kerem E. et al.
2005.

Oxkpemi po3aiii JaHOI aJanTOBAaHOI KIIIHIYHOI HACTAaHOBH, 30KpeMa IMHUTAHHS JIarHOCTUKH Ta
nikyBaHHs MB, nonoBHeHi parMeHTaMu 3 :

e Cystic Fibrosis Pulmonary Guidelines Chronic Medications for Maintenance of Lung

Health. Peter J. Mogayzel et al., 2013;

e Consensus on the use and interpretation of cystic fibrosis mutation analysis in clinical
practice. Castellani C., et al, 2008;

e Cystic Fibrosis Standards of Care. S.C.Bell, P.J.Robinson, D.A.Fitzgerald. Australia, 2008;
A European consensus for the evaluation and management of infants with an equivocal
diagnosis following newborn screening for cystic fibrosis, S.J. Mayell et al., 2009;

e Pathophysiology of cystic fibrosis and drugs used in associated digestive tract diseases.

Haack A. et al. World J Gastroenterol 2013.

3anpornoHoBaHa aJanToOBaHa KIiHIYHA HACTAHOBAa HE MOBHMHHA PO3I[IHIOBATUCH SK CTaHAAPT
MEIMYHOTO JIIKyBaHHSA. JlOTpMMaHHS NOJIOKEHb KIIHIYHOI HACTAaHOBM HE TapaHTYE YCHIIIHOIO
JKyBaHHS B KOXKHOMY KOHKPETHOMY BHIAJIKY, 11 HE MOXHA PO3TIIAIATH SIK MOCIOHHUK, 110 BKIFOYAE BCI
HEOOX1/IHI METOJU JIKyBaHHS a00, HaBIaKH, BUKI0UYae iHII. OcTaTouHEe PIIIEHHS CTOCOBHO BHOOPY
KOHKPETHOI KIIHIYHOI mpoleaypu abo TulaHy JiKyBaHHS MOBHHEH MpPUKMMATH JIiKap 3 ypaxXyBaHHSIM
KJIIHIYHOTO CTaHy MAaIlleHTa Ta MOXJIMBOCTEH JUIsl MPOBENEHHS 3aXO[iB J1arHOCTUKH 1 JIIKYBaHHS Yy
MEIMYHOMY 3aKiaji. AJanToBaHa KJIiHIYHA HacTaHoBa «MYKOBICIMI03» Ma€ Ha METi HaJaHHs
JIOTIOMOTH JIIKapio 1 Mali€HTy B IPUMHSATTI PAlliOHAJIBHOTO PILIEHHS B PI3HUX KIIHIYHUX CHUTYalisX,
cnyrye iH(GOpMaIiiHOW MIATPUMKOI IIOJO0 HaHKpaioi KIHIYHOI MPaKTHKHM Ha OCHOBI JOKa3iB
e(heKTUBHOCTI 3aCTOCYBaHHS TIEBHUX MEIUYHUX TEXHOJIOTIH, JIIKIB Ta OpraHi3amiiiHuX 3acaj MeIUIHOT
JIOTIOMOTH.

Crnin 3a3HaunTH, MO OOpaHi MPOTOTHIM MMOBHOIO MIPOIO BiM0oOpa)aroTh CTaH Ta 3HAYUMICTH
npobiemu MB y CBiTI, € TOCUTh JOCTYIIHUMH, 1 BKIIOYAIOTh BCi aCMEKTHU BEIEHHS XBOPOTO — Bij
BCTAQHOBJIGHHS  JlIarHO3Y, MPHU3HAYEHHS MAaKCUMaJIbHO €(EeKTHMBHMX Ta O€3lEeYHUX CXeM
¢dapmakotepanii, 10 cxeM peaOuriTamii mamieHta. BoaHodac pi3HHIS MDK KpaiHamMH B CTPYKTYpi
clIy’k0, SKI HaJaloTh JOMOMOrY XBopoMy Ha MB, BiacyTHicTh B YKpaiHi 3arajbHOJEp’KaBHOTO
MEIMYHOTO CTpaxyBaHHS, CTBOPIOIOTH IMEBHI Oap’e€pu sl MOBHOI IMIUIEMEHTAIlll Kpaioi CBITOBOL
MIPAKTUKU.



KJIACH®PIKAIIS PEKOMEH AT

Cystic Fibrosis Pulmonary Guidelines Chronic Medications for Maintenance of Lung Health.
Peter J. Mogayzel et al., 2013;

Cystic Fibrosis Foundation Evidence-Based Guidelines for Management of Infants with Cystic
Fibrosis. Drucy Borowitz et al., 2009

OuniHka CYKYNHOCTI JaHUX

BneBHeHicTh B Besuunna uncroi kopucri (Kopucrs Minyc mkoaa)

YHCTil KOpHCTI IcToTHA Cepennst Husbka Hyabs/HeraTuBna
Bucoka A B C D
ITomipHa B B C D
Husbka I (HemocTaTHRO TOKA3IB)

3aranpHa MIIHICTH JOKa3iB 3aCHOBaHA HA JIOCTOBIPHOCTI BEJIMYMHHU JOTIOMOTH 1 BU3HAYAETHCS
SIK BUTOJ1a MiHYC IIIKOJI.

Cuna pekoMeHaanii:

A. KomiTeT HacTIiifHO pEeKOMEHIye, MO0 JIiKapi PEerysipHO HaaaBalu If0 Tepamito. IcHye
BHCOKa HMOBIPHICTb, 1110 YHCTA KOPUCTD € ICTOTHOIO.

B. Kowmiter pexomeHaye mikapsM peryiaspHO HaxaBaTH If0 Tepamiro. ICHye BHcoka
HMOBIPHICTb, III0 YUCTAa KOPUCTh € TTOMIPHOI, a00 € TOMipHa BIIEBHEHICTh, 1[0 YKCTA BUTOJA € BiJ
MTOMIPHOT JI0 iICTOTHOT.

C. KomiTeT pekoMeHaye JiKapsM pO3TJISTHYTH MUTAHHS MPO HAJAaHHA L€l Teparii BiniOpaHum
MaIrieHTaM B 3aJIeKHOCTI BiJl KOHKpeTHuUX oOctaBuH. IIpote, mist GinbmiocTi soneit 6e3 o3Hak abo
CHUMIITOMIB L Teparnisi, "MOBiIpHO, Oy/ie MaTH JIMILIE HEBEJIUKY IepeBary.

. Komiter npotu Teparii. [cHye momipHa ab0 BUCOKaA BIEBHEHICTb, 1110 TEPAITisi HE Ma€ YUCTOT
KOpHUCTi a0o0 MHIKoJa MepeBa)xkae KOpUCTh. KIHIIMCTH MOBUHHI MEPENIKO/PKATH BUKOPHCTAHHIO L€l
MOCITYTH.

I. KoMmiter poOUTh BHCHOBOK, 1110 B JJaHUW Yac JaH1 HEIOCTAaTHI JJIsl OLIHKH CIiBBIIHOIICHHS
KOpHCTI 1 mKoau Teparmii. JlaHi, 10 MiATBEPAKYIOTh HU3bKY SIKICTh BIJICYTHI, adO CynepewIinBi, a
0ayaHc KOPUCTI 1 NIKOJU HE MOXe OyTH BU3HAUCHHI.

SIkicTh JaHuX:

Bucoxa. HasiBHI paHi BKJIIOYAIOTh TOCIHIJIOBHI pe3yJdbTaTH J100pe po3pobiieHux, nobpe
MIPOBE/ICHUX JIOCIIIKEHb Y PETPE3CHTaTUBHUX I'PyIl HacesneHHs. ToMmy et BUCHOBOK HaBpsi uu Oyne
CHJIBHO 3aJI€KaTH BiJ pe3yJIbTaTiB MalOYTHIX JIOCIIIKEHb.

Ilomipna. HasBHI #aHi JOCTaTHI, 1100 BU3HAYMTH BIUIMB HA CTaH 3JI0pOB'A a00 MPOTHO3, ajie
BIIEBHEHICTh B OI[HI[ CTPUMYIOTH Taki (akTopH, SK: KUIBKICTb, po3Mip ab0 SKICTh OKpPEeMHX
JIOCIIJI’KeHb; HEBIIMOBIIHICTh BUCHOBKIB MO BCIM OKPEMHUM JIOCIIIKEHHAM; OOMeKeHa MOXIIMBICTh
y3araJbHUTH BUCHOBKH Ui PYTHHHOI TPAKTUKW TEPBUHHOI JIAHKH; BiJICYTHICTh Y3TOIKEHOCTI B
JIaHIII031 10Ka3iB. Y BUMAKY 301/IbIIeHHs iH(pOopMallii BeTuYrHa a00 HANPSIMOK CIIOCTEPEKEHb €PEKTY
MOK€E 3MIHUTHCS, 1 I1€ 3MiHA MOXK€ OyTH TOCUThH BEITUKOIO 00 3MIHUTH BUCHOBOK.

Hus3zvka. HasiBHI 1aHi HEOCTaTHI A7 OLIIHKM BIUIMBY Ha CTaH 370poB's. /loka3iB HEIOCTaTHHO
y 3B’SI3KY 3: OOMEKEHHUM YHCJIOM a00 PO3MIPOM YYAaCHHKIB JOCIIKEHB; BAXKJIMB1 HEJIOJIKU B AW3alHI
JOCTiKeHHsT 200 METOMIB; HEeBIAMOBIIHICT, BUCHOBKIB 1HIMBIAYaTbHUX JOCIIKEHB; MPOTATUHHU B
JIAHITI031 JOKAa3iB; BUCHOBKHU HE y3arajlbHEHI; BIICYTHICTh 1H(GOpMaIlli 1100 BaXKJIUBUX HACHIJIKIB JUIS
3/10pOB'sl.



3ATAJIbHA THOOPMAIUA

Komenmap pobouoi zpynu:

Mykogicyudo3 € o0O0HUM 3 HAUOIIbW PO3NOBCIOONCEHUX 2EHEMUUHO O0emepPMIHOBAHUX
3aX80pHOBaHL ceped el €8poneoionoi pacu. Ha cbo2o0ui OiacHo3 MyKosicyuoosy egce He €
BUPOKOM, a4 MPUBATICMb HCUMMSA MAKUX XBOPUX 3a OCMAHHIL Yac Y 6a2amvox KpaiHax ceimy 3HAYHO
spocna. Ilpome cepedns mpusanicms dcumms YKPAiHCbKUX NAYIEHMIE 606Ul MeHUIA NOPIBHAHO 3
8IONOGIOHUM NOKASHUKOM Y po3sunymux kpainax. Taxka cumyayisn 6 neputy yepey 3yMO61eHA 3HAYHOIO
KIbKICMIO HeBUPIUEHUX HA CbO20OHI NpobieM 3 HAOAHHS CBOEYACHOI MA A0eK8AMHOI MeOUdHOi
oonomoeau xeopum na MB.

Cepeonili nokasHuK 3axeopro8anocmi Ha MyKosicyuoos y ceimi cmanogums 1 eunadox Ha 2-2,5
muc. HogoHapoOodcenux. Ha nouamxy 30-x pokie Munyno2o cmoaimms, Koau Oy10 enepuie ONUCAHO ye
3aX680pPI0BAHHS, CepeOHs mpueaiicms dxcumms xeopux He nepesuwysana 2 poku. Cbo2o0Hi ye
3aX680PI0BAHHS NIOOAEMbCA NIKYSAHHIO. 3apa3 MpUusaiicmy HCUMMs X60pUX HA MYKOGICYUOO3 3HAUHO
3pocia, wo 0cooaU80 NOMIMHO 8 PO3BUHYMUX KPATHAX 3 BUCOKUM PI8HEM HAOAHHSA MEOUUHUX NOCTY2.

Tax, y CIIIA cepeons mpusanicms jxcumms Xeopux Ha mykosicyuoos y 1970 p. cmanosuna 16,
a ¢ 2000 p. — 32 poku. Y pozsunymux Kpainax yeti NOKA3HUK 3POCMAE 8eCb 4ac, I Yum NisHiule
HapoOunucs maki xXeopi, mum AKiCHiule NIKY8AHHA 80HU OMPUMYIOMb, A NPOSHO3U U000 CepeOHboi
mpusanocmi ix socumms cymmego nokpauwgyiomocs. Y CLLA yeii nokasHuk cepeo X0pux, HapoO’CeHUx
nicia 1995 p., caeae 45 poxie, mooi ax 6 Ykpaini i cb020OHI cepeoHs Mpusaiicms JHCUmms maxkux
nayicumie ne nepesuwiye 16 pokie. ¥V CILLA cepeo ycix oopociux, x60pux Ha MyKo8icyuoos, 64%
cmanosnsams nayienmu gikom 18-29 poxis, 25% — 30-39, 10% — 40-49, 2% — sikom 6invw Hide 50
poxis. Matidice mpemuna Xe0pux Ha MyKogicyudo3 npayroroms nogHuil pobouutl detv, 10% — nenoeruii
i nuwe 3,5% 3Haxoosmuca e0oma. Tpemuna O00Opociux nAyieHmie O00pYX*CYIOMbCA [ HAGIMb
Hapooicyromo oimeil.

V' Pociticokiti @edepayii cepeOuss mpueanicmos HCumms X8opux Ha myKkogicyudos y 1993-
1994 pp. cmanosuna 16, a ¢ 2003—2004 pp — 27 poxis.

Bpaxosyrouu wacmomy nociticmea, HapooxicyeaHicmy i cepeoHio Mmpusaiicms HCUMmMms X0pux
Ha MB 6 Ykpaini (12-15 pokis), ix xinekicme nosunna 6ymu 6io 1700 oo 4000. I[Ipome 3a danumu
MO3 Vrpainu sapeecmposano 670 xeopux nHa mykogicyuodos odimeti. Hedocmamue eusenenns MB
NOACHIOEMbCS HU3ZBKOIO O0I3HAHICMIO NIKAPI6 w000 KIIHIYHUX Nposeie 3axeoprosants. [liacnocmuka
MB 6 Vkpaini € xkniniunoro. Tomy minbku Koau jaikap 3anioo3pus yro namonoziio, 8 noOaibulomy 3d
00NOMO2010 1AOOPAMOPHUX MEMOOI68 0OCMENCEHHI MONCHA NIOMBepOumu abo cnpocmysamu 0ideHo3.
s axicnoi diaenocmuxu MB nikap nogunen mamu IpyHmMOGHI 3HAHHS NPO KAIHIYHY XAPAKMePUCMUK)
SAK MUNOBUX, MAK | amunosux oopm 3ax60prO8aHHsL.

Jlikyeanus xeopux nompeOye 3HAYHUX KOWMIB, SIKI CYMMEBO NEPesuuyioms GUMpamu Ha
JUKY8aHHA Oinbulocmi XpOHIUHUX 3ax60piosansb. QOuak, eapmicmsv 0027150y 3a OimbMu 3 0ideHO30M
MB, wo 6ys ecmanosieHull MemoOoM HEOHAMANbHO20 CKPUHIHRY, 3HAYHO HUdCYe, HIdC OJIsl MUX, YUl
0iazHo3 BCMAHOGNEHUU NICNA  PO3BUMKY CUMHMOMI6. Bumpamu Ha ompumanuii piKk Hcummsi
3MEHULYIOMbCA, AKWO 8 KPAIHI IMNIeMeHmMO8aHi YCRIUWHI NPeGeHMUGHI cmpamezii 3ampumKu po3eUmKy
XPOHIUHOI CUHbOCHIUHOI ma [HWUX [HGeKyil § SUKOPUCMOBYEMbC NIOMPUMYIOUA PECnipamopHa
baszucua mepanin. Hanpuknao, y Benuxobpumarnii 8i0cmpouka nouamky CUHbOSHIUHOI iHGeKyii Ha
1 pix 0o3sons€e 3aowaoumu Oinvwe € 25000 na nayicuma, wo ex6i6aANeHMHO PIHUYI 8 CepeoHix
piuHux eumpamax Ol XPOHIYHO IHPIKOBAHUX 6 NOPIHAHHI 3 Heinghikosanumu. Ilpoepamu
npoghinakmuku 015 Himeybkux nayieumie 3 MB gikom 00 18 pokie, sKi 00360510Mb GIOCMPOHUUMU
nouamox inghexyii na 1 pik, donomocarome Gulimu Ha pieeHb 0e330UMK08OCMi 3 O00CACHEHHAM
eKOHOMIL Y Yill 8IKOGIU epyNni no yYiti HO30.102i1.

MB — naiibinow nowupene cnaokose 3ax60pIOBAHHS 3 AYMOCOMHO-DEYECUSHUM MUNOM
VCNAOKYBAHHs, VHIGepCAlbHA Mylbmucucmemua exzokpurnonamis. Ocnosnumu npossamu MB e:
XPOHIUHULL OOCMPYKMUBHULL Npoyec 6 OUXAIbHUX WAIAXAX, SAKUL CYNPOBOONCYEMBC DPEKYPEHMHOI
bakmepianvHoo IH@EKYie, NOpYWEeHHA Ccucmemu mpagieHHs 3 HeOOCMAMHICMIO eK30KPUHHOI
@YHKYIT NIOWYHKOBOI 303U, NIOBUWEHHS 6MICMY eleKmpOoNimie 6 NOmositl piouHi, 0OCMpPYKMUeHa



10

a3z00cnepmis Yy 4OJ0BIKI8, 00YMOBNIEHA BPOONHCEHOIW OLIAMePalbHOK A2eHe3IE0  CiM SIBUHOCHUX
NpOmMOoKie.

IIpuuunoro xapaxmepuux namono2iuHux 3MiH € HAAGHICMb Mymayil 6 000X anenax 2ena, AKull
JIOKANI308aH0 HA 0062om) naedi xpomocomu 7 (7q31). Lleii een mae 27 ex30Hi8 i KOHMPONIOE CUHMES
MpaHcmemMopanHo2o  pe2yiamopHozo bOinka mykogicyuoozy (TPBM), saxuti  ¢yukyionye sk
Pe2yib08aHUll  YUKIIUHUM —AO0eHOZUHMOHOpOChamom XIOpHUll KAHAN HA ANiKAIbHIL NOGEepXHi
enimenianvHux Kuimux. Onucano Oinbuwt HIXC 08I Mucsa4i pizHo8udie Mymayiu, uacmiuie 6Cbo2o
sycmpivaemocs mymayis F508del - éiocymuicms mpvox Hykieomudis 6 exzoni 10, wo npuzsooums 00
Oeneyii (empamu) (del) ¢eninananiny 6 nosuyii 508 TPEM (8 cpeonvomy 6 ycvomy ceimi OIU3LKO
66%, 3 KonusanwamMu 6 pisHux nonynayiax €gponu 6io 30% e Typyii oo 88% e Hidepranoax).
Yacmoma inwux euodie mymauii 6apiio€, Heseauke yucio mymayiu marome yacmomy suue 0,1%,
Oinvwicms dce npedcmagneHo NOOOUHOKUMU BUNAOKAMU, NPU YbOMY CHeKmp i uacmoma mymayii 6
eeni TPBM 6 piznux nonynayisx modxce cymmeso 8iopisHamucs. Xeopi na MB, saxki maioms 6 060x
anensix 0OHaKo8i mymayii, € eomosueomamu, a mi, Wo Marmov Pi3Hi 6UOU Mymayitl 6 080X alesix
TPBEM cena - komnaynOHumu (36ipHumu) eemepozuecomamu. bamvku xeopoco na MB 6 nepegasicHiti
oinbuocmi € eemeposucomuumu Hocisimu TPBEM zena.

Tun mymayii 00 nesHoi Mipu 6NAUSAE HA XaApakmep I MANCKICMb nepedicy 3axe0pioeaHisl,
oonak no eenomuny TPBEM Hemooiciugo npoeno3yeamu ocodOIu8ocmi 3ax80po6anHs Y KOHKPEMHO20
nayienma. Hapooowcenns xeopoi na MB oumunu 6i00ysacmvcs y 6unaoky, sakujo o0boc 3 OamoKis
marome no oonomy mymauwmuomy TPEM cena 6 eemeposucomnomy cmani. Hasenicmo 06ox mymayitl
TPEM eena modrcna suasumu Ha OyOb-aKOMY emani po36umky (NpeKoHYenyiiuHoMy, NpeHamaibHOMY,
HEOHAMANbHOMY, NOCIMHAMAILHOMY), Wo OyOe niomeepodicerHsam diacHo3zy MB.

Tlopywenns mpancnopmy I[oHI8 XI0pYy uepe3 aNiKAIbHY MeMOpaHy enimeniaibHux KiimuH
snacnioox mymauyii eena TPEM 30invuye peabcopbyiro Hampiro KiimuHaAMU, 3MIHIOE el1eKMpPOImMHUL
CKNA0 [ 3HEBOOHIOE CeKpem eK30KPUHHUX 3al03, WO U BUCMYNAE NPUYUHOIO NAMOQI3I0102IYHUX
npoyecie y opeauizmi i po36UmKy OCHOBHUX KIIHIYHUX Npossie. Y namonociunuil npoyec, xoua i 8
Ppasuiti. Mipi, 6ms2ylomucs yci eK30KpuHHi 3an03u. Icnye mpu euou 3min y 3ano3ax: 1) 3akynopka
BUBIOHUX NPOMOKIE 2yCmumM ma 6 A3KUM eO03UHOQInbHUM cybocmpamom (NiOwLyHKo8a 3ano3d,
OaecamokimunHi  3a103U CMIHKU KUWKOBUKA, GHYMPIUHbONEYEHIHKOBI X00U, MHCOBUHUL MIXYp,
niowenenHa CIUHHA 3a103d) 3 HAKONUYEHHAM 1 3ampumMKol0 CeKkpemy 6 npoceimi 3ano3u aoo ii
yacmouku, i, 5K HACAi00K, YMEOPEHHAM Kicm, d 6 NoO0anvbomy, i Kicmoghiopo3y 6 niouiiyHKO8il
341031, CMAasHayiclo Hcoul 3 (POpMYBaAHHAM KOHKpemeHmis, 2) npoOyKyis 3alo3010 CeKpemy
HOPMANbHO20 NO CKady, ale Oinbul 2ycmozo i 8 30LIbuleHitl KilbKocmi (mpaxeoOpoHXianvHi 3a103u,
opyneposi 3ano3u); 3) naonuwikoea cexpeyisa ionie Na i Cl npu nopmanwvHili 2icmonoiyniti 6y008i
NOMOBUX, NPUBYUIHOT A MIIKUX CIUHHUX 3a103; 4)8poddicena binamepanvHa aniasis cim A6UHOCHUX
KaHanie y 4Yol08IiKie, W0 3YMO8NI0E Honosive 0Oe3nnioos. Came yi nopyuienHs i 0OYMOBIIOI0OMb
XapakmepHi KNIHIYHI NPOAGU 3aX60PIOGAHHA .

Myxkogicyudos — Myrbmuopaante 3aX80PI0GAHHS 3 NEPEBANCHUM YPANCEHHAM OUXATbHOL i
mMpasHoi cucmem.

Topywenus MmyKoyiniapHo2o KiipeHCy, ceKpeyis HAOMIPHO 2YCmo2o CAu3y mda 3andajleHHsi
npu36005ms 00 0OCMpYKYii OPOHXI8 pI3HO20 KANIOPY 2YCMUM AHOMAIbHUM CEeKPemoM, 6HACIIOOK
Y020, SIK NPAasuno, 8 Nepuii poKu HCUmms 3 SA81A€EMbCA CYXull, MAIONPOOYKMUBHUU, NPUCIYNAMU,
HAOCAOHULL, KAULIIOKONOOIOHULL Kawielb 3 MOKPOMOIO, SKA 6AXNCKO 6I00ingemucs. J{ocnioxcenHs
OCMAHHIX POKI8 NOKA3AIU, WO 3aNanieHHs OUXanbHux wisaxie npu MB eunuxkae Ha noyamxky xeopoou,
sussnsiemovcss y nayicumis 3 MB nasimov y giocymuicme 03Hax iH@exyii ma nos'sizano He minvku 3
ingexyiero, a 1 3 oucyukyieto TPEM 6 neiimpoginax i makpoghazax. [lleuoxuii po3eéumox nopounoz2o
Koia «2inepcexkpeyiss cauzy - oOCMpyKyis - 3anaivHull npoyec — iHpeKyis» npocpecusrHo Nnocipuiye
cman oumuHu. B ymoeax myxocmasy ma 6pouxianvHoi oocmpykyii y oimeii 3 MB 6ace npomscom
nepuio2o poxy xcumms abo nizHiule, yacmo Ha mii GipycHoi iHgheKyil, sIKa 3HUNCYE eDeKMUBHICMb
JIOKANIbHUX MeXAHI3Mi8 NPOMUMIKPOOHOT 3aXucmy, 6 HUJICHI B8i00iIU PecnipamopHoco MpaKmy
NPOHUKAE 8EIUKA KLIbKICMb PIZHUX NAMO2EHHUX MIKDOOP2AHIZMIE.
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Hauibinow nowupenumu € nanuuxa ingmoenyu (Haemophilius influenzae), 30romucmuil
cmaghinokox (Staphylococcus aureus) i cunvoeniiina nanuuxa (Pseudomonas aeruginosa). Ak npasuio,
6 neputy wepey pecnipamopHi wiisaxu ingixyromecs St aureus, a nomim 4acmo NPUEOHYEMbCS
Pseudomonas aeruginosa. Po3éumox XpoHiuHOI CUHbOCHIUHOI TH@eKYIl HUNCHIX OUXATbHUX ULIAXIG
3a36uyai  CynpoBOONCYEMbCA  HAPOCMAHHAM —PECNipamopHOi  CUMNMOMAMUKYU | NPOSPEeCUBHUM
nocipwennsim yuxkyii necens. Ilpu yvomy Pseudomonas aeruginosa mooice mpancgopmysamucs 6
MYKOIOHI (cnu306i) ¢hopmu. Mykoioni ¢hopmu Pseudomonas aeruginosa omoueni ciu3060i Kancynoiw
(ancinamamu), wo 3axuwae ix 6i0 Oii aHmMubiomuxie, aHmumilz ma HWUX GAKMOPI8 IMYHHO2O
saxucmy. Ilpu Xpouiuniil cuHbocHIUHIU THGeKyil canayisn OPOHXIANbHO20 Oepesa 6i0 CUHbOSHIUHOL
nanuuxu oyosice ycknaonena. Ocmannim wacom spocia poav Burkholderia cepacia i ob6eosoproemvcs
ponv Stenotrophomonas maltophilia. Ingexyis, 3ymosenena Burkholderia cepacia, euxiuxae eenuxy
cmypbosanicme uepes il MyIbMupe3UCmeHmuocmi 00 aHMuUOIOMuKie i mpancMiCUBHicmy O0esaKux it
wmamis.

IIpoepecytouuti obcmpykmugHo-iHheKyinull npoyec 3 0eCMpPYKYielo OPOHXIB, PO3BUMKOM
bponxoexmaszie ma amenexmasie 3ymosaooms me, wo 90% nayicumie nomuparoms 6i0 NOpYuLeHb
OUXANbHOI cucmemu 4u ix YCKIAOHeHb.

Kicmoghibpos niownynkosoi 3anosu € npuuunoro ii exk3oxkpunnoi nedocmamuocmi y 85%
nayienmie 3 MB i, ax Hacniook, cuHOpomy manrvoucecmii ma manvabcopoyii. HAxwo msadicka
NAHKpeamuyHa Heo0OCMAamHiCmy PO3BUBAEMbC  6HYMPIUHbOYMPOOHO, OUMUHA HAPOONHCYEMBCS 3
MeKoHianvHum ineycom. Hedocmammue 6cmoxkmyeanHsi 6 08aHAOUAMUNANIN KUY, Npocpecyoda
oucmpoizayin opeanizmy no2ubI00Mb NAMONO2IYHI 3MIHU 8 OUXATILHIU CUCTEMI.

Kpim niownynroeoi 3anozu npu MB ypascacmvbcs neuinka - Ha mai Xojnecmasy SUHUKAE
xonenimias, OLiapHuil Yyupos, O1s K020 XAPAKmMepHi Dbl BUPANCEHT MOPHON02IuHT 3MIHU (WINbHA
npu nanvnayii, 30i1bWeHa NeYiHKd, YIbMPA38YKO6I O3HAKU X01ecmasy | YUpomudHux 3MiH) npu
BIOHOCHO HOPMANbHUX OIOXIMIYHUX NOKA3HUKAX MA WEUOKUL PO3BUMOK YCKIAOHEeHb V 6u2isdi
NnOpmManbHoi 2inepmensii.

Y nayienmie cmapuioco 8iky uacmo poseusacmvcs yykposuii diabem. Y dimeu nepuioco poxy
HCUMMSL BHACTIOOK NOPYUIEHHS BCMOKMYBAHHA OLIKA I[HOOI 3 A61A€MbCs 2inonpomeinemis, wo
CYNPOBOOIAHCYEMBCS HAOPAKAMU MA AHEMIETO.

CunvHe nomoeudinenHs (npu 2cinepmepmii, 3HAYHOMY (DI3UYHOMY HABAHMAIICEHHI, NpU
nioBUWEeHIll memMnepamypi Omouyou020 cepedosuya) Mmodce Npuzeecmu 00 MACUBHOI empamu
eleKmponimis, 2inoxiopemii, 2inoHampiemii ma po36UmMKY KOAANMOIOHO20 CMAHY 3 KIIMUHHOK
2INOMOHIUHOI0 Oe2iopamayieio.

Ilpu 3Haunux nopyuwieHHAx HympumueHozo cmamycy nayienmieé 3 MB nouamox nybepmamy
mooice 3ampumysamuce. Y 97-98% ocio 3 MB uonosiuoi cmami mae micye 8pooacena binamepanvha
annasia cim’seunocroi npomoku (BBACII), sxa 6 penpoOoyKmueHoMy 6iyi Nposeiaemvcs 5K
00CMPYKMUBHA a300cnepmis i npuzeooums 00 6e3nnioos. B deaxux eunaoxkax BBEACII mooxce 6ymu
€OUHUM KIIHIYHUM nposieom MB y ocib6 wonosiuoi cmami. Mooiciuse HapoOdcenHs OumuHu 6i0
nayienma 3 MB wnsixom nposedeHHs acnipayii cnepmamosoidigé 3 enioidimyca ma Wmy4Ho2o
66edents ix 6 suyexnimuny owcinku in vitro (ICSI). 'V ocinox 3 MB penpooykmuena GyHuxyis
30epeodicena, npome hepmunbHicms 0eujo 3HUNCEHA BHACTIOOK NIOBUWEHHS 8 A3KOCMI Yep8iKalbHO20
cauzy. Ilpu xopowomy HympumusHomy cmawi nayicumxu 3 MB Odonowyioms eacimuicms i
HApoOICYIomb  300p08Y OUMUHY — 2emepo3ucomHo2o Hociss mymanmuoeo eena TPBM. I[llanc
Hapooumu oumuny 3 MB 6yoe y wno6i nayienma/nayienmxu 3 MB ma cemepo3ucomnozo Hocis, abo
nayienma 3 MB.

Jiacnoz MB ecmanosnoemocs 3a Has6Hocmi KliHIYHUX nposisie MB ma 3minenoi @yuxyii
TPEM, sika nposensiemvpcs niosuyeHUM 6MiCIMoM XI0puodie nomy (no3umuena nomosa npobdba) ma/abo
HasasHicmio 060x mymayii y eceni TPEM. Hasenicmv ek30KpunHoi HedocmamHuocmi NiOulyHKOGOI
3a7103U 6CMAHOBNIIOEMBCA 3a OONOMO2010 8USHAYUEHHs akmueHocmi enacma3su-1 kana.

Jlikysanna nocums namozeHemuuHUuli xapakmep, 30ilCHIOEMbCA NPOMALOM YCbO20 HCUMMIS
3aCMOCY8AHHAM 3aMICHOI (hepmeHmomepanii NAHKPeamuHoM, WOOEHHUMU 3aX00aMU 3 PO3PIONHCEHHS
2YCmo2o0  MOKDOMUHHA ~MA  OYUWEHHIO 68i0 Hb0o20 OpOHXIANbHO20 Oepeéa  nayicHma 3
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aHmMubaKmepianbHol mepaniero iHpeKyiuHux ypadcensb OuxaibHux wiaxie. Taxodc HeobXiOHOW €
8IMamMiHOMePanis.

Po3spobka i enposadaicentss 00CKOHANOL cucmemu HAOAHH KOMNJIEKCHOT 00NOMO2U NAYIEHMAM
3 MB unenamu mMynomuoucyuniiHapHoi KomManou cneyianicmis, sKi 00isHaui came y npooaemi MB,
00360111 00CA2MU CYMMEBO20 30inbuleHHA mpugarocmi scumms npu MB 3 xopowium pienem akocmi
HCUMMAL.

Cystic Fibrosis Standards of Care. S.C.Bell, P.J.Robinson, D.A.Fitzgerald. Australia, 2008.

MyxkoBicinno3 (MB) — 11 TeHeTHMYHE MOPYIIEHHS, IO CIPUYUHIOETHCS MYTallisMH B TeHl
TPaHCMEMOPAaHHOTO PETyIATOPHOro Oinka mpoBigHocTi MykoBiciuno3y (TPBM). Lle mopymienus €
pe3yabTaTOM aHOMAJIBHOI PEryJisllii TPaHCIOPTY XJIOPHIY 1 HATPil0 B MOBEPXHEBUX CIITENiaTbHUX
KITiTHHAX. B pe3ynbraTi Takoi aHomalii i0HHOTO TPAaHCIOPTY BUHUKAE KOMIUIEKCHE MYJIbTUCUCTEMHE
3axBoproBaHHs (Tab.1)

Ta6auusa 1. Kniniuna manidecranisa mykoBicuuao3y

XpoHiuHEe THilfHE 3aXBOPIOBAHHS JIET€Hb 3 AMXAIBHOI OOCTPYKIIEIO Ta
XPOHIYHOIO 1H(PEKITI€I0 TUXaTbHUX MUIAX1B

[TaeBMOTOpaKC

Pecniparopna cuctema | KposoxapkaHHS

Anepriunuii 6poHXONYJIbMOHAPHUI aclIepriyibo3

JlnxanpbHa HEJOCTATHICTh Ta JISTCHEBA TIIIEPTEH31sI/JISTCHEBE cepIie
XpOHIYHUI PUHOCUHYCIT Ta HA3aJbHUI MOTIN03

[Maspui y Burnsai 6apabaHHUX TATMYOK

MexkoHianbHHUi 171eyC

Bumnaninus npsiMoi KHIIKA

Creatopes Ta a3oTopes

JledimuT xxupopo3unHHUX BiTaMmiHiB (BKIrovaroun Bitaminu A,D,E 1 K)
TpaBHa cucrema [TankpeaTnyHa HEAOCTATHICTH / PeKypeHTHUI rocTpuil TaHKPEaTUT
@okanbHUN OumiapHUiA ab00 MyIbTHIOOYISPHUN LUPO3, YCKIIAJHEHUI
MOPTAIbHOIO TIEPTEH31€I0

XoneniTiaz

[TopymieHHs TpaBieHHs Ta rinoTpodis

PexypeHTHMI JUCTalbHUN IHTECTUHAJIBHUNH OOCTPYKTUBHMM CHHIPOM
(AI0C)

3akpen

I"actpo-e3odaranpauii pedarokce

[TopymieHHSs MOTOPUKY 1 CITIOPOKHEHHS IUTYHKY

IuBarinanis
3ananpHe 3aXBOPIOBAHHS TOBCTOTO KHIITKOBHKA
IyxpoBuii giaber
EnpokpunHi 3axBOPIOBaHHS KiCTOK (BKJIIOYAIOYH OCTEONIOPO3)
YCKJIaHEHHS @DyHKIIOHATBHUN T1IIOTOHAN3M
MertabomiuHi I'ocTpa BTpaTta codi
YCKIIQJHEHHS XpOHIYHUI MEeTa0OIIYHHH ajIKano3

YonoBikK — BpoJpKeHa OlnaTepaibHa amiasis CiM’ SBUHOCHUX MPOTOK
JXiHKu — HeTpUMaHHs cevi

CrareBa cucteMa BarinanbHa npixmkoBa iHQEKITis

OumniromeHopest

Cynunni ycknagaeHas: | Aptponatii/I'ineptpodidna my1pMOHapHa OCTE0ApTPOIIATist
Po3puBu mikipu
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Hupxkosi ycknagaennst | Hedpomitia3 (okcanaToBe KaMiHHS)
HedporokcnunicTs (1OB’s13aHa 3 aMiHOTITIKO3UIAMH)

[amn yekmannennss MB | Aneprivni peakiiii

Ta/abo ¥ioro mikyBaHHS | TOKCHYHICTB JIIKiB
Jlenpecist/TpUBOXKHICTh

Y cKi1aJHeHHS BiJl BEHO3HOT'O KaTeTepy
Pak 1uryHKOBO-KHIITKOBOTO TPAKTy

Cwmepts Bim MB B IUTHHCTBI 3apa3, SIK MpPaBUJIO, HE 3YCTPIYAETHCS, CEPENHS TPUBAIICTH JKUTTA
CTAaHOBUTH 35 POKiB, HA HACTYITHE JECATHPIUYs nependoadaerbes 10 SO pokiB, 3 OLIBIIOK TPUBAJICTIO
y 4onoBikiB. 90% mnpuYMH cMEpTI Ta 3aXBOPIOBAHOCTI MOB’S3aHO 3 XBOPOOOIO JIET€Hb, MO €
pe3yIbTaTOM XPOHIYHOI JIETeHEeBOT 1H(EKIIIi.

Cepen daxTopiB, sKi MPU3BEIH A0 IMiIBUIICHHS BHKUBAHOCTI Mpu MB, € mokpamieHHs J0OMOTH pH
HEOHATAJILHOMY YCKJIAJHCHHI — MEKOHIaJbHOMY 1JI€yCi, YJIOCKOHAJCHHS 3aMICHOI IMaKpeaTHuIHOl
dbepMeHToTEparii i MITPUMKU XapdyBaHHS, PO3BHTOK ITOCHJICHOT TEXHIKM OYHINCHHS IUXATBHHUX
IUIAX1B, JOCTYMHICTh Crenu(IYHUX A0 MEBHUX OakTepiil aHTUOIOTHKIB Ta MeIWYHa JIOTIOMOTa, IO
HA/Ia€ThCS y CreliaizoBaHmii eHTpax MB.

B Asgctpanii yacrora MB cranoButs npubmmsno 1 wa 2800 kxuBOHapoKeHHX, a O6mau3pko 1 3 25
KUTEIIB € aCHMIITOMHUM HOCieM MyTallii B reni MB.
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CKPUHIHI" HOBOHAPO/UKEHUX 1 CHEIUAJI3OBAHA JOHOMOTI'A 3 ITOYATKY
KUTTHA

European Cystic Fibrosis Society Standards of Care: Best Practice guidelines. Alan R. Smyth et
al,.2014

[cHYIOTH 4iTKiI CBiTYEHHS KOPUCTI CKPHUHIHTY HOBOHApPO/DKEHUX JJIsi PaHHBOI'O BHSBICHHS O3HAK
MyKOBicuumo3y. PaHHe BHABICHHS 3aKiafae MIAIPYHTS Uil  MalOyTHBOTO JIKYyBaHHS Ta
YHEMOJJIMBIIIOE PHU3HMK HAJATO Mi3HHOTO JiarHo3dy, BHACHIAOK YOTO MOCTpakKJajla BEJHKa KiJIBKICTH
poauH [1].

Komenmap pooouoi cpynu:
B Ykpaini neonamanvnuuii ckpunine (HC) na myxosicyuoos nposoouscs y 2013-2014 poxax. B 2015
PoYyi CKpunine Oy10 mum4acoso 3ynuHeHo uepe3 8i0CYmHuicms QiHAHCYBAHHSL.

Aki nomyasimiiiHi XapaKTePUCTHMKHM BH3HAYAKTh MOXKJIHUBICTH INPOBEJAEHHS CKPHHIHTY
HOBOHAPOIKeHHUX Jiteil Ha MB?

Opranu OXOpOHH 370POB'S MOBUHHI 3BaYKEHO OI[IHUTH KOPUCTI / PU3UKH MPU MPOBEACHHI CKPUHIHTY
HEMOBJIAT, JJis BusBleHHs MB B momymsmii. Skmo yactora MB € menmoro 3a 1 Ha 7000 HEeMOBIIT,
HeoOxiaHa n0aiianBa OIiHKA MPAaBHIIBHOCTI Pe3yNbTaTiB CKPUHIHTY HOBOHapomkeHux. CIif T0BECTH,
10 IPOTOKOJIOM TiepeadavueHuil HalMEHITNI HeOaKaHUH BIUTMB Ha TTOMYJISIIIIO.

Komenmap poéouoi zpynu: Touny uacmomy MB 6 Ykpaini ckniadno euznauumu uepe3 NpunuHeHHs
npocpamu Maco8o20 HeOHamanvbHo2o ckputiney 6 2015 poyi. 3a pe3yrbmamamu HeOHaAMANbHOZO
ckpuHiney na MB, saxuu nposoouscay 2013 — 2014 pp. cepedns suasnsemicms MyKogicyuoosy 6 Ypaini
ckaana 1:8400. [{na nopisHanHs KIIHIYHA 8UABIAEMICIb 8 MUHYIL nepioou He nepesuwyyeana 1: 14000
(kw0 6pamu 6 pospaxynox 545 oimeii 0o 18 pokie 3 MB, axi nepedysaromov Ha 061iKy). BionoenenHs
npocpamu HeOHAMANIbHO20 CKPUHIHZY [ CMBOPEHHs peecmpy NayicHmie 00360]UMb BCHMAHOBUMU
yacmomy MB 6 YVkpaini.

Axi miniManbHi MenuuHi Ta coumianbHi pecypcu, HeoOXiIHi /s eeKTHBHOCTI NPOBeJAEHHS
CKPHMHIHTY HOBOHAPOXKEHHUX?

Hitu 3 BusBienuM MB 3a nporpamoro HC noBruHHI MaTu MIBUAKHUI AOCTYI O CIIELIaIbHOI IOIOMOTH
npu MB, mo Bianosigae ctangapram €Bponeiicbkoro Topapuctsa MB. Ilporpama HC moxe ciayxutu
MEXaHI3MOM Uil Kpalloi oprasizamii ciyx6u MB, mnuisixom mnpsMoro HampaBieHHs MJiTeld Ha
crnenianbHe JikyBaHHs MB. Kpainam 3 oOMexeHUMH pecypcaMu ClliJl IPOBECTHU MIJIOTHE AOCITIIKEHHS
epextuBHOcTi HC y momymsmii Ta Ai€eBOCTI NMpoLeAyp HANpaBieHHs Ha JIKyBaHHS JUId JiTed 13
HOBOBUSIBJIEHUM [I1arHO30M.

Slxke npuiiHSATHe YMCJIO NMOBTOPHHUX TeCTIB, HEOOXIAHMX Yepe3 HeaJeKBATHI MpPoOM KpoOBi Ha
Kk0kHy 1000 ckprHOBaHMX aiTen?

KinpkicTh 3amMTiB Ha MOBTOPHI NMPOOM KPOBI Mae€ BiACTEXKYBaTHCS 1 CTAaHOBUTH MeHIile HiX 0,5%.
binbme nixk 20 nostopiB Ha 1000 xiteit (2%) - HempUIHSTHO.

Komenmap pobouoi cpynu:

Cepeons Kinvkicmv pemecmis (6Unadkie 3 nepesuwyiouum cut-off pe3yibmamom nepuioco mecmy, uo
suMazaroms 3a00py 0py2o2o 3paska) 3a 08a poKu nposedents ckpuriney 6 Ykpaini cmanosuna 0,8%.
Hazaoaemo, wo pemecm 1% ons Imynopeaxmusnozo mpuncuny (IPT) € nputinamnum, 0CKilbKu mexca
BIOCIKAHHS, SIK NPABULO, BCMAHOBIIOEMbCA HA pieHi 99 nepyenmulis.
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Slxe npuitHsATHe YHCJI0 XMOHONO3UTHBHUX pe3yibTaTiB HC (1iTH HanpasJsIlOTBCSI HA KJIHiYHe
00CTe:KeHHSI Ta MOTOBY MPo0y)?

[Iporpamu MOBHHHI MPAarHyTH 10 MiHIMaJIbHOT MO3UTUBHOI Mporuo3ywoyoi sennunau (PPV) 0,3 - e
YUCIO JiTe 3 ICTUHHO TMO3UTUBHUM pE3yJbTaToOM, IMOAUIEHE Ha 3arajbHE YHCIO IO3UTHBHHUX
pesynbratiB HC.

Slke npuitHSATHE YUCJI0 XUOHOHeraTUBHUX pe3yabrartiB HC?

e nmitm 3 HeratuBHUM pesynbraroM HC, skum mi3Hime Oyae BCTaHOBICHO niarHo3 MB (mi3Hiid
niaruos). Ilporpamu moBHHHI MparHyTH 10 MiHIMalbHOT 4yTJIMBOCTI 95%. UyTnuBicTe - e 4HCIIO
icTHHHO TO3UTUBHUX pe3ynbraTiB HC y Burmani Bincotka Bix cymaphoi momyinsinii MB (ictuHHO
MMO3UTHUBHI IUIIOC XMOHOHETaTHUBHI). MaroTh OyTH MEXaHi3MHU IJIsl 300py HAIIHHUX, JOBTOCTPOKOBHX
XNOHOHETaTUBHUX JIaHUX.

Sxi MiHiMaJbHO NPUHHATHI CTAHJIAPTH CIOCTEPeKeHHSI TAa JIKYBaHHSl JUTHHH i3 CYMHiIBHMM
aiarno3om micasi HC? Jlutuna noBuHHa npoiTu orisig (axisug 3 MB. Ornsan Moxe TpOBOAUTHCS Y
cneriayibHid KiiHimI MB abo B 3aranpHIN KITiHIII, SKIO TO3BOJISIIOTH MICIIEBI yMOBH. Posmmpene
TeHETUYHE CEKBEHYBAHHS MOBUHHO MPOBOJUTHUCS, SIKIIO BUSABIECHO OAHY a00 HE BHUSBIEHO >KOJIHOI
myrtaiii. [ToToBy po0y HE0OXiqHO MOBTOPUTH B IIEHTPI, MO Ma€ AocTaTHid AocBing (> 150 moToBmx
mpo6 Ha pik), a XJOPUIM TOTY BU3HAYUTH CTaHAAPTHUM OioximMiuHuM meTogom. Cim'st MOBHHHA
OTPUMYBATH YiTKYy YCHY Ta MHUCHMOBY iH(OpPMAIIiIO PO AUTHHY, Ta SCHO PO3YMITH, IO OYIKYETHCS B
XOJIl PO3BUTKY 1 MOSIBU MOXJIHMBUX cuMmnToMmiB. g iHdopmaris Takok MOBHHHA OyTH CHpsIMOBaHa
CiMEeHOMY JIiKapeBi MEPBHUHHOT TOTIOMOTH.

Axi MiHiMaabHO NPUITHATHI cTaHAApTH NOBiTOMJIeHHs poauHi mpo niarHo3 MB micas HC?
Creuianict 13 HC noBuHEeH 0cOOMCTO OOrOBOPUTH PE3yIbTaTH 3 OAThKAMHU.

CiM's NoOBMHHA OTpUMAaTH MHUCBMOBY 1HGOpMaLil0 i NPOYUTAHHS Michas KoHcynbTamii. Lls
iHpopMallis TakoXX MOBMHHA OyTM CHpsMOBaHa CiIMEHHOMY JiikapeBi NmepBHHHOI Jomomoru. Cim's
MTOBUHHA MATH SICHE PO3YMIHHS HAMOIMKYMX 1 TPUBAIUX IUIaHIB 111010 JIIKYBAHHS TUTHHH.

Clinical Guidelines: Care of Children with Cystic Fibrosis. Royal Brompton Hospital.
S. Alexander et al. Endorsed by the Medicines Management Board of Royal Brompton &
Harefield NHS Foundation Trust. 2014, The 6th edition

CKpHUHIHT HOBOHAPO/2KEHHUX

Imynopeaktuauit Tpuncul (IPT) BUMIproeTbCSI METOAOM «CYXOi Kparjii» KpoBl, OTPUMAaHOI Ha KapTIii
I'atpi Ha 6 JeHb KUTTA. 3pa3Ku 3 aHOMaJIbHO BUCOKUM piBHeM IPT OynyTh MpOXOAWUTH CKPUHIHT Ha
mytarii TPMB 3rigHo i3 010k-cxemoro/ JleskuM miTsIM HEOOXiJHO 3poOMTH 3abip APYroro 3paska
[IISIXOM YKOJY B IT'SITKY.

[To3uTBHI pe3yabTaTH 1 XiJ 1HIIIHOBAHOTO CKPUHIHTY TMEPEAArOThCS Oe3MoCcepeHhO J1abopaTopiero
CKPMHIHTY JI0 CIIEIialli30BaHOT0 LIEHTPY.



CKpuHine HOBOHAPOOHCEHUX

Jlenb 5 3pa3ku Kparmesb KpoBi: Anami3 [PT

| Oounopaszosuil ananis

IPT < rpannune 3HaueHHA 0

IPT > rpannune 3HaueHHs 0

lloemopnuu ananiz 6
080X eK3eMNIADAX

[Tpumitka: y HoBoHapoKeHUX 3 MB 1 MeKOHI1EBOIO
HENPOXIIHICTIO KUIIIKOBHUKA JOCIHIHKEHHS MOXKYTh
nokaszatu HopMaiabHuii IPT. BoHwu, sik 1 HOBOHApOKEHI 3
BHUCOKUM PHU3UKOM 4Yepe3 OOTSHDKCHHS CIMEHHUM aHAMHE30M
YU Ti, Y IKMX OyB BUSBJICHHH KUIIKIBHUK 3 IT1ABUIIICHOIO
€XOTeHHICTIO, KPiM CKpUHIHTY, TOBUHHI OyTH 0OCTEXEHi 3a
KIHIYHUMH 00CTaBHUHAMHU.

IPT < rpanuune 3HaueHHs |

IPT > rpannune 3HaueHHs |

A 4

MB He ni03poThes

JIHK anami3 — 4 myranii

181 MB myramii

v

Opna MB myTanis

MyTariisi He BUSIBJIICHA

MB nizio3pro€eThes

Amnaniz JIHK -29 a6o 31 manens

[
Opnna MB myTaris

IPT na 2-my 3pa3Kky KpoBi

[PT>rpannune 3HaueHHs 2

v

MB nizno3proerscs

[PT<rpanuune 3HaueHHS 2

v

IRT>99,9 BigcOTKIB

I'pannune 3nayenns 0 — 60 mr/miu
I'pannune 3HaueHHs 1 — 99,9 BigcoTkiB
I'pannune 3Ha4enHs 2 — e 10 Mr/mit HIDKYe
TPaHUYHOTO 3HaYeHHS |

99,9 BimcoTkiB — 120 mMr/mi

Tax IPT na 2-riit kparuHi KpoBi

[
[ |
IPT>rpanuune [PT<rpanuune

3HAYEHHS 2 3HAYECHHA 2

Y

y A

Biporigauit HOCI#H

MB He nifgo3proeTbes

MB nino3proeTbes MB nino3proeTbes




Komenmap pooouoi cpynu:

B Vkpaini npu eusnauenmi pesynrbmamieé HeOHaAmManbHO20 CKPUHIHSY NPUUHAMI MAaKi epaHudui
snauenns (cut-off):

Cut-off 6 nepsunnomy spasky kpoei — 70 ne/ma;

Cut-off y opyeomy 3pasky kposi — 40 ne/mn;

KJIIHIYHA KAPTUHA

3apa3, KOJIM CKPUHIHT HOBOHAPO/DKEHUX J0OpE BIAOMMIA, BUIAAKU JiarHOCTUKH MB 3a kiIiHIYHOIO
KapTHHOIO BiIOYBalOThCs pinmie. Jyxke BaxIJIMBO HE IrHOPYBAaTH a00 HE «BUKIIOYATH J1arHO3, SKIIO
JTUTHHY OYJI0 HAPOJHKCHO IMICI MOYATKY CKPUHIHTY, OCKUIBKH TIOMUJIKH Y CKPHHIHTY BCE-TaKd MalOTh
micre. Kpim Toro, aiTv, HapoKeHi 10 CKPUHIHTY, MOXYTh JIEMOHCTPYBATH KIIIHIYHY KapTHHY Ii3HO,
K 1 JITH, HApO/DKEHI 3a KOPJOHOM. BiNCYTHICTH JOCBiNY KJIIHIYHOTO MEPCOHATY MOKe (DaKTHUHO
MPU3BECTH A0 TOAANBIINX 3aTPUMOK y JIAarHOCTUII TaKUX Tpym Aited. Anamue3 i / abo orisg
3a3BHYail BUKIMKAIOTh MiJI03py Ha HasBHiCTh MB. YacTMMu KIIIHIYHMMH O3HAKaMH € PEUUIAMBYIOYI
iH(peKmil IuXaTpbHUX NDISXIiB 1 BIACYTHICTH 30UTBIICHHS Macu TiJla 31 cTeaTopeero (aje HasBHICTh
3017bIIEHHS MacH Tijla HE NMOBHMHHO BBOJAMTH B OMaHy). [HIIMMH MOKa3HMKaMu HasBHOcTi MB €
MEKOHI€BA HEMPOXIIHICTh KHUIICYHUKY, TPOJIANC MPSMOI KUIIKH, COJIOHA HAa CMakK IIKipa, TpUBaja
3acTifiHa JKOBTSIHMIISA, MOPYIICHHS BOJHO-CJICKTPOJIITHOTO OanaHCy, BKa3iBKa Ha CHHAPOM IICEBIO-
BapTTepa Ta He3po3yMina reMoiTHYHA aHeMis, TimoanbOyminemist 1 HaOpsk. [ToTOBIIEHHS KIHIIEBUX
(banaHr nanpliB 1 HOCOBI MOJINH Y CTAPUINX JITEH TaKOXK BaXIIMB1, OCKIIBKH 1€ BKa3ye Ha 130JIALit0 S.
aureus abo Ps. aeruginosa 3 quxanpHux HUIxiB. [ligTBepuKyrOUi OCTIKSHHST BUKIIAJICHO HIKYe. B
pas3i Oyab-IKUX CyMHIBIB MU OepemMO MOTOBY IpOOYy 1, SKIIO y KOroch (BKJIIOYaOUu OaThKIB) iCHYE
3aHEeNOKO€HHS 1070 MB, M1 Takoxx 6epemMo MoToBy mpooy.

JIATHOCTUYHI KPUTEPII MB

European Cystic Fibrosis Society Standards of Care: Best Practice guidelines. Alan R. Smyth et.
al,.2014

ITpu opranizanii giarHoctukn MB HaraibHO HEOOX1AHO CTBOPUTH 1 MIATPUMYBATH BUCOKHUH piBEHb
HaJaHHs JOMOMOTM JTaHUM THallieHTaM. JliarHOCTHYHE MIATBEPPKEHHS MOTPIOHE HE TUIBKHM JITAM 1
JOPOCIINM, SKi 3BEpTalOThCA 3 XapaKTePHUMHU KIIHIYHMMU CHUMITOMaMH, a W HEMOBJIATaM y pasi
MTO3UTUBHOTO PE3y/IbTaTy HEOHATAJIBHOTO CKPUHIHTY a00 0co0aM 13 MO3UTHBHOIO CIMEWHOIO 1CTOPIEIO.
Taki nMos10’keHHS CTOCYIOTBCSI JIarHOCTUKH, MIPOBEJICHOT 11032 CKPUHIHIOM HOBOHAPOPKEHUX.

Ski MiHiMaJIbHi BUMOTH 10 IPOBeJAeHHS AiarHOCTHKN HA MB?

— MoxnuBICTh IPOBOJUTH aHaII3 MOTOBOI MPOOH 3a CTaHAApTaMH, OITMCAHUMU HUXKYE.

— MOXJIMBICT, BUKOHYBATH T€HETUYHE TECTYBAaHHS 3 MAHEISIMU MyTaIliid, HAHOIbII TAXOASIINMHI
1utst MictieBoi momyJsitii. [loBunen Oyt moctym a0 posmupeHoro ek3onHoro JIHK anamizy, skimo
Oyze moTpidHO.

— Pecypcu nns  mpoBeneHHS KITIHIYHOTO — OI[IHIOBAHHS, BKIIIOYAIOYHM  OI[IHIOBAHHS CTaHy
pecripaTopHoi cUCTeMHU (MOCIBH KYJIBTYpH 3 TUXaJIbHOTO TPAKTy Ha MAaTOTEHH, XapaKTepHi JUIs
MB, TectyBaHHA JereHeBUX (QYHKIIA 1 3HIMKM JIETEHIB BIJIMOBIAHO JO BIKYy), HEIHBa3HUBHE
OLIIHIOBAHHS €K30KPUHHOI (DYHKILIT MiIITYHKOBOI 321031, aHai3 CIIEPMHU B JIOPOCIUX YOJIOBIKIB.

Komenmap pobouoi zpynu:
I'enemuyne mecmysannsi MB 6 VYkpaini npoeooumwvcsi 3 naumensamu mMymayii, wo 6USHAHI
Hanyacmiumu 01 €8PONEUCbKUX KpaiH, cnekmp i uyacmoma mymayiti 6 TPBEM eewni 0Ons
VKpaiHcbKoi nonynsayii ma oKkpemux pecioHie Yxpainu we He BU3HAuYeHi yepe3 BIOCYMHICMb
cneyianbHux 00Cai0NHCeHb ma NPUNUHEHHS HeOHAMATILHO20 CKPUHIHZY.
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Ski niarnocTuyni kpurepii MB?

— PiBenb xy1opuaiB y MOTi BUIIHIA 32 59 MMOJIB/I,

i/abo

— 1Bi mytanii TPBM y mparc nonoxxenHi, mo BUKIUKarTs MB,

i

— 3 HapO/KEHHs a0 Taki, IO 3'IBUIKCS Mi3HIIIE, XapaKTepHI KIIHIYHI 03HAKH, BKIIOYAIOYH
(ame He oOMexyruHch): audy3Ha OpOHXOEKTa3is, IO3UTUBHUN pE3yJbTaT aHaJi3y
MOKPOTUHHSI Ha HAsSBHICTh KYJIBTYp, MOB'3aHUX 3 MB MaTrorHOMOHIYHUX MAaTOTCHHUX
MiKkpoopraHi3miB (ocobauBo PS. aeruginosa); eK30KpHHHA MaHKpeaTHIHA HEIOCTATHICTD;
CUH/IPOM BTPATH COJICH; 0OCTPYKTHBHA a300CTepMisi (YOJIOBIKH).

HOTOBA ITPOBA

Ski miHiMaJbHI BUMOTH 10 J1a00paTopii, sika NPOBOAUTH NMOTOBI MPoou?

-~ Bingbip mpob6 moty nocBigueHuM nepconanom (moHaimenmie 150 motoBux mpo0 Ha pik) 3TiAHO 3
HAI[lOHATBHUMH 200 MDKHAPOJHUMH JUPEKTUBAMH, IO MiJIATAI0Th PEryIspHOMY (HE piamie Hix
1 pa3 Ha piK) peleH3yBaHHIO.

— BuyTpimHii KOHTPONb SKOCTI NMpH aHami3i MOTy (3a3BU4ail Tpu NPOOHM) i3 NPUHHATHUMHU
MOKa3aHHSIMH Y3TO/KEHOCTI 110 XJIOPUIY Nepel KOKHUM 3pa3KOM.

-~ BuxopucraHHS TPOMHCIOBO BHTOTOBJICHOTO YCTAaTKYBaHHS, CXBAJCHOTO /IS J1arHOCTHYHOI
NPaKTUKH.

— Perynsipuuii 30BHIIIHIA KOHTPOJIb SIKOCTI 3a AaHAII30BaHUMH TapamMeTpaMu 3TiTHO 3
HAI[IOHATBHUMH TUPEKTUBAMH.

Komenmap pooouoi epynu:

Ilomosa npoba 6 Ykpaini npogooumuvcs 8 ycix peionax 8 MeouKo-eeHemuyHUx 3axK1aoax abo 6 iHuux
3aK1A0ax HAOAHHs MeOuuHoi donomoau oimsam. Boonouac, ne 6 ycix pecionax Yxpainu € nabopamopii,
ki euxkonytoms 150 i 6invuwe nomoeux npod6 Ha pik. Ha momenm pospobku oanoi adanmoganoi
KIIHIYHOI HACMAaHO8U MakKi 1abopamopii € y 8eNUKUX Cneyianizo8anux MeouKko-2eHemudHUx YeHmpax —
HICIT «OXMATAUT» MO3 Vrpainu, Incmumym cnaokoeoi namonoeii HAMH Ykpainu,
Xapokiecokuul  cneyianizogsanuti  meouxo-cenemuunui yeump ma OK3  «Mixcoonracnuu yenmp
MeouuHoi eeHemuxu i npeHamanvroi diacnocmuxuy (m.Kpueuil Pie). B inwux pecionax nabopamopii
Maoms MeHvble HABAHMANCEHHA, MOMY 60HU MNOGUHHI 6CI BUNAOKU 3 CYMHIBHUM De3yTbmamom
nomoegoi npobu HanpaeraAmu Ha NiIOMEepONCeHHs ) euwjesasHadeni 3axnaou. Bci nabopamopii
0EPAHCABHUX MEOUKO-2EHEMUYHUX YCIMAHO8 AMeCmO8ani Ha NPago NPOBeOeHHs BUMIPIOBAHb 8 MeXCax
3561eH0I 2any3i amecmayii 6 YCMaHoB8IeHOMY NOpAOKY. Ilpocpamu 3068HiUHBLO20 KOHMPONIO AKOCMI
nomoeoi npoou 6 Yxpaini noku 8iocymHi.

SIKi AiarHOCTHYHI CTAHAAPTH AJIs1 IOTOBOI Mpoou?

a) KinpkicTe MOTYy NOBHHHA BKAa3yBaTH Ha aJeKBaTHUM piBeHb MOTOBUAUIEHHS (15 MK JUIsl cucTeMu
npobipok Macroduct™).

06) BwmicT xmopuay B MOTi, BUIIUN 32 59 MMOJIB/JI, BIJIMOBIIa€ AIarHOCTUYHUM Kputepism MB.

B) VY mepur LICTh MICALIB JKUTTS BMICT XJIOPUAY B IOTi, HIKYMHA 32 30 MMOJB/J, CBITYUTH TPO
MaJOMMOBIpHICTh AlarHo3y MB. V3romkennit MiKHaApOJHOIO MEIWYHOIO CHIIbHOTOK BHUCHOBOK
1010 HMYKHBOT MEXKI Jllana3oHy s I[bOTO BIKY BiJICYTHIH, MPONOHYIOThCS TpaHU4HI 3HaYeHHS 30
a00 40 MMOJIB/I1.

r) IlamieHTam i3 rpaHUYHUM BMICTOM XJIOPUAY B TOTI CJiJ MPOBECTH MOBTOPHUI MOTOBHI TECT, a
TaKOXX ToAayibllie OOCTEeKEHHsI B cremiami3zoBaHoMy MB 1ieHTpi, skuM mepembaueHa BceOiuHa
KJIIHIYHA OI[iHKa Ta PO3UIMpeHuid aHaiti3 mytaiiii resa TPBM [9, 10].
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Komenmap pobouoi zpynu:

Cucmemu Macroduct™ ma Nanoduct™ 6 Vkpaini euxopucmosyromvcs oOMedICeHO uepe3 BUCOK)
gapmicms i, K NPAsUIO, 8 NPUBAMHUX 1AOOPAMOPISX.

B Vkpaini euxonyrome npoby l'ibcona-Kyka — «3o0nomuti cmanoapmy 1abopamopHoi 0iacHOCmuKu
MB, npu npogedenni sKoi 00epiicana KilbKicmv nomy nicis iOHO@ope3y 3 NIIOKAPNIHOM NOBUHHA
oymu ne menwe 3a 100 mxa.

Slka MaKCHUMAJIbHO JONMYCTHMA 3aTPUMKA Mi’K NMPOBeJIeHHSIM MOTOBOI MPOOU Ta MOBIIOMJIEHHAM
pe3yabtarty poauni? [loroBa mpoba moBuHHA OyTH MpOaHANi30BaHA HETAaWHO, 1 3a3BUYAll pe3ysbTar
MOBIIOMJISIETBCS POAMHI TOTO CAMOTO JTHSL.

Clinical Guidelines: Care of Children with Cystic Fibrosis. Royal Brompton Hospital.
S. Alexander et al. Endorsed by the Medicines Management Board of Royal Brompton &
Harefield NHS Foundation Trust. 2014

IloroBa mpoGa Jomomarae MOCTaBUTH IpaBUIbHMNA AiarHo3 y 98% BumnaakiB. Hespaxkaroun Ha
HasIBHICTh TEHOTHUITYBaHHS (1 4yepe3 0OMEKeHHs) OUTBIIICTD JITEH, y AKX HEOOXiTHO BUKIIOYATH MB,
MIPOXOJISATH TECT HA BMICT XJIOPUAY HATPiIO B MOTOBIM piguHi. Taki JITH BKIIOYAIOTh:

— JliTeii i3 cyreCTUBHUM aHaMHE30M / CUMIITOMAaMH / pe3yJIbTaTaMu OTJISAY;

— BpariB / cectep 3axBopinux Aitei (HaBITh 32 BiJICyTHOCTI CHMIITOMIB).

—  BijgbIm Janekux poaudiB 3aXBOPUIHX JiTEH 32 HASBHOCTI KIIIHIYHUX Mi03P.
Mu npoBoaMMO TecCT 13 BHKOpHCTaHHSAM cuctemu Macroduct, 1m0 103BOJIsi€ BUKOHATH HaIiMHUIN
aHaJIi3 Ha HeBEJMKIN KUIBKOCTI MOTy. PekoMeHmoBanmii yac aHamizy: MiHiMyMm 20 XBWJIMH i MAKCUMYM
30. Hanwuii aHami3 MO>K€ BUKOHYBATHCS TUIBKM SKIIO TUTHHI > 48 TOAMH, X04a YacTO HEBIAMOBITHI
poOH OTPUMYIOTh Y MEPIIi KiJbKa THKHIB.
Sk 1 y BUMaAKy OyAb-sKOrO IHIIOIO METOAY, HaJ3BUYallHO BaXJIMBO, 1100 aHaji3 BUKOHYBABCS
JIOCBITYEHUM IepcoHanoM. T1IbKHM MeJcecTpa, 110 Ccleniani3yeTbes Ha Bunagkax MB, marponaxkna
cectpa a00 HaBueHa MejcecTpa 3 JOINISAY BIOMa MOXKYTh BUKOHYBAaTH JaHUN aHai3. AHaii3 MOTy
MPOBOANTHCS B O10XiMiuHIM naOoparopii. Pesynbratm BkiIO4WaroTh y cebe 00'eM HOTy 1 piBEHb

xsopuy Harpito (Cl).

Pe3yabTaTi noBHHHI O0yTH iHTEepNpeTOBaHi y KJIiHIYHOMY KOHTEKCTI
HopMmanpauii nianazon CI” <30 mmonb/m1;

HeoOximuicts moBropHoro ananizy ClI° 30 — 60 mMMomb/i1 (xoua y HEMOBJAT Iie, HailiMOBipHiIIe,
o3Hauatume MB).

MB niarBeprKeHO CI” > 60 mmos/i.

BumiproeTbcss NepBUHHHMM 10H XJIOpY; HATpii OKpeMO HE BHUMIPIOIOTBCA. MU He BHUMIPIOEMO
MPOBIHICTE 1 HE BUCTYMAeMO 3a ii 3acTocyBaHHs. IIpu HOpMmanabHOMY 3710poB'i, Na + moty 3a3Buyait
pumuii HiX Cl. Ile BimHomeHHs iHOMI mpoTwiexxkne npu MB. lle Moxe Oytu KopucHUM, aie,
3BHYAIHO, HE € J1arHOCTHYHUM KputepieM. [liarHo3 MB cTtaBuThCs Ha mifCTaBi pe3ynbTaTiB JIBOX, a
HE OJIHI€l, MOTOBUX Mpo0. Mu oaHOoyacHO OGepeMo 2 mpoOM 3 Pi3HUX KIHI[IBOK. SIKIIO BHHHUKAIOThH
Oy/b-sKi CYMHIBH 13 TIPUBOJY PE3YJbTaTy, MOBTOPITH TECT a00 OOroBOPITH HOro 3 KOHCYJIBTAHTOM.
DyKIIOKCAIMIIIH HE BIUIMBAE HA PE3YNHTAT MOTOBOIT TPOOH.

Komenmap pooouoi epynu:

Ilomosa npoba 6 Ykpaini nposooumscs 3a cmaumoapmuoro npoyedypow Iibcona-Kyka, sxa ue
nepeobayae O0OHOYACHO20 00ePHCAHHA 2 Npob nomy 3 pi3HUX KIHYIBOK, WO NpOMUpivums
PeKoMeHOayiam Nnpo OiazHOCMUYHY 3HAYYWICMb 080X NOZUMUBHUX NOMOBUX HPOO, 00EPHCAHUX 3
iHMepBanom He MeHuLe, HINC VY MUNCOCHb.
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XuOHOHeraTUBHUIA pe3yabTart. Bee Ounbiie Bunaakie MB BusBIs€ThCS, SKIIO KITiHIYHA KapTuHa MB
HiATPUMYETHCS TEHOTHITYBAaHHSAM, 33 HASBHOCTI, OJJHAK, HOPMaJIbHOI IOTOBOT Ipodu (<1% marmieHTiB 3
MB).

OTxe, ocTepiraidTecst BUKJIIOUEHHs J1iarHo3y (y BKpail nependadyBaHUX BUIAAKaX) TUIBKU Ha MiICTaBi
HOpMaJIbHOI OTOBOI Mpodu. HacTynmHUM 3aKOHOMIpHHM KPOKOM Oy/1e TeHeTHYHHUN aHali3.

XuOHONMO3NTHBHMIA pe3yabTaT. be3nmiy TeopeTMYHHMX NPUYMH, NEepepaxoBaHUX Yy MiApyYHUKAX,
OUTBIIICT 13 AKHX, K 37a€ThCS, HE BUKIIMKAE MPoOIeM y MOBCAKACHHINA KIIiHIUHIN npakTuii. MoxxHa
nepepaxyBaTH HENPaBUIIbHE XapyyBaHHS a00 MIKIpHI po3JIajau, Taki sIK BaKKUH JAEpMaTHT / eK3eMa.
Tpan3uTopHE MiABUILEHHS MTOTOBUX E€IEKTPOJIITIB TAKOK BUSBIISUIIOCS MPH OTJISAI MALli€HTIB MOJOAOTO
BIKY 3 iIMyHOI€(DIITUTHUMHU CTAaHAMH.

TEHETUYHUWUM AHAJII3

European Cystic Fibrosis Society Standards of Care: Best Practice guidelines. Alan R. Smyth et.
al,.2014

o Take myTauii, ki BUKkJInkaTs MB?

Ockinbku MB - 11e ayTocoMHe peliecuBHE 3aXBOPIOBaHHS, AiarHo3 MB minTBepaKyeTbes y NaIi€HTIB,
SKi HECYyTh JBI MyTarlii, mo BukiukawoTh MB (kmacudikoBani B 6a3i manux CFTR2.org.), y mpanc
MOJIOKEHHI (TOOTO MO OJHIM MyTalii Ha KOXHIiM 13 TOMOJOTIYHHX XpomocoMm). OfHaK BIJACYTHICTh
JIBOX MYyTaIliif, mo BUKJIMKaoTh MB, micist po3mmpenoro ananizy JJHK 3a HasgsBHOCTI iHIIUX THITOBHX
KJIIHIYHHX 1 1a00paTOPHUX MOKA3HHUKIB XBOPOOU a00 aHoManbHuX Oionpod TPBM, He Bukitouae MB.
[TamienTam i3 «MyTamisMH, IO MAalOTh pi3HI HACHIIKW» HEOOXigHE NOJabIle OIIHIOBAaHHS Yy
crieniaibHOMY 1IeHTpi MB.

SAxi MiHiMabHI BUMOTH /10 1a0opaTopii, 10 NPOBOAUTH aHAJIi3K Ha myTauii rena TPBM?

— Jlabopatopis moBuHHa OyTH 31aTHOIO 10 BUKOHaHHA TectyBanHa JIHK 3 Buxopucrannsm
BUCYIICHHX TPOO KpPOBI, HITBHOI KPOBi 3 eTHieHaiaMmiHTeTpaonroBoto kuciorowo (EJATA) rta
IIIYHUX Mas3KiB.

— Anani3 npo0 NOBHHEH MPOBOJUTHUCS HE piAlle, HDK | pa3 Ha TUXKAEHb, 1100 YHUKHYTH 3HAYHOI
3aTPpUMKHU B 00poOIIi.

— JlaGopaTtopiss mnoBMHHa OpaTH yd4acTh Yy 3axoJax 13 30BHIIIHBOTO KOHTPOJIIO SKOCTI 13
ceprudikarliero He piame Hix 1 pa3 Ha pik.

— IlepBunHa naGopaTtopis MOBHMHHA OYTH 3/IaTHOIO 10 MPOBEIEHHS OOCTEKEHHS 13 3aCTOCYBAaHHSIM
obmesxeHoi nmaHeni mytaniii TPEM, Oyny4n cTapTOBOIO TOUYKOIO, SIKa PO3II3HAE HE MEHIIEe HiX 1
aHOMaJIbHUH anenb y Ounbiie Hix 90% naiienTiB 13 MB y nokanpHii nomyssii.

— JSkmo po3mi3HaHO JWIIe OJHY MyTamito, posmupeHuil exk3onnuit JIHK ananiz (cexBeHyBaHHS
TeHy) NOBUHEH OyTH JOCTYIMHHMM Yy NEPBHHHIN JJaboparopii a0 y BTOpuHHiI 1abopaTopii.

— MoxmBICT BapiaHTa XBopoOu, BU3HaueHOTO cekBeHyBaHHM JIHK, oriHIO€ThCS 32 623010 TaHUX
CFTR2.org. ITpo HOBI MyTaIrii abo BapiaHTH TIOBIJOMJISIFOTh /IO CIICHIAIbHUX 0a3 JaHUX (TaKuX SK
CFTR1 MB http://www.genet.sickkids.on.ca/app), 1mo0 MOJErmUTH MalOYTHIO 1HTEPIPETAIlit0
BapiaHTIB 13 HEBIJOMHUM KJIIHIYHUM 3HAUEHHSM.

Komenmap pooouoi cpynu:
Cexsenysannsi TPEM ceny 6 Yxpaini na momenm po3pooku 0anoi adanmosanoi KiiHiuHOI HacCmaHo8u
Modice Oymu UKOHAHe TuuLe 8 NPUBAMHUX 1AOOPAMOPISX.

SIxa miHiManbHO NpUIHATHA iH(OpMaNLisa I POAMH, y AAKUX Yy JiTell BusaABIeHO MB Metogom
HC i € noBenene Hociiicteo myrauii TPBM, mo Bukiankae MB?
PonvHu MOBHMHHI OTPUMATH yCHE IMOBIIOMIIEHHS NP0 pe3yibTaT. BOHM NMOBUHHI TaKOX OTPHUMATH
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MUCHMOBY 1H(OpPMALit0, 10 K01 BOHU 3MOXKYTb 3BepHyTHUCS Mi3Hime. L{g iHpopmaris Takox MOBHHHA

OyTH CIIpsIMOBaHa CIMEMHOMY JIIKapeBi MIEPBUHHOI JOTIOMOTH.

3 iHdopmarlii TOBUHHO OyTH 3pO3yMiJIO, IIO:

— y IUTUHHM HEMa€ KIHIYHUX MposiBiB MB;

— 1A JUTHHA - 3JJOPOBUIN HOCIH;

— y MaiOyTHIX BariTHOCTSIX IS Ii€l mapu MOXIUBHHA pu3uk MB, 1 6aTbKu MOXKYTh 3BEPHYTHUCS 10
TeHETUYHOI KOHCYJIbTAIIil;

— ICHYIOTb HACIIIJIKH, SIKI MOKYTh BIUIMHYTH Ha IJIaHYBaHHS HAPOJKCHHS JITEH y maHii ciM'i Ta B
MalOyTHBOMY Y €T JUTHHHM ITICJISI TOCATHEHHS HEIO0 PEIPOTYKTUBHOTO BIKY.

Clinical Guidelines: Care of Children with Cystic Fibrosis. Royal Brompton Hospital. S.
Alexander et al. Endorsed by the Medicines Management Board of Royal Brompton & Harefield
NHS Foundation Trust. 2014

B nanuit yac icuye npunaiiMui 1 900 BuzHauenux myrauiii rena TPBM, xouda, 6e3ymM0OBHO, HE BCi 3
HUX TIOB'S3aHI 13 KIiHIYHOK KaptuHOO MB. Myrtamii nmimsatecs Ha pisHi kimacu (I-VI). s
Mpe/ICTaBHUKIB 017101 €BpomneoinHoi pacu HalOuLIbln xapakTepHoro € myranisa kiacy I, F508del. Ha
caiiti CFTR2 mnpencraBmeHo Oe3nid JaHWX MO0 TeHHUX MYyTallii Ta OYIKYBAaHMX HACIiIKiB
(www.cftr2.org).

IIpryuHYM 1J1s1 NOBHOTO TeHOTHITYBAHHSI MOXKYTh OYTH TaKi:

Bynp-sxa nutuHa 3 giarnozom MB:

— € IPUBOJIOM JIJIsl CKPUHIHTY 1HIIUX YWIEHIB CIM'T;

— noTpedye MPOBOJUTH MEPUHATAIILHY IarHOCTUKY MailOyTHIX BariTHOCTEH.

— 3 [OSBOIO MEPILOTro MyTalii-cnenu(piqyHOro JiKapchbKoro 3aco0y iBakapTop 1 MOTOYHUX KIIIHIYHUX
BUINIPOOYBaHb 1HIIUX HU3BKOMOJIEKYISIpHUX MonynsatopiB TPBM, Bci mamientd 3 MB mnoBunHI
MIPOXOJUTH T€HOTUIYBAHHS. 3a HAsBHOCTI CYMHIBIB y JIarHOCTHIIl Ma€ TPOBOJUTHCS IMOBHE
TeHEeTHYHE CEKBEHYBaHHs (0COOIMBO /7Sl €ETHIYHUX MEHIIINH).

— Y HOBOHApO/UKEHMX OpaTiB 1 cecTep XBOpHMX JITeH IiJ 4Yac HapOJKEHHS HeoOXiIHO Opartu
MIYTIOBUHHY KPOB (JIOMOBHUTHCS 3 MaTIp't0 y KJIIHILI, BUAATH (POpPMY Ta IJISLIKY JUIsl KPOBI).

— 3a3BuYail y crapmux OparTiB 1 cectep OpaTMMyTbcs MOTOBI MPOOM JUIsl JIarHOCTUKH, a HeE
reHeTuyHuil anami3. OcTaHHIA BUSBIISE HOCIIB, a 11€ IOBUHHO OYyTH BIJIKJIQZEHO /0 THUX Mip, MOKH
Opat/cecTpa HE CTaHYTh JIOCUTh JOPOCIUMH JJIS TOTO, 11100 BUPIMIUTH, YU XOUYTh BOHHM 3HATH MPO
CBIH cTaTyc HOCIA (3a3BHYai 11e ceperHA MIUTITKOBOTO BIKY 1 CTapuie).

— JUIs JIOTIOMOTM B MIiATBEpPKEHHI JiarHO3y B pa3i OAEp)KaHHS TPaHUYHOTO 3HAYEHHS Micis
MIPOBE/IEHHS MOTOBOT MPOOH.

— TIPYHTYIOUYHCHh Ha HAsSBHOMY JOCBiJi, aHaji3 TEHOTWUIY HE TIOBWHEH BHUKOPHUCTOBYBATHCS IS
(¢bopMyBaHHSI MPOTHO3Y LIOJO0 OKPEMOi AUTHHU, 32 BUHATKOM piAKICHUX (1 JTy’)Ke 0O0epeKHUX)
BUIIAJKIB MyTalliid, 3a3BUYail MOB'I3aHUX 13 MIANITYHKOBOIO JOCTaTHICTIO (Hampukiaa, R117H). ¥V
BCIX BHUNAJKaXx CTaH €K30KPUHHOI (PYHKII MiJIUTYHKOBOi 3aJI03M Ma€ OYyTH MiJITBEpAKEHUI
(dekanbHOIO ernacTa3or. Xoya JOCHIHKEHHS IOKa3alu OUIbII TMOMIpHHUH (eHOTHUN ypaKeHHS
JIeTeHb y MEBHUX TPYyIax, TaKWX, sIK I1i, MAIlil€EHTH 3 THTIOBUMHU BaXKKUMH 3aXBOPIOBAHHSIMHU JIETCHIB
TaKoX Oy/nM OMMCcaHi, OT)XKe, Kpalle He pOoOUTH NMPOTHO3IB B OKpEeMHX BUNAAKax. Takox 1HOJI
MOXXYTh BHHUKATH MpOOJEMHU 3 TEHETUYHOI JiarHocTuKol0 MB y mamieHTiB, Siki HE MarOTh
CHUMIITOMIB 32 BiACyTHOCTI BHauMoro ¢enotuny MB. Ile HeoOXigHO 0OroBoproBaTH 3
KOHCYJIbTAaHTOM.

Komenmap pooouoi epynu:
Cmanom na 01.04.2016 nikapcoxuii 3aci6 leakagpmop 6 Yxpaini ne 3apeccmposaro.

O0OMexeHHs1 aHATI3Y HA MyTalil


http://www.cftr2.org/
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UYepes BeNMKY KUIBKICTh 11I€HTH(IKOBAHUX MYTalil 1 KpailHIO piAKICTh 0aratboxX i3 HUX, MPAKTUYHO
OyJie MPOBOJAUTH PErYISIPHUN CKPUHIHT TIJIBKHM JIEKUIBKOX 13 HUX. BOHM 3a3BHYail BKIIOUYalOTh y cebe
HaizaranpHimi 50 wMytaniii. BoueBuap TOMY HEBUSBICHHS MyTalii HE BHUKIIOYAE JI1arHO3.
Bumeonucane mMae ocobivMBe 3HAYCHHS IS JIITEH, sIKI HE HAJIGKAIHM JI0 €BPONEHCHKOI pacu. B manuit
Jac icHye oco0JMBa rpyna MyTalii, sSKi MOIIUPEHi cepen a3iarchbkoi pacu. ToMy BKpai BaxIUBO, II00
y KO)KHOMY BMIIQJIKy €THIUYHE IMOXOJKEHHS AUTUHH OYJO BKJIIOUEHO 10 (popMu 3amuTy i po3risay
HaiiBiporigHimux wMyTtainiil. [loBHe TeHeTHMYHEe CEKBEHYBAaHHS MOXXE BUKOHYBAaTHCS Ha OCOOJIMBY
BHMOTY, aji¢ BOHO KomTye qoporo (0au3pko 600 ¢yHTIB CTEpJIiHTIB) 1 BUMarae BEJIUKUX BUTpAT 4acy
i, OT)Ke, HE NPOBOAUTHCA Ha PEryISIpHIM OCHOBI B pa3i 0i0XiMIYHOi JIarHOCTHKH 13 YITKUMHU
KOpJoHaMu. Myralii, fKi HE BKJIIOYEHO [0 IOTOYHHMX MAIarHOCTMYHHMX IaHeNeH, MiUIsIraoTh
MOBTOPHOMY PO3TJISILY B pa3i MOSBU JIIKIB, IO CIIELIANi3yIOTHCS Ha MyTaIlisX.

Consensus on the use and interpretation of cystic fibrosis mutation analysis in clinical practice,
Castellani C., et al, 2008

TBPM wyTanii po3pi3HSAIOTbCA 3a IX YacTOTOI0 1 PO3MOJUIOM Y pI3HHMX momynsmisx. Hesenwka
KUTBKICTh MyTaIlil MaloTh 1O BChOMY CBITY yacToTy Bumle 0,1%, a geski XapakTepu3yroTbCsi BUCOKOIO
MOIIMPEHICTIO Cepei OKPEMHX I'PYIl HACEICHHS.
IcHyroui aHamiTHYHI MeTOAM BUsIBIEHHS MyTaliil B reni TPBM mnpezacraBieHi sk maHeIsIMU HaiOLIbII
MOIIMPEHUX XBOPOOOTBOPHHUX ajeliB, TaK 1 MPOTOKOJIAMHU MJii CKaHyBaHHS/CEKBEHYBaHHS MOBHOI
nociioBHOCTI reny. OnHak, HaBiTh HaWOUIbma manens TPBM myraniii He mMoxxe BusiBUTH Bci MB
aneni B OUTBIIOCTI HACENICHHSI.
Amnainiz MyTamiii MOXX€ BHUKOPHUCTOBYBATHCS IS MiATBEppKEHHS AiarHo3y MB y oci® 3 THIOBOIO
KJIIHIYHOIO KapTUHOO. AJie CITiJ] mam’ATaTH, o myTaii B reni TPBM MoxyTs:

A. npusBoautu 10 MB;

B. 6yt nos's3ani 3 TPBM-noB'a13aHMMH TIEBHUMU pO3JIaJaMu;

C. He MaTH KJIIHIYHUX HACIIAKIB;

D. 6ytu HeBigoMUMHU 200 HEBU3HAYEHUMH II0JI0 KJIIHIYHOT pEJIeBAaHTHOCTI.

Tabmuws 2

[Tpuknanu TPBEM myraniii 1 iX 3B'13Ky 3 KJIIIHIYHUMH HACTIAKaMU

['pyna myTtauii HMpuxaaau

A. ciipnunHiOOTE MB F508del, R553X, R1162X, R1158X, 2184delA, 2184insA,
3120+1GNA, 1507del, 1677delTA, G542X, G551D, W1282X,
N1303K, 621+1GNT, 1717-1GNA, A455E, R560T, G85E, R334W,
R347P, 711+1GNT, 711+3ANG*, 1898+1GNA, S549N,
3849+10kbCNT, E822X, 1078delT, 2789+5GNA, 3659delC,
R117H-T5 (*),R117H-T7 (*), D1152H (*), L206W (*), TG13-T5 (*)

B. acomiiioBani 3 TPEM- R117H-T7(*), TG12-T5(*), R117H-T5 (*), D1152H (*), TG13-T5

OB’ SI3aHOI0 MATOJIOTICIO (*), S997F, R297Q (*), L997F, M952I, D565G*, G576A*, TG11-T5

(**), R668C-G576A-D443Y, R74W-D1270N

C. Taki, mo He MaroTh kiminignoi 1148T, R75Q, 875+40A/G, M470V, E528E, T854T, P1290P, 2752-
3HAYNMOCTI 15G/C, 1807M, 1521F, F508C, 1506V, TG11-T5**

D. neBizoma abo HeBuU3HaueHa B ocHOBHOMY MiceHC-MyTarii*™**
KJIIHIYHA peJIeBaHTHICTh

(*) — myTauii, siKi MOXKYTb HaJeXXaTH abo 10 Tpynu A uu rpynu B;
(**) — myTarii, iKi MOKYyTb Hasexxatu abo 10 rpynu C uu rpymnu B;
(***) — pmeski 3arajbHi TOCIIZOBHOCTI (MICEHC) BapiaHTH 3 CYOKIIHIYHHMH MOJCKYJISPHUMH
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Hacniakamu (Hanpukiaaax M470V) mMoxke B3a€EMOAIATH BiJOKPEMIICHO BiJ Ti€l K XpOMOCOMI 1 YMHATH
CWIBHIIMH, CyKynmHuM (eHotunuuecknii edexrt. Taki mosiBapiaHTHI TalUIOTHIIM MOXYTh OyTH
MOTEHI[IITHO XBOPOOOTBOPHI.

AHaJi3 MyTalliif He € BiIMOBIITI0 HA BC1 IIarHOCTUYHI MUTaHHS: KIIIHIIKUCT, SKUHA Ma€e 1HTEPIPEeTyBaTH
1 BAKOPUCTOBYBATH MO0 Ma€ po3yMiTH OOMEXEHHS Ta POJIb IIbOTO TOCIIKECHHS B KOHTEKCTI
KJIIHIYHHX YMOB.

Tabmumis 3
Knacudikamis TPBM myTraniit
Kunac MouJgiexyasipauii Tun myraumii DyHKIiOHAJbHE 3HAYEHHS
MyTauii aepext TPBM
NMPOTEIHy
I JlebexkTHUI CUHTE3 Homncenc Brpara TPBM ¢ynkii
3CyB paMKH 3YUTYBaHHS
Crunaiic-myTaris
I JedekTHuit nporeciir  MiceHc Brpata TPBM ¢ynkuii
1 Io3piBaHHs
Il HedexTHa perymsiis MiceHnc Brpata TPBM ¢ynkuii
v HedexTHa Micenc 3anunIKoBa €Kcrpecis i
MIPOBOIUMICTh byHKIIiS
\Y 3HMIKEHa JHedexr crutaiicinra 3anuikoBa eKcIpecis i
GbyHKIis/CUHTE3 Micenc-myTarii byHKIIiS
(e.g. A455E)

[Tpuknanu myraiit kiacis I, 11 gau 11:

GbH42X, R553X, W1282X, R1162X, E822X, 621+1GNT, 1717-1GNA, 1078delT, 711+1GNT, 1525-
1GNA, 2751+2TNA, 296+1GNC, 17179TNC, 3659delC, F508del, 1507del, N1303K, S549N, G551D,
R560T, S5491, S549R, S945L, H1054D, G1061R, L1065P, R1066C, R1066M, L1077P, H1085R,
V520F, R560S, Y569D.

[Mpuknanu myrarii knaciB [V uu V:

R117H, R334W, R347P, 3849+10kbCNT, 2789+5GNA, A455E, R117C, R117P, R117L, D1152H,
L88S, GI1R, E92K, Q98R, P205S, 3272-26 ANG, IVS8-T5, D565G, G576A, 4006-1GNA,
621+3ANG, 711+3ANG.

Takum uynnoMm, ¢eHotun MB oGymosnenuit TPEM reHotunom, a TakoX IHIIMMHU T€HETHUYHUMH Ta
exojoriyHuMU YuHHUKY. [lamienTn, romo3uroTHi 3a mytarismu III kmacy TPBM myraniii, mopiBHSHO
3 malieHTamH, siKi HecyTb npuHaiiMHi onqHy TPBM myranito kiaciB [V-V, sk npaBuiio, MaroTb MEHIII
TsOKKUNA miepeOir 3axBoproBaHHsA. Karteropusanis TPBM myraniii B n'aTh KjaciB — L€ OpeaMeT Uit
JIOCIIJKEHHS, SIKUM He € 3aco00M mnependayeHHs KIHIYHOTO IMPOsBY 3aXBOPIOBAHHS Ui OKPEMHX
namieHTiB. TakuM ymHOM, reHotun/genotun kopensanii TPBM wmyrauniii MoxyTe OyTH KOpPHCHI Ha
piBHI BUBYEHHS acollialiii cepeji HaceJeHHs, aje iX He CJiJl BUKOPUCTOBYBATH MJISi BU3HAUEHHS
MIPOrHO3Y Nepediry 3aXBOPIOBAHHS Y OKPEMUX IMALlI€HTIB.

[TamienTy, sKi MaloTh B 000X anensx myrauii kiaacy |1, xapakrepus3yroThCcsi HEIOCTaTHBOIO (PYHKIIIEIO
MIJIUTYHKOBOI 3aJ1034, B TOM Yac, K Ti, 10 MaloTh npuHaiiMHi ogHy 3 TPBM wmyraniit knacis [V-V
MaloTh BUCOKY HMOBIPHICTh MaTH 30epekeHy (YHKIIIO MiIIUTYHKOBOI 3amo3u. Taki Mari€eHTtu, siK
MPaBHUJIO, MAalOTh Kpalliii HYTPUTUBHUHM CTaTyc, ajlieé TaKoXX MArTh 3HAYHUNA PU3AK PO3BUTKY
MaHKPEaTHTY.

Komenmap pobouoi zpynu:

I'enemuyne mecmysanus mymayiti 6 2eni TPBM 6 Vkpaini nposooumscs 6 Peghepenc-yenmpi 3
monexyaapHoi diaenocmuxu MO3  Vkpainu (nanenvs 3 14 maoicopnux mymayiii), 6 Incmumymi
cnaokosoi’ namonocii HAMH VYkpainu m.JIveie (namenv 3 23 masxcopnux mymayiu) ma OK3
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«Mixcobnracnuii yenmp meouunoi ecenemuku i npenamanvHoi Oiacnocmukuy (M.Kpueuu Pie) (2
madicopui mymayii). Amecmayin n1abopamopiii Ha Npaso NPoBeOeHHsT OO0CIIONHCEHb NPOBOOUMbCSL
pe2ynapHo 6 ycmaHnosieHomy nopsaoky. 3 2013 poky 6 Ykpaini enpoeadaicena npoepama 308HIUHbO2O
KOHMPOJIO AKOCMI MONEKYIAPHO-2eHEMUYHUX O0CTI0NHCEHb — NPOSPAMA MINHCIAOOPAMOPHUX NOPIGHAHD
pesynvmamis «MoneKynapHa ceHemukay, 8 pamKkax AKoi nepedbavena nanenb MaxiCopHux Mymayit 6
2eni TPBM. Poszwupenuti exzonnuii JJTHK ananiz 6 Yxpaini 6 0epoxcasrux ycmarnosax He nposooumucsL.

IHIII TECTH

Clinical Guidelines: Care of Children with Cystic Fibrosis. Royal Brompton Hospital. S.
Alexander et al. Endorsed by the Medicines Management Board of Royal Brompton & Harefield
NHS Foundation Trust. 2014

HenocratHicTh €K30KpHMHHOI (YHKIII MiANUTYHKOBOI 3aJ03M BHU3HAYAETHCS LUIIXOM BU3HAYCHHS
aKTUBHOCTI (peKaTbHOI MaHKPEaTUYHOi enactasu 1.

[IpoBenenHss 1mabOpPaTOPHOTO JOCHIKEHHS AKTUBHOCTI (peKaIbHOI MAHKPEATHYHOI enacrasu 1
3MIACHIOIOTH HE paHilie 3-ro AHS KUTTS y JOHOIICHUX HOBOHAPOKEHUX 1 HE paHilie 2 THXKHIB )KUTTS
Y HEZJOHOIIICHUX HOBOHAPOKEHHX.

KpuTepii oriinku pe3yabTaTiB BUBHAYCHHS aKTUBHOCTI (heKalbHOI MaHKpeaTH4HO1 enactasu 1:

Hopwma — 6inbme 200 MKT/T Kana;

[TomipHa nankpearnyHa HepoctaTHicTh — 100 — 200 MKr/T Kana;

Tspkka maHkpeaTHYHa HEAOCTaTHICTh — MeHmIe 100 MKr/T kana.

3acTocyBaHHA 3aMIiCHOI Teparii maHKpeaTHuHUMU (epMEHTaMU He BILIMBAE HA PEe3yJIbTaT BUSHAYCHHS
aKTHUBHOCTI (peKabHOI MAaHKpeaTHYHOI enacra3u-1

HOBIIOMJIEHHA JTAT'HO3Y MB

European Cystic Fibrosis Society Standards of Care: Best Practice guidelines. Alan R. Smyth et.
al,.2014

MiHiIManbHO MPUMHATHI CTaHAAPTHI BUMOTH JUIsl TOBIJOMJIEHHS Malll€HTa 13 CHMOTOMaMU PO JiarHo3
MB:

a) Ilpo mo3uTHBHUII pe3yiabTaT IIarHOCTUYHOTO TecTy Ha MB cimig moBigoMisiTH HeraiHO
(imeanpHO POTATOM 24 TOAMH).

6) IlamienT abo OGaTHKM/OMIKYHHM MOBMHHI OTPUMATH YITKY 1H(GOpPMAIlil0 MPO 3aXBOPIOBAaHHS, B
NUCHMOBIN a00 ycHill Gopmi, mOBUHEH OyTH HaJaHUIl TOCTYI 70 €NEKTPOHHUX PKEpesl CUCTEMHU
OXOPOHHU 370pOB'st a00 HaIlOHAJIBHOI opraxizaiii marmieHTiB. [loBUHHAa OyTH HajgaHa KOHTaKTHA
iHpopMallig BiINOBITHOTO HEeHTpY MB (3rifiHO 13 cTaHgapTamMM HAJAaHHS JOMOMOTH Malll€HTaM 13
BIIEpIlIe BCTAHOBJIEHUM JAiarHo30M MB y ko’kHiii KpaiHi).

B) IloBuHHe OyTH 3amponOHOBaHE TIE€HETHYHE KOHCYJIbTYBAaHHS, a TaKOX KOHTAaKTHI JaHi
KJIIHIYHOI TeHeTW4Hoi ciyxOu. Taki 3axoauM CHpuUATHMYTh monepemxeHHo MB y oci6 i3
YP@KEHUX DPOAMH, B TOMY YHMCIl y iX pOAWYIB, JUIS SKUX MOXKe OyTH MiJBUIIEHUM PHU3UK
3aXBOPIOBaHHS.

r) /Jlng omiHKM po3yMiHHS POJMHOIO CUTYyallil MOBMHHA OyTH MpU3HAUY€HA HACTYIHA 3ycTpiu (He
Mi3Hile, HK Yepe3 OJMH THXK/IEHb), 1 HaJlaHa KOHTaKTHa iH(dopMallis ueHtpy MB.

n) Ilamientam Ta GaTbKam/OmiKyHaM NMOBHHHA OyTH HaJaHa PEKOMEHJAllis LIOJ0 1HIIUX JKepel
iH(popMmallii, 30KkpemMa B IHTEpHETI.

e) Ilig wac mepmioi 3ycTpidi micist BCTAHOBJEHHS IiarHo3y Malli€eHTaM Ta OaTbKam/OMiKyHaM
MoBUHHA OyTH HaJaHa iH(OpMallisi PO MOKIIMBY MOJIENIb MalOYTHROI KJIIHIYHOT IOTTOMOTH.

Komenmap pooouoi epynu:
B Vkpaini zenemuune xomcynromysanus pooun, oe € nayicum 3 MB, nposooumvcs 6 pecioHanbHux
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MeOUKO-2eHeMUYHUX uyenmpax 3a Ml.CleeM NPOHCUBAHRHAL.

JOITOMOTI'A TA CHOCTEPEKEHHA JUIA BHEPIIE UATHOCTOBAHUX ITAITIEHTIB

Cystic Fibrosis Foundation Evidence-Based Guidelines for Management of Infants with Cystic
Fibrosis. Drucy Borowitz et al., 2009

HemoBnsiTa, sskuM BCTaHOBHIIM JiarH03 MB y 3B’S13Ky 3 HENPOXiJHOCTIO MEKOHIIO MPH HAPODKECHHI
a00 uepe3 HASBHICTh KIIHIYHUX CHMITOMIB, MOBHHHI CHOCTEPIraTUCh 1 JIKYBaTHUCh, SIK MALI€HTH 3
AHAJIOTIYHUMH TOCTPUMHU CTaHAMH.

Hemosnst 3 niarnozom MB, BcTaHOBIEHUM 3aB/ASKH HEOHATAIbHOMY CKPUHIHTY, BIIHOCSTH /10 TPYIH
«Ipe-CUMIITOMATHYH1», «0e3CUMITOMHI» ab0 «cyOkmiHiuHUNH MBy». Tum He MeHm, O6arato 3 HHUX
MalOTh KIIHIYHI NPOSBM Ha TMEPIIOMY MICALl JKUTTS. bBUIbIIICTE HEMOBIAT, BUSBICHHUX 4Yepe3
HEOHATAJILHUI CKPUHIHT, 3HAXOAATHCS B HeOe3melll 3a JCIKMMHU YCKIAJIHCHHSMHU 3aXBOPHOBAHHS,
BKJIFOYAIOYH THUIEPEIEKTPOIITEMII0, HEIOCTATHICTh IiANUIYHKOBOI 3aJl03U 1 ypaxxeHHS OpoHXO-
nereHeBoi cucremi (5).

[lepure BiABIAYBaHHS

HemoBnsta 3 giarHo3om MB, BcTaHOBIGHHMM 3aBISKM HEOHATAIHHOMY CKPHHIHTY, YacTO 3/alOTHCS
0aTbKkaM MOBHICTIO 3[JOPOBHMH, 1 JliarHO3, IMOBipHO, Oyae HecnoaiBaHuM. [lcuxocomianbHuil BIUTHB
niarHo3y MB Ha ciM'to MOBHHEH OyTH PETENbHO PO3IIITHYTHH ITiJ] 9ac MEPIIOro BiBiTyBaHHS JKaps.
Hemosnsra 3 niarHozom MB, BcTaHOBIIEHUM 3aBISKH HEOHATATHbHOMY CKPUHIHTY, TOBUHHI BiJBiIaTH
aKpeIUTOBAHUH IIEHTP 3 OISy 3a marieHtamMu 3 MB B meprni 24 - 72 ronuHU Micias MOCTaHOBKU
niaruosy (Big 1 mo 3 poGouymx AHIB MpH BiJICYTHOCTI SBHUX cUMIITOMIB). IIpu mouaTkoBoMy Bi3HTi
MOBUHHO OYTH JOCTaTHBO 4Yacy JUisl CiM'T OTpUMAaTH Ta 3pO3yMiTH BCeOiuHY iH(OpPMAIIIO MIOI0
JOTIIAAY 3a AUTHHOI 3 MB. TpuBanicTe mepumoro Bi3UTy, MOXJIMBO, Oyne ckiaaaTd Ouid 2 roauH
MPSIMOTO Yacy CHUIKYBaHHSI MK KOMaH/I0l0 METUYHOI TOTIOMOTH Ta CIM'€0; OJTHAK TPUBAJIICTh BI3UTY
1 KUTbKICTb iH(OpMallii MOBUHHI OYTH HAJIAIITOBaHI [l NOTPeO KOKHOI POAUHU.

Haii0iyib11 BaskJIMBI NUTaHHS, AKI IOBHHHI 00rOBOPIOBATHCS (HAa OCHOBI €KCIIEPTHOI IYMKH) Y
uenTpi MB :

. Emouiiinnii ctan ciM'i 1 piBeHb 1H(popMoBaHoCTI Tpo MB
. Sk OyB BcTaHOBIEHUH AlarH03 MB

. OCHOBHI TeHETUYH1 TTOHSTTS

. Haiicknannimn ¢gaktu mpo XxBopooy:

* B nanwmii vac MB — 3aXBOpIOBaHHS, 1110 CKOPOYYE KUTTS
=  BinemIicTs 400BiKiB 3 MB € Oe3mmigaumMu
* MB € XpOoHIYHHM CTaHOM, IT[0 BUMArae MoCTIHHOTO MIOJEHHOTO AOTJISITY
. 3aranpHuiA onuc cuMntomiB MB 1 mo ix 00ymoBmtoe
o Konuenist gormsiay 3 60Ky KOMaHIH CHEIaiCTiB
* bBaThKH Ta JIiKap TMEPBUHHOI JJAHKK MEIMYHOI JOTTOMOTH € YaCTUHAMH KOMaH !
=  @ong MB, sk yacTuHa KOMaHIU
. HeoOxianicTh oTpuMaTH iHpopMalito npo MB 3 HaaiiiHuX axepei:
= KomMmanaa Meau4yHO1 JonoMoru xsopuMm Ha MB
= Caiitr ®ouny MB (www.cff.org)
* [losicHiTh, 10 HEMpaBWIbHA 1 3acTapiia iHpopmalis nmpo MB 3ycTpivaeTscs
JyXe JacTo (HampHuKiIaj, BiJl APY3iB i CiM'T, B KHUTax, 1 B [HTepHETI)
. Jaiite ciMeliHy HaJ1t0
»  TpuBamicTs XuTTs JroeH 3 MB HeyxmibpHO 3pocTae
* baraTo HOBHX METO/IiB JIIKyBaHHS aKTUBHO BHUBUYAIOTHCSI
* Bonwu, iMOBIpHO, OyIyTh MaTH TPSAMUN ePEeKT HA XBOpOOy MUTHHH ab0 HOTO
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YU il )KUTTS
* Tomy npodinakTuka yckiiaaHeHb OCOOINBO BaXKIIMBA 3apa3
=  (OcCh YOMY MU MOBHHHI CIIOCTEPIraTH TUTUHY B KIIIHII; MOTPIOHO PO3TISHYTH
MOJKJIMBICTh BHJIATH POJUHI KO0 PekoMeHaaiiii 3 MOHITOPUHTY, JTIKyBaHHIO
Ta JAOTJIALY 32 JUTHHOIO
o KonTakTu aist 3B'93Ky 3 IPUBOY TUTaHb a00 MPOOIIeM; IJIaHYBaHHS HACTYITHOTO BI3UTY

3HeBipa, THIB, 3aHETIOKOEHHS PO HOBHH J11arHO3 MOXKE€ OyTH NMPHUCYTHIM 1 CHIPUUHATTS iHPopMaIii
Moxe 0yTH npobsemoro (6). Cim'T MaroTh OyTH 320X0YCHI 3alIPOCUTH IHIIUX WICHIB POJUHU Ta 1HIIMX
0ci0, sIKi 3MOXKYTh JOIOMOITH, ISl Y4acTi B OYAaTKOBOMY BiJIBiIyBaHHI JIJis HaAaHHS JOMOMOTH JJIS
CHpUHHATTA 1HPOpMAaLii, a TakoX MO0 3a0e3MeYUTH EMOLINHY MiATpUMKy. HamaHHs 4iTKOi TO4HOI
0a30B01 iH(popMarlii B UyTIHBIi, 4yiHil 1 TO3UTUBHINA MaHEPi € KJIFOYOBHM KOMIIOHCHTOM Bi3uTy (7).
Iadopmarris moBuHHA OyTH MpejacTaBieHa B pi3HUX (opmarax (Hampukiag, yCHOMY, IHCbMOBOMY Ta
ayJIioBi3yaJIbHOMY) 1 IEPeryisiIaTuCs Ha MOJANbIINX BiABIAYBaHHSAX. 3apOBaPKEHHS IHIIUX JIKapiB,
MeJicecTep, Aie€Tosora, (izioTepaneBTa i COIiabHOTO MPalliBHUKA Ma€ BiAOYyBAaTUCS B OJIUH 13 MEPIINX
IBOX BI3WTIB. Lle 703BOJIsIE€ BIPOBAJAUTH KIIFOUOBI KOMIIOHEHTH Xap4yBaHHS 1 OYMINEHHS JUXAJTbHHX
NUIAXIB, @ TAKOXX 3MIIHATH PO3BUTOK BIJHOCHH 3 WICHAMU KOMaHAH. | €HETWYHWI KOHCYJIBTAHT
MOBUHEH 3YCTPITUCS 3 CIM'€I0 MPH MOYATKOBOMY BI3UTI a00 B IHIIWI BI3UT B MEpIIi 2 MiCALI Micis
BCTaHOBJICHHS JiarHo3y, mo0 0OroBOpUTH OLTBII IeTanbHO, K MyTanii B reHi TPBM cnpuunssoTs
MB i sixi HacHiAKy Ui iHIUX 4ieHiB ciM'i. KimrouoBa posb, sIKy BiZIrpatoTh OaThKU 1 OCHOBHHI JIiKap
(Jrikap TepBUHHOI JIAHKA MEJIWYHOI JOTIOMOTH) SIK YaCTUHU KOMAaH/IH, TOBHHHA OYTH ITiIKpECIIeHa TIPU
MEepIINX BiBIAyBaHHSX.

Mogens CribHOTO IOTIIALY Ma€ OyTH METOI0, 3 PETYISPHUM 1 BIAKPUTHUM TPHUCTOPOHHIM 3B'SI3KOM
MIX CiM'€10, JTIKapeM MEePBUHHOT IAaHKU MEMYHOT IOTIOMOTH 1 crierianicraMu neHTpy MB.

European Cystic Fibrosis Society Standards of Care: Best Practice guidelines. Alan R. Smyth et
al,. 2014

[MTamienTt 13 niarHo3oM MB MOBUMHEH OTpUMAaTH HETaHUM JOCTYN A0 CHELialbHOro LEeHTpy MB,
3IaTHOTO HA/JaBaTH MUKIUCIUIUIIHAPHY JOMOMOTY, sIKa BIANOBIJA€ CTaHJIAapTaMm JONOMOTH,
npuitasitum ECFS.

SAxuii MaKCUMAaJIbHO NPUAHATHUI BiK IUTHHU HA 1eHb, KOJHU MicJsl MOCTAHOBKH JAiarHo3y NMpH
HC iioro Bnepiue orisigae komanaa gaxisuis 3 MB?

binpuricTs AiTel 13 miaATBEpAKEHUM JiarHo3oM MB, BUSBJIEHHM B MeXaxX HEOHATalbHOI'O CKPUHIHTY,
MOBUHHI OyTH OTJISIHYTI KOMaHO0 cremianicTiB i3 MB 1o 35 aus ®uTTs, 1 He mi3Hime 58 qHIB mics
Hapo/PKEeHHA. SIKIIo y mporpami MOCTIHO MOPYIIYIOTHCS 3a3HA4€Hl TEPMIHH, CIIJI MEPersiHyTH
MPOTOKOJI 1 BTUINTH 1HIIY CTpATerilo.

Ski miniMaJbHI CcTaHAApPTH [JONMOMOrH Ta CHOCTEPeXKeHHsl I MAN€EHTIB i3 cuMnToMamu,
xapakTepHuMHu 1Jjsi MB, i MeskoBMM/ CYMHIBHMM piBHEM XJIOpPHAY B NOTI?

[TamieHTH, SKUM TOCTABICHO MOXUIMBUHN AiarHo3 MB, Ta 13 CyMHIBHHM piBHEM XJIOPHIY B TIOTI, 3
OJIHI€I0 MyTalli€ro abo 6e3 BUSABICHUX MyTalliil, HOBUHHI OTPUMATH JOCTYI A0 CHEUiaJbHOIO LIEHTPY
MB i HeoOXigHOTO OIlIHIOBaHHSA. BaxianBo, mo0 Taki MaIi€eHTH OTPUMYBAIH JOBIOCTPOKOBY
nonomory. CrocTepexeHHs B IHIIMK KIIHILI, HDK KiIiHiKa MB, Moxxe OyTH NpUiHATHUM y criBOpari
31 cneriasibHUM 1IeHTpoM MB. JIonmoMikHI TeCTH MOXYTh MIATBEPAUTH JiarHo3 MB uepe3 BUsBIEHHS
¢dbeHoTUy XBOpOOM APYroro OpraHy, Takoi sSK HEJOCTaTHICTh MiJIUTYHKOBOI 3aio3u (¢ekambHa
MaHKpeaTHuYHa ejiacTta3a), Bpo/pKeHa OinarepaibHa arjiasis CiM SBHHOCHOI MPOTOKH Y YOJIOBIKIB,
ypa)KeHHS JIereHiB ab0o CUHYCUTH, a00 uepe3 BUABICHHS aHOMAJI1 I0HHUX KaHaJiB.

[li mamieHTH MIIIATAIOTh YBXKHOMY CIOCTEPEKEHHIO IOJI0 PO3BUTKY YCKIATHEHb 1 BBEICHHS
HeoOXiaHoi Tepamii. [TanienTn i3 cymMHiBHMM JiarHo3oM MB MatoTs OyTu obctexeni ¢paxisueM i3 MB.
VY Bumazkax i3 MEKOBUM / CYMHIBHHM PE3YJIbTATOM TOTOBOI MPOOM MOAaNbII elIeKTpodizionoridHi
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JOCHIJKeHHsT (HOCOBa PI3HMLS IMOTEHIialliB, BUMIPIOBAaHHSA KOPOTKO3aMKHYTOT'O 1HTECTHHAJIHHOTO
CTPYMY), SIKIIIO € MOXKJIUBICTh, TOBUHH1 OYTH ITPOBEJICHI.

Komenmap pooouoi cpynu:
Ha momenm po3pobxu 0anoi adanmosanoi KniHiuHoi HACMano8u eneKmpoQiziono2iuni 00Ci0NCeH s 8
Yxpaini ne nposoosimucsi.

Clinical Guidelines: Care of Children with Cystic Fibrosis. Royal Brompton Hospital. S.
Alexander et al. Endorsed by the Medicines Management Board of Royal Brompton & Harefield
NHS Foundation Trust. 2014

o Bin0yBa€eTbCsl, KOJIU pPe3yJabTATH CKPUHIHTY HOBOHAPO/KEHNX He SICHI?

SIKII0 HENerKo MOCTaBUTH JiarHO3 MICHs TO3UTHBHOIO CKPUHIHTY HOBOHAPOJ/KEHHUX, ICHYE JBa
cueHapii. B maHmii uac BiacyTHIM WiTKMil Tio0anbHH a00 HAIIOHATBHUN KOHCEHCYC UI0JI0
MOJTANIBIIOTO JIOCHIJUKEHHSI / JIIKyBaHHS TakuxX HiTed. Y BenmukoOpuranii iine mporec y3romKeHHs
METOJIOM €KCIIEPTHOTO OILiHIOBaHHS. /[0 THX mip, MOKM KepiBHI MPHUHIIUIIM BiJCYTHI, Hallle JIKyBaHHS
Oyzie moJsIraTi B HACTYITHOMY:

1. MexoBa noroBa mpo6a (30 - 60 MMOJIB/T) TIpU MyTaIlil TeHa, PiBHIN HYIII0 200 OJTUHUIIL:

— Mu 6 nosizomunu OaTbKaMm, IO MM HE MOXEMO OyTH BIIEBHEHHMMM Ha JIlaHUM MOMEHT, aje
HaliMoOBIpHime, mo e MB, 1 B ganumii vac, y 3B'3Ky 3 IIUM, HailOE3MEUHIIINM € JKyBaHHS
TUTHHU.

— 3anur nosHoro TPEM cexkBeHyBaHHS 6€3 3601iKAHHA.

— HenocTatHicTh MiAUITYHKOBOI 3aJI03M B LIM TPYIi 3YCTPIYaeThCs piAlle, aje, SKIIO MPUCYTHIHN,
niarao3 MB € 1ocuTh iMOBIpHUM.

— TIlomanbmie crocTtepekeHHs MOBHMHHO OYTHM TakMM caMuM, SK A MiaTBep/pkeHoro MB,
BKJIOYAIOUM PETYJSIpHI BI3UTH 110 KiIiHIKM MB, OpoHXOCKOMil0 BIKOM 3-X MICSIIB, 1 IIOPIYHY
BaKIIMHAIIII0 IPOTH TPUITY MICIs JOCATHEHHS 6-MICSYHOTO BIKY.

— MosnuBHii BUMIp Ha3albHOT TPaHCEMiTeNlalbHOT PI3HUII MOTEHIIAMIB 1] Yac OPOHXOCKOITI].

—  Koncynemanm npuiimae piwienHs Tpo HETalHy peecTpalito 1uTuHU B Peectpi MB.

Komenmap pooouoi epynu:

B Vpaini npogedenns bponxockonii y 3-micaunomy 6iyi npu nioo3pi wjooo MB ne pexomenoosane,
OCKIIbKU MAE HU3ZLKY OIACHOCMUYHY YIHHICMb, a GUMID HA3AILHOI MPAHCEeNnimenianibHoi pizHuyi
nomenyianie He NPoBOOUMbCSL.

2. HopmanbHa moToBa npoba npu 2-X MyTalisx, IpUHANMHI OfHA 3 SKMX Ma€ HEBU3HAu€HE 3HAYECHHS

(www.cftr2.0rg); B manuii yac 1OCTyITHI HAMOLIBII MOIIMPEH] MyTallil, ajie 6a3a qaHux Oyje pocTH):

— Icnye uinuit psg Myrtaniit y i HeBu3HaueHid kateropii. HaiiGinpin yacto B JaHOMy CrieHapii
3yctpivaetbess R117H / 7T (sxmo noBizomiseTsest mpo mytaiito R117H, 3aBxau nepeipsiite
HasBHICTh BapianTa 7T / 5T, B iHImoMy BUIIaKy 3'sICyiTe B 1abopaTopii).

* R117H / 5T npusBoaute 10 HU3bKUX piBHIB (yHKIii TPBM 1 BBakaeTbcs q1arHOCTYIOUOIO
MYTaIl€lo;

*« R117H / 7 T npu3BoauTh 10 Pi3HUX MOKA3HHKIB, i, TAKUM YUHOM, YaCTO 3yCTPIUAETHCS B
nonysmisix 6e3 MB B moemnanni 3 F508del, mo He € abCOMIOTHO MiarHOCTYHOYHM
MOKAa3HUKOM. Y JesIKMX MAalli€HTIB 13 Li€0 MyTalieo € MB, sik mpaBuio, Ipu MaHKpeaTUyHii
JIOCTaTHOCTI, 4 B IHIIIMX IAI[I€HTIB HOTr0 HEMAE.

* 9T maibke HiKonM He 3ycTpidaeThcsi cminbHO 3 R117H, Tomy skmo y 3BiTi jabopatopii
3a3naueHo: F508del / R117H i 9T / 5T, to R117H i 5T nos's3ani (10 iHOAI Ha3UBa€THCS iN
cis), a 9T moxke He Oparucs 10 yBaru. OTxe, y JUTUHH JiarHocTyroya myrarist ST.

— BiaBepro moBimomMTe TPO MIarHOCTHYHY AWJIEMY OaTbkam; iM Oylie BaXKKO, ajie I Kpalle, Hik
MTOMUJIKOBO TIPU3HAYUTH JI1aTHO3 1 MPUPEKTH JUTHUHY HA JTOBTE JIIKYBaHHSI.
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— Jani, orpumani i3 CIHA / Kanaau, 103BONSIOTH MPUITYCTUTH, 1110 TOBTOPEHHS MOTOBHUX o0 13 6-
MICSYHUM IHTEPBAJIOM MPOTIATOM MEPIIUX KUTBKOX POKIB JKUTTS BU3HAUUTH AiTed, y skux Cl-
30UIBIIYETHCSI B MEKOBOMY Jl1alma30Hi Ta sIKi OUIbIIE CXWUJIbHI JI0 PU3MKY BUHHKHEHHS IPOOJIEM,
noB's3anux 3 MB.

— Taki IiTH CIIOCTEPIrar0ThCs y CIeliadi3oBaHii MyJIbMOHOJIOTIYHIN KIIIHIII, 3 Ma3KaMH MMPU Kauii
Ta NOTOBUMHU HpO6aMI/I Ha A04aTOK A0 MOHiTOpI/IHry 3POCTaHHA. BaTBKI/I OTpI/IMyBaTI/IMyTb 3HAHHA HpO
¢izioTepariro, Xxo4a iM He TIPOIMOHYBATUMYThCSI PETYJISIPHI 3aHATTS; TAKe MOJIOKEHHS 3MIHIOEThCS
B pa3i, KOJU 3'SIBISIIOTBCS PECIHipaTopHi CUMNTOMH a00 TO3WTUBHI KynbTypHu. Jliteit Oyme
MepeBeieHo 10 KIiHIKu MB, SKI10 pO3BUTOK CUMITOMIB J103BOJISIE PUITYCTUTH MB.

— bBpoHxockortis B IIeif MOMEHT He BUKOHYETHCS, X04a TaKy MOMJIMBICTh MOYKHA PO3TJISIIATH B OY/Ib-
SIKUM MOMEHT.

— HaiiimoBipHilIe, B MX BHITaJIKaX Ha3aJbHA PI3HUIS MOTEHIIANIB Oyae HOpMaIbHOIO, Xoya i
HEOOX1IHO OpaT 710 yBaru, SIKIIO TUIAHYETHCS OPOHXOCKOTIIS.

A European consensus for the evaluation and management of infants with an equivocal diagnosis
following newborn screening for cystic fibrosis, S.J. Mayell et al., 2009

1. HemoBnst 3 ogauM abo Oinblie MiIBUINEHUX pe3ynbTariB BuMiptoBanHs piBHS IPT Ta cymHiBHUM
pe3ynbratoM notoBoi mpodu (piBeHs Cl- >30 1 < 60 mmonb 1-1) BUMarae OIiHKH Ta OrsAay (axiBiem
B CIIEIiaTi30BaHOMY IIEHTPi 3 MyKOBIiCIUA03Y (3 KUTBKICTIO MamieHTiB Oinbme Hixk 50).

2. HemoBnsa 3 aBoma reHHuMu wmyTtanisiMu B reHi TPBM (oauH 3 SKuX Mae HEACHY KIIHIYHY
3HAYMMICTh) 1 HOPMAJIBHUM pPE3YJIbTATOM IOTOBOi MpPOOM BHMAarae OIIHKH Ta OrsiAy (axiBieMm B
CHeIiaJIi30BaHOMY LEHTP1 3 MYKOBICHU03Y (3 KIIBKICTIO Malie€HTIB Oiblie Hix 50).

3.V nux Bumaakax (maitei Bif m.i. 11 2) motoBy mpoOy HEOOXiTHO TOBTOPUTH B IIEHTPI 3 BIAMOBIAHUM
JOCB1IOM (KUTBKICTH TeCTiB y pik Ouabine 150) 3rimHO 3aTBEepaKEHOI METOAMKU BHUMIPIOBAHHS
XJIOPUJIIB MOTY.

4. HemoBnsTa 3 1. 1, Kl OTpUMaii HOpMaJIbHUM pe3yabTaT MOTOBOI MPOOH B aKpEAUTOBAHOMY LIEHTP1
(Bmict Cl- moty <30 mMMoub 51-1), HE BUMararTh MOAAIBIINAX KIIHIYHAX CIOCTEPEKEHb (HEraTUBHUI
pe3yabTaT CKPUHIHTY).

5. IloBHuii anani3 rena TPBM (cexBeHyBaHHS) IOBUHEH OyTH 3pOOJIEHUH JITSAM 3 IBOMa CYMHIBHUMU
pe3ynbTaTaMu MOTOBOI MPOOH 1 0HIEI0 a00 KOAHOI0 MYyTalli€lo, 3HalaeHo B reHi MBTR.

6. HemoBunsita 3 oqHuM abo Oisblie MiIBUILIEHUM pe3yiabTaToM BuMiptoBanHs IPT, 3 onHiero MyTali€ro
B reHi TPBM 1 HopmanbeHOI0 1oToBoro mpo6oro (Cl- <30) He BUMararoTh MOBHOTO aHaJIi3y I'eHy.

7. HemoBnsTa 3 ogHuM a00 Oiblie MiJIBULLIEHUM pe3ynbTatoM BuMiptoBanHs IPT, onniero myTanieto B
redi TPBM 1 HopmanbHOIO motoBoro mpoboro (Cl- <30) He moTpeOyroTh BUKIMKY B MB kiiHiKy
(HeraTUBHUM pe3ynbTaT CKpUHIHTY). [loganpiine KOHCYNbTyBaHHS 1100 BHU3HAUEHHS CTATYyCy HOCIS
HEOO0X1THO IPOBOJUTH B METMKO-TEHETUYHOMY 3aKJIaIl.

8. HemoBnsiTa 3 1BOMa CyMHIBHUMH pe3ylbTaTaMy MOTOBOi MPOOH MOTpeOyIOTh AETadbHOI OIHKH,
6a30B01 Ui pecHipaTOPHUX 3aXBOPIOBAaHb JMXAJBHUX IUIAXIB (KYJIBTYpH 1 PEHTT€HOrpama rpyaHoi
kmituaM). [lomanmeini MOCHiKEHHS MOXKYTh OyTH MpOBEIEHI, SIK BU3HAYEHO JJISl TMEBHOI KIIIHIYHOI
cutyauii (Hanpukian, peHTreHorpama rpyaHoi kiaituau, KT 1 6ponxockomis).

9. HemoBnsiTa 3 1BOMa CyMHIBHUMH pe3ylbTaTaMy MOTOBOI MPOOH MOTpeOYIOTh AETadbHOI OIIHKH,
6a30B01 /I HEPECHipaTOPHOIO 3aXBOPIOBAHHS (BU3HAYEHHS aKTUBHOCTI (pekanbHOI enacrasm). [Hmn
OCIIHKEHHS 32 KIIHIYHUMHY ITIOKa3aHHIMU.

10. HemoBnisTa 3 ABOMa CyMHIBHUMH pe3yjibTaTaMHM MOTOBOI MPOOM 1 KIIHIYHUMM O3HAKaMH, ILO
MIATPUMYIOTH J1arH03 MB, moBuHHI peryasipHO criocTepiratuch B cremniaiizoBanomy MB 1ieHTpi.

11. HemoBndATa 3 1BOMa CyMHIBHUMHM pe3yJbTaTaMu MOTOBOI MPOOH Ta OJHIEI0 YU KOJHOI MYTaIlI€0
B redi TPBM 1 Ge3 kiiHiyHMX o3HaKk MB noBuHHI OyTH HampaBiieH1 AJis MOJAIbIIOT0 OOCTEKEHHS B
IIEHTP 3 BIATIOBITHUM JTOCBIIOM.

12. HemoBnisiTa 3 ABOMa CYMHIBHUMHM pe3yJbTaTaMU IMOTOBOT TPOOH, OHIEIO a00 KOAHOIO MYTAII€I0 B
redi TPBM 1 6e3 kniHiuHuX 03HaK MB 1 10ka3iB gedekTy TpaHCIOpTy 10HIB HEOOXITHO CIIPSMYBaTH
Ha MoJaJIbIlIe TECTYBaHHS B crieniainizopanuiit MB tieHTp.
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13. Bci niTé 3 ABOMa CyMHIBHUMH pe3yJabTaTaMu MOTOBOI MpoOH, OJHi€I0 a0 KOAHOIO MYTAIli€lo B
redi TPBM 1 6e3 kiiniuaux o3Hak MB moBuHHI OyTH ornsHyTi (axiBiiem B MB 1eHTpi 3 moBTOpom
MOTOBOI podu uepe3 6-12 Mmicsuis.

14. HemoBnsTa 3 nBomMa myTtaiismu B reHi TPBM (sk 1.2), ajie 3 HOpMajabHOK IMOTOBOKO MPOOOO
(mpuHaiiMHi, OJTHA 3 SIKUX BHUKOHAHA B IICHTPI 3 IOCTATHIM JIOCBIJIOM, BIAIOBIAHO A0 M. 3), MOBUHHI
OTPUMATH JTOKJIAAHY KIIHIYHY OIIHKY (SIK 11.8 1 11.9).

15. HemogmsTa 31 3miHamu 180X TPBEM reHa (S TBepIKeHHs 2), 3 HOPMAILHOIO MTOTOBOKO MPOOOIO i
KJIIHIYHUMH 03HaKamMuu MB mOBUHHI peryisipHO 00CTEeXyBaTHUCh 3a B crieniainizopanomy MB IlenTpi.
16. Hemosinsata 3 1BoMa Mytaiisimu B TeHi TPBM (sik 11.2), ajie 3 HOpMaJIbHOIO MTOTOBOKO MP0o00I0 1 6e3
KJIHIYHUX O3HaK MB, ciig HampaBUTH I MOJAJIBIIOTO JOCTIHKeHHS (i3ionoridHoro aedekTy B
IEHTP 3 BIAMOBITHUM JIOCBIIOM.

17. HemoBnsaTa 3 1BoMa MmyTaitissMmu B reHi TPBM (sik 11.2), ajne 3 HopMaabHOI MTOTOBOO MPpoboro 1 6e3
KIIHIYHUX 03HaK MB, arne 3 1oBeleHUMH 03HAKaMH aHOMAaJIbHOTO 10HHOTO TPAHCIOPTY, TOBUHHI MaTH
perynspHe cioctepexeHHs ¢axisisg B MB nentpi.

18. HemoBusATa 3 1BOMa MyTanisimu B reHi TPEM (sik 1.2), ane 3 HOpMaibHOIO TIOTOBOIO MTPo0oIo 1 63
KIIHIYHUX O3Hak MB mnoBuHHI OyTH MiJl CHOCTEPEKEHHAM B creuiainizoBanHomy MB neHTtpi 3
MIOBTOPOM IIOTOBOI IpoOH dyepe3 6-12 micAriB.

19. Kniniko-nemorpadivna indopmaiiist mpo BCiX HEMOBIISAT 3 CYMHIBHUMH pe3yJbTaTaMu J1arHOCTHKHU
MOBMHHA OyTH BBeZICHA B 0a3y JaHuX abo peectp (3a 3ro0t0 6aThbKiB a00 OIMiKyHa).

JUCTHTAHCEPHU3AIIIA

Cystic Fibrosis Foundation Evidence-Based Guidelines for Management of Infants with Cystic
Fibrosis. Drucy Borowitz et al., 2009

CiM'T O6yayTh poOUTH YMCIIEHH] BiABIIyBaHHA iX JiKyrodoro Jikaps i Llentpy MB npotsrom nepmux 2
POKIB JKUTTS: CTaHIAPTHI TeAiaTpUyHI BiABIAYBaHHS BikoM Bif 1 g0 2 TwxHIB, 1 B 2, 4, 6, 91 12
MICSIIIB MPOTATrOM MEPILOro POKY KHUTTS; BIBITyBaHHS LeHTpY MB noBuHHI OyTH 0MH pa3 B MiCAIb
MPOTSTOM TEpIIuX 6 MICAIIB, 1 KOXHI 1-2 micai B HacTynHl 6 MicsmiB kutts. L1 BinBiayBaHHsS
MOBUHHI JIOMOBHIOBAaTH OJMH OJ[HE, TOMY IO MEAMYHI 3ajJadi Ha JUISIHKax [EepBUHHOI Ta
BHUCOKOCTIEI1aJ1130BaHOT MEIUYHOI JOTIOMOTHY BIJPI3HAIOTHCS.



Pexomenaauii mono

YTHHHOTO0 MOHITOPHMHIY Ta IO JOIJISIAY 32 HeMOBJIsITaMH 3 giaruozom MB

BIK HA BI3UTI—

IMAHITYJISI

Jenpb
MIOTOBOT
npodu

24-48
TOOAUH
XXXXX

Yepes 1
THXJIEHD
abo
1 MicsIb

2 Micsami*

3 micsui*

4
micsmi *

5

MmicsamiB*

6 MicAIiB

8
MicCHALB

10 micsiB

Jesiki meHTpa ImIaHyIoTh 9eproBi
Bi3uTH Ha 7,9,11 MicALsX )KUTTA

1 pik

Koxni 2-

3 Micari

Ha 2 pori
KUTTS

24 micsami

JATA ITPOBEJEHHA—

OCOBJINBOCTI OTJISIIY

OOTOBOPHUTH NTIaTHOCTUKY

Oyab-sKHil BI3UT

[MinTpumaru rpyaae
BUT0JIOBYBaHHS

Oyab-sKHil BI3UT

Po3nouaryu 3amicTHY
Teparito GepMEHTHUMHI
npenaparamu’

Oyab-sKHil BI3UT

C

Poszmouaru npuiiom comi

1/8 4aiiHO1 JTOXKKH

1/4 gaiinoi
JIOKKU

Po3smouaru BiTaMiHHY
Teparito (crernianpHi
Bitamiuu 1151 MB)

Oyab-sSKHl BI3UT

[ani mo Habopy Barw,
pocty, O®B

Oyab-sSIKHUI BI3UT

Hauurw/iHiniroBat
nepKycii 1 MocTypanbHOro
JIPCHAKY

Ominnty HaOip Barw,
MIPUIOM KaJopiid, 103y
¢depMeHTHO] Tepamii

JIATHOCTHUKA

IToToBa mpoba

C

Bci 1° cibeun

Amnani3 QyHKmii
i AMUTYHKOBOT 371031

Ha ognomy 3 ux B

13UTIB

C

BakrepiansHuii ociB
MOKpOTH®

Pentren rpytHol KIITKH

Ha omHomy 3 1iuX Bi3uTIiB

PiBens Bitaminis A,D,E®

PiBeHb a30Ty CEYOBMHH

Ha onHoMy 3 1iuX Bi3uTIiB
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Pexomenaauii mono

YTHHHOTO0 MOHITOPHMHIY Ta IO JOIJISIAY 32 HeMOBJIsITaMHu 3 giaruozom MB

BIK HA BI3UTI—

IMAHITYJISI

Jlenn
MMOTOBOL
npodu

24-48
TOOUH
XXXXX

Yepes 1
THOKJICHD
abo
IMmicsnb

2 micsmi*

3 micsami*

4
micsmi *

5
MmicsamiB*

8
MicCHALB

6 MicAIiB 10 micamis

Jesiki meHTpa ImIaHyIoTh 9eproBi
Bi3uTH Ha 7,9,11 MicALSaX )KUTTA

1 pix

Koxni 2-

3 Micari

Ha 2 pori
KUTTS

24 micsri

JIATA TIPOBEJIEHHSI—

OCOBJIUBOCTI OIJIsA Ay
3aranbpHuUil aHai3 KPOBI 3
MTOBHOIO (POPMYJIOIO

ACT/AJIT/TTT/0inipyoun,
nyxHa pocdarasa

HABYAHHA

Kontpons indekmii

3amoBHeHHs O61aHKY "Komy
TeneoHyBaTH - Kyau ixatn"

Oynb-sSKAH BI3UT

3rona Ha 00pOOKY TaHUX
TS PEECTPY

Oy/Ib-SIKUH Bi3UT

OOroBOPHUTH KITIHIYHI
JIOCITIKSHHS

C

C

IHCTpYKLIi 3 MpaBHITEHOT
Xap4yoBoi MOBENiHKH

Oyab-sSIKHUI BI3UT

OyIb-SKHI BI3UT

Ha 2X
Bi3HTaX

Iocunanus mxepena
iHpopMamii as
TPOMAACHKOCTI 3 IPUBOTY
Xap4yBaHHS

HaBuauns texuiri
OYHILEHHS TUXATBHUX
LUISAX1B

Hapuanns 3amobiratu
ITACHBHOMY KYpiHHIO

I'enernuna KOHcyHBTaHiH

Ha oxgHoMYy 3 11X Bi3UTIB

C

MB — mykoBiciuno3, [1/] — nepsunHa nomnomora, X — poOUTH IpU KO>KHOMY Bi3uTi, C — pO3IIISIHYTH Mij Yac Bi3HTY;
* — B JeSKMX BHUIIQJIKaX JOTISIA Moke OyTu cmiabHUM 3 [1][; HEeMOBAT, 1m0 MOTaHO HAOMParOTh Macy Tija, HEOOXITHO OIVISIIATH YacTillle; CTaOLIbHI
HEMOBJISITa MOXKYTh OYTH OTJISIHYTI pa3 Ha 6 TH)KHIB
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! — JlounHaTtu 3amicHy (pepMeHTHY Tepario noTpiOHO MpH MmokasHHKax (ekanpHOiI enactazu <200 pg/g, koedimieHT morauHaHHS KUPY <85%, ado 2
CFTR wmyrariiii, moB'si3ani 3 HEJOCTATHICTIO M1 ILTYHKOBOT 3aJ103H;

2 — faraTo IIEHTPIB BKJIIOYAIOTh OKCUMETPII0; MYIHCOKCUMETPisl MIOBUHHA OYTH BUKOHAHA Y JIITEH 3 TOCTPUMH pECIipaTOPHUMHU CUMIITOMAMHU;

* — pyTHHHaA IMyHi3allis MOXE MPOBOAUTHCH CIIBPOOITHMKAMHU 3aKJIaJliB TMEPBUHHOI MEIUYHOI JOIMOMOTH; MalliBi3yMad MOXE€ NpHHUMaTHCh Y
BiJIIIOBITHOMY CE€30H1; BAKIIMHAIIIIO MIPOTHU TPHITY CJIiJ1 IPOBOJUTH Y BiNIOBITHOMY CE30H1 Yy AiTel micis 6 MICSYHOTO BiKY;

4 _ mepeBipTe QYHKIIO MiAIUTYHKOBOI 3aJI03M, HANPHKIAN, QEKaTbHY €IacTasy, SKIIO NAL€HTH NMPH HASBHOCTI MyTallil, MOB'S3aHUX 3 HOPMAIBHOIO
(byHKII€I0 TANUTYHKOBOT 3aJI034 BTPAyvaloTh Bary abo MaroTh cumnromu 3 6oky ILIKT;

5_ OakTepiabHi MOCIBU MOXKYTh OyTH BUKOHAHI1 OUIBII YacTO, SKILO MAIlIEHT Ma€ CUMIITOMH,

®_ piBHi BiTaMiHiB ONTHUMANBLHO MeEpeBipATH depe3 1 - 2 MiCALIB Iic/Is MOYATKY CHOXKHBAHHS BiTaMiHiB; MEPEKOHATHCS, IO CIIOXMBAHHSA (TOPY €
aJICKBaTHUM a00 J0AaTh GTOP 10 XapuyBaHHS;

"— ACT - acnapraraminoTpancdepasa, AJIT - ananinaminorpancdepasa, I'TT- ramma-rayraminTparcepasa.



ExonomiyHi nuTanus.

Hes3Baxkaroun Ha 4acTi Bi3UTH B KJIIHIKY B PaHHBOMY BiKY, BapTiCTh AOTJISAAY 32 AITBMHU 3 A1arHO30M
MB, mo OyB BCTaHOBJICHHH METOJOM HEOHATAJIBHOTO CKPHHIHTY, HIDKYE, HIX U1 THX, YMH JiarHO3
BCTaHOBJICHUH MICIIS MTOYATKy cUMITOMIB (8).

European Cystic Fibrosis Society Standards of Care: Best Practice guidelines. Alan R. Smyth et
al,. 2014

Kuniniuni npouexypu

— Jlitu 5-pidHOTO BiKy Ta MOJIOAIII 3aBXIH TPOXOISATh 3BKYBAaHHS B HWXKHIN OUMM3HI, a IiTH,
CTapii 3a 5 poKiB, 3BaXKYIOThCS B JISTKOMY OJIs131. 3pIiCT yCiX MITEH BUMIPIOETHCS Ha POCTOMIpI.
OKpy>XHICTb TOJIOBH ITOBHHHA BUMIPIOBATHUCS B JiTEH 10 OJHOPIYHOTO BIKY.

— @yHKIis JIeTeHiB AiTel 4-5 poKiB BUMIPIOETHCS CTAaHIAPTHUM criipoMeTpoM. HacudueHHs KUCHeEM y
BCIX JIiT€ll BUMIPIOETHCS MYIbCOBUM OKCUMETPOM.

— Ceya mepeBips€ThCS Ha TIIOKO3Y; SKIIO TUTHHA BTpaTWia y Ba3i ab0 SKIIO BOHA MpHIiMae
CTEpPOIH MEePOPALHO, TOJI CII TAKOXK BUMIPSTH KPOB'STHUI THCK.

— 3aBXAM MPOBOAUTHCS BiIOIp MPOO MOKPOTHHHS Ta KalUTKO JJII MIKPOOIOJOTTYHUX JOCIIIKEHb.
Tinbkun mpoda MOKPOTHMHHS BIAIPABISETHCS Ha BHU3HAYCHHS HETYOEpKyIbO3HOI MiKoOakTepii
(ockinbku Ha HTM - mpo0Ou BiJ KaILIio 3aBXKI1 HEraTUBHI).

Komenmap pooouoi epynu:

Ha momenm pospobku oanoi adoanmoeanoi KniHiuHOI Hacmanosu 6 YKpaini numauus opeanizayii
Lenmpie MB noku gopmyromscs. Boonouac cnio 3aznauumu, wjo 0oceio pobomu maxkux yeHmpis 8
[HWUX KpaiHax € KOPUCHUM i Modce Oymu 8paxo8anum npu opeauizayii yenmpie MB 6 Ykpaini ma
cKnaoanui naauie eedenns nayienmie 3 MB. Tomy poboua epyna eeadxcae OOYinbHUM Hagecmu
iHghopmayiro wooo nposedents 3axo0is 3 oucnancepusayii nayicumie 3 MB y Beauxoopumanii.

Clinical Guidelines: Care of Children with Cystic Fibrosis. Royal Brompton Hospital.
S. Alexander et al. Endorsed by the Medicines Management Board of Royal Brompton &
Harefield NHS Foundation Trust. 2014

Piunnii orisang

[IpnOnu3Ho A0 IHS CBOrO HApOUKEHHSI BCl MALIEHTH NPOXOAATh MOBHUM KIIHIYHUNA OIIIsAn AJs

OLIIHIOBAHHS MpOTpecy 3a MUHYJIMH pik. PiyHMIA OrJsii MpOBOAMTUMETHCS HA MiACTaBl BHUKOHAHHS

MPOTSITOM OJTHOTO JTHSI Y BiITUIEHHI, /1€ BC1 KOHCYJBTAIlil Ta 00CTEKEHHS MPOBOIUTHMYThCs Mixk 10-00

1 15-00. Ynenu cim'i MOKyTh MOBEpHYTHCA uepe3 4-6 THXKHIB (a00 MOXYTb MPONTH OMJIA] B OJHIH 13

KJIIHIK 32 MPOTrPaMoI0 CIIUIBHOTO JIOTJISAY) IO CBOTO MPU3HAYEHOTO0 KOHCYJIBTAHTY, B SIKOTO OyAyTh yCi

TOTOBI pe3yJabTaTH 1 SKUW Y3TOAWTH 13 HUMH IUIaH MOAAJIBIIUX il 1 Hamuile 3BIT NMPO BUKOHAHY

poborty.

SIkmo XxTo-HeOyb OMUHUTHCS Ha CTAlllOHAPHOMY JIIKYBaHHI, 1X PIYHUM OTJIs 3MIHCHIOETbCS i Yac

npuiioMy (3a3Buu4ail 6epyTbcsi MPoOM KPOB1 HA 2 JI€Hb 13 PIBHSAMHU aMIiHOIUIIKO3UAY M 1HII 3aXOAH,

HANpHKIaJA, PEHTTeH TPYIHOI KIITKH Ta 3BHYaliHE BHMiproBaHHS (QYHKIII sereHiB Ha 9-10 neHs).

Takox y mMaii€eHTiB, IO PETYJISPHO BIJBIAYIOTH JIKApHIO JJIS JIIKYBaHHS, 3aBXKIU OepyTbcsa MpoOu

KpOBI ISl PIYHOTO OTJISALY, 00 TM HE JOBOAMIIOCS TIOBTOPIOBATH II0 MPOILEAYPY Y KIIHIIT.

JliTH iepeBipsIIOTHCS 32 TAKUMU TYHKTAMU:

— 3amoBHEHHS MEAWYHOI0 CECTPOI aHKETH WIOJ0 KUIBKOCTI KypCiB BHYTPIIIHBOBEHHHUX 1
NepopaNbHUX aHTHOIOTHKIB, 3BUYAIHUX CHMOTOMIB Ta Pe3y/IbTaTiB MIKPOO10JIOTii.

— Orinka xapuyBaHHs - BKJIIOYalOYM MTUCHbMOBHI 3BIT JII€TOJIOTA PO ICHYIOUHMM PEXUM XapUyBaHHS.
3anoBHIOIOTHCS TTOKa3HUKH MACH, 3pOCTY, IBUJIKOCTI 3pOCTaHHA 1 iH1ekcy Macu Tina (IMT).

— Ouinka ¢i3ioTepaneBTOM METOJIB OYMIICHHS JWXATbHUX LUIAXIB, PEXHMIB (I3MYHHMX BIIpaB i
BIMXYBAaHUX JIIKiB. 32 HEOOX1THOCTi, OOTOBOPIOIOTHCS MUTAHHSA MTO3H Tijla Ta HETPUMAHHS cedli Ipu
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cTpeci.

— B nmanmii yac ycim mamieHTaM IpomoHYyeThesl mpuiiom y KiiHiuHOrO mcuxosnora siK 4acTHHA ix
piunoro ormany. Ilix yac Takoro HeoOpMaIbHOrO OOTrOBOPEHHS MUTaHb (paxiBellb CIOIIBAETHCS
3'5ICyBaTH HAsIBHICTb OYIb-IKUX MPOOJIeM, SIKI WICHH CiM'T XOTiau O OUIBII JIeTalbHO OOTOBOPUTH,
Ta MPU3HAYUTH IM 3YCTpId MICNIA PIYHOTO OIJsiAy. SIKIIO POAMHU BXKE 3YCTpiHarOThes 13
MICUXOJIOTOM, M HE 3HaJOOMTHCS 3YCTPid 13 IMCHXOJIOrOM Mij Y4ac PiyHOTO OINIAAY, SIKIIO BOHU HE
3a0a)Kal0Th MPU3HAYUTH 3yCTPId 3a3/4aJ€Tiab.

JocaixxeHnHs

— Tlosna nepesipka ¢hyukyii necenie (BKIOUYAIOUN IUIETU3MOTrpadiro) MiTeH, cTapmux 3a 6 pOKiB.
[TepeBipka peakiii Ha OpOHXOPO3MIMPEHHS 3IIMCHIOETHCSA JUII  OCOOJIMBHUX XBOPHX 3a
HEOOXiTHOCTI.

— Tlokasunux / inoexkc necenesoco ouuwenus (I1J10). Jlane oOCTeXeHHS BHMAara€ IaCHBHOTO
CHiBpOOITHUIITBA, 1 HOro MOXHA IMpoBecTH Ha Oyab-skii ctanii poOiT / obctexens. [lim yac
MEePEBIPKY BiJl JUTUHU BUMAra€ThCs TITBKU JUXATH, SK 3a3BUYAl, yepe3 MacKy a0 HaKOHEYHHK /
TpyOKy. [lepeBaramu 1aHOrO TECTY €

(a) BiH HeiHBa3uBHMUIA (OE3KPOBHMIA),

(6) Bil TUTUHU BUMAra€eThCs TUILKH MACUBHE CIIBPOOITHHUIITBO,

(B) HOpMaJTbHUH MMOKa3HUK, B OCHOBHOMY, OJTHAKOBHH y BCii BIKOBiH rpyri,

(T) € OLIBII YYTIIMBUM, HIXK CIIIPOMETP, JIJIs1 BUZHAYCHHSI XBOPOOU Ha 1i paHHIX CTaifX.

JlaHuii METOJl TECTy TAaKOXX YacTO BUKOPUCTOBYETHCS SK METOJl JOCIHiKEHb. SIKIIO B IUTHHU

criocTepiraeThes rpyoe mopyieHHs Ipu 00CTPYKTUBHIN criipoMeTpii, MpOBEACHHS TECTy 3aiiMe 0arato

qacy, Ta JUTHHA CHJIBHO BTOMHUTHCA. Y IIbOMY BHIIAJKy TaKWi TECT HE JacTh 0arato /J10JaTKOBOi
iH(popMallii, TOMY cIif] ClIOYaTKy OOTOBOPHUTH MUTAHHS 3 KOHCYJIHTAHTOM.

3anexHo BiJ BHUILEBUKIaAeHOTO, nepeBipka [1JIO nmoBuHHA BKIIOYATHCS B PiYHY OLIHKY 1 MU MaeMO

Hamip MPOBOJUTH TaKi TECTH B yCiX JAiT€H BIKOM 5 POKIB 1 cTapmMx. TakoXX AaHUN TeCT € JyxKe

KOPUCHMM JUISl JIITE€H, y SKUX CHIPOMETPIsl OUIKYEThCSI «HEBUCOKOTO PIBHS», 1 MM MOXEMO BUMIPATU

IJIO y miteit 4-5 piyHoro BiKy. SIKIIO JaHe MPUIYIIEHHS BUSABUTbCA NpaBwibHUM, [IJIO moxke

po3kpuBaTH (HaxT, 110 GyHKINIS JeTeHiB y AiTel niicHo Hu3bka. Yum Buie [1JIO, Tum ripmmii piBeHb

nepuepiifHOro 3MilyBaHHs Ta3iB.

HopmanbHum nokasHukom € <7.1, a Ha/3BU4YaliHO HEHOPMAJIbHUM MOKa3HUKOM € PiBEHb, BULIMI 32

10 (y Hac He Oyno BUMaaKiB > 12).

JU1s TUTUHY CTapIIOro BIKY 31 ClIa0KOI0 (QYHKIIIEIO JIET€HIB TAKOX HEMA€E CEHCY MPOBOJIUTH MEPEBIPKY

TJIO.

— Ckanyeanns eenmuiayii TPOBOTUTHCS Yy HEMOBIST, y SKHX 32 BIKOM HEMOXKXJIMBE MPOBEICHHS
3BUYaiiHOI nepeBipku (yHKIII. J[aHe ckaHyBaHHS MPOBOJIUTHCS Y BIJUIUIEHH] PaJI10JIOT].

—  Pesynomamu penmeenoepaii epyonoi kiimku He 6epyTbes 10 yBaru, aje MU 3allUCyeEMO 3MiHH Ta
PI3HUIIIO MOPIBHSAHO 31 3HIMKAMU MHHYJIOTO POKY.

—  Vasmpazsyrkoee docnioscenns neuinku ma cenezinku. Y 3]l Me4iHKN MPOBOJAUTHCS B YCIX AITEH 5-
PIYHOTO BIKY 1 CTapIIMX 3 IHTEpBaJIOM uepe3 pik (Todto BikoMm 5, 7, 9, 11, 13, 15 pokis). V3]
MMOBUHHO MPOBOJUTUCS Y OYAb-SIKOTO Malli€HTa 3 MAIBIIOBAHOIO MEUYIHKOI / CeNe31HKOK abo mpu
pe3yibpTaTax TMepeBipkU (QYHKIlT JIETEeHIB, IO HE BIAMOBIAAIOTH HOpMI (B pa3i MEPEeBUIICHHS
BEPXHBOI'O TIOKAa3HMKAa HopManbHOi (yHKuii BABiui). Skmo pesynpratn Y3/] mnokazamu
HEBIJMOBIAHICTh HOPMI a00 € 1HIIIA MATOJIOrIs NeYiHKH (FrenaToCIIeHOMerais, HOKa3HUKN aHali3y
kpoBi), Y3]J] nmoBToproeTbes mopoky. Y3Jl mpoBoauThest 0e3 HEOOXiMHOCTI JUTHHHU TOJOTyBaTH
utst 3pyqHocTi Y3/, B TakoMmy BUNIAAKY €IMHOIO HE3PYUYHICTIO € HESKICHA Bi3yasi3ailis )KOBYHOTO
Mmixypa. lle He MaTHUMe 3HaYeHHs, SIKIIO B JTUTUHU HEMae He3BUYAWHUX OONiB y IIiif oOnacTi, B
1HIIIOMY BUMAJAKY (K10 06011 €) HeoOX1AHO IIyKaTH KaMeHl B )KOBYHOMY MiXypi (’KOBUOBUBITHHX
HUISIXAX ).

Ilepesipka  winbHocmi  Kicmko6oi MKAHUHU — (CKAHYB8AHHA — O0B0(OMOHHOI)  PEHM2eHiBCHbKOI

abcopoyiomempicio ({PPA - DEXA)) npoBoauThCs Yepe3 KOKHHM PiK Y BCIX AiTeil 8-piyHOro BiKYy i

crapmux (Hanpukiag, y mited 8, 10, 12, 14, 16-piudHoro Biky). OcoOIMBO Ba)XJIMBO MPOBOIUTH
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MEePEBIPKY B TMAIIEHTIB 13 MIJBUIIEHUM PU3UKOM PO3BUTKY HU3BKOI IMIIJTLHOCTI KICTKOBOI TKaHWUHU. [[0

TAKUX TAIIE€HTIB BITHOCATHCS TaKOX Ti, XTO YacTO NMPUHMAE CTEPOIAH MEepPOpabHO (OCOOIHBO i3

XpOHIYHHM aJIeprivHuM OpoHXosiereHeBuM acmeprimbo3om (ABJIA)), 1 Taki, ki mnpuiiMann

IHTJISIIHHO BENMMKI JI03M KOPTHKOCTEPOiNiB, 1 OyAb-iKi MAIlieHTH, AKI NPUAMAIOTh IHCYTIH 1 3

INPUITYCTUMHUM TOKazHUKOM O6cary ¢opcoBanoro Buanxy - O®B1<50%. B pasi orpumanus

MATOJIOTIYHUX PE3YJIbTaTiB ePEeBipKa MOBTOPIOBATUMETHCS IOPIYHO.

— Tecmu Ha nepeHocumicms nepopanrbHO20 NPULOM) 21I0KO3U HE TPOBOIATHCS PETYISPHO B yCiX
TMaII€HTIB, aJie MOPIYHE MPOBEICHHS TaKUX TECTIB MOBMHHO BPaXOBYBATHUCS B JEAKHX MAIIEHTIB 13
MiABUILEHUM PH3UKOM PO3BHTKY MOB'si3aHoro 3 MB niabery. Mu MoXeMO HpUHHATH pilleHHS
MIPOBOJIUTH CUCTEMY MOCTIHHOTO MOHITOPUHTY PiBHS TJIFOKO3M BJIOMa ISl BCiX marieHTiB 12 ta 15-
PIYHOTO BiKY B SIKOCTI IPOLEAYPH CKPUHIHTY (MPUITYCKAIOUH, IO MEPEBIPKY HE OYII0 MPOBEIEHO B
HEJaBHbOMY MHHYJIOMY).

—  Mas3zox mokpomunHa ma kawiiro ISl MiKpoO10JIOTIYHOTO TOCIBY, 1 TUTBKKA POOY MOKPOTHHHS Ha
HTM.

— Ilpoba kpoesi. 15 mi1 poOa KpoBi BIIOUPAETHCS 3 TAKOK METOO:

[ToBHUIT aHamNi3 KPOBI (3 KIIBKICTIO JICHKOIMTIB 1 JIEHKOIMTAPHOIO POPMYIIOI0)
BuBueHHs TpoMOOYTBOpEHHS

BusHaueHHs piBHS €JIEKTPOIIITIB 1 KPEaTHHIHY

Busnauenns piBast C-peakTUBHOTO Oika

BusnaueHHs piBHS Kanibllito, MarHito ta pocdopy

Ominka ¢byHKmii MIEYiHKH (ACT (acmapraTaminoTpaHcdepasa), AJIT
(amaninaminorpancdepasa), AJII (myxua pocdarasza), I'T (y-riayramarrpancdepasa))
BusnaueHHs piBHS IIIOKO3HU Ta IUTiKO3WiIboBaHOTO Hb He HaTmecepie

Busnauenns piBas BiTamiHiB A, D Ta E

Busnavenns piBHS (hepUTHHY CHPOBATKH KPOBI

Busnauenns pisus IgG, IgA, IgM

Busnauenns piBHs IgE

Kanioaneprocop6entnuit rect Acneprinyc (cneundiuni IgE)

Acneprinyc IgG

O0uik JikapcbKuX 32c00iB:

Aminoenikozuou (ToOpamiuH, AMiKaIliH)

— Konnenrparris npemnapary y KpoBi 0 IPHHOMY YEpProBoi 1031 JOCATAEThCS Yepe3 23 TOIUHU TICIIs
nepmioro mnpuiiomy (ToOTO A0 Apyroi 703U BHYTPINIHBOBEHHO). Y pa3i 3HaXOKEHHS B
HEOOXiAHOMY Jiafa3oHi TOBTOPUTH Yepe3 THXKAEHb, a TMOTIM IIe 4Yepe3 THXKACHb, IpHU
TPUTHKHEBOMY IIpUIIMaHH1 aHTUO10TUKIB. Buympiwnvosenno [lonimixcun (KomicTin)

— OpuH pa3 Ha THXKICHb KOHTPOJIb CEUOBUHH i €JIEKTPOIITIB.

Xnopamghernixon
Tpuui Ha THXIEHb KOHTPOJb JICHKOIUTIB 3a3BHUail He MOTPIOCH JOTH, MOKU KypC HE MEPEBHUILIUTH
IIBOX THKHIB.
Jinesonio
HloTvxHS MOBHUM aHaJi3 KPOBI.
Bopukonason
Hlomicsiis nediHKoBa Mmpoda Ta MOBHUH aHal3 KPOBI.
Impaxonazon
[lomicsis mediHKkoBa mpooda.

Standards of care for patients with cystic fibrosis: a European Consensus, Kerem E. et al. 2005
AHTpPOTIOMETPUYHI BHMIPIOBAHHS: y JITEH MOJOJIIOTO BIKY TiJ Yac KOXXHOTO BI3UTY HEOOXIITHO

BUKOHYBaTH BHMipIOBaHHS MacH (y KiJorpamax), 3pocTaHHs abo JOBXHUHH (B METpax) i OKpY>KHOCTI
rojioBu (B cantuMerpax). Lli 3HaA4YEHHS CIIi PEECTpyBAaTH IS TOMAJBINOI OIIHKK POCTY 1 3MiH IO
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HYTPUTHBHOTO CTaTyCy, a TAaKOX JJIs MIOPIBHSIHHS 3 HOPMAaTUBHUMH TOKa3HUKamu [16]. 3HaueHHs coif
peecTpyBaTH B MEPLUEHTHIISAX (BIICOTOK Bl HOpMAJIbHUX 3HAYEHb ISl JAHOTO BiKY), a00 B MOKa3HUKaX
crangapTHoro BiaxuieHHs (SD), abo B Z-6amax. Maco-pocToBHiA MOKa3HUK, CITIBBITHOIICHHS MacH i
POCTY Tija MO BiAHOIIEHHIO /10 HAJIS)KHUX 32 BIKOM, BUPAXKEHI Y BIZICOTKAX, YaCTO BUKOPHUCTOBYIOTHCS
JUTsl OI[IHKM HYTPUTHUBHOI'O CTaTyCy JITeH, X04a HAAIMHICTh IIUX NMOKA3HUKIB BHKJIMKAaE CyMHIB [17].
[Tpu oOcTexeHH] AiTel TaKOXK CIiJI CKIAJaTH NMEPHeHTHIbHI aiarpamu inaekcy macu Tima (IMT), sxi
CHPUSIOTH OUTBII TOYHIM OIIHIII HYTPUTHBHOTO CTaTyCy, OCOOJMBO y HU3BKOPOCIHMX IAII€EHTIB. 3a
HasgBHOCTI Ki(o3y, SKUH MOXe pO3BUBATHCA Yy JCSIKUX NAaIli€HTiB, g po3paxyHky IMT
BUKOPUCTOBYETHCSI MaKCUMaJbHUM 3 3apeecTpoBaHMX IOKa3HHKIB 3poctaHHs. IMT cuin
PO3paxoByBaTH HAa KOKHOMY KIIIHIYHOMY BI3UTI Ui TOCHIJIOBHOI OI[IHKM HYTPUTHBHOTO CTaTyCy B
IUHAMIL.

OmiHKa MaHKPEaTUYHOTO CTaTYCy 1 KUIIKOBOTO BCMOKTYBAaHHS: MPHU IAHKPEATUYHOI HEIOCTATHOCTI
(ITH) nesiki BUMIprOBaHHS SKOCTI 1HTECTHMHAIBHOI aOCOPOIii CiiJy MPOBOJUTH IIOPIYHO ab0 OLIBII
9acTO B 3aJGKHOCTI BiJ KIIHIYHUX TIOKa3aHb. BuUMIpOBaHHS IUIa3MOBUX KOHIIEHTpAIlil
KUPOPO3UMHHUX BiTamiHiB A, D 1 E ciiji BUKOHYBaTH 1IOPIYHO, OIIHKY BMICTY BiTaMiny K npoBoasTh
Ha TiIcTaBl BUMIpiB MPOTPpoMOiHOBOTO Hacy. Takok HEOOXiTHO OIIHIOBATH a/IeKBATHICTh (PePMEHTHOT
Tepartii - 30ip iHpopMallii mpo NPUHHATTA (pepMEHTIB, BKIIOYAIOUH 103y, Yac 1 CIIOCI0 3aCTOCYBaHHS, a
TaKOX MiA0ip J03M MaHKPEATUIHUX (PEPMEHTIB B 3aJI€KHOCTI BiJl KUTBKOCTI KHUPIB, Y')KUBAHHUX ITiJ] 4ac
OCHOBHUX 1 MpoMiDKHUX mpuiiomiB ki [18,19]. Ilpu BincyTHOCTI maHKpeaTHUHOI HEAOCTATHOCTI Y
MaIieHTiB - HOCIiB TeHoTuniB MB, ski mgocToBipHO TOB'sI3aHI 3 HemocTatHicTio 11 QyHKIil [20],
HeOOXiHI IIOpIYHi OLIHKU MaHKpeaTUyHoi (PyHKIIT NUIIXOM BHU3HAYCHHS (peKaabHOI MaHKpEeaTU4IHOT
enactazu 1 [18,19]. V marmieHTiB 3 TEHOTUIIAMH, TIOB'SI3aHUMH 3 TPUBAIHM 30€pEKEHHSIM HOPMAIIbHOT
GyHKIIT TANDTYHKOBOT 3271031, MO/110H1 OLIIHKK MOXYTh MTPOBOAUTHCS PiALLIe.

PanHe crioctepexeHHs Ta peryssipHi KaTaMHECTHYHI OL[IHKU CTaHY MEYiHKH 1 3)KOBYOBUBIIHUX HUIAXIB
MOBHHHI BKJIIOYATH TMAJIBIIALII0 TIEYiHKHA Ta CEJNE31HKH IIiJl 9ac KOXXHOTO Bi3uUTy B HeHTp MB. Piunnii
ormsin  (OIiHKA) Mae Ha yBa3l JOCHIDKEHHS O10XIMIYHMX TOKa3HHWKIB (YHKIT MeYiHKU
(amiHoTpaHcdepasu, OutipyOiH, dyxkHa Qocdaraza, ramma-I'TII, aneOymin, npoTpoMOIHOBUI Hac,
TJIF0K032) 1 MOBHOIO ()OPMYIIH KIITHHHUX €JIEMEHTIB KPOBi /ISl BUSIBIICHHSI O3HAK TiNEPCIUIEHI3MY.
VYbTpa3ByKoBe JOCHIKEHHS MEUYIHKM CHil HPOBOJAUTHU IIOPIYHO, BKJIIOYAOUM OajabHY OLIHKY
HEPIBHOMIPHOCTI MapeHXIMM MEYiHKH, MepUropTajbHoro ¢idbpo3y i1 By3mukiB y meuiHmi [50,51].
VYapTpasBykoBa norieporpadis gae iHbopmarlito npo nopTaibHUN KpOBOTOK. B 0COOIMBUX cUTyaIlisX
BUKOPHUCTOBYIOTbCSL ~ JJOJaTKoBi  oOcTexkeHHs, Bkitoyaroun MRCP, ERCP, remaroOitiapHy
cuuHTUrpadito, enaockonito BepxHix BiaautiB LHKT i 6ioncito neuinku [52]. B ominii 1 peryaspHoMy
KOHTPOJI1 MOB's13aHOro 3 MB 3axBoproBaHHS NEUiHKM MOBHHHA OpaTd y4acTb MYJIbTHIUCLMILIIHApHA
rpymna: nemiatp abo TepameBT, TaCTPOSHTEPOJIOT-TEmaToOor, JIE€TOJIOT, PEHTICHOJIOT 1 JOCBIAYCHUN B
obxacti MB xipypr. Lleutp MB noBuHeH MaTu HaliliHi 3B'SI3KH 3 BIATIJICHHSIM MEPECAIKH MMEYIHKU.
Jly’)ke BaXJIMBO MaTH JIOCTYIHY CIIY’)KOY HEBIIKIaTHOI JTOTIOMOTH ISl CBOEYACHOI Tepartii psCHUX
racTpOiHTECTUHAIFHUX KPOBOTEY, IEPEHECEHOT B KaTaMHe31 CKilepoTepartii abo JIiryBaHHs (ME€peB'sa3Ku
CYJIUH).

[MamienTam crapme 10 pokiB 3 HEAOCTATHICTIO MiIIUIYHKOBOI 3aJI03M MOKa3aHi MIOPiuHi abo OiibI
yacTi (3a HasBHOCTI BIANOBIIHUX I0Ka3aHb) (opMalibHI OIIHKM MeTaboii3My Tioko3n [53].
[lepopanbHuil TECT TOJEPAHTHOCTI 1O TJIIOKO3M € €TAIOHHHUM METOJOM JIarHOCTHKH I[yKPOBOTO
niabeTy 1 BUBHAHUM CKPUHIHTOBUM TECTOM JUIsl BUSIBJICHHS /1a0€eTy, MOB'I3aHOTO 3 MYKOBICIIUI030M
[54]. KouTponp mami€eHTiB 3 MiATBEPUKEHUM J1a0E€TOM TOBMHEH BKJIIOYATH BUMIPIOBAHHS
cupoBaTkoBoro HbAlc. Takox HE0OX1JHI pyTHHHI OL[IHKY MOTOYHOI JIIKapCchKoi / 1HCYNIIHOBOI Tepaii,
pe3yibTaTiB BUMIPIOBAaHb TJIIOKO3M KpPOBI Ha JIOMY, YaCTOTH, 4acy 1 MPUYMH €Mi30/iB TiMOriiKeMmii i
rinepriuikemii. IIoTpiOHI MIOpPiYHI KOHTPOJBHI OIJISIAM JUIS BUKJIIOYEHHS MOKJIMBUX YCKIIQIHEHb. Y
IIUX 3aX0J[aXx TMOBHHEH OpaTH ydacTh EHIOKPHUHOJIOT, SIKUH CIIELiali3yeTbCcs B CIOCTEPEXKEHHI 3a
xBopuMHU MB 3 1iykpoBuM aiabeTom.

PexoMeHnyeThCs OliHIOBaTH B 0anax MiHepalbHY MIUTBHICTH KicTKOBOI TkKaHuHU (MIK)> 2 'Z' Hux4e
CepeHIX HOPMATHUBHUX BIKOBHX 3HA4YeHb Ta/a00 HASBHICTh MATOJIOTIYHHX IEPEIOMIB MPOTATOM
TUTAYOTO BiKY, a OCOOJIMBO PETENBHO - y MEpPioAl MPUCKOPEHHS KICTKOBOTO POCTY, TOB'SA3aHOTO 3
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nyoeprarom [58,59]. MiHepanbHy HIUIBHICTh KICTKOBOI TKAaHWHHM 1 CKJIQJ Tija CJij OI[IHIOBaTH 3a
JAaHUMHU CKaHyBaHHS METOJOM TMOJABIMHOT EHEpPreTMYHOi peHTreHojoriuHoi abdcopOiiomerpii
(mencutomerpii). Lleit Meroq moBHHEH OyTH CKIIAJOBOI YAaCTUHOKO OLIHKH HYTPHUTHBHOIO CTaTyCy
BCiX manieHTiB nmounHarouu 3 10-piynoro Biky [16]. Ha cboronHni He icHye €IMHOI JYMKHU 3 IPUBOLY
aJICKBaTHUX 1HTEpBaIiB MK ckaHyBaHHsAMH DEXA, mpote H0BeAEHO, IO MOCTIA0BHI BUMIPIOBaHHSI
JIOCUTh KOPHCHI ISl TUIAaHYBAaHHS BEJCHHS TAIlleHTa 1 BHU3HAYCHHS KOHCEHCYC-TIO3UIII B
MalOyTHBOMY.

Hes3Baxkarounm Ha HOpMaJibHE XapuyBaHHS 1 3pOCTaHHsA, y JiTeil 3 MB Moxe crocrepiraTucs 3HauHe
3HmkeHHs nokasHukiB MILK [60]. ®akropamu BBakaroThes: nedinut BitaminiB D 1 K; HemocTaTHe
HA/IXO/DKEHHS KaJIbIIi10; (i310JIOTIYHO YM MATOJOTIYHO 3HWKEHE (i3UYHE HAaBaHTAKEHHS, 3aTPHMKa
PO3BHUTKY B IIyOepTari; TIIMOrOHAaW3M; MpsMi CHCTEMHI e(QEeKTH Ipo3anajlbHUX IUTOKIHIB, IO
MPOHHUKAIOTh Y KPOB 3 MOBITPOHOCHUX IUIAXIB; IHTAJSAMIMHA 1 MEpopaibHa TEparis CTepoinamu;
nyKpoBui miaber, mos'sizanuii 3 MB. IlpodinakTudni crparerii, siki € 00OB'S3KOBOIO CKJIaJ0BOIO
YaCTUHOIO CTaHJAPTHOI TOTIOMOTH XBOprUM MB, BKIIIOYAarOTh MIOPiYHI BUMIPIOBAaHHS BMICTY BiTaMiHY
D i npu HE0OX1HOCTI MiJBUIIEHE 3aCTOCYBAHHS XapyOBHUX T00ABOK, a TAKOXK BUCOKOMOJIOUHY JI€TY 1
MiATPUMYIOYi Bary (i3ndHi HaBaHTaKEHHS - 00uaBa MeTo U 31aTHi miaBunryBatu MILK [61,62].
[TyGepraTHMiI pO3BUTOK MOXeE 3aTPUMYBATHCS Y XBOPUX Ha MyKoBicuuao3 [15]. Ouinku myGepraty 3a
CTaHJAPTHAUMH METOJMKAMH MAaIOTh MPOBOJUTHCS IIOPIYHO ToYHMHA4Yu 3 10-piyHOTO BIKY.
Bu3HayeHHs KICTKOBOI'O BiKy Ma€ OyTH CKJIa/IOBOIO YaCTHHOIO OOCTEXKEHHs KOKHOI AUTHUHH 3 MaJlUM
3pocToM abo 3aTPUMKOIO IyOepTaTy.

Maitxe y Bcix nauieHTiB 3 MB po3BHBaIOTbCs 3aXBOPIOBAHHS HOCA Ta MPHUJIATKOBHUX Ma3yX, 4acTo 3
CUMIITOMAaTHYHUM Tiepedirom [66]. ¥V Bcix nentpax MB moBuHHI Oyt BcTaHOBIeHi 3B'si3ky 3 JIOP-
BIJUTUUICHHAMH JJI1 OOCTEXKEHHS 1 Tepallii MaIlieHTIB 3 TSHKKOIO MATOJIOTIE0 Ma3yXx 1 MmoiinaMu Hoca. Y
TaKMX BUMAJAKaX MOXIIUBI Pi3HI MIAXOAMU IO XIPYpPridHOTO JIKYBaHHS - MOJIMNEKTOMisl, CYOMYKO3Ha
PE3EKIIisl, BKIIOYAIOYH €HIOCKOIIYHY XIpYpPrilo IPUAaTKOBUX Ma3yX, 1 IHII KOMIUIEKCHI POLIEIYPH.
3acTocyBaHHsS aMIHOIJIIKO3WAIB MOXE MaTH HECHPHUATIUBY Jil0 Ha 8-y Mapy 4YepemHOMO3KOBHX
HepBiB. HeoOximHa MOCTYMHICTH ayaioMeTpii JUisi CIOCTEPEKEHHs 3a TMallleHTaMU 3 TIeBHUMH
MOPYUIEHHSMH CIIyXY, TAKUMH SIK BTpaTa CIyXy Ha BUCOKOYACTOTHI 3BYKH, 1110 € PaHHIM 1HJUKATOPOM
TOKCUYHUX €(eKTiB aMiHOrIiKo3uAiB. [llopiuni nepeBipku ciayxy NOBUHHI OyTH NPUCYTHIMHU B CXeMi
CIIOCTEPEXKEHHS JJI BCIX MAaLI€HTIB, sIKI OTPUMYIOTh MOBTOPHI KypCH Tepamii amMiHOTJIIKO3UIHUMHU
anTu6ioTrKaMu. HocoBi mosinu MoXyTh OyTH MPUYMHOIO OOCTPYKTUBHOTO alHOE TiJ] Yac CHY, fKe, Y
CBOIO Yepry, MOKe MPU3BOANTH /10 YIOBIJIbHEHHS 301IbLIIEHHS] MacH.

CrareBe 370pOB'S Ma€ BEJIUKE 3HAYEHHS JUIsl BCIX MOJIOAUX JItoAei. BciM marmieHTam, 37aTHUM 0
CEKCYaJIbHOI aKTMBHOCTI, HEOOXIJHO JaBaTH 3arajibHi BiJOMOCTI HPO MIATPUMKY CBOTO 3JI0POB'S.
Takoxx moTpiOHI KBaiipikOBaHI pPEeKOMEHJAllli MNalleHTaM 3 MHUTaHb KOHTpALEMIlii, BKIIOYal4H
Oap'epHi Meromau, uid npodurakTuku 3apaxeHHd BUI Ta iHmmMu iHQexUisMH, M0 NeperarThes
CTaTeBUM LUIIXOM. [[o/1aTKOBO ci1ii 0O0roBOproBaTH JesKi ClieliaibHi acleKkTH, noB's3aHi 3 MB.

VY OGaratbox xiHOK 3 MB 30epiraerbcs MOBHOIIIHHA 3[aTHICTH A0 HApOMKeHHS miTel. OmHak
Mporpecyrode 3HWKEHHS (QYHKII JereHb 1 XpOoHIYH1 1H(EKIT NpU3BOIATh 10 3HMXKEHHS >KIHOUYOT
¢deprunbroCcTi. s xiHOK 3 MB HEoOXiqHO opraHizyBaTH O€3NepenIKoIHy MOXKJIHMBICTb OTPUMaHHS
pexomeHpauii Big ¢axisuis 3 MB, Bkirodaroun nikaps 1eHTpy MB, rpyny MB 1 akymepa, sxuit mae
JIOCBiJ] BEICHHS BariTHOCTI y XBOPUX Ha MYKOBICLIMJI03, - 3B'I30K, SIKUI MOBUHHI MaTH Bci IIeHTpH MB.
BariTHicTh 3HauHO yckianHIO€eTbesa y xBopux 3 ODBI1 menme 50% Bia Halle)KHOTO 3HAUYEHHS, TOMY
JIOCBIZTUEHUH aKkymiep HaOyBae KJIIOUOBE 3HaUEHHs B paMkax rpynu MB B mibomy nepiozi [67]. JKinok
3 MB crif cTUMyITIOBaTH 11010 TTOTIEPETHBOTO0 OOTOBOPEHHST MaliOyTHROT BariTHOCTI 3 WICHAMH TPYITH
MB 17151 BUpoOJIeHHS BiANOBIAHUX PEKOMEHIaLiH.

MeTtoau Bizyaui3allii € BaKJIMBUM acleKTOM JIIarHOCTUKH 1 Teparnii namientis 3 MB. V nepury uepry
HEeoOXiH1 Bi3yai3allisi OpraHiB IpyIHOi KJIITKH, X04a TaCTPOCHTEPOJIOTIHHI, TIEYiHKOBI 1 ceuocTaTeBi
yckianHeHHss MB Takox MoXyTh BuUMaratu oOcrexeHb Mmerofamu 300paxkeHb. Bei nentpu MB
MOBMHHI ~MaTH MOJJIMBICTh TpOBeNeHHS craHaapTtHoi peHtreHorpadii, KT-ckanyBanns,
yIbTpa3BykoBoro ooctesxxeHHs, DEXA Ta anriorpadii.
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Pentrenorpadis opradiB rpyaHOi KIITKH.

Pentrenorpadist opratiB rpyAHO1 KJIITKH Ma€ KJIFOYOBE 3HAYCHHS JUIS OLIHKU CTaHy AiTeH 1 JOPOCIUX
3 MB. ¥V wmipy noninmenHss mporao3y npu MB crniBBiIHOIIEHHS HACTIAKIB / KOPUCTI HAKOMUYCHOL
panioakTHUBHOCTI BuUMarae mneperisgy. Jlyke BaXIMBO, 00 TITH OTPUMYBAJIM MiHIMAJIbHI JI03U
pamiamii. Jitam 1 gopocium 3 MB mokaszani mopiuHi peHtreHorpadii, Toal SK J0JaTKOBi
PEHTICHOJIOTIYHI OOCTEXKEHHS CiJl MpHU3HAYaTH TIUIBKU TPU OOrPYHTOBAHUX KIIHIYHHMX TiI03pax
1010 HECHPUSATIMBOI AMHAMIKH CTaHy (HampuKiIa[, AUISSHKA YIOIUIBHEHHS JIETEHEBOi TKaHHWHH,
nHeBMoTopakc, ABJIA abo He3po3yMili pecmipaTOpHi CHMITOMH). Y Mipy HporpecyBaHHs
3aXBOPIOBAHHS JIETE€HIB UyTJIMBICTh PEHTTCHOJIOTIYHOTO METOIY /10 3MiH B JIETCHSX 3HIDKYEThcsA. B
JaHUK Yac 3aCTOCOBYIOTHCS Pi3HI CHCTEMHM OLIHKH PEHTICHOJIOTIYHOI KapTHHM B Oamax. Mwu
pekoMeHyemo BukopuctoByBaTH Immkany Northern CF, mns sxoi morpiOHa TIIBKKM HAasBHICTh
MYKOTHOI ()OPMH CHHBOTHIMHOT nanuuku [72].

KT-ckanyBaHnHs.

Komm'rorepHa ToMorpadis 3 BuCOKor po3auibHoro 3aatHICTIO (KTBP) € miHHMM MeTo/10M BU3HAYCHHS
MOIIMPEHOCTI Ta TSHKKOCTI JiereHeBoi maToorii y xBopux Ha MB. 3a manumu pocnimxkens, KTBP
MO3K€ MepPEeBEPIIYBATH 10 YYTIUBOCTI peHTreHorpadito rpyAHOI KIITUHYU MPU BUABICHHI PaHHIX O3HAK
Ta OIIHIII MPOTPECYBaHHS 3aXBOPIOBaHHs JiereHb [73]. [IpoTe 3anuImaeTbcst HESICHUM, 3 SIKOTO BIKY 1 3
SIKOI0 YaCTOTOIO CIIiJi BUKOPUCTOBYBATH 1iei MeTtof. KT-ckaHyBaHHS TakoX Mae BETHKE 3HAUCHHS IS
JIarHOCTUKU Ta OLIHKH aTHIOBOI MikoOakTepianpHOi iH(pekuii Ta mHeBMoTopakcy. KT-anriorpadis
MOXK€ 3HAJOOMTHUCS [UIsl BHU3HAUEHHS CTaHYy KOJIAaTEpaJbHUX JIETEHEBUX apTepid y BHUMaAKax
KpOBOXapKaHHS 1 MpH Mi03pi Ha eMOoIIito JereneBux cyauH. OIiHKa MaToJorii MPUJIATKOBUX Ma3yx
Hoca Takoxk Bumarae KT-nmocnimkenHs.

Amnriorpadist 1ereHs.

I{inogo60oBa AOCTYNHICTh cayxOu aHriorpadii jereHb 1 emOomizallii Mae BUpILIaJbHE 3HAUYEHHS IS
Teparii psicHOTO KpoBoxapkaHHs. OCKUIBKY 115 TIPOIIEIypa YaCTO MOTPIOHO /71l HaJaHHS HEB1IKJIaTHOT
JIOTIOMOTH, HEOOX1THO 3a0€3MeYNTH aJeKBaTHY MOXKIIUBICTh TEPMIHOBOTO BUKITUKY.

Mertoau Bizyasnizauii A1 OLIHKY IIJTYHKOBO-KUIIKOBOI 1 I€YiHKOBOT MaTOJOTiT

CrangapTHI 3HIMKH OpraHiB 4epeBHOI MOPOKHUHU KOPHUCHI JJI JIarHOCTHUKU CUHAPOMY JUCTAIbHOT
IHTECTUHANBHOTO OOCTPYKIIii. JJOCTYNMHICTh PEHTT€HONIOTIYHOTO AoCHiKeHHs HIKHIX Biaautis [IKT
TaKOX Ma€ BEJIUKE 3HA4YeHHs JJs JAIarHOCTUKM 1 Tepamii mnaTtojorii nux opradiB. Kmizmu 3
yporpagdinom / ractporpadiHoM 4YacTo HEOOXiJHI JUId HAaJaHHS HEBIAKIAIHOI JONMOMOTU 1 TOMY
MOBUHHI OyTH JOCTYNHI B OyJb-IKM MOMEHT. MeToau 300paKeHHS MEYIHKU TaK0XX MaroTh BEIHKE
3Ha4YeHHs. PerymspHi yabTpa3ByKOBI JOCITIIKEHHS MOTPiOHI AJ PaHHBOTO BMSBIEHHS MaTOJOTIT
neviHky. [Ipu OUIbII CKIAQAHMX YPaKEHHSAX NEYIHKM MOke OyTH KopucHMM mnpoBeneHHs KT-
CKaHyBaHHS 1/ a0o cruuHTUTpadii.

Komenmap pobouoi cpynu
L'acmpozcpaghin, ypoepaghin — mopeoei Hazeu MiKapcbKo20 3acody 3 MIHCHAPOOHOK HENAmeHmMOBaAHOK
Ha3zeo1o Jliampuzoecea Kucioma.

[TaTonoris cedocTaTeBOi CUCTEMHU.
VYIbTpa3ByKoOBI AOCHIIKEHHSI CEM’ SBUBIIHUX MPOTOK (CIM'SHUX KAaHATHKIB) MOXYThb OYTH LIHHUM
METOOM JiarHocTuku MB npu atunoBux ¢opmax nepediry 1boro 3aXBOpIOBaHHS.

Benosnuit gocryi.

Y  gesdkux 1EeHTpaxX XIpypru-peHTI€HOJIOTM BCTAHOBJIOIOTH IepudepuyHi Katetepu abo
BUKOPUCTOBYIOTh TMPUCTPOI MOCTIHHOTO BEHO3HOTO JOCTYNY TMiJ KOHTPOJIEM YJIbTPa3BYKOBOTO
300pakeHHs. OCTaHHI TaKOXX BUKOPUCTOBYIOTHCSA NUTSYUMH a00 CYAMHHHUMHU XipypramMu B 0aratbox
neHTpax. ToMy qyxke BaKiIuBO, 00 ouH ab0 Ba Xipypra Majau JOCTATHIN TOCBIA 1€l MaHITYSIIII.
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3a3HaueHi METOAM MOBUHHI OYTH JOCTYITHUMH Yy BCiX IIeHTpax MB.

Exoxkapmiorpadis.

300pakeHHs CepIsi MAIOTh BEJIMKE 3HAYCHHSI JIJIsl OIIIHKY JICTEHEBOI TilepTeH3ii 1 MOTPiOH1 AJIs OI[iHKU
TPaHCIUIAHTAHTY JiereHiB. JIJis BHpINICHHS NpoOJjeM 3 MOBHICTIO IMIUIAHTOBAHUMH IPHUCTPOSIMHU
BEHO3HOTO JIOCTYITY MOXKYTh BUKOPHCTOBYBATHCS METOIM TPaHCTOpaKaabHOI a00 TpaHce3odareaabHOl
exokapiorpadii.

IHOEKIIMHUN KOHTPOJIb

Clinical Guidelines: Care of Children with Cystic Fibrosis. Royal Brompton Hospital. S.
Alexander et al. Endorsed by the Medicines Management Board of Royal Brompton & Harefield
NHS Foundation Trust. 2014

Indexuiinnii KOHTPOJIb

Icaye Hebesmeka mepexpecHol iHGekmii MK AiThmMu 3 MB, 1m0 BuMarae JOTPUMaHHS TEBHUX
3anmoOKHUX 3ax0iB ycima AiThMu 3 MB. HeoOxinuuil moain y kimiHimi ¥ y craiioHapi, 30KpeMa B
HaBYAJIbHHUX KIMHATaX TOIIO, 00 3BECTH J0 MiHIMyMY KOHTAaKT MiX manieHTamu 3 MB. IcHye Takox
3BOPOTHUH OiK, KUl MOJsITae B CUILHOMY CKOPOYEHHI COLliaabHOI B3aeMoii. Mu BBakaeMo, 110 AITH
OTPUMYIOTh KOPHCTh BiJ CHUIKYBaHHS OJWH 3 OJHHUM, TOMY HE OaxaeMo iM «OJWHOYHOTO
yB'si3HeHHsA». OnHak 6arato ciMeil cTypOOBaHO BHHUKHEHHSM IEpPEXpPEecHOi 1HQEKIii, 1 M0 AYMKY
HeoOXigHO OpaTh 10 yBaru. He3Bakaroum Ha Te, 110 CIiBpPOOITHUKY HAIIOTO BiJIIJICHHS MIATPUMYIOTh
1 3MIIHIOIOTH JaHi 3aXOAH, HaM JIOBEAEThCA MOKJIaJaTuCs Ha OaThKiB / OMIKYHIB, SIKi 3a0€3MEUyIOTh,
00 AiTH JOTPUMYBAJIUCS MPaBUIL.

3a3Buuail, 0COOMMBY yBary NpUAUISIOTH OCOOUCTIN TirieHi. MU 3aKIMKaeMO MPUKPUBATH POT PYKOIO
MIPH Kalllli, @ TOTIM MUTH PYKH (BEpXHIO Ta HIDKHIO YaCTUHY JOJOHB, a TAKOXK MK MalbIsIMu). Pyku
CIIIJI MUTH PETyJSIpHO; JITEH TakoX BYaTh HE AUIMTUCA (3 IHIIMMM JITbMH, XBOpUMHU Ha MB)
Yanikamu, CTOJIOBUMH MPUOOPAMH TOIIIO.

Oxpemi odimiiiHi npaBuia:

Binnienns

— Koxen namicHT 3HaXOOUTHCS B OOHOMICHIN manari abo Ooxci. ImmmMm mariearam 3 MB a6o
OaThbKaM HE JI03BOJIAEThCA Mepe0yBaTu TaM B Oyab-skuii yac. [litu 3 MB He noBUHHI BXOAUTH 10
naJar inmmx airei 3 MB.

-~ Mu Takox BiIOKpeMIIIoeMo aiteit 3 MB Bix aiTelt 13 HEeMyKOBICIIMIO3HUMHU OPOHXOCKTAaTHYHHUMHU
3aXBOPIOBAaHHSIMHU.

— Mu He 320X04y€MO OUIKYBAHHS B KOPUAOPAX BiJIUICHHS.

— 3abopoHs€eThCSA CUIITH U OYIKYBaTH O1JIs TOCTa ME/ICECTPH, 30KpEMa y BEeUipHii Jac.

— JlozaTopu 3 ne31HGIKYIOYHM 3aCO00M IS PYK 3HAXOASATHCS Mepe]] BXOJAOM /10 KOKHOI OJJTHOMICHOT
najgatd 1 KOKHOro Ookca Ui BUKOPUCTAaHHS CIIBpOOITHMKAMHM, BCIMa MITbMH, CIM'AMHM Ta
BiJIBilyBa4aMHu.

— Jlikapi 3000B's13aH1 OUUIIATH CTETOCKOMHU MK BUKOPUCTAHHSM JUJISl PI3HUX MAIlI€HTIB.

—  Mu ycBiIOMIIIOEMO, TIO JIesKi BaHHI KIMHATH € 3arajlbHUMH, Ta HIY0T0 HE MOXKEMO 13 UM BJIIATH.
Opnak GaTbKaM HAJAIOTHCS NMPOCSKHYTI JIIKAMH CEPBETKH, SKI OAaTbkH, 3a OaXKaHHSIM, MOXYTb
BUKOPHUCTOBYBATH JI0 BiJBiAyBaHHS TUTHHOIO BaHHOT KIMHATH.

- @izioTeparnisi IPOBOAUTHCA TIBKU B Manati TuTHHU. [IpH BigKanuIOBaHHI MOKPOTHHHS HEOOX1AHO
BUKOPHUCTOBYBATH MHPUCTPOi i 300py MOKPOTHHHS 13 KpHILIKAaMH, ajle SKIIO MAaIlieHT BiAJae
repeBary cepBeTkaMm, iX HeOOX1THO HEeraifHO BUKHIATH B dKOBTHH MIIIOK JIJIsSI CMITTS.

— Hitn, iadikoBani MP3C (MerunmniH-pe3ucTeHTHHI 300TUCTHH cTadinokok), Burkholderia
cepacia i M. abscessus, 3aHIIalThCs y CBOIX MajaTax MpOTAroM YChOTro Mepiofy rocmitanisanii,
X04a MOXYTh TMPOBOJWTH Yac y BiAJiJeHHI. BOHM He TOBMHHI BUKOPHCTOBYBATH TMajaTH 13
3araJlbHIMH BAHHUMHU KIMHATaMU 1 TyaJeTaMHu.
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Komu narieHTd MOKyTh BBOKATHCS BIIbHUMH BiJl MIKPOOPTaHi3MiB?

- B cepacia: sxmo MiKpOOpraHi3MH HE CIIOCTEpIrajucs MpoTAroM | poKy, NMpH NpUHAHMHI 3
HETaTUBHHUX  3pa3kaX MOKPOTHHHS a0o0 Maskax micias kKanumo, abo 1pod  BAJI
(OpoHxo0anbBEOIAPHUI JIaBaX) y BIAMOBIAHUN pik. TUM He MeHIIe, ¢iij OpaTu 10 yBard BHIAIKH,
KOJIM TIEpBHHHA 13071111 Oya Ha MOKpoTHHHI a00 BAJI, a HacTymHi poOu OyJIu TUIBKKW Ma3KamMH
MICJIS KA.

— MP3C: npu oTprMaHH1 TPhOX HETATUBHUX Ma3KiB.

- M. abscessus: BBaXAE€ThCS BUIBHUM TICIS OTpUMaHHSA 4 HEraTMBHUX MpoO depe3 pik micisa |
HEraTUBHOI IPOOH.

- Bci mamienTs MUIOTBCS TIepe] onepaltiero (BpaHill y AeHb OyAb-sIKOTO XIpypridHOTO BTPYYaHHS) 3
BUKOPHUCTAaHHAM 3a3HAYCHOTO MHIOYOro 3aco0y BIAMOBIAHO A0 NPAKTUKH MEIiaTPHYHOTO
BIIJIIJICHHS JISl 3HUYKEHHS TTiCIsIonepaiiHuX iHQEKIIii.

— Hoga nosituka - narienta 3 M. abSCeSSUS MICTUTUMYTBCS B 130JIS1I11 B MaJIaTI.

Bunucka 3i cramionapy

Bcim piTsim Mae HagaBaTHCs BUNMCHUUN emikpu3, cTBopeHuil B Infoflex no BunucyBanus. IcHye neBHa

BUITUCKA JUTsI MyKOBICIIM03Y, sIKa BKIIOYA€ B ceOe:

— 3arajbpHi BUCHOBKH 100 TOCITITaIi3allil;

— Maca npu HaAXO/KEHHI Ta BUTUCYBaHHI,

— Pesynbratu cnipometpii (OPB1, ®BC) npu HanxoKeHH1 Ta BUITMCYBaHHI,

- Bci npenaparu npu BUNMCyBaHH1

— 3anoBHeHHS po3aiTiB y hopMi «bynb-aKki 3MiHU B Tepamiiy;

- Ilnan nepeBipku - Konu / 1ie;

— BignoBiaHi pe3ynbTaT, BKIOYAIUU OaKTEPi0I0riuHe JOCTIIKEHHS;

— TlotouHi pe3ynbraTy;

— Ilnan aHani3iB, sIK1 HEOOX1IHO MPOBOANUTH BloMa (Hanpukiaa, BKK depe3 3 TuxHi, SKI0 naiieHT
BCe I1Ie NpHiiMae xaopaMpeHikon);

— Jlata HacTymHOTO TpHIOMY, SIKIIO BHOMpAEThCA TAIl€eHTOM (3 MIOMICAYHI aHTUOIOTUKHU
BHYTPIIIHBOBEHHO, IIOMICSIISl IMyHOTJI00Y/IiH BHYTPIILIHBOBEHHO).

Konito Bunmmcku cnig Hagatu OaTbkaM 10 BUNMCYBaHHA. [loTiM komisi mMoBMHHAa OyTH IOjaHa

KaHIIETSIPCHKUM TIEPCOHATIOM BiIIIJICHHSI Y BUTJISAI KOMEHTApPiB AJIs MAIliEHTa 1 BHECEHA JI0 PEECTPY.

B sxocTi OCHOBHOI NpUYMHM TOCHiTadi3alii y BUIMCII HEOOXIJHO BKa3aTH Take: «3aljaHOBaHE

JKYBaHHS MYKOBICIIH/I03Y».

Cystic Fibrosis Foundation Evidence-Based Guidelines for Management of Infants with Cystic
Fibrosis. Drucy Borowitz et al., 2009

BrnipoBamkeHHST HEOHATaIbHOIO CKPIHIHTY B OUIBIIOCTI KpaiH CBITY CTBOPUJIIO KOTOPTY BITHOCHO
3I0pOBUX JITEH TPYIHOTO BIKYy Ta CTapile, sSKa 3MIIMIYyeThCA 3 0cO0aMM 3 KIIHIYHMUMU TPOSBaMU
XBOpOOU B MOJIIKJIIHIKAxX Ta eHTpax MB.

TpancMicis maToreHiB BiJ MaIieHTa J0 Malli€eHTa Ta KJIOHAIbHE MOMIMPEeHHs maTorenis B MB nieHTpax
BCE dacTile peecTpyeThcs 3a octaHHl 20 pokiB. Jleski JOCHITKEHHS, CIEIiadbHO JOKYMEHTYIOTh
MOIIMPEHHsI 30yTHUKIB BiJI JITHIX MAIll€EHTIB JO MAJICHBKUX JiTed. B ogHOMY mociimkenHi 56 giTeit 3
niarHo3oM MB, BCTaHOBJIEHHMM IUIIXOM HEOHATaJIbHOTO CKpUHIHTY, B ABcTpanii, 4 mitei Oymu
3apakeHl MyKOIIHMM mTamMoM PS. aeruginosa 3 MHOXMHHOIO JTIKAPCHKOIO CTIMKICTIO 1 ToMepsu A0 7
pokiB. Leit mram OyB mommpeHuil cepes CTapiiux JiTeH, siki He OyJiu MOB'SA3aHUX 3 HUMH 4 TITHMH,
ajie BIBINYBalIM Ty X caMmy KJiHIKYy. Kpim Toro, aHami3 pe3yiabTaTiB KJIIHIYHOIO BUNPOOYBaHHS, 110
npoBojmiIoch y mrati Bickoncun, CIIIA, noka3as, 1110 3MillI€HHS NAIi€EHTIB B IEPEIIOBHEHOMY LEHTP1
MB mosxe OyTH YHHHUKOM PU3HUKY JUISI paHHBOTO TIpuaOanHs PS. aeruginosa. HemMoBsT 3 HemoaaBHO
niarHocToBaHuM MB citif 06cTexxyBaT OKpeMO BiJl IHINUX MAaIi€HTIB (HAPUKIIAT, TIepIIi BiBIyBadi
y KJIiHiIi a00 00CTeXEHHs B 1HIIIOMY MICITi).
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3B'SI3KW_MIJK JIIKAPEM IMEPBUHHOI JJAHKW MEJWYHOI JONIOMOTH I IIEHTPY
MB

3B'SI3KM MK JIiKapeM IEePBHHHOI JIAHKM MEIWYHOI JONMOMOTH 1 meHTpy MB MarTe BupimanbHe
3HAUEHHS ISl TOTO, IO 0AaThKH HE OTPUMAIH CYNEPEUIUBI MOBIIOMIICHHS, OCOOIHMBO 3 OISy Ha Te,
mo OaraTo MUICH JOTJSAAY 3a AWTHHOK 3 MB BiApi3HAIOTBCA BiJ CTaHIAPTHUX NEAlaTPUYHUX
(HampuKIaa, aKIEeHT Ha HeOOXITHOCTI st TuTHHYU 3 MB Matu Tpoxu 30UIbIIIeHYy 32 HOPMY Macy Tijia
MPOTH 3aHETIOKOEHHSI IIOJI0 OXKUPIHHSA JJI JUTSYOr0 HACEJIEHHS B 1ioMy). HeoOXiIHICTh MpUIIIATH
HiBHUILEHY yBary, ajie He OOMEXYIOYHCh TUIBKM HMMH, TAaKUM NUTAHHSIM SK 3HIDKEHHS MacH Tija,
Kamenb ab0 CBUCTAINE JWXaHHS, 3MiHA JIKIB ab0o TMpomeayp, BIICYTHICTh NPUXUIBHOCTI
BCTaHOBJICHOMY PEXHMY, TPYAHOII B MPHIOMI MPUIHCAHUX JIKiB ab0 mpoueayp, iHpekuii y iHmmx
YIeHIB CiM'T 1 ctaryc imyHi3amii. Yci KpuTudHi nofii (rocmitaiizaiis adbo 3MiHa JIKIB TOIIO) MOBHHHI
OyTH 33JJOKyMEHTOBAHI B MEIMYHIHM KapTi 1 OBIIOMJICHI 1HITUM YJeHAM KOMaH/IH.

IMurannsa no MB 119 npaniBHUKIB NIepBUHHOI JIAHKHM MeIMYHOI 10TIOMOTH

e HewmoBmsara 3 MB notpe0yroTh A0JAaTKOBOTO BXKHBAHHS COJIi; AiTeH cTapiioro Biky 3 MB crifg
BYMTHU JOAATKOBO COJIUTH 1XKY.

e Mera s giteri 3 MB - Oytu Ha piBHI a00 Butie 50-ro IPOICHTHIIIO BIIHOIICHHS Maca-JOBKWHA
(" 3;merka myxxki ").

— Mu migTpuMyeMO BXKHMBAaHHS Xap4yBaHHS 3 BHUCOKMM BMICTOM JXHPIB, y TOMY YHCII
BUKOPUCTaHHS HE30MPaHOI'0 MOJIOKA.
— TloBigomTe nientp MB, sk110 € HecTaya Macu abo BTpaTa MacH y naiienra 3 MB.

e Panni cumnToMu MOXyTh OyTH cnaOkumu, moBigomte IeHTp MB y Bumaaky Oyiab-skux
JereHeBux abo racTpOIHTECTUHAJIBHUX CUMIITOMIB, OCOOJIMBO TakuX, SIK Kalledb abo CBUCTSIYE
TIIXAHHSL.

e AHTHOIOTUKHM BUKOPHCTOBYIOTHCSI 3 HM3bKMM IOPOroM y mauieHTiB 3 MB i mporarom Oinbin
TPUBAJIOTO MEPioy Yacy, HIXK B IHIIMUX JIITEH.

— Piaki BunoposxHeHHs a00 O11b Y )KUBOTI.
e QOuikyBaHa TPHUBAIICTh JKHUTTS HEYXWIBHO 3pOCTae, aje 1€ 3aJ]eXdUTh BiJ IIOJEHHOI
poQiTaKTUYHOT TOTOMOTH.
— OO6HnaniiiTe: MU OYIKYEMO, 1110 111 HEMOBJISTa Oy1yTh BECTU ITOBHOLIIHHE JJOPOCIIE KUTT.
— 3anuTaiiTe NMpo NPUXMIIBHICTH A0 3alpONOHOBaHOI cxeMu Tepamii MB mpu koxHOMy
BIJIBIIyBaHHI 3aKJIaJly MEPBUHHOT MEAUYHOI JOTIOMOTH.
— 3MILHITH BCTAaHOBJIEHHS JIMITY (0COOJMBO Ba)JIMBO Y AITEH, SKI BUMararoTh HIOJEHHHUX
MIPOLEAYp, ajle MOXKYTh OYTH CHPUHUHATI K Ypa3JiuBi).
e JliarHo3 CTBOPIOE MCUXOJIOTIYHI MTPOOJIEMH.
— HacriitHo He pexomeHayeThes niTaM 3 MB B3aemomii 3 iHmmMH mariestamua 3 MB, 3
METOIO 3aMo0IrTH nepexpecHe iH(iKyBaHHS.
— MB cTBOpIOE CcTpec y Beiel ciM'i.
e 3amuTaiire, 1o AymaroTh npo MB unenu poaunu — Opatu abo cecTpu.
e OOMiHIOWTECh TyMKaMH 1110/10 (PYHKI[IOHYBaHHS CiM'T 3 KOMaH1010 IeHTpY MB.

[Ticns cBO€yacHOrOo BCTAHOBJIEHHS JMiarHO3y, TOJOBHI Il y MEHEMXMEHTI maimieHtiB 3 MB -
MiTPUMKa HOPMATBHOTO 3POCTY 1 PO3BHTKY Ta 3aTPUMKa ITOYATKY JICTCHEBUX CHMITTOMIB.

HYJbMOHOJIOI'TYHA JOITIOMOT'A

European Cystic Fibrosis Society Standards of Care: Best Practice guidelines. Alan R. Smyth et
al., 2014
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Ilomepen:keHHs] MPOrpecyBaHHSI yPa:KeHHS JiereHb NUIAXOM 3a0e3nedyeHHs BCiM MamieHTam
JAOCTYIHOCTI Teparii 3 nepeBipeHo10 epeKTUBHICTIO

OuikyBanuit Tepmin kxutTs 3 MB 3a ocranni 40 pokiB 3HauHO 30unbmmBes (12). OmHak OUTBIIICTD
namieHTiB 3 MB 111e momupae Bija pecripaTopHOi HEJJOCTATHOCTI, 1 TOMY YIIOBUIBHEHHS TPOTPECYBAHHS
MATOJIOTTYHUX TPOIIECIB y JICTCHSIX 3aJMIIAE€ThCS TojoBHOK Meroro Teparii MB (13). OcHoBHuid
nedekt npu MB mpu3BOIUTH 0 HEIOCTATHOCTI MYKOLMJIIAPHOTO KIIIPEHCY, 3acCTO CIH3Yy 1
BTOPHHHOI iHQeKkuii TakuMu matorenamu, sk Staphylococcus aureus i Pseudomonas aeruginosa.
XponiuHa iH(DEKIis (3 BHKIMKAHHUM HEHUTpodUIaMH 3amajieHHSIM) TEPEMEKOBYEThCS TOCTPUMHU
YCKJIaTHCHHSIMH, TICIIs SKUX (DYHKIIis JIETeHb MOKE HE MOBEPHYTHCS 10 BuXigHoro piBHs (14). Orxe,
JUTs1 30epeKeHHS JIETeHeBO1 (DYHKIIIT BXKIMBUN PETEIbHUN MOACHHUHN OIS 1 TEPMiHOBA, arpeCUBHA
Teparis P 3arOCTPEHHAX. Y TaHOMY PO3/iIi 00TrOBOPIOETHCS HallKpalla MpakTHKa B il ramysi.

SAxi HaliBaIMBIIII KOMIOHEHTH JIKYBaHHSl NALIEHTIB miA 4ac emi3oniB KJIiHIYHOIO
noripueHHs?

1. PanHe BUSIBIICHHS Ta JIIKYBaHHS.

[Iporpec ypaxenus nerenb npu MB xapaktepusyerbcs mnepiojamMu CcTaOiIBHOCTI 1 TUMYACOBUMU
emi301aMH KJIIIHIYHOTO MOTIPIICHHS, TaK 3BaHUMH «IET€HEBUMU 3arocTpeHHsMm» (JI13). Y3romkeHoro
Bu3HaueHHs JI3 He icHye, ane HEOOXinHO, MO0 Il emi30Au MIBUIKO MIarHOCTYBalUCA 1 JIKyBaIHCs.
[TamienTn 31 3MiHAMH B CHMIITOMAaX, IO MOXYTh BKa3yBaTH Ha JI3, MOBHMHHI MaTH HEBiIKIATHHUNA
JOCTYIl JI0 clieliaiizoBaHoro meHtpy. HeoOxinHi 3aXxoAu MIarHOCTUKU Ui OIiHKK JI3 BKIIOUYAIOTH
BHUMIPIOBaHHSA JIETEHEBUX (YHKIIIH, MIKpOOIOJOTIYHUN aHami3 Ta pajiojoriuni tectu. Jist JiKyBaHHS
JI3 3a3Buuail noTpiOHI aHTUOIOTHKH, IO BBOAATHCS TNEPOPaIbHO, MUIAXOM IHTaiAMil  abo
BHYTPIIIHBOBEHHO. JSIKIIO Talli€eHTy NOTpiOHa rocmitani3amis JUisi BHYTPIIIHbOBEHHOI Tepamii
aHTHOIOTHKAMU, TO BaXKIMBO HE BiAKiIamaTu ii.

Komenmap pooouoi epynu.

B Vkpaini 6 binvwocmi pecionie na momenm po3pooKu 0anoi adanmosanoi KiiHIYHOI HACMAHO8U
BIOCYMHI MeOUYHI 3aK1a0U WO CHeyianizyiomscsi Ha MeOUUHil 00NOMO3i X8OPUM HA MYKOBICYUOO3
(cneyianizogani yenmpu myxosicyuoosy). Cneyianizosana oonomoza nayienmam 3 MB naoaemocsa 6
npoghinbHux BI0OiNeHHAX 3aK1aodis, WO HAOAIOMb 6MOPUHHY (Cneyianizoeany) ma MmMpemuHHy
(8ucokocneyianizo8amy) meoudHy 00noOMozy.

2. MixaucuuruiiHapHa J0moMora.

JlikyBanHs1 3aroctpeHb MB mnoknanaeTscsi He Ha OJHY TIIbKM aHTHOIOTHMKOTEpallilo, a BHUMAarae
MDKAMCUMIUTIHAPHOTO migxoxy. [IlamieHTam ciig  perymspHO TOpPOXOAWTH orisan  (axiBus-
¢1310TepaneBTa, KU MOMIMNIIUTh OYUCTKY JUXAJTBbHUX LUISXIB 1, AKIIO HOTPIOHO, ONTUMIZYE PEXUM
iHramsiniid. [lig wac JI3 y mamieHTiB HepiKO 3HMXKYEThCS aNeTUT, 1 iM MOTpiOHO 30ijblleHe
CIIOKMBAHHS KaJOpi BHACIIIOK IMIJIBHIIEHOI MeTa0oiiuHoi moTpedu. CrnoctepexeHHs (axiBIisi-
JieToiora ayke BaxiuBe. BHYTpilIHbOBEHHI aHTHOIOTUKM CJiJl BUOMpATH 3a ydacTio ¢apMmarieBra i
1H(eK1ioHIcTa-MIKpoOioora.

3. Pexxum aHTHOIOTHKIB.

dapmakokiHeTHKa aHTUOI0THKIB Tpu MB Mae ocobnuBuil xapakrep, 1 HEOOXiTHUN MiO1p 103yBaHHS
aHTUOIOTHKIB 3TITHO 31 CHEIlialbHUMU JUPEKTUBAMH/TIOCIOHMKAaMU (B JEAKUX BHUMAAKaX - 3
mifgBuIeHHssM J103u). [Ipotu PS. aeruginosa pexkoMeHIYyeTbcs KOMOIHAIlsl 3 JBOX 1 Oijblie
aHTHOIOTHKIB, 1 3a3BMYail Kypc CTaHOBUTH 14 MHIB BHYTPIIIHbOBEHHOI Tepamii, Xxo4a OOIpyHTOBAaHOT
JI0Ka30BO1 0a3u 1bOro Hemae. binbin TpuBaia Tepamisi CIPUATIUBA U ASIKUX Malli€HTIB, 1 pIIICHHS
Mpo 1€ Mae TPYHTYBATHCS HA MEIUYHUX IMOKAa3aHHIX, a HE Ha pecypcax Ta BapTocTi. B okpemmx
BUIA/IKaX BHUKOPHCTOBYETHCS BHYTPIIIHbOBEHHAa AaHTHOIOTMYHA Tepamis Ha JOMYy, aje Iporpama
JOMAIIHBOTO0 [JOMJIALYy BHUMAara€ rapaHTii, 10 BCl 3a3HAa4ye€Hl BHIIE aCHEKTH BXOIATh [0 IJIaHY
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nikyBaHHs. ToMy cramioHapHE JIIKyBaHHS 3aJUIIAETHCS CTAHAAPTOM JIOMOMOTH I OUIBIIOCTI
MAIl€HTIB, SIKi MOTPEOYIOTh BHYTPIITHHOBEHHOI aHTUO10THYHOT Tepartii.

4. OmiHka peakii Ha Tepariro.

Ha movartky 1 micns 3akiH4eHHs JiKyBaHHA JI3 BaxnuBo mepeBipuTH (QYHKINIIO JiereHb. He3Baxaroun
Ha IHTEHCUBHY Tepallito, OJIM3bK0 25% Mali€eHTiB Micis 3arOCTPEHHS, 1[I0 BUMAarae BHYTPIIIHbOBEHHOT
aHTUOIOTMYHOI Tepamii, MarTh 3AJIUIIKOBE IOTIPIICHHS JIereHeBol QYHKINi, M0 MMAKPECIIOE
HEOOXITHICTh MIATPUMYIOUOI Tepartii /i 3aro0iraHHs 3arOCTPEHb.

Tepamist anTHOI0THKAMUI

[Hdekmii nuxanpbHUX TUIAXIB npu MB MoXHa TOAUIMTH Ha paHHl (MEPBHHHUH BHCIB), MIO0
NepeMEeXKOBYIOThCS, 1 XpoHiuHi iH(ekil. Taka cxema kopucHa npu iHdekuii P. aeruginosa i moxe
3aCTOCOBYBaTucs A0 iHmUX Oakrepiid. Konmm He BIA€ThCS BUKOPIHEHHS, 1 PO3BHBAETHCSA XPOHIYHA
indekuis P. aeruginosa, iHramsmniiiHa aHTHOAaKTepiaJbHA Tepamis 3 JOBEICHOI e(EKTHBHICTIO
CKOpOUYY€E JIereHEeBl 3arOCTPEHHs, MOKpallye (PYHKIIO JIEreHb 1 MOJETHIye PeclipaTOpHi CUMITOMU;
TOMY BOHA € YaCTHHOIO CTaHAApPTHOI JOMOMOrH. lHramsmiiiHa aHTHOakTepianbHa Teparis MOBHHHA
MPU3HAYATUCS SK TpUBAIA IMIITPUMYKOUYa Teparis, 3 JIKyBaHHSIM a00 €IMHUM mpernapaTtoM, ado 3
YepryBaHHSIM pI3HUX aHTUOIOTHKIB. KopucTh Bin JiKyBaHHS TEpEeBaXye pPHU3WK, TOB'SI3aHUN 3
PO3BUTKOM PE3UCTEHTHOCTI MIKpOOiB, $Ky 3a3BUYail J0Jal0Th BUCOKI MICLIEBI KOHIIEHTpAIlii
aHTHO10THKA.

Komenmap pooouoi epynu. B Yxpaini ne npakmuxyemscs 6HympiuHbO8eHHe 886€0eH s AHMUOIOMUKIE
sooma.

Sk cJ1il MOHITOPYBATH 3aXBOPIOBAHHA JIeTeHb ?

— Jlns omiHkM Ta OOTOBOpPEHHS BCIX aclekTiB gomoMord npu MB HeoOXinmHa MDKIUCHMILTIHApHA
KoMaHa (paxiBIIiB.

— PerynsgpHuii MOHITOPUHI BKJIIOYA€ OLIHKY PO3YMIHHSA Ta a/J€KBATHOCTI MPOBEACHHS OYUILEHHS
MUXaTbHUX [UIAX1B, METOY IHTAIALI 1 OI[IHKY JOTPUMAHHS PEKUMY.

— KuiHiuHi o6cTexXeHHs, sKi MOBMHHI BMKOHYBaTHCS He piame | pa3y Ha 3 wmicsmi, i mij 4dac
MOTIPIIEHHS CUMIITOMIB.

— Ockinpkd 1H(QEKIIS TUXaJbHUX LUISXIB - TOJIOBHUH JIBUTYH IIPOrpECyBaHHsS XBOPOOU J€reHb MpU
MB, npu KoKHOMY BIJBITyBaHHI KJIIHIKH CIIiJ AOCIIJKYBAaTH MIKpOQIOpY 3 TUXAIbHUX LUISXIB.
Mikpo6io0oriuHuil aHalli3 BUMarae BUKOPUCTaHHS CHeUU(IYHUX KyIbTypalbHUX CEPEIOBUIL IS
psly MaTOTeHiB, XapakTepHuX st MB, 100 Taki MiKpoopraHizmMu He 0yJ10 IPOITYIIIEHO.

— TecryBaHHs jereHeBoi QyHKIII BKa3ye Ha BUOIp Teparii, 1 TOBUHHO MPOBOIUTHUCS MPU KOKHOMY
BiJIBI/lyBaHHI1 KIJIHIKM Yy TMAIli€HTIB, AOCUTh JOPOCIUX JHJs CHiBOpali (3a3BUuyail 3 5 pOKIB).
Pentrenorpadist rpyqHOi KIITKH TPOBOAUTHCS PETYNSIpHO, HIOPIYHO B OLIBIIOCTI IeHTpiB MB, a
TAaKOX IIiJ] 4Yac KIIHIYHOTO TOTIpIIeHHs. [HIIi meroaw Bisyami3ailii, Taki sIK KOMITHOTepHA
ToMorpadisi BHCOKOi pPO3JAUIBHOI 3JaTHOCTiI, TaKOX IMOBMHHA OyTH JOCTyIHa, 1 BOHA BXKE
pEryasipHO BUKOPUCTOBYEThCS B JAedkux wLeHTpax MB. Tectu s momommmx miTed 3apas
po3pobIsatoThes. PerymnsipHe TecTyBaHHS JiereHeBOi (DyHKIIT MOBHHHO BKIIOYATH CIIPOMETPIIO,
npoBeneHy 3riqHo 3 kputepissimu ATS/ERS; mae Oyrtu pocTymHe TecTyBaHHS A0 1 TCIHS
oponxoninaropa. (ATS (American Thoracic Society) — Amepukancbke Topakansne ToBapucTBO,
ERS (European Respiratory Society) — €sporneiicske Pecmipatropre ToBapucTBo).

Komenmap poéouoi zpynu:. Bionogiono 0o eusznauenv cninvHoi pooouoi epynu Amepuxancokozo
Topakanvnoeo  cnismoeapucmea i Eeponeticbkoco  Pecnipamopnozo  Cniemosapucmea i3
cmanoapmuzayii eumiprosanns nezenesoi ¢ynxyii (M.R. Miller, J. Hankinson Series ‘‘Ats/Ers Task
Force: Standardisation Of Lung Function Testing ’ Edited by V. Brusasco, R. Crapo and G. Viegi Eur
Respir J 2005; 26: Eur Respir J 2005; 26: 153-338):
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Iixosa weuokicme euouxy (I1LLIB) - maxcumanvbra weuoKicnms ROMOKY ROSIMpPs nio 4ac opcosanoo
BUOUXY NICHSL MAKCUMANbHO 2nuboKo2o 60uxy. Lleil nokasHux UMIpIOEMbCA 3a  OONOMOOI0
nikgpnoymempy. Hopmamusni snauenns cxknadarome> 80% 6i0 HanedcHux 6eiuuun 3 ypaxy8aHHAM
3POCMAHHA | cmami.

Dopcosana xncummesa emkicms necensb (DIKEJI) - makcumanvruii 06'em nogimps npu ¢hopcosaromy
MAKCUMANbHOMY — 8UOUXY RICNA  MAKCUMATbHO 2MUOOKO20 80UXY, 6BUPANCEHUll 8 Jimpax Ha
memnepamypy mina i muck HagKOIUUHbO20 Cepedosulyd, HacuueHo20 800100 naporw. OyiHloemovcs
3a 00NOMO20I0 cnipomempa.

Ob6'em popcosanoco euouxy 3a neputy cekyHOy mauespy @opcosarnozo euouxy (OPBI) -
MAKCUMANbHULL 00’€M  NOGIMps, WO BUOUXAEMbCA 68 Nepuly CeKyHOy ¢hopcosanoeo 6UOUXy Ricis
CMAHy NOBHO20 B0UXY, BUPAdCEHUU 6 NIMmpax HaA memnepamypy miia i MUCK HABKOIUUHLOSO
cepedosuwa, HacuueHo2o 800AH0I0 napor. OYiHIEMbCA 3a OONOMO20I0 CRIpOMempa.

Ilo mipi npocpecysanHs XpOHIUHO20 OPOHXONE2eHe8020 Npoyecy GIOZHAYAEMbC 3HUNCEHHS 00'emy
Gopcosanozo suouxy 3a 1 cexynoy (O@BI), kpusoi scummegoi emnocmi necensv i IKEJI. 3nudicenns
3A3HAYEHUX NOKA3HUKIE HA NI3HIX cMAOdiax 3aX80PIOBAHHS NOG'sI3aHe 3 PYUHYBAHHAM NAPEHXIMU Jle2eHb
i HAPOCMAHHAM PECMPUKMUBHUX PO3NAOIE.

JETIEHEBI 3AI'OCTPEHHA

Cystic Fibrosis Foundation Evidence-Based Guidelines for Management of Infants with Cystic
Fibrosis. Drucy Borowitz et al., 2009

Inentudikaris 3MiH UXaIbHOTO CTATYCY:

— 30UIBLIEHHS KaILlTIO

— TaximHoe

—  Xpumu

— Jecarypallis KHUCHIO,

— KpemiTaris
KniHinucTH MOBUHHI OIIHUTH, HACKIIHPKHA CUMIITOMH BKa3YIOTh Ha M'SKUi 200 MOMIpHHMA A0 BaXKKOTO
CTYIIEHb 3arOCTPEHHs. Y OUIBLIOCTI BUIAJKIB, 3HaYHA JlecaTypallisl KUCHIO ab0 HasBHICTb KpemiTamii
Oyze BKa3yBaTH Ha MOMipHE 10 CUIILHOTO 3arOCTPEHHSI.

Clinical Guidelines: Care of Children with Cystic Fibrosis. Royal Brompton Hospital. S.
Alexander et al. Endorsed by the Medicines Management Board of Royal Brompton & Harefield
NHS Foundation Trust. 2014

Jlerenesi 3arocTpeHns
JlereneBe 3arocTpeHHS € CEPUO3ZHUM HECHPHUATIMBUM siBuIIeM. brnuszpko 30% malieHTiB HIKOJIM HE
BITHOBJISITH CBOIO KOJHUILIHIO CIIPOMETPiI0, MHOKMHHI 3aroCTpeHHs TOB'A3aHI 3 MPHUCKOPEHUM
3HIKEHHSM (QYHKI JiereHb. BaxiauBe 3HAaYeHHsS Ma€ IBHUJKE 1 IUIECTIPSIMOBAHE pearyBaHHS.
XpoHiyHa iH(eKUis (3 BUKIMKAHUM HEHUTpodilaMH 3amajeHHSIM) IepeMEKOBYETbCS T'OCTPUMHU
YCKJIaIHEHHSIMH, MICHS AKUX (PYHKIIIS JIETEHb MOKE HE MOBEPHYTHUCS 10 BuxXiaHoro piBHA (14). OTxe,
115 30epexeHHs JereHeBoi (PyHKIT BaXXIIMBUI peTeNbHUM 0JeHHUN JOTIIS 1 TepMIHOBA, arpecuBHA
Tepamis MpH 3aTOCTPEHHAX. 32 HassBHOCTI MPUBOJY JUISl 3aHEMIOKOEHHS, CIM'Sl, SIK MPaBUIIO, TeJaepoHye
MenacecTpi — (axisiro 3 MB abo y BiiisieHHs JikapHi. Y JesSKUX BUIMAIKaX KOHCYIbTAIllS MOXe OyTH
mpoBefieHa MO TenedoHy (TUTBKH MeEICeCTPOIO-CIeNialiCTOM, MOJOIIIMM JiKapeM abo crapiiuMm
JIiKapeM), MPOTe YacTo Mali€HTa MoTpiOHO OrsHyTH. baxkaHo mpoBecTH OTJIsiT B HAWOIMKIIM KITIHIII,
aJie 3a 0coOJIMBHUX 0OCTaBHH 11€ MOXHA 3pOOUTH B CTaIllOHAPI.
Jlesiki 03HAKU JIETEHEBOTO 3arOCTPEHHS:

— Ilocunenns kamnuto, 1, 30KpeMa, MOsBY a00 IOCHJICHHS BOJOTOTO KallUTI0 3aBXKIW CIIiJT

CIIPUIMATH SIK CEpHO3HY O3HAKY.
— Hecnpuatiugi 3MiHH B IPOIYKIIiT MOKPOTHHHS (00CAT, KOJIp, KOHCUCTEHITiS).
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— KpoBoxapkaHHs.
— Hapocranns 3aaumku.
— bBinb 1 BaXKICTh Y TPYASIX.
— HesnyxanHs, cl1aOKiCTh 1 MIISIBICTb.
— IligBumenns temneparypu Tina Bume 38° C. 3ayBakumo, M0 OUIBIICTH JIETCHEBUX
3arocTpeHb MB He CynpoBOKY€ETHCS MiIBULIICHHSAM TEMIIEPATypH.
— Brpara mMacu Tina i aneTury.
— 3umwxkenns ODB1 a6o ®XKEJI na 6inbm, Hik 10% Bijx MOKa3HUKIB TOMEPEIHHOTO 3AIMHCY.
— Hecnpusarnui 3MiHU JIeT€HEBUX 3BYKIB NPH aycKyibTamii (Bosiori Ta cyxi xpumnu). OmHak
BIICYTHICTh XPHIIIB IIPH ayCKYJIbTAIlll He BHKJIIOUYae iHQEKIiiHOro 3aroctpeHns. Habararo
OUTBII YyT/IMBA Majblallis TPYAHOT KIITKH A Yac BAMXY a0o Kauuio namieHta. [losBy abo
301JIBIICHHS BIAYYTHOTO BIJIUICHHS 3aBXKIW CII1I MPUUMATH BCEPHO3.
SIKmo cutyanis BUPINIYEThCA MO TeleoHy, IyKe BaXIJIUBO NMPOiH(GOpPMYBAaTH MPO L€ MEACECTPY-
¢axiBig 3 MB, Takum 4nHOM MOKe OyTH OpraHi30BaHU BIAMOBIAHUN HArMsA (KOMaH/a 3 JOTJISAY Ha
nomy, TenedoHn). BaxxnmBo Hanmicinatu (OpraHi3oByBaTH JIKaps 3arajbHOI MPAKTHKH a00 MiCIEBY
JKApHIO AJs HAJICUJIAHHA) MOKpPOTY a00 Ma30K MOKPOTHHHS B MIKpOOIOJOTiYHY JlabopaTopiio; y
HEMOBJIST MOXe OyTH BUKOPMCTaHWHN Hazo(apuHrealbHUI acmipaT. PeHTreHorpama rpyaHoi KITKH
piako OyBae KOpHCHA B Takid cutryarllii. $icHe 3By4aHHsl B I'PyAHiil KJIiTHi He 03Ha4a€ BiacyTHOCTI
ingexuii. HeoOxinHO NMpU3HAYUTH MPHITOM aHTHOI0THKIB, CIIOYATKY TEPOPAIBHO (32 BUHATKOM, SIKIIIO
JUTHHI SBHO YK€ IOTaHO); BHYTPIIIHBOBEHHO AaHTUOIOTHKH TPU3HAYAIOTh, SAKIIO JWTHHA HE
BIJNIOBia€ Ha JiKyBaHHA. He mpomoBxkyiiTe 3acTOCYBaHHS NEPOPAIILHOTO aHTUO10THKA, SIKIIO AUTHHA
HE BIJANOBiAa€ Ha JIKyBaHHS. Y TOM Yac $K MNPU3HAYEHHS TOBTOPHUX KYpCIB IEpPOpaIbHHUX
aHTUOIOTUKIB JUIs JIIKYBaHHS BiIPYCHHX TPOCTYJHHX 3aXBOPIOBaHb € HOPMAJbHHM, SIKIIO IWTHHA
BiuyBae cebe noOpe B IMepioJ MK NPOCTYAHHUMH 3aXBOPIOBAaHHSIMH, OaraTtopazoBi Kypcu
NEepOpANTbHUAX aHTUOIOTHKIB MPU XPOHIYHIN CUMIITOMATHI, y AUTHUHH, 11O HE BIJMOBIJa€ HA TEPAIIilo,
MapHi. Y KpaliomMy BHUMAJKY CIiJ MPU3HAYUTH OJUH 3arajJbHUIl Kypc (HalpHUKIal, KO-aMOKCHKJIAB) i
OJIMH AHTUCUHBOTHIMHMHA Kypc (UMIpOodIOKCalH, XJIOpamM(eHIKoJ), MepHl HDK BIABaTHCS [0
BBEJICHHSI aHTUO10THKIB BHYTPIITHHOBEHHO. JIeSIKUM JIITSM Bipa3y HEOOXi1HO BBEJIEHHS aHTHOI0THKA
BHYTPILIHHOBEHHO.

KomenTap pobouoi rpymnu:
Ko-amoxcuknae — mopeosa mazea KoOMOIHOBAH020 JNIKAPCHLKO20 3AC00Y AMOKCUYULIHFKUCIOMA
K1A8YNaHO86A.

AnTuOioTuKH. [Ipouenypu Ta cnenndiyni Mikpoopranizmu

1. Beryn - fesiki npuHOMNmM

— Slkmio y marmieHTa 1 Hajaini BUSIBIAIOTBCS CHUMIITOMH a00 BHSIBIIEHA MO3UTHBHA KYJIbTypa Micis
BIJIIIOBITHOT'O KypCY aHTUOI0THKIB, MPUHOM MOBUHEH OOTOBOPIOBATUCS 3 KOHCYIHTaHTOM. MU He
MOBUHHI NMPHU3HAYaTH HECKIHUYEHH! KypCH MepopaibHUX aHTUOIOTHKIB; BUKOPUCTAHHS OLIBII HIXK
JIBOX TIOCJIITOBHUX KYPCIB MEPOPaTbHUX aHTUOIOTUKIB [T OJTHOTO 1 TOTO 3K 3arOCTPEHHS ITOBUHHO
00rOBOpIOBATUCA 3 KOHCYJbTAaHTOM; MPOTE ICHYE I1HINA CHUTYyaIlisd, KOJW JUTHHA TOBHICTIO
BUJYXaja, 1 yepe3 KidbKa THXKHIB MPOXOJIUTHh 2-W MepopalbHUM Kypc, BiJl SKOTO 3HOBY CTa€
Kparie.

— Jlo3m JikiB. fIk mpaBuiio, BUCOKI J03U MOTPiOHI Yyepe3 BUCOKUN HUPKOBHM KIIPEHC, a TAKOX, 1100
3a0€e3MeUnTH BUCOKUH pPIBEHb NMPOHMKHEHHS B TKAHWHU 1 MOKpOTY. BUKOpHCTOByHTE 3HaYHI
1H(IKyIOUl 1034, 1 OKpyIJsiTe n0 OulblIoro, a He M0 MeHmoro. He mpusHauaiite Hepo3yMmHI
oOcsiru, Hanpukiaa 3,44 Ma - MeJCeCTpU He 3MOXKYTh BUMIpATH iX TOuHO, 1 BH Tex. MB €
CEepHO3HMM 3aXBOPIOBAHHSM, 1 MeTa Tepamii - HIAHATH JO3M AaHTUOIOTHKIB /10 BEPXHBOTO
TepaneBTUYHOTO Aiana3oHy. Konu pe3ynabTatu KyJlbTypH MOKPOTHHHS TOTOBI, IEPEKOHAUTECS, 110
oOpaHa cxeMa JIIKyBaHHSI OXOIUTIOE BCi MikpoopraHi3mMu. OjHak, SKIIO CTaH JAWTHHHU KIIIHIYHO
MOJIMITYETHCSI HA aHTHOIOTHKAX, MO SKUX MIKPOOPTaHi3MH JIEMOHCTPYIOTh PE3UCTEHTHICTH IN
Vitro, He MiHs#Te 1X aBTOMATHYHO (OOTOBOPITH 3 KOHCYJIBTAHTOM).
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2. BipycHi 3acTyaHi 3aXBOpPIOBaHHA

BipycHi 3acTy/iHi 3aXBOpIOBaHHs BAOMa a00 B KIIiHIiI, 6e3 3MiH a00 3 HE3HAYHUMHU CUMITOMAMHU 3
00Ky JereHb (TOOTO, He OCHOBHE 3arOCTPEHHS).

3axau iHGopMmyHTe MencecTpy-daxieinsg 3 MB abo komanHay 1o Aoy Ha JIOMY, 1100
OpraHizyBaTH, IIOHAalMEHIIE, CIIOCTEPEKEHHS B TeIe(HOHHOMY pEXKHMI, a TaKOX MiCLEBY
JIIKapHIO/JTIKaps 3arajibHO1 MPAKTUKH, 32 HEOOX1AHICTIO. OCOOIMBO BaXKIIMBO, SKIIO 1€ B1IOYBAETHCS
HE B IPUHOMHI TOJMHH 1 A3BIHKU MPUIIMa€e MOJOALINI JIiKap.

a) ITpu mpodinmakTuill Ko-aMOKCHKJIAaBOM, JAalTe JIKYyBajdbHY /103y (TOOTO, MOABIHHY MPO(LITaKTHIHY
7103y KO-aMOKCHKJIaBy a00, SKIIIO BUKOPUCTOBYIOTHCS TAOJIETKH) SIK MIHIMYM Ha 2 THXHI.

0) Axmo mia npodiJaKTUKH BUKOPHUCTOBYETHCS (IIYKJIOKCAIMILIIH - BigAMiHiTL Horo. JlaBaiiTe
TKyBaJIbHY 03y KO-aMOKCHKJIaBY MiHIMYM Ha 2 THXHI.

B) Ilpm mnpuszHavyeHHi He sl NPOQITAKTUKH, HEOOXIHO NPHU3HAYUTH AHTHOIOTHK, SKHH Oyne
oxorutroBath S. aureus i H. influenzae. 1-ii BuOip - nikyBajbHa 1032 KO-aMOKCHUKJIABY; MPHHHATHOO
IbTEPHATUBOIO Oy/1e MaKpoIia (KIApUTPOMIIIMH a00 a3UTPOMILIMH), X04a € 3aHETIOKOEHHS 3 MPUBOAY
OakTepiaibHOI PE3UCTEHTHOCTI. 3 MpUYMHU TNOOOIOBaHb 3 MNpUBOLY PS. aeruginosa, yHukaiite
1ehaaoCnopyrHiB, TaKUX SK Iedakiop, SKI0 HeMae CIpaBAl HisKoi anbTepHaTUBU. Crif 3a3HAYUTH,
mo uedpikcuM HE Mae aHTUCTA(iTOKOKOBOI ii, 1 HE IMOBHHEH BHKOPHCTOBYBAaTHCS B IaHOMY
KOHTEKCTI.

r) Mu TpaaumiiHO BHKOPHCTOBYBAIH IIi TEpPOpalibHI aHTHOIOTUKM MPOTSIroM 4 THXKHIB. 3apa3 MU
BBa)KAaEMO, 110 BOHU TIOBUHHI OyTH NMPU3HAYCH] HA MePio]l He MeHIIe 2 THXKHIB, aJjie MPOI0BKY€ETHCS
Ik MiHiMyM Ha 1 THXKIeHb, KOJIHM Yy JMTHHH He CIOCTePiraerbcsi CMMNTOMIB XBOpoOM. Takum
YUHOM, SKIIO JUTHHA IMOBHICTIO BUAYXana Micias 1-TO THXKHA, NPUIMHUTH NPUHAOM aHTHUOIOTHKA
MOKHa HANPUKIHII APYroro THOKHA. SIKIIO ISl 3HUKHEHHS CUMIITOMIB MOTPiOHO 2 THXHI, MpUHOM
aHTUOIOTUKA TIPUMUHAETbCA HAa 3 TwkHI. OJHAK, SKIIO HA 2 TH)KHI CUMOTOMH TPUCYTHI, OaTbKH
MOBHMHHI 3B'A3aTUCS 3 MeJCeCTpOIo-crieniatictoM 3 MB 11 mpoBeieHHs OIHKH.

n) BaxinBo BIAPI3HATH IUTUHY 3 MPOCTYAHHUM 3aXBOPIOBAHHAM, SIKa OAYXKYE, a MOTIM 3aXBOPIOE
3HOBY, JUIsl SKOi MOBTOPHUI Kypc NEpOpalbHUX aHTHOIOTHUKIB JOpeuHuil (0coOauBO y aiTei
MOJIO/IILIOTO BIKY BIPOJIOBX 3MMH), BiJl AMTHHH, SIKa O/IepP:Ky€ NMOBTOPHUH Kypc aHTHOIOTHKIB,
SIKifl He cTa€ Kpale , i iKa norpedy€e BHYTPilIHbOBEHHUX AHTHOIOTHKIB.

e) Hunpodmokcanun nepopanbHO TPOTATOM 2-3 THXKHIB, SKIIO HE MpU3HAYABCS KypC B MormepenHi 3
Micsiii, 1 SKIo He BuaiIsaacs PS. aeruginosa. Koncyibmanm nputimae piwienisi OAO TPOTOBKCHHS
Kypcy A0 3 TWxHIB. SIK NpaBUiio, MU HamMaraeMocs 3ajJMIIUTH LUOPOQIIOKCALMH B pe3epBl A
3aroCTpeHb, HIX MPOCTO BUKOPUCTOBYBATH HOTO IS JIIKYBaHHS HE3HAYHOT 3aCTY/AH.

€) Te x crocyeThest 1 xaopaM(eHIKOTy, BapTiCTh sikoro y BemukoOputanii gyxe BUcCOKA. Takox
BUKOPHUCTOBYETHCS ~ KO-TPUMOKCA30J, TPOTE€ ICHYIOTh NOOOIOBaHHA 3 TMPHBOAY PiAKICHOTO
YCKJIaIHEHHS - IPUTHIYEHHS KICTKOBOTO MO3KY.

Komenmap pooouoi epynu:
Ko-mpumoxcaszon — mopeosa Ha36a KOMOIHOBAH020 JKAPCHKO20 3acoby
cynb@omemoKrcason+mpumemonpum.

3. KonTpoJb pecnipaTopHUX KYJIbTYP

Ma30k MOKpPOTHHHSI/MOKpOTa OepeThcsi KOXKHOTO pasy, KOJIM JUTHHY OIVIAJAI0Th B KJIiHili, B ManaTi
a6o BmoMa. TakoX TOCIB MOKpPOTHHHS (SIKIIO BHUIIISETHCSA) HAa HETYOCPKYIBO3HI MikoOakmepii
OepeTbes MPH MIOPIYHOMY OLIHOYHOMY BI3UTI Y AUTHHH, SIKA IIOTaHO ceOe MovyBae, ajie KyJIbTypu He
BUSBIIEHI, B PIAMHI OpPOHXO0AJbBEOJSIPHOIO JaBaxy, Ha MPUHOMI 3 IPHUBOJIY 3aroCTPEHHS, a TaKOXK
SKILO KYIbTypu Oynu BUsBINEHI paHime. [TociB Ma3kiB MOKPOTHHHS Ha HETYOEpKYIbO3HI MiKoOaKkTepil
napemunii. He 3a0yapre Hanucatu MB sk niarsos, 1u1s Toro, o0 gsadboparopist HoMicTuiIa KyJabTypu
Ha MaHeNlb AaHTUCUHBOTHIMHUX aHTHOI0THKIB.

KoHTpoJb mnpH NO3UTHBHHUX KYJbTypax SKmo BiIoMO, IO JAWUTHHA XPOHIYHO iH(pIKOBaHA
KOHKPETHUM MIKpoopranisMoM (3 TO3UTHBHI NPOOM 3a MHUHYJIUN piK), MOYYBAETHCS A00pe 1 €
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KJIIHIYHO 3JI0POBOIO0, OpaTv IJIAHOBHUH Ma30K Ha BHSIBJICHHS MO3UTHBHUX KYJIBTYp HE 0OOB'S3KOBO,
X04Ya 4YacTo MPOLEAYpY BCE X HpOBOIATH. PimeHHs mpo BiamoBy Bix mporenypu [TOBUHHO
00OTOBOPIOBATHCS 3 KOHCYJIBTAaHTOM.

4. JlikyBaHHS IPY HEBU3HAYEHUX MIKPOOpraHizmax

— [IlepeBipTre pe3ynbTaTH MOINEpPEAHIX IOCIBIB, BHU3HAYTE, HANpPHUKIA[, 4u 1H(IKOBaHA JTUTHHA
XPOHIYHO.

— Tlogymaiite, un Moxe 11e OyTH BipyCHE 3arOCTPEHHSI.

— Ilepekonaiitecs, 10 Ma30K MOKPOTHHHS/MOKpOTa 310paHi JIsl OCIBY.

[lepopanbHe JIiKyBaHHS IIPH JIETKOMY 3arOCTPEHHI

— Ko-amokcukiaB mepopaibHO SK MIHIMyM Ha 2 THXKHI, OJHaK Xxo4ya 0 Ha | TWKIEHb TicCIA
3HUKHEHHS] CHMIITOMIB y JTUTUHU

— PosrisiHbTE 3aCTOCYBaHHS a3UTPOMIIIUHY TepopaiibHO Ha 10 JHiB.

— PosrmisiHbTe 3acTOCYBaHHS IUIPOQIIOKCAIIMHY TEpOpabHO Ha 14 1HIB, OCOOJHMBO SIKIIO B
MHUHYJIOMY BUCitoBasacs P aeruginosa.

— SIKu1o 3arocTpeHHs BayKKe, MpU3HaUYaiTe BHYTPIIIHHOBEHHI aHTUO10TUKH (IUB. HUXKYE)

— JSIKmo cuMOTOMU HNPUCYTHI HA 2 THXHI, 0aThKU MOBUHHI 3B'13aTHCA 3 BiAaUIeHHIM MB.

Juist 0yab-IKOro rpaMHEraTUBHOI0 MiKPOOPraHi3My MM NOBHHHI MaTH NMOBHY iieHTHdiKalLiI0 3

po3MpeHow uyTiauBicTI0. IHomi me BusBiseThcss Pseudomonas (ame He aeruginosa) i mob

NPUUHATH 3BIT 3 MICIIEBOI JIIKapHi, IbOrO HE JOCTAaTHBhO, SKIIO B HHOMY BKa3aHO, HAIPUKIA[:

«komdopmHi Oaktepii» abo «rpaMHeratuBHI manumukomoAiOHi Oakrepii». [TompociTe mabopaTopiro

BiJIIIPAaBUTH IITAM JJIsl THITYBaHHSI.

5. BHYTPilIHbOBEeHHiI AHTHOIOTHMKM - IPUHLMIIY /1151 HEBU3HAYEHUX MIKPOOPraHizMoB

a) BuOip BHYTpIIIHROBEHHUX aHTHOIOTHKIB. BuOip Moke 3anexxaTw BiJ THONEPEAHIX pPe3yJbTaTiB

MOCIB1IB MOKPOTHHHS.

— Ps. aeruginosa pamniwe ne eusnauascs - TIOBUHHI OXONMUTH THUIOBI MAaTOr€HH, BKIIOYAIOYM S.
aureus, H. influenzae, Moraxella catarrhalis i, HackinbKu e MOXXJIHMBO, BIEpIle BHUSBICHY PS.
aeruginosa (oco0auBO y HeMOBIAT). Po3movHiTE 3 MeporneHemy (Ipernapar OXOIUTIOE Oiibiie
IPaMIIO3UTUBHUX MIKPOOPIaHi3MiB, HIX 1e(Tazuaum), TOOpamMillMHy 1 BUCOKUX J103 TIEpOPaIbHOTO
(bIyKIOKCAIUITIHY.

— Xponiuna inghexyis 3 PS.aeruginosa - yegmazuoum i mobpamiyun € nepuioro JNiHIEI, SKUO
NnonepeoHi GU3HAYEHHS 4YMAUBOCMI He ciouamb npo npomuaedcHe. MU PETYISIPHO JOJAEMO
BHCOKI JTO3H MEPOPANBHOTO (MIYKIOKCAIMITIHY, SKIIO BUAUICHUH S. aUreus mpoTsroM OCTaHHBOTO
poky. daykIoKcalWIiH 3a3BUYail MPUIMaIOTh NEPOPAIBHO, OCKUIBKH MOXYTh OyTH mpoOieMu 3
KparneJbHUISIMU 1 BIH MOXKE BUKJIUKATH OO0JI1 B CTIHHI.

0) Koau minsatu antubdioruxkm Hemae >XOgHHMX 1OKa3iB TOTO, IO YYTIUBICTH in Vitro Kopenoe 3

pe3yabTaTOM B TPHPOJHUX YMOBax. ToMmy, SKIIO CTaH IUTHHH TOJIMIIYETHCS HAa «HAHOILIBII

HMOBIpHUX» aHTHOI0THKaX, ae Pseudomonas 3HOBY BUSIBIISIETbCS 1 MPOABIsE CcTiMkicTh, HE minsiiTe

npenapaTtv J0 OOTOBOPEHHS 3 KOHCYJbTAHTOM. SIKIIIO NUTHHA HE BIAMOBITAE HA JIIKYBaHHS, 3MiHA

Mo>ke OyTH 3a3HauyeHa HEe3aJIeKHO BiJl YYTIUBOCTI - 3HOBY OOTOBOPIThH 3 KOHCYJIBTAHTOM.

JIKYBAHHA INTPU BUSHAYEHUX MIKPOOPI'AHI3SMAX

[To3uTUBHUI  pe3ydbTaT JOCHIKEHHS MIKPOOPTraHi3MiB JIOMOMOXE y BHOOpI  JIIKYBaHHS
aHTHOI0TMKAaMH, XOo4ya J0Ka3 BIUIMBY pe3yibTaTiB JOCIII)KEHHS Ha IMPOTHO3YBAaHHS JIKYBAaHHS €
HeicToTHUM. He MiHsiiTe aHTHOaKTEpiabHy Tepariio, sKa Mpaloe, TUIBKKA Yepe3 pe3ylbTaTH MOCIBY.
Bnepue BusiBIIeHUN MIKpOOPraHi3M 3aBXK/I1 JTIKY€ETHCS.

Staphylococcus aureus

Cystic Fibrosis Pulmonary Guidelines Chronic Medications for Maintenance of Lung Health.
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[lepopalibHi aHTUCTAPUIOKOKOBI aHTHO10TUKY, TPOQLIAKTHYHE BUKOPUCTAHHS

v s moneit 3 MB Acomianiss MB He pekoMenaye npodilakTHYHE BUKOPUCTAHHS IEPOPATHHUX
aHTUCTA(UTOKOKOBHX AHTHOIOTHUKIB 3 METOIO TOJIMIIUTH (YHKIIIO JIETeHIB, SKICTh XKUTTA abo
3MEHIIUTH KiTBKICTh 3aTOCTPEHb.

Pigenv ookazis: B. Kopucmwv 6i0 euxopucmanus: wneeamusna. Cuna pexomenoayii: D (ue
PEKOMeHOYEMbCs OISl PYMUHHO20 BUKOPUCTIAHHSL).

IlepopaiibHi aHTHCTAGMIOKOKKOBI aHTHOI0TUKH, XpOHIYHE BUKOPUCTAHHSI

v Acomianisi MB  BBakae, 1m0 J0Ka3iB HEAOCTaTHBhO, MO0 pekoMeHayBatu abo He
PEKOMEHAYBaTH XPOHIYHE BUKOPHCTAaHHS NEepOpabHOI aHTUCTA(PUIOKOKKOBOI aHTHOIOTHKOTEparii 3
METOIO MOJINIIUTH (YHKIIIIO JIETEHIB 1 AKICTh XKUTTS 200 3MEHIIIUTH KIJIbKICTh 3arOCTPEHb Y MAIlI€HTIB
3 MB 6 pokiB i cTapie 3 IOCTIIfHO MPUCYTHIM 30JI0THCTUM CTa(iTOKOKOM.

Pigenv ooxazise: C. Kopucmv 6i0 euxopucmanusa: eiocymus. Cuna pexomenOoayii: I(moxasiB
HEJIOCTATHBO).

Mu pO3rIISIHYIN JOKa3| 7S IEPOPATBHOTO JTIKyBaHHS aHTHOIOTHKaMU XpOHIYHOI iH(eKIii S. aureus,
SK1 CKJaJaloTbcsa 3 BOX BUIpoOyBaHb. HeBenuke mepexpecHe NOCTIIKEHHS BUSBHIO, IO TEparlis
1edaliekCiIHOM 3HHXKYE YacTOTY 3arOCTPEHb, sIKi MOTPEeOYIOTh aHTHOIOTHKIB Y MOPIBHAHHI 3 TUTanedo
(25 mpotu 53%) i cepenne yncno rocmitatizamiit (4 npotu 22%). Kpim toro, O®B1 1 ®XKEJI Takox
MOKpANIyBIMCh MPH TpuiioMi medanekcuHy (Xouya He Oynu HamaHi >KOAHI momanbimi aaHi). Ilpwm
BHUBUYEHHI XpOHI4YHOI MpodinakTuku nedanekcuHom B 1031 80-100 Mr / Kr B IHIIOMY AOCHTIIKEHHI y
209 maneHpKuX niTed 10 6 pokiB He Oyno moka3aHo BIUMBY Ha ¢yHKIIT nereHs (ODB1, OXEL,
FEF25-75%) abo wactoTy 3aroctpeHb. Xo4a 30JIOTHCTHI CTa(iIOKOK BHUCIBAaBCS piflIe, TITH Mald
BUIIUH piBeHb MPHUI0aHHSI CHHbOTHIMHOT TAJIOUKH.

KokpaniBcbkuil ormisin aHTHCTa(1IOKOKOBUX aHTHMOIOTHKIB BKJIIOYAB YOTHPU JOCHKeHHS 3 303
y4acCHUKaMH 1 TIOKa3aB, M0 KJIIHIYHA 3HAYUMICTh 3HIKEHHS KOJIOHI3aIlil 30JI0TUCTUM CTa(iIOKOKOM Y
JITel HesCcHa, 0COOIMBO BPaXOBYIOUM MOTEHI{IAN i 301IbIIEHHS PU3UKY CUHBOTHINHOI 1H(EeKIIIi.

European Cystic Fibrosis Society Standards of Care: Best Practice guidelines. Alan R. Smyth et
al,. 2014

[MpodinakTrka GIyKIOKCAUIIHOM B TIEPIIi POKH KUTTs [UIs monepemxkeHns indekuii Staphylococcus
aureus MATPUMYETHCS AUPEKTHBAMH B OJHHX KpaiHax, 1 HE PEKOMEHIYEThCS B 1HIIWX; II€ MATAHHS
3aJMIIAEThCS cynepedauBuM. Hemae naHuX Ha KOpUCTh MPO(DITaKTUYHOI Tepamii MPOTH IHIIMX
OaxTepii.

Clinical Guidelines: Care of Children with Cystic Fibrosis. Royal Brompton Hospital. S.
Alexander et al. Endorsed by the Medicines Management Board of Royal Brompton & Harefield
NHS Foundation Trust. 2014

a) [podinakTuka

[TutanHa npo mNpodinakTUKy cTapiIokoka 0a3yeTbcs Ha KIUIBKOX JOCHIDKEHHSX, 1 JOKa3W Ha 11
KOpHCTh cnadki. OfHaK 3T1IHO 3 HAIIOKO MOJIITUKOIO, MPO(pIIaKTUKA MTPOBOAUTHCS Cepesl YCiX JiTeH,
SAKHUM TPOBEIEHO HEOHATAJbHUH CKPUHIHT, SKIIO HEMae BaroMHX MPUYMH HE POOUTH IHOTO,
HalpuKIaJ, HEMepeHoCuMICTh abo aepris. Skmo auThHA [iicHO He Oyae mnpuiimMaTh
GyKIoKcanuiiH, crnpoOyiTe mpemnapar IHIIOI JOCTYMHOI TOProBoi Mapku. Moxe BHHHUKHYTH
HEOOXI/THICTh 3aMIHHTH HOT0 Ha KO-aMOKCHUKJIaB, ajié MH CKOPOYYEMO BHUKOPHUCTAHHS LbHOIO
anTudioTnka sIK mpodinakTuyHoro 3acody. Mu Oyaemo oOCTexyBaTH MAiTell 3 ajepriero Ha
MEHINWIIH, SKIIO0 aHaMHe3 CYMHIBHHN a00 HEBU3HAUCHWU, MO0 TEpPEeKOHATHCA, IO ajiepris Ha
NEHIIWIIH ICTUHHA, TepII HDK pO3MISIAaTH BUKOPHCTAHHS MAaKpOJNiMiB (MPH MiATBEPIKEHOMY
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aHaMHe31 0OCTEKEHHsI He TPOBOAUTHCS). BTiM, S. aureus oco0auBO MIBUJIKO CTa€ PE3UCTEHTHUM JI0

MaKpOJTiJIiB.

[Ticnsa mocsATHEHHS AWTHHOIO 3-X POKIB, MPOdiIaKTUKY (IyKIOKCAIMITIHOM (200 KO-aMOKCHKIIABOM)

NOTPIOHO TEPETJIAHYTH, 1 MPOJOBXKUTH TIJIBKM Yy pa3i MOBTOPHOTO BUSBJIECHHS S. aureus. B mpomy

BUIAJKy MOTPIOHO PO3MVISHYTH MOXIIUBI MNPUYMHHM (HANPUKIAA, HEIOTPUMAHHS BCTAHOBJIEHOIO

pexxumy teparii). OTike, 32 3aMOBYYBaHHAM, NpodinakTuka cTadilokoka NPUNHHAETHCH BiKOM

3-x pokiB (BignmoBigHo a0 HarmionanpHoi iHCTpyKIii donxy MB). [lns mpodinaktuku (a SKIIo

MOJKIIUBO, TO 1 JJIs JIIKYBaHHsI) HE MOBUHHI BHKOPUCTOBYBATHUCS MEPOPANbHI IIePaTOCIOPUHU depes

JIOKa3| MPUYETHOCTI BOTO KJIACY aHTHOIOTHUKIB JI0 3pOCTAI0UO0il MOMHUPEHOCTI 1HGEKIIIT 3 MYKOITHOIO

Ps. aeruginosa.

0) 3arocTpeHHs

SIxmmo npodinakThKa GIIYKIOKCAIMIIIHOM B JTIKYBaJbHIH 1031 10 3 pa3u Ha AeHb TPUBAE BXKe 4 THXKHI 1

BHJIUICHUH S. @Ureus i BBAXKAE€ThC, 110 BiH - IPUYMHA 3aTOCTPEHHS.

B) [lepBUHHE BUITICHHS

— YV kainiuno 300posoi oumunu (KJIIHIYHA OIIHKA) MA BUKOPHCTOBYEMO KO-aMOKCHKJIAB TIEPOPATHEHO
MPOTSTOM 4 THXKHIB.

— Humuni, sKka nouyeac cebe nozcawo, TPU3HAYAEMO AHTUOIOTHKH BHYTPIITHHOBEHHO.
BukopucroByiite MeporneneM + TobpaminuH IpotaroM 14 mHiB, sk 1-y JiHIIO, 3 BUCOKOIO 03010
GbIyKIOKCaAIMIIIHY epopaibHO; a00 TeHKOIUIaHiH + ToOOpaMiliH NpoTaroM 14 qHiB, K 2-y JiHIIO.

r) BinHoBnenHs pocty

— BigHOBNEHHS pocTy MeHIIe, HDK dYepe3 6 MICAIIB Michas NEPBUHHOTO - (HIYKIOKCAMIIH
MepopalibHO B JIIKYBalbHIM 1031 3 pa3u Ha JIeHb Ha 4 THXKHI.

— BinHoBneHHs pocTy Oinblie, HiXK yepe3 6 MICALIB MIiC/s NEPBUHHOTO - JIIKYBAaTH SIK MEPBUHHUI
picT (IMB. BUIIIE).

— Ilonanpiie BiZHOBIEHHS POCTY MPOTATOM 6 MICSIIB - JBa MEPOPAIBHUX aHTUCTA(PIITOKOKOBUX
aHTUO10THKY Ha 4 THXKHI.

1) XponiuHa iHdeKIis

— 3a HasgBHOCTI OuTbII HIDK 2 BHAUIEHb S. aureus Ha pik, NOpHU3HAYaiTe MNPOoDITaKTUKY
(GITyKIOKCAIMIIIHOM, SK 3a3HAUYEHO BHIIE (SIKIIO BUAUJICHb MEHIIE JIBOX - JIKYBaHHS BCE OJHO
MIPOBOIUTHCS (DIYKIOKCAIUITIHOM).

— Jlnis nmamienTiB, y SIKUX HEOAHOPA30BO BUCIBABCS S. aureus, HE3Ba)KalOUU Ha PETyIsIpHI BUCOKI J03U
(bayKIoKcanuiIiny, HEOOX1JHO PO3IJISTHYTH 1HIN BapiaHTH JIIKYBaHHS, OCOOJIMBO II€ CTOCYETHCS
aited crapioro Biky. Hampukiaza, Ko-aMOKCHKIIAB, (py3uIi€eBy KUCIOTY a00 HaBiTh pHU(aMITiLUH,
AKII0 1H(eK1sd 30epiraeThes.

— Bukopucranss niHe30I11y - IUB. HUXKYE.

Haemophilus influenzae

a) [lepBuHHE BUIITICHHS

— ¥V BIJHOCHO 370pPOBOi AUTUHU (KJIIHIYHA OI[IHKA) MM BUKOPUCTOBYEMO KO-aMOKCHKJIAB IEPOPATILHO
npotsaroM 4 THxkHIB. BiH Moxe KOMOIHyBaTHCS 3 a3UTPOMIIMHOM ab0 KIApUTPOMILUHOM;
NOJAIBIINNA Kypc IedalociopuHy MoXke OyTH NMpHU3HAYCHHWH, SKIIO0 CUMIITOMM HE JIIKBIJIOBaHI.
€IMHIM TOKa3aHHSAM JUIs 3aCTOCYBaHHS Le(hIKCUMY € JOBeJleHe BUIUIEHHS 4nucToi KynbTypu H.
influenzae, ©e3 BimmoBimi Ha aHTHOIOTHKM Tmepmioi JiHil. OJHAK MU HaMaraeMocs YHUKaTH
3aCTOCYBaHHS 1Ie(aOCITOPUHIB Uepes3 iX BIUIUB Ha CTUMYJIALIII0 MyKOiaHOT PS. aeruginosa.

— Humumi, sxa nouysac cebe noz2ano, TNPUIHAYAIOTH AHTUOIOTHKH  BHYTPIIIHHOBEHHO.
BuxopuctoByiite nedraszuaum + todbpaminut Ha 14 gHIB.

0) BinnoBnenHs pocty

— Bionoenenns pocmy menwe Hixe yepes 6 micsayie MICs IEPBUHHOTO - KO-aMOKCHKJIAB TIEPOPATBHO
Ha 4 THXHI.

— Bionoenenns pocmy 6invue Hidxe uepez 6 micayie Micisa IEPBUHHOTO - 3aCTOCYBATH JIIKyBaHHS, SIK
MIPU IEPBUHHOMY POCTI.
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— Tlooanvuie 8i0HO8IEeHH pocmy npomszcom 6 micsayieé - KIapuTpoMinuH Ha 14-28 nHIB (32 yMOBH
BiJICYTHOCT] pE€3UCTEHTHOCTI)

B) XpoHivHa 1H(EKIIis

SIkmio Bu3HauvaeThes 2 abo Oumbine BuauieHb HY influenzae wa pik, po3risHbTe MPOQITAKTUKY KO-
aMOKCHKJIaBOM, XO4Ya JIOBEICHO, L0 1€ MEHII Oe3MeYHO, 1 MU CKOPOUYYEMO BHUKOPUCTAHHS LIHOTO
npemnapary SK npoiJakTUIHOTO 3aco0y. A3ITPOMIIMH TpHUBAIIOI ii MOXKe OyTH MPOJOBKEHUN st
MPOTH3aMNaIbHOTO/IMYHOMOIYJIIOIOUOTO  eeKTiB, ajle Iie He ao0pe it S. aureus (uepes
PE3UCTEHTHICTD) 1 TOMY TpernapaTr He BUKOPHUCTOBYETHCS I MPO(IUIAKTUKH, 32 BUHATKOM BHITAJIKIB,
KOJIM 1HII BapiaHTH HE AOCTYIHI. A TakoX 3BepHITH yBary Ha pesuctentHicth H. influenzae mo
makpomini. Iledasocnopuiu He BHKOPHUCTOBYIOTHCH JUISI TPHUBaJOi MNPOQUIAKTUKH Yepe3
3aHENOKOEHHS PO 301IbIIeHHs BUALIeHHs Pseudomonas.

Pseudomonas aeruginosa

Cystic Fibrosis Pulmonary Guidelines Chronic Medications for Maintenance of Lung Health.
Peter J. Mogayzel et al., 2013

v Jns mozaeii 3 MB BikoM 6 poKiB i crapiie, 3 MOMIpHUM JI0 B&KKOTO CTYIIEHEM 3aXBOPIOBAHHS
nereHiB i PS. aeruginosa, mocTiiiHO MPUCYTHBOIO B KYyJIbTypax MUXaJbHHX HUIAXiB, Acomiaris MB
CIOA HamonernmmBo pPEKOMEHIyE€ TIOCTIHE BUKOPUCTAHHS IHTAIALMIKHOTO TOOpaMIilUHY IS
MOJIIMIIEHHS PYHKIIIT JIEreHb, IKOCT1 JKUTTS 1 3HWKEHHS YaCTOTH 3aTOCTPEHb.

Pigenv ooxazis: A. Kopucmv 6i0 euxopucmanusa: eucoka. Cuna pexomenoayii: A (nanone2auso
PEKOMEHOYEMBCS O PYMUHHO20 BUKOPUCTNAHHS)

v st mroneit 3 MB Bikom 6 pokiB 1 crapiie, 3 JIerkoro (GOpMOI 3aXBOPIOBAHHS JIETEHIB 1 PS.
aeruginosa, TOCTIHHO TPHCYTHBOIO B KyJIbTypax IUXalbHUX IUIAXiB, Acomiaiis MB CIHIA
pEKOMEHAY€e MOCTIHHE BHUKOPHUCTaHHS IHTAMIMHOTO TOOPaMIMHY 3 METOI0 3HMXKEHHS 4YacTOTH
3aroCTpeHb.

Pisenv ookaszis: B. Kopucmy 6i0 eukopucmanns: nomipua. Cuna pexomenoayii: B (pexomenoyemucs
0J151 DYMUHHO20 BUKOPUCMAHHS)

Inransiuiiiauii a3rpeonam

v s mozeii 3 MB BikoM 6 pokiB 1 cTapiie, 3 IOMIpHUM JI0 B&KKOTO CTYIEHEM 3aXBOPIOBAHHS
nereHiB 1 PS. aeruginosa, MOCTIHHO MPUCYTHBOIO B KYJIbTypax IUXallbHUX LUIAXIB, Acoriamis MB
HACTIHHO pEKOMEHAYE TMOCTIHHE BUKOPUCTAHHS IHTAIALIRHOIO a3TpeoHaMy, I100 MOJIMIIUTH
(hYHKIIIFO JIETEHIB 1 SIKICTh JKUTTS.

Pisenv ooxaszie: A. Kopucme 6i0 euxopucmanns: eucoka. Cuna pexomenoayii: A (nanoneznugso
DPEKOMeEHOYEMbCSL OISl PYMUHHO20 BUKOPUCTIAHHSL).

v Jlna moneit 3 MB BikoMm 6 pokiB 1 cTapiue, 3 Jerkor (GopMOI0 3aXBOPIOBaHHS JereHis 1 PS.
aeruginosa, MOCTiHO NPHCYTHBOIO B KYJIbTypax AMXaldbHUX HUIIXiB, Acomiamis MB pekomeHaye
MOCTi{HE BUKOPUCTAHHSI 1HTAJSILIIHOTO a3TpeoHaM 3 METOI0 MOJIMIIUTU (YHKIIIO JEereHiB Ta SKICTh
KUTTSA

Pigenv ooxazis: B. Kopucms 6i0 euxopucmanus: nomipua. Cuna pekomenoayii: B (pexomenoyemocs
0/l pYMUHHO20 8UKOPUCTAHHS).

Komenmap pobouoi cpynu
Cmanom na 01.04.2016 nikapcokuti 3aci6 3 MidCHAPOOHOIO HENAMEHMOBAHOIO HA380I0 A3MPEOHAM 6

Ykpaini ne sapeccmposgano.

Innmi inrajasaninai aHTHOIOTHKH
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v Jlst moneit 3 MB BikoM 6 pokiB 1 cTapiie, 3 TOMIPHUM JI0 BaXKKOTO CTYIIEHEM 3aXBOPIOBAHHS
nereHiB 1 PS. aeruginosa, mocTiiiHO MPUCYTHBOIO B KyJIbTypax IUXaJbHUX HUIAXiB, Acomiaris MB
pPOOHUTH BUCHOBOK, IIIO JIOKa3iB HEOCTATHBO, MO0 PEKOMEHIYBaTH a00 HE PEKOMEHIYBaTH XPOHIUHE
BXKMBaHHS IHIIUX IHTAIAMIHHUX aHTHOIOTHKIB (TOOTO KapOeHINWiiH, meTasuanuM, KOJIICTHH,
TEeHTaMIIIMH), 00 TOJIMIUTH (DYHKIIIIO JETEHIB 1 AKICTh JXKUTTS a00 3MEHIITUTH KUIbKICTh 3arOCTPEHb.
Pisenv ookasis: C. Kopucmv 6i0 euxopucmanns: eiocymus. Cuna pexomenoayii: I (moxasis
HEIOCTATHBO).

Komenmap pooouoi cpynu
Cmanom na 01.04.2016 nikapcokutl 3aci6 3 MidDCHAPOOHOI HENAMEHMOBAHOIO HA3B0K0 A3MPEOHAM 8
Ykpaini ne 3apeecmposano.

Asutpominumu npu Ps. aeruginosa

v Jns moneir 3 MB Bikom 6 pokiB i crapmie i PS. aeruginosa, € mocTiiiHO HNPUCYTHBOIO B
KyJIbTypax IUXaJIbHUX HUIAXiB, Acorfiamis MB HamosierieBo peKOMEHIye MOCTiHE BUKOPUCTAHHS
a3UTPOMILIMHY IS TIOJIMIIEHHS (DYHKIIIT JIeTeHb 1 3HIKEHHS YaCTOTH 3aTOCTPEHb.

Pisenwv ooxasie: A. Kopucmo 6i0 euxkopucmanns: nomipna. Cuna pexkomenoayii: B (pekomenoyemucs
0J151 DYMUHHO20 BUKOPUCMAHHSL).

Tpu BunpoOyBaHHs NOBiTOMUIH 3HAa4YHE abcomroTHe nomimmenas ODB1 mix 3,6 1 6,2% 1 aBa Takox
noBigoMuiH 1po nominmenas OXEJL. Pemra BunpoOyBaHb He MOBIIOMIINA CTATUCTUYHO 3HAUYIIIHX
BIIMIHHOCTEH JIeTeHeBO1 (PYHKIIIT MK a3UTPOMIIIMHOM 1 Tu1areoo.

Xoya HaibimbIIe 3a KUTBKICTIO YYacHHUKIB JOCTKeHHS y (ismunux ocid 6e3 Ps.aeruginosa ne
3HAWUIIUIO PI3HUI Y QYHKIIIT JIETeHb, BIIMIYAIOCh 3HWKEHHS JIETEHEBHX 3arocTpeHb Ha 50%.

Tepamist a3uTpoMiMHOM TpU3BENa 10 3HIKEHHS 4YacTOTH 3aroCTpeHb B UYOTHPHOX 3 IM'STH
PO3IIISIHYTUX BUIIPOOYBaHb. Y 3araibHiil KiibkocTi 10 gociipkeHb a3UTpOMILMHY 3a ydacTi 959 ocid
Oynu TpoaHalizoBaHl B HeJaBHbOMY KOKpaHOBCHKOMY OTJIAMI 1 JOCHIAHHKaMU OyB 3poOieHuit
BHCHOBOK, 110 a3UTPOMIIHMH € €)eKTUBHUM IS MOMIMIIeHHs (YHKIIIT IeTeHb 1 3HWKEHHS 3aTOCTPEHb.
Icuye mnoGoroBaHHS, HIO0 NOCTIMHE BUKOPHCTAHHS a3UTPOMILMHY B 0Ci0 3 OKYJIBTHUMH abo
HETYOEpKYJIbO3HUMHU MIKOOAKTEPIsIMU MOXKeE MPU3BECTH JI0 PO3BUTKY PE3UCTEHTHOCTI, 1 TAKUM YMHOM
YCKJIQJTHUTH JIIKyBaHHS UX 1H}ekin. 3 miel npuunnu, KomiTeT BBaxae, 1110 NaIllEHTA TOBUHHI OyTH
o0CTeXeH1 Ha OKyJIbTHI a00 HeTyOepKylbo3HI MikoOakTepii A0 MOYaTKy Teparii a3uTPOMILMHOM, 1
MEePiONYHO TepersiaaTics 3 6-12-micsyauM inTepBanioM. KpiM Toro, MoHOTEparis a3uTpOMIIITHOM
MOBMHHO OYTH BHKJIFOUEHA IIPU BUABJIEHI OKYJIBTHUX 200 HETYOEpKYIbO3HUX MIKOOAKTEPIi.

IlepopaJibHi aHTHCMHBOTHIMHI AHTHOIOTHKH

v Jia monedt 3 Bikom MB BikoM 6 pokiB 1 crapiie, 3 HOMIPHUM JO Ba)XXKKOTO CTYHNEHEM
3aXBOPIOBaHHs JIeTeHIB 1 PS. aeruginosa, mocTiiHO MPUCYTHBOIO B KYJIbTypaxX AMXaJbHUX HUISAXIB,
Acomianiss MB BBaxkae, 110 /J0Ka3iB HEAOCTaTHHO, 100 pPEKOMEHIyBaTH ab0 HE pPEKOMEHAYBaTu
XpOHIYHE 3aCTOCYBAaHHS IEpPOpPaATbHUX AaHTUOIOTHKIB 3 AHTHUCHMHETHOMHOIO AaKTHUBHICTIO, MI00
MOJIIMIIUTH (PYHKIIIO JIET€HIB 1 SKICTh )KUTTS @00 3MEHIIUTH YacTOTY 3aroCTPEHb.

Pigenv ooxkasis: C. Kopucmv 6i0 suxopucmanusn: eiocymus. Cuna pexomenoayii: [ (mokasi
HEJIOCTATHBO).

European Cystic Fibrosis Society Standards of Care: Best Practice guidelines. Alan R. Smyth et
al., 2014

Yu ciig JiKyBaTH NepBHHHY 200 NOBTOPHO BHSIBJICHY OaKTepiaJbHy iH(eKLil0, BUKJINKAHY
Pseudomonas aeruginosa?

3anumena Oe3 JikyBaHHS, iHQekis PS. aeruginosa, sika Brepiie 3'sBuiiacs, Oyzae MporpecyBatd B
XpOHIUHY 1H(EKI[if0, TOB'S3aHy 3 TMOTIPIICHHSIM JIETeHeBOi (DYHKIli, TMOTIpIIEHHSIM Xap4YyBaHHS,
YaCTUMH JIETEHEBUMH 3arOCTPEHHSMH 1 MiJABHILEHHSIM cMepTHOCTi. Hemae 4iTKMX BKa3iBOK Ha Te,
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HAaCKUTHbKM IIBHUIKO CJIJ TOYMHATH DPAaJUKAIbHY Teparito, ajie JIKyBaHHS IOBHHHO IOYHHATHCS
MBUAKO (HE Ti3HIimE, HiX dYepe3 4 TIKHI TICIS OTPUMAHHS MO3UTHBHOTO pPE3yJIbTaTy POCTY
KynbTypH). € 6e3CyMHIBHI CBimonTBa eeKTHBHOCTI epaauKaIiiiiHoi Teparii mpotu PS. aeruginosa, aie
e JKOJCH pPEeXHM HE TOKa3aB CBOEI mepeBard B edekTuBHOCTI. MeToau BKIIOYAIOTH Bil 28 THIB
iHTaysIii  po3unHy TtoOpaminuny (TIS), 1 mo 3 MicsmiB TO€IHAHHS IHTAIAIIA KOJICTHHY 3
nepopaibHUM mpuiiomoMm numnpodrokcanuay. HeoOXiqHO moanbiie COCTePEKCHHS 0 KYJIbTypax,
1100 MMiITBEpIUTH BUKOPIHEHHS 1H(EKITII.

Sk moTpiOHO JiKyBaTH XpoHiUHY 6aKkTepiaiabHy indekuio Pseudomonas aeruginosa?

SIkmo epanukaniifHa Teparis He Oyia yCHilIHOIO, TO J1iarHO3 BU3HAYAETHCA K XpOHIUHA iH(peKmid, i
MOTPIOHO TIOYaTH JOBTOCTPOKOBY IHTANSIINHY Tepamito aHtubOiotukamu [18]. Iupexktusu CILIA
PCKOMEHAYIOTh JIJIsl TAIIEHTIB CTapIiuX 6 POKiB 3 XpoHiuHO iH(pekiiero PS. aeruginosa micsui
kypcu TIS 3 mepepBamu, He3aJe)KHO BiJ TSHKKOCTI ypaKEHHS JIeT€Hb, HA HEBU3HAYCHY TPHBAIICTh
tepminy [19]. Xoua BiACYTHI IOCHIPKEHHS IMOAO JITEH MOJIOAMUX O-TH POKIB, JIKyBaHHS 3
€KBIBAJICHTHUMHU JI03aMH TaKOX PEKOMEHY€EThCS 1 B 111l BikOBiH rpymi. Jlomyctumuii pesxkum - 300 mr
IBi4i Ha JeHb, 28 NHIB, IO YEPryeThCs 3 TepepBaMH JiKyBaHHA Ha 28 mHiB. IHramsmis cyxoro
nopomky Toopamimuay (TOBI Podhaler™) mae piBHO3Hauny edextusnicts [20]. Iuransuis
a3TpeoHaMy PEKOMEHJIOBaHA K ajJbTCPHATHUBA 1 €BPONEHCHKUMH, 1 aMEPUKAHCHKUMH JHPEKTHBAMHU.
Komictun (2 MO nBivi Ha JieHb) MIMPOKO BUKOPUCTOBYETHCS B €BPOIi 1 3apa3 JOCTYIHHUNA TaKOXK Y
JiKapceeki gopmi cyxoro mopomky. CrerianicT-(i3ioTepaneBT MOBHHEH PEKOMEHAYBAaTH PO3KIIaj
MPUIOMY IHTANSIIMHKX JIIKiB 1 BIAMOBIIHUNA METOJ] 1HT a1

Clinical Guidelines: Care of Children with Cystic Fibrosis. Royal Brompton Hospital.
S. Alexander et al. Endorsed by the Medicines Management Board of Royal Brompton &
Harefield NHS Foundation Trust. 2014

Akmo 3BIT TOKa3zye, IO MIKPOOPTaHI3M CTIMKUH 10 KOJICTUHY, II€ IIJIKOM MOX€ OyTH BHI
Burkholderia, a ne Pseudomonas, i 3pa3ok noBuHeH OyTH BianpaBieHHid B pedepeHTHY J1abopaTopiro.

IlepBuHHe BHOLICHHSI Y TUTHHH, SIKiil HEOHATAJLHMH CKPHHIHr OyB mpoBeiaeHuii B mepmi 3

MicAIi JKUTTH.

— JSkmo picT OTpUMaHO Ha Ma3Ky MOKPOTHMHHS 10 OpOHXOCKOIi, BHKOPUCTOBYBAaTHMETHCS
CTaHJIapTHA epaJiuKallis:

- 3 TwkHI nMIpodOKCalMHy MepopaibHo (abo mMojBiliHA Tepamiss BHYTPIIIHbOBEHHUMH
aHTHO10TUKAaMU MPU IOTAaHOMY CAMOIIOYYTT1).
- IuTroC 3 MicsALi HeOyi30BaHOTO KOJIICTHHY JIBIYl HA JEHb.

[TnanoBa OpoHxockoris Oyae BiAKIajeHa Ha 3 MICAI O 3aBEPIICHHS €paJuKaIllifHOI Teparii, o0

NEePEeBIPUTH 11 YCHIIIHICTb.

— Slkmo nepBuHHUE pict Pseudomonas aeruginosa O0ys y 3 micsii Tineku B BAJI-pinuni, i He OyB
BUJUIEHUH y Ma3Ky MOKpPOTHHHS, y3iTUX B OJMH 1 TOH >X€ J€Hb, 3a3BUYAll 3aCTOCOBYIOTHCA
BHYTpPIIIHBOBEHH1 aHTUOI0THKH. J[aimi MU MOBTOPIOEMO OPOHXOCKOIIIO MO 3aKIHYEHH1 3-X MICSIIIB
HeOynmaitzepHoi Teparii, o6 mobaunTtH, yn Oyna epaaukaiiis Pseudomonas, sk My MPHITYyCKaeMo,
MU HE MOKEMO MOKJIaIaTUCS HAa YUCTHIH Ma30K MOKPOTHHHS.

IlepBuHHe BUAITIEHHS Y AiTeH CTApIIOro BiKy

— 3 TwxHI 1MOpoduIOKcaMHy mepopaibHO (a0o TmoABifiHA Tepamis BHYTPIIIHbOBEHHUMH
aHTHO10TUKaMU IPU OTaHOMY CaMOIIOYYTT1).

— 1umroc 3 micsri HeOyNi30BaHOTO KONICTUHY JIBiUil HA JICHb.

— Mu HE BukopucToByeMO IUIPOGIIOKCAIIMH MPOTATOM 3 MICSIIB Yepe3 MOXIINBICTh BUHUKHEHHS
PE3UCTEHTHOCT!I.

— Mu He BUKOPHCTOBYEMO T€HTAMIIIMH Il HeOymaizepa peryisipHo (3 KOJICTHHOM), TITBKH SIKIIO
HE BUHHMKAE 3HAYHUX MPoOsIeM 3 S. aureus.



53

BinHoBJIeHHSI poCTy NPOTAIOM MOYaTKOBOro mepiony 3-micsiyHOro JikyBaHHsA (mix 4ac

NMPOJXOBKEHHS JiIKYBAHHS KOJiCTUHOM)

— Y KJIIHIYHO 370pOBOI TUTHHHU, NMPHU3HAUTE MOJANBIII 3 TWXKHI NPUAOMY HHUIPO(MIOKCAIUHY.
3aMiHITh KOJIICTUH Ha HeOyi30BaHUI TOOpaMinMH Ha 1 MicCAIb, MTOTIM MOBEPHITHCS A0 KOJIICTHHY.
3-micsiuHuE Kypc HeOynail3epa NMOYMHAETHbCA BiJA JATH OCTAHHBOIO IO3UTHUBHOIO BUIUICHHS.
Po3rnsiHbTE TaKOX MOXKIIUBICTD MPOBEACHHS BHYTPIITHLOBEHHOI Tepamii.

— JluTuHi, sKa 1MovyyBae cebe moraHo, MpU3HAUTe TOOPaMIIuH 1 1edTa3uauM BHYTPIIIHBOBEHHO Ha 2
TWXKHI. 3aMiHITh KOJIICTUH Ha HeOyIi30BaHWK TOOpaMinmuH Ha 1 MicsIb, MOTIM MOBEPHITHCS 10
KOJICTHHY. 3-MICSYHHMN Kypc HeOyraii3epa IMOYMHAETHCS BiJl JAaTH OCTAHHHOTO MO3UTHBHOTO
BUIUJICHHS.

— AOG0 SKII0 BHYTPIIIHHOBEHHI AHTHOIOTHKHM BXE MPHU3HAYAIUCS TPH IEPBUHHOMY BHIIUJICHHI,
MOJKET€ NPU3HAYUTH 3 TIKHI LUOPOGIIOKCAIIMHY 1 3aMIHUTH KOJICTHH Ha HeOyli30BaHUI
ToOpaminuH Ha 1 Micsip, MOTIM MOBEPHYTUCA OO0 KOMICTHHY. 3-MICSYHHMI Kypc HeOynaizepa
MOYMHAETHCS BiJl JaTH OCTAHHBOTO MO3UTHUBHOTO BUAUICHHA. [[pyruii Kypc BHYTPIITHBOBEHHOTO
aHTHO10THKa MOKe OYTH TOpEYHUM.

— Jaui 3 micsmi HeOyi30BaHOTO KONTICTHUHY.

BinHoBJIeHHsE pocTy micaA 3aKiH4YeHHsi 3 THKHIB LUNPOGUIOKCALUHY/3-MICIYHOIO KYypCy
He0yJIi30BaHOI0 KOJIICTHHY

— TocniTanizyroTs g 2-TUKHEBOTO Kypcy nedTa3uaumMy i ToOpamiliuHy BHYTPIITHLOBEHHO.

— A06o0 e 3 micsii HeOyTi30BaHOTO KOJIICTUHY.

— AGo mie 3 MicsIi monepeMiHHOTO 3aCTOCYBaHHs HEOYITi30BaHOTO KOJIICTUHY/TOOpaMilluHYy.

IMopanbiue BiTHOBJIEHHSI POCTY

— Buninenns Ps. aeruginosa micias 6-Tv 1 OULTBIIE MICAIIB YMCTUX IOCIBIB 3aBXKId HEOOXIIHO
JiKyBaTU. MU npuiyckaemo, 1o 1€ HOBE BUJUIEHHS, TOMY poOMMO cripoOy MOBTOPHOI epajuKariii
nepopanbHuM Iunpodiaokcannaom npotsarom 3 TwxHiB. TAKOX HeoOXigHO BITHOBUTH TPUBAIHIA
Kypc HeOyIli30BaHOTO KOJICTHHY JBa pa3HW Ha JCHb, SKIIO MAI[iEHTH HOTO IIe HE NPUHMArOTh.
SIKI10 Ha MOMEHT BHSBJICHHSI HOBOTO POCTY MAIliEHTH BCE 1€ MPUUMAIM KOJICTHH, PO3TJISHBTE
BaplaHT 3aMIiHU Ha HEOYJ130BaHUN TOOPAMILIMH.

— Ilpu HasgBHOCTI PE3UCTEHTHOCTI O LUIPOQIOKCAIMHY, IpU3HAaYa0Th 1 MicsAlb HeOyli30BaHOTO
TOOpaMillMHy, SKHM Moke OyTH NpPOAOBXKEHUH 10 6 MiCALIB MONEPEMIHHOTO 3aCTOCYBaHHS
TOOPaMIITUH/KOMICTUH. SIKIIO mpemnapaT mNpu3HaueHWd Ha 1 Micslb, MOTIM Tmijge 6 MICAIIB
HeOyJ1130BaHOTO KOJIICTUHY.

— Ilpu nmnoranoMy camMOmoO4yTTi, NpPHU3HAYAETHCS 2-THXKHEBUHW Kypc TMOABIMHOI  Teparii
BHYTPIITHbOBEHHUMH aHTUO10TUKAMHU.

— Skmo BimOMO, MO AWTHHA XPOHIUHO iH(piKOBaHa (I MPOXOAWTH JIKyBaHHS HEOyIi30BaHUMHU
aHTUOIOTUKAaMH), ajleé KIIHIYHO 3[0pOBa, NPaBWIBHO OyJe YTpUMAaTHCS BiJl J0AATKOBOTO
JmikyBaHHSA. TuUM He MEHII, He TMpHilmMaiiTe Ha BIpy BHCHOBOK Ha OJaHKy: «XpOHIYHA
MICEBJIOMOHA/IHA 1H(EKIis», Ha BCIX OIaHKaX MOBUHHA MO3HAYATHUCS JaTa OCTAHHBOTO BUIUICHHS 1
BHsiBJIeHa ¢opMa - MyKoigHa abo HemykoinHa. [lepeBipTe B peecTpi mamieHTIB €BpONEHCchKOro
crmiBTOBapucTBa MB, un He € TUTHHA MOCTIHHUM «BUALTIOBaYeM» (B IIbOMY BHIAJKY JIKYBaHHS
MOXK€ HE MIHATHCS) abo, SKIIO y JAWTHHU BUSBISUIM KUIbKa HETaTMBHUX IIOCIBIB MPOTITOM
6araTboX MICSIIiB, B IbOMY BUIIAJIKy pOOUTHCS cripoba MOBTOPHOI epaaukanii (AuB. HIKYE). SIKIo
BU CyMHIBa€eTecs, 00roBOPITh 3 KOHCYJIBTAHTOM IMONEPEIH] pe3yIbTaTH MOCIBIB.

— BaxnmBo opranizyBaty I1aHOBI MOCIBY Micis 3aKiHYEHHS Kypcy (B MicLeBii JikapHi abo 11e Moxke
3pOoOUTH KOMaH/a 3 JOMAIIHBOTO JIOTJIAY) 1 HIOMICSI HiCs LOT0, SK MIHIMYM HPOTATOM TPbhOX
MICSIIIB.

— Jlna 2-ro 1 HacCTYHNHMX BHJUIEHb, SKIIO HEMae€ TPHUBAJIOTO IHTEPBAIY MK BHIUICHHIMHU
(0OroBOPITH 11€ KOHCYJABTAHTOM) - IPU3HAYAIOTh HEOYJ130BaH1 aHTUOIOTUKH JIOBIYHO JIBa pa3u Ha
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JI€Hb, 3 BAKOPUCTAHHIM KOJIICTUHY.

Bu6ip BHyTpilIHLOBEeHHHX aHTHOIOTHKIB 11 Pseudomonas aeruginosa

— TlpoBexiTh TeCT HAa METMKAMEHTO3HY aJIePrilo.

— Ilepma ninis - nedgrazuaum + ToOpamiIuH.

— Jlpyra niHisg - MepornieHeM + ToOpaMiluH (SKIIO BUAUICHUH S. aureus, Moxe BHKOPHUCTOBYBATHCS
SIK TIepIIIa JIiHis).

— barpku/mamieHT 9acTo 3HaKOTh, KA KOMOIHAIIIS MpenaparTiB 1aBajia Kpaui epexT B MUHYJIOMY, 1
B 0araThbOX BHUIQJIKaX BapTO MPUCITYXaTHCS IO iX BUOOPY (SKIIO HEMae BaroMoi NMPUYHHUA HE
POOHTH IHOTO).

— Bigoma uyrtimBicte PSeudomonas aeruginosa g0 aHTHOIOTHKIB IpH OCTaHHBOMY ITOCiBi
MOKPOTHHHS1/Ma3Ka MOKPOTHHHS HE 3aBX/IU aKTyaJIbHa.

— Hacrynni BapianTu (He B IEBHOMY MOPSJIKY) - a3TPEOHaM, KOJIICTHH, aMiKalliH, TAMEHTHH. Yepe3
BUHUKHEHHS aJIEPTIYHUX PEaKIliii, BKIIIOYAIOUH EPEXPECHI, MU PIJIKO BUKOPUCTOBYEMO Ta30IIHH.

— 3acrocyBanHs (ocdoMinuHy BHYTPIiIHBOBEHHO €  BIIHOCHO HOBUM  JIIKyBaHHSIM.
3aCTOCOBY€EThCS TUIBKH 3d pilleHHIM KOHCYIbmanma JUis JyXe pe3ucteHTHux Pseudomonas
aeruginosa y mireit 12 pokiB i CTapuiux, a TAKOX JOPOCTHX MAI[iCHTOB.

— Mu HIKOJM HE BUKOPUCTOBYEMO T€HTaMIIIH BHYTPIIIHHOBEHHO.

— IlepeBipTe, un 103BOJICHI MALIEHTOBI aMIHOTIIKO3HUIU (MOXKIIMBI HUPKOBI MpoOieMu, mpodiaemu 3i
CIIyXOM).

Komenmap pobouoi zpynu

Tumenmun — mopeosa HA36a KOMOIHOBAHO20 JNIKAPCLKO2O 3Ac00y MuKapyuiin + KlasyiaHoea
Kucioma

Tazoyun — mopeosa Ha36a KOMOIHOBAHO20 NIKAPCLKO20 3aco0)y ninepayuiin + mazooaxmam.

AMIHOTTIKO3H/IN

3 MipKyBaHb Oe€3leku Ta HEPPOTOKCHYHOCTI, SIK 1-a JiHIS aMIHOTJIIKO3UIIB 3aCTOCOBYETHCS
ToOpaminmH (Mu HE BHKOpPHCTOBYEMO T€HTaMillMH), NPUIYCKAIOYM, 10 MIKpOOpPraHi3MH HE € J0
HbOTO pE3UCTEHTHUMH. Ll naymKa TIpyHTyeTbcs Ha MOro BHCOKIM MIHIMAJIbHIA NEpEeBaKHIN
KOHIICHTpallii 1 JaHuX, SKi IO3BOJISIIOTH MPUIYCTUTH, o PS. aeruginosa yacrimie pe3dCTeHTHA 10
TeHTaMIIUHY, HIK JI0 TOOpaMilluHy.

IcHye nokas Toro, 110 NpuitoM aMiHOTJIIKO3H/IIB OJIMH pa3 B IEHb € MEHII TOKCUYHUM 1 IPU3BOAUTH 10
Ou1b1I €(h)eKTUBHOIO 3HUILEHHS OaKTepii, HIX 3BUYaliHE JO3yBaHHS NPUHOMY TpHU pa3u B J€Hb. ICHYye
TaKOX JI0OKa3 TOTO, IO YaCTOTa PO3BUTKY PE3MCTEHTHOCTI PS. aeruginosa 1o aMiHOTITIKO3HUIIIB MOXKe
3HMKYBAaTHCS TPU OJHOPA30BOMY IpHIOMI, a HE MpHU MPU3HAYEHHI TpU pa3u B JAeHb. KpiMm Toro,
MEHIIIE KOIITIB BUTPAYAEThCA HAa OCHALLCHHS, TaKe SIK TOJIKH 1 IINPHUIH, 1 3HUKYETHCS HEOOX1THICTh B
MIPOBEJICHH] aHaJli31B KPOB1, TOMY 1110 HEOOX1IHO KOHTPOJIIOBATH TIJbKHU 3aJIMIIKOBI CHPOBATKOBI PiBHI,
o BaxJuBO Jis autuHu 3 MB. Ile Takox 30epirae yac meacectep A BUKOHAHHS MPU3HAYEHb.
Pexxum amMiHOTTIKO3HTIB 3apa3 BUTIISAAE HACTYITHUM YHHOM:

To6paminun 10 Mr/kr oguH pa3 Ha JeHb npotaroM 30 XBUIMH, amikanuH 30 MI/KT OJIMH pa3 Ha JCHb
npotsirom 30 XBHJIMH

VY 3B'3ky 3 A000BUMH 3MiHAMH B HE(PPOTOKCHYHOCTI, aMIHOTJIIKO3MIU IO MOXIJIUBOCTI MOBHHHI
BBOJUTHCS BpaHIi abo micis moyyAHa. Mu poOMMO aHalli3 CHPOBATKOBUX PIBHIB 4epe3 23 roAuHU
HiCJIs MepUIoi 103H, SKIIO J03a npuiiHaTa 6im3bko 14.00, To anamniz 6yzae B3stuii o 13.00.

3BepHITh yBary, 1o Bkaszadl go3u npusHayeHl TIJIBKWM o mamiesTis 3 MB: B IHIIMX CHTVaIsIX
MOYKe 3HaJIOOUTHCS 3MEHIIIEHHS J103.

[lepen npu3HaueHHS HEOOXiTHO 3'sACyBaTH, YW OyB BUSBIEHUN BHCOKHM 3aUMIIKOBUI pIBEHb
IPOTITOM SIKOTO-HEOYAb MONEpPEeIHBOr0 KypCy - YTOUHITH y ciM'i Ta mepeBipre iH(oOpMalilo B
€JICKTPOHHIN KapTi marieHTa. SIKIo BUCOKUN 3aJIUIIKOBUN pIBEeHb OyB KOJW-HEOYIb BUSBICHHH, 103a
noBHHHA OyTH 3HMXkeHa Ha 2090 Ha MOYaTKOBOMY €Talli, TAKOXK HEOOX1HO MPOBOJUTH BUMIPIOBAHHS
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(GyHKIIT HIPOK pa3oM 3 KOKHOIO 3aJTUIIIKOBOIO J030¥0.

3MiHa 32JMIIKOBUX PiBHIB
a) CupoBaTKOBi piBHI aMiHOTJIIKO3UIIB CIIiJ] BUMipIOBaTU 4yepe3 23 TOAMHU MICHsS BBEIEHHS HepIIol
no3u (To0To 3a 1 romuHymo 2-0i 103M), a TaKoXK 4epe3 23 TOJUHH MIiCisl Oyab-SIKOTr0 KOPEKTyBaHHS.
[Ticns HpOro MU MOBTOPIOEMO X IIOTHUKHSL.
0) CupoBaTKOBY CEYOBHHY 1 KpEaTHHIH CJIiJi BUMIPIOBATH ITi/I Yac IMEPIIOro BBEICHHS KaHIOM 1 3
KOXKHHUM 3aJIMIIKOBMM PpiBHeM. [HKOIM Ui BHUMIpPIOBaHHS 3aJMIIKOBHX pIBHIB HEOOXiIHO
BUKOPUCTOBYBAaTM KpOB 3 TMajbll, B TaKOMYy BHIAJKy CEYOBMHAa 1 KpEaTHHIH MOXYTb HE
BUMipIoBaTHCs. X HEOOXiHO BUMIPATH, AKINO Pe3yNbTaT PiBHSA MPENapary 3HOBY MiJBHIIUBCS.
B) KpoB /u1s Bu3Ha4YeHHs piBHIB HIKOJM HE MOBMHHA OpaTHcs 3 TOTO K KaTeTepa, B SIKUN BBOJUBCS
aHTHUOIOTHK, 1€ CTOCYETHCS 1 IEHTPAJbHUX BEHO3HUX Karerepis/mopTiB. d) LlinmpoBuil 3amumkoBuit
piBeHb i1 ToOpaminuuy <l Mr/i, a 1 amikanuHy <3 mr/ii. Pe3ynbrar moBuHEH OyTH 3amucaHuil B
JUCTKY MPU3HAYEHb, 1 HACTYITHA 7032 HE BBOAMTHCS /10 BHECEHHS 1€l iHpopmarii.
r) SIKIo 3anuIuKoBHiA piBeHb HepeBuilye Imr/m abo Ounbmie 3 mr/m (s aMmikaluHy), TPOMYCTITh
HACTYITHY JI03y ¥ TIepeBipTe 3aJUIIKOBHI PiBEHb Yepe3 24 TOAMHM IICHS MPOIYIIeHOT A03:. TiIbKH
MICHS TOTO, SIK 3aJMIIKOBUN piBeHb BMaB Huk4e | Mr/m (3 Mr/m ansg amikaluHy) NAIi€eHTY MOXHA
MOBTOPHO BBOJHTHU J03Yy, 3HM3HUBIIH ii Ha 20%, 1 MepeBipUTH 3aJTUIIKOBUN piBeHb depe3 24 TOJUHH.
3auekaiiTe, MOKU IMMOBEPHETHCA PE3yJAbTAaT BKA3aHOTO PIBHS, 1 MPOMOBXKYHTE TUIBKH SIKIIO PIBEHBb
MeHtie | mr/n (MeHme 3 MI/J i aMiKaluHy).
n) Sxmo QyHKIIS HUPOK MAllieHTa 3aJUIIA€THCS HE3MIHHOIO MPOTATOM PEIITH KypCy, MPOJOBKYHTE
JKYBaHHS 31 3HIDKEHUM JI03YBAaHHSM 1 3Tr0JIOM IIOTHIKHS TIEPEBipSNUTE PiBCHb.
e) IlikoBi piBHI HE BUMIPIOIOTHCS B IUIAHOBOMY MOPSAKY, ajie MOXYTh OyTH B3STi, SKIIO iCHYIOTbH
M0OOIOBaHHS BIJHOCHO KJIIHIYHOTO Mporpecy Ha 3MmeHiueHid 1o3i. [IpoOu HeoOxigHO B3aTH 3a 30
XBWJIMH Micist 3akiHdeHHs iHdy3ii. LinmpoBuii pesynbrat - 20-30 Mr/n 1yt ToOpaMinuHy.
€) llopa3y 3ammcyiite pe3ynbTaTH BHMIpIB piBHIB: JaTy/4yac 3a00py KpOBI, PEXHUM JI03yBaHHS,
pe3yibTaTi (Tak caMoO Ha JIMCTKY NPU3HA4YeHb), Oy/Ib-sIKi 3MIHU B JO03yBaHH1, Oyab-sIKi 1HIII BUKOHAHI
mii.
PosrisiHnbTe MOXKIIMBICTH BUMIPIOBAHHS 3aJMIIKOBUX PIBHIB aMIHOIUIIKO3H/IIB B 1HIIUHN Yac IpH

— jgeriapararii

— BUIAJAKOBIH miapei Ta/abo OiroBaHH1

— CHHJPOMI JUCTAJIbHOI IHTECTUHAIBHOI OOCTPYKIIIi

— npuiioMi IHIIKUX HEPPOTOKCUYHUX IpenapaTiB, HANPUKIad, 10ynpodeny.

Xponiuna indexuisn Ps. aeruginosa
* BusnauaeTbcs pe3yapTaTaMM aHali3iB 3a Kpurepismu mkanu Leeds:

- HIKOJIM: )KOJIHOTO pa3y He BHciBajacs

- BIICYTHSI: BUCIBaJIacs paHillie, ajie He B MUHYJIOMY poIlii

- MUHYIIa: BUciBanacs B MeHII 50% 3pa3kiB TOpik (MOBUHHO OyTH 4 3pa3ku Ha piK)

- XpOoHI4YHa: BHUciBasacs B Outbi HIX 50% 3pa3kiB
Ileprma ninist Teparii XpoHIYHOT 1H(EKIIT - TpUBa IHT AL KOJTICTUHY.
Jlnst mited, siki moraHo ce0Oe MOYYBAIOTh 1 Y SIKUX XPOHIYHO BHIUIAIOTH P @aeruginosa, posrisHbTe
MOJIMBICTh 4YEpryBaHHsS TOOpaMilMHY 1 KOJIiCTUHY a1 HeOynaitzepa. ToOpaminuu —ciifg
3aCTOCOBYBATH, SIKIIO, HE3BAYKAIOYH HA MTPOJOBKEHHS Teparlii 1 JOTPUMaHHs pexXUMY Teparii, QyHKIisA
JiereHb MPOAOBXKYE 3HMXKYBaTHCS ab0 € HeOOXiIHICTh NpPOBENEHHS OUIbII HiK OJHOTO Kypcey
BHYTPILITHBOBEHHUX aHTHOIOTHKIB Y MOMEpPEAHbOMY polli. Mu BukopucTtoByeMo Opamitod a6o TOBI
(igramsmii - tobpaminuHy). PimieHHSs m0po NOpU3HAUEHHS IHTANAMIA  TOOpaMillMHY — nputimMae
KOHCYTIbMaHM.

Komenmap pooouoi cpynu:
bpamimo6 ma TOBI — mopz0o6i nazeu nikapcbko2o 3acody 3 MidCHAPOOHOIO HENAmMeHmMOoBaHO HA36010
moopamiyuH.
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o Inramsamiiinuii azrpeonam (Cayston) € JIiIIEH30BaHMM IPENapaToM U JIiTeH crapmux 6 pokiB i
3a3Buuaid (DiHAHCYETHCA JUIsl JIIKYBaHHS JOpPOCIUX 1 jited 3 MB BiAmoBigHO 10 HaIiOHATBHUX
KIIIHIYHUX KpUTEpiiB. PekoMeH10BaHO MOETAMHUI MiIX11 A0 JIIKYBaHHS, IEPUIOIO JIHIEI0 3aTHIIAETHCS
KOJIOMIIIMH, JPYrol0 JIHIEW JIKYBaHHS 3aJHMIIAIOTHCA IOMEPEMIHHO TOOpaMIIIMH/KOIICTHH.
A3TpeoHaM BUKOPUCTOBYETHCS SIK TPETS JiHIS.

A3TpeoHaM Moxe OyTH PO3IJIIHYTHUI /10 3aCTOCYBaHHS, SIKIIO BCE III€ € Mporpecyroya BTpara GyHKIi
nerenb (Ot HiX HAa 2% Ha pik 3HmwKkeHHS OPB1 B % Bin HanmexxHoro), abo gk 1 pasime €
HEOOX1IHICTh BHYTPIIIIHBOBEHHOI Teparii 3arocTpeHb, TOOTO OUIBII HIXK 2 KypCH Ha PiK, HE3BAKAIOYH
Ha Tepario 3 MONePEMIHHUM PEXHUMOM TOOPaMIIIMHOM 1 KOJTiCTUHOM. BiH Moxe OyTH mpu3HaueHUi
TaKOX TOMEPEMIHHO 3 KOJIICTHHOM a00 TOOpaMilIMHOM, 3aJIKHO BiJl KJIIHIYHOI BiAMOBiAlI HA Il JIKK
pamie.

e [Ipu mpuitoMi aMiHOTJIIKO3H/IIB BHYTPIITHHOBEHHO TNAaIli€HTAM PEKOMEHIYEThCS YHHMKATH TYYHHX
3BYKIB, HAIPUKJIA]] IPOCITYXOBYBAaHHS MY3HKH Yepe3 HaBYIITHUKH.

* Ha mouarky mepmioro JiKyBaHHS MOITSIM HEOOXIJHO MPOBECTH OPOHXOMPOBOKAaLIWHY MpoOy 3a
yaactio (iziorepanenta. [lepira qo3a K0KHOTO HEOYITI30BAaHOTO aHTUOIOTUKY BBOAMTHCS B JIIKAPHI 3
MpPOBEJEHHSIM crmipoMeTpii mepen 1 micas mnpuiiomoM. [Ipm  BUHUKHEHHI OpoHXOCHA3My
BUKOPHUCTOBYHTE MOIMEPEIHHO O30BAaHMHA OpPOHXONITHK 1 TOBTOPITH NPOBOKALIAHY NpoOy iz
MEIMYHUM CHOCTEPEKEHHSIM.

* BHyTpilIHbOBEHHMIA KOTICTUH TPUBAIIOI 1ii. [HKOIM MU BUKOPUCTOBYBAIU TPOJIOHTOBAHUI KOJICTHH
JIBA pa3u Ha JICHb BHYTPIIIHROBEHHO JUIS AITEH, sIKi HE MOXKYTh MIPOTPUMATHCS HaBiTh 3 Micsli 0e3 2-
THKHEBOTO KypCY BHYTPIITHHOBEHHHX aHTUOI0THKIB. PilleHHs npuiiMae iikap-KoHCyibmanm.

* laranstopu mist aHTUOIOTHKA B CyXOMY MOPOIIKY:BaKJIUBO BiJI3HAYUTH, 110 HABITh SKIIO JUTHHA
O5arornoyiydHo npuiimMana HeOyni30BaHUI aHTHOIOTHK, TO MPHU MEPEXO/ll HAa CyXUH MOPOIIOK, IMepiia
71032 TIOBMHHA OyTH BBEJEHA ITiJl KOHTPOJIEM, 100 MepeBipuTH OpoHXOCMa3M. BaximBo nepeBiputu
BMIHHS IMTUHU BUKOPUCTOBYBATHU 1HTANAATOpP 3 yCIMa IHTIALIHHUMHU MTperapaTamMH.

» TOBI Podhaler To6paminun, sikuit monaetses yepe3 inranstrop TOBI podhaler, sk 6yno mokazano,
nocrynaetbes TOBI™ 1 exBiBaneHTHUH 3a BapTicTio. [Ipunan moBuHeH OyTH 3alipONOHOBAHUH AITAM,
SIK1 BUKOPHCTOBYIOTh HEOYJ130BaHUM TOOpamMiluH a00 MOYMHANIM JIKYBaHHS 3 HOr0 BUKOPUCTAHHSIM.
Lle He nikyBaHHs nepuioi diHii s iHdekiii PSeudomonas aeruginosa; icHyBaHHsI [[bOTO IPUCTPOIO HE
BIUIMBA€E HA HAIll BUOIP THTAIALINHOTO Mperapary.

» Inranstop Colobreatheturbospin

Tenep nnst BBeneHHs KoJicTuHY aoctynHui iHramstop Colobreathe, sikuii € ekBIBaJeHTHUM 3a
edexTuBHICTIO HEOYMi30BaHOMY TOBI™. B nanuit yac Mu 3000B'A3aHi BUKOPUCTOBYBATH 1HCTPYKIIIIO
HarionanbHOTo 1HCTUTYTY 3710pOB'Sl Ta AKOCTI MEIUYHOI TOIIOMOTH JJIsi BIEBHEHOCTI B TOMY, 1110 HaM
OyAyThb BINIIKOJOBAaHI BUTPAaTH, TOMY HOro BUKOPUCTaHHS CIOYAaTKy HEOOXIAHO OOTOBOPHUTH 3
KOHCynbTaHTOM. [HCTpyKIlis Bkazye Ha Te, mo Colobreathe Mmojke BUKOPHCTOBYBATHCS, SIKIO JTATHHA
MaTHMe KJIiHIYHY KOPHUCTh BijJ MOJAIBIIOIO BUKOPUCTAHHS KOJIICTHUHY, ajleé HE MEPEHOCUTh Horo B
HeOyi30BaHil GopMi 1, TAKMM YMHOM, MOXe OyTH po3riisiHyTa Teparis ToOpaminuHoM. Lle ckmanno,
060 B OCHOBHOMY MU HE MaeMO Ipo0JjieM 3 MallieHTaMH, K1 He IIEPeHOCITh HeOYNi30BaHU KOJICTHH.

Memuyunin-pezucmenmnuii 30a0mucmuil cmaginokoxk (MP3C)

— Ilpm mnepBMHHOMY BUAUICHHI B MOKpPOTI/Ma3Ky MOKpPOTHHHS, MM Hamara€emMocsi IpOBECTH
epaJMKallilo, OCKUIbKH € J1aHi, 1110 MOKa3yloTh, 1110 MP3C HeratuBHO BIJIMBa€ Ha (QYHKIIIIO JIETEHb.
Mu mpoBOAMMO JTIKYBaHHSI TPOTSATOM 3 MICSINB JBOMa TEPOPATLHUMHE TpernapaTamMu, 3a3BHYai
pudamminuHOoM 3 Qy3uaieBoro  kuciaororo  abo  TpumeronpumoM.  Octepiraiitecs
rernaToTOKCHYHOCTI.

— TIIpodinakTuky ¢aykaokcanmiHoOM abo KO-aMOKCHKJIABOM MOTPIOHO 3YNMHMHUTH Y TAli€HTIB 3
MP3C, no Tux mip, HOKH HE TIpoBeieHa ycmimmHa epaaukariss MP3C.

— Takox MOXHa PO3TIISIHYTH 3aCTOCYBaHHS HEOY130BaHHOT'O BAHKOMILIUHY.
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— BasnkominuH 1 TEWKOIUTaHIH € BHYTPINTHBOBEHHHMHM IIpenapartamu, akTuBHUMH Imogo MP3C.
TeilikonnaHiH He BUMarae BU3HAYCHHSI PIBHIB B KPOBI 1 € KpaluM BUOOPOM.

— Pimenns ans nikyBanHa XpoHiyHoi iHpekuii MP3C e kiniHiYHHMM, 3aCHOBaHUM Ha O3HaKax,
CHUMIITOMAaX 1 JOCHI/PKEHHSIX, 1 Ma€ BIJNOBIZATH BHYTPIIIHBOJIKAPHAHINA TOMITULI 3 MPUBOAY
iHeKIi.

— PosrnsHbTE MOXIMBICTH BUKOPUCTAHHS JIHE30MiMy (OUB. HIDKYE), SKUH JOCTYHHHHA B
NepopabHid Ta BHYTPIIIHBOBEHHIN (opMmi, y pa3i KOIM TpaauLiiHI IpenapaTu HE MPaLIOIOTh
(pimreHHs nMpUiiMa€e KOHCYJIbTAHT).

— [IlepeBipTe nitouy mpoueaypy JiKapHi B IHTEpHETI; TaKOX JOTPUMYHTECh NPOTOKOJIB 3i
3HE3apaKEHHS MMOBEPXHI.

Jlinezonin. Ile okca3omimMHOH I MEpopasbHOrO  ab00  BHYTPIIIHBOBEHHOTO  BBE/ICHHS.

biopoctynnicte nepopanbHoi ¢popmu ctaHOBUTH 100%, TOMY BHYTPIIIHBOBEHHE BBEICHHS MOTPIOHO

pinko. MP3C 1 S. aureus MoOXXyTh TOTaHO IMiAJaBaTUCS JIKYBAaHHIO TEPIIOIO JIHIE IPErnaparos.

[Ipemapar Moke MpPHU3BECTH [0 TMATOJOTIYHUX 3MiH KpPOBi, TOMY IMpPOTSATOM YCHOTO JIKYBaHHS

HEOOXi/IHO LIOTHIKHS TPOBOJUTH 3arajbHUM aHami3 KpoBi. TakoxX B JaHUH Yac MOBIIOMILSIIOCS TPO

BUIIA/IKM HEBPOTMATii 30pOBOT0 HEpBa MPH Kypcax JiKyBaHHA MOoHA[ 28 mHiB. TakuM 4WHOM, JTIKYBaHHS

JIHE30JIIZIOM CIIiJi TIOYMHATH TUIBKK 3a IOTO/DKEHHAM 3 KOHCynbTaHTOM. Crioyatky mMu Oyaemo

NparHyTH 10 2-THKHEBUX KypciB. OQTaabMONOTiyHUA Orisii OOOB'S3KOBHIA JJISl TALI€HTIB, IO

MPOXOJATh TpUBANUiA (4 THXHI ab0 OinbIie) a0 MOBTOPHUI KypcH 1 TOBUHEH MOBTOPIOBATUCS KOXKHI1

nBa micsui. [1o MOXIMBOCTI, TIONIEpeIbTE MAIEHTIB, 100 BOHM HETAHHO MOBIIOMIISUIA TIPO Oyab-sKi

Bi3yaJibHi 3MiHHU, HE3AJIEKHO BiJl TPUBAJIOCTI JIIKYBaHHS.

Komnaexc Burkholderia cepacia

Kowmmnekc Burkholderia cepacia ckiagaetbes 3 9 ycrajieHMX TE€HOMHMX BHUIIB, TaK 3BaHUX

renoMoBapis: B. cepacia, B. multivorans, B. cenocepacia, B. vietnamiensis, B. stabilis, B. ambifaria,

B. dolosa, B. anthina, and B. pyrrocinia; recently B. pseudomultivorans 6ysu omucaHi sik HOBi BHIH.

Xoua paHille TEHOMOBapW BlJ3HAuYalIKMCsl HOMEpaMmH, 3apa3 Oa)XaHO KOPUCTYBATHUCS BKa3aHUMU

Ha3BaMH (HaNpHKiIaJ, TeHoMoBap 3 - 1e B. cenocepacia), 1 TIIbKU NEPIINH 3 IIMX BUIIB Mae OyTH

nepenaHuil ik B. cepacia. J{nst BUSBIEHHS KyJIbTypHU MOTPIOHO crienu(piyHe, CEIEKTUBHE CEPEIOBUIIIE,

HEOOXITHO JIOKJIACTH 3YCHJIb JJIsl BHUSBICHHS BCIX IITaMiB Ha MOJEKYJSPHOMY piBHI; INOMMIJIKOBA

1IeHTUdIKaLis € MomUpeHuM siBuieM. [loBigoMsiocs Npo emniieMiyHi 3aXBOPIOBAaHHS 3 JIEKIIbKOMa

BUJIAMHU, 3aXBOPIOBAHICTh 3HHU3WIACS 3aBASKH LIMPOKOMY DPO3IMOBCIOJKEHHIO CyBOpPOi cerperamii i

3aXOJiB IIOJI0 KOHTPOJIIO HaJ MepexXpecHUMHU i1HGEKIisMUA. 3BITH MIATBEPAMIIN, IO JEAKl IITaMH

3a0e3neuyroTh HeCPUSTINBUIA porHo3 (Hanpukian, B. multivorans, B. cenocepacia i B. dolosa) i B.

cenocepacia - KpuTepiii BUKIIOUCHHS [T 0araTboX IMporpam TPaHCIUTAHTAIll Yyepe3 SBHY IIKOAY IS

BIDKMBAHHS TICIISI ONepaltii.

— TIlompocite naboparopito BIANPaBUTH ILUTaM s THUIyBaHHSA. MicleBuil niarHo3 Moxe OyTu
HETPaBWJILHUM, TOMY 1110 HE0OXiHa JIHCHO JOCBIAYEHA, CTelianizoBana iadboparopis 3 MB, mo6
TUIYBaTH HE3BUYalHI MikpoopraHizmu. Lle xapakTepHo i /Ui OylIb-SKHUX 1HIIMX HE3BUYAWHUX 1
PLAKICHUX MIKPOOPIaHi3MiB.

— TamienTn, indikoBani B. cepacia, He BinBiAyIOTh 3BHYaliHy KiIiHIKy MB, Temep ix mpuitmaroTs y
KITIHIKaX KOXHY Ipyry II'ATHULO MicsII, 1o MapHUX MICSIISIX
(JTrFOTHI/KBITEHB/YepBEHB/CEPIIEHB/>KOBTEHB/TPYI€Hb). SIKIIO MallieHTH nepedyBatoTh y cTalioHapi,
X MOMIIAIOTH B 130JITOP HA BECh TEPMiH rOCIITaNi3allii.

— Epamukanis: Bumarae oOTOBOpPEHHS 3 KOHCYJIBTAHTOM. MM Hamara€eMocsi MPOBECTH €paHKaIliio
NEPBUHHOTO BHJUICHHS BHYTPIIIHbOBEHHHMH aHTHOIOTHKaMu, BuOip Oyne 3amexaru BiX
YYTJIMBOCTI 1 MOKE€ BKJIFOYATH MEPOTIEHEM, THMEHTHH, TEMOLILJTIH.

— XpoOHIYHa CympecuBHA Teparris: OCKIIbKM KOMIUIEKC Oaktepiid B. cepacia olHaKOBO CTIWKHI 110
KOJNICTUHY, BHOIp Oyae MiK HeOyni30BaHMM Le(Ta3uaMMOM, MEPOINECHEMOM, TOOpPaMIIIMHOM,
a3TpeoHaMoM abo0 TeMOIWIiHOM. Mo)ke OyTH pO3TJIsAHyTa TpUBaja IMEepopalibHa Teparis, M0
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BKJIFOYA€ TOKCUIIAKIIIH.
— Mu MOXeMO TakOXK pO3INIIHYTH JIKYBaHHS MEPOPAJbHUM TPUMETONPHUMOM abo KO-
TPUMOKCA30JI0M IPU HE3HAYHUX CUMIITOMAX y XpOHIUHO iH(IKOBAHOTO MAalli€HTA.

Komenmap pooouoi cpynu
Cmanom na 01.04.2016 nikapcokuii 3acio 3 MiDCHAPOOHOW HENAMEHMOBAHOI HA36010 MEMOYULIH 8

Ykpaini ne sapeccmposgano.

Stenotrophomonas maltophilia

Bona, sk mpaBuio, 3HHKAE CIOHTAHHO 1 YacTO HE NATOICHHA, OJHAK Y JMACSKUX TAIll€HTiB i
MPUCYTHICTh TOB'S3aHa 3 HOBUMH CHMITOMaMH Ta 3MiHaMH y (yHKIii sereHsb. [Ipu kimiHIYHEUX
MpOsiBaX MPOBOJUTHCS JIIKYBAaHHS IMEPOPATbHUM aHTUOIOTHMKOM, SIKIIO BiH JOCTYMHHMHA. AHami3 Ha
YYTJIMBICTh O aHTUOIOTHKA JJIs IIbOTO MIKPOOPTaHi3My HeE 3aBKIU HaJIWHUN, TOMY HalKpamum
PIIICHHSIM € 3aCTOCYBaHHS KO-TPUMOKCa30ily. Moke TaKOK BUKOPHCTOBYBATHCS 2-4-TH)KHEBHIA KypC
xyopampenikony, abo TpuMeTonpuM, a00 MIHOUUKIIH A AiTed ctapmmx 12 pokiB (AOKCHLIMKIIIH
MOKe OyTH BHKOPUCTAHHH SIK albTepHATHBA, JUUISI IPUAOMY OJMH pa3 HA JIEHb — ITiJI YyTIUBICTIO 10
MIHOIMKJIIHY TOBUHHA MaTHUCS Ha YBa3l YyTIUBICTh A0 JOKCULIUKIIIHY).

Komenmap pobouoi cpynu
Cmanom na 01.04.2016 nikapcokuii 3acio 3 MidCHAPOOHOIO HENAMEHMOBAHOIO HA38010 MIHOYUKIIH 8

Ykpaini ne sapeccmposano.

Hemyoepryavozni mikoovaxmepii (HTM)

Hety6epkynpo3ni mikobakTepii (HTM) npencraBistoTs co0010 MIKpOOPraHi3MH JIOBKIISA 3 BITHOCHO
HU3BKUM PIBHEM BIPYJIEHTHOCTI, L0 HUBYTh B TPYHTI 1 BOJI 1 € TOTEHUIHHUMHU 30yIHUKAMU
JIETEHEBUX 3aXBOPIOBaHb, SIKI BCE OUIBIIOI MIpOIO 3adillalOTh XBOPUX HA MYKOBICIMJI03. 3TiJHO
0araToleHTPOBUX JOCIHIKEHb, TpoBeaeHnX HemonaBHo B CIIA, ne 3apaxenns HTM BusHavaeTbest
SK MPUCYTHICTh LIOHaiiMeHmIe onHiei KynbTypu HTM, vactorta 3apaxenHs HTM cepex xBopux Ha
MB cranoButrh 13%. € pesxi ¢axtuuHi gaHi, gki cBigyaTh npo 3B'i3o0k HTM npu MB 3
MPUHAIEKHICTIO 10 OLIBII CTApIIMX BIKOBHX TIpYI, HEMOBHOLIIHHUM XapyyBaHHSM, IMiJIBULIECHOIO
4acTOTOI0 BHYTPIIIHBOBEHHOTO BBEJIEHHS AaHTHOIOTHKIB, Ala0eToM, JIKyBaHHSIM 3a JIOIIOMOTOIO
KOPTUKOCTEPOiiB a00 HECTepOiHUX MPOTU3ANAIBHUX TMpenapaTiB, aJlepriYHUM OpPOHXOJIETe€HEBUM
acniepruibozoM (ABJIA), XpOHIYHUM 3apa’kK€HHSM CHHBOTHIMHOIO NaJlMYKOI0, CTa(iIOKOKOM abo
acreprujjiaMi, a TakoX 3 HOTIPUIEHHAM (QYHKIIT JIereHb, OJTHaK Taka 3aJIe)KHICTh He OyJia JOCTaTHbO
oOrpyHTOBaHA.

BoHu BKJIIOYaIOTH BEIHMKY KUIBKICTH BHJIB, 1 HAWOUIBII MOUIMPEHHMH, BpaKarouuMu JereHi, € M
avium complex i M abscessus; i BkirodaroTe M kansasii, M xenopi i M malmoense. Ilpu pocri B
MOKpOTi giteit 3 MB, BOHM 4acTo NMpUCYTHI K YMOBHO-NIATOT€HHI OakTepii 1 HE YMHATH ICTOTHOTO
BIUIMBY Ha JUXalbHYy QyHKIF0 ab0 craTyc xapuyBaHHs. Bunstkom € M abscessus, sika Bce yacriiie
BUSBIIETHCS K MPUUMHA BUPAKEHOTO 3aXBOPIOBAHHS JIETEHb, /Ui M. abscessus xapakTepHO OLIbII
CTpIMKHUH 1epeOdir i MEHII CIPUSATIUBUIN pe3yabTaT XBOPOOH.

Opnnopasose BusiBiieHHss HIKOJIN He mikyeTbes, HaBiTh Yy IUTHUHU 3 JeKiIbKoMa BUIIIEHHIMH € 50%
maHc He Oyrtu iH¢ikoBaHoro. [Ipore mnikyBaHHA mOTpiOHO Bce wactiule (piwenHsa npulimae
KoHcyibmanm). BaxJIMBO PO3TISIHYTH 1HIII, OUTBII JIETKI TPUYHWHU 1 IEPEKOHATHUCS, 110 CUMITTOMU HE
Oynmu momuikoBo BimHeceHi 1o HTM. BusHaueHHs 4yTIHMBOCTI 10 aHTHOIOTMKAa Mae BUpIIMIATbHE
3HAaYCHHSI.

Ma3ku MOKpPOTHHHSI HE TIOBHHHI HampaBlsTUCS il TociBy Ha HTM, ocKinbKu Hale JOCTiIKEeHHS
MOKa3ye, M0 BOHW 3aBAau HeraTuBHI. [lociB Mokpotn a6o BAJI-pimmam OepeTbcsi cneriaabHO Ha
HTM:

— TIpU MIOPIYHOMY Bi3UTI OIIHKH
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— y JiTeH, AKi TOTaHo cede MovuyBaroTh, aje 0akTepii He BUSBIICHI

— Oynp-sAKid JUTHHI, K1 POBOJAUTHCS OPOHX0ATBBEOJSIPHHM JIaBaXK
— TIPH MOCTYIUICHHI 3 IPUBOY 3aTOCTPEHHS

— SIKIIO KYJIbTypa BUSBIISJIACS PaHIIIe.

[Mamientu 3 M. abscessus B craiioHapi mepeOyBalOTh B 130JIATOPI 1 OMIAJAIOTHCS B CaMOMY KiHIT
KJTIHIKH.
IIpusnavyenns aikyBanus npu HTM
HasBricte HTM B MOKpPOTHHHI XBOPHX Ha MYKOBICIIHJIO3 € ICTOTHOIO JIarHOCTUYHOKO MPOOJIEMOIO,
OCKIUJIBKM BOHA MOXE€ CBITYMTH MPO KOPOTKOYACHE 3apa’keHHsI, YTBOPEHHS KOJIOHiH abo iHdekmito. He
BCl XBOpi mpoxojaTh JikyBaHHsS Bigx HTM. OcrtanHsa 3asBa, NpuUifHATa HAa OCHOBI KOHCEHCYCY
AmepuKkaHChKUM TopakanbHUM ToBapucTBoM (ATT), xoya 1 He BIZHOCHTBCS BIIACHE MO
MYKOBICII/I03Y, MOXK€E CITY>KUTH THCTPYKIIEIO JJIs OLIIHIOBAHHS JIETEHEBUX 3aXBOPIOBAHb, IMOB'SA3aHUX 3
HTM, Ha ocHOBI:

e 3HiMKa TPYAHOI KIITKH 3a JIONOMOIOI KOMIT'FOTepHOi Tomorpadii BHUCOKOI pO3ALIBHOT

snatHocTi (KTBP),

*  Tprox abo OLTBIIOT KITBKOCTI 3pa3KiB MOKPOTHUHHS JUIS aHAI3y Ha KUCIOTOCTIMKI Oaluian Ta

*  BukIII04YeHHs abTEPHATHBHOTO JIIarHO3Y.
Miko6aKkTepio3 AiarHOCTYE€TbCA Y XBOPUX Yy BHIMAJKY BIAMOBIAHOCTI KIIHIYHUM 1 PajlioNOriYHUM
KPUTEPIsIM TIPU TO3UTUBHOMY Pe3yJIbTaTi aHAI3y IBOX ab0 OUIbIIe OKPEMHUX 3pa3KiB BiAKAIUISIHOTO
MOKpPOTHHHS, a0o ojHiei Oponxockomii, ab6o opmHiei Oiomcii. OpHak MK KIIHIYHUMH Ta
pamioNIOTIYHUMHU TIPOSIBAMU CaMHX MIKOOAKTepio3y Ta MYKOBICHMAO3Y CIIOCTEPIra€ThCsi 3HAYHA
CHUIBHICTh, TaK caMO SK 1 MDK MIKOOAKTepio3oM 1 3apaXCHHSM IHIIUMH TAaTOT€HAMU TIPH
MYKOBICII/1031. X04a y JIESKUX XBOPHUX 13 MOCTIHHO mpucyTHiMU B MokpoTuHHI HTMB kiiniuHi Ta
paaiooriuHi MOKAa3HUKU 3HUKYIOTHCS, LIbOTO BCE X HE MOXKHA CKa3aTh mpo Bcix xBopux. llpu
BHU3HAUEHHI TOT0, KOMY 13 XBOopuX HeoOXxigHe jnikyBaHHs Big HTMB, BaxinBo croudaTky, HaCKIIbKU
MOJKJIMBO, TPOBECTH JIIKYBaHHsS BiJ MIKpOOpPraHi3MiB, sIKI HE € MIKOOakTepisiMU. XBOpl MOBHHHI
nepeOyBaTH MiJl TWJIBHUM HarJsoM, a JUIs JIIKYBaHHS CJ1/1 KEpyBaTHUCS TaKOK CXEMOIO.
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MauoHok 1: Anroput™ mpoueaypH, peKOMEHI0BAHO1 ISl JIarHOCTUKY Ta JIiKyBaHHA iH(pekii HTM
Yy XBOPUX Ha MYKOBICIIHJI03.

[To3uTuBHUY pe3ynbTaT
aHamizy Ha HTM

Cepis kynbryp KCB

BigmnosigHicT
MIKpOOi0JI0TTYHUM
kpurepism ATT?

bazosa KTBP/KTBP [IponosxyBaTu
(komm'toTepHa Tomorpadis BIJICTE)KYBATH KYJIbTypH
BHCOKOT'O PO3/IIJICHHS)

|

JaH1 MOXXYTb CBITYUTH TIPO
MikoOakTepios?
| |
| |
Tak Hi
M. abscessus? - HonarkoBa KTBP . - -
(cepis kynpTyp KCB) |[* aK
l A 3
Tax Hi 3pocTaHHs
cneuniyHux
MTOKa3HHUKIB Yy
Pertent Ha criemiansHui nmaaux KTBP?
npenapar nporu HTM ‘

[TepeBipka: aHani3 Ha
Taxk Hi kynbTypu KCB, sik 1
paHiiie, MO3UTUBHUNA?

PenenT Ha criemiaibHMIA penapaT
npotu HTM
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Meroauka jiKyBaHHS MOBHHHA OyTH po3pobiieHa 3 ypaxyBaHHsM Buaxy HTM.

JlikyBauust Bix M. abscessus

M. abscessus € cTabinbHO CTIHKMM 10 3BHYAHHUX MPOTHUTYOCPKYJIbO3HUX arcHTIB, 1 KOJCH PEXUM
JIKYBaHHs aHTHOIOTUKAMH, 3aCHOBAHHI Ha TECTaX UyTJIMBOCTI IN Vitro, He MpU3BiB 10 JOBrOCTPOKOBOT
3MiHM MOKPOTHHHS MAI[I€EHTIB, YPAXKEHUX [IUM MiKPOOPTaHi3MOM.

Ho3ysanns ma cxemu npuiiomy aHmubiomuxie
Ha nepmomy erami Tepamii peKOMEHIYETbCS peXuM, mozHaueHuil y Tabmuui 4, sxkuil BKIo4ae 2-
THOKHEBUH 1HTEHCUBHUI Kypc 1 TMOAANbIIMN TPUBAIMHA Kypc. SIKIIO y XBOPOTrO CHOCTEPIraeThCcs
HEeNepeHOCUMICTh OyIb-sIKOro 13 IpenapartiB, nependaueHux i Ipyroi ¢asu, ado MpOSIBIAIOTHCS
no0ivHi e()eKTH, MO’KHA BUKOPHCTATH aJbTePHATUBHI areHTH 3 Tabmmii 5.
XBOpi, SIKI TPOXOAATH MIATPUMYIOUY TEPAITii0 MEPIIoi JIiHii, BBAXKAIOTHCA TAaKUMHU, IO ITEPEKUBAIOTH
pennauB a0o iX JTiKyBaHHS BBAXKA€ETHCS 0€3yCIIITHUM, SKIIO CIIOCTEPIraeThCs TaKe:

— 30UIbIICHHS KIJIbKOCTI MOKPOTHHHS Ta 3aUIIIKa

- XKap

— It

— 3poctanHs noka3Huka C-peakTHBHOrO OilKa

— BiacyTHicTh peakiiii Ha JiKyBaHHS HEMIKOOaKTeplalbHUMH aHTHO10THKaMU

— Tlo3uTuBHMIA aHani3 Ma3zka MokpoTuHHs Ha KCB, mo 36epiraetbes
VY 1npoMy BHIAAKY IM MOKa3aHO IHTEHCHBHY Ta IMiATPUMYIOUY Tepariro Ipyroi JiHil BiANOBITHO N0
Tabmuud 6.
[ligTpumyroda Teparis MOBHHHA BKJIIOYATH B LIJIOMY YOTHUPH Tpemnapartd (Ui iHTaJsiiiHOro ado
HEePOPAILHOTO HPHIIOMY).
Sxuio Ha cranii mATPUMYIOUOi Tepamii y XBOpPOro BiAOYBAa€eThCsS 3arOCTPEHHS 3aXBOPIOBAHHS, CJIIJ
MIPOAOBXKYBAaTH MPUHOM BCIX MIATPUMYIOUMX IpenapariB 3 OJHOYACHUM NPUHOMOM MpenapaTiB s
IHTEHCUBHOI Tepamii (3a BHUHATKOM MIHOLMKIIHY/ JOKCULIMKIIHY, IPUMOM SIKOTO CIiJl NMPUIUHUTH,
SIKIIO 3aCTOCOBY€ETHCS TUTELIUKIIIH).
Peakiiis Ha JiKyBaHHS BBaKA€ThCS CHPUSITIUBOIO, SKIO aHAJI3 cepli 3pa3KiB MOKPOTHHHS XBOPOTO €
HEraTUBHUM NPOTSATOM OJHOIO POKY. 3 I[bOTO MOMEHTY MIKPOOPIaHi3M BBa)KA€ThCS 3HUILEHUM, 1
HiATPUMYIOUY Teparnio MO>KHA IPUITMHUTH.

Ta6umus 4. [nTeHcrBHA i oganplia Tepamis nepioi jgiHii mpotu M. Abscessus

IHTeHCHBHA cTaxisa Tepamii (2 THKHI)

AMikanuu

Jlopocium BHYTPIIIHBOBEHHO 7,5 MI/KT 2 p/a00.

JiTsm BHYTpimtHbOBeHHO 30 Mr/kr 1 p/no6.

Meponenem

Jopocinum BHYTPIITHHOBEHHO 2 T 3 p/1100.

JiTsm BHYTpimtHbOBeHHO 40 wmr/kr (max 2 1) 3 p/mo0. abo
BIIMOBIIHO JI0 JIO3YBaHHS TOTOBHX JO 3aCTOCYBaHHS
HITPUIIIB

HedoxcuTun

JlopocnuMm 1 JiTsm BHYTpilIHbOBEHHO 200 Mr/kr/mo6. y Burisai 3-4 okpemMux
103 (max 12 r/m00.)

Kaapurpominun

Jopocium 500 mr 2 p/no6. ns mpuiioMy BeepeauHy

Jitsam 7,5 mr/kr (max 500 mr) 2 p/no6. s npuitoMmy BcepeauHy
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IHTeHCHBHA cTania Tepamii (2 THKHI)

MMomanbma Tepanis (>/= 18/12 3aJjexHo Bix peakitii)

AMikanuu

Hopocimum 1 mitam > 12 pokiB | g iwramsmiiinoro npuitomy 500 mr 2 p/mpo6., mus
TITSIM, CTapIIuM 3a 6 pOKiB iHTansiHOr0 puitomy 250 Mr 2 p/mod.

Hunpodaokcauun

Hopocnum 750 mr 2 p/no6. nas npuiioMy BCepeauHy

Jitsam 20 mr/kr (max 750 mr) 2 p/no6. mis npuiioMy Bcepeauny
MoHouuKJIiH

Hopocrmum i mitam, crapumm 3a 12| 100 mr 2 p/no6. U1 IpuiioMy BCEpeTHHYy
POKiB

Kaapurpominun
Hopocnum 500 mr 2 p/no6. ania npuitoMy BcepeanHy
Jitsam 7,5 mr/kr (max 500 mr) 2 p/m06. s npuitoMy BCepearnHy

Jlogatu THUTENMKIIIH, SKIIO y XBOPOTO € alepris Ha OyJb-sKUil 13 mpemapariB MEepHioi JIiHIi Ay
BHYTPIIIHPOBEHHOTO  BBEICHHA. TWIeUMKIIH CIiJ [PUIUCYBaTH pPa3oM 31  3BUYAHHUMHU
MPOTHOIIOBOTHUMH 3ac00aMH, TAKUMH SIK OH/IaHCETPOH.

Komenmap pooouoi epynu:
Cmanom na 01.04.2016 nixapcokuii 3acio 3 MidCHAPOOHOIO HENAMEHMOBAHOI HA3B0I0 MULEYUKIIH 8
Ykpaini ne sapeccmposano.

XBopi, AKI TPUBATUHN Yac NPUNMAIOTh a3UTPOMIIMH, TOBUHHI MPUIMHUTU HOTO MPUNHOM, SKIIO BOHU
MOYMHAIOTh NPUHMATH KJIApUTPOMILIKH.

Tabauus 5. AnpTepHaTHBHI IpenapaTH, 10 3aCTOCOBYIOTHCS Y pasi, KOJIU Y XBOPOI'O CIIOCTEPIraeThCs
HENEePEeHOCUMICTh a00 MoOiuH1 ePeKTH BiJl Oyab-SKOro 13 MpemnapariB A MpUIOMYy BCEpelnHYy MpH
Teparii nepuioi JiHii, 0 IPOJIOBXKYE

HenepenocumicTe | AbTepHATHBHUI Npenapar
X
Hunpodiokcanuny MokcnIoKeamnH  (TiTHKH T0pOCTHM) 400 mr/no0. Bcepenuny
MiHouukJiny JoxkcuuuKkIin” 100 mr 2 p/no6. Bcepeauny
Jopocnum 1 1itaMm, ctapium 3a 12 pokis
Ko-Tpumoxkcason
Hopocnum 1 nitam, ctapuium 3a 12 pokis | 960 mr 2 p/no6. Bcepenuny
Hitsim >6-12 pokiB 480 mr 2 p/no6. Bcepeauny
Kaapurpomiuuny A3I/lTp0MillI/IH#
Tlopocim 500 mr 1 p/no6. Bcepenuny
TliTsim 10 wmr/kr (max 500 wr)
1 p/no6 Bcepenuny
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X
YHUKaATH 3aCTOCYBaHHS MOKCH(DIIOKCAIMHY XBOpUMHU 10 18 pokiB. Moke MpuiMaTucs JTOPOCITHMH,

SKIIO OYiKYBaHa IIACTUYHICTh € HE3HAYHOIO
A VHHMKaTH 3aCTOCYBAaHHS MiHOIMKIIIHY, JOKCUIMKIIHY Ta TUTCIUKIIIHY XBOPUMH 110 12 pokiB

A3UTPOMIIIH PEKOMEHJIOBAHO Y BUMAJIKaX, KOJIM OYiKyBaHa IIACTHYHICTH € HE3HAYHOIO, a00 KOJIU
XBOPHIA IpUHMAE CYIyTHI JTIKapChKi IpenapaTH, SKi B3aEMOJIIIOTH 13 KIIAPUTPOMILITHOM.

Ta6auns 6. [HTeHcuBHa 1 MojabIa Teparis Apyroi ginii mpotu M. Abscessus
InTencuBHa cTania Tepamii (2 THKHI)

AMikanun

Hopocaum BHYTPIIIHBOBEHHO 7,5 MI/KT 2 p/1n00.

JiTsam BHYTpimHbOBeHHO 30 Mr/kr 1 p/mo6.

Meponenem

Jopocium BHYTPIIIHHOBEHHO 2 T 3 p/1n00.

JiTsm BHYTPITHHOBEHHO 40 Mr/kT 3 p/mo6. (abo BiAMOBIAHO 110
J03yBaHHS FOTOBUX JI0 3aCTOCYBAHHS LITPHUIIIB)

Turemukain”

Jopocium BHYTPIIIHHOBEHHO 50 Mr 2 p/no6.**

Hitsm, crapmum 3a 12 pokiB BHYTpimHKOBEHHO | Mr/kr (max 50 mr) 2 p/mo0.

Kaapurpominun

Hopocnum 500 mr 2 p/no6. ans npuiioMy BCepeiuHy

Jitsam 7,5 wr/kr (max 500 wmr) 2 p/mo6. mis mpuiiomy
BCEpEANHY

Honanbma Tepanisa (>/=18/12 3anexxkHo Bin peaxuii)

AMikanuu

Jlopocaum 1 it >12 pokiB Jna inranauiiinoro npuiiomy 500 mr 2 p/no6.
JitsM, crapimuMm 3a 6 pokiB s iHransuiinoro npuiomy 250 mr 2 p/no0.
Meponenem

JopociuM 1 aitsam >12 pokis s iHransuiinoro npuiomy 250 mr 2 p/no0.
JiTsim 6-12 pokiB Jnst iHTanamniiHoro npuiiomy 125 mr 2 p/no6.
MoHouMKJIiH

Hopocium 1 xitaMm, crapmum 3a 12 | 100 mr 2 p/no6. i npuitoMy BcepeuHy
POKIB

Kaapurpominun
Hopocanum 500 mr 2 p/no6. ans npuitoMy BCepeuHy
Jitsam 7,5 wr/kr (max 500 wmr) 2 p/no6. misa  npuiiomy

BCEPEINHY

SIKII0 Yy XBOPOTO € HemepeHoCHuMicTh abo 1mobiyHi edeKTH Bif MpenapariB /Ui MPUIOMY BCEpeAMHY,
nependadyeHux pexUMOM MOAAJIBIIOT Teparii Ipyroi JiHli MOKYTh BUKOPUCTOBYBATHCS aJbTEPHATHUBHI
areHTH Juisi npuiiomy Bcepenuny 3 Tabnui 4.

A YHHKaATH 3aCTOCYBaHHS MIHOIMKIIIHY, TOKCHUIIUKIIIHY Ta TUTECIUKIIIHY XBOPUMH 110 12 pOKiB

** [IpuifoM TUTEHMKIIIHY TTOYHUHATH: AOPOCIHUM - 13 103 50 mr 2 p/mo0., mitam - i3 go3u 1 mr/kr 2
p/no0y. SIKIo y XBOPOTO CHOCTEPIraeThesi OJIIOBOTHA PEaKIlisl, J03y MOXKHA 3MEHIIUTH 0 MPHHOMY
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npenapary 1 pa3 Ha 100y, a6o 1 pa3 Ha 2 100U, abo 2 pa3u Ha 3 100H.
Turenmkinin cioig OpUOUCYBATH pPa3oM 31 3BHYAHHMMM MPOTUOIIOBOTHHMH 3ac00aMu  JUIS
BHYTPIIIHFOBEHHOT'O BBEJICHHS, TAKUMH SIK OH/IAHCETPOH.

Koncynomyesanns - 3aeanvui idomocmi

XBOpl OTPUMYIOTh KOHCYJIBTAIIID MIOAO PEXKHMY JiKyBaHHS Bimi M. abscessus i MOMXJIHMBHX
CIPUSTIMBUX 1 HECHPUATIMBUX WOTO pe3yibTariB. 30Kpema, iX I1HPOPMYIOTh MpO Te, IO
JMKyBaHHS 3aiiMe IIOoHalMeHIIe 18 MICAMiB 1 B KIHIIEBOMY MiJCYMKY MOXE HE MPHU3BECTH [0
HETaTUBHOT'O aHaJI3y Ha KYJIbTYPY IIbOTO MiKpOOPraHi3My.

XBopuM ciif nepeOyBaTtu Mifl peryaspHAM HArIsIoM MPOTSATOM YChOTO MEpioay JIKyBaHHS -
JOKJIQ/IHIIIE TUB. (papMaKoOIeiH CTaTTl Ha OKpeMi MpernapaT.

XBOpUM-)KIHKaM JIITOPOJHOTO BIKY CIIiJi BUKOPUCTOBYBATH BIAMOBIIHI NMPOTH3AILIiHI 3aCO0H
MPOTSTOM TIEPioay JIIKyBaHHS.

XBOpUM CJIi/1 y HAKOPOTII CTPOKU MOBITOMIISITH TIPO MOOIYHI e(heKTH JTiKyBaHHS.

Cnocmepesicenns - 3a2anbHi 8i00MOCMi

Jlo moyatky JiKyBaHHSI HEOOXITHO MEPEBIPUTH 3arajbHUM aHami3 KpoBi Ta QPyHKIII MEUiHKH Ta
HUPOK XBOPOTO.

@OyHKIiT MEYiHKH Ta HUPOK CIIJ MEPeBIpsATH 3 iHTepBaIaMu y 12 TWXKHIB, SKIIO iHIIE HE
nepeadaueHo ¢papMakorneHHUMH CTATTSIMHU.

Sxmo ¢ynkmionansHi npodu nedinku (PIIII) miaBuiIylOTbCS A0 pIBHS, MO M'STUKPATHO
MepeBepIIye BEPXHIO MEXY HOPMH, CIIiJ MPUIUHUTH 3aCTOCYBaHHSA BCIX IMpemapariB ais
npuiiomy Bcepenuny. oo ®IIIT HOpMai3yIOThCs, CINiJl BiITHOBUTH MPHIOM BCIX IpEMapariB
1o oxHoMy Ta moaHs nepesipsatu OIIII BianoBigHo 10 [HCTPyKIIiT 3 TyOEpKyIb03y, MPUHHATOL B
1998 pomni bpuraHcekuM TOpakalbHUM TOBAapHCTBOM. lle Moke OyTH MiACTaBOIO JUIs
3aCTOCYBAaHHS [IBOX IHTaJAIiNHUX mpenapariB. [loHOBIEHHS 3acTOCYBaHHS TMpernapariB ams
MpUIIOMYy BCEpeUHy CIIiJl I0YaTh 3 TOro MIpemnapary, KU 13 HaliMEHIIOI BIPOTIAHICTIO MOXE
BUKJIUKATH MATOJIOTIO MEYIHKH.

JlikyBanHs Bix MikoOakTepii aBiym-komimiexkcy (MAK)
PekoMeHyeTbCS TOTpUMYBATHCS HACTYIHOTO DPEXKUMY, pO3pOOJIEHOrO BIAMOBIIHO A0 I1HCTPYKIT
AMEpHKaHCHKOTO TOPaKaJIbHOI'O TOBAPUCTBA.

Ho3zysanus ma nputimanus

[TouaTkoBa Tepamnis nepeadayae 3aCTOCYBaHHS TPbOX MpenapariB i MPUHOMYy BcepeanHy. XBOPHUM,
10 HE3AY)XalTh, CIiJ TOYMHATH 13 BHYTPIIIHHOBEHHOI'O BBEJCHHSA aMIKallMHYy Ta JPYroro
AHTHCUHETHOWHOTO aHTUO10THKA MPOTSTOM 2 THKHIB.

Tabauus 7. JlikyBanus Big MAK

IIpenapar JosyBanHs

Pudamninun

Jopocnum 450 mr 1 p/mo6. (sxmo < 50 kr) Bcepeauny
600 mr 1 p/no6. (sxuro > 50 Kr) BcepeAnHY

JiTsim 10 mr/kr (max 600 mr) 1 p/no6. Bcepeauny

Kaapurpominun

Hopocanum 500 mr 2 p/no0. Bcepenuny

Jitsm 7,5 mr/kr (max 500 mr) 2 p/no6. Bcepeauny

A00 a3uTpOMiuMH

Jlopocium 500 mr 1 p/no0. Bcepenuny

JiTsam 10 mr/kr (max 500 mr) 1 p/mo6. Bcepenuny
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IIpenapar Jo3yBanust
ETam0yToJ
Hopocnum 1 mitsm 15 mr/kr (max 1,5 1) 1 p/no6. Bcepenuny

Koncynomyeanns - 3aeanvni idomocmi

— XBOpi OTPUMYIOTh KOHCYJIBTAIIIO MO0 PeKUMY JiKyBaHHS Bil MAK 1 MOKIIMBHX CIIPUSTINBHX
1 HECTIPUATIUBUX HOT0 pe3ynbTaTiB. 30KpeMa, iX 1HQOPMYIOTh MO Te, IO JIKyBaHHS 3aliMe
mjoHaiiMenIie 18 micaiiB abo TpUBaTUME JOTH, MOKW HEraTUBHUU aHAi3 Ha JaHy KYJIbTYpYy HE
30epiraTUMEThCS MPOTATOM 12 MicsIIiB.

— XBOpHUM CITij mepedyBaTH i peryJsIpHAM HaIJISIZIOM MIPOTITOM yYChOTO MEPiOy JiKyBaHHS.

— XBOpHUM-XIHKaM JITOPOJHOTO BiKY CIIiJi BUKOPUCTOBYBATH BIiIMOBIIHI MPOTH3AILIiAHI 3aCO0H
MPOTSITOM TIEePioay JIIKyBaHHS.

—  XBOpHM CIIiJl y HAWKOPOTIi CTPOKH MOBIIOMJISITH PO TOO19HI €PeKTH JTIKyBaHHS.

Cnocmepesicenns - 3a2anbHi 8i00MOCMi

— Jlo mouaTky JiKyBaHHS HEOOXiAHO MEPEeBIPUTU 3arajibHHUIl aHali3 KpoBi Ta (YHKIT MEYIHKU Ta
HUPOK XBOPOTO.

— ODyHKII{ MeYiHKYU Ta HUPOK CIIiJ] TIEPEBIpATH 3 iHTEepBaslaMu y 12 THKHIB.

— Sxmo Ha Oynp-sKkiit craxgii ¢pyHkmioHansHi npodu nedinku (PIIIT) miaBUITYIOTECS 10 piBHSA, IO
M'ITHKPATHO TIEPEBEPIIYE BEPXHIO MEXKY HOPMH, CIIiJI IPUIIMHUTH 3aCTOCYBAHHS BCiX MpENaparis.
Hoitno I HOpMai3ylOThCs, CIiJ] BiIHOBUTH MPHUIIMaHHS BCIX MpemapaTiB MO OJHOMY Ta
moans nepesipsatu OIIIT

JlikyBanus npu inmmx HTM
ITpu nikyBanHi Big iHmumx HTM. ciin kepyBaTtucs 4yTiIMBICTIO MiKpoopraHi3Mmy. JIiKkyBaHHsS TOBUHHE

BKJTFOYATH KOMIUIEKC 13 3 TIpenaparis.

Achromobacter xylosoxidans

— JlokasiB HETOCTATHHO, TOMY 3aBXKIH OOTOBOPIOITE 1€ MUTAaHHS 3 KOHCYJIETAaHTOM.

— Ilpm nmepBHHHOMY BHIIJIGHHI MH HaMaraeMocsi TIPOBECTH €pajuKaiilo 1 MOXeMO
BUKOPUCTOBYBAaTH BHYTPIIIHBOBEHHI AaHTHUOIOTUKH, SKIIO JOUTHHA IOraHo cede TIOoYyBae.
JIikyBaHHS 3a3BUYail BKIIIOYA€ BHYTPIITHHOBEHHHUH KOJIICTHH.

— JSIKImo BHWKOPHCTOBYETHhCS BHYTPINTHBOBEHHA TEparisi, TO, HAIEBHO, NMPAaBWJIBHO MPH3HAYUTH
HeOyJli30BaHUI KOJIICTUH $K MIHIMyM Ha 3 MiCALll, MOXJIMBO TakKOX 3 IEpOpaIbHUMHU
aHTuOioTHKamu, skmo Achromobacter uyrnuBuii 10 Oyab-SIKOTO, BIAMOBIAHOTO IS KYpCY
JKYBaHHS CepeIHbOI TPUBAJIOCTI.

— B iHmomMy BHIagKy MM MOXEMO BHKOPHCTOBYBATH IE€POPATbHHUIA KO-aMOKCHKJIAB MPOTATOM 1
MicAld 1 HeOyni30BaHUI KOMCTUH npoTsroMm 3 micsuiB. [lepopaiibHi anbTepHATUBHI IIpenapary -
KOTpPIMOKCa30J1 a00 MIHOLIKIIH (AUTHHA cTapiia 12 pokiB), B 3aJI€KHOCTI BiJl YyTIIMBOCTI.

— Jlns BcTaHoBneHOi XpoOHIYHOI 1H(ekuii HeOyai30BaHMN KOJNICTUH 3aCTOCOBYIOTH MPOTITOM
JIOBIOT0 Yacy 3 HeOy130BaHUM MEPOIIEHEMOM SK 2-Y JIHIIO.

Serratia marcescens

Icuye nyxe mano sitepatypu mpo xBopux 3 MB i meronu ix jikyBaHHS HescHi (y BIAIUICHHI JUIS
JIOpPOCIIMX TEX HE BIIEBHEHI, aje BOHHW, SK TPAaBWIO, HAMaralroThCS TPOBECTH EpaHKaIliio
NepopalbHUMHU TpenapaTaMd 3 TOJalbIIMM MEPeXOo70M Ha BHYTPIIIHHOBEHHI aHTHOIOTUKM). Mu
0auMMO KUIbKA NUISAXIB JIKYBaHHS 1 MPUHMAEMO PIIIEHHS B KO)KHOMY KOHKPETHOMY BHUIIQJKY, TOOTO,
SKILO JUTHUHA MOTAaHO ce0e MouyBae 1 1€ TUIbKU BUILICHHS, MU, SK [IPABHUJIO, IIPOBOAMMO JIKYBAaHHSI.
[lepeBipTe UyTIMBICTH BUIICHOTO MIKPOOpraHi3aMy. AOO MU MOXKEMO MPOCTO MOBTOPUTH IOCIB 1
MIOJTUBUTHCS TIPOTPEC.
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Candida

Candida, Buporena y MOKpPOTHHHI, HEMUHYYE MPUCYTHS B POTI maiienta. MiciieBe JiKyBaHHs Oyje
MPU3HAYCHO, SAKIIO Yy TUTHHU € CUMITOMH, HampuKiIag, Oulb y poOTi, BHUIuUMI Oiumi OiAmku; 3
BuKOopucTaHHAM HicTatuHy 100000 OJI/mit, mo 1 wmul, i TOJIOCKaHHS 1 MMPOKOBTYBaHHS 4 pa3u Ha
JeHb. AJIbTEPHATHBHUM IIPENIapaToM € MIKOHa30J. ICHYIOTh cripHi AaHi, 3rigHo 3 skumu Candida e
MapKepoOM HECHPUSTIUBOTO MPOTHO3Y, ajieé MU BBaXKAEMO, 11O 11€ BChOT'O JIHUIIE MapKep, a He MPUYHHA.
[Tpu Buainenni 3 BAJI-pinuau My BoJ1iEMO TPOBOUTH JTIKyBaHHS.

Ipun
[HcTpykmii HarioHaJIbBHOTO IHCTUTYTY 3J0pOB'St Ta SIKOCTI MEAMYHOI JOMOMOTH Oyid 3MiHEHI 3
MOMEHTY BHUXOJy HaIlMX OCTaHHIX PEKOMEHJAIii. 3apa3 BOHHM 3asBISIOTH, MO O03€IbTAMIBIP i
3aHaMiBIp PEKOMEHIOBaHI1 JJIs OMEPEHKEHHS TPHUITY, SIKIII0O BUKOHAHI BC1 HABE/ICH] HIDKYE YMOBH:
— 3arajibHa KiJIbKICTh BIPYCYy TPHUITY B JOBKUUII JOCTATHSI JUISl TOTO, MO0 3asIBJIATH NP0 3apaKCHHS
BIpYCOM TpHUITY 32 HASIBHOCTI IPUIIONOIIOHIX CHMIITOMIB.
— Jlronuna nepeGyBae B «rpyIii pu3uKky» (To0TO, BCl Hali namieHTa 3 MB).
— JlronuHa Oysa B KOHTAKTI 3 KUMOCH 3 TPUIIONOIOHIM 3aXBOPIOBAHHSM 1 MOKE MTOYATH JIKYyBaHHS
npotsaromM 36 roauH (114 3aHaMiBipy) abo mpotarom 48 roauH (11l 03eTbTaMiBIpY).
OTxe, SIKIIO HAIl MAI[iEHTH IMYHI30BaHI MPOTH TpUMy, SK iM 1 HAJIEKUTh, TO BOHH HE MOTPEOYIOTh
o3enbTaMiBipy abo 3aHamiBipy. [Ipu BHCOKIN 3aXBOpPIOBAHOCTI HA TPUI, 1 SKIO AUTHHA HE Oyna
mieryieHa, ciM'i HeoOXiAHO 3aBYacCHO NOOAYMTHCA 31 CBOIM JIIKapeM 3araJbHOI MPAKTUKH IS
npu3HaueHHsa. O3enpramisip (Tamiduro) (moBuHeH npusHauyaTucs npu rpuni HINT) npuiiMaeTscs aBa
pasu Ha JeHb HPOTSATOM 5 IHIB, MOCTABISETHCA y BHUIVISIII CyclieH3ii abo Karcyn i Jo30BaHHUH 3a
BikoM/Baroto B bputancpkomy HamioHanbHOMY (opmyispi. [loBunHi OyTu B3ATI BiANOBIAHI Ma3Ku
(HOCOTJIOTKH, acIipaTy, MOKPOTHHHS, a00 Ma3Kd 3 TOpJia) Ui BUSBICHHS BIPYCIB 1 IMiITBEPIKESHHS
JiaTHO3Y.

HPOLEJAYPU HAJAHHA HOCJYT

Konu nayienmu moorcymo 3108y npuiimu Ha 36udatini npoyedypu 3 aikyeants MB?
B cepacia: komu y HHX He OylOo TOKa3aHb OpraHismy mnpotsroM | poky, MiHIMyM i3 3
HETaTUBHUMM  pe3yjibTaTaMM  Ma3KiB  MOKpPOTMHHA Ta Kamuno abo mpod  BAJI
(OpoHX0aNBBEONIIPHUX BUALIEHB) MPOTATOM 3BITHOrO poky. Ilpu 1poMy HEOOX1AHO 3BEpHYTH
yBary, SKILO BUXIJHA 13071115 OyJa 3a pe3yapTaTaMu Ma3ka MOKpoTHHHs abo bAJly, a HacTymHi
po6u OyNu TUIBKU Ma3KaMU B[] KaIlTIO.
— MP3C: xonu y nauieHTiB OyJ0 TpU HETaTUBHI pe3yIbTaTH Mas3KiB.
—  Sxmo MP3C no ma3zkax mMokpotunHs / kanuto / BAJI - 3 HeraTuBHI poOu 3 OpraHiB JAWXaHHS,
KOKHa 3 SIKHX OyJa B3siTa 3 iHTepBaJIOM 4epe3 TkaeHb. HeoOxiqHa obepexHicTh ipu B.cepacia
10 BU1y OTPUMAHO1 IPOOU 3 OpraHiB JUXaHHS.
— M. abscessus: BBakae€ThCs YHCTHM, KOJM B TMAIi€HTIB OTPHUMAHO 4 HETraTHBHI pe3yJbTaTH
npoTsArom 1 poky micis iX NepIIoro HEraTUBHOTO Pe3yJbTary.
[TamieHTM MOXYTh HpHUMMATH MPOLENYpU KOJIM iM 3pY4YHO, XOoua MU BITAEMO 1 HIATPUMYEMO
MParHeHHs /10 HACTYMHOCTI Ta Oe3MepepBHOCTI, AKIIO 1€ MOXJIUBO. BimbpmiicTe aiTel NpUiiMaroTh
MpoLeaypH Yy KIiHII JiKyBaHHS MB koxH1 2 Micaii abo KoxH1 3 Micsll 1)1 TUX, Y KOTO BCTAHOBJIEHO
M'sIKy (popmy XBOpoOH.

BHYTPIIHNHHOBEHHE BBEJIEHHA AHTUBIOTHUKIB Y TOMAIIHIX YMOBAX

Komenmap pooouoi cpynu:
Ha momenm po3pobku Oanoi adanmoeanoi KiiHiuHOI Hacmanosu 6 YKpaini He NpaKmuKyemvCs
BHYMPIUHbOBEHHE Y8eOeHH AHMUOIOMUKIE 8 OOMAWHIX YMOBAX.
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— bpak nixkko-Miclib HE € MOKa3aHHSAM ISl 3aCTOCYBaHHs aHTHO10THKIB BHYTPIIIHHOBEHHO HA JIOMY.
OnHak, SKIIO JOBOJUTHCS JOBIO Y€KaTH MICIlS, TO HEOOX1THO OOrOBOPUTH 1HII PIIICHHS, TaKi SK
BUKOPUCTaHHSA MICIEBOI JiKapHi a00 BBEACHHS aHTUOIOTHKIB B/B Ha JOMY, 3 BUKIMKaHUM abo
MPU3HAYEHUM KOHCYJIbTAaHTOM.

— Ilepmry mo3y 060X aHTHOIOTHKIB 3aBXKIM HEOOX1IHO BBOJUTH B JIIKapHI.

— batbku ab0 omikyH, 5Kl Oa)KarOTh MMPOBECTH B/B TEPaITi0 HA IOMY, IOBUHHI PETEILHO BiIOMpaTHCS
1 00TOBOPIOBATH BCI MUTAHHS 3 MEJICECTPOIO, IO CHeIiaaizyeThcss HAa MB 1 KOHCYIbTaHTOM, TIEpII
HIK MPUAHATH Oy/Ib-sIKE PillIeHHS.

— CiM'1 MaroTh JOTPUMYBATHCS I1HCTPYKIii, OyTM MOBHICTIO O0i3HaHI MpO TATap JIKyBaHHA 1
BHUKOHATH II€ JIIKyBaHHS 3 TIO3UTHBHUM HACTPOEM. ICHY€e HaBUABHUHN TIAKET, 3T1THO 3 IKHUM 0aThKH
MPOXOAATh TPEHIHT, IO 3aKIHYEHHI SIKOTO MEJICecTpa, IO crenianizyerbes Ha MB, Hamae cBiit
BHCHOBOK PO KOMIETEHTHICTh OATBHKIB.

— PimeHHs mpo BHYTPINIHBOBEHHY Tepamilo B JOMAaIIHIX yYMOBax € JOOpPOBUIBHUM 1 HE MOXHA
YUHUTH TUCK Ha OaThbKiB (HABITH AKIIO IUTHHA IparHe MiTH JOJ0MY), 1 BOHU IMOBUHHI OyTH
MO3UTUBHO HAJIAIITOBAHI JIJI1 BHKOHAHHS IIHOTO 3aBIaHHs. BOHM TOBHHHI OyTH BIIEBHEHI, IO
3MOXYTh BIIOpAaTUCS 3 IHIIMMU AacHeKTaMHu JIiKyBaHHS, TOOTO, J0OAATKOBOIO (hizioTepamiero i
pPETCILHUM JOTPUMAHHSM JIETH.

— CiM'i, sKi BKe paHillle CTaBWJIM KPANeIbHUIll BJOMa, HEOOXITHO ONMHUTYBATH IIOPa3y Ha MPEIMET
MOJKJIMBOCTI 1 Ga’kaHHS 3pOOUTH 1€ 3HOBY. 30KpeMa, SKIIO Oyia J0Bra mepepsa, OCOOIUBY yBary
HEOOXIAHO MPUIUIMTA HaBYaHHIO. TOYHO Tak camo, IIOpa3y KOHCYIbTAaHT 1 MeZAcecTpa, fKi
cremianizyeTscsi Ha MB OynyTh OIIIHIOBATH YW € B/B Tepallis Ha JOMY HaWOUIBII BiJMOBIIHUM
METOJIOM JJIsl IaHOTO KOHKPETHOTO BUMAJIKY.

— barpku/onikyHu TOBHMHHI 3allOBHUTH HaBYaJbHUI OYKIET 13 3acTOCyBaHHS aHTUOIOTHKIB
BHYTPIIIHFOBEHHO HA JIOMY 1 IiIMUCATH HACTYITHE:

* KaTeTep M7 B/B BBEJICHHS - OTJIIHYTH HA BUTOKH 1 O3HAKH 1H(EKIiT/TpoMO03Yy;

* IHQEKIIHHUI KOHTPOJIb;

* ajepriuHi peakuii - 1e Te, 32 YUM MNOTPIOHO CTEXUTH, 1 IPU iX MOSABI HEralfHO MPHUIHUHUTH
nojiavyy mpemnapary 1 3BepHyTUCS J10 JiKaps;

* BBEJCHHS MpemapaTy 1 Ba)JIMBICTh JAOTPUMAHHS TOYHOTO 4acy BBEACHHs (0COOTMBO st
aMIHOTJIIKO3HU/IIB).

KOPTUKOCTEPOI/IN

[Toka3zaHHs U1 OpaIbHUX CTEPOiIiB:

— AunepriuHuii OpoHXO0JIETEHEBUI acTIepriibo3.

— Baxkuii OpoHxocnasm, 10 HE KYHIPYETbCS/BaXKKE 3aXBOPIOBAHHS NEpUPEPUUHUX TUXATBHUX
HUTSIXIB.

— JloBroctpokoBe 3aCTOCYBaHHS SIK MPOTHU3AMAIBHOTO 3aC00Y MPOTHUIIOKA3aHO B OLIBIIIOCT] BUTIAIKIB
Yyepe3 HECIIPUATINBE CIiBBIHOIICHHS PU3HK-KOPUCTh

— JlikyBaHHS XBOpHUX 3 HECHPHUATIMBUM HPOTHO30M - MOXKE BHUCTYNAaTH SK 3arajJbHHUH
«IATPUMYIOUHI.

MU CcXWIBbHI BHKOPHCTOBYBAaTH TIPEIHI30NOH, SIKUM HE IOBHHEH OYTH TOKPUTHHA ILTYHKOBO-

PE3UCTEHTHOIO OOOJIOHKOIO, Yepe3 IOoraHe BCMOKTYBaHHS y xBopux Ha MB. Tak camo MokHa

BUKOPHCTOBYBATH JCKCAMETA30H, SIKUH, 33 ACIKHUMHU JaHUMH, MOXe OyTH KpaIluM JUIs TAIli€HTiB, Ha

YHIO MOBEAIHKY/HACTPiil HeraTWBHO BIUTMBAE npenHizonoH (NB! npeownizonon 5 mr oexcamemason =

0,75 mr). IIpu TsKKOMY OpOHXOCTIA3Mi, 1032 CTAHOBUTDH 2 MT/KT MPEAHI30JI0HY, IKHUH BBOJASTH BPaHII

micng ki, 1 1o3a Oyne 3HMKEHa sIKHalcKopille, 3aJe)KHO BiA peakiii. MU iHOAI BHKOPHCTOBYEMO

BHYTPILIHBOBEHHI 1H'€KII11 MeTunnpeHi3oiony 10-15 Mr/kr/ aenp (MakcuMaibHa 103a 1r) npotsrom 3

JHIB, 3 MIOMICSIYHUM MOBTOPOM - JUIS BOXKKHX BHITAJIKIB 1 B CUTYallisIX, KOJIH MPUHOM MPEIHIZ0JIOHY

MepOpaILHO € MPOOIEMOIO.

HeoOXxigHO yBaXHO CTaBUTHCA [0 MOTEHIIHHMX TOOIYHUX e(eKTiB, 30KpeMa, MOPYIIEeHHS

TOJICPAHTHOCTI J0 TJIIOKO3U, BUKJIMKAHOTO MaHI()eCTHUM IYKPOBUM aiabeToM, moB'sizanuM 3 MB.
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[TamienTiB HE0OXimHO mMpoiH(OPMYBAaTH MPO TE, IO BOHW IOBHHHI IOBIIOMJISTH PO BHITAJKH
noJiypii 1 momiguncii. BakIMBUM € peryiaspHUN aHami3 cedi Ha TIIOKO3Yypilo, OCOOIMBO y aiTei
cTapmIoro BiKy. IHII mpobiiemMu - 1€ HEIOCTATHICTh POCTY 1 apTepianbHa rineprensis (AT BUMIPIOIOTH
B KJIiHILI), piAlIe - KaHIU103 TOPOXKHUHU POTa, KaTapakTa, ocTeonopo3 i cunapoM Kymmunra. Mosxe
3HAI00UTHUCS BBEACHHS IMYHOTJI00YIIIHY MPOTH BITPSHOI BICIIM AWTHHI, SIKa I HE MepeHecna ii, yepes
HeOe3neKy BIUIMBY BITPSAHOI Bicmu. SIKIIO IUTHHA JOBIMH dYac MNpHIMae IMepopajbHi CTepoiny,
ITpaKoHa30J, SIK MPABUJIO, PU3HAYAETHCS y BUTIAJIKY, SKIIO € HeOe3IeKa BIUIMBY aclepriibo3y.

[TokazaHHs U1 IHTAIALIMHUX CTEPOiIiB:

— CumnromMaTuyHe CBUCTSYE JMXAHHS, L0 BHUMArae peryjsipHOro 3acTOCyBaHHS OpOHXOJIITHKIB.
OcobmuBO y miTeH, SKI CTpaXIaloTh aromiero. B ingeami, HEOOXiTHO MTOKYMEHTYBaTH TOCTPY
000pOTHICTHh OpOHXiANBHOT OOCTPYKIII.

— CBigueHp UIA TPUBAIOTO 3aCTOCYBaHHA SIK MPOTU3ANANBHUN 3aci0 y AUTHHU 0€3 CHMIITOMIB,
HMOBIpHO, HEMae. Xo04a, B TEOPii, IIe MOXKE 3aTUCS KOPHUCHUM Yepe3 XapaKTep BaKKOBUIIIKOBHOTO
3arajieHHs JIereHb, OJHaK HOro nepepara He OyJia 10Be/ieHa.

Mu BuKOpHUCTOBYeMO OynecoHin abo ¢uryTnkas3oH, ajne He OekjIoMeTa30H. BUKOpUCTaHHS MPHCTPOIO

3aJIeKUTh BiJ] BIKY JIUTHHM, aje aepo30JibHI CTEPOilu BUKOPUCTOBYIOTHCS PiAKO. Y IiTeH cTapuioro

BiKy, NMPU HU3BbKUX a00 momipHuxX no3ax (<400 Mkr/meHs OynecoHin, <200 MKr/meHb) GIyTHKa30HY

CyXi MOPOIIKOBI IHTANATOPH € HAHOUIBII MiXOASIIUMU. BUCOKI 103U IHTaNALIMHUX CTEPOIiiB Kpalle

BBOJUTH 4epe3 CIEHCepHUU TPUCTPii, MO0 3MECHIIUTH BIAKJIAICHHS B POTI 1 MOTEHINIHHI CHCTEMHI

no6iuHi edexktu. OgHaK OyayTh 3yCcTpidyaTUCs TITH CTapUIOrO BIKY, Ul SKUX CHEHCepHUN MPUCTpil

HENPUUHATHUN, 1 TOMI CJiJA BHUKOPHUCTOBYBAaTH CyXi TIOPOMIKOBI IHTAJISATOPH. 3aCTOCYBAaHHS

CTaHJAPTHOTI'O J103yI0UOT0 a€pO30JIbHOIO IHTAIATOPA Ma€ aKTUBHO 320X0UYYBaTHUCS.

[ToGiuHi edexTn MOXKYTh BKIFOUATH B ce€0€ 3HIKEHHSI KIHIIEBOTO POCTY (AOBIOCTPOKOBI JOCIIIKEHHS

acTMU IPUITYCKalOTh | ¢M BTpaT), KaHAM103 IOPOXKHUHU pOTa (TOMY POT HEOOX1AHO MPOMHUBATH MICIs

BBEJICHHS 703, OCOOJIMBO NMpPH BUKOPUCTAHHI CYyXUX MOPOLIKOBUX IHTAIATOPIB) 1, PLAKO, XPUIIKHUHA

rojioc. 3aBXAU PO3IJSAalTe MUTAHHSA NMPO MOXJIMBICTh 3HMXKEHHS /103U, HE3AJIEXKHO Bl TOrO YU

CIIOCTEpIraeThCsl JUTHHA B KIIHINI abo >k Hamajg OyB KymipoBaHuil. Ilam'staiite, 1mo icHye pusuk

aZipeHa]bHOI cympecii y XBOpuUX Ha iTpakoHaszomi. HapemrTi, Moxe ICHyBaTH 3B'I30K MIX

3aCTOCYBAHHSAM IHTAIALIMHUX KOPTHUKOCTEPOINIB 1 CHPUWHATIMBICTIO /0 HETYOEpKYIbO3HUX

MiKOOaKTepii.

JiTsiM 3 OPOHXOJIETeHEBOK0 OOCTPYKIIETO, SIKI HE PearyroTh Ha NpoQ1IaKTUKY BIAUXYBAHUX CTEPOiliB,

CIIiJ] IpU3HAYaTH P2-arOHICTU MPOJIOHTOBAHOI Aii IBIYiI Ha JieHb. BukopucroByiiTe abo cambmeTepo

(25-50 mxr 2 pa3u Ha 100y yepe3 akkyxanep abo 1030BaHMi iHTanATOp) a00 popmorepon (6-12 Mkr 2

pasu Ha 100y depe3 TypOoxainep). [lamieHT TakoX MOBUHEH MPUMATH HTaAIHHI cTepoiau (HIKOIH

HE BUKOPUCTOBYWUTE TIJIBKU OJIMH CAIbMETEPO abo hopmoTtepost). Mu, sik mpaBuiio, BAKOPUCTOBYEMO

koMOiHoBanwmii iHranaTop (Ceperun abo CuMOIKOPT), 100 CIPOCTUTH MPOLEAYPY JUISI TITEH.

Komenmap pobouoi cpynu:
Cepemuo, Cumbixkopm —  mopeosi HAa36U KOMOIHO8AHO20 — JIKAPCbKO2O0 — 3ACo0y
canvmemepon+@aymukason.

Cystic Fibrosis Pulmonary Guidelines Chronic Medications for Maintenance of Lung Health.
Peter J. Mogayzel et al., 2013

[Hransamiitai kopTukocTepoinu

Acouianis MB CIIIA He pekoMeHJye pYTUHHE BUKOPUCTAHHS IHTATAILIMHUX KOPTUKOCTEPOIMIB IS
oci6 3 MB BikoM 6 pokiB 1 cTapiie, 6e3 actTMu ab0 aJepriiHOTO OPOHXOJETCHEBOTO aCIEPTUILO3Y 3
METOIO NOJIMIIUTH (DYHKIIIIO JIET€HIB, SIKICTh XKUTTS 400 3MEHIIUTH KUJIbKICTh 3arOCTPEHb.

Pigenv ookaszie: A. Kopucmv 6i0 euxopucmanus: eiocymus. Cuna pexomenoayii: D (e
DPEKOMEHOYEMbCs OISl PYMUHHO20 BUKOPUCTIAHHSL).

[TepopanbHi KOPTUKOCTEPOiAH
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Acomianis MB CHIA He pekoMeHIye pyTHHHE BUKOPHUCTAaHHS MEPOPATbHUX KOPTHUKOCTEPOIMIB IS
oci6 3 MB Bikom 6 pokiB 1 crapiie, 6e3 acTMu a00 ajepriiHOro OPOHXOJIETEHEBOTO ACTIEPTUILO3Y 3
METOIO MOJINIIHATH (PYHKIIIIO JIETSHIB, SKICTh )XKUTTS 00 3MEHIIUTH KUIBKICTh 3arOCTPEHb.

Pigenv Ooxazie: A. Kopucms 6i0 euxopucmanmus: neeamuena. Cuna pexomenoayii: D (ne
PEKOMEHOYEMbCSL OISt PYMUHHO20 BUKOPUCTAHHSL).

MYKOJITHUKH

Cystic Fibrosis Pulmonary Guidelines Chronic Medications for Maintenance of Lung Health.
Peter J. Mogayzel et al., 2013

Hopnaza anbda

Acomianis MB CIIA npwiiimia 70 BUCHOBKY, IO JJIs MAIlI€EHTIB 6 POKIB 1 CTapili € MEePeKOHIMBI
JI0Ka3| 1 3Ha4YHI ICTOTHI MEpeBaru BiJ BUKOPUCTAHHS JTOpHA3u anb(a y MamieHTiB 3 MOMipHOIO abo
BaYKKOIO XBOpOOOIO JiereHiB. Jlokasu Oynu BHU3HaHI SIKICHUMHU 1 KOPUCTH BiJ] BUKOPUCTAHHS JOpHA3U
anbda y MaIieHTiB 3 MOMIPHOI ab0 M'SKOI0 XBOpPOOOIO JiereHiB a00 y Oe3CHMITOMHHUX IAIli€HTIB
BHU3HAaHA IMOMIipHOK0. Binkpute paHaoMi3oBaHe, I1ae00-KOHTPOJIbOBAHE MEPEXPECTHE IIOTHE
JOCIIJKEHHSI TIOPIBHSHHS BHKOPHCTAHHS JOpHA3Hu anb(da 3 (i3ioJoriyHuM pO3YMHOM y CTaOlIbHHUX
niteit 3 MB mnokasano cepenHe 30UIbLICHHS B TOTOKAaX, OB’ A3aHUX 3 3AJIUIIKOBOIO (PYHKIIIOHAIBHOIO
€MHICTIO JIET€HIB 1 TEHAEHIT 10 MiABHIIEHHS HIYHOMY IHJIEKCY JAecaTypalud TpPH BHKOPHCTaHHI
JIOpHAa3| aybda.

v Juns moneit 3 MB BikoM 6 poKiB 1 cTapiie 3 TOMIPHUM JI0 BaKKOTO CTYIICHEM 3aXBOPIOBAHHSI
nereHiB, Acomiamist MB CIIIA HamonermBo peKOMEHIy€e MOCTiHHE BHKOPUCTAHHS JTOpHA3H anbda,
100 NOMINIUTH (YHKINIO JeTeH1B, MOMIMIIUTY SAKICTh XKHUTTSI, 1 3HU3UTH YaCTOTY 3arOCTPEHb.

Pigenv ooxazis: A. Kopucmv 6i0 euxopucmanus: eucoka. Cuna pexomenoayii: A (nanoneenuso
PEKOMEHOYEMBCSL OJisL PYMUHHO20 GUKOPUCAHHSL).

v s oci6 3 MB 6 pokiB i crapuie, 3 0e3CMMITOMHUM ab0 M'SKMM 3aXBOPIOBAHHS JIETEHIB,
Acomianis MB pexkomenaye mocTiliHe BUKOPHUCTaHHS JOpPHa3u aib(da, 11100 MOMIMNIIUTH (YHKIIO
JIETeHIB 1 3HU3UTH YaCTOTY 3arOCTPEHb.

Pigenwv doxasie: A. Kopucmo 6i0 euxopucmanns: nomipna. Cuna pekomenoayii: B (pekomenoyemwcs
OJ1sL PYMUHHO20 BUKOPUCMAHHSL).

Clinical Guidelines: Care of Children with Cystic Fibrosis. Royal Brompton Hospital.
S. Alexander et al. Endorsed by the Medicines Management Board of Royal Brompton &
Harefield NHS Foundation Trust. 2014

JAHKas3a (/lopna3a ansda, Ilyabsmo3um)

JIHKa3za — ne cuHTteTMuHuil (epmeHT, skuil posuiemitoe HelTpodinbHy nozakiaiTuHHy JIHK B
MOKpOTi, 1100 3MEHIIUTH B'SA3KICTh 1, TAKUM YHHOM, TEOPETUYHO JOJATKOBO CIPHUSE BHIAICHHIO
MOKpOTH. JlocikeHHs MOKa3yloTh 5-8% 3araibHOro nominieHHs 06'eMy ¢popcoBaHOro BUAMXY 3a 1
cekynay (O®B1), ane me Mackye HIMPOKHI Jiama3oH BiAMOBiJI BiJl MOTIPIIEHHS OO IMOMITHOTO
nosinmeHHs (Ouibie 20%).

Komenmap pobouoi epynu: Ilynomosum — mopeoea HA36a JNIKAPCbKO20 3AC00V 3 MINCHAPOOHOIO
HenameHmoB8aHo HA36010 OOPHA3A aAlb@a.

Ioxka3anus:

VY BCIX BHITaJIKaX KOHCYIbMAHM NOBUHEH NputiMamu piueHHs ipo noyatok npuiiomy JIHKa3u

— Hama HoBa mosniTuKa - po3risiiaTUMe IPU3HAYCHHS JJOPHA3H ajb(a BCIM MallieHTaM BiKOM 6 pOKiB
1 cTapi, He3aJeKHO BiJl PYHKIIOHYBAHHS JIETeHb (BIIMOBIIHO 10 peKOMeHaliil €Bporneicbkoro
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TOBAapUCTBA 3 MYKOBICIIHI03Y). MU MaeMO Hamip 3pOOUTH TPHUHOM MpernapaTy 3BUYAHHUM IS
BCIX JIiT€H BIKOM 6 POKIB 1 CTapIIIHX.

— IIlo crocyerbcsi HAMMX HUHIMIHIX MAI[iEHTIB CTApIIUX 6 POKiB, TO 1 3aCTOCYBaHHS BUMAarae
obroBopeHHs. Mu OyaemMo HamojsraTd Ha TOMY, MO0 1€ JIIKYBaHHS IPU3HAYAIOCS KOXKHIM
IATHHI,

e yiit OPBI1 cranoButh <85%.
e sika Maiike He BIIXapKye MOKPOTY, ajle Ma€ CUMITOMHU.
® y SKOT CIIOCTEPITaEThCS MOCTiiTHA OpPOHXOJIETeHEBa OOCTPYKITIS.

— Mu 6 po3risaany i mpu3HA4YeHHS ITSAM JOIIKUIHFHOTO BiKY, SKIIO € MOOOKBAHHS MIOAO CTaHy iX

IMXaJbHOI MISIIBHOCTI.

[H1111 MOKa3aHHS BKIIIOYAIOTh.

— Tlocriiini abo mepiogu4Hi BOTHUIIEB] 3MIHM Ha PEHTI'C€HOTpaMi, HAIPHUKJIAM, YIIIJIbHEHHS B YacTIl
abo cerMeHTi. Y TakoMy BHUIIaJKy MU OYyIeMO pPO3IJISIaTH OPOHXOCKOIII0 3 THCTHIIALIEIO Tij
Bi3yaJlbHUM KOHTpoJieM. MoxHa Oyino O odikyBaTtH, 00 Taka JUTHHA PETYJISIPHO OTPUMYyBAJIa
TaKky Ipoueaypy.

— Byno 6 KopHCHO POBOJUTH TOCIITANI3AIII0 TPU 3arOCTPEHH] 3aXBOPIOBAHb IPYIHOI KIIITKH, 1 MU
OyZeMo CITilyBaTH peKOMEHaMisIM (pi3i0TepaneBTiB.

Icuye psan nokasiB edekTy mpodiakTUKH, OCKIIBKU AocHiKeHHS 6-10-piuHux mamieHTiB 3 Maiixke

HOPMaJHHOK (YHKITIEIO JIETEHb IMOKA3aJId 3HIDKEHHS YaCTOTH 3arOCTPEHHS 1 3yITUHKY MPOrPEeCyBaHHS

OpOHXO-JIETeHEeBUX YyCKIagHeHb. MalyTh, HeMae HiAKOl KIIHIYHOI PI3HULI MIDK IIOJACHHUM

JKyBaHHSM Ta JIIKyBaHHSM 4epe3 JieHb. [lomanbine qociipKeHHs ToKa3ano 3HmKeHHs 3aranbHol JJHK

B MOKpPOTI ITPY BUKOPUCTAHHI JIOpHA3U anbda A7 3HUKCHHS 3armaJeHHS.

Jo3a - nopHasza anbda 2,5 Mr BBOJAMUTHCS 32 JOIMOMOTOKO BiJIITOBIAHOTO KOMIIpecopa i HeOymnaisepa,

T00TO, cTanAapTHUH a0o0 Outbun mBuakuid E-flow abo I-Neb (npu Bukopucranni I-Neb 1mn nopnasu

anbda po3MOPOLTYEThCS, a 1HIIA YaCTMHA BHUIAISETHCA). 3a 3aMOBUYBAaHHSM, JOpHa3a aibpa Oyrie

3aCTOCOBYBATHUCS IIOAHS, ajie Miclis 6 MICSIIB JIKyBaHHS MOXHa Oy/ie pO3TIsSHYTH MPHUIOM IIpenapary
yepes JIeHb JJIs TUX, XTO BII4yBae cebe 100pe, uu JUIsl KOro IOJIEHHUM MPUIOM BHIA€THCS OCOOIMBO
o0TsxuBUM. JlesiKi maIlieHTH BOMIIOTH MPUMATH MpenapaT IIOAHs, OCKIIBKY 1€ JIETTIIe 3arnam'ITaTH.

Hemae HeoOXigHOCTI NPOBOAMTH AOCHIKEHHS OpOHXOCHasMy y JiTeH Mpu MepHioMy Hpuiiomi

JopHa3u anbda - MATBEPHKEHO BUPOOHUKOM (IIPOTE, TOPOCITUM MPOBOAATH 1€ TOCIHIIKEHHS).

Yac npuiiomy - 3a3Buuail mpenapar NpuiMaroTh y Ipyriil mojaoBuHI IHA 3a 1 roauHy A0 ¢izioreparnii.

Opnak, AOCHTIKEHHS, TPOBEACHE Y MITEHl CTapuioro BiKy 1 JOPOCITHUX, MOKa3al0 HE3HAYHE 3arajbHe

MIOJIMIICHHS] TIPU BBEJEHHI mepes cHoMm (TobTo, 3a 10-12 roamH mo0 paHkoBOi (izioTeparii) 6e3

HIYHOTO 3HIDKEHHS HACHYEHHsS, ajieé 1€ MOXKe MPUBECTH 10 HIYHOTO KallUTI, TaK M0 HEOOX1THO

MEpeBIPATH CTAaH B KIIHILI Michs MpUoMy HpoTsaroMm Micsus abo Oinbiue. [lepmmit yac npuiiomy

3aTUIIIAE€THCS TICISI TOTYIHSL.

Ouinka BianoBigi: CrnocrepekeHHS TOBUHHO TPUBATU 3 MICHIll, OCOOJMBO JUIsl TAIIEHTIB, SKi

Haioumbm crpaxkaaroTe (OBl <40%). IcHye rapHa Kopensiis MK BIAMOBIIAIO MIicas 3 MICAILIB

JIKyBaHHS 1 Ti€rO, M0 crocTepirayiacs micias 12 wmicsmiB JTiKyBaHHA. SIKmo € BiAmoBiab micas 3-X

MICSIIIB IIOICHHOTO JTIKYBaHHs, MH YacTO MEPEKII0YacMOCs Ha IPUIOM Tpernapary 4epes JeHb. SIKIIo

CIIOCTEPITa€ThCSA TOMANBINE TOTIPIICHHS, TO /1032 MOKE€ OyTH 3HOBY 30UJIbIIEHA JO IIOJECHHOTO

npuioMy, Xxo4a J10ci He0OX1HOCTI B IIbOMY He OyJI0.

Komenmap pobouoi cpynu:

Bionogiono 0o 3axony Vxpainu «Illpo nikapcwki 3acoou» npusHadenHs HiKapcoKux 3acodie 8 Yxpaini
301UCHbEMBCA 3210H0 3 [HCMpYKYi€E 018 MeOuuHo2o 3acmocyeanis, 3ameepodcenoro MO3 Vipainu.
Cmanom na 01.04.2016 6 Incmpykyii Onst MeOuuno20 3acmocy8amnus AiKapcbKko2o 3acody 0opHasza
anvgha 3a3Haveno, o npenapam npusHadaemocs nayichmam 3 MB eikom 6i0 5 poxie 6 kombinayii 3i
CMAaHOAPMHOI MePaniero MyKogicyudo3y 3 NOKASHUKOM (HOPCOBAHOI HCUMMEBOI EMHOCMI Jle2eHb
(DIKETI) ne menwe 40 % 6i0 Hopmu 3 Memoro NoKpawjeHHs yHKYii 1e2eHb.
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Ilo6iuni edexTn: nyxe Oesmeunuit npemapar - NoOiuHI edeKkTH piaKicHI 1 MOMIpHI; 1HOAI
CIIOCTEpIraBcsl BUCHII 1 XPUIIKHH rojoc.

Hemae HeoOXxinHoOCTi DNpUNMHATH HOr0O BUKOPUCTAHHSA Yy XBOPUX 3 KPOBOXapKaHHSAM abo
ITHEBMOTOPAaKCOM

Komenmap pooouoi cpynu:

Pexombinanmua noocvrka /[HKasza (Oopnasa anvgha) poswennioe nozaxnimunny JHK. Haxonuuenwns
8 'A13K020 2HINIHO20 CceKpemy 6 OUXANbHUX WLIAXAX CHPUYUHIOE NOPYUleHHA (OYHKYIT 308HIUHBO2O
OUXAHHS | 3a20CMPeHHs THPEeKYIIHO20 npoyecy y X8opux mMyKogicyudosom. I Hilihull cekpem micmumse
sucoxi koHyeumpayii nozaxknimurroi [JHK — 8’s3x020 nonianiony, aKutl 6UBIIbHAEMbCA 3 IEUKOYUMIS,
Wo PYUHYIOMbCsL, MA HAKONUYYEMbC Y 8i0n08iob Ha inghekyito. In vitro dopraza anrvgha 2ioponizye
JHK 6 mokpomi i cymmeso 3MeHUY€E 8 SA3KICMb MOKPOMU NPU MYKOBICYUOO3I.

Ha cvo200ni 6iocymui nepexonnugi 0aui wjo0o UKopucmanus 0OpHa3u aivgha y oimetl 8ikom 00 5
POKIB.

THTCAJISIIIMTHUN ABO TEPOPAJBHUM N-ANETUWJIIMCTEIH, ABO THT AJISIIUMHUM
LJOYTATIOH

Cystic Fibrosis Pulmonary Guidelines Chronic Medications for Maintenance of Lung Health.
Peter J. Mogayzel et al., 2013

Acomiamis MB CIIIA BBaxae, 110 10Ka31B HEJOCTaTHBO, II00 PEKOMEHyBaTH a00 HE PEeKOMEHyBaTH
Uit mojield 3 MB BikoM 6 poKiB 1 cTapiiie MocTiiHe BUKOPUCTAHHS THTAIALIIHHOTO abo mepopaibHOro
N-anerninucTeiny, abo IHTaISIiHOTO TIYTaTioHy, 00 MOMINIIUTH (YHKIIIIO JETeHIB 1 AKICTh KHUTTS
a00 3MEHIINTH YacTOTY 3aroCTPEHb.

Pigenv ookaszie: C. Kopucmv 6i0 euxopucmanus: eiocymusa. Cuna pexomenoayii: 1 (mokasis
HEJIOCTaTHBO).

Komenmap pooouoi zpynu:

Cmanom na 01.04.2016 nikapcokuii 3acio 3 MIHCHAPOOHOK HENAMEHMOBAHOI HA38010 2AYMAMIOH 8
Ykpaini ne 3apeecmpoesano.

Cnio 3a3mayumu, wo y nonepeoHi poku 3a 8iocymHocmi 0opHasu anvgha 6 Ykpaini 6 saxocmi
MyKonimuunoi mepanii ona nayienmie 3 MB npusHauanuce J1iKaApcbKi 3acodu - MYKOJLIMUKU
ayemanyucmein, kapboyucmein. Tomy esadxcaemo, wo iX 3acmocy8amHs — Modce  Oymu
PEKOMEHO0BAHUM 8 AKOCHI MYKOLIMUYHOI mepanii 3a HeoOXiOHOCMI. .

TINEPTOHIYHUN PO3YNH

European Cystic Fibrosis Society Standards of Care: Best Practice guidelines. Alan R. Smyth et
al,. 2014

Jlikyeannsa ciopamopamu

JuxanpHi nuisxu npu MB 3HeBonHeHi, a 30UIBIIUTH OOBOJHEHICTh TUXalIbHOI MOBEPXHI MOXHA 3a
JIOTIOMOT'OK0 OCMOTMYHHUX areHTiB, 3BAHMX TifpaTopaMu. IX MexaHi3Mm Aii BiJpi3HA€TbCS BiJ Takoro y
7opHa3a anbga, i 06uaBa MiAXOAM JOMOBHIOIOTH OJUH OJHOTrO. Y €Bpomi AOCTYMHI SK IHTalALidHI
areHTH TIMEePTOHIYHUA PO3YMH HATPit0 XJopuay 1 MadiTos. 'imeproHiuamii po3uuH (7%) ckopouye
JIeTeHeBl 3arOCTPeHHs 1 JIeIIo MOKpallye JereHeBy (YHKIiI0, 3a JaHUMH CHCTEMATUYHOTO OIJIATY
[35]. T'ineproniynuii pozunH (I'P) 3apa3 BUKOpPHUCTOBYEThCsSI OaraTbma MAallleHTaMU 3 TOMIPHOIO Ta
Ba)XXKOIO JIETEHEBOIO XBOPOOOIO; BiH MIATPUMYEThCS AUPEKTHBaMHU 1 nociOHukamu [19]. Maniton O6yB
3ampoOINOHOBAHUHM TMI3HIINE; BIH TaKOX IMOKpamrye sereHeBy dyakmito [36, 37]. Ileit npemapat
JIOCTYIHHUH y ¢opMi CyXOro mHOpoOUIKYy, IO CKOpouye dYac mpoueaypu. OOuaBa areHTH [ilOTh
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MOApa3HIOYe, 1 BHMAaramTh IONEPEAHBOI JWIaTaiii OpPOHXIB 1 MEPBHUHHOTO BHUIPOOYBAHHS
MIEPEHOCUMOCTI.

Clinical Guidelines: Care of Children with Cystic Fibrosis. Royal Brompton Hospital.
S. Alexander et al. Endorsed by the Medicines Management Board of Royal Brompton &
Harefield NHS Foundation Trust. 2014

I'ineproniunuii po3unn (I'P) moxe OyTu BHKOpHCTaHH B KOPOTKOCTPOKOBIM MEPCHEKTHBI, 1100
BHKJIMKATH MOKPOTY Y XBOPHX, Y IKHX OaraTopaszoBi IIOCIBY 3 BEPXHIX TUXAIbHHUX IILISAXiB HETaTHBHI,
abo gk vacThHa IX (i310TEpPaneBTUYHOTO TMAKeTa; BIH TaKOX BIAIrpae BaXIMBY pOJb IS
JOBFOCTPOKOBOI IEPCIEKTUBH B JIIKyBaHHI Ha oMy. I'P Moxe BUKIMKaTH OpOHXOCHa3M, TOMY 3aBXKI1
HEOOX1THO POBOAMTH TMOTIEPEAHIO 0OPOOKY OPOHXOPO3IIMPIOIYUM 3aC000M, 1 TIEpITy 03y 3aBXKIU
CT BBOAWUTH 31 cmipoMeTpli A0 1 micis HOro 3acTOCyBaHHS (K TPaBHIIO, IPOBOJUTHCS
¢izioTepaneBTom). Y Bcix Bumaakax I'P BBoguThes Oe3mocepeHbo mepen MpoBeaeHHsIM ¢izioTepartii
(y mopiBHsIHHI 3 JopHa3a anb(a, sika JaeTbcs MiHIMYM 3a | roguny no ¢iziorepamii. ¥ neskux
BUMAJIKaX HOTro MOXKHA IMOETHYBAaTH 3 (i3ioTepamiero. Xoda PO3YHH 3HIDKYE 3arajibHy JICMO3HIIIO
MpernapaTiB B JIETCHsIX, BiH MOJIMNIIye nepudeprudHy Ierno3ullito; 11e TAKOK eKOHOMUTh Yac Malli€HTa.
Yacto MporoHYyeThCS 30UTBIIUTH 103y, HAMPUKIAA, A0 5-6 M (ajie Ha MPaKTUI 3a3BUYall HE
3aCTOCOBYETHCH). SKIo € HenepeHocumicTh ['P, MokHa po3risiHyTH OUbII HU3bKI KOHIEHTpalii. Mu
BukopuctoByeMo HebOycan (Nebusal) (7% TimepTOHIYHOTO pO3YMHY HATPIIO XJIOPULIY), SKHA
MIOCTABIISIETBCSI B OKPEMUX OAHOPA30BUX IUIACTHUKOBHMX aMIilyjJax mo 4 Mi 1 HOro BHIIUCYE JIKap
3arajpHOI MEIUIINHMN.

JU1s BUKIIMKY MOKPOTHHHS, 110 MOXe OyTH Moka3aHo Juid nanieHta 3 MB Bikom crapuie 6 pokis, 3
JepeHWIMBUM KallUleM 1 IOTaHUM CaMOIIOYYTTSM, IO HE BiAXapKye MOKPOTY CIIOHTaHHO, MU
pexomeHayemMo 7% CoIbOBHI pO34HMH. BiH NMOBHHEH 3aCTOCOBYBATHCS B TMOEIHAHHI 3 CHEPTIHHOIO
¢izioTepamniero.

Sxmo I'P moBHHEH BUKOpPUCTOBYBATHUCS K JOMOBHEHHS 10 (i3ioTeparlii, TO CiJi BUKOPUCTOBYBATU
7% po34MH. Y MHAI€HTIB 3 TSHKKOIO OOCTPYKIIEK TUXANbHUX IUISAXIB a00 3a3HAUYEHOI0 MIHJIUBICTIO
MaKCHMaJIbHOI HIBUAKOCTI BUJUXY MPHU KaIlll pO3yMHO MOYaTH 3 OUIbII HU3bKUX KOHLEHTpaLil, ajne
HEOOX1THO JIOKJIACTU BCIX 3YCHJIb JJISi 3aCTOCYBaHHS 7% pO3UMHY; € JIOKa3d TOro, L0 IJIaTO KPUBOL
3aJIe)KHOCTI /1032 - €PEeKT 3HaXOJUThCS Ha PiBHI 6-7% ans MykouusiapHoro kiipency. Hemae Hisikoi
KOPHCTI B JIOCSTHEHHI1 Oi7bII BUCOKMX KOHIeHTpariil. fAkmo I'P mepenOavaerbcs nns maiieHTa B
CTalllOHapi, CII0YaTKy OOrOBOPITH 1€ MUTAHHS 3 (P1310TEPANIEBTOM.

Bbyno 6 KOpUMCHO MPOBOJUTH TOCHITAI3AI[I0 HPU 3arOCTPEHHI 3aXBOPIOBAHb I'PYJHOI KIITKH, 1 MU
OyzeMo CllilyBaTh peKOMEHAIlIIM (i3i0TepaneBTiB.

I[lepra ninHis npenaparis, 110 JOIOMararTh OYUCTUTHUCS BiJl CIIM3Y - 11 JOpHa3a anb(da, aje Halli aaHi
MTOKa3yIOTh, 1110 TPETHHA MAIlIEHTIB, SIKI HE BIANOBUIM Ha JOpHa3y ajib(a, NOJINIIIN (QYHKIIIO JIETeHb
3a pomnomoroto ['P. JloBroctpokoBe maociipkeHHS B ABCTpallii IMOKa3alo KIIHIYHO HE3HauHi
noJiinmeHHs: (QyHKOii JiereHb, ajge MeHme 1HQEeKIIHHUX 3arocTpeHb Mpu 3actocyBaHHi ['P.
Hocnimpkenns ISIS OGyno, mo cyri, HeratuBHUM y aiTeid 3 MB BikoM 10 6 poKiB, XOo4a B aHami3i
MIATPYN 1HAEKC PpIBHS KUTTS 3HU3UBCA B poO3MIAHYTIH rpymi. lle He BHKIIOYae MOMXKIMBOCTI
BuKopuctanHa ['P y maneHbKux IiTeH, aje ciiJ maM'sTaTu Ipo ciaaOKy Joka3oBy 0a3y y Ll BiKOBii
rpyni. HempaBuibHMM pillIeHHSIM TaKOX € JB1 JOJATKOBI IHTajsuii B J€Hb, L0 MOXe OyTH
HEJIOIIBHO, OCOOMMBO SKIIO JWTHHA B)K€ NpUHMae aepo3osibHI aHTHOIOTUKU. TuM He MeHI,
IHAUBIAYaIbHO PO3IJISAAETHCS MUTAHHS MPO JIOBIOCTPOKOBE 3acTrocyBaHHsi [P, ocobmuBo mmst
MAIIEHTIB 3 MHOXUHHUMHU 1H()EKIIHHUMHI 3arOCTPEHHSIMH 1 JUIS THUX, XTO II€ HE IMOKa3aB T'apHUX
pe3yIbTaTIB 13 3aCTOCYBaHHSM JIOPHA3U anbda.

Komenmap pobouoi zpynu.

Cmanom na 01.04.2016 6 Vkpaini ineanayiini ¢popmu 3% ma 7% cinepmoniuno2o po3uuHy Hampito
XZI0pUOy 3apeccmposani AK UpooU MeOUdIHO20 NPUSHAUEHHS.
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MAHITOJI

BauxyBanuii cyXuii MOpOIIOK MAaHITOJY € PEUYOBHHOIO, IO 3MIHIOE OCMOTHYHHUI THCK KPOBI, SKHI
MOKE 30UIBIINTH MYKOIUIIApHUK KiIipeHC mpu MB nuisixom 30UIBIICHHS Tay3 MDK Kalwiem i
periapamii cauM30BOi MOBEpPXHI AMXadbHUX NUIAXiB. Ha choroaHimmHii aeHp JBa omyOJiKoBaHi
JOCIHIJKeHHS 1 ABa MOCHiKeHHS (a3u 3 moKaszyroTh, IO IEH mpemapar MoKe MOJIMIIUTH (PYHKIIIO
JIeTeHb y JAeskux marieHTiB 3 MB. HamionanpHuil 1HCTUTYT 37I0pOB'S 1 SKOCTI MEIUYHOI JOTIOMOTH
(NICE) y cBoemy ormsiai posti iHraniiHOro MaHITOy PEKOMEHY€E HOTro BUKOPUCTAHHS Y AOPOCINX
3 MB. JliTh, ki He pearyrTh Ha JOpHa3y anbda 1 HE IMOKa3aau BIAMOBIIl a00 MEPEHOCHUMOCTI
TiIEePTOHIYHOTO PO3UMHY, MOXKYTh CITY)KUTH TapPaHTIEIO ISl JOCIIKEHb BAMXYBAHOTO MaHITOTY.

B nanuii yac cyxuil MOpOIIOK MAaHITONY YHaKOBYEThCS B JKEJATMHOBI KallCylu 1 BBOJUTHCA 3a
JIOTIOMOTOF0 ~ CHEI[IaJIbHOTO  iHTaNsATOpa JUIS CYXOro TOpOINKY. Benmka KUIBKICTh —Karcyd,
BUKOPUCTOBYBAaHUX B OJIHIN 71031, O3HAUa€ TpUBAJE JiKyBaHHs. Bcl mamieHT nonepegHbo npuiMaroTh
OpouxomiTnyHui 3acid 3a 15 XBWIMH mepen BBEIACHHAM. SIK 1 y BHIAAKy 3 JOpHa3010 anb@a,
1HAMBIAyanbHa MIHJIMBICTH MOBMHHA OYTH MO3HAY€HA 3TiHO 3 BIAMOBLAMI0 Ha MaHiTod. Kpim Toro,
Kamienb 1 OpoHxocma3zM o0OMeXye HOro IMepeHOCHMICTh y JesKuX marieHTiB 3 MB. BpaxoByroun 1,
OyZe NOLIbHO MPOBOAWTH MPOOHE JIKYBaHHS OKPEMHUX MAIi€HTIB 3 (HOPMaIbHOI CTHUMYIISIIEO
TUXaThHUX NUISXIB 0 MOYaTKY JTIKYBaHHS.

Komenmap pooouoi cpynu

Cmanom na 01.04.2016 nixapcvkuii 3acid manimon y JiKapcwKiti ¢opmi nopowox 01s ineansayii 6
Ykpaini ne sapeccmposano.

3acmocysants MyKOIImMUYHUX Npenapamis HanpaeieHo HAa po3piodceHHs OPOHXIANIbHO20 ceKkpemy i
NIOMPUMAHHA e(heKMUBHO20 OUUWeHHST OPOHXIATbHO20 Oepesa 8i0 8's13k020 MoKpomunHs npu MB.
Cnio nam'smamu, wo xeopum MB npomunokazani 3acobu, wo npucHiyylOmb Kauielb, 30Kpemd
npenapamu 3 000a8aHHAM KOOeiHy. Bci cnocobu po3pidcents MOKpomu HeoOXiOHO NOEOHYy8amu 3
BUOANICHHAM ii 3 OUXAILHUX WLTAXIB, BUKOPUCTNOBYIOYU KIHe3Iimepaniro.

JOBI'OTPUBAJIE JIIKYBAHHA ASUTPOMILIMHOM

IcHYIOTH 1Ba OCHOBHI MTOKa3aHHS 3aCTOCYBaHHS a3UTPOMIIIMHY:

a) SK 3BUYAHHUM aHTUOIOTUK s JIIKyBaHHS 1H(EKUiH AWXaTbHUX LUIAXIB, OCOOJIMBO, SKILO
PO3MIISIIAIOTHCSA MIKOTUIa3MHU 200 XJIamifdii.

0) AK JOBrOCTPOKOBUN MPOTH3aNaibHUI 3acid, Xxoua MeXaHi3M Horo il HeBimoMuid. JlocmimkeHHsS
nokaszytoTe mnominmenHs O®B1 (cepeaniit 5,5%) 1 3HM)KEHHS BUKOPHUCTAHHS MEpPOpPaIbHUX
aHTuOioTukiB. [Ipemapar BBakaeTbcs e(PEKTMBHMM Yy BUNaAKax 3 1 0e3 XpoHIYHOI 1HGeKuil
cuHbOTHIKHOT nanmyku (Pseudomonas).

Kpurepii ans tpuBanoro Buxopucranusi: /lyxe cxoxi Ha kputepii mis [IHKasu 1 nmoBuHHI
BKJIIOYATH B ce0€ MAIl€HTIB, Y SKUX HE CIIOCTEPIrajocs MOJIMIIEHHS MICAs 3 MICAIIB TPOOHOTO
nikysanns J{HKa3oro.

JosyBanus: 250 mr oquH pa3 Ha aeHb (<40 xr) abo 500 mr onuH pa3 Ha JAeHb (>40kr) Tpu pa3u HA
THOKJEHb (ITH Cp IIT)

Ouinka Bignosiai: [TouaTok aii BiAOyBaeThCsl MOBUILHO (HE MEHIIE 2 MICALIB) 1 MiHIMYM 4 Mics,
Kpallle MPOBOAUTH MPOOHE JIKYBaHHS MPOTAToM 6 MicsAwiB. SIKio Oyna Mo3UTUBHA BiJINOBI/b, TO MU
PEeKOMEHAYEMO  3HHM3WTH  4acTOTy  TOpUAOMYy 1  TNpUAMaTtd  mpemapar  TUIBKH B
MIOHEIIOK/cepeny/m' ITHULIIO.

Ilo0iuni edgexTn: TeopetnyHo, nopymeHHs: (YHKIIT NEUIHKH 1 IBOCTOPOHHINA IIyM y ByXax, Xoya B
X0l TOCHIJKEHHS MOPYIIEeHHs (PYHKIIT MEeYiHKU crocTepiranocs TUIbKH ouH pa3. [lediHkoBi mpolOu
MTOBUHHI BUKOHYBATUCS B Oy/ab-gKUil yac, 3a01p KpOB1 BUKOHYETbCS 3 IHIIMX MPUYUH 1 JUIsI LIOPIYHOT
ouinku. CliJy yHHMKAaTd JIOBIOCTPOKOBOTO 3aCTOCYBAaHHS a3UTPOMILMHY Ta EpUTPOMILHUHY
(IpOKIHETHUKM) dYepe3 MOXJIMBI JOJAaTKOBI MOOIUHI edekTn. Y JiTepaTypi BHCIOBIEHO KUTbKa
no0OI0BaHb MIOAO A3UTPOMIIMHY, SKHH i€ SK MOHOTEpallis Npu JIKyBaHHI HETYOEpKYJIbO3HHX
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MIKOOAKTEpiil, X04a, BUBYAKOYM HaIlll BJIacHi naHi Ta gociimxkeHHs B CIIA, Mu He BHSBUIN HisSIKOTO
MiABUILEHOTO PH3UKY BHIUICHHS HETYyOepKYIbO3HUX MIKOOAaKTepiii y Maii€eHTiB, MO0 NPHIMAaIOTh
azuTpominuH. HacripaBii, MU BUSBWIJIH, IO JOBFOCTPOKOBHH MPUIOM a3UTPOMIIIMHY MOXE 3HU3UTH
PH3UK NOSBU HETYOEPKYIhO3HUX MiKOOAKTEpii.

Ha mouarky JiKyBaHHS a3UTPOMIIMHOM HEOOXITHO TPUNHATH PIMICHHS MO0 TPUITMHEHHS
npodinakTuyHOro (GIyKIOKcanuiaiHy a00 KOaMOKCHKIIABY, SKIIO HEMAaE€ BAaroMHX MPHYUH IS
MPOJIOBXKEHHS iX mpuiioMy, TOOTO, SKIIO BaM BIJIOMO, IO Y MaIli€eHTa € OpraHi3MH, CTIHKI 10
MaKpOJTiJIiB.

TPUBAJIE BUKOPUCTAHHA IBYIIPO®EHY

Cystic Fibrosis Pulmonary Guidelines Chronic Medications for Maintenance of Lung Health.
Peter J. Mogayzel et al., 2013

v Jnsa namientiB 3 MB BikoM Mix 6 1 17 pokiB 3 ODB1> 60% nporao3oBaHoro,

Acomianis MB pexkomeHye TOCTiiiHE BHKOPHCTaHHS IEPOPAIBHOrO i0ympodeHy 3 IOCATHEHHSIM
nikoBoi KoHHeHTpaii 50-100 Mr/mi y mina3Mmi KpoBi, 100 CIOBUIBHUTH BTPATy (YHKIIIT JIET€Hb.
Pigenwv doxasie: B. Kopucmo 6i0 euxkopucmanns: nomipna. Cuna pekomenoayii: B (pekomenoyemucs
OJis1 DYMUHHO20 BUKOPUCMAHHS).

v Jlnst moneii 3 MB Bikom 18 pokiB i crapmie Acorianiss MB BBakae, 1110 J10Ka3iB HEIOCTaTHBO,
mob pekoMeHayBaTh abo He PEKOMEHIYBAaTH TpPUBAJIEC BHUKOPUCTAHHS IMEPOPAIBHOTO i0ympodeny,
1100 CIOBUILHUTH BTpaTy (QyHKIIT JereHb ab0 3MEHIIUTH KUIBKICTh 3aTOCTPEHb.

Pigenv ooxazise: C. Kopucmv 6i0 euxopucmanusa: eiocymus. Cuna pexomenOoayii: I(moxasiB
HEJIOCTaTHBO).

['pynTyrounces Ha orsial riTeparypu, KomiteT Acomiamii MB Bu3Havae sikicTh JOKa3iB Ta KOPUCTH Bif
BUKOPUCTaHHA BEIMKHX /103 10ynpodeny /s aiteit 6-17 pokiB SIK HOMIpHUH.

Uepes Opak mgaHux 1o 3acTocyBaHHIO 10ympodeny y ocid 3 MB 3 18 pokiB abo crapiie, KOMITET
BBaXkae, 1110 OyJI0 HEAOCTaTHRO 1H(pOpMaIlii, 100 3pOOUTH peKOMEHJalii Ul JOPOCIOro HaceIEeHHS.
JocnigkeHHss 1o BIUIMBY 10ynpodeHy Ha MIrpauilo HeMTpoQuliB MNPUIYCTKAaOTh, 110 MIrparis
HeHTpo(dinmiB 30UIBIIYETHCA, a HE 3MEHIIYETbCS NPU HU3BKUX CHUPOBATKOBUX KOHLEHTpAIisX
10ynpodeny. IlinTpumky koHueHTpaiii i0ynpodeny B cuponartiii 50-100 Mr / M1 citin BBaXaTH OJHUM
3 KJIIOYOBHMX acCHEKTIB Teparii 10ympodeHOM, L0 NMOBMHHO OYyTH BKIIOYEHE Y Cy4yacHi KIIiHIYHI
peKOMeH1atii.

Komenmap pobouoi epyn: V 36’a3Ky 3 pusukom po3eumky noOiYHUX eghexmie ma HeMONCIUGICMIO
3abe3neuennss KOHMPONIO KOHYeHmpayii npenapamy 6 Kposi poboua epyna He peKoMeHOYE
NPUHAYEHHSL BUCOKUX 003 10YNpogheny.

TEPAIIIA MOAYJIATOPAMMU TPBEM IBAKA®TOP

European Cystic Fibrosis Society Standards of Care: Best Practice guidelines. Alan R. Smyth et
al,. 2014

CydacHe JIKyBaHHS CIIPSMOBAaHE, FOJIOBHUM YHWHOM, Ha CUMIITOMHM, SIKI BHUKJIMKAIOTHCA JEPEKTHUM
reHoMm, Toji Ak (apmaxoreparis TPEM noBuHHA MiBUIIMTH €KCHpeCiio O1IKa HAa MOBEPXHI KIITHH,
abo miaCWINTU Horo (yHKIUIO 3a JIONOMOIOI0 MEBHHUX IpernapaTiB. Taka cTpareris JiIKyBaHHS MOXe
BHECTH JIOKOPiHHI 3MiHHM B PO3BUTOK, 200 HaBITh 3yIIMHUTH MPOLIEC XBOPOOU. 3apa3 BUBUAIOTHCS Pi3HI
npenaparu, HaiijaeHi Ha cnenudiuni ktacu TPBM nedextis. Ha chorogHi TUTBKM OHI JTIKU MOKa3aIu
SBHY KJIIHIUYHY e(eKTUBHICTb. [BakadTop - 3aci0, noreHirorounii TPEM, BUBUaBcs pu peryasTOpHii
myTariii G551D: BiH He TUIBKM TOJIETTIYBaB 10HHUW TPAHCIOPT (110 MPOSIBUIIOCS 3HMKCHHSIM PIBHS
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XJOpUAY B TIOTI), aje ¥ TOKpallyBaB Taki KJIIHIYHI MOKAa3HUKH, K (QYHKIA JereHb. EdexkTuBHa
BEJIMYMHA 3MIHHU JIETEHEBOI (PYyHKIIT MepeBHIIMIa 3MiHY, IO CHOCTEpiranacs mpu Oyab-sSKid 1HIIIN
JOCTYITHIN TMali€eHTaM cborojHi Jikapchkiit Tepamii CF. Xoua 111 MyTariisi BUSABIISIETbCS MEHIIIE HIK Y
5% y BchOMY CBITI, iBaka)TOp MiATBEPIKYE MPUHIUIIOBY MOXKIHUBICTh YCHIIIHOI (hapMakoTeparii
TPBM. V¥ namienriB 3 myTarttiero G551D iBakadTop mOBHHEH CTaTH YaCTUHOIO CTaHIAPTY JOTIOMOTH.

Clinical Guidelines: Care of Children with Cystic Fibrosis. Royal Brompton Hospital.
S. Alexander et al. Endorsed by the Medicines Management Board of Royal Brompton &
Harefield NHS Foundation Trust. 2014

Y rpyasni 2012 poky iBakadrop O0yB cxBanenuit NHS BenukoOpuranii 1j1s KIIHIYHOTO BUKOPHCTAHHS
y mnamieHTiB 3 MB Bikom 6 pokiB 1 Bullle 3 npuHaiiMHI OgHUM ek3eMiuisipom G551D myramii. Beim
BIJIMOBIHAM TIAIIEHTaM B HAIII{ KIIiHIII OyJIO PO3MOYaTO JiKyBaHHS [IUM MEPOPATLHUM MPENapaToM,
KU MPU3HAYSHUH JJIs1 TOBTOCTPOKOBOTO O€3MePEPBHOIO 3aCTOCYBAHHS.

MexauizMm aii

IBakadTop (KalydecoTM) 1€ HU3bKOMOJIEKYISIPHUM JIIKApChKUiA 3aci0, sIKUM 3B ;13y€Tbc;1 3 TPEM Ha
MOBEPXHI KIITHHU 1 TPHU3BOAUTH 0 BIIKPHUTTS KaHAIYy - TpaHCHOpTepa JUisl 10HIB XJopy (Ie
HA3MBA€EThCS «OTEHIIOBaHHs»). Kiac 3, «mmoporoBa» myrallis 03Hauae, M0 KaHAIH BiIKPUBAIOTHCS
HE/IOCTaTHBO YaCTO, 1 KOJIM BiIKPHBAIOTHCS, TO BIIKPUTI MPOTATOM OLTBII KOPOTKHX IEpiOJiB Hacy.
Haitnomupenimi 3 Hux - G551D. Ile rpyma, B sikiii eeKTUBHICTh JIKapCHKOTO 3aC00Y CIIOYATKY
niarBepmkena. ®Paza 3 BumpoOyBaHb mMokazana 3HayHe nouinmenHs OPB1 (6muspko 16-17% Bin
BHXIJIHOTO PiBHS), 3HUKCHHS 3arOCTPEHb, 3HAYHUN MPHUPICT MACH, 1 3HaYHE 3MEHIICHHS KUIBKOCTI
XJIOpPU/IIB Y TOTI (4acTO B IpaHUYHOMY, a00 HaBiTh HOPMaJbHOMY Jiama3oHi). Haiibinem mommpena
mytauis MB, F508del, npusBoauts no nosisu CFTR Oinka, sikuii He JOXOIUTH 10 MOBEPXHI KIITHH 1
ICHYIOTbH SIBHI JIOKa3H TOTO, IO IIei MpemnapaT He € HeeeKTUBHUM SIK €IUHUI 3aci6. BunpoOyBaHHs
MPOXOJIATh Ha HemoporoBid mytamii G551D 1 R117H, ane B manuit yac mpemnapar He JIiIIEH30BaHUN
JUTsl BAKOpUCTaHHs 3a Mexkamu G551D.

Komenmap pooouoi zpynu:
Cmanom na 01.04.2016 nikapcokuti 3acib 3 MIXCHAPOOHOK HEeNAMeHMOBAHO HA36010 i8axkaghmop 6
Ykpaini ne sapeecmpoesano.

ASPERGILLUS FUMIGATUS

Aspergillus fumigatus - ne rpubok, skuii pocre npu 37°C, i copu MarOTh TaKWil pO3Mip, 10 BOHH
OCIJJalOTh B JIUCTAJIbHUX JUXAJbHUX MUIsAXax. ['pMOOK BHUALISE BENMKY KUIBKICTh TOKCHYHHX 1
aJIePreHHUX EK30MpOJYyKTiB. ICHye Benmka KuUIbKicTh HposiBiB mpu MB. 3BuuaiiHO AiTaM pansarth
YHUKaTH NpPUOMpPaHHS CTa€Hb, 1 SKIIO BOHU HAMNOJATAalOTh HAa BEPXOBIH 311, TO MPOBOAMTHU ii
HEOOX1THO Ha BiIKPUTOMY HOBITPI.
1. Anepriunmii GponxosiereHeBuil acnepriibo3 (ABJIA) € cepiio3HOI0 MOTEHUINHOI MPUYUHOIO
MIOIIKO/KEHHS JIETeHb 1 € momupeHuM pu MB (momupenicts konuBaeThbes Bif 0,6 1o 11%). Panne
BU3HAUEHHSl 3aJI€KUTh BIJ CKPUHIHTY 1 BHCOKOI KIIHIYHOI HAcTOpPOXKEHOCTi. € TMOOAMHOKI
MOBIIOMJICHHSI TIPO KapTUHY 3aXBOpIOBaHb, cXx0Ky Ha ABJIA, ski € yCcKJIaAHEHHSM IHIIMX IITaMiB
Aspergillus Ta inmux rpu6is, Takux sixk Scedosporium apiospermum.
JliarHocTHYHI KpuTepii - AiarHOCTHKAa MOKE€ BUSBUTHCS CKJIAQJHOIO, TOMY II0 B KOHTekcTi MB
OUIBLIICTh BEUKHUX 1 MaJMX KpUTEpiiB Moxke OyTh NO3UTHBHOIO mpHu BiacytHocti ABJIA. B
HETHUIIOBUX BHUIAJKaxX BCIX a00 AEAKHX 3 LUX KpUTepiiB Moxe He Oyru. Tomy miaTpuMyiTe BUCOKUI
1HJEKC HACTOPOXKEHOCTI, 1, SKILIO Y BaC BUHUKJIM CYMHIBU, OOTOBOPITH CBOT MUTAHHSI 3 KOHCYJIbTAHTOM.
Kuiniuni nposim -

— 30uIbIIeHHS] OPOHXOJETEHEBO1 0OOCTPYKIIi/BIICYTHICTh TPYAHOTO KaIlLUTIO/CTUCKAHHS y TPYISX,

0COOJIMBO SIKIIIO HEMAE peakIlii Ha aHTHOIOTUKY 1 Ha THTAJIALIIHI TperapaTH.
— JluxomaHKa i He3Iy>KaHHS.
— T'ycra MokpoTa 3 KOpUYHEBUMHU 200 YOPHUMH OPOHXIaJIbHUMH IHJIIHIPaMHU.
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Jocaigxenns
OcHosHi kpumepii
— Pentren rpyaHoi KIiTKH, JiereHeBl iHGLIbTpaTH> 1 M B IiaMeTpi 1 cerMEHTapHUI KOJIarlC.
— Bucokuii BmicT IgE anTHTIN B cupoBatii - 0COONMMBO Pi3KU OCTaHHINW 4-KpaTHUW PICT BHILE
500 MO/min, sIKui 3HMXKYETHCS TIPH JIIKYBAaHHI MTPEIHI30JI0HOM.
— Bucokuii muromuii BMicT IgE aHTHTIN acmepriyuii B panioalieprocCOpOCHTHOMY aHaTi3i.
Hopmansne 3nauenns <0,35 MO/mn moxe nigastucs g0 10-100x npu ABJIA.
— Tosutunauit IgG acneprimmum (ICAP)> 90 - mo3utuBHa mpu MB.
—  Eosunodinis (> 0,4 x 10%m).
— Tlo3uTHBHA mKipHA iH'eKIiliHA Mpo0Oa HA AaHTUTEH acnepriyum (3 MM> KOHTPOJIb).
— PeBepcuBHuii 6poHXOCHa3M.
— enTpanbHuii OpoHXOEKTA3.
Jlonomioxcui kpumepii
— « Kymbsrypa Aspergillus fumigatus B mokpoti (NB 3naiimenuit B 30% BCiX Malli€HTiB 3
MYKOBICITI030M).
— * Kopru4HEeBi/4OpHi 3TyCTKH B MOKPOTI.
— e 3ami3HiJa peakKiis Ha MKIpHUH TECT.

Komenmap pobouoi cpynu:

Ha momenm po3pobku oOanoi adanmosanoi KuiHiuHOI Hacmanou e6uzHavenHs IgE awmumen
Aspergillus fumigatus paodioanepeocopoenmuum ananuzom 6 Ykpaini He npoeooumvca. [lkipni
iH'exyiuni npobu na anmueen Aspergillus fumigatus 6 pymunHill KUHIYHUL NpaAKmMuyi He
BUKOPUCMOBYIOMbCAL.

JlikyBaHHs

Koprtukocrepoinu nepopajbno. [IpenHizonon maeTbest BpaHIli micis ki (0€3 KUIIKOBOPO3UYUHHOT
00OJIOHKH, OCKUIBKM BiH TOJMI TipIIe 3acBOIOEThCS Yy MaulieHTiB 3 MB), 3a3Buuaii: 2 Mr/kr/neHn
MPOTATOM 2 TUXKHIB, MOTIM 1 MI/KI/A€Hb IPOTATOM 2 THXKHIB, MOTIM | MI/KI/A€Hb, POTIrOM JBOX
THkHIB. [IOBTOpHO OMLIHITH KITIHIYHY BiANOBiAb, PeHTreH rpyaHoi kimitku 1 IgE. 3ayBaxkumo, mo B
JesIKMX BHIIAJKaxX, J€ CIIOCTEpiracTbes moiinmieHHs, IgE He magae, TOMy HEOOXIHO 3aCTOCOBYBAaTH
JKyBaHHSA K JJIs nalienTa, mo He Mae piBHs IgE. Jlo3a moTiM nocTynoBo 3HMXKYETHCS MPOTATOM 4-6
MICSIIIB Ha OCHOBI1 KJIiHIYHOI BiAmoBial Ta IgE. Penuaus € 3BUuaiitHuM SIBUIIIEM TPOTATOM 2-3 POKIB
micng 1-ro emizomy 1 yacTe 3acTOCYBaHHsS BHCOKHX J103 CTEpOifiB OyBae HEOOXIHUM MPOTATOM
TpuBanoro yacy. [Io6iuHi edexkTH BiA 3aCTOCYBaHHSI CTEPOiJiB OOTOBOPIOIOTHCS B PO3/UIL BHILE.
3aMiCTh HUX MOXKHa 3aCTOCOBYBATHM €KBIBAJEHTHI JI03M JeKcaMmeTa3oHy. Jleski jikapi NMpU3HAYalOTh
IHTQJISIIIIHI 1 aep030JIbHI KOPTUKOCTEPOiin, ajie MU IILOTO HE pOOMMO - HEMA€ HIAKUX MIJICTaB I iX
BUKOPUCTaHHS.

IMnynbcHe JikyBaHHS MeTHJNpeaHi3o0HoM. Lleit MeTon € mpuBaGIMBHAM JUTSl TAIIEHTIB, SKI HE
JTOTPUMYIOTBCS PEXUMY JIIKYBaHHA 1 MOXK€ MaTH MEHIIEe MNOoOIYHuX e(eKTiB, aje 3a paxyHOK
NOJJaTKOBUX He3py4yHOcTed. MU BHUKOPHCTOBYEMO B/B MeTWINpenHI3070H 10-15 Mr/kr oguH pa3 Ha
JIeHb MPOTATOM 3 JIHIB KOXEH MicAllb, MaKCUMalibHa A03a - Ir. Lle snikyBaHHS, SIK MPAaBUIIO, TPUBAE
MpoTSroM 3 MicAIIB, ajle MoXe OyTH TMpOJOBXKEHO B 3aJEKHOCTI BiI peakiii. PimenHs mpo
3aCTOCYBaHHS TaKOTro JIIKyBaHHS HEOOXiJTHO OOrOBOPIOBATH 3 KOHCYJIBTAHTOM, ajie LIed BapiaHT CTae
HaWOUIBII ONITHUMAJILHUM IS Hac.

ITpakona3o.a 3a3Buyail BUKOPUCTOBYEThCS A JlikyBaHHS ABJIA B moeaHanHi 3 nepopaibHUMHU abo
BHYTPIITHFOBEHHUMH KOPTHKOCTepoinamu. Harmre BiacHe MOCTiIKEHHS MMOKa3ye, M0 MPH 3BHYANHUX
7103aX JKOJHA JWTHHA HE Maja 3apeecTPOBAaHMX ITOKA3HUKIB KpOBi. 3 1i€i NMPUYUHU MU JAEMO
CTaHJApTHY 103y JBa pa3u IIOMHS, a HE pa3 Ha JeHb. [lamienTam momnoamie 12 pokiB 1ar0Th 5 MI/Kr 2
pas3u Ha 100y (Makc 200 mr B p/n), abo crapme 12 pokiB 200 mr 2 p/n nepopajibHO (KOHTPOJIIOBATH
(YHKIIO TIEYiHKK) 1 MPOJOBXKYBAaTH, TOKH BOHHM 3aMIINAIOTHCA Ha crepoigax. OCKIIbKH Karcyiau
MOTaHO a0COpPOYIOTHCS, 3aMUBANTE TX YMMOCH IMiJKUCICHUM (HAIPUKIIA] KOKA-KOJIOK, aleIhbCHHOBUM



77

COKOM) 1 3aimaiiTe. SIKIIIO MOXJIMBO, BUKOPUCTOBYWUTE PIIKYy KOMITO3HILiIO, sIKa aOCOpPOYy€EThCs Kpalle,
X04a, 4epe3 Ay)Ke TipKHil CMak, MallieHTH MOXYTh BiAMOBUTHCA NpuiiMaTh 1i! Pinmuny nmpuiiMaTé Ha
MTOPOXKHIN IMUTYHOK.

[TpunuHiTF TpPUIOM paHITUAWHY/OMENPa30dy, SKIO L€ MOXIJIHWBO, IJs TONIMIIEHHS a0copOrii.
OyHKIIOHATBHI MPOOM TICYIHKM TOBHHHI BHKOHYBATHICS 1IOpa3y, KOJMU KPOB OEpeThbCs Is
noBropHoro Bu3HaueHHA ABJIA MapkepiB, B iHIIOMY BUIAAKy poOiTH iX NMpU TpUBAJIOMY Kypci
JIKyBaHHS, HAIPUKJIA, HE MEHIEe, HDK depe3 1-2 wmicsil, abo AKIIO € icTopis TUChYHKINT MeYIHKH.
NB! Moro Takox HeoOXiJHO JaBaTH THM, XTO MPHUiiMae IepOPaIbHi cTepoiny (3 Gymb-AK0i IPUUNHN),
SKIIO0 € OyJb-fKl MiJ03pH Ha CYNYTHIO 1H(EKII0 aclepriuid, MOKW BOHU IPHHUMAIOTh CTEPOiIH.
OcrepiraiiTecss JTiKapcbKHX B3a€MOJiH, HANMpPHUKIAA, 3 pUpaMIIIMHOM, OMENPa30JOM; IHTAJSIIIHI
KOPTUKOCTEPOi MOXYTh BUKJIMKATH aJpEHAIbHY CYIPECII0, SKIIO Mall€HT TaKoX IpuiimMae
ITpakoHa301.

Pisni impakonasony

Mu OinpIre He BUMIPIOEMO piBHI iTpaKoHa30uy perymsipHo. OmHaK piBHI MOKYTh OyTH BCe K BKa3aHi,
SKILO € NOOOIOBAHHS, 1110 MAIIEHT HE pearye Ha JIIKyBaHHs HaJeKHUM YMHOM; 110JJ0 TOKCUYHOCTI; a0o
SKIIO BBOJSATHCS B3AEMOJIIFOUI Mpenapatd. Y 3B'A3Ky 31 3MIHOI METOJHMKH 00poOkH, Oynb Jacka,
3BEpHITH yBary, 1o 3apa3 MoTpiOHO BKa3yBaTH 3aJIUIIKOBI PiBHI.

— TIIpoOy 3 MiHIMaJIBHOIO KOHIICHTpPALIEK IpenapaTy HeoOXiTHO OpaTH Micis TOro, SK MaIli€HT
npuiiMae Tpenapar npuHaiiMHi 14 OHIB (SK MpaBWIO, Bi OCTaHHBOTO 3a00py KpOBi 10
BHITHCKH)

— Jliana3zon: BuxigHa monekyna: 0,5-2mr/i i 3aranpHa 1-4mr/n

— 1 M cupoBaTku B 3amieueHiil KpOBi y BAKyyMHOMY BaKyTelHepi

BopukoHna3o.1 - 11e HOBHI NepOpaIbHUIN MPOTUTPUOKOBHIA aHTUOIOTHK, KUK Ma€e Kpamry abcopOiriio,
HDXK 1TpakoHa30I 1 He 3anexuTh Big pH nutynka. ToMy, BiH Moke OyTH KOPUCHHUM sIK 3aci0 2-1 miHii
JUTS TIAIIIE€HTIB, SKi HE BIAIOBUIM HA JIIKYBaHHS a00 HE MOXKYTh IEPEHOCUTH ITPAaKOHA30J JIBa pa3u B
nenb. HenaBHiit ayaut itpakoHasony y niteil B KopomniBebkiit mikapHi BpomnTona nokasas, mo 6araro
MaIIE€HTIB HAa HU3bKIN 7031 iTpakoHazony (5 mMr/kr 1 p/a - makc 200 Mr) He JOCATHYJIM TepaneBTUYHUX
piBHiB. Tomy, mepea 3amMiHOIO Ha BOPMKOHA30J Y TMAlli€HTIB, SKI HE pPearyloTh Ha ITPaKOHAa30Jl,
nepeBipTe 1 NnepekoHairecs, yn OyB piBEHb ITPAKOHA30J1y TEPANEBTUYHUM. SIKIIO HI, PO3IJISHBTE
CMOYaTKy 30UIbLICHHS 103U. BOpHKOHA301 Ciifi MOYMHATH TUIBKM 3a 3rOA0K0 KOHCYilbTaHTa. [Ipu
BBeJIeHHI B mepiog roctporo ABJIA, Hamaj KynipyeThcsi, KOJIM HPUIIHUHSAETHCS MPUIOM CTEPOiliB.
Perynspni (momicsiuHi) (GyHKLIOHATIBHI NMPOOM TMEYiHKK € OOOB'SI3KOBHUMHM, 1 IPO HHUX HE MOXKHA
3a0yBatu. [10614HI eeKxTH He € PIAKICTIO 1 BKIIOYaI0Th, 30KpeMa, BTpAaTy BOJIOCCS 1 CBITJIOUYTIUBICTD
HIKipY (AaBaiiTe Mopajy Mpo 3aXKCT BiJ COHIS). AHATOTIYHO 111010 ITPAKOHA30Jy MOBILAOMIISAIIOCS PO
aJpeHallbHy CYNpecil0 y XBOpPUX Ha BOPUKOHA30J1, SKI TaKOX NpUAMaIM IHTAJALINHI
KOPTUKOCTEpOiM. MM HE BHMKOPHCTOBYEMO BOPHKOHA30JI BHYTPIIIHBOBEHHO, ajleé TpHUBaje B/B
3acTOCyBaHHs (> 6 MICAIIIB) piIKO OyJIO TIOB'SI3aHO 3 PaKOM IIKIPH.

Pigni eopuxonasony

— Moxe O6yTH B3siTa Mpo0a KpoBi 10 BBEJCHHS Mpenapary IMicis TOro, K NalieHT npuiiMae Horo
He MEHII 3 IHIB

— Jlianazon: 1,3-5,7 mr/n

— 1 M cupoBaTku B 3anieueHiil KpoBi Y BaKyyMHOMY BakyTelHepi

ITo3akoHa3041 € ajdbTEPHATHUBOIO, KOJM BOPHKOHA30Jl HE MNEPEHOCUTHCS, 1 BIH Ma€ BHUpIlIAIbHE
3HAYEHHS JJIS JIIKYBaHHA MAalieHTa 3aco00M Apyroi JiHii. PiBHI B KpoBI HEOOXiAHO MEpPEBIPUTH Ha
noyatky Tepamii. BiH He minen3zoBaHui ans agited g0 18 pokiB, Tak IIO pilleHHS Opo HOTo
BUKOPHUCTAHHS Y AITEH OUIBII CTAPIIOTO BIKY APUUMAE KOHCYIbMAHM.

Komenmap pooouoi epynu:
Cmanom na 01.04.2016 nikapcokuti 3acio 3 MidCHAPOOHOI HENAMEHMOBAHOI0 HA36010 NO3AKOHA30] 8

Ykpaini ne sapeccmposano.

Aeposonsauii amdoTepuuH (HETIMOCOMaTbHNN) MOXKE BUKOPHCTOBYBATHCS B CKJIAHUX BUIIAIKaX B
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no3i 5-10 mr paBiui Ha geHb micas  ¢izioreparii (IpoOBEediTH MEpeBipKy Ha OpoHXocmasM 1
BUKOPHCTOBYHTE OpOHXOJITHK Tepell BHUKOPUCTAHHSIM Iperapaty). Skmo #oro HeoOXigHo
BUKOPHUCTOBYBATH, a JWTHHA HE MEPCHOCHTh HOPMAIbHUN aM(OTEPHUIIMH, PO3TJISIHBTE MUTAHHS PO
BUKOPUCTAHHS aePO30JIbHOIO JHIMOCOMAILHOTO aM(OTEpUIIMHY; 3BEPHITH yBary Ha HOTO BHCOKY
BapTICTh.

Immi  migxomm: IHOAI MM BHUKOPHUCTOBYBaJIM TpHBaji Kypcd AMOI30My BHYTPIIIHbOBEHHO
(nmmocomanbHUK aM(pOTEPUIIMH) Y BUNAAKAX, IO HE IMAJAIOTHCS JIKYBaHHIO. BHYTpIITHbOBEHHMIA
Kacmo(yHriH TakoX MOKHA pO3TJSIaTH AK Tepamito Tperhoi minii. Lli mpemapatu € noporumu i
HE3pYYHHUMH, a 1X 3aCTOCYBaHHs 3aJIC)KUTh Bijl pIIICHHs KOHCYJIbTaHTa. AHTI-IgE MOHOKIOHaNBHE
AHTHUTUIO oMamizymald piKO MOXE PO3TJSAATUCS 1O 3aCTOCYBaHHS Ha OCHOBI MOBIAOMJICHB IPO
KJIIHIYHI BWITAJIKH, pIilleHHs NPUUMAE KOHCYAbmanm 1, I TOYaTKy, HEOOXIJHO OTpUMaTH
HiATBEpKEHHS (DiHAHCYBAHHS.

Komenmap pooouoi epynu:
Ambizom — mopeoea Ha3éa JNIKAPCbKO2O 3Ac00y 3 MINCHAPOOHOK HENameHmoOBAHOK HA380H0
ampomepuyun B.

2. IHui nposiBM acneprijibo3y JereHb

— Toit daxrt, mo Aspergillus fumigatus € npuunnoro Ounbin cepiio3znoro, Hixk ABJIA (Anepriunuit
OpOHXOJIETCHEBUI aCHEeprijib03) CTa€ BCE OUIBII OYEBUAHMM, CEHCHOLTi3amio abo MOCTIHHI
MO3UTHBHI OAKIIOCIBY MOB'SI3YIOTH 3 TIpIIMM IMPOTHO30M 3axBoproBaHHA. Lle cmin Opatu 1o yBaru
IPU MOBTOPHUX IO3UTUBHUX KYyJIbTypaX MOKPOTHHHS Yy JiTed, OCOOJMBO MpH XPOHIUYHUX
CHUMIITOMAaX, a TakoX skmo y mutuaua IgE> 150 i. Aspergillus RAST (panioaneprocopOeHTHHIA
tect)> 17,5. Takox y AiTel 3 XPOHIYHOIO ACMEPriibO3HOI0 1H(EKIIEI CIIOCTepIraeTbes OLIbIIe
3arocTpeHb. HeoOXiMHO pO3IIIIHYTH NPUHOM ITPaKOHA30Jly TPUBATICTIO | Micsip 1 OuTbIe
(piwenns  koncynomamwma). Inoni motpibeH  HeOymi3oBanuit  amdorepurmH.  OcraHHI
CIIOCTEPEKEHHS TOKa3ajiu, IO Yy CEHCHMOUI30BaHUX MiTel (IK BHU3HAYEHO BHUIIE) Kpalie
30epiratoTbcsl (DYHKIII JiereHb, SKIIO MpHU3HA4YeHI NPOTUrpUOKOBI mpenapatu. Tomy BapTo
PO3IIITHYTH BapiaHT Takoi Teparmii npu cencubimizaiii 1o Aspergillus, abo mo3uTuBHUX KyJIbTypax
MOCIBY, HaBITh SIKIIO XBOp0oOa aCHMITOMAaTHYHa.

— Moxe po3BUHYTHCS iHBa3MBHA XBOpoO0a, SIKii repenye MoripuieHHsl CUMIITOMIB 1 Iporpec TiHel Ha
PEHTTEHOJIOTIYHOMY JIOCIIIIXKEHH], 1HOJII 3 KaBITalll€l0, KPOBOXapKAHHSM 1 TUIEBPUTHUMH OOJISIMHU.
Takox MOXJIMBE MeTacTaTMYHE NOUIMPEHHS TIpUOKa y BaXKKO XBOPHX, IMYHOCYNPECOBAaHHX
(BKJIIOYArOYHM MALIE€HTIB HA CTepoinax), abo xBopux 3 HelTponeHieto. KT ckaHyBaHHS KOpUCHE JUIs
NiATBEP/KEHHS — JiarHo3y. Taki BHUNAAKW  BUIIPABIOBYIOTh  IApeHTEpalbHE  JIIKYBaHHS
JinocoManbHUM amdorepunHoM (AmOi13o0M) 5 Mr/kr/aenp mnpotarom 4-6 TwxkHIB. B/B
Kacno(yHI1H TaKOX 3aCTOCOBY€ETHCS SIK Mpenapar TpeThoi JiHii.

— MineroMa ayxe pPIAKO CIOCTEPIra€ThCsl MPU MYKOBICHIKO031, aje BUMAAKH OYIH OIHCaHI. Ii
HEOOXITHO MIJO3PIOBATH TPH BUSBIECHHI «CHUMIITOMY HIMOa» B TOPOXHHUHI 1 6-8 TO3WTHBHHUX
Aspergillus 19G. IliatBepnite 3a pomomoroto KT. JlikyBanHs mnepcoHiikoBaHe, OCKLIbKH
3YCTPIYAETHCS 3aHA/ITO PIIKO JJISl TOTO, 100 pO3POOUTH IHCTPYKIIIT.

— IHmi: Aminoinos - mi3He 1 qgyke piakicHe ycknaaHeHHss ABJIA i1 iHoxi MyKoBicIIHI03Yy. Horo cix
1703pIOBATH, SIKIIO CHOCTEPIraloThes MPOTEiHypis 3 HaOpsikamu (HeQPOTHUHUI CHHIPOM), 300,
rernaTrocIuieHOMeraiis, He MOB'sI3aH1 3 3aXBOPIOBAHHAM MEUIHKH ITPH MYKOBICHIHIO031.

IMoxa3anHsi V11 BHYTPIIIHBLOBEHHOT'0 JIiMOCOMAIBHOI0 aM(pOTepHLIMHY.

— JloBeneHwuii iHBa3UBHUH acTIepriibo3.

— Baxkuii, XpoHIYHMI 1 BaKKOBWJIIKOBHHMH acmepriibo3 Jjereb (y Tomy uuciai ABJIA), 3
MHOXMHHUMH NOOIYHUMH eeKTaMu BiJ 3BUYaiHOI cTepOiaHO1 Tepamnii. Piuennsa npuiimae minoku
KOHCYIbMAHM.

Scedosporium apiospermum

3 TOSBOIO MOJEKYISIPHUX METOJIB, 3apa3 OIIHIOEThCS BAXKIUBICTh I1HIIWX TPpuUOIB, Takl SK

Scedosporium apiospermum. Scedosporium € IpPYrdM 10 PO3MOBCIOKEHHIO TI'PUOKOM, SIKUH



79

BHJIUTAETHCS 3 CEKPETY MUXAIbHUX IUISAXIB MIPU MyKOBicIua031. KiiHigHI MposBU KOJIOHI3aIlli TOTaHO
BHUBYCHI, SIK MMPaBWJIO, BOHU HE TOB'SI3aHI 3 CUMIITOMaMH, ajie, SIK BiJOMO, BHUKJIHKAIOTh aJlePTidHHIA
OponxosiereHeBuld Miko3 (cxoxuit Ha ABJIA). Ilpu npuiiHaATOMYy pillleHHI NMPOBOJUTH JIIKYBaHHSI,
npernapaTamMu BUOOPY CTalOTh a30JH.

European Cystic Fibrosis Society Standards of Care: Best Practice guidelines. Alan R. Smyth et
al,. 2014

Sk cain aikyBaTh rpuOKoBi iH(eKLil i BaKKuii/penuIuByOYHi ajepriyduii OpoHXiT-j1ereHeBui
acneprinbos?

Aspergillus fumigatus, a Takos iHII TpUOKH 3a3BUYail BUABJISIOTHCS B MOKPOTI maitienTiB 3 MB. Xoua
HACJIIJIKU [OTO HE 30BCIM 3pO3yMii, OCTaHHI JiaHl BKa3ylTh Ha Te, mo A. fumigatus moxe misitu sik
MaTOTeH y JieskuX namieHTiB 3 MB [42]. ToMy KyabTHBYBaHHS MOKPOTHHHS TaIlieHTiB 3 MB moBuHHO
BKJIIOYATH OIIIHKY TpHOKiB. Asepriyauii OpOHXO-JIEreHeBUI acmepriibo3 - me no0pe BUBYCHE
YCKJIaJTHEHHS B MalieHTIB 13 MB, 1 BOHO MOBMHHO MEpeBIpATHCS Y OyIb-IKOr0 MAIli€HTa 3 KIITHIYHUM
MOTIPIICHHSM, KW HE IMiIIa€Thcs aHTUO10THYHIN Tepamnii [17]. [iarHOCTHYHI TECTH MICTATh: MIKIPHY
anepriudy mnpoOy, BusHaueHHs piBHiB IgE i cmerudiunoro mo Aspergillus IgE B cuposaTtii Kposi,
BU3HAUCHHS NMpeluiTHHIB cupoBatku 10 Aspergillus. Taki anasni3u moBUHHI OyTH AOCTYIIHI B KOXKHIN
ycraHoBi jonomoru npu MB. JlikyBaHHS: nepopaibHUN TPEAHI30J0H IUTIOC-MIHYC MPOTUTPUOKOBA
teparis [17].

JEIEHEBI YCKJIIAJIHEHHSA

VY narientis 3 MB Moke po3BUHYTHUCS Psiji YCKIIaJHEHb, K1 HE Ty’Ke€ 4acTo, alie BCe XK 3yCTPI4aroThCs,
i mearp MB moBuHen OyTu miaroroBieHW 1n0 ix Tepamii. Hukue NpOMOHYIOTBCS CTaHIApTH
JIarHOCTHKY 1 Tepamii IIUX yCKJIaJHEeHb, a TAKOX JOJIaTKOBI JpKepena iHhopMallii.

Aki kpawyii memoou mepanii Kposoxapkanusa y nayicumie 3 MB?

KpoBoxapkaHHs - 1le 3BUYaliHE YCKJIQAHEHHS, SIKe M0 TSHKKOCTI MOKE BapiloBaTH BijJ MI3€pHOTO J10
MAacCHUBHOTO, IO BU3HAUa€ThCsA K >240 miu/mody a6o >100 mui/moby mpoTsArom AEKUTbKOX IHIB [65].
JlupekTuBH 3 BeneHHs Oynu omyOmikoBaHi [64]. LleHTp mMOBMHEH JaTW MNAllieHTy 1 POAMHI YiTKi
BKa31BKH, KOJIM 3BEPTAaTUCS y pa3l KPOBOXApKaHHUS, 1 MIOBUHEH MPOBOAUTH PEKOMEHIOBAHY TEparilo.
Ha Bumagox cuibHOi KpoBOTE€Yi, LEHTP HOBHHEH MaTH JOCTYH JO I1HBa3UBHOI PEHTTEHOJOTri{
(manpukiaa, emOoizaliis OpoHXiaabHOI apTepii) Ta/abo TopakaabHOI Xipyprii.

Kposoxapkanus

Clinical Guidelines: Care of Children with Cystic Fibrosis. Royal Brompton Hospital.
S. Alexander et al. Endorsed by the Medicines Management Board of Royal Brompton &
Harefield NHS Foundation Trust. 2014

KpoBoxapkaHHs 3 NpOXXUIKaMHU KpPOBI YacTO 3yCTpiYaeTbCid MpU XPOHIYHIN 1HGekuii, ame Moxe
BKa3yBaTH Ha IOTIPIIEHHS CTaHy, TOMY BapTO 3pOOMTH MOCIBU 1 MPOBECTH KypC aHTHUOIOTHKOTEpatmii.
KpoBoxapkanHs noBuHHO OyTu nudepeHiiiioBaHo Bia remMatemesucy (OatoBaHHs KpoB'to). Jxepenom
€ MiCIISl 3 XPOHIYHUM 3alajeHHsIM TUXaJbHUX HUIAXiB. MacuBHe, psCHE KpOBOXapKaHHS BHACIHIJOK
pPO3pUBY CYIWHU MOXe OyTH HeOe3meuHWM sl KUTTS (3a3Buuaid >250 mi/24, ane oOcsr moHaj
MiBYAIIKK MpoTAroM 24 TOAMH, BUMarae TrocmiTtaiizamii). Bakke KpoBOXapkaHHS 3a3BUYail
CIIOCTEPITa€ThCS Y MAIIEHTIB 3 MOTaHOK (YHKIIEIO JIETEHB, ajle TAKOX TPAIUIIETHCS Yy TAIllE€HTIB 3
HOpMaJIbHOIO criipoMeTpieto. Lle Tpamisterscs y 1% mamieHTiB Ha pik. 3BUYaHUM MiCIIeM KpOBOTeUl €
3BUBHUCTI OpoHxiayibHi aptepii. [Ipu KpoBoXapkaHHI MPU MYKOBICIIM1031 MaM'ATaliTe PO MOKIUBICTh
JereHeBoi emOodIii, SIKIIO0 AUTHUHI BCTAHOBJICHHUU LEHTPaJIbHUNA BeHO3HUH KareTtep. I[laiieHT Moxe
BiluyBaTH OyJIbKaroue BITUYTTSA, K€ € HAAIMHUM CHMITOMOM, IO BKa3ye Ha MiCIle KpOBOTEYi.
[TamieHT Moxe OyTH OyXe HaIsIKaHUM, TOMY Horo mnoTpiOHO 3acmokoiTH. IlepBuHHOI0O Ii€l0 €
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peaHiMalris, SIKIIO € B IIbOMY HEOOXITHICTH (BKpai pinko). HeoOXimHO MOKIAcTH TalieHTa Ha OiK
(Oynbpkaro4a cTopoHa 3HU3Y) 1 JaTH KuceHb. He icHye 10Ka3iB, SKi MPOMOHYIOTh IPUITUHEHHS I0pHA3U
anbda, ane ko namientu npuiimarotk HIIII3, iX morpiOHO ckacyBath. TakoX HEOOX1THO MPHHHITH
pillIeHHS PO NPUIIMHEHHS BUKOPUCTAHHS TIMEPTOHIYHOTO PO3UMHY, SKIIO BiH BHKJIMKAE Oiiblle
Kanutro. MoskauBa HeoOXximHicTh anmanramii  (diziorepamii. HeoOXimHO NPOKOHCYIbTYBAaTUCA Y
¢izioTepanesra.

Komenmap pooouoi cpynu
Cnpasoicne KpogoxapkanHs HeoOXiOHO OugepeHyitosamu 6i0 CHIbOBYBAHHA KPOSI uepes Kposomeuy 3
Hoca, NPUKyc wik, abo Kpogomeuy 3 2I0MKU, CIMPABOX00Y YU ULTYHKY.

HocaixxeHHns -

— T'emorno0iH i TpoMOOIIUTH

— Koarynorpama

— [I'pymai pesyc daktop KpoBi

— baknociB xapkoTuHHS

— PenTren rpyaHoi KIITKM MOXe TMOKa3aTH HOB1 1H(INIbTpaTH, alle MOXKE HE MaTH 3MIH 1 Ja€ Majo
KOPHCTI B JIOKaJi3allii JpKepena KpoBOTeYi.

IHouaTkoBe JiKyBaHHS

— Ilpu3Haure mnepenvBaHHA KPOBI Ta CKOPEKTYiHTe AePEKTH Koaryismii mpu HeoOXimHOCTi (B/B
BiTaMiH K/cBi>k03aMOpokeHa I1a3Ma/KpionpenuITiTaT).

— lloyHiTh npuiOM BHYTPIIIHFOBEHHUX aHTHOIOTHKIB, BHMCOKI MEpOpalibHI J03M MpernapaToM,
CHpPSIMOBAaHUM MPOTH S AUreusS, MOBUHHI OyTH YaCTMHOIO CXEMH aHTHOIOTHKOTEparnii, He3aJIeKHO
BiJl IONIEPE/IHIX PE3YIIbTATIB MOCIBY.

— 3 O00epexHICTIO TPOJOBXKYWTE perymsapHy ¢izioTepamito, aje Kpame yTpuMaTHCS BiJ
NOIJIECKYBaHb MO Tpyasx HpotaroM 24 rogauH. L{g ymMoBa € BaKIMBOIO, TaKOX 3BEPHITHCA [0
Hamoro ¢izioTeparneBTa 3a peKOMEH/IAIISIMHU.

Honanbuie JikyBaHHS

binpuricTe KpoBOTEY NMPUIHUHATHCS Y BIANOBIAL HA 1€ JIKYBaHHS, OJHAK SKIIO MacHBHa KpPOBOTeuda

30epiraeTbcsi, a00 SKIIO BUHUKAE IOBTOPHA KPOBOTEYA MPOTATOM KOPOTKOro mepioay (IoJHS

npotsroM 7 nHiB 3 >100 M1 Ha 3/7 neHb) HEOOX1AHO PO3TIISIHYTH BBEACHHS:

— B/B BazompecuH iHOAI KOPUCHUH - MemiaTpuyHa a03a cTaHoBUThH 0,3 oauHUIBL/KT (Makcumym 20
onuHule) mpotsaroM 20 xBuwimH 3 HactymHuMm 0,3 on/kr/rox (MakcumyMm 1 OJUHUI/KT/TON)
npoTsiroM 12 romuH micis TOro, SK KpOBOTeYa 3YNHHEHA; BBEIEHHS IIpernapary MOCTYIIOBO
MPUITUHAETHCS MPOTATOM 24-48 rouH (MakCcUMajibHa TPUBAIICTh 72 roauH). Lle Moxe npusBectu
JI0 BOJHOI IHTOKCHKAIlil 1 BUKJIMKaTH OpoHXocmasM. B/B Tepminmpecun (mnst nmitei crapmux 12
pOKiB) Mae MeHIIe noOiuHuX edekris; mo3a (Bix BNFc (bputancekuii HarioHanbHUN (hopMysip
Ui Jiteit)) 2 mr, no 1-2 mMr koxHi 4-6 TOOUH 10 KOHTPOJIO HaJ KpOBOTEYel (MakcHMalbHa
TPUBATICTh 72 TOJIMH); BUKOPUCTOBYETHCS B OAMHUIAX VIS JOPOCIIHUX.

— bponxockormig - Ayxe piako OyBae KOpUCHA MpU TOCTPUX KpoBOTedax y AiTeil. ko Bu
pO3IIIsIIacTe MPOBECHHS ITi€T MPOIEAYPH, CIIOYATKY CIIiJl CPOOYyBaTH THYYKY OpPOHXOCKOIIIIO, a
MOTIM PO3IJISIHYTH JKOPCTKY, IMiJ] 3arajJbHUM Hapko3oM. I[IpM MacuBHOMY KpOBOXapKaHHI,
HeoOX1HO BiJipa3y MOYMHATH 3 KOPCTKOT OpoHXocKkomii. TeXHIYHO 1e MOXke OyTH CKJIaJIHO, POTE
MOKE JIO3BOJUTH BUAAIUTH 3TYCTOK (OCTepiraiitecss YCKIagHEHHA Yy BUIJISAL MMOJANBIIOL
KpOBOTE€Yl), MPOBEAITh TAMIIOHAAY Micld KpOBOTedli 3a Jornomororo karerepa dorapti abo
NPOBEAITh TE€MOCTa3 3a JONOMOrOI TPOMOIHOBOrO Kjeto, ab0 NPOMHMBAHHS KpHXKaHUM
(b1310JI0TTYHUM PO3UHHOM.

— CenextuBHa OpoHxiajbHa anriorpadgis Ta emOoJi3amissi MOXYyTb 3JIHCHIOBaTHCSA TUIBKU
JOCBiUeHUMH (axiBISIMU B BHCOKOCHEIIaJli30BAHOMY MEIUYHOMY LIEHTpi. YacTo BHUABISIOTHCS
YUCJICHH] pO3IIUPEH] 3BUBUCTI OPOHXIaIbHI apTepii, esKi 3 AKUX MOXKYTh TOXOAUTH 3 a0EpaHTHHUX
mxepen. PakTHUHE JKEpeso KPOBOTeUl BaXKKO BU3HAYHTH, ajieé B OCHOBHOMY BEeJMKI cyauHu (>2,5
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MM) eMOOI3YIOThCS 3 BUKOPHUCTAHHSIM TaMITOHIB 3 TeJ0 1 MHU pi3HUX po3mipiB. HeoOxigHO OyTH
Iy)e 00epeKHUMH, 00 YHUKHYTH eMOoIi3alii CriHaibpHOl apTepil (3 MOAAIbIIOK Maparuieriero)
Ta IHIIUX CUCTEMHHUX apTepiil. Hepinko crocrepiraroThes mocteMOoIizaliiai 060511, ki BUMararoTh
BUKOPUCTaHHSA HAPKOTUYHUX aHAJIBI€TUKIB Ta TpaH3uTOpHOI aucdarii. Lle He Bupinrye npobiemy,
a y 0araThOX IMAalli€HTIB PO3BUBAIOTHCS HOBI CYIMHH MPOTATOM JIEKLIBKOX MICAIIB a00 POKiB, SKi
MO>KYTh KPOBOTOUMTH 1 BUMAaraTy MoAajbIoi eMOosi3arii.

— JloBruii 4yac 3 JEAKMM YCIIIXOM BHKOPHUCTOBYBAJacs IMepopajibHa (opMa TpaHeKCAMOBOI
KHMCJIOTH TIPU TOBTOPHUX KpoBoTewax. Jloza 15-25 mr/kr 3 pa3u Ha aeHb. (MakcuMmayibHO 1,5
r/mo3a).

— IlepopanbHmuii aTeH0,10J1 OyB BUKOPUCTAHUI Ha OCHOBI HEMIATBEP/PKEHUX JTAHUX - 32 PIIICHHAM
KOHCYJIbTaHTA; IMaM'sTaiiTe, 10 HaBiTh ceIeKTHBHI BADB MOXyTh BHKIMKAaTH OpOHXOCIA3M.
[TouatkoBa n03a craHOBUTH (0,5 MI/KT OJTUH pa3 Ha JAcHb (MakcuMaiabHO 12,5 Mr pa3 Ha neHb). Jloza
MOXe OyTH 3MiHEHa, SIKIIO 11€ HEOOX1THO.

— Sk xpaiiHiii 3aXiJq MOKe TakoK OyTH BUKOHAHA JI00EKTOMisl.

ITneBmoTopakc y nauienris 3 MB

30epiraiiTe BUCOKUI piBEHb HACTOPOXKEHOCTI - PO3TIISHBTE A1arHo3, SIKIIO € HECTIOiBaHe MOTipIICHHS,

HE3pO3yMiJii 60IIi B TPYISX, 3arOCTPEHHS 33AUIIKU. Y Pa3i CyMHiBIB 3p00iTh peHTreHorpadiro rpyaHoi

KIITKH, ane Moxe 3HanoOuTucs KT i Bu3HaUeHHsS: ONTUMAaIbHOTO Micls IS PO3MIILEHHS IPEHAXKY.

YacToTa MHEBMOTOPAKCY 3pOCTa€E 3 BiKOM (B mijiomy 8%) i € MapKepoM TsKKOI XBOpoOu JiereHs. Bin

IIPUITYCKA€ TIOTaHUI MPOTHO3, 30KpeMa, AKILO JpeHak He Moke OyTu He3abapoMm BHIaJIeHUH. Y Bcix

BUIIQ/IKaX ITHEBMOTOPAKCY, HABITh HAWOUIBII HE3HAYHOTO, MAIiEHTA HEOOX1THO TOCHITali3yBaTH.

Hanpy>xenuii mHEBMOTOpaKC € HEBIIKJIAJHUM CTAHOM, 1 BUMAarae TepMIHOBOIO JIIKYBaHHS 3 IPYIHUM

JpeHa)keM, He3aJIe)KHO BiJ] AlarHo3y MyKoBiciuao3. [Ipu He3HAYHOMY MTHEBMOTOPAKCI, KM MPOTIKAE

0€3CHUMIITOMHO, MOYKHA TIIBKH CIIOCTEPIraTH 1 YeKaTu HOro BUPILIEHHS, OJTHAK y Malli€eHTa 3 TMOKCIE0

MOAIOHWIT BUTIK MOXE TPHU3BECTH JO JEKOMIIeHcalii. SIKIo y Talli€HTa CIOCTePIraeThbest

JieKoMIIeHcallis a00 BeTUKUI THEBMOTOPAKC, JIIKYBAaHHS BKJIIOYAE -

— Momnitopunr SpO2 i kucHeBy Teparito (nepeBipte Ha npeamet 3arpuMku CO2)

— MixpebepHuii rpyIHUI IpeHaKX.

— JlokanbHy aHECTe3110 1 MO/1ajbIly epOpaIbHy aHAIBIE3HIO.

— AHTHOIOTHKHM (3aCTOCYBaHHS B/B aHTUOIOTHKIB JOLUIBHO y BCIX BHIAJKax, KpiM HaWOLIbII
HE3HAYHUX [THEBMOTOPAKCIB).

— OOGepexna (Qiziorepamniss Moke OyTH NPOJOBXKEHA, MPOTE MOXIUBO Oy/e MOTPIOHO 3MIHUTH
TEXHIKY BHKOHaHHS (HE BUKOPHUCTOBYHWTE TMO3UTUBHUHA THCK BHIMXY MAacKu a0 TMepepuBYACTHI
NOJUX MiJ MO3UTUBHUM THUCKOM). PekoMeHnyeThcsl TTIMOOKE AMXaHHA 3 3aTPUMKOIO BIUXy. bynb
J1acKa, 00TroBOPITH 11 31 CTapLINM (i310TepaneBToM Y JikapHi bpomnToH.

— Sxmo autuHa BukoprctoBye BiPAP (1BopiBHEBUI MO3UTUBHUIN MOBITPSIHUN THCK), IIE MOXE OyTH
BaXXKUM 3aBJIaHHAM 1 0a’kaHO TUMUYAcoBO MpunuHuTH BiPAP.

JlereHi MOXyTb JIOBI'O PO3MPABIIATUCS, 1 SKILO MICIs TPHOX JHIB HEMA€ HISKUX O3HAaK PO3B'A3aHHS 3

MOCTIHHUM BHMTOKOM IIOBITpSl, HEOOXIHO TPOKOHCYJIbTYBaTUCA 3 Xipypramu (oOroBopuTH 3

KOHCYJbTaHTOM-TIEAlaTpoM). Y pa3l BIICYTHOCTI HpOrpecy, HEOOXITHO PO3TJISHYTH MOXIIUBICTH

MIPOBE/ICHHS omepalii. Y JesiKuX HeHTpax CMEepTHICTb csrae 50%, [KIIOo MalieHT Ma€e rPyAHUNA JpeHax

outemie 7 gHiB. Tak camo, dacto 3yctpivatorbes peruauBu (> 50% incunatepanbhi 1 10 40%

KOHTpJIaTepajibHi), IO MOTpeOyroTh NpoBeneHHs omnepamii. Ckiepo3yrounii 1uieBpoae3 ado

MJIEBPEKTOMIST  3pOOJIATh TOMANBITY TPAHCIUIAHTAIID BaXKOK, Xo4a HE € a0COJIOTHUMHU

NPOTHUIIOKA3aHHAMM JUId MailOyTHhOi TpaHcruianTaiii. JlokamizoBanuii aOpa3uBHMIA IUIeBpoae3 +/-

XIpypriuHa pe3ekiisi abo TOpaKOCKOIIYHUE 3IIUBaHHS OYyJUl Besle 10 MEHINOT KUIBKOCTI CIIalioK 1 TOMY

€ KpaImuM BapiaHTOM, KpiM BUIIAJKIB, KOJU TPAHCIUIAHTAIlIsS HIKOJIH HE MPOBOIUTHUMEThCS. [IneBpoes

PEKOMEHAYEThCS MPH MEPIIOMY IMCHUIATEPAIbHOMY PELUANBYIOUOMY IHeBMoTopakci. IIpoTsarom 2

THDKHIB TICJIS PO3B’SI3aHHS CIIIPOMETPisi 3a00pOHEHA.
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Takox mam'sTaliTe Mpo peKOMeHAaIil0 BpHUTaHCHKOTO TOpPaKaJIbHOTO CYCHUIHCTBA IMOJO IOJHOTIB
iCJI THEBMOTOPAKCa - PEKOMEH/IOBAaHUI TEPMiH yTPUMaHHS BiJl OJIBOTIB - 6 THXKHIB.

European Cystic Fibrosis Society Standards of Care: Best Practice guidelines. Alan R. Smyth et
al,. 2014

[THeBMOTOpaKC - 1€ YCKIQJHEHHS, SKE 3YyCTPIYaeThCs HAWJacTillle Yy TAIi€HTIB 3 BaXKUM
OOCTPYKTMBHMM CTaHOM auxaibHUX 1UsXiB [63]. Llentp MB mnoBuHEH BHUSBISATH BEIUKY
HaCTOPOXEHICTh J0 I[LOTO YCKIJIAJHEHHS y TMAII€HTIB 3 TOCTPUM 00JIeM y TPYASX 1 3aIUIIKOI0, 1 MaTH
MOJKITUBOCTI JIJIi TIOCTAaHOBKM JIarHO3Y 3 BHUKOPUCTAHHIM peHTrenorpadii (To0TO peHTreH ado
ToMorpadis rpyaHOi KIITHHHU). [MpEeKTUBU MO BeJeHHIO Oyiu OmMyOiKOBaHIi; IEHTP MOBHHEH MaTH
MOJKJIUBICTh HAJaHHS OCHOBHOI JOMOMOTH (TOOTO TIJIEBpallbHUN IpeHax, 3HeOomoBaHHs). s
MAI[i€HTIB, IKHM MOXYTh 3HaI00MTHCS CKiIaaHi mpouenypu (Hanpukiam, Video-assisted thoracoscopic
surgery (VATS)), ICHTp MOBHHEH MATH 3a34aJIeTi/lb Y3TO/DKCHI MUISIXA CHPSIMYBAaHHS IO BIITIICHHS
TOpaKallbHOT XIpyprii.

Hepo3B'sA3Hi Xpunu/Bazkke 3aXBOPHOBAHHS APIOHUX JIMXAJbHHUX HUIAXIB

Clinical Guidelines: Care of Children with Cystic Fibrosis. Royal Brompton Hospital.
S. Alexander et al. Endorsed by the Medicines Management Board of Royal Brompton &
Harefield NHS Foundation Trust. 2014

[Tpunaiimui y 50% XBOpUX Ha MYKOBICLIHM/I03 BUSBIISIOTH aTOMIYHI MPOSBU HA MiJICTaBl IIKIPHUX MPOO

i3 3araJpHUMH ajnepreHaMu, xouya, ko Aspergillus BukiroyaeThesi, HOMMPEHICTh aTOMIl € TAKOK K,

gk B monyisimii 6e3 MB. 3HauHa OinbIIiCTh BUMAIKIB 100pe KOHTPOJIOETHCS MPU 3aCTOCYBAaHHI

JIKYBaHHS, CTaHAAPTHOIO JUIsI XBOPOO aCTMATUYHOIO XapakTepy, 3 BUKOPHCTAHHSAM CTaHAApPTHUX

IHCTPYKUIN JJ1 aCTMH.

Ha npotuBary npomy, naii OOrOBOPIOETHCSI HEBENMKA Ipyla Mali€HTIB (AKi 3yCTPiUalOThCs BCe

piaiie), sika XapakTepUu3yeThes -

— TPOJYKIIE HEBEIMKOi KUIBKOCTI a00 BIJACYTHICTIO MOKPOTHHHS (HE3BaKalo4M Ha ii BEJIUKY
KUIBKICTb B TPYAHIHN MOPOKHHHI)

— CBUCTSYMMU XpHUIIaMHU

— TOYYTTSM CTUCHEHHS B IPYJHIN KIITHHI

— 3pa3KaMM BaXXKoi OOCTPYKTHBHOI (YHKIIIi JIET€Hb

— He3HayHMM abo BiacyTHIcTIO OponxoekTa3y Ha KT

— yacro, aie He 3aBxau IgE> 500 MO/n.

— MOJXKe 3yCTpiuaTHCs YacTille y JiBYaTOK.

Takux niTell He MOKHa JIIKyBaTH 0€3 KOHCYJbTalll (axiBIs, OCKIIBKM IX JIKyBaHHS BKpail Bajkke

3aBJIaHHsI, @ TAKOX BOHHU B 000B'SI3KOBOMY MOPSAIKY MOTPAIUISIOTH B KaTETOPilO MAIi€HTIB, 1[0 BUMarae

MIPOXO/KEHHSI «ITPOTOKOJY CKJIATHOTO BUMAIKY MYKOBICIIHIO3Y.

Oco0nMHMBO TSKKAMHU BUMAJAKAMH MOXYTh OYTH TMAlli€HTH, SKi paHille BIIHOCHIUCS JO <«3BUYAWHUX

BUPOOHUKIB MOKPOTHHHS», 1 Y SIKHUX JOCUTH HECIOAIBAHO MPHUIHHSIETHCA BIIXOJKEHHS MOKPOTH, 1

MOYMHAIOTBCA XpUMHU. JIOCH/DKEHHS Ha 10 TeMy HE INPOBOAMIINCS, TOMY BCl TNPHUITYILIEHHS €

EeMIIIPUYHUMHU.

— TIlepeBipTe JOTpUMaHHS MAIIEHTOM PEXHUMY Teparlii, BIACYTHICTb (hi3ioTepanii NpUPIiBHIOETHCS 10
BiJICYTHOCTI MOKPOTH.

— Yu e ABJIA? Lle € HaitOUIBII TOMIMPEHUM 1 3BUYAITHUM MOSCHEHHSIM.

— Ywu npucyrniit Aspergillus fumigatus B mokpori?

— Ywu € HOBa OakTepis B MOKPOTI, y TOMY YHUCIII - HETYOEPKYJIbO3H1 MiKoOakTepii?

— Ywu € oueBHIHMI aTOMYHUNA aHAMHE3 (HE TUIBKU IIKIpHI IPOOH), HANIPHUKIIAl, TBAPUHHA B OYIUHKY,
KJIIIII TOMAITHHOTO MHJTY TOIIO?
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SIKII10 BC1 BOHU HETAaTHBHI:

Heo6xigno nmposect KT 11st OLIHKH CTPYKTYpHOTO TOMIKO/PKEHHS/OpOHX0EKTa3y (BKIIOYAIOUU
3HIMKHU Ha BHJIUXY).

Takox MOXITUBO HE0OXiTHA OpOHXOCKOMIs 1 JocimkeHHs pH.

PosrnsHyTH HEOOXiIHICTh NEPOPATBHOTO TECTYy TOJIEPAHTHOCTI 1O TJIIOKO3M abo Kpaiie TecT
CTMPT (cuctema TprBajIOro MOHITOPUHTY PiBHS TJIFOKO3H).

JlikyBaHHsI-

[TouniTe 3 P2-aromictiB TpUBaJoi Aii (campMerepos abo gopmoTepon). SKmio BiK maimieHTa >6
pokiB dopmotepoi (Okcic) uepe3 TypOoxanep € KpaliuM, OCKIJIbKH BiH € YHUCTHM aroHicroM. Jlo3u
MOXYTh OyTH eMmipudHO 30iiblieH] mia HarsaoM ¢axiBig. ChigkyiTe 3a BUHUKHCHHSIM
MoOIYHNX eeKTIB (TpeMop, CepreOuTTS 1 T.1.), IPH iX BHUSBJICHHI, TOHU3bTE N03y. € PHU3UKHU
rimokaixieMii, TOMy piBeHb Kallil0 B CHpOBATIIl MOBHHEH OYTH MEPEBIPEHUH, SKIIO HEOOXiTHO
MPOJIOBXKYBATH JIIKYBaHHS 3 BHCOKMM J03yBaHHsAM (OaHanu OaraTi kamiem). IcHye Takox
TeopeTHyHM pu3uK mnonoxkeHHs QTc iHTepBanmy, Tomy HeoOximHo mnpoBoautu EKI mpwu
BUKOPHUCTAHHI BUCOKHX 103 MICJs 2-X THXKHIB Tepamii (IpUMITKa - Yy HacC HIKOJIM HE Oylo TakuX
BUMNaaKkiB). CuMOTOMaTHYHa BWIroJa TOBMHHA OYTH JOBeIeHa 1 pO3TJISHYTa MOXKJIHMBICTH
BUKOPHUCTAaHHS MMHEeBMOTaxomeTpa abo ODB1 MOHITOPUHTY B IOMAIIIHIX YMOBaX.

CumOikopt (komOiHamisi OynecoHiny i (OPMOTEPOITy) MOXKE PETYJISIPHO BHKOPHUCTOBYBATHUCS 3
JOJJATKOBUM JIO3YBAaHHSIM TIPU HEOOXITHOCTI MPOTAToM JHS. MakcuMabHa PEKOMEHIOBaHA 1034,
400/12 nBiuvi Ha neHb 3a 4 nogaTkoBUMH J03amMu 200/6, 103BOJICHUMU TPOTATOM 24 TOAMH.
30ibTe 103y IHTAIAMIHHNX cTepoiniB 1o 800 MKT ABiUi HA ACHb €KBIBAJICHTHO /1031 OyJIECOHITY.
Opnak 3'IBIS€THCSA Bce OUTbIIE J0KAa3iB, IO cTepoiau (MepopalibHi Ta IHTaNALiiHI) 301IBITYIOTh
pu3uk NTM (HeTyOepKyIb03HOI MIKOOAKTEPii), TOMY Ba)KJIMBO 3BaXKUTH CITIBBIIHOIICHHS PU3HKIB
1 KOPUCTI TaKoi Teparrii.

PosrnsinbTe MOXKIIMBICTD BUKOPUCTAHHS aroHIcTiB B2 kopotkoi aii, 10 iHramsmiit 3-4 pa3u Ha JAeHb
yepes crerncep.

Po3rnsHbTEe 3aCTOCYBaHHS IHTAJIATOpA 3 TIOTPOIIEM - AHTUMYCKApUHOBHM 3aco0oM. Xoua BiH
TMIEH30BaHUM JUIsi BUKOPUCTaHHS 3 18 poOKiB, BiH MOxke OYTH TaKoX HEOOXiTHUM IS
BUKOPUCTaHHS NpU TSDKKIM mpobiieMi y MOJIOAIIMX NAalieHTiB. PimeHHs npuiiMae Jikap-
KoHCynbTaHT. HeoOxiaHo BukopucroByBaTH Spiriva® Handihaler (cyxuii moporok) 18 MKr oaux
pa3 Ha AeHb. Mu He BUKOpUCTOBYeMO Respimat® MDI, ockigbku 3riJHO 3 JIIIEH31€0 Ha Mpenapar
BiH HE NMPU3HAYCHUH AJ11 BAKOpUCTaHHS npu MB.

OOMmipKkyiiTe BXXMBaHHS MPOJIOHToBaHoi opmu TeodiniHiB, Hanpukiaa Slophyllin.

A Takox B/B aMiHOQUIIH AN TOCHITalI30BaHUX MAIllEHTIB 3 BAXKKUMH CBHUCTAYUMHU XpHUIIAMU
(BUKOpUCTOBYHTE CTaHJIAPTHI JO3H JIJIsl TOCTPOI aCTMH).

Po3rnsiHbTEe MpOOHE 3aCTOCYBaHHS MOHTEIYKACTY.

Komenmap pooouoi epynu:
Cmanom na 01.04.2016 nikapcoxuti 3acio 3 MidCHAPOOHOK HENnameHmoB8aHOK HA36010 AMIHOQINIH 8
Ykpaini ne sapeccmposano.

SIK110 3anponoHoBaH1 METO/IU HE MPALIOIOTh Micis 2-4 THKHIB JTIKyBaHHS:

[Ipennizonon 2 wr/kr/maeHs BpaHui Ha 14-21 nAHIB, MOTIM NEpPeriasHYTH pe3yabTaTH. SIKIIO
npernapar NPUHOCUTh Pe3yJIbTaTH, CIPOOYHTE 3MEHIIUTH JO3YBAaHHS MPOTITrOM JABOX THIKHIB 110 |
MI/KT 4epe3 JCHb.

Takox MOXHa PO3MIAAATH IMIYJIBCHUH KypC METHIINpenHi30ioHy 10 MI/Kr oAMH pa3 Ha JEHb
(makcumyMm 1 1/menp) mpotarom 3 1HIB (BCbOro 3 /103M), KypC MOKHa TOBTOPUTU Yy BUTIISIL
OJIMHOYHOT THXKHEBOI /103U Y BaKKUX, HEPO3B'A3HUX BHUIAIKaX.

SAxmo nmpobiemu 30epiraroThes, HEOOX1THO 3HOBY PO3TJSHYTH ajnbTepHaTHBHI AlarHo3u (ABJIA, HOBI
6akrepii) 1 npoBectu 6ponxockomito, BuMiproBanus pH, KT rpyanoi kmitku i CTMPI. ¥V wiit curyartii,
a TaKOXX SIKIIO TAIlIEHTY Kpallle, aje¢ Y HbOTO CIIOCTEPIraroThCs HEMPHUITYCTHUMI MOOIuHI e(heKTH Bif
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CTEPOi/iB, HEOOX1THO PO3TISHYTH:

— B/B Tepamil imyHorio0yainamu. J{o3a 1 1/kr nporsrom 16 TOOUH MPOTATOM IBOX JHIB MiAPS,
notiM 1 T/Kr Ha OAMH NPHIOM KOXKeH Micsib. [IpoOHa Tepamiss mOBUHHA TpUBAaTU 6 MICSIIIB.
Kopucts 3a3Buuaii He BuauMa 10 3 MicsiiB. 3a0ip KpoBi CiIiji poOUTH Tepes] KOXKHOK 03010 Ha
BusHavueHHs IgG, IgA, IgM, IgE i ¢ynkuii nevinku; IgG migknacu moBuHHI OyTH BUMIpSIHI 70
movyatrky pexumy. Ilepen mouaTkoM Tepamii Mami€eHTH MPOXOIATH OPOHXOCKOINIO 3 OIOTMCIErO,
nocnimkenus pH, KT, skio Bonu He Oynu MpoBEACHI paHiIe.

[MPUMITKA: TIlepen KOKHOI) 103010 HEOOXiZTHO TPOBECTH NPEMEIMKAIll0 TaIlieHTa

AHTUTICTAMIHHUMHU  TIpenaparamMyd  (Hampukiag  meTupusuH  abo  xmopdeHipamiH) 1 B/B

TAPOKOPTU30HOM, OCKUIBKH 1MYHOTJIOOYJIiH, OCOOJIMBO IIICIs TIEPIIOl JI03M, MOXKE aKTHBYBATH

CHCTEMY KOMIUIEMECHT 3 BUHUKHEHHSM MOOIYHUX e(eKTiB (CUIbHUN TOJIOBHHUN O1J1b, IPUILTHBH TOIIIO).

— AsutpoMminuH. HemMae 00'ekTUBHMX J0OKa3iB y Il cuTyalii, ajie 3actocyBanHs 250 Mr/aeHp mpu
Mmaci menire 40 kr abo 500 mr/mers npu Basi Outbie 40 KT IMIOJHS MPOTATOM IIECTH MICSIIIB MOXKE
OyTH KOPHCHUM, X04a MOsABa €PEKTy MOXKE 3aiHATH MPUHANMHI 2 MICSIIi.

— [Iligmkipue BBeneHHs1 TepOyTaniHy 1HOAI TaKOXK BUSBISIOCA Ayxe ycmimuuM. Jloza 2,5 Mr/aeHb
(5 M) BHYTpIIIHBOBEHHOI (hopMHU, 30UIBIIYIOUM MPOTIroM 7 AHIB A0 5 mr/aenp (10 mur), mob
YHUKHYTH 1TOOIYHHNX eeKTiB, a iHozi 10 10 M B 1eHb.

Komenmap pooouoi cpynu
Cmanom na 01.04.2016 nixapcokuii 3acio 3 MidCHAPOOHOK HEeNaAmMeHmMOoBaAHOI0 HA36010 MepOYMAiH 8
Ykpaini ne sapeccmposano.

— MeroTpekcaT BHUKOPUCTOBYETHCS B HEBENMKIA KUIBKOCTI BHIIAJAKIB, pE3yJlbTaT YacTo
po3uapoByBaB. Jlo3a maeTbcs ONWH pa3 Ha THXKICHb, B OJMH 1 TOW e JeHb TwkHA. CraHmapTHa
7032 cTaHOBUTH 10 Mr/M2/Ha THXKJEHb 1 1151 103a MOBUHHA OYyTH JOCSATHYTA HOCTYIIOBO HPOTATOM
NeKiabKoX THKHIB. HapoctanHs nosu 3azBuuail 2,5 Mr, J03yBaHHS OJHIET TaOJIeTKU (BIH TaKOX
nocrasiseTscs B Tabnerkax nmo 10 mr). [IpoBoxuthest 3-micsiuHa mpoOHa Tepamis. binbir BUCOKI
1031 710 20 MI/M?/THKeHb HEOOXiTHO PO3IIIsIaTH, AKIIO He CTIocTepiracThes edekTy Bia go3u 10
MI/M?/THKIeHb. 5 Mr (hOTieBOi KMCIOTHM TpHiiMaeThes uyepes 48 TOAMH MiCIs MeTOTpeKcarty,
HE3JIeKHO BiJ 703U MeToTpekcary. LI[oTuxHsS mpoBOASTHCA aHAN3W KPOBI: 3arajJbHUN aHai3
KpOBi, NEYIHKOBI NpOOHW, E€JNEKTPONITH Ta KpeaTHHIH, MIcis cTabuli3auii MakCHMalbHOI 103U
MOHITOPHHT IPOBOJASITH HIOMICSIIS.

— Bopuxkona3zoa. IlepopanbHuil npoTUrpuOKOBHIA Mpenapar 3 HabaraTo KpamyM 3acBOEHHSM, HIXK
ITpakoHa30j, SKUM MoTpiOHO mpoOyBaTW B Tepamii mepej MpU3HAUYEHHSIM B/B JIIIOCOMAJIBHOTO
amdorepunuHy npu ctiiikomy ABJIA. HenaBHili aynuT iTpakoHaszony y aiteid B KopomiBchkiii
nikapHi bpomrnToHa, mokasas, 0 6araTo Mali€eHTiB Ha HU3bKiHM 1031 iTpakoHa3omy (5 Mr/kr 1 p/x -
Makc 200 Mr) He JOCSTHYJIO TEpalleBTHYHHUX PIBHIB. TOMy mepes mepexoaoM Ha BOPUKOHA30J Y
MAIlI€HTIB, SKi HE pearyroTh Ha ITpaKOHAa30]1, HE0OX1IHO MepeBipUuTH, Yu OYB PIBEHb ITPAKOHA30IY
TepaneBTUYHUM. SKIIO Hi, PO3TJIAHBTE CHOYATKY 30UIbIICHHS A03W. JJIg T03yBaHHS JHWB. PO3ALIT
MpermapariB, ajie MOXKe 3HaJ0OuTHCA Kype Bif 4 10 6 MICALIB 1 el mpenapat AyXe AOPOTHi 1 €
BHUCOKO (POTOCEHCHOLTI3YIOUMM. AHAJIOTIYHO LI0JI0 ITPAKOHA30Jy IOB1IOMIISLIIOCS PO a/IipeHAIbHY
CYIPECiI0 y XBOPHX Ha BOPUKOHA30JI1, AK1 TAKOX MPUHMAaIK IHraAiiHI KOPTUKOCTEPOiIu.

— B/B ninocomanbuuii amdorepunH. Po3risHbTe Horo 3acrocyBaHHs mpH criikomy ABJIA, ane
TakoX BUIpoOyBaHMM y niteit 0e3 ¢opmanbHux kputepiiB st ABJIA (Gynu BusiBieHi B
MUHYJIOMY), ane Aspergillus nponosxxye poctu B mociBax. [IoBHICTIO eMIipuYHa Teopis CBIAYUTH
mipo te, o ABJIA He Bunukae 6e3 npucyrHocti Aspergillus.

— Ilpo6na no3a cranouth 100 Mkr/kr (MakcumansHo 1 mr) mpotsrom 10 xBunmuH. Crioctepiraiite
npotsirom 30 xB. Ilotim 1mo3a ctaHOBUTH | MI/KT pa3 Ha JEHB 13 3pOCTAaHHSAM JO0 5 MT KI//ICHb
MPOTSTOM 3 JIHIB, 1 MPOAOBKYIOTh MPOTATOM MpUOIMU3HO 4 - 6 THxkHIB. HeoOxigHO BUMIpIOBaTH
(GYHKLII0O HUPOK 1 MEYiHKHM, NpUHAiMHI 3 pa3u Ha THXKAEHb HAa MOYaTKOBOMY €Tali, 0COOJIUBO,
SIKIIIO BBOJIATHCSI 1HIII B/B TIpenapaty - OyB BiJI3HAYCHHUI OJMH BHUIAJI0K KOPOTKOYACHOI HUPKOBOI
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HenoctatHocTi. [IposiBasiiiTe o0epeskHiCTh MPH BUKOPUCTAHHI OTHOYACHO 3 B/B KOJiCTHHOM
a00 amiHoriko3uaaMu (iCHye pU3HK HUPKOBOT HEJIOCTATHOCT1).

— Owmamaizymad (Kcomaip) Sxmo ¢opmansai giarHoctuuHi kputepii ABJIA Biacyrhi, ane IgE
migBumeHi (xoua <1500 MO/mi) Ta iHII 3aX0ayd BUSBWIHCS HECPEKTUBHUMH, ICHYIOTh
MOBIIOMJICHHSI PO Te, IO Mpernapar JgornomaraB i OyB HaBiTh QyXe YCHIIIHUM Yy HaIIOMY
BiisIeHHI. BBOIUThCS MiamIKipHO KOXkHI 2-4 TrokHI 3aiekHo Bif piBHA IgE. Ockinbku npemapat
HE JICH30BaHWM NpU JAaHUX IMOKA3aHHIX, MEpe] MOYaTKOM JIKyBaHHS HEOOXIJHO OTpUMATH
MiATBEpUKEHHS (DIHAHCYBAHHS.

MeToan Tepamii AUXAJbHOI HEIOCTATHOCTI y nmauieHnTtis 3 MB

European Cystic Fibrosis Society Standards of Care: Best Practice guidelines. Alan R. Smyth et
al,. 2014

[Tpuponumii po3BUTOK XBOpoOM JereHb mpu MB mporpecye i B mi3HIN cTamii Beae 10 0OCTpyKIii
TUXAIbHUX MIIAXIB 1, HApEMmTi, I0 AUXaJbHOI HemocTaTHOCTi. LIeHTp mOBWMHEH po3mi3HaBaTH
MpOrpeciro Ha il cTajii, i MPOBECTH KOHCYJBTAIIO 3 TPAHCIUIAHTALIl JIETEHb 1 MPOCYHYTOI CTpaTerii
JomoMory . Y maii€eHrta Ha mi3Hii craaii xBopobu nerens (FEV1 <40% Bix HalneKHOrO0) CiIix OI[iHUTH
moTpedy B JIOJaTKOBOMY KHCHI, SIK y CIOKOi, Tak 1 3 HaBaHTaxeHHAM [56]. [linTpuMka BEHTHIAIIT
(manpukiaa, HeiHBa3MBHA BEHTHJIALS) IMOBHMHHA HAAaBaTHUCH 3TiIHO 3 OaKaHHAM Iali€HTa JUIs
noJiermeHHs 3aauimku [43]. LleHTp MOBHMHEH MaTH MOKJIMBICTH OIIIHKK HEOOXIIHOCTI B OImiaTax Jyis
MTOJICTIICHHS 3a/IMIIKH 1 00JII0, TOB'SI3aHUX 3 MI3HLOIO CTAIIEI XBOpOOH [66, 67].

BPOHXOCKOIIIA

Clinical Guidelines: Care of Children with Cystic Fibrosis. Royal Brompton Hospital.
S. Alexander et al. Endorsed by the Medicines Management Board of Royal Brompton &
Harefield NHS Foundation Trust. 2014

[ToxazaHHs MpU MYKOBICIIU1031:

1. [Torpeba B MiKpOO10JIOTIYUHIHM 11arHOCTUL Y AUTUHHU, Y SKOI HE BIAXOAUTH MOKPOTHUHHS:

— Hemae Bignosizi Ha aHTHOI0TUKOTEpAiIo.

— TlamienTn, siki panimie He iHdikoBaHi PS. aeruginosa, ane mojo sSKUX iCHye KIiHIYHA Migo3pa y
3B'SI3Ky 3 TPUBAIMM MOTIPIIEHHSAM (HE NOTPIOHO MPOCTO MOYMHATH EMIIIPUYHY Tepariio
AQHTUCHUHBOTHIMHUMU TIpenapaTamu).

— Ma3zok MOKpOTUHHS/3pa3ka MOKPOTHHHS TOBUHEH OyTH B3ATHH B TOM ke JIeHb 10 OPOHXOCKOTII.

— Mu wmoxemo crnpoOyBaTh OTpPUMATH I1HJIYKOBaHY MOKpPOTY /[0 TNPUHHATTA pILIEHHS PO

Oponxockomito. OpraHizyBaT 3aX0/1 3 BiJIIJICHHAM (¢izioTepartii.

. TepaneBTHYHE BiICMOKTYBaHHSI:

BaxxkoBUITIKOBHE BOTHHIIE 3 KOJIAICOM/KOHCOJIIALIEI0 HA PEHTI€HI IPYIHOI KITITKH, TAKOX MOXeE
BKItoyatu npouenypy iHctwriuii JAHKasu (2,5 mr B 10 mMa 0,9% po3uuny Hatpito XJIOpUIY
(izionoriunuit po34un)).

— 3HaueHHs 3MiH HA PEHTTeHi IPYAHOI KIIITKU PiAKO OyBalOTh y3aralbHEHHUMH.

3. Briepiie giarHocTOBaHUM MAIiEHT (BKJIIOYAIOYN HOBOHAPOXKEHUX, K1 MPOUIIIIN CKPUHIHT)

4. Inmri mokaszaHHs:

— Hepo3B'sa3Hi CBUCTSUI XPUIIH, 17151 BUKITIOYEHHS] OpOHXOMAJISAIIII.

— JlaBax, ni1s nouryky Makpodaris, HOTJIMHAIOUHX JIIIIIH, 1100 BUKJIFOUUTH acIipaliiio.

—  Crilikuii nedexT Ha 130TOMTHOMY CKaHYBaHH1 BEHTHJIALLI.

— 3amxena ¢ynkmis gereni abo LCI Bumie, HiX ouikyBasocsi (padime mnepembadayiocs, Io Ie
B1I0YBA€THCS Yepe3 TEXHIKY BUKOHAHHS ).

— KpoBoxapkanHs iHOAI MOKe MOTPeOyBaTH KOPCTKOi OPOHXOCKOMII.

\S)
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— Ilix gac 3araibHOI aHecTe311 AJIs 1HIIIOT TPOLIETYPH.

Bponxockomii mpoBOAATHCS Mij 3aralibHUM HAPKO30M 1 YacTO MAlliEHTH HE BUMAraroTh MONEPEeIHbOTO
npuiioMy aHTHOIOTHKIB, ajleé BUMAararoTh MiHIMyM 48 TOAMHHOTO BBEACHHS B/B aHTHOIOTHKIB, SIKIIO
criocTepiraincsl 3HauHi BUAUICHHS. Ha mpakTuili, OpOHXOCKOITisI 4acTO MPOBOIUTHCSA HA MOYATKy 14-
JICHHOTO KypCY B/B aHTHO10THKIB, KOJIM MAIIEHT MOYYyBae ceOe MOraHo 1 HEeMa€e MOKIMBOCTI OTPUMATH
Marepiail Jid  MIKpoOIOJOTIYHUX AOCHIDKEHh a00 K KyJIbTypH HE BHUCIIUCh. [l 1miolHO
J1arHOCTOBAHUX Y PEe3YNbTaTi CKPUHIHTY HOBOHAPOPKEHUX HEMOBIIST, SKIIO OpPOHXOCKOIS YHCTa,
BOHHU HE MOTPeOyIOTh NIepeOyBaHHs B JIIKAPHI I KypCy B/B aHTHOI0THKIB, ajie OyayTh B Oy/ab-IKOMY
BUIIQ/IKY TOCIITAT30BaH1 JJIsl HIYHOTO NiepeOyBaHHs i BuMiptoBanHs pH.

[Hma miaroroBka He MOTPiOHA, ajle MOBMHHA OyTH mianucaHa ¢opMa 3roau Ha MPOBEACHHS IaHOL
npoueaypu. [lamieHTH He MOBUHHI MPHIMATH 1KY MPOTATOM 6 TOAMH 1 YUCTI PIAUHH 10 2 TOJIUH JI0
MIPOLIEYPH.

[TpucytHicTh (izioTepaneBTa yacto OyBae kopucHoro mif yac nponenypu. JIHKaza inoni moxe Oytu
0 Kparisix BBEICHA Yepe3 KaHall BiICMOKTYBaHHS OPOHXOCKOMA B (DOKYC 3 KOJIATICOM, SIKHI 3aKpUTUN
ryctuM cim3oM. Jlo3y 2,5 mr B 10 mut 0,9% po3unHy XJIOpuay HATpilo, a MOTIM HEBEIHKA KiJIbKICTh
MOBITPSI 3aKaMyIOTh 0 OPOHXOCKOMY BHU3, 11100 BUKIIIOUUTH HASBHICTH MpenapaTty, sSIKHW 3aTHIIUBCS
y KaHaJi BiZICMOKTYBaHHS.

BAJI pinuna BiampaBiseTbcsi Ha MIKpoOioNOTriuHUM MociB KynbTypu (B ToMy uuciai HTM, rpu6iB),
BIpYCOJIOTIYHMN aHaNl3 3a JOMOMOTOK IMYHOQUIYOPECICHINI 1 [UTOJIOTIF0 JUIsi BH3HAYCHHS
Makpodaris, norivHatouux jinigu. [Iporokon Bximrodae 3 amikBOTH | MII/KT JaBaxy, sK MPaBHIIO, 3
MPaBoi cepeTHbOT YacTKH a00 A3MIKOBOT YacTKU (200 4acTOK, SKi BUTJISAAIOTH HAWTIpIne). Mu 3aBxau
MIPOBOAMMO JIaBaXK 3 OUTBII HiXk OAHIET YaCTKH, 1100 3017IBIIUTH MIKPOOI0JIOTiYHY MPOTYKTUBHICTS.

KIHESITEPAIISA. ®I3IOTEPATIIA

MeToau oYMIIEHHS UXAJIbHUX NUISXIiB

[leniarpuuynuii ¢izioTepaneBT JOCTYNHHUI B KIIHIII U OLIHKM BCIX Malli€HTIB, BIH OOTrOBOpPIOE 1

aHaJli3ye BBEACHHS BCIX Malli€eHTiB. BUkopucTOByBaH1 MeToAu ouMileHHs auxainbHux nuiaxis (MO/)

BapilOIOTh Y BIKOBUX IpyHax i1 3aBXJI1 OLIHIOIOTHCS HA 1HAWBIyalbHIA OCHOBI:

— HoBonapoa:keHni i HeMoOBJsATAa - METOAH, SIKMM HaBYalOTh OAaTHbKIB, MOXYTh BKJIIOYATH B ceOe
MoAn(IKOBAaHUN METO/I MO3HUIIIOHYBAaHHS 33 JJOTIOMOTOI0 CHJIM 3€MHOTO TSKIHHSA (HE TE K came, 110
HaXWiM) 1 mepepuBYacCTe MOMJIECKYBAaHHS MO TPYAHIM KIITII; TaK caMO SIK 1 MO3UTUBHHUM THUCK Ha
BUJUXY /1711 HEMOBJISIT, aCUCTOBAaHUI ayTON€HHUI JIpeHax 1 BIAMOBIIHI IO BIKY BIIpaBH.

— Jlitu Bikom 3-4 poku i crapmi - MOYHITH 3 IMYyXalOUYUX Ir0p 3 METOK MEPEeXOIy IO METOAY
aKTUBHOTO IIMKJIY TUXaHHS B MOAM(DIKOBAHUX MO3ULISAX a00 MO3MLIAX 32 YUACTIO CUIIM TSXKIHHS.
[TozutuBHuit THCcKk Ha Buauxy (IITB) ta i1Hmi ocuumoroui [ITB mpuctpoi Moxyrs Oytu
MIPEJCTABIICHI TPH MMOKa3aHHSIX.

— Jlitu Bikom 8 pokiB i crapmi - 3aoxouyyBaTu OUIBII HE3aleKHI METOAMKH JIKYBaHHS 3
BUKOPUCTAHHSIM TIOBHOI PI3HOMAHITHOCTI MPUCTPOIB MJIi OYMINEHHS JUXaJbHUX MUIAXIB 1
MiIXOASAIIUX METOMIB (3 MATPUMKOIO/HATTISAOM YIEHIB CiM'T).

— Ilpo BaxnuBiCTh (13MUHUX BIPaB MPOTATOM YChOTO JKUTTS MAlLlIEHTOBI HAraJyloTh KOKEH pa3 Mpu
BI3WUTI B KIIHIKY, y BIJJIIJIEHHI, 1 MiJ 9Yac JOMAIIHIX BI3WTIB. [loka3w cBim4aTh TPO 3B'SA30K
(b13MYHOTO HAaBaHTAXEHHS 3 MOJIMIIEHHIM BH)KUBAHOCTI, 1, OTXKe, BOHHU SBJSIOTH COOOI0 KITIOUOBY
YaCTHUHY JIIKYBaHHS 1 MOBUHHI NpoBoauTHcs nopsan 3 ALl (akTUBHUM LUKIIOM auxaHHs). Brpasu
TaKOX 3HWKYIOTh B'S3KICTh MOKPOTHHHS, MOKPAIIYIOTh BEHTHJIALIIO, TMOKa3HUKU MaKCHMAJbHOI
HIBUAKOCTI BUJUXY 1 MOJIETHIYIOTh PyX CIM3Y 3 Mepudepii 10 HEeHTPY AUXaTbHUX LUISIXIB, 3B1JIKH
BOHM BiaxapkyroThcs. CydacHe ysIBJIEHHS IpO BIpaBH Iependaydae 3aHATTS Bif 3 10 5 pas3iB Ha
TWXKJEHb, TpUBATICTIO He MeHIIe 30 XBuWiIMH 3a ceaHc. BrmpaBu moTpiOHO pOOWTH MOCTITOBHO,
BOHM MOBHMHHI OyTH pI3HOMaHITHHUMH, JIETKO BIHCYBaTHCA B 00pa3 0COOMCTOrO Ta COLaJbHOTO
JKUTTS TAIli€HTa, MaTH TTO3UTUBHHUM 3BOPOTHUH 3B'S30K 1 pealiCTH4YHI 1IJIl. MeTa BIpaB - TOCATTH
uinboBoro YCC 65% Big MakCHMaIbHOI YaCTOTH CEPLEBUX CKOPOUYEHB Ul JAHOTO BiKY AUTHUHHU.
Po3rnsHbTe MOXJIMBICTD BUKOPUCTAHHS TEXHOJIOTIH, TakKMX SK KpPOKOMIpH, TIOB'A3aHl 3
KOMI'IOTEPHUMHU irpamMH 1 JKypHajJaMH, BCTAHOBICHMMM Ha IHTEpHET pecypcax. Ha MomeHT
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HaIlMCaHHS JaHOl CTaTTi poboya rpymna 3 BIpaB €BPONEUCHKOTO TOBAapUCTBA 3 MYKOBICIIHIO3Y
TOTYe€ KJIIHIYHI peKOMEeHAaLli.

Yacrora 1 tpuBamicte ALl/] 3MiHIOBaTUMETHCS 3aJICKHO BiJ IHPEKIIMHUX 3ar0CTPEHb, TSHKKOCTI
3aXBOPIOBAaHHS Ta IHIUBIAyaJbHUX OCOOIMBOCTEH. Y OUIBIIOCTI BUNAJKIB PEKOMEHAYETHCS
MIPOBOJIUTH JIBA Pa3u Ha JAeHb NPOTATroM 10-15 XBUIMH MiHIMYM.

MGTOI[I/I OYHIICHHA TUXAJIBbHUX LIIAX1B SKUM HaB4ar0Thb, BKJIIIOYAaIOTh B cebe:

MeTo akKTUBHOTO LIMKIIY AUXAHHS - IMO€JIHAHHSA BIPAB 3 PO3IIMPEHHS TPYIHOI KIITKH, KOHTPOJIIO
JTUXaHHS 1 METOTIB ()OPCOBAHOTO BHJIUXY.

Jmyxatoui irpu, Briarouatoun myxupueBuit IITB - iges, mo Bkimovae ayTtst B QyTOOIBHUI M's4,
MaJIIOI0ue JIyTTS, BUAYBaHHS TyXUPLIB 1 BUKOpUCTaHHS cBUCTKIB. [Ipu myxuprneBomy I[1TB nutuna
MMOBUHHA JAYTH B €MHICTH 3 BOI0r0 (10cm) uepes 40 caHTUMETpOBY TPYOKY (i3 3aCO00M 1T MUTTSI
nocyny), mo6 crBoputH OynpOamku. Boga BupoOisie mpoTUilo BUAMXY, 1 TOMY CTBOPIOETHCS
MMO3UTUBHUHN THCK HA BUJIUXY 1 KOJMBAHHS B IUXAJTbHUX NIIAXaX, SKi MOOUTI3YIOTh BUIIJICHHSI.
[Mo3utuBHuit THCK Bunuxy (IITB) - 3abe3neuye npoTuaito BUANXY Yepe3 MYHIIITYK abo Macky,
0 TUMYAacoBO 30uIbHIye (YHKI[IOHANIBHY 3aJHIIKOBY €MHICTh, 3a0XOYYIOYH KOJIATepAIbHY
BEHTWJISAIIO 1 albBEOJSIPHY B3a€MO3AJICKHICTh, 3a/lIF0€ 3aKPUTI JAMXANbHI NUISXA Ta JOCTaBISE
TOBITPSI 32 BUAUICHHS. 3a UM i11¢ POPCOBAHMI BHIIUX.

Hutsauii [1TB - TITB amanToBanuii i1 HEMOBJIAT 3a JIOMOMOTOI0 MAacKH HaJ, HOCOM 1 POTOM
TuTHHU. BukoHanHs Ha pykax a00 cHASYM Ha KOJIHAX BHUXOBATeNs, SKUM miacTpuOye Ha
TIMHACTHYHOMY M'SYi.

IITB 3 Bucoxkum tuckoM - 8-10 3Buuaiinux [1JIB nuxanHs, 3a skuMu Hae GOpCcOBaHUM BUAUX B
IITB macky. Lle ctBoproe tuck 40-100 cm H20 1, omke, He Oyae MiAXOAUTH ISl BCIX MAI[IEHTIB.
3BepHIThCS 70 (izioTepaneBTa 3a peKOMEH/IAIIEI0.

Konusaneni [ITB npuctpoi (nanpukian, Flutter® 1 Acapella®) . CTBOpIOIOTh TO3UTHUBHHUI THCK
Ha BUAMXY 1 OCUMJIALIT HA BUIUXY, 100 3aMo0IrTH NepeayacHOMY 3aKpUTTIO JUXaJbHUX IUISAXIB,
MOOLTI3yBaTH BUAUICHHS, TONIMIIUTH MPOXITHICTh MUXATbHUX HUIAXiB 1 3HU3UTH B'SI3KICTh
MOKPOTHHHSI.

Flutter® - TpyOwyacTuif HpHUCTpii, SKHH CTBOPIOE KOJMBAHHSA 1 MNO3UTUBHUM THCK BUAUXY,
BUKOPUCTOBYETHCS B MOEIHAHHI 3 (DOPCOBAHUM BUAMXOM.

Acapella Choice® - BUKOpPHCTOBYE NMPOTHMBAXHUI KOPOK 1 MarHiT, SIKUA CTBOPIOE KOJIMBAHHS 1
MO3UTHUBHUH THCK Ha BUIUXY. BUKOPHCTOBYETHCS CHUIBHO 3 (HOPCOBAHUM BUIUXOM.

AyToreHHuii JpeHax - BUKOPHCTOBYE KOHTPOJIbOBAHE AMXAHHS, sIKE CIIPSIMOBAHE Ha JOCSTHEHHS
HAWBHUIIIOTO TOBITPSHOTO IMOTOKY JAJS MEpPEMIIeHHs BHUIIJICHb 3 MepU(PEepuYHNX B IEHTPalIbHI
TUXaJIbHI TUIAXW, YHUKAIOYHM TOSIBU KalUII0 1 3HAYHOTO 3aKPUTTA/ab0 CTHUCHEHHS JIUXaJbHUX
nuisxiB. JluxaHHsa BUPOOISETHCS 3 30H HU3BKOI'O 00CATY /10 30H BUCOKOTO OOCSTY JIeT€Hb, 3B1IKU
B1JIXapKYETHCS CEKpeLis.

AcCHUCTOBaHMI ayTOTEHHUU APEHAX - BUKOPUCTOBYETHCS ISl HEMOBIISIT 200 MAIlIEHTIB, 3 SKHUMH
HEMOJKJIMBO OpTaHi3yBaTH CIiBIpaIo. Ha rpyaHy KIIiTKy Ha BAMXY MPHUKIAIAI0Th THCK PYKOIO,
SIKAWA CTUMYJTIOE TIAI[IEHTA BUIUXHYTH TPOXH OUIBIIE 3 KOKHUM TMTOJANXOM 1 HAMPABJIS€ MAaIlIEHTA JI0
6axxaHoro 00'eMy JereHsb, 100 MOOITI3yBaTH BUALJICHHS.

[To3uTnBHUHN THCK (MIEpEPUBUYACTUIN MOIWX ITiJT TO3UTUBHUM THCKOM a00 HEIHBa3WBHA BEHTHUISIIISA
i TTO3UTHBHUM THCKOM). 3a JOTIOMOTOI) TPHUCTPOIB, MIO0 BUKOPUCTOBYIOTH MO3UTHBHHHA THCK,
11100 30UTBIINUTH IUXATBHUNA 00'€M 1 3MEHIIUTH poOOTy auxaHHsA. KopucHuii B IEsIKUX CUTYaIlisX B
JiKkapHi, a iHol 1 BAoMa. He MOBHHEH BUKOPHCTOBYBAaTHCS 0€3 OOTOBOpPEHHS 3 JIKapsMHU yepes
3armo0iXHi 3aX0/! 1 MPOTUITIOKA3aHHS, TOB'sI3aH] 13 TO3UTUBHUM THCKOM.

BucokouacToTHI KOJIMBaHHA CTIHKM rpyAHOi KiiTkH (Vest) - bararo nmoneit 3anutytots mpo Vest B
SIKOCTI aJIbTEPHATHBHOIO MeToay JikyBaHHS. JlocBin mokasye, mo Vest € MeHII epeKTUBHUM 3a
KIUTBKICTIO €BaKyHOBAaHOT'O MOKPOTHHHS B MOPIBHSAHHI 3 1HIIMMU METOJaMU OYHINEHHS TUXATBHUX
IUIAXIB TpU BUKOPUCTAHHI JIMIIE OJHOTO LOTO METOAy. Y JIOBIOCTPOKOBOMY JOCIHIJIKEHHS
MpOTATOM | pOKY IPOBOAMIIOCS TMOPIBHSIHHS METOy BHCOKOUACTOTHUX KOJNHMBAaHb CTIHKU TPYIHOI
kimitku 1 Macku [ITB tepamii, Bukopuctanus [ITB Oyno mos's3ano 3 OUIbIIT KOPOTKUM TEPMIHOM
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JIKYBaHHS 1 3HAYHO MEHIIOK0 KiTBKICTIO JISTEHEBUX 3aroCTPEHb 1 3aCTOCYBAHHSIM aHTHOIOTHKIB,
HIK BUCOKOYACTOTHI KOJIMBAHHS CTIHKU IPYJHOI KIITKUA. TOMy MU BUKOPUCTOBYEMO Vest TUTBKH y
BUHSTKOBHX 00CTaBMHAX 1 3aBXK/IU B IOETHAHHI 3 IHIIIMM METO/IOM OYMIICHHS JUXAIBHUX IUISXIB.

* OuuueHHd i ae3iHdeKLis NPUCTPOIB OYHIEHHSA IMXAJbHUX HUIAXIB € JKUTTEBO BAaKINBHUMH
(nuB. IHCTPYKUIii BUPOOHMKIB)
[Hmmu nutanHsMu ¢izioTeparii, IKi MOXKYTh OOTOBOPIOBATHCHA, €:

[ToctaBa - Orninka, HAaBYaHHS 1 JIIKyBaHHS HAJAIOTHCS.

HerpumanHns ceui - ctpecoBe HEeTpUMaHHS c€4l MOXKE BUHUKHYTU HaBiTh y MaJeHbKUX JITEH Mij
Yyac TaKuX [, K Kaienb, cMiX 1 (i3uyni Bapasu. [lamienTa moTpiOHO HABUNTH METOAMKAM BIIPAB
31 3MIIHEHHsI M'S31B Ta30BOTO JHA, BioMUM sk «KHak» (CTHCHEHHs M's31B Ta30BOTO AHA). bynb
JlacKa, 3BEPHITHCA 10 (izioTepaneBTa 3a Mmopaaoo.

[NamieHTH TakOX MOXYTh OyTH HaBY€HI METOJMIII OYMIIEHHS BEPXHIX AMXAIBHUX HUIAXIB 3a
JIOTIOMOTOI0 HOCOBOT'O CIPUHIIOBAaHHSA y BIAMOBIIHUX BUIIAJKaX. 3aCTOCYBaHHS IHTASIIHHUX
JKapChbKUX 3ac00iB Mae OyTH y3rokene 3 pizioTepamiero:

BpoHXOIITHKE 3aCTOCOBYIOTBCS Tepen (izioTepariiero, SKIIO € HEOOXiMHICTh 1 BHToJa BiJ iX
3actocyBaHHsA. HeoOximHocti pobutu ne perymsipao mpotsirom 10-15 xBunmmH 1o ¢izioTepanii
HeMae, eekT HacTae JOCUTh HIBHAKO, TOMY HOro MOXKHAa BHUKOPHCTOBYBATH IIiJl 4ac CEaHCY
¢izioTeparii.

l'inepToHiuHUN pPO3YMH BHKOPUCTOBYETHCS mepex (izioTepamieto, ane micis OpoHXOdiTHKA. A
TaKoX MO>kKe OyTH BBeIEHUU i yac ouuileHHs nquxanbHux nuisxis 3 [ITB 1 ocuumrorounm [1TB.
Ile mMoXxe 3aom@IMTH 4Yac MAaIli€eHTa, 1 XOodYa MOKpanlye nepudepudHi BIAKIAACHHS, 3arajbHa
KUIBKICTh BIJKJIQJ€Hb B JIETEHSX 3MEHIIYETHCS, 1 TOMY YacTO MPOMOHYETHCS 30LIBIIUTH 103Y,
HAMPHUKIIAT, 10 5-6 M1 (X04a 3a3BHYail IIbOTO HE BiAOYBAETHCS HA TPAKTHIIL).

JIHKa3a - TepmiHM BBEJIEHHS BU3HAYAIOTHCS HA 1HAMBIAYalbHIM OCHOBi. Y OUIBIIOCTI BUIAJKIB
BOHA BBOJIUTHCS, PUHANMHI, 3a |1 roguny nepen ¢diziorepanieto. NB. neskum IiTSM BiH BBOAUTHCS
3a 1-2 ronuuu no QizioTepamii, a B ASSIKUX BHUIAJKaX HaBiTh OiNblle, 1HOAI MU PEKOMEHIYEMO
MPUIMATH MperapaT mepel CHOM, PIillieHHS MpUHMae KOHCYJIBTAHT, TIPH IbOMY MTOTPIOHO PETEIHHO
MPOBOJAUTH MOHITOPUHT KaIlLUTIO BHOYI.

[Hramsamiiiai crepoigu 3a3Buyail npuiimatoThest micas (iziorepanii. NB. Ilicns BukxopucTaHHS
CTepOiAHUX a00 KOMOIHOBAHUX IHTAISITOPIB HEOOX1THO MPOIIOJIOCKATH POT.

Inransauiitni aHTMOIOTHKK NpuUKMaloTh micis (iziorepanii. BukopucToByoTh abo iHrajsTopu 3
CyXHMM HopouikoM abo HeOymaiizepu. KopuctyroTbes TUTBKH BiNOBITHUMHU HeOynaiizepamu.

BPOHXOIMPOBOKAIIIMHA IMPOBA THTAJANIMHUMUA AHTUBIOTUKAMMU (OIITHKA

BIAITOBLJI HA TIPEITAPAT)

JUig iHransmifHuX aHTHUOIOTHKIB 1 TIMEPTOHIYHOIO PO3YMHY JWTHHU 3aBXKIU MOTPIOHO MepeBipATH
HasBHICTh peakiii OpoHXOCNa3MOM Ha BBEAEHHS Ipenapary, ocobmuBo 1-i no3u. lle mae Oytu
3po0JIeHO B JIIKapHI 1 BUMarae BUKOHAHHS CIIPOMETPIi J0 1 Micis BBEAEHHS J03M npenapary. Ko
MAIiEHT BXKe MpUKAMae THTANANIRHUNA OpOHXONITHK, TO 1Ie Mae OyTH 3pOoOJIEHO N0 OLIHKH 0a30BOi
(GyHKIIT JIeTeHb.

HactynHe piBHSHHS KOpUCHE JUIs OLIIHKU % cria3my:

[pe-O®B1 — Tloct-O®B1  x 100 = % Oponxocnasmy.

TTpe-ODB1

SAxmo O®BI mnokazye <15% cnasmy micis iHranmsmii npemapaty 0e3 Oyab-sKUX I1CTOTHHX
HECTIPUATIMBUX CUMIITOMIB, TO TIPENapaT MPOMUIIOB TECTYBAHHI.

* Sxmo O®PBI mnoxkaszye >15% cna3smy, To cmipoMeTpito HeoOXigHO mpoBecTd uepe3 20 XB i
nepepaxyBaTH.

Sxmo micns 20 xsunmuH OPB1 nmokasye me >15% cnasmy, npemnapar He NPOUIIOB TECTYBaHHS.

SAxmo OPBI nokazye mix 10-15% cnasmy 1 y mamieHTa CHOCTEpIraloTbCcsi CUMITOMM, HalpUKIIAd,
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9yTH XPHUIH, OC3KOHTPOJIBHHMU Kallelb, TO, MIBHANIC 3a BCE, Npenapatr He NPUIATHUW JUIs
BUKOPUCTAHHS, ajie el (pakT HeoOXiTHO OOTOBOPUTH 31 CTAPIINM JIiKapeM.

ko mamieHT He MPOXOAUTh MPOOy, MU TMOBTOPIOEMO i1 MI3HINIE 1 MPU3HAYAEMO I1HTAIALIHHUI
OpPOHXOJITUK KOPOTKOT il nepe/ MpUHoMOM 1HTISIHHOTO aHTHOI0THKA.

Skmo AUTHHA HE MOXE TPOWUTH CIIPOMETPil0, TO MPU MPUHOMI MEpIIoi J03M 3a HEW MOTPiOHO
crnoctepiraru. [Ipotsrom TectyBanHs, He0OXiaHO npoBoaAUTH MOHITOpHHT SPO2 1 ayckynpTanito. Kpim
OLIIHKA OpPOHXOCIa3My, BXKJIMBO TAKOXX NEPEKOHATHUCS, IO Mperapar J00pe MepeHOCUTHCS 1 MAIli€HT
HE Ma€ SIKUX-HeOy Ib HECTIPUATIMBUX PEakLiii Ha HbOTO.

HEBYJIAM3ZEPU

Jlst BUKOpUCTaHHs JoCcTynHI HacTymHi HeOynaizepu Pari LC Plus, Pari eFlow Rapid® i1 [-neb®. Pari
Ili nmpuctpoi MOXyTh HE MIAXOAWUTH BCIM TNali€HTaM, TOMY BaXXJIMBO OTPHUMATH TOpaxy Bif
¢dizioTepaneBTa. SIKIO IHTaAIMHI AaHTHOIOTHMKM HEOOXiJHI JWTHHI BIKOM JO S5 pOKIB, TO MH
PEKOMEHIYEMO, JIe 1I€ MOXIJIMBO, BUKOPHCTOBYBATH OUTBIN IMIBUAKHMIA HeOymai3ep (Hampukian, Pari
eFlow Rapid). HeGynaiizepu B 1iif BikOBiif TpyIli MOBUHHI OyTH MOKa3aH1 3 00€PEKHICTIO 1 MOETAIHO,
00 3MCHIIUTH 3aHCTIOKOEHHS 1 MEPEKOHATHCS, MO0 BOHU J0OpEe MEPEHOCATHCS B JTOBTOCTPOKOBIH
nepcrekTuBi. QuuieHHs1 Ta Ae3iH(ekuis Hedyaiizepa € :KUTTEBO BAXKJIMBUMHU (JOTpUMYiiTeCh
nopaj BUPOOHHUKA).

Komenmap pooouoi ecpynu:

Ingpopmayiro wooo 3apeecmposanux 6 Yrpaini nebynatizepie Modcna 3Haumu 8 /lepicasHomy peecmpi
MeOuuHOi mexHiku ma eupobie MeduuHo20 npusHavenHs Ha caumi [lepocasnoi cuyscou Yxpainu 3
JIKapcokux 3acobis 3a erekmponnoio aopecoro http://portal.diklz.gov.ua/PublicSite/PUB/VMList.aspx.

IHAYKOBAHE MOKPOTHUHHSA

Buninenns Oaktepiii 3 HMKHIX JUXalIbHUX LUIAXIB y AiTeH, KOTplI HE BIIKAILIIOIOTH MOKpOTY, €
BaXKUM. TOMY 1HAYKIIiSI MOKPOTHHHSI MOX€ OyTH pPEKOMEHOBaHA JUIsl TUX, Y KOrO CIOCTEPIraeThes
3HWKEHHS (YHKIIT JIETeHb 3 HEMPOJYKTUBHOI MOKPOTOI0, 0€3 ICTOTHOrO OakTepialbHOTo pocTy. Mu
TaKOX PEKOMEHAYEMO TMPOBOJIUTH 11 MAITSM, y SIKUX paHille BHAULUIMCS OakTepli TUIBKM Ha
OpOHXOCKOMIi 1 IKI 3HaXOJAThCA B 3aBEpLIAILHOMY IEpioAl epagukalii aHTu6ioTHka. MU MoxeMo
crpoOyBaTH OTPUMATH 1HIYKOBaHY MOKpPOTY, HE BAAIOUUCH 0 OPOHXOCKOMII.

Jlns BiABiyBaHHS, BUALJICHOTO Ha 1HAYKIIIO MOKPOTHHHS, BUAULAIOTH 1 ronuHy. BoHo Bkioyae B
cebe 1Hramsuiro 7% TINepTOHIYHOTO PO3YMHY MPOTATroM 15 XBWIMH 3a JIONOMOIOI0 CTPYMEHEBOIO
HeOynaitzepa. [IpoBoasaTh 3a0ip KalILOBOrO Ma3Kka i BBOASTH OPOHXOJITHK Nepe/l BUKOHAHHSM TECTY.
VY nmiTeil crapmmx 5 pOKIB CHIPOMETPis NMPOBOAUTHCS Ul BCTAaHOBIEHHS (YHKIII JIEr€Hb Micis
Oponxomnituka. CripoMeTpis MOBTOPIOETHCA KOXKHI 5 XBHIMH TMiJ 4ac HeOymizaiii A OIIHKHU
Oponxocnasmy. ¥ 11 5-XBUJIMHHI 1HTEpBaJIN AUTHUHY MONPOCATH TOJOCHO BUAMXHYTH 1 KAlLIATH abo
BUKOPUCTAIOTh METOJMKHU OUMIICHHS JUXAIbHUX IIISAXIB JUIS BIIXapKyBaHHS CEKpETY.

Tect Takok MOKHA BUKOHATH Y MAJIEHBKUX JIITEH, SKI HE MOXKYTh IMPOUTH CIIPOMETPII0; MPU I[LOMY
JUISL OI[IHKY NIEPEHOCUMOCTI IIperapaTy BUKOPUCTOBYIOTh CaTypallilo KUCHIO 1 ayCKYNbTallio JIETeHb. Y
JITeH, sIKi He MOXYTh BiJKAlUTIOBaTH, MOXe OyTH BCTAHOBJICHUH TMepopabHUM JpeHakHUIl KareTep,
3'€eTHAHUI 3 MACTKOIO JIsI MOKPOTHUHHS, JJIsl BIICMOKTYBaHHSI.

KHUCEHb

Bci nité 3 MyKOBICIIMI030M, TOCHITalli30BaHi 3 pecMipaTOPHUM 3aroCTPEHHSM, NOBUHHI MPOXOAUTH
Oe3nepepenuil HIYHUN KOHTPOJIb caTypalili KUCHIO, SIKUA MPOBOAMTHCS B Mepuly abo Jpyry Hid
(ocobmuBo, sxmo OPBI1 <50% ab6o SpO2 <92% y crani cnokoro). SpO2 HE0oOXiIHO MepeBipUTH
KOXHIN TUTHHI, K MIHIMyM, IPU HaJXOJKEHHI 1 MpoTAroM nepiioi Houl. KucHeBa Teparis 3a3Buuait
MIPU3HAYAETHCS B JIKapHi, KMo carypauis <90% mpoTsarom >5% yacy, ajne 10Ka30Boi 6a3u AJs 1[bOTO
He icaye. Kucenb, MeTO JOCTaBKH 1 IIJIbOBA caTyparlisi MOBUHHI OyTH MPOMHUCAHI y BiIMOBITHOMY
pO31LIl JHCTa MpU3HA4YeHb (JIiKapiB) 1 3MiHM B MOTOLI KHCHIO TMOBHUHHI OyTH 3aJI0KyMEHTOBaHI Y
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BIJIMIOBITHOMY PO3/TiJ1i CECTPUHCHKHUM TEPCOHATIOM.

Sxmo carypaiiis Oyna HU3BKOK 1 KHUCEHb OyB HEOOXIAHMIA Ha MOYATKY TOCIiTani3alii, Toai B KiHII
rocmiTanizamii HeoOXiAHO MPOBECTH TMOBTOPHUN HIYHMA MOHITOPUHT. SIKIIO BOHA 3aJUIIAETHCS
HU3BKOIO (caryparis <90% mpotsarom >5% yacy), TO CIiJi PO3TIIIHYTH MUTAHHS MPO HAJaHHS KUCHIO
BJIOMa, B OUIBIIOCTI BUMNAJKIB, TUIbKK BHOYI. [Ipy mpusHadeHHI Teparlii KHCHEM Ha JOMY MPOBOSITH
yepesmkipuuii 3anuc CO2 mpoTSIroM HOYi, OCKUIBKH BiH MOXKE MiIHIMATHCSA Ha MOYATKy MPOBEICHHS
TaKoi Tepartii.

Ockinpku 1e 3aiimae Oinblie 8§ TOIWH, TOAI BiIJAIOTh IEPEBary KOHIICHTPATOPY KHCHIO Tepen
UAJITHIPaMHU.

HEIHBA3IMHA BEHTWIAIIA 3 TO3UTUBHUM TUCKOM (HBIIT)

HBIIT BUKOPUCTOBYIOTH B IIEBHUX BUIIAJKaX:

— Hiune a6o nenne Bukopucranas HBIIT xopucHO B pa3i TsoKKO1 XBOpoOH, 0COOIUBO MPHU 3aTPUMILI
CO2, a TakoXX y MAali€HTIB, IO BUMAararoTh «MOCTY IO TpaHCIUIaHTalii». Bona mnokparmrye
OYMILIEHHS BiJI MOKPOTH, 3HIKYE POOOTY AMXAIBHUX M's31B, MOXKE CTa011i3yBaTH (DYHKIIIIO JIETEHb
1 MONIMIIUTH MEPEHOCUMICTh (DI3UYHUX HaBaHTaXeHb. J[iTAM moTpiOHa Iyke piaKo 1 BUMAarae
MIPOBEICHHS TOCIIPKEHHSI CHY 1 peTeNIbHOI HOTO OIIiHKH.

— Inoxi nivna HBIIT mosxe OyTu BHUKOpHCTaHA il Yac 3arOCTPEHHS B CTalllOHApi AJI MOJIMIICHHS
BIJIXOJTy MOKPOTHHHS, OCOOJIMBO y BUIAJKY YK€ HIUIbHOT oOcTpyKuii. KokpaHOBchkuil ornsn 3a
2009 pik moka3aB KiJIbKa JOCTIKEHb Ha IF0 TEMY PO KOPHCTh METOJY, OCOOJIMBO Yy MAIlIE€HTIB 13
3aJIUIIKOIO.

— UYacrime moxe OyTH BUKOPUCTaHWN MpHUCTpiii mozutmBHOTO THUCKY BIRD sik momoBHEHHS /10
¢izioTepamnii rpynHOI KJIITKK B CTALlIOHAP] - MPUHIUN SKOTO TOJSTAE B TOMY, IO TO3UTUBHUHN THUCK
MOBITPSI MOTPAIISiE B MPOCTIP «3a MOKPOTOIO», JOMOMAarairoud HOro OYMINEHHIO 1 MiIATPUMYE
pOOOTY IMXAIBHOTO anapaTy Halie€HTa.

VY neBHUX oOcTaBuHAaX, kKoiu 11e fopeuno, HBJT npuctpiit (iSleep) Mmoxe OyTu B3sTHI HampoKaT A

JOMAITHFOTO BHUKOPHUCTAHHS, 100 MO3UTHBHUN THUCK y NUXATBHUX HUIAXaX IMiJTPUMYBaB OYHIICHHS

TiCJIsl BUMKCKY 31 CTaIlioHapy.

TPAHCHJIAHTANIA JETEHIB I HAJIEXKHE BEJJEHHA XBOPUX YV TEPMIHAJIBHOMY
CTAHI

European Cystic Fibrosis Society Standards of Care: Best Practice guidelines. Alan R. Smyth et
al,. 2014

TpancnnaHTaniss - 1€ BCTAHOBJEHE JIKYBaHHS B OCTAHHIX CTaJisX XBOPOOHW JIereHb 1 MEYIHKH Yy
nanieHTiB 3 MB. CkepyBaHHIO B ciy’k0y TpaHCIIJIaHTallli CIPUSIOTh 3HAHHS KOMaHIM JIONIOMOTH MPH
MB momo mporeciB, MmO MPU3BOJAATH A0 yCHIMHOI IMIUTaHTarii. Jlns JesikuxX mMalieHTiB
TpaHCIUIAaHTAI[lsl HeNpHaaTHa sK BHUOIp JiKyBaHHS a0o X He NpoBoauThbcA. EdexkTuBHE BeneHHS
XBOPHX MpU JOXHUBaHHI (TepMiHaNbHIN cTamii XBOpoOM) KOHUE HEOOXiJHe, 1 BUMarae yBaru J0
B3a€MO3B'SI3KY, KOHTPOJIIO CUMIITOMIB 1 MIKAUCHUHUIUIIHAPHOT TOMOMOTH, BKIJIIOUAIOUU KBaji(iKalliio 3
NaJIilaTUBHOI JOIIOMOTH.

Axi BaxmMBi JeTepMiHAaHTH nepioau3aunii Ta NPU3HAYeHHSA HA TPAHCIUIAHTALIIO JIereHb Yy
naniearis 3 MB?

Yac, skuil moTpiOeH Ha OOCTEXEHHS 1 OYIKYBaHHS BIATOBIJHOTO JIOHOpA BaplIOETHCS, aje MOXKe
CKJIacTH OibIIe 1BOX pokiB. DakTopH, sIKi MOB'sI3aHi 3 MiJBUILEHOI0 CMEPTHICTIO Ta PEKOMEHAALIIMU
CKEpYBaHHS Ha TPAHCIUIAHTALlII0, BITHOCITHCS JIO MAaLlI€HTIB 3:

— FEV1%: < 30% Bi1 HajeXHOro

— IBuaKHUM MOTIPIICHHSM, OCOOIUBO Yy )KIHOK 1 MOJIOAIINX IMAIli€HTIB

— Kucnesoro Tepami€ro npu rinokcemii

— T'inepkamHiero
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— Yactumu 3arocTpeHHSAMH, SKi BaKKO JIKYIOThCSI BHYTPIITHBOBEHHUMH aHTHO10TUKAMHU.

Panne ckepyBaHHS CJi PO3MIAHYTH Yy NAII€HTIB 31 CTIMKMM ITHEBMOTOPAKCOM 1 TMEPiOJUYHUM
MacHBHUM KpoBOXapkaHHsSM. [linBHWINEHHS BW)XXWUBaHHsS, OOMEXEHa JOCTYIHICTh JOHOPIB 1
BIIMIHHOCTI B CXe€MaX PO3MOJiIYy OpraHiB MPU3BEIH 10 CTBOPEHHS MOJeNell CMEPTHOCTI/BHYKUBAHHS,
SIK1 JOTIOMararoTh MPUWHATH PIIISHHS PO MPIOPHUTET IMAIIEHTIB HA TpaHCIUIaHTalio. CKIaaHICTh
TUMYACOBOTO Y3TO/KCHHsSI CKEpyBaHHS Ha TPAHCIUIAHTALII0O BHUMAara€ TiCHOTO 3B'A3Ky 31 CIykO00r0
TpanciuianTaiii. Ile Takox moromarae maii€eHTaM CIPUUHATH CKIAMHY iH(OpMaIiio 1 NpUAHATH
iH(OopMOBaHe pilIeHHS.

Ski KJIiHIYHI NMOKA3HMKH MiABHINYKTH PHU3HK CMePTi mix 4Yac OYIKyBaHHSI B CIHCKY Ha
TPAHCIVIAHTAIIIO JIeTeHb?

[Ipioputet Ha TpaHCIUIAHTAIIIIO IOBUHEH OyTH HalaHW mamieHTaMm MB 3:

— 3asie)XHOI0 BiJ KHCHIO JIETEHEBOIO HEJOCTATHICTIO

— XpOHIYHOIO TiMEepKaITHI€I0

— JlereHeBoro rinepTeHsiero

— HenocrarHicTio XapuyBaHHS, OCOOIHBO y KIHOK.

OOMmexeHa KUIBKICTh JIOHOPIB BU3HAYA€ MOKJIMBE YMCJIO TpaHCIUIaHTamii. HarioHabHI OJITHKY T10-
pi3HOMY ONTHMI3ylOTh €()EeKTUBHICTh PO3MOJUTY JOHOPCHKHX OpraHiB, 3aJeKHO BiJ CHCTEM
inenTudikaiii JOHOPIB Ta MpakTU4YHOI/TeorpadiuHoi jorictuku. [IpioputeT HEBIIKIAIHUX BUNAIKIB
BCTaHOBJIIOIOTH HA HALlIOHAJILHOMY PiBHI.

Perynspue 1 iHpopMaTHBHE CIHIIKyBaHHS 31 CHY>KO0OI TpaHCIUIAHTAIll >KUTTEBO BAXKIMBE IS
PEryIsIpHOTO OHOBJICHHS AaHUX PO KIIHIYHUHA Mepedir y BCiX MaI[iEHTIB B CIIUCKY OYiKyBaHHSI.

Axi Baxk/IMBI MOKa3HMKU NALIEHTIB, IKi MOXKYTh BHUKJ/IIOYUTH TPAHCIUIAHTALIIO JIereHb NpPH

MB?

J1o BUKTIOUEHb Ha IMITJIAHTAIIIO JIETEHb BITHOCATHCS:

— PakoBi 3axBoproBaHHA 3a 2 OCTaHHI POKU. SIK MpaBUJIO, MOTPIOEH «UUCTHI» Tepios] 5 pPOKIB.
MoskHa pO3IIISIHYTH JI€SK1 BUIIAJKH YPOT€HITAILHOTO paKy 1 paKy IIKipH

— HeBuikoBHI AUCOHYHKIIIT iIHIINX BKIMBUX OPraHiB (HAMPHUKIIAJI, CEPIIs, IEYiHKU, HUPOK)

— XpoHiyHa no3anereHena iHpekuis (Hanpuknaz, renatut B, renatut C, BLUI)

— Benuxi nedopmarii ckenety

— Tpuane HeAOTPUMaHHS PEKUMY 1 HEpETyJIsIpHE BiJBIAYBaHHS KIIIHIKH

— HeBunikoBHI MCUXOJIOTIYHI CTaHU, IO OOMEXKYIOTh 3/IaTHICTh CIHIBIIPAIIOBATH 3 TEPAIEI0

— BiaCyTHICTB y3TrOK€HOT CHCTEMH COLIaNbHOT MiITPUMKHU

— Ilpucrpacts 10 peuoBUH (HANPUKIIAA, 10 AJIKOTOJII0, TIOTIOHY B MMONEPEH1 6 MICALIIB).

binburicts ciyx6 TpancruianTtanii HE o6cTexyroTs XBopux 3:

— xponiunoro Burkholderia cenocepacia

— Mycobacteria abscessus.

I indekuii (Hampukian, MynbTHpe3ucTeHTHa Pseudomonas aeruginosa, Scedorsporium species,

Clostridium difficile) 3amexarp Big MOMITHKA 1 JOCBiAYy MicleBOI KIIHIKM TpaHCIUIAHTAIi, i

BHUMAraroTh JIOKJIaJHOTO PO3TJIsAY.

TpancmianTaii «TiIBKH JIETEHB» a00 MOETHAHHS «IIeYiHKA-JIETeHI» BUMAraroTh PETEIBHOI OIIHKH y

MAIIEHTIB 3 M3HBOIO CTA/II€I0 XBOPOOHU JIETE€Hb 1 MOPTATBHOIO TIEPTEH3IETO.

Komenmap pobouoi cpynu. Ha momenm po3podku Oanoi adanmosauoi KAiHIYHOI HACMAHOBU 8
Yrpaini mpancnianmayis necens uu nevinku nayieumam 3 MB ne nposoounace.

OIITUMAJIBHE XAPYYBAHHA TA JIKYBAHHA METABOJIYHUX YCKJIAJTHEHD.
JIKYBAJIBHE XAPYYBAHHS TA HOI'O PO3PAXYHOK
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Cystic Fibrosis Foundation Evidence-Based Guidelines for Management of Infants with Cystic
Fibrosis. Drucy Borowitz et al., 2009

3pocTaHHs Ta Xap4YyBaHHSA

Bkpaii BaxIMBO TPUAUIATH OCOOJIMBY yBary 3pOCTaHHIO Ta XapuyyBaHHIO Ha IMOYATKY IMEPIIOrO POKY
KHUTTS €, TOMY IO II€ 4ac eKCTPAOPAMHAPHUX METAa0OJIIYHUX MOTPeO; 3/70pOBi HEMOBISATA MOBHUHHI
MOABOITH Bary, 1o Oyna npu HapOIKEeHHI, A0 4-MICAYHOTO BIKY 1 301IbIIMTH BTpo€E 10 1 poxy. MB
@®oH pekoMeHye, o0 TITH AOCATIN BIAHOIIEHHS Maca-3picT 50 mepueHTHis 10 2 poKaM KHTTH,
X04Ya JOCATHEHHS 1€l METH paHilie B AUTUHCTBI Moxke Oytu KopucHuM (9). dani peectpy MB ®onay
MOKa3yloTh, 10 BUCOKHUH 1HAEKC Macu Tila Ha 2 POILl XKHUTTSA TICHO TMOB'SI3aH 3 KPAIIOKO JIETEHEBOIO
¢dbyHKIi€r0 B TUTHHCTBI. EnigeMionoriydi 1aHi MOKa3ylTh, 10 MOJIMIICHHS CTaHy Xap4ayBaHHS JiTeH
MOB'SI3aHO 3 MOKPAIIEHHUM IPOrHO30M. HeMOBIIsATa, SIKi HE OCSTAIOTh OYiKyBaHUX MOKA3HUKIB MACH i
3pocTy, abo Ti, AKi MEHII, HDK 25 TepIeHTWIb, 3HAXOMATHCS B 3HAYHOMY PH3UKY 1 IOBHHHI
JOTIIAAATUCEH JTy’Ke peTeNbHO. ICHye BUpakeHa KOpeslis MiK HU3bKHMHU TOKa3HHKaMH (Hi3MYHOTO
PO3BUTKY, T€HOTUIIOM 1 peHOTUNOM (PyHKIIT MiILTYHKOBOI 3a7103H.

Po3paxyHok cepenHb01000BOI0 NPHPOCTY MACH Bil OCTAHHBOIO Bi3UTY Ta NOPiBHAHHA 3
OYiKyBaHUM *

Bikosmnii giamazon | YoJoBiku | Kinkn Bixkosnii YogoBiku Kinkn
(r/nennb) | (r/meHnb) Aiana3oH (r/nennb) (r/nennp)
Bin mHapomkenns jio 1 30 26 4 - 5 micsuiB 17 16
MicsLs
1 - 2 micami 35 29 5 - 6 micaniB 15 14
2 - 3 Micsr 26 23 6 - 9 MicariB 10-13 10
3 - 4 micsr 20 19 9 - 24 micsni 7-10 7-10

* Ha miacTaBi o4ikyBaHHX TEMIIiB IPUPOCTY MacH BiAMOBiHO 50-My nepuuHTHIIO 3a BikoM (Guo et al.J Pediatr 1991;119:355-362)
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OuikyBaHui NPUPICT MacH He JOCATHYTHI: 3BePHITHCS 10 AIi€T0/10Ta TA OLIHITH TOyBaHHA**

Bin 3 mo 6 micsiiB
Bix 6 no 24 micamiB

Bix napomxkenns no 3 micamie  >115-130 xkain/kr/aeHb
>100-110 xxan/kr/neHn
>110 xxan/kr/nesp

1. 30inbLIiTh KaMOPiHHICTh TOAYBaHb
2. 306inbite 103y 3TII® (3amicHa Teparis HaHKPeaTHIHUMH (DepMEHTaMH) 10

BEPXHBOI I'PaHMIII Jiara3oHy
3. PosrnsHytu HacTymnHe (He 000B'I3KOBO MOCIIIOBHO):

1 BUTpaTH 260
MeTa0oJIvHi
NMOpYLIEeHHs1?

Jlerenese
3aroCTpEeHHs
(roctpe, minrocrpe
a00 pelnuuByIOUe)
lactpoesodareanpHa
pedokcHa XxBopoba
Conbose
BUCHQKCHHS
Hedinut nuHKY

11 AKTHBHICTB

HenocrarHe

BCMOKTYBAHHA?
[Mpo6aemu 3 mpuitoMmom
3TID abo 3
MPUXWIBHICTIO 10
JKyBaHHSI MAaIi€HTIB 3
HEIOCTaTHICTIO
M IITYHKOBOT 3271031
[Totpeba B GmokaTopi
KHCIIOTH
[Mpobnemu 3i

CMOKTaHHIM/ KOBTaHHIM

CouiajbHo-
€KOHOMiuHi/ocBiTi
/moBeaiHKOBI
npodaemu?
HenocratHi 3HaHHS 3
BUTOJIOBYBaHHS
HeanexBarna xapuoBa
[IOBEIHKA
®dinaHCOBI TPYAHOIII
HeanexsaTHi ciMeliHi
BITHOCUHU

3unKeHuH
aneTur?

Hedimut 3amiza
3anop
lactpoesodareanpaa
peduokcHa XxBopoOa
JedinuT nuHKY
[Mpobaemu 3i
CMOKTaHHSIM/
KOBTaHHSIM

KOPOTILHIT)

TSHKKUNA

e BunHHKaOTh Ta MPOXOAITH 3 IHTEPBAIOM 2-6 THXKHIB (7151 AiTel MOJIOAIOTO BiKYy iIHTEpBal

e  OOroBOpPUTH PO3MIIICHHS TaCTPOCTOMH 3 POAMHOIO HA paHHIM CTalii MPOIECy; BUKOHATH
racTpoCTOMIIO MEPII 32 BCE MAlllEHTaM MOJIOJIIOTO BiKy a00 THUM, Y SKMX A€(IIUT Macu OLIbII

** Bzaro 3 Beal, VA in Human Growth and Development,
McCammon ed, Charles C Thomas, Springfield, IL 1970; 63-100
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Tunu roryBaHHs

OCHOBHI PUHIIUIH TOXYBAHHS 3I0POBHX HEMOBIAT BiJHOCSATHCS 1 A0 TPYJHOTO TOMYBAaHHS JIiTEH 3
MB.

[lepeBaru rpyAHOTO TOAYBaHHS MOJIOKO, Y TOMY YHCII MOTEHLIHHO KOPHCHI KOMIOHEHTH T'PYIHOTO
MOJIOKa, IS 3J0pPOBUX JiTeH MHUPOKO BuU3HarOThesA. KepiBHi XapuoBi mpunmmmu, Accomianii MB,
€Bpomeiichbkiii KOHCEHCYC MO XapuyBaHHI0O y mamieHTiB 3 MB Ta Koncencyc BenikoOpiranii
PEKOMEHAYIOTh TIpyAHE BHUroayBaHHA. OJHE NPOCHEKTHBHE KOTOPTHE MIOCHIKEHHS HE BUSABUIIO
BIIMIHHOCTEH y Ba3i a00 JOBXKHHI MIXK JITbMH, SIKi 3HAXOJMIMCH BUKITIOUYHO HA TPYJTHOMY 1 TUMH, XTO
OyB BUKJIIOYHO Ha HITYYHOMY BUIOJyBaHHI. Tpu peTpOCHEKTHBHMX JOCIIKEHHsS HaJalu J0Ka3u Ha
KOPUCTh TPYAHOTO BUTOAYBAHHS B MOPIBHSAHHI 3 IITYYHUM JJIs AiTel rpyaHoro Biky 3 MB. B oqnomy
JOCITIJDKEHHI OyJI0 BHUSBIICHO 3HIDKCHHS 3aCBOEHHS OiIKa MpH TPYIHOMY BHUTOJIOBYBaHHI, aje HE
BUSIBJICHO PI3HUIII B AaHTPONOMETPUYHHMX TIIOKAa3HUKAX, a30TI CEYOBMHU KpoOBi, abo piBHI
CHUPOBATKOBOTO ajlbOyMiHYy B TOpPIBHSHHI 3 INTyYHUM BUTOJOBYBaHHAM B 7 TwwkHiB. Ille omne
JOCIIKEHHST MTOKA3aJI0, 10 HEMOBJIATA, IO OTPUMYBAJH JIIOJICBKE MOJIOKO, Mald OiIbIly Macy i
3pICT, HIXK Ti, XTO OTPUMYBAB IITY4YHI cyMili. J[Ba KOTOPTHUX MOCITIIKEHHS MPUITYCTUIIH, 1110 TPYAHE
BUTOYBaHHsI 3a0e31euye JereHeBi ado HII MeIWYHI epeBart i naiienris 3 MB.

Icnye oOMexeHe 4YMCIO MOKa3iB CTOCOBHO BHOOpY CYMIIIl AJisl IITYYHOTO TOJyBaHHS (CTaHIapTHA
dbopMyIa 11t HEMOBJIAT 9 PopMyIIa 3 TiIPOTI30BaHUM OLITKOM)

JlutuHCcTBO - dac BuUcCOKoi Mertabomiunoi mnoTtpebu. Ilamientam 3 MB  pekoMeHayeThes
BHCOKOKAJIOpiifHa Ji€Ta TPOTATOM YChOTO IXHBOTO KHUTTA. Hemae IOCTYMHHMX JaHUX 10O
BUKOPUCTaHHA 30arayeHoro TIpYyIHOIO MOJIOKA, BHCOKO-KAJOPIMHHUX cyMimied abo BHCOKO-
KaJIOPIHOTO MPHUKOPMY (TBEPIOT0) Y HEMOBIIAT 1 JITEH SCEIBHOTO BiKY, sIKi pocTyTh a00pe. Tum He
MeHII, 30araueHe TpydHE MOJIOKO, BHCOKO-KaJOpiiiHI cyMmimni a0o BHCOKO-KaJOpiHUI MpUKOpM
MMOBUHHI BUKOPHUCTOBYBATHUCH, SIKIIIO BTpaTa Macu abo HeAOCTaTHIM Halip Macu Bu3HaueH1. [ nited 3
nedimuroM 3pocty, Accomiamisis MB pekoMeH1ye BUKOPUCTOBYBATH €HTEpaIbHI JOOABKU Ha JIOJIATOK
31 3BMYaiiHOIO 1’K€er0, 1100 IMOJIMNIIHTH BUIKICTE MiBUILIEHHS MACH.

[lepminM npUKOPMOM MOBUHHO OyTH M'SICO, SIK XOPOILIE JPKEPEIIO 3aJ1i3a 1 LIUHKY.

Komanna mennuHoi gonoMoru xBopuM Ha MB noBuHHA mepekoHaTHCs, 10 POAMHA MA€ JOCTYI JI0
JIOCTaTHBOT'O XapyyBaHHs JUUIsl TOAYIOUMX MaTePiB 1 XapuyBaHHS ISl IITEH.

Kupopo3zuunni Bitaminu. IIpo cumnromu nedinuty BitamiHiB A i1 E y narieHTB nOBiIOMIISIIOCH Y
nanieHTiB 3 MB. Bunbi BUCOKMI pu3UK nediIUTY KUPOPO3UYMHHUX BITAMIHIB Y MAllI€HTIB, SKI €
romo3urotHumu 1o F508del ta ocib 3 rinoansOymineMiero abo rpu 301IbIIEHH] JTYXHOI ¢ochaTazu Ha
MOMEHT BCTaHOBJICHHS AiarHo3y. Husbkuil piBeHs BiTaminy E noB's3aHuil 31 3HUKEHHSM KOTHITUBHUX
3ni6HOCTel. Yepes momupeHocTh AeiuuTy KMPOPO3UMHHHMX BITAMIHIB 1 Yy 3B’S3KYy 3 KIIIHIYHUM
BIJIUBOM LIbOTO A€(IIUTY, PIBHI LUX BITaMiHIB B KPOBI CJIiJi BUMIPIOBATH PETYIISAPHO.

Huuk. IlamienTam 3 HEIOCTaTHHOIO MPUOABKOIO Yy 3pOCTI HE3BaXAIOUM Ha 3pOCTAlOug aJeKBaTHE
CHOKMBaHHS Kalopiil 1 (epMEHTIB NIALUIYHKOBOI 3aJI03M MOYKHA JOJaTH LHMHK y 7A031 1 Mr
€JIEMEHTAPHOT'0 LIMHKY / KT / JIeHb B PO3JIJICHUX JI03aX MPOTATOM 6 MiCSIIiB

European Cystic Fibrosis Society Standards of Care: Best Practice guidelines. Alan R. Smyth et
al,. 2014

CraH xapuyBaHHS Ma€ MII[HUM MO3UTUBHUN 3B'SI30K 13 JIET€HEBOIO (DYHKIIEIO Ta BY)KUBAHHSM IPU
MB. 3a0e3nedyeHHs: HOPMaJIbHOTO 3POCTAHHS TUTHHHU Ta MiJITPUMaHHS HOPMAJIbHOTO XapuyBaHHS B
JIOPOCIIMX CTAHOBUTDH BKJIMBI IIUTI JyIsl KoMaH 11 MB.

SAxi wini mocraBieHo AasA ajJiMeHTAPHOro / HYTPMTHBHOIO crarycy B mnauieHrtiB i3 MB?
HemoBnata 1 1OiTH NOBMHHI HOPMAaJbHO 3pOCTaTH, TaKk LI00 HEMOBIATA AOCATAM HOPMalIbHHUX
NEPUEHTHIIIB MacH Ta 3pOCTY, MOMIOHMX IO 1HINOI MOMYJNALIi, 10 BiKy ABOX pokKiB. [liTH 1 miamiTKu
noBuHHI gocsratu 50-ro nepuentuiio IMT. ¥V gopocaux abcomornuit IMT nmoBuHeH nmiaTpuMyBaTucs
nonan 20 kr/m%, ineambHo - 22 kr/m? (kiHku) Ta 23 kr/m? (uonosikm). Bci maiieHTH MOBUHHI MaTH
HOPMAJIBHUM CTaTyC II0JI0 KUPOPO3UYMHHHUX BITaMiHIB 1 MikpoeneMeHTiB. Ciii KOHTPOJIIOBATH CTaTyC
HE3aMIHHUX JKUPHHUX KHUCJIOT, SIKIIO TaKWi aHami3 € JOCTYIMHHUM. [3 Mi€TONOTIYHOTO OILIHIOBAHHS Ta
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BEJICHHSI XBOPUX BHUJIaHI TUPEKTUBH M THCTPYKIIIi.

S caix KOHTPOIIOBATH aJliMeHTAPHMI / HYTPUTHBHUM CTAaTyC NpPH BeleHHI xBoporo? [loku He
3aKIHUYMTBCA 3pPOCTaHHS TMPU KOKHOMY BIJBIZYBaHHI IICHTPY TIOBHHHI TPOBOAMTHCS TOYHI
BUMIpIOBaHHA Macu (KT'), 3pOCTaHHs (M) 1 OKPY)KHOCTI ToJIOBH (CM) (10 BiKy 2 pOKiB). ¥ HOpOCIHX
3pICT CIIiJ] BUMIpIOBATH IOPOKY. Bumipu noBuHH1 OyTH nepepaxoBani B IMT (> 2 pokiB) 1 MOpiBHSHI 3
HaI[IOHAJILHUMHU €TAJTOHHUMHU KapTamMu. MoJoammM AiTsSM 1 miaIiTkaM moTpiOHa ocobnmBa yBara,
3Ba)KalOuW Ha iX MPUCKOPEHUI MPOLIeC 3pOCTaHHS.

Sk ciain BU3HAYATH €K30KPHUHHY HeIOCTATHICTH mianuiyHkoBoi 3auao3u (EHII3) ii agexBaTHe
3aMillleHHSI NaHKpeaTHYHUX GepMeHTIB?

[ToTpibna nepesipka EHII3. Bu3znaueHnus koedilieHTy MOTIMHAHHS JKUPY - «30J0THH CTAaHIAAPT», ajie
BOHO Jyxe o0TspkiuBe. DekanbHa nankpearuuna enacrtasa-1 (OIIEL) - mpocTuit 1 HapiHUi MeTO 13
JIBOX THJKHIB JKHTTSI 3@ BIICYTHOCTI P1JIKOT'O BUIIOPOKHEHHS.

VY mnamieHTiB i3 moctaTHhOI0 (yHKIiero mianurynkoBoi 3anozn DIIE1 cmix mepeBipsATH MmOpIYHO B
HEMOBJITUYOMY Ta TUTSYOMY Billi, @ TAKOXK Y MEP10M YIIOBUILHEHHS 3pOCTAaHHS, BTPATH MacH 1 Jiapei.
AziexkBaTHICTh 3aMiCHOT Tepartii pepMeHTaMu mianuTyHKoBol 3ano3u (3TDI13), Bu3HaUarOTh KIIIHIYHO,
CIIOCTEpiralouu ajJiMEHTapHUN CTaTyc, O3HAKM Ta CUMITOMH MOPYLICHHS BCMOKTYBaHHS, a TaKOX
HaJIMIpHHI alleTUT MPH NMOBiUIbHOMY HabupaHHi Macu. [ligsumeni no3u 3TOII3 MoXyTh IpU3BECTH 10
000 B KMBOTI Ta 3amopy. € aupekTHBM i iHCTpykuii 3 TectyBanHs Ha EHII3 Ta no3yBanHs
(bepMeHTiB.

SIxi ocHOBHI cTpaTerii NpeBeHTHBHOIO /Ii€TOJIOTIYHOI0 BeIeHHSI XBOPOro?
Hentpu MB noBunHI OyTH 03HaOMIIEHI 3 PEKOMEHAIISIMU OO0 11€TOJIOTIYHOTO KOHCYJILTYBAHHS B
pi3HOMY Billi, IO TPOBOAUTHCS JieTonoramu nentpy MB. Bonu Bkitouarots y cebe:

— Ouinky EHII3 Ta npusnauenns 3TOI13

— BuOip miaxoasmioi i€ty 3 yBaror 10 BUCOKOTO CTIIOKUBaHHS KHUPY.

— TlcuxomoriuHy Tepamito JJis JOCATHEHHS TTO3UTUBHOTO CTABJICHHS JI0 MIPUHOMY TKi.

— JlomatkoBe 3a0e3medeHHs HATpieM, 3a HEOOXITHOCTI, 3 OCOOJIMBOIO YBarow J0 HEMOBIIAT,

BUSBIICHUX M11]1 4YaC CKPUHIHTY HOBOHAPOI’KEHUX.

— 3ale3neyeHHs )KUPOPO3UMHHUMHU BITaMIHaMU 32 MTOKa3aHHAMHU J1a00paTOPHUX aHAMI31B.
XKinkam 3 MB, ski MIaHyIOTh BariTHICTb, CIiJl OTPUMATH MONEPETHIO KOHCYJBTAII0 100
TIOJTIMIICHHS] CBOTO aJlIMEHTApHOTO cTarycy [S55].

SAxi ¢pakTopM CI1il OHIHIOBATH B MAL€HTIB 3 YNOBiJIbHEHUM 3POCTAHHAM ?

OOcTe)xeHHsT Mae€ MPOBOAMTUCS y BHUIAJKaxX: BTPAaTH Macu a00 3HMIKEHHS MEPLEHTHIII0 Macu abo
JOBKHHU / 3pocTy (BIK < 2 pokiB); 3HMkKeHHs nepueHTwi o IMT, mo Bianosigae Biky 1 craTi (BIK > 2
POKiB); MOBUIBHOTO IiHIHHOTO 3pocTanHHs (< 18 pokiB); moripmenHs IMT (> 18 pokiB). Panne
BTPYYaHHS BaXJIUBE, 11100 YHUKHYTH 3HAYHOI BTpPATH MacHu ab0 3pOCTaHHS.

JliarHOCTHKa TPUYMHM TIOTAHOTO XapyyBaHHS 3acHOBaHa Ha YBWXHOMY OOCTEXEHHI Ta
MDKAMCUUILTIHAPHOMY MiJIX0/1. MOKIMBI IPUYMHH BKIIIOYAIOTh Yy ce0e: HeJOCTaTHE CIOKMBAaHHS 1XKi,
BEJIMKI BTpATH €Heprii i3 BUNOpOKHEHHSIM (HeanekBaTHICTh 3T®II3 abo HenOTpUMaHHS peXUMY),
3apayKeHHS JIIMOJIIEI0, TeTiaKiio, TinmepkaTadboIi3M y 3B'SI3Ky 3 ypaXeHHSIM JIETE€HIB, OtoBaHHsS ab0
ractponapes, IIoKo3ypito, MCUX0JIOriYHui BB MB.

SAxi MokIMBI BapiaHTH Ti€TUYHUX BTPYYaHb?

Brpy4yanHss NMOBUHHI BBOJMTHCS TOCTYIIOBO Ha OOMEXEHHMH mepioJ yacy abo [0 JOCSATHEHHS

ONTHUMI3Alll] aJIMEHTAapHOTO CTAaTyCy 3aJie)KHO BIJl CTYNEHS HEJIOCTaTHOCTI XapuyBaHHS Ta BIKY

MaIieHTa.

— Tlonepeoocysanvre sedenns. HamonernupicTb y JOTpUMaHHI A1€TH, peKOMEHAALli 100 HATPiIo Ta
(dhepMeHTIB, 3MiHa MOJIEIII TTOBEIIHKK a00 MOTHUBYIOUi Oeciau

— ITlomipne nedoioanns. JlieTuaHi 100aBKH, IO BXKUBAIOTHCS Yepe3 POT, CIIiJI BUKOPUCTOBYBATH IS
JIOJTaTKOBOI KaJIOPIMHOCTI SIK TUMYAcOBY MpoOy ab0 TUMYACOBE 3aMIlICHHS y XBOPHUX IMAIli€HTIB.
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Mosxe OyTH KOpPHCHHM THMYacOBE XapuyBaHHsS dyepe3 HasoractpanbhHuii 3oHx (HI'3) abo
nasoeronaiabHe. (NJ)
— Taocke nedoioanns. EntepanbHe xapuyBaHHs depe3 HI'3 abo ractpocTomiuHui 30H] 3a3BUYAM
MOKpAIIye Ta MiATPUMYE Xap4dyBaHHs MalieHTiB i3 MB/
Inwi memoou mepanii: lunporenTaiuH i TOPMOH pPOCTYy HE BXOIATh 1O 3BUYAWHOI Teparii.
[TapenTepalibHe Xap4uyBaHHS 3aCTOCOBYETHCS, TUTHKU SKIO €HTEPATbHE XapuyBaHHSI HEMOXKIUBE a00
He Jie.
Hieronoriuna peabimitaimiss MOXe 3alHATH 3-6 MICSIB, TOMY ii TPOBEICHHS IEpea OMepaIliero
MTOBHHHO MTOYMHATHUCS 33/I0BT'O JI0 IPU3HAYCHOI IaTH omeparllil (HanpuKiiaa, TpaHCIIAHTaIlil OpraHy).

Clinical Guidelines: Care of Children with Cystic Fibrosis. Royal Brompton Hospital.
S. Alexander et al. Endorsed by the Medicines Management Board of Royal Brompton &
Harefield NHS Foundation Trust. 2014

Mertoro BIpOBaIXKEHHs JIKYBaJIbHOI'O XapuyBaHHs € CIIPUSIHHS HOPMaJIbHOMY 3pOCTaHHIO Ta PO3BUTKY
MPOTSTOM YChOTO JKUTTSI. X04a XBOpI HA MyKOBICIIU03 MOXKYTh MaTh AY)K€ Pi3Hi MOTpeOH B KAJIOPIsX,
cnoxkuBanHs Bia 120% no 150% Bin cepeanboi iHAUBITyanbHOI TOTPEOU BBAXKAETHCSA MPUAATHUM IS
OUTBIIOCTI MAIIEHTIB.

XKupoposuunni Bitaminu (A, D ta E) HeoOXiaHi THM, XTO CTpaKJa€ Ha HEAOCTATHICTD MiANLTYHKOBOT
3a03u; BitaMiH K maeTbest 1iTsM BiKOM 6 pOKIB i cTapIInM.

Oxkpim TOr0, 4epe3 BILVIUB HA MeTa00J1i3M KiCTKOBOI TKAHMHH Telep MH JaeMo Bitamin D aitam,
SIKi He CTPAXKIAI0Th HA HEAOCTATHICTH MiANLIYHKOBOI 32J103H, a TakoK Bitamin K, nounnarwouu i3
LIeCTUPIYHOrO BIKY.

bimbmricte mited insaTh mo0pe Ta 3MaTHI 3aJ0BOJBHUTH IMOTPpe0y B XapyyBaHHI 3a JIOTIOMOTOIO
3BUYANHOI TKi; MpoTe moraHwii ametut (i, sSIK HACINIJIOK, HEJOCTATHE IOTJIMHAHHS TKi) 1HOAI cTae
npobnemoro. Ile Moxke OyTu HACHIAKOM Pi3HHUX (PAKTOPIB, BKIIOYAIOYH JIETEHEBY HEIOCTAaTHICTH a0o
YacTi 3aroCTPeHHs, MJISBONPOTIKAIOUY XPOHIYHY 1H(EKIil0, HaJMIpHUN Kalleslb, HEIOJIKOBaHUMN
ractpoe3odareanbHuil pedIroKe, AENpeciio, MITYHKOBO-KUIIKOBI po3yiagu (TOOTO 3aropH, CHHAPOM
JUCTalbHIA KHUIIKOBOI HEMPOXIAHOCTI, pO3AyTHH abo Oomroumii KUBIT), ab0 HENPUHHATTS
BHUCOKOKaJIOPIHHOT TKI.

[Inan niKyBaJdbHOTO XapuyBaHHS CKJIAJA€TbCs I1HAMBIIYaJdbHO Ta BKIIOYaE B cebe MNpakTHUHI
MIPOTO3HIIIT MO0 TOTO, K 30UTHIIIUTH MOTJIMHAHHS KAJIOPiH 1 3aI0BOJIBHUTH Xap4oBi moTpedu. MoBa
TyT MOXE HTH MpOo peKOMeHAalii MO0 MiJBUIICHHS KaJIOPIMHOCTI XapuyBaHHS (HaMpHUKIA,
JT0JIaBaHHS BEPILIKOBOTO Macja / CUpy / pOCIMHHOI 0JIii / BEPIIKIB 70 %K1, 100 30UTBIIUTH KaJIOPIHHY
LIHHICTH 1) a00 PO BUKOPUCTAHHS 3alIPOIIOHOBAHUX XapUOBUX JOOABOK.

CtuMyinoBaHHST BUCOKOKAJIOPIMHOT JI€TH 3 BHCOKMM BMICTOM HUpIB Mae OyTH IOB'i3aHe 13
320XO0YEHHSIM 30aJIaHCOBAHOTO Ta PI3HOMAHITHOTO XapuyBaHHS, KOJM MOKJIMBO, BKIIOYAIOUU 3MIHU B
ciMEIfHOMY IpPOAYKTOBOMY KOWIUKY. Lle 103BOMUTH YHUKHYTH Hajajil MOBEIIHKOBHX TPYIHOLIB Y
nporieci roayBaHHs. Panille mpocyBasucsi MPOAYKTH 3 HU3BKUM BMICTOM MIKPOEJIEMEHTIB, TaKi K
COJIOJIONII Ta COJIOAKI HAamoi, TOAl SK 3apa3 MU BIJJIA€MO IepeBary MOXHUBHUM, BHUCOKOKaJIOPIHHUM
MPOAYKTaM XapuyBaHHS.

VY KimiHII 3 MYKOBICIIUI03Y € (axiBelb-I1€TOJIOT, SIKU Ha TIOCTIMHIN OCHOBI TPOBOJUTH OTJIA YCiX
aite. I1ix yac KOKHOTO OISy OLIIHIOETHCS 3POCTaHHS, CIIOXKUBAHHSA KaJIopii, 103yBaHHs (epMEHTIB
1 nmarmThcs pekoMeHmanii 3a HeoOximHocTi. [lim wyac KOXXHOTO BIABIMYBAaHHSA KIIHIKH JHUTHHOIO
HEOoOXiHO mepeBipATH 11 Bary Ta 3picT. [liTH BiKOM 5 POKIB 1 MOJOAMI MEepeBIpSAIOTbCS B HIKHIN
OUIM3HI, JIITH, CTapuIl 32 5 POKIB - y JIETKOMY OJSTY, IM HE MOTPiOHO po3asratucs moBHicTIO. Kpim
TOTrO, B JIITEH, MOJIOAIIMX 32 OJUH PiK, HEOOXIHO BUMIPIOBATH OKPYXKHICTH TroyioBu. Lli maHi motim
Oyze nepeHeceHo /10 BIAMOBIIHUX MPOLIEHTHUX rpadikiB MacH, 3pocty i IMT.

Ouinka xap4oBux morped
Xoua MI€TONOTIYHMN CKPUHIHT XBOPHX Ha MYKOBICIIMIO3 BiZOYBA€TbCs OJHAKOBO 110 BCii
BenukoOpuTanii, KOHCEHCYCY ITOI0 TOTO, SIK HAMKpaIlle OLIHUTH Y PO3Mi3HaTH 3001 y 3pocTaHH]1 ab0
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BIJIMOBY BiJI Xap4yyBaHHS B JIITeH 13 MYKOBICIIHJI030M, TMOKH JOCATHYTO He Oyno. Panime mmpoxo
BUKOPUCTOBYBAJIUCS % CIIBBIIHOIIEHHS Maca / 3picT, MPOTE y CBOIM MPAaKTHIl MU CTaBUMO 33 METY
pO3Ii3HATH AITEH, sIKI MOTPAIUIAIOTH 10 TAKKX KaTeTropiil:

— HewmosisTa, siKi 3a3HaIOTh TPYHOIIIB Y BITHOBJICHHI MacH, 10 Oyina B HUX IIPH HApOHKCHHI,
Kl JIperd(dyloTh MK MEXaMH HOPMH NEPICHTWIBHUX TpadikiB Ha paHHIX CTaIiix, 1
HEMOBIIATA, SIKi CTPAXKIAIOTH PO3JaIaMU IIUTYHKOBO-KHUIITKOBOTO TPAKTY.

— Vi gitu 3 IMT <25-u neHTumiB.

— JlitH, SKi NepeTUHAIOTh HIDKHIO MEXY HOPMHU LEHTWIbHOTO rpadiky. Kaptuna mMoxe OyTu
SCHOI0 13 caMoro modatky abo Moxke BigoOpakaTd OUIbII TpUBai, MOTEHIIHHO MEHII
MOMITHI 3MiHH.

Kniniune omiHIOBaHHA 3pOCTY 1 Macu B MEPLUEHTHIISAX 3/1HCHIOETHCS B paMKax bputaHchkux rpadikis
3poctanHs BOO3. MOHITOpUHT IPOBOAMUTHCS pa3 HAa OJMH-BA MiCAL JJIsI HEMOBJIAT 1 pa3 Ha JABa-TPU
MICSI JUTS OUTBIN CTAPIIMX AITEH 1 MiJUTITKIB.

B nanwmii yac HeoigaHHS PiKO € MPUYMHOIO HEJOCTATHHOTO 30UIBIIEHHS 3POCTY, TOMY JiTH, B SIKHX
BUSIBJICHO TIOPYIICHHS y 3pOCTaHHI 3a iXHIMHU Tpadikamu, HAMpPaBISIOTHCA 0 €HIOKPHHOJIOTA IS
MOJIAJIBIIOTO OOCTEKEHHSI.

VY niteit 13 He3pO3yMiNIUMH 3005MH Y 3pOCTaHHI HEOOXiHO 3BEPHYTH yBary Ha Take:

[lepeBiputr mopyIIieHHs] BCMOKTYBaHHS, 3pOOWTH, HANPUKIIAJ, aHATI3 Kally Ha >KUpH (110 MOXe
BHMAaraT IMOBTOPHUX 300piB Kally MPOTSATOM ACKITBKOX JHIB); CIIO)KUBAaHHS KpeoHy. DekanbHy
eJiacTasy CIij MepeBIpUTH, SKIIO paHillle AUTHHA HE CTpa)kaaja Ha HEAOCTATHICTh MiJILTyHKOBOI
3aJ103H1.

Komenmap pooouoi epynu:
Ha wmomenm po3pobku oOanoi adanmosanoi KIiHiuHOI HacmaHosu 6 YKpaiHi nposooumscs
HANi8KINbKICHUL AHAI3 KAy HA HASBHICMb HEUmMpPAalbHO20 JHcupy ma pieeHs ¢hexkanvhoi enacmasu-1.

3a J0MOMOT OO IIOJICHHHKA TSI CTIOCTEPEKEHB 3a XapuyBaHHSIM IEPEBIPUTH CIIOKUBAHHS KaJIOPIii.
CupoBaTkoBi piBHi BiTamiHiB A, D Ta E.

AHani3 cedi Ta KpoBi Ha enekTpoaiTh. [Insma ceul HaTpiro <20 MMOJIB/T BKa3ye Ha HU3bKUH PIBEHb
HATpPiI0 B TUIl Ta BUMarae KOPEKIi A Toro, mo0 mMaiieHT mo4yaB HabupaTu Bary. OmHak Mu
3a3BHuYail He OepeMo Il aHaJi3M B HOBOHAPODKEHHUX, IO OOCTEKYIOTHCA, SKIIO B HUX HEMAE
pobJIeM 13 Baroxo.

Caig B34TH 10 yBaru aia0eT npu MyKOBICIIHJI031.

HeoOXiqHO BHUKIIOUUTH TOpPYIIEHHS B poOOTI IIIYHKOBO-KHUIIKOBOIO TpPaKTy, a came:
HENEPEHOCUMICTh JIAKTO3U Ta IJIOTEHY, 3alalibHl 3aXBOPIOBAHHS KHUIIEYHHUKA, JIAMONio3 abo
CHHJIPOM YKOPOYEHOI TOHKOi KHIIKH (B THX, XTO paHillle MiJ1aBaBCs XipypriYHOMY BTPYUYaHHIO B
paiioHi KiIyOOBO1 KUIIIKH).

Y HEMOBJIAT ci1ii OpaTH 10 yBaru ajeprito Ha KOpoB'siue MOJIOKO.
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AJITOpUTM,
Ail mpu BTpaTti Macu ado 3a BiACYTHOCTI 30iJ1bIIEHHS MacH

Yu € 03HaKM / CHMIITOMHU NMOPYIIEHHSI BCMOKTYBAHHSA 17Ki?

Tak Hi
Henorpumanns 3arponoHoBaHo1 1i€Tu? OniHIOBaHHA KaJopii / HOKUBHUX
PEYOBUH, a MOTIM JUBHUTHUCS IO CUTYaIil
l (To0TO, HE 0OOB'SI3KOBO B TAKOMY
HOPAIKY)

3aHanTo HU3bKa a00 HeePeKTUBHA J103a

dhepmenTiB?

Koncynbraris 3 gieTomaorom, mood
A\ 4

Y

- - 30LIBIINTH CHIOKHUBAHHS Kalopii
HanmipHe crnoXuBaHHS COKIB / MINITY4HX

HAaIIoiB / 4yaro abo poCIMHHOT 1ki?

[loBeninka npu royBaHHi: OLIHIOBAHHS
v Ta BTPYYaHHS

Honatu H2 6mokarop ab6o IPP, mo6

MOJIIMIIUTH e(EeKTUBHICTD (pepMeHTY?

(oco0auBoO, SKILO /1032 [Icuxonoriyde/corianbHe/ eKOHOMIUHE
dbepmenty > 12000 MO / xr / neHb) OLIIHIOBAaHHS

A 4

\ 4

[Tepernanpte uepes 1 micsup. SAkio Hemae Oruisaz fiaGeTy mpy MyKOBICIHI03i

HOKpAMICHB, TOML TIOyManTe 1po (Cucrema Ge3nepepBHOIO MOHITOPUHTY
00CTEKEHHS IITYHKOBO-KHUIIIKOBOT'O [JIFOKO3H / FTT/I—‘TT -

TPaKTy ab0 KOHCYJIbTAIlii.

A 4

l"J'IIOKO?»OTOJ'IGp&HTHPIfI TCCT)

[H1m1 MmeauuHi haxkropu

-Jledinut 3amiza

-TEP

-3anop

-Haamipre OakTepiaibHE 3pOCTaHHS
-Anepris 10 O1IKiB KOPOB'SYOTO MOJIOKA)
/ aneprist

\ 4

ITogymaiite Ipo BUKOPUCTaHHSA
E€HTEPAIILHOIO Xapu4yBaHHs

A 4
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IlepopanbHa xap4yoBa miATPUMKa

Jlnst giTed 13 BIACTaBaHHSAM Yy 3pPOCTAaHHI ICHYE IIMPOKHH aCOPTHUMEHT IPOJYKTIB, SKI MOXKHA
NPU3HAYUTH; B OCHOBHOMY II¢ Hamoi Ta XapuoBi mo0aBku. Ilicis BigmoOBITHOI KOHCYNBTAIll 3
JETOJIOTOM JIITH MOKYTh ITOYaTH BXKUBATH JOOABKH.

3a3Buuaii, He Oinbie 20% Bix cepeqHBOI IHAUBIAYaTbHOI MOTPEOU B KaJOpisiX MOBHUHHI HAJAABATUCS
XapuyoOBUMH J100aBKaMH, 32 BHHSATKOM BHUIAAKIB TOCTPOi iHQEKIT ado SKIIo marieHTa 30MparoThCs
MIEPEBECTH HA CHTEPATbHE XapUyBaHHI.

HanmipHe crio>kuBaHHS MOKE MOTIPIIMTH areTHT i 3MEHIIUTH HaJXO/DKCHHS MOKMBHUX PEYOBHH 3i
3BHYAMHUX TNPOJYKTIB XapuyBaHHS. XapyoBi JOOABKM HEOOXiZHO JaBaTW B 4Yac, IHIOMM HIX Yac
BXKHMBaHHS 1Ki, a00 mepen cHOM. baThbki MOXYTh BUKOPHCTOBYBATH J00aBKM TBOPYO (HAIPHUKIAMI, Y
KyJiHapii), 100 CTUMYIIOBAaTH CIOXXHMBAHHS M YHUKHYTH CTOMJICHHS CMaKOBHX BiI4yTTiB. Buxomsuu
3 HaIIoOro J0CBiNy, 3a3HAYMMO, 110 JOTPUMAHHS IPHUIHKCIB IOA0 MPUHMAHHS Ta KOPOTKOCTPOKOBICTb
BUKOPUCTaHHA J00ABOK 301IBIIYIOTH X €()EeKTUBHICTB.

Komenmap pooouoi epynu:

Ha momenm po3pobku oanoi adanmoeanoi kiiniuHoi Hacmanosu 8 YKpaini 3apeecmpogari npooykmu
07151 CneyianbHo20 OIEMUYHO20 CHONCUBAHHS, NPUSHAYEHT O 8U20008Y8AHHS MA XAPYU080i NIOMPUMKU
nayienmis 3 MB.

EnTepasibHa Xxap4yoBa miaTpuMKa

Xap4oBi 100aBKH 3a0€3MEUyI0Th JOBTOCTPOKOBY "arpecwBHY" Xap4oBY MiATpUMKy. HeoOximHicTh
SHTEpaJIbHOI'0 XapuyBaHHs 4epe3 racrpocroMmy abo B Jeskux Bumaakax uyepe3 HI'3 posrisgaerscs
TO/1, KOJH 30UIbLICHHS Macu Oyl0 HE3aJ0BUIBHUM 1 CYIPOBOIKYBAJIOCS MPOrPECUBHUM MaJiHHAM
KPUBOI MacH Ha IEHTHWIbHOMY rpadiKy, He3Ba)Kal04M Ha TaKi 3aX0/IH:

— I”TeHcHBHaA Al€eTMYHA MIATPUMKA IPU MOBTOPHUX CHPOOaxX MOJIMUIMTU PAallioH, BKIIOYAIOYH
BIJIMIOBITHI 3MiHHM PEXXHUMY Xap4yBaHHS Ta BUKOPUCTaHHS Pi3HUX BUCOKOKAJIOPIMHUX XapuOBHUX
100aBOK.

— KonTtpons 3a manbaOcopOiiieto (pO3riassHYTH 1HIII TPUYUHH, KPIM €K30KPUHHOI HEA0CTAaTHOCTI
MJILTYHKOBOI 3aJ103H).

— CrnpusiHHSA JNIKYBaHHIO.

— OnruManbHUN KOHTPOIIb 32 PECIipaTOPHUMHU 3aXBOPIOBAHHIMU.

— TlixKIr04YeHHs JIIKapHIHOT O MCUXO0JI0Ta.

— BukiroueHHs iHIIMX cTaHiB, O0COOJMBO Aia0eTy HpU MYKOBICHUA031 Ta ICEBIO-CUHAPOMY
baprepa.

HeobOxinHo mpoBecTH Taki AOCTIIHKEHHS, 1 116 MOXHa 3pOOMTH B paMKaX CKJIQJHOTO IMPOTOKOIY
MYKOBICIIU/103Y:

— OpasbHU# TECT Ha TOJEPAHTHICTh A0 TIIOKO3M a00 Oe3nepepBHUN MOHITOPHHT TIIOKO3H MPH
nia0eri.

— Harpiii y ceui.

— Enextponitu y mia3mi.

— IlepeBipka Ha IIIOTEHOBY €HTEPOMNATIO: aHTUTLIA 0 Tiiaguny, ckpuHiHTr (IgG + IgA); Takox
TTI (anTuTina 10 TKaHWHHOI TpaHcrmoraminasm) IgG it IgA. Ilepexonaiitecs, 1mo 3araibHi
nani mono miazmu IgG / IgA Bigowmi, fIK 1

— UIOE

Mu BusiBUIH, 110 TOTpeda B TaCTPOCTOMIT 3HM3MIIACS 33 OCTAHHE NECATWIITTSA, UMOBIPHO, BHACIIIOK
MiJBUILEHHS PiBHA O013HAHOCTI MPO BAXIUBICTh XapuyBaHHS B PaHHBOMY Billl Ta BIPOBAJKECHHS
MIPOTpaMH CKPUHIHTY /I HOBOHAPOPKEHUX.

XapuyBaHHSI Yepe3 racTpOCTOMIYHMN OTBIp 3a3BHYail MPOBOJUTHCS y BUIJIAL Oe3nepepBHOI iH(Y31l
(uepe3 xapuoBoi Hacoc) mpoTsaroM 8-10 roawH mMpoTAToM HOYi, 3 1-2 TOAWHHOIO TEPEPBOIO TEPe
pankoBoio (iziorepamiero. IlpoTsarom mHS 3a0X0uyeThCsl NpuUMaHHA TKI yepe3 potT. IHoxi
3MIMCHIOETHCSA JOMOMDKHE TOAYBaHHS Ha JOJATOK 1O JEHHOTO CIIOKMBAaHHS, OCOOJMBO I 4ac
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TOCTPOTO 3axBOproBaHHA. J[03Bi1 BUIBHMX BEYOPIB MHIOTHIKHS MOXKE JOTIOMOITH Y JTOTPUMAaHHI
pexxumy, ocobnuBo B mimmiTkiB. brimsbko 40-50% cepenupoi iHAUBIAYabHOI HOPMHU Kajopiid ciin
JaBaTH 4epe3 TPyOKy, a Bary Ta 3picT HEOOX1THO PeryJsipHO IMEPEBIPSTH.

3 BENMKOI0 OOCPEXHICTIO CIiJl MPUMMATH pIMIEHHS NPO MPOBEACHHS TacTPOCTOMIi y IUTHHH 3
MOBEIHKOBUMHU TPYIHOIIIAMHU TroayBaHHs. [lepconan, MoxiauBo, 3abakae 310paTu BiIOMOCTi ISt
CKJIQJICHHS TICUXOJIOTIYHOTO MOPTPETY POJUHU Ta JTUTHHH, 1 BU3HAE, IO MPOOIEMY 3 TOAYBaHHSM HE
MOJKHA BHPIIIUTH 32 JOTIOMOTOI0 TaCTPOCTOMIf.

[TarienTiB 1 OaTHKIB CIiA JETATLHO O3HAHOMHTH 3 KOHIICTIIIEID TaCTPOCTOMIi Ta MOiHGOPMYBaTH PO
MOTEHIIHHUY TO3UTHBHHUN BIUIUB TacTPOCTOMIii Ha 3POCTAHHS, CBOEYACHHN TOYAaTOK CTATEBOTO
J03piBaHHsI, PIBEHb CTPECY B POJMHI Ta HA 3/I0pOB's B IoMy. s AesIKUX JiTel 1 0aThKiB KOPHCHO
MOTOBOPHUTH 3 TIAILIEHTOM, Y SKOTO BXXE BCTAHOBJICHO TPYOKY. 3aKJIONMOTAHICTh 30BHIIIHICTIO MOKE
CTatu MpoOJIeMO0, OCOONMBO y IBYATOK-TIAJITKIB, $Ki BOJiIOTH Oytu "ToHkuMu". Panne
pO3Mi3HaBaHHsI MPOOJIEMH CIIOTBOPEHOrO 00pa3y Tija Mae BaXJIMBE 3HAYCHHS, TOMY MOJKHA
OpraHi3yBaTH KOHCYJIbTAIIIIO.

CynytHili ractpoe3odareanbHuil pedaroke Cif po3risgaTH MO MOXKIUBOCTI 3 BHUBUYEHHSIM DIBHS
KHCJIOTHOCTI; MOXKe 3HamoOutucs Qynmomuikamis 3a HicceHOM, OCKIIBKM TacTPOCTOMIS MOXKE
MOTIPIIUTH PEQITFOKC.

Opranizailisi eHTEpaTLHOTO FOIyBaHHS HA JOMY 3a3BUYAl 3aiiMae MIOHANMEHIIe 5 JTHIB.

JIuTHHI pU3HaYaeThCs Mepeaonepauiinuil Kypc antu0ioTukiB. [Hoal AuTHHI noTpiOHO Bix 7-u g0 10-
U JHIB Kypcy aHTHOI0THKIB [V MOKOJIHHS mepe Yepe3mKipHO0 €HI0OCKOMIYHOI0 TaCTPOCTOMIEI0, KA
MPOBOJIUTHCS B cTarfioHapi. [licis BcTaHOBICHHS TPYOKH, MOYATOK TOJyBaHHS Ta TOMAIBIINAN OIS
3IIIACHIOIOTHCS BIJIMOBITHO IO PEKOMEHAALIi Xipypra ad0 iCHYIOYHX IPOTOKOJIIB 100 BUKOPUCTAHHS
oOJaHaHHS JUIsl TaCTPOCTOMIT (IS TITEH 1 TIOPOCTHX).

Jorasn 3a yepe3IKIPHOIO eHAOCKONMIYHOI0 IrACTPOCTOMOIO.

— OunmaiiTe 001aCTh HABKOJIO BUXO/Y CTOMH IIOAHS, BHKOPHCTOBYIOUYH BOJy 1 BaTy. Baximso,
11106 151 001acTh 3auIIanocs cyxor. Butupaiite ii o6epexHo, ajie peTenbHO.

— AkypatHo noBepTaiite TpyOKy Ha 360 rpasyciB KOXKHOTO JHS.

— Ilpuxpinits TpyOKY MIACTUPOM 10 KUBOTA.

— IlIpotsirom mepmmx 3-X THXKHIB BU HE TOBHHHI TOBHICTIO 3aHYPIOBAaTH CTOMY Y BOJAY, TOMY
nepeBary BapTo B1AJIaTH Aylly a00 BaHHI 3 HEBEJIMKOIO KUIBKICTIO BOJIH.

— Ilepesipsiite 061acTh HABKOJIO TPYOKH Ha TTOYEPBOHIHHS, 3arajieHHs, HAOPSKH, MOAPa3HEHHS,
MpOJIeXkHi, OOJICHI BIAUYTTS ab0 HaAMIPHY PYXJIMBICTh TPpYOkH. SIKIIo Bu cTypOoBaHi Oyb-
KO0 3 TEepepaxoBaHMX BHUIIE MpodieM abo y XBOpPOro MiAHIMAETbCA TEMIIEpaTypa Y
MIPUCYTHIN MOTraHui 3amnax, 3BsUKIThCS, OyAb Jacka, 3 JiKapHelo.

— PerynsapHo MiHSITE MONOKEHHS 3aTHCKY Ha TPYOILi.

— CnomickyiiTe TpyOKy sik MiHiMyM 10 Mi1 BOJU iepe]t TOAyBaHHSM 1 IPUHOMOM JIKiB 1 TTCIIS.

— IlepexoHaiiTecs, 1110 BCi JIKU MOAAIOTHCS B PIIKOMY BUIJIAI.

— IlinTpumyiiTe ririeHy poTOBOi HOPOXHHUHU 32 IOTIOMOTO0 PETYJISIPHOTO YUIIEHHS 3Y0iB.

Tunu ronyBanHs

binbmicte miTel 13 MyKOBICUMIO30M, SIKI CTPaXKJalOTh Ha HEIOCTATHICTh MiJIUTYHKOBOI 3aJI03H,
HaOHpaTUMYTh Bary Jo0pe, sIKIIO M JaBaTH CTaHJIAPTHY MOJIIMEPHY BUCOKOKAJIOpiiHY kY. [ieTomor
MO>KE MOPAJUTH BINOBITHI 103U (PEPMEHTIB, SIKi JaBaTUMYThCs pa3oM i3 Dkero. [larientam 3a3Buyait
PEKOMEHAYEThCSI TIPUIMATH BiJl TOJIOBUHH JO JIBOX TPETHH N103M (DEPMEHTIB Iepen DKero, a pemTy
nicng Dxi. Bynutu giteit Houamu, o0 natu iM GpepMeHTH, B TOH Yac, K TOJyBaHHS MOJAETHCS Yepes3
TpYOKY, HaCTIHHO HE PEKOMEHTY€ThCA.

Xoua 1e 1 He JileH30BaHa MpakTuka, ¢pakTnyHo Kpeon Mikpo iHOAI A0AAIOTH y TPYOKY Ui
rogyBaHHs. CTpyMiHb NMOBUHEH OyTH CHJIBHHMM, 1100 YHUKHYTH 3aKYHNOPKU Ta MOIIKOIKEHHS CaMoi
TpyOku. IlinxonaTs Tinbku TpyOku FR 12, OCKIIBKM rpaHyaM HACHIIy MPOXOAUTUMYTH Yepe3 TPYOKH
MEHILIOTO JIaMeTpPY, Y BUMAJIKY SKMX MOXKHAa BUKOPUCTOBYBATHU MOPOIIKOBI CKJIa/IH.

SIkmo npoGieMu 3 ManbaOCOPOIiE0 Ta MOTaHUM HAOMpaHHSIM MAacH MPOJOBXKYIOTh TypOyBaTH, TOJI
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BapTO MOJYMaTH MPO TEPeXii Ha €JIEMEHTHE Xap4yBaHHS 3 TiIPOJII30BAHOTO OUIKa Ta XHUPIB 13
TPUTIIILEPUIIB CEPEAHBOrO JIAHIIOTAa B SIKOCTI JpKepena >kupiB. [Ipupona 1mporo BHAy Xap4dyBaHHS
Taka, 0 B OLIBIIOCTI BUIIAJKIB HE 3HAJ00UTHCS JOJATKOBO BXXMBATH (pepMeHTH, a0 3HaTOOUTHCS,
ayie B OUTBIII HU3bKHX JI03aX.

binbmiicTh MOXWUBHHUX CyMIIIEH SIBJISIOTH COOOKO 3a3/dalierib MPUTOTOBIICHI IUISAIIKH, TOTOBI [0
BUKOPUCTAHHSA, 1 TOCTABISAIOTHCS B 3aKpHUTiK cucteMi. Lli cymimri JIerko BUKOPUCTOBYBATH B JJOMAIIIHIX
yMOBax, 1 MpH iX BUKOPHCTAHHI 3HWKEHUH PU3HK MiKpoOHOro 3apaxeHHs. Cyxi cymiln, Taki K
Emsoge, ciig po3BOAWTH BOAOIO; BOHM MOXYTh OyTH HE TaKMMM 3pYYHHMH B 3aCTOCYBaHHi, aje
BUSIBJISIFOTHCSI TPOCTIIIMMHU B JIO3YBaHHI, KOJIM CIpaBa JOXOAWUTH JO PO3PAXyHKY KaJIOpPIHHOCTI
xapuyBaHHA. [loTpeOu KOXKHOiI IUTHHH OIIHIOIOTHCA IHIUBIAYaJbHO, 1 A1 HEl BUOMpAETHCS
HaWONTUMAJIBHIIIUN PEXUM XapuyBaHHS, SKMKA BIMOBIIAB OU 11 CIIocOOy KUTTSA, a TAKOXK XapuOBUM 1
COLIIAIbHUM TOTpedaM.

JlieTomor HajacTh poaWHI HEOOX1AHY iH(POpPMAIIiIO PO MPUTOTYBAHHS XapyyBaHHS Ta HOro mojaauvy,
npo poOOTy 3 KOMaHIOK CIIBTOBAPHCTBA Ta KOMIIAHIIMU €HTEPAJIbHOrO XapyyBaHHS, MI00
3a0e3neynTH 0aThKIB 1 MePCOHA 13 HOTIsAAY 00JaHAHHAM 1 JOCTYIIOM /10 TPEHIHTIB.

Komenmap pobouoi cpynu:
Kpeon— mopeosa nazea nikapcvkoeo 3acody 3 MidCHAPOOHOI HENameHmoB8aHO HA38010 NAHKPEamuH
| nonighepmenmnuil npenapam (ninasa, npomeasza mowo) —3a kiacugpixayicio ATC/DDD (BOO3).

TPYAHOILII MOBEJAIHKH, ITOB'A3AHI 3 TOAYBAHHAM

TpynHoi 3 TOAYBaHHSAM HE € PIAKICTIO Y MAIIEHTIB 13 MYKOBICIII030M, 1 MOKYTh CTaTH IMPOOIEMOIO

Ui 1X (PI3MYHOTO CTaHy, a TAaKOX JUISl IX POAMH 1 0Ci0, sIKi 3M1HCHIOIOTH MPO(eCciHHUX 0TI 32 HUMH.

Jliia nitedt 13 MyKOBICIIUA030M 1 iXHIX OaThKIB 1ICHO BaXKJIMBO KYJIBTUBYBATH CIOKiIfHE Ta MO3UTHUBHE

CTaBIICHHS JI0 TPOAOBOJILCTBA 1 XapUyBaHHs, HE3BA)KAIOUN HA OCOOJIMBY yBary, IKy MH aKLIEHTYEMO Ha

Basi Ta 3pOCTaHHI.

TpyaHo1i 3 TOTYBaHHSM MOXXYTh CKJIAJaTHCS 3 KOMOIHAIlT MapHHX, ajieé 3BUYaHUX PEaKIid ITUTUHU

(HampukJad, BiAMOBa BiJ 1XKi, BepelyBaHHsA) Ta OaTbKIBCHKUX peEakKIii, sIKI MOXYTb MOTIpIIMTH

cuTyarito (Hampukiag, KpUKA ad0 MPUTOTYBaHHS KUIBKOX CTpaB, SIKINO BiJl 3BUYANHOI K1 DUTUHA

B1JIMOBHJIACS).

binburicts aiTeit npoxonutume yepes (asu migiioMy Ta criagy B 6axkaHHi ictu "nobpe". baTbkam, siki

CTypOOBaHI MMOBEIIHKOK CBO€T AUTUHU i/l Yac royBaHHA a00 SKi XOTLIM 6 MOYYTH MPOTO3UIIT 111010

TOTO, SIK 3B€CTH JIO MIHIMYMY CTpEC IiJl Yac NMpUiMaHHS 1K1, HaraJbHO PEKOMEHAYEThCS 3B'A3aTHCA 3

TIETONOTOM, 13 MEACECTPOI0, IO CIEeLiali3yeThbcsl B I[bOMY MUTaHHI, Ta / abo Oe3mocepeqHbo 3

JKapHSHUM TICUX0JIOTOM, 200 MOMPOCUTH PEKOMEH/IAIl B 1HIIOTO (PaxiBIls 3 JIKAPHSIHOTO MEPCOHAITY.

UuMm paHile 11e CTaHeThCs, TUM Kpalle s BCi€l pOIUHHU.

Jlig OinpiocTi OaThKIB EPEBEEHHS IPYAHUX JIITEH Ha TBEPAY 1KY € MPUEMHUM JOCBIIOM; IIPOTE iM

4acTo MOTpiOHI JOJaTKOBa JOMOMOTra Ta KOHCYJbTAIlil Ha JaHOMY eTami. MeToau4HI peKoMeHarlii

JlemapTaMeHTy OXOpPOHH 370POB'S 11010 TUMIB 1 (AaKTyp MPOIYKTIB XapyyBaHHS MPH BIAJIYUYEHHI BiJl

rpyaed miIxoaaTh TaKOX A TiTel 13 MyKoBicua030M. JlieTomor moBMHEH OYTH 70 BAIIUX MOCIYT Y

e vac s 1HAWBIAyaJbHOI KOHCY/IbTAIlli, 100 rapaHTyBaTH, IO J03U (EPMEHTIB MPU3HAUYCHO

MPABIJIBHO 3AJIEKHO BiJl 3alIPOTIOHOBAHUX MPOAYKTIB.

Hwkue HaBeneHO peKOMEHIAIlil, IO TO3BOJSIOTh 3HH3UTH PH3UK BHHHUKHEHHS TIOBEIIHKOBHX

TPYAHOILIB IIPY TOAYBaHHI:

— Bci nopoci, 3amydeHi 0 npoliecy roJJyBaHHs AUTUHH, TOBUHHI JIATH y3TO/HKEHO.

— CrBOproBaTH PUEMHY, HE HaMpyXeHy aTMoc(depy 3a CTOJIOM, YHHKAIOYHM TaKUX MOJAPA3HUKIB SK
TEJEBi30pP.

— Pobutu iy sitkomora 6i5bI TpUBaOINBOIO, 110 Tiepeadadae, B MepIry 4epry, NoJaBaHHs 0 CTOIY
PO3yMHOI 3a PO3MIpOM MOPIIii (3aHAATO BEIHMKA MOPIIis 3MYCUTh JAUTHHY OMYCTUTH PYKH; BOHA
3aBXKIM MOKE MOMPOCUTH T00ABKH).

— M'Kko 3a0X04yBaTH 1 XBaJUTH JUTHHY 3a XOPOIIY MOBEAIHKY (3aMmicTh TOro, 1mo0 (oKycyBaTu
yBary Ha ii moraiii MOBeiHII1).
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— BcraHoBUTH peXUM Xap4ayBaHHs B1IMOBIIHO JI0 BIKY Ta CIIOCOOY KUTTS AUTHHH.

— OOMexuTH Yac, BiABeACHUN A npuiiManHs ki, 10 30 xBuauH. ['ogyBaHHS, sIKe TPUBAE JIOBIIIE,
PIIKO MPU3BOIUTH JI0 OLIBIIT BUCOKOTO CIIOKHBAHHS KAIOPIi.

— He npononyBaTu anbTepHATUBHUX CTpaB ab0 3aKycok (0coOIMBO meunBa abo YHUIICIB), SIKIIIO
JTUTHHA BIJIMOBWJIACS BiJl IEPIIOi CTPABH.

— 3aoxouyBaTH AiTeH 1O aKTUBHUX [id, MOB'A3aHUX 13 DKEr (HAIPUKIAA, JO3BOJIMTH TMOTPATH 3
XKero, moroyBaT ce0e CaMOCTIHO, TPUTOTYBATH MPOCTI CTPABH).

— BeuepsTu, K0nu € Taka MOKJIMBICTD, Y CIMEHHOMY KOJIi 200 3 pOBECHUKAMH.

3AMICHA TEPAIIISA ®EPMEHTAMMU NIIILTYHKOBOI 3AJI03H

Cystic Fibrosis Foundation Evidence-Based Guidelines for Management of Infants with Cystic
Fibrosis. Drucy Borowitz et al., 2009

VY niteit BikoM 10 2 POKiB 3aMicHa Tepamisi ¢pepMeHTaMu mianuryHkoBoi 3ano3u (3TOII3) moBunHa
MMOYMHATUCH, SKIIO BIJOMO, IO marieHT Mmae aABi TPBM wyrarii, moB's3aHi 3 HEIOCTATHICTIO
MIILTYHKOBOI 3271031 200 32 00'€KTUBHUX JI0Ka31B HASBHOCT1 HEJOCTATHICTI MiANUTYHKOBOT 3a103U. Y
niterd BikoM 110 2 pokiB 3TPII3 He mOBHHHA NOYMHATUCH Yy AiTei 3 myTamisiMmu TPBEM siki, K Bigomo,
MOB's13aHi 3 (PEHOTUTIOM HOPMAJIbHOI (DYHKIIIT MiANUTYHKOBOT 3aJI03H, SIKIIIO HEMA€e OJTHO3HAYHHUX O3HAK
abo cumnTOMiB MankabcopOIIii; 00'€eKTUBHA Mipa IMiIITYHKOBOI 3aJI03H.

OyHKIIS MIIIUTYHKOBOI 3a703M TMOBHHHA OYyTHM BH3HaueHa JabOpaTOpHO MJs MiATBEPIKEHHS
KIIIHIYHOT TiJ03pH.

Ta6auusa 8. TPBM myTrauii, nos'sizani 3 penorunamu GpyHKUii NiAULTYHKOBOI 32,1031

TPBM wmyranii, nos's3ani 3 HemocrarHicTio | TPBM myranii, nos'sizani 3 aocratHbol0
(yHKUIil MiANITyHKOBOI 32J1031 (yHKUII€I0 MiAITYHKOBOI 3271031
F508del R117H

Y122X R347Pf
G542X 3849+10kbC>T
1898+5G>T A455E

G551D R334W+
3120+1G>A G178R
N1303K R352Q

E822X R117C
W1282X 3272-26A>G
2751+2T>A 711+43A>G
R334W+ D110H

R553X D565G
296+1G>C G576A
621+1G>T D1152H
R1070Q-S466X* L206W
1717-1G>A V232D
R1158X D1270N
R1162X

W496X

3272-26A>G

1507del

2789+5G>A

394dellTT

2184insA

G85E*
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TPBM wmyrauii, noB'sizani 3 HemgocratHicTio | TPBM myTranii, nmoB'si3aHi 3 JA0CTATHHOIO
(yHKUil mianmIyHKoBoI 32J1031 (yHKUIi€0 MiAIITYHKOBOI 3271031

1811+1.6kbA>G
R560T
1898+1G>A
1078delT
2143delT
3659delC
1811+1.6kbA>G
1898+1G>T
R1066C
711+1G>T
Q890X
2183AA>G
2869insG
3905insT
K710X

S549N
1609delCA
2184delA

3T®II3 cnix mpuitMaté 3 TPYAHUM MOJIOKOM, TPOJIYKTaMH, IO MICTSTh TPUTIHIEPHIN Ta BCI€IO
DKero.

HozyBanus 3T®II3: mouarok 3TDII3 B no3i Bixm 2000 mo 5000 oguHUIE JTima3w Uit KOXKHOTO
roAyBaHH: (3a3BU4ail onucyeThest 00 €M 120 M1, X04a HOBOHAPOKEHUH MOKE CIIOYATKY CIIOKHUBATH
MeHmie 120 M Ha roayBaHHs, Ipu HasiBHOCTI nokasiB 3T®II3 noBunHHa Oytu posmnodyara). ITo mipi
3pOCTaHHsI HEMOBJISITH 3pOCTAa€ 1 OOCAT CMOXKHMBAHHA KU, TOMY MOTPiOHO KOPUTYBATH JI03Y JI0 PiBHS
He Bumle HDK 2500 onuHMI Jinma3W Ha KUTIOrpaMm XKl 3 MakCHMallbHOKO J000Boi0 jg030t0 10 000
OJIMHMIIb JIIN1a31 Ha KT B JIEHb.

Jlo3a ¢depMeHTIB 1 MIBHIKICTH MPUPOCTY MACH TiJIa TIO BIJHOIICHHIO JI0 KaJOPIMHOCTI 1’Ki MOBUHHI
OyTH OIliHEHI IpU KOKHOMY BiJIBITyBaHHI, OCKiIbKHU 1032 3T®II3 Ha kijorpam i oOCAT CIIOKUBAHHS
K1 OyAyTh IIBUJKO 301IbLIYBAaTHCA B MepIll Kiibka MicauiB KUTTs. Jlo3a 3TDII3 He nmoBuHHA OyTH
301IbIIEHA 32 BEPXHIO MEXY PEKOMEHJIOBAHOTO Jialla3oHy, TOMY IO y JiTeH iCHye PU3UK PO3BUTKY
(hubpo3yr0voi KOJIOHOMATII.

CiM'T moBuHHI OyTH HpOIHCTpYKTOBaHI He HajamToByBaTH 103U 3TOII3 camoctiiiHo, a TUIbKI MiJ
HarJIs1,1I0M LEHTpalbHOI KoManau 3 MB.

Komenmap pooouoi cpynu.

He pexomenoyemuvca excusanns nauxkpeamuny sk 3T®@II3 pasom 3 epyOHUM MONOKOM udepe3 U020
ayocny pH, wo npuzeooums 00 nepeduacnozo poskpumms eHmepoco00iIbHOI 000IOHKY 8 WLYHKY |
oenamypayii (pepmenmis KUCIUM ULIYHKOBUM COKOM. Bionogiono 0o pexomenoayii eupoOHuxa
namkpeamun cai0 oaeamu OUMUHI ) Jlodceuyi 3 800010 abo (binbwt cmapuwium Oimsam) 3 AOIYYHUM
niope.

Clinical Guidelines: Care of Children with Cystic Fibrosis. Royal Brompton Hospital. S.
Alexander et al. Endorsed by the Medicines Management Board of Royal Brompton & Harefield
NHS Foundation Trust. 2014

[Tpubmuzno 90% namienTiB 3 MB y niBHIUHINA €Bpomi cTpaxaal0Th HA HEJOCTATHICTh MiANUTYHKOBOI
3ayio3n. HalOimpn epeKTUBHUM TECTOM IS MIATBEP/KEHHS [1arHO3y € TepeBipKa KOHIICHTpAIlii
(exaabHOI ejacTa3W, sfKa € 3aHMKCHOI B JIIOJEH 13 HEJAOCTATHICTIO MiJIUTYHKOBOI 3aJI03H.
Pesynbrati aHamizy HE CHOTBOPIOIOTHCS, SIKINO MITH BXKE NPUUMAOTh (EPMEHTH ITANLITYHKOBOT
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3aJ03H1.

— Hopwma > 200 mkr/tr xany (3a3Buyaii > 500)

— Jlerka / moMipHa HEOCTATHICTH MiAULTYHKOBOI 3am03u 100-200 MKr/T Kamy

— Baka HeocTaTHICTh MIANUTYHKOBOI 3211031 <100 MKI/T Kairy

— HenocraTHicTh MiANUTYHKOBOI 3aJI031 MPHU MYKOBICIIH1031 (TUTTOBUH BHITAIOK) < 15 MKI/T Kairy
[Toka3znuk <15 MKI/T Kaiy 3a3BUYail CIIOCTEPIra€ThCsl y XBOPUX HA MYKOBICHIUJI03, SIKI CTPaKIAIOTh Ha
HE/IOCTATHICTh MiIITYHKOBOI 3a5103u. HopManbHuii piBeHb (heKaabHOI eacTa3u OYiKYeThCS 10 3-TO
JTHSL Y HEMOBIIAT, 110 HAPOAMIIUCS y CTPOK, 1 JO KIHI[S APYroro TUXKHS y HEMOBIIST, IO HAPOIMINCS
panime 28-My THXKHIB BariTHOCTI, TOMY aHaJi3{ HE MOBUHHI IMPOBOJUTHUCS paHilIe 3a3HAYCHOTO Yacy.
Uepes 3aTpUMKy B OTPUMaHHI Pe3yJbTATiB aHaJi31B (PeKaJIbHOI €J1acTa3y, HE 3aBaUTh 3POOUTH 3aIUT
Ha MIKPOCKOMIi0 (eKambHuX TIo0yJ, sKa BKake Ha HEOOXITHICTh MOYATKY Teparmii i3 3aMilleHHs
(dbepMeHTIB MIAINUIYHKOBOT 3ajlo3d. Xoda JiedKl HEMOBJIATAa CIOYAaTKy He CTpaXAaloTh Ha
HEJOCTaTHICTh MiJIUTYHKOBOI 3aJI03M, BOHA MOXXE 3'SBHUTHCS B HHUX 4Yepe3 Jaeskuil yac. Jlo KiHIs
MEPIIOTO POKY >KUTTSA HEJOCTAaTHICTh MiANUIyHKOBOI 3am03u (I13) moxe mposButucsa y 90% miteit i3
MYKOBicI1030M. OCKUIBKH NiTH, SKI HE CTPaXTAlOTh Ha HeAoCTaTHICTh I3, MOXyTb pO3BUHYTH
HEJOCTaTHICTh y OLIBII CTApIIOMY Billi, 116 TTOBUHHO OpaTuCs 1O yBard 3a HasBHOCTI CHMIITOMIiB
MOTAaHOTO BCMOKTYBAHHS J)KUPIB UM MIOraHOTO HA0OPY MacH Tija.
Sxuio B 00cTekeHOi HOBOHAPOIKEHOI JNUTUHU HE 3HAWICHO O3HAKW HEAOCTATHOCTI MiAILTYHKOBOL
3aJ103M, OOCTEKEHHS CIIiJ] TIOBTOPUTH TICIs AOCSATHEHHS JAWTHHOIO TPHMICSYHOTO BIKYy Ta TMia yac
MepuIoro mopiunoro orisay. [ToBTopHe OOCTe)XEHHS MOXHa MPOBECTH paHIIIe, SKIO pPe3ylbTaTd
aHaJi3iB HWXKYi 32 aHoManbHu# AianazoH (100-250) abo 3a HasiBHOCTI cuMnitoMatuku. Ilicns nepiroro
POKY >KUTTS MOJANbIII MOBTOPHI OOCTEXEHHS MPOBOJUTUMYTHCS HE HA MOCTIHHINA OCHOBI, a TIIbKU
TO/I1, KOJI 11€ HEOOX1/IHO.
HeoOxigni ymMoOBH Ui NMpHU3HAYEHHS 3aMICHOI Tepamii i3 3acTocyBaHHS (EpMEHTIB MiANLTYHKOBOT
3aJI03W IIMPOKO BApIFOIOTHCS Ta TIOBHHHI OIIIHIOBATHCS B KOXXHOMY BHUNAQJIKY 1HJIWBIIYalbHO,
KEepYIOUHCh aHaJIi30M J1€TH 1 CUMOTOMIB. UepeBHI CUMIITOMH 1 Taki XapaKTepPUCTHKN BUIIOPOKHEHHS,
SK JKHpHE, IJ1aBaroye, cipe ado KOBTE PiJKe BUIOPOKHEHHS BKa3yIOTh Ha Te, 110 3aMiCHa Tepamis 13
3aCTOCYBaHHSA (PEpPMEHTIB MiALUTYHKOBOI 3aJI03M HE € ONTUMAJIbHUM BapiaHTOM. AHamli3 (heKaabHUX
00y KUPY MOKe OyTH KOPHCHHUM 3a HAasBHOCTI CHUMITOMIB ab0 TONi, KOJU B JUTHHHU
criocTepirarotbesi 3001 y 3poctanHi. TpuneHHuid 30ip (QekaqbHUX KUPIB OUIbIIEe HE MPAKTUKYETHCS,
ajie MM 31HCHIOBATUMEMO MIKPOCKOITIIO BUIMOPOKHEHHS HA HASBHICTH TJIOOYJ >KHpY Yac BIJ Yacy
(iHOA1 3 MOBTOPHUMHM 3200paMu TPOTATOM OUIBIIIE HI3K OJTHOTO JTHSA).
Icuye xinpka QepMeHTIB, JOCTYNHHUX 3a pELEenTOM, ajleé HalyacTillle BUKOPUCTOBYETbCS MapKa IIiJ{
Ha3zBoro Kpeon. Kpeon wictuTh Tpu TpaBHI (epMeHTH: Iinmasza, mpoTeasa ¥ aminasa. Bonu
JI0TIOMAraroTh IEpPEeTPaBIOBATH PI3HI XapyoBl KOMIIOHEHTH, OKPEMO JKHUpH, OLIKHM Ta BYIJIEBOJU.
@depMeHTH pO3PI3HAIOTHCS 3a CHJIOI BIUIMBY, a TaKOXX MOKPUTTAM (BKJIIOYArOuM Mikpochepu 3
eHTepocoo0iTpHUM TOKpUTTSIM Kpeon Micro) 1 popmoro karicyi (mo 10000 a6o 25000 oguHuUIb).
@depMeHTH MIANUTYHKOBOI 3aJI03M CIiJ MpUIMAaTH 3 yciMa CTpaBaMM, 3aKyCKaMHU Ta HAamosMH, IO
MICTATh kupH. [HPopmarito moxo npuiimanHs KpeoHy 3 pi3HMMH BUIAaMH iKI MOXKHA OTpUMATH Y
nietonora. Jleski BUIU 1Ki He BUMararoTh pepMeHTHUX 100aBOK. [0 HUX HalIeKaTh:

— ®pykTu (kpiM aBOKa0) it oBOYI.

— Ilykop, mxeM, Mex 1 cupor

— @pyKTOBI COKH, HIIUMYYl HAIMOI Ta TUMOHA]IH.

— ®pykToBe MOPO3UBO a00 JILOASHUKU

— JKene Ta xapamens

— XapuoBi 100aBKM Ha OCHOBI COKY

Kancynu 13 depmenTamu ciij KOBTaTH NUIMMH Ta 3a3BUYail Ha TOYATKy BXXHBaHHA Dki. OmHaK
(dbepMeHTH MOXXHa MpUWMaTH SIK Ha MOYaTKy abo miJ yac BXXKMBaHHS 1Ki, TaK 1 HANPUKIHII;, Xo4a
MPOBEACHO OE3J1Y JTOCHIKeHb MO0 HAWKpaIoro MOMEHTY I 3aMiCHOI Teparii 13 3aCTOCYBaHHS
(epMEeHTIB MiANUTYHKOBOI 3aJI03H, XOJHE 3 HUX HE € NepeKOHTUBUM. DepMEeHTH € HaWOUIbII
edexTuBHUMH TIpoTsiroM 20-30-TH XBWJIMH, TOMY B iJieajli BXKUBaHHS DKI Mae OyTH 3aBeplieHE 0
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IIbOTO Yacy; OJIHaK TaKWK BaplaHT MITXOIWUTh HE IS BCIX MITEH, TOMY JOJAATKOBI (PEPMEHTH MOKHA
nati Ombk4de A0 KiHOS i abo MK TOJOBHUM OMIOIOM 1 jaecepToM. st JOTpUMaHHS PEeXUMY
BAKJIIMBO, 00 (hepMeHTH OyiM 3aBXAM MM pykow. BikoMm 2-5 pokiB IiTAM HEOOXITHO TOTOMOITH
HABYUTHCS KOBTATH KaIICyJIH IIJIKOM. 3aBXKIM € MOKJIMBICTh BIIKPUTH KAICyJly Ta IEPEMIllIaTH BMICT
13 (OpyKTOBUM MIOpe ab0 HOTYpPTOM, aJie 1€ MOXE MO3HAYUTHCS Ha €EeKTUBHOCTI (DEpMEHTIB, O TOTO
K MOXE CTaTH HE3pyYHUM Yy 3aCTOCYBaHHI, KOJM JAWTHHA CTaHe cTapiuoro. s Toro, mo0 HaBUUTH
JiTel OUIBII CTApIIOro BiKy KOBTAaTH Kamncyiau KpeoH IijKoM, MOXe OyTH KOPHCHHM 3BEPHEHHS 10
TICHXOJIOTA.

Mikpocdepu 3 eHTepoCONOOIIbHUM MOKPUTTAM MOXKHA J1aBaTU HaBiTh HEMOBJATaM. SIKINO JUTHHA
MoJtoama 3a 4 Micslli, TpaHyiau 13 (epMeHTaMu CIIiJl JaBaTH Ha MOYATKy TOJYBaHHS 3 JIOXKECUKH Y
HEBEJIMKiN KIJIbKOCTI sI0JydHOTO MIope (I0CTaTHIM, 11100 rpaHysv 3 HUM nepemimanucs). [lounnaroun
3 6-TH MICSIIiB, MOKHA Ha Oa)KaHHS BUKOPUCTOBYBATH cup. GepMEHTHI rpaHyIl HE CIIiJI MiAMINTyBaTH
y IUBIIKOBY cymim abo B DKy (0coOJMBO rapsidy), OCKUIBKM B IIbOMY BHHIAAKy (GEpMEHTH
aKTUBYIOTBCS JI0 TOTPAIUIIHHS JO TOHKOTO KHIIEYHWKA, TUM CaMHM BHKJIMKAIOYM ICHATYPALIo
(bepMeHTIB y KHCIIOMY cepefioBulli nutyHKa. KpiM Toro, ¢pepmMeHTHI rpaHy/Id HEPUEMHO KYBaTH, 1110
MOJK€ TIPU3BECTH JO YTBOPEHHS BHPA30K Yy TOPOXKHHUHI POTa, 1 BUKIMKATH B JITE€H CTpax Mo
BIJTHOLIEHHIO JI0 1/1H.

Mikpocdepr 3 €HTepOCOTIOOUTPHIM TOKPHUTTSAM MOXYTh II0/IaBaTHUCS 4Yepe3 XapuoBOi 30HI, aie
CTpYMiHb MOBHHEH OYTH 1HTEHCHUBHUM, 1100 YHUKHYTH 3aKyHNOPKU Ta MOLIKOJDKEHHS CaMoi TPYOKH.
s poro mpuaatHi TUTBKW 30HAM FR 12, ToMy 10 B 30HIaX MEHIIOTO JiaMeTpy TpaHyld JIe/BE
IPOXOJATH.

He icHye KOHKpETHHX peKOMEHMaIliil mo0 103yBaHHs GepMeHTiB. (031 301IbIIYIOTECS, BUXOISTYH 3
KO>KHOTO BUIIAJKy OKPEMO, JOTH, OKH HE 3HUKHYTh CUMIITOMHU MajibabcopOLii.

3a3Buyaii, 1034, o nepesunyots 10000 MO ninasu/kr, HaMaralThCsl YHUKATH, OJHAK MMOMIYEHO,
mo OaraTboM JiTAM TOTPiOHI HaBiTH OUIPII BHCOKI J03U, IIO0 KOHTPOJIOBATH CHUMITOMH
MasibabcopO11ii, 0cOOIMBO MiA Yac cTafii MpUCKopeHoro 3pocraHHs. Komu nuthHa mnepeOyBae Ha
0CcO0JIMBO BHUCOKIM 7031, mpu3HaueHHd KpeoHy ¥ 1HIII pyTHHHI KIIHIYHI JOCHIIKEHHS Oyxe
NEPErITHYTO B TOBHOMY 00Cs31, 1100 YIEBHUTHCSA Y BIICYTHOCTI 1HIIOI IPUYMHU MalibabcopOIii.
HagmipHi 103u MOXYyTh BHUKJIMKATH TOJPAa3HEHHs I€plaHAJIbHOI 30HM; JITAM 13 3aMaJIEHOI0
nepiaHaJIbHOIO 00JIaCTIO CTaHe y MPUIroJli 3aXMCHUM KpeM MiJl MiAry30K, 11100 3armo0irTu eKcKopiariii.
[Ipu ny’xe BUCOKUX J103aX MOXKE TPAIUTHUCS TiepypUKeMisd 1 FIepypruKo3ypis, Xxoua e OyBae piJko.
SIKImo HaAMIPHO BHCOKI JI03M BBaXKAIOTbCS HEOOXIAHMMH, €(EKTHUBHICTb (EpPMEHTY MOKHA
MIJBUIIUTH, BUKOPUCTOBYIOUHM 1HT10iTOp abo OimokaTop H2, 1100 3HM3UTH KUCIOTHICTH HUTYHKOBOIO
COKY.

Pathophysiology of cystic fibrosis and drugs used in associated digestive tract diseases World,
Haack A. et al., 2013

JIikyBaHHSI TaHKpEATUYHUMHU (PepMEHTAMHM MAIE€HTIB 3 MaHKPEATUYHOI HEJOCTAaTHICTIO HAIPABJICHO
Ha MiJBUIIEHHS KoeQilieHTy aOcopOIii Xupy, 3HWKEHHS 4YacTOTH BUIIOPOXHEHb, MOJIMIIEHHS
KOHCHCTEHIII] Kana i BTpaTi Macu. OHUM 3 3aBAaHb 3aMiCHOI Teparnii NaHKpeaTHYHUMH (epMeHTaMu

€ 3BEJICHHS HaHIBEIlb HETIPUEMHUX TaCTPOIHTECTHHAIBHIUX CUMITTOMIB [1]

[louaTtkoBa [03a TaHKpeaTMUYHUX (EPMEHTIB, SIKI 3aCTOCOBYIOTHCS BHUKIIOYHO Yy BUIVISI
MiKpocdep/MIKpOrpaHyl/MiHI-MIKpOTaOJIETOK B~ KHUIIKOBOPO3UMHHIA  OOOJIOHIII  TMOBHUHHA
pPO3paxoBYBAaTHUCh IO Ba3i XHUPY B ki, Ky BxkuBae mamieHT. Bix 500 mo 1000 Oaununs mimna3u/Kr
MPU3HAYAIOTh Ha OCHOBHI MPHUHOMHU 1XKi, JO3yBaHHS MOKe OyTH MiJBHUINEHUM B 3aJIe)KHOCTI BiJl
KIIHIYHUX CHMIITOMIB, MaKCUMyM JI000BO1 703U He moBuHeH nepepumryBatu 2500 U/kg Ha mpuiiom

a6o0 10000 U/kr Ha neHsp 1o nina3i.[2]



106

Enepris 120%-150%
[ToxuBHI pe4OBUHH >
SHepriiHUI MiITHHOCTI 2
a0 3 pa3u Ha JeHb

\/

MCT, pocnunaHa OJIist
1-2 MuI/KT Ha IEHB

500-2000 OJT ninasu/kr/ixy OcobauBocTi '
a60 5000-10000 O/ «—| xapuyBaHhs npu | —» binku — 15% 3aransHOTO
JNAa3W/KT Ha I€Hb MB Kalopaxy
JToaTKOBO XKupHi kucinoTu
Bitaminu A, D, E, R, omera-3
Kanpii, 3anizo, [uak omera-6

Hartpiro xnopus
<l pik 500 Mr1-7p.: 1T
>Tp.:2-4r

TFACTPOEHTEPOJIOI'TYHA 10IIOMOT'A

YckaaaHeHHs B MeYiHIi Ta MiAUIYHKOBIH 32,1031

European Cystic Fibrosis Society Standards of Care: Best Practice guidelines. Alan R. Smyth et
al,. 2014

Axi naukpawyi memoou mepanii nankpeamumy ¢ nayicumie iz MB?

[Tankpeatut - MeHII YacTe yCKJIagHeHHs B momyssiiii MB, ame OomicHe B Aeskux marieHTiB MB 31
30epekeHor0 (PYHKINE€I MiANITyHKOBOI 3ano3u [72]. Ilepioguunuii rocTpuil MaHKpeaTHUT MOXe
CIPUSTH TIEPEXOAyY BiJ 30epekeHoi PyHKIT MiAIMUTYHKOBOT 3371031 JI0 MTAHKPEATUYHOT HEJOCTATHOCTI
npu MB. Ckapru MoxyTe OyTu Ha HecneuupiyHUil OUTb y >KHBOTI, TOMY NOBHHHAa OyTH BHCOKA
HaCTOPOXEHICTh MPHU OTJISI TAIll€HTa 3 MEPIOJAMYHUM HE3PO3yMUTUM OO0JIEM pa3oM 13 HYJIOTOIO Ta
OmoBaHHAM. LIeHTp MOBMHEH MaTW MOXJIIUMBICTH OOCTEXEHHS 3a JOMOMOIOI CTaHAAPTHUX
nabopatopHux aHamiziB (ToOTO amijasza, Jiilaza) Ta 3HIMKIB (HampuKIaA, yJabTpacoHorpadis,
KOMI'IOTepHa ¥ MarHuTo-pe3oHaHcHa Tomorpadis). IlpuHunu BeneHHS He BiAPIZHAIOTHCS BiJ
3arajibHOI Tepamii naHkpeatuty. OJHaK roCTpUil MaHKPEATUT MOB'I3aHUHN 13 BAXKKOIO JET1paTallelo, a
B nonynsanii MB BoHa Mmoxe OyTu 1ie cepioO3HIIIO; TOMY BaXJIMBa yBara JO perigparaiii Ta
KOHTPOJIIO 32 €JIEKTPOJIITaMHU.

YpaikeHHS HLIYHKOBO-KHIIKOBOI0 TPAKTY

Axi naukpawi memoou mepanii zacmpoesogazeanvrnozo peaioxcy (I'EP) y nauicumis i3 MB?
Pedurokc yacto 3ycTpidaeTscsi B mamieHTiB 13 MB, nposBistouncs npubnuszno y 30% [73]. Lentp
MOBUHEH 3HATH MPO O3HAKU Ta CUMIOTOMHU PEQIIIOKCY 1 MaTH MOXJIUBICTH NMPOBEIEHHS HEOOX1AHOT
JiarHOCTUKY (TOOTO 30HIyBaHHs iMIeaHCcy Ta pH, BepXHs eH0CKOoMis) 1 IiIKyBaHHS [74].

Axki natikpawii memoou mepanii 3anopy 6 nauieumie iz MB?
3anop Mae MOBIILHUN TPOSIB, 31 3MEHIIICHHSIM YaCTOTH BUIOPOKHEHb [75]. [Ipu MB BiH 3BHUaiiHui 1
MOX€E OOTS)KYBATUCS 3 BHKOPHCTAHHSIM HApKOTHKIB. BiJBIIICTP TUMYAaCOBHMX 3amoOpiB MiJIaI0THCS
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rigparamiiHiii  Tepamii, PO3M'AKIICHHIO BHIIOPOKHEHHS (HANMPHKIIAA, TMOJIETHICHTIIIKoJIeM) abo
npoHocHUM [76]. Kiizmu moTpibHi piako.

Axki nankpawi memoou OiacHocmuxku i mepanii CUHOPOMY OUCMANbHOI THMECMUHATbHOT
oocmpykuii (CH10, anzn. - DI0OS)?

Cumnromu CHIO maroTh roctpuii mposiB i3 0onem y mpaBoMy HWXKHbOMY KBajpanTi [75]. Llentp
MOBUHEH OyTH 37aTHUM pO3IMI3HATH II¢ YCKJIAgHEHHs (Ta HOro BapiaHTH), 1 MaTH CTaHIAPTHI
MIPOTOKOJIM J1IarHO3Y Ta JIIKyBaHHS HA OCHOBI OMYyOIiKOBaHMX pekoMeHnaiii [43, 75, 77]. [lanienram
MOJKE JIOTIOMAraTH IepopajibHa perigpatallisi B MOEIHAHHI 3 PO3M'SKIIyBayaMd BUIIOPOXKHEHB, alie
OLIbII BaXKKI BHIIQJKU MOTPeOYIOTH B/B riiparaliii, Ha3oracTpajipHOI acmipaiii ta kii3mu. [lami€eHris,
SKMM HE JIOTlOMarae Taka KOHCEpBaTHBHA Tepallis, HEOOXiHO OOOB'I3KOBO HANpPaBUTH O
ractpoerteposora 3i 3HanassM CJ{IO. XipypriyHe BTpy4aHHS CJiJl 3aCTOCOBYBATH TUIBKH Y KpaiHiX
BHIIQJIKaX, 1 TOMY B LIGHTPI MOBUHHI OyTH XIpYyprH, sIKi 3HAIOTh PO IIJTYHKOBO-KHIIKOBI YCKIaJHEHHS
npu MB.

Axki Hatikpawi memoou nonepeorcenns Piopo3youoi konononamii?

Le pigkicHe yckiIaJaHEeHHA. €AMHA sSiCHA PEKOMEHAIlis A monepexeHHs Gi0opo3yrouoi KonoHonaTii
- BUKOPUCTOBYBATH BIJAIMOBIJHY /03y MaHKpEaTHUYHUX (EPMEHTIB, HE 30UIbIIYBATH 103y (EPMEHTIB
0e3 TOUHMX BKa3iBOK, 1 HE MepeBUINYyBaTH MOBHOI 103U (epmeHTiB Oinbmie 10000 oguHuLb Jinasu Ha
KI' Macu XBOpOro Ha 1100y [49].

AKi naiikpawi memoou mepanii mykouyene anenouxca?
JliarHo3 cTaBUTHCA 3a JOMOMOTOoI yiabTpacoHorpadii [78]. YV pasi BUSBIECHHS CUMIITOMIB, Omeparlis
arieHJICKTOMIT 3 PE3EKIIi€0 KpaiB aleHaMKCa Ta KIHUMKa CIIINOT KHIIKU YCYHE PU3UK PELUHBY.

Aki nainikpawi memoou mepanii HAOIUWIKOB020 OAKMEPIAIbHO20 3POCMAHHA 6 MOHKOMY
KuwieuHuKy 6 nayicumis iz MB?

KosnoHni3aliito TOHKOTO KUIIEYHHUKA M1103pI00Th, SKIIO B MAI[iEHTa PO3IUTUN a00 OUIAMYNKOBUN Onb,
HaJMIpHI KHUIIKOBI ra3u, HYJIOTa 1 HENEepeTpaBiCHHsS 1Ki, HE3BaKAlOUM Ha JOCTaTHIN MpuiioM
(depMeHTIB. PU3UK € MiJBUIIEHUM Yy MAalli€HTIB MIiCJIs MPOBEACHHS Olepallii Ha KHIIEYHUKY abo B THX,
XTO BHMKOPUCTOBYE HApKOTHUKH. Jl1arHO3 PEKOMEHIYEThCS CTAaBUTH 13 KIIIHIYHOKO TEpPANEBTUYHOIO
po6oro MeTpoHifaszomy [79]. IloTpiOHa KOHCYNIbTALlisl TACTPOEHTEPOJIOTa.

Axi nanikpawii memoou mepanii mexkonieceoi nenpoxionocmi kuweunuxa (MHK) y nauyienmie i3
MB?

MHK - 1ne HeBiIKIagHWI HEOHATaJbHUM CTaH, SKUN MiANSATae KOMIETEHLi Xipypra-memaiatpa 3
nocsiziom B MHK (Ta meaiaTpuyHOro peHTreHosora), sK1il MIOBUHEH TEPMIHOBO 3B'S3aTUCS 13 LIEHTPOM
MB. XipypriuHa KoMaH/a TOBUHHA OyTH 03HaOMJICHOIO SIK 13 KOHCEPBATUBHOIO, TAK 1 3 XIPYpriuHOO
tepamieto [80, 81]. MHK 3 yckimagHeHHAME MPOTIKAaE BaKkue, BayKYe BUITIKOBYETHCS Ta MOKE BUMaraTu
TpuBajoi rocmitamizamii. Ilpu micnsonepaniiHoMy BeJEHHI MOXKE 3HAJOOMTHCS O3HAMOMIIEHHS
HEHTPY 3 AIETUIHOIO TEPAITi€0 CHHIPOMY BKOPOUEHOTO KAIIICUHHKA.

Clinical Guidelines: Care of Children with Cystic Fibrosis. Royal Brompton Hospital. S.
Alexander et al. Endorsed by the Medicines Management Board of Royal Brompton & Harefield
NHS Foundation Trust. 2014

3BITH MOMIUPEHOCTI 3aXBOPIOBAHD MEYIHKH MTPH MYKOBICIIUI031 PI3HATHCS, aJie IIUPO3 3YCTPIYAEThCS Y
24% mnarieHTiB 13 MYKOBICII1030M, a ¥ 50% BUSABICHO IpU MMOCMEPTHOMY PO3THHI. THM HE MEHI,
CUMITOMaTHYHA XBOP0Oa MEYIHKU € PIJIKICTIO 1 MOBIIOMIIETHCS B SIKOCTI MPUYMHU CMEPTI TIIBKU Y
2% MAaIi€eHTIB 13 MyKOBICIIUI030M.

3axBOPIOBAHICTh HE HAPOCTAE TOCTYIIOBO, ajie, BOUEBH/Ib, 3aTOCTPIOETHCA HA JPYrOMY ACCATHIIITTI
KHTTS 1 4acTillIe 3ycTpiyaeThCsl B 4OJOBIKIB . He icHye BijoMOi reHOTHI-(peHOTUITHOT KOPEJIALii, ajne €
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BHCOKAa CiMEHHA Y3rO/DKEHICTh 1 TICHHM 3B'S30K 13 TEBHUM MOIIMOP(]IZMOM, SKUH MOKe OyTH
NepeBICHUKOM Maii0yTHBOTO 3aXBOPIOBaHHS. ICHye MIMPOKMIA CHEKTp renaroOiliapHuX yCKIIAJAHEHB,
110 BUHUKAIOTh y TAIIEHTIB 13 MYKOBICIIM030M. BoHM BKITIOUaloTh y cebe crearos 1 (hoKaIbHHIA abo
MYJIbTHIOOYIISIpHU / OimiapHuil 1Mpo3. Y paHHROMY TUTHHCTBI IIPOSIB XBOPOOU MOKE OYTH TBOSIKUM:
rinepOutipyOiHemiss Moke OyTH  HACHJAKOM  HEMPOXIJHOCTI JKOBYHMX IUIAXIB  (Xoyectas
HOBOHAPOJ/KEHUX) y 3B'A3KY 13 3aCTOEM KOBYiI a00 3MIHOIO KHPIiB, SIKI MOXKYTb IPU3BECTH JI0 3TyTTS
*uBoTa. KaMeHi B )KOBUHOMY MiXypi Ta XOJICUCTUT MOXKYTh TPAIUTHUCS B MI3HHOMY JTUTHHCTBI.

CAIO i 3anopu
CuHApOM JUCTANbHOI KHWIIKOBOI HEMPOXIIHOCTI - MOLIMPEHE YCKIAJHEHHS IPH MYKOBICIHI031
(meniaTpuyuHa MOLIMPEHICTh MPOTATOM KUTTSA ~ 8%). 3aXBOPIOBAaHICTh BAPIIOETHCS B HIIMPOKUX MEXKAX,
aJle B OCHOBHOMY I[bOMY HENYry MiAJAIOThCSA TMAIli€HTH, SKi CTPKIAIOTh HA HEIOCTATHICTH
MiIMTUTYHKOBOI 3a103u. [laTodiziosoris sicHa He MOBHICTIO, ajie ICHY€E KiJIbKa (paKTOPIB, IO CIPUSIOTH
3aXBOPIOBAHHIO, BKIIFOYAIOYH:

— Baxkuii reHoTHII.

— HepocraTHIiCTh MiANUTYHKOBOT 3aJ103H.

— HeposymHe crio)XuBaHHS COJIi.

— 3HE3BOJIHEHHS.

— Ilorano koHTpOIBOBaHA MAJIbAOCOPOIIIS KHUPIB.

— TlocrTpancrutaHTaiiHui epio Micys epecaj Ky OpraHiB.

B's3kuii, CIM3MCTO-MYTHHI Martepiall HaKONMYYEThCS y KIyOOBiM / CIiMiA KHINIi, IO BeIe A0
4acTKOBOI OOCTpyKILii 3 OojeM 3a3BUYail y NMpaBOMYy HM)KHbOMY KBaJpaHTI KHBOTA, A0 IOBHOTHU
KMBOTA i YTBOPEHHS BIIYYTHOI MacH y IpaBoi KiIyOoBiit simili. J[iTH 9acTo mOBiIOMIISIIOTH PO T€, 110
X KUIIEYHUK MPAIfo€ Y 3BUYATHOMY pexXHUMi, 1HO1 MOB1IOMIIIOTH MPO Jiapei (depe3 nepernoBHEHHS).
Baxnupi cumnromu, 1o 103BoJIst0Th 3ario3putu C10:

— T'octpuii 6116 B 0051aCT1 MMynKa a00 MpaBOMy HUKHBOMY KBaJIpaHTI KUBOTA.

— buroBaHHsL.

— BiauyrHa mMaca y npaBoMy HH)KHbOMY KBaJIpaHTI.

Judepenuniiina giarnocruka
3anop (HalfmomMpeHile), crnaikoBa XBopoOa 4epeBHOT MOPOXKHUHU Micisl abJOMiHAIBHOI XIpyprii,
aTlieH/IMLINT, 1HBariHaiis, 3aBOpoT KUIIOK, (iOpo3yroda KOJIOHOIMATIsA, XBOpoOa KOBUHUX HUIAXIB a0
’KOBYHOI'O MiXypa, FOCTpUI MaHKPEaTUT, 1H(EKIii CCHOBUBIAHUX NUIIXIB.
OO0crexeHHs
ITpoctoi pentrenorpadii opraiB 4epeBHOI MOPOXKHUHU , SIK TIPABUIIO, IOCTATHBO, 11100 A1arHOCTYBAaTH
abo CAIIO, abo 3amop. PiBHI KMIIKOBOI piIMHU i 11eoniekaibHa Maca ropopsaTs po C/IO.
SIKI110 € CYMHIBH 110JI0 TPUYHH OOJIIO B )KUBOTI, MOXKE JOMOMOITH HACTYITHE!

— AHani3u OUIMX KPOB'SHUX KJIITHH, aMija3u Ta GyHKIIi NEeUiHKH.

- Amnami3 ceul

— Y3]I uepeBHOI NOPOKHUHMU.

— bapieBa kmizma / TI'actporpadin mig KoHTposieM (axiBIS-PEHTIEHOJIOTa MOXKE JIOMOMOTTH

BCTaHOBUTH JI1arHO3 1 BOJHOYAC JIOTIOMOI'TH B JIIKYBaHHI.
— Ilicns roctporo Hamamy, MoAyMaTH MPO MIKPOCKOIMIIO JKUPOBUX TTI00YI.

YPAXKEHHS TEONATOBLIIAPHOI CUCTEMHU

European Cystic Fibrosis Society Standards of Care: Best Practice guidelines. Alan R. Smyth et
al,. 2014

AKi naiikpawi memoou mepanii 3axe0p06anHs nedinku é nauicnmis iz MB?
VYV oOGararpox mamientiB MB 3 EHII3 3ycTpidaroThCsi TakKoXX TATOJNIOTIYHI 3MIHM TICUIHKH, K1
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BapIOIOTHCS 3a TSDKKICTIO Bi JTyke ciaOkoro OimiapHoro ¢iGpo3y o0 ITUPO3y OCTaHHBOI CTaii.
3axBOpIOBaHHS MEYiHKH, TOB's13aHe 3 MB - e OinmiapHuii nupos, sikuil 3a3BU4ail MaHiecTye 10 BIKy
20 pokiB 1 MPU3BOJUTH 10 MOPTAILHOI TIMEPTEH31i Ta MEYIHKOBOI HemocTaTHOCTI. LleHTp moBuHEH
NEPEeBIPATH BCiX TNAI€HTIB HAa TMATOJIOTIIO TMEYIHKK IMPH HNOTOYHOMY (i3MYHOMY OISl Ta TNPHU
MepioMYHOMY aHami3i (pepMeHTiB TediHkh. Bka3iBKM 11010 BUKOPUCTAHHS yJabTpacoHorpadii,
YPCOZE30KCUXOJIEBOI KHCIOTH 1 MOXJIHMBOi OiomcCii Me4YiHKH € B OMyONIKOBaHMUX JIUPEKTHUBAX 1
THCTPYKITISX.

[NarieHTiB 13 MOPTATBHOIO TIMEPTEH3IEI0 CIIJ HAMPABISATH JI0 TaCTPOSHTEPOJIOTa / remarojora s
JIarHOCTUYHOI CHJOCKOMIl Ta JIKyBaHHS YCKIAJHEHb JiereHeBoi rimeprensii. [loToune BemeHHs
naiientiB MB i3 nupo3oM Mae BKIIOYATH IMYyHI3alil0 MPOTH BipyciB renaTuty A Ta B, BUKIIOUeHHS
Hecrepoinaux nporuszananbHux JikiB (HIT3II) 1 remaToTOKCMYHKMX areHTiB (HAIPHUKIIAJ, aJKOTOJIIO),
MOHITOPUHT (DYHKI[IOHAILHOTO CTaHY MEYiHKH (TOOTO Koaryusiis, ans0yMiH). LleHTp moBuHEH MaTh
NUISIX HAaMpaBJIeHHs JO0 MPOTpaMy MEpPecaJKu MEYIHKH JUIS MAIiEHTIB 13 Mi3HBOIO CTAJI€I0 XBOPOOH
TICYIHKH.

Slki Halikpamii MeToau Tepamii :KOBYHOKAM'siHOI xBopoOu B namientiB 3 MB? JKoBuHokam'siHa
XBOp00a HE 3aBXKIU MPOSIBISIETECS CHMIITOMaMH. LICHTp MOBUHEH NPOSBUTH yBary mpu OOCTEKEHHI
namieHTa 3 HecnenudiyHuM OoyieM y JKMBOTI Ta HyAoTow. LIeHTp MOBHMHEH MaTth JOCTyH M0
yIbTpacoHorpadii >KOBUHOTO MiXypa.

[Tpu cuMOTOMATHYHKUX KOBYHHX KaMEHSIX YPCOJIE30KCUXO0JIEBA KUCIOTa HE € e(DeKTUBHOI, 1 XBOPOMY
3a3BHUail MOTPiOHE HAPABICHHS 10 Xipyprii.

Clinical Guidelines: Care of Children with Cystic Fibrosis. Royal Brompton Hospital.
S. Alexander et al. Endorsed by the Medicines Management Board of Royal Brompton &
Harefield NHS Foundation Trust. 2014

CreaTo3 (kupoBa IHpINbTPaNis NeYiHKN)

Le BIZHOCHO MOIIMpPEHE 3aXBOPIOBAHHS B MAIIEHTIB 13 MYKOBICIIHI030M, IO 3ycTpidaeTbes y 23-67%
xBopux. IlaTorenes 3anumaeTbcs HEICHUM, Xo4da 0yi10 BUCYHYTO MPHIIYIIEHHS, 1110 XBOpoOa BUHMKAE
AK MOOIYHMI eeKT KMPHUX KHCIOT a00 AeiluTy KapHIUHY, a00 PE3UCTEHTHOCTI 10 iHCYTiHy. i
IPUPOJHUNA PO3BUTOK BCE 1€ 3aJUINAETHCS HEBU3HAYEHMM, 1 YacTOTa HPOTPECYBaHHA /10 LUPO3Y
HeBIJIOMa. 3a BIICYTHOCTI remnaTto- ado CIIEHOMEraiii, Ta Ipyu HOpMalbHINA (PYHKIII NEYIHKH MU HE
3aCTOCOBYEMO YPCOJI€30KCUXO0JIEBY KUCIIOTY, @ POOMMO MOBTOPHO YJIbTPa3BYKOBE JOCIIIKEHHs Yepe3
1 pik.

BusiB/ieHHsI 32XBOPIOBAHHS NEeYiHKHU

He icnye 30m0TOrO0 cranmapTy Ui J1arHOCTUKM 3aXBOPIOBaHb IEYIHKH, ajle OCOOJIMBY yBary CiijJ
HNPUIUIATH HACTYITHOMY:

— Ilpu manpnanmii 3011bIIEHHS EUIHKH Ta / @00 CEeNe31HKU.

— Pyrunne mopiuHe oOcTexeHHs ynbTpa3BykoMm 1 pa3 Ha JBa pokM y Billl BiJ 5 pOKiB 1 cTapuie.
[ToBTOopuTH yepes | pik, AKIIO € TPoOIEMH.

— Anxamizu ¢QyHKIIT NediHKM (TpaHCaMiHa3M) MAalOTh CJIa0Ky YYTIHMBICTh 1 CHEUHU(IYHICTS.
[TogymaTu mpo Te, Y HE € MPUYUHOIO JIIKU; OOTOBOPUTH 3 NEPCOHAJIOM aNTEeKH 3a MepIIoi
MO>KJIUBOCTI.

— TlomoBxkeHuidt mpoTpOMOIHOBHM dYac (XO4a IIBHIIIE 3a BCE II€ TOB'SI3aHO 3 TMOPYIICHHSIM
BCMOKTYBaHHs BiTaMiHy K, HI)X 13 3aXBOPIOBaHHSIM MEUIHKH).

CrangapTHe JiKyBaHHS
Jlnia nitelt 13 remaroMeraiiero, 31 3Ha4HO MiIBUILEHOI0 (DYHKIIEIO MEYIHKY, 3 TOPYLIEHHSIM 3rOpTaHHs
a00 MPHUCYTHICTIO O3HAK 3MiH Yepe3 P03 MEeUIHKH Ha YIbTPa3ByKOBOMY OOCTEKEHHI:
— VYpcoae3okcuxoneBa KUcioTa (3011binye BualieHHs xkoBdi) - 10-15 mr/kr nBiui Ha neHs. Bona
100pe MepeHOCUThCs, OCHOBHUN MOOIYHUI e(heKT - MPOoHOC, Y IIbOMY BHUIAJKy 3MEHIIUTH J103Y.
[e nikyBaHHS 3MIHIOE KapTHHY 3aXBOPIOBAHHS MEUIHKU MTPH MYKOBICIIU/I031, aJieé HE3PO3yMLJIO,
Y1 MOXXE BOHO BiakiacTu abo ckacyBaTH ¢iOpo3. Y BHIagkax 3HAYHOTO 3aXBOPIOBAHHS
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MEYiHKH, MOYKHA BUKOPHUCTOBYBATH 5-15 MI/KT Tpuui Ha JICHB.

— Birtamin K (axmo nmomoBxeHuid mpoTpOMOIHOBHIA Yac); SIKIIO MPOTPOMOIHOBUHM Yac y HOpMI,
TOZ1 TIPOJIOBXKUTH IIOJCHHHMM mpuitoM BiTaMiny K mepopanbHo. [HOAI 2 m03u B/B mOTpiOHI
HEramHo.

— Yuukaiite acnipuny it HII3I1 y xBopux i3 3aJOKyMEHTOBAaHHM LIUPO30M IEUIHKH.

— Jlormsin 3a nonomororo (y3uai€Boi KHCIOTH, MiHOLIKIIIHY, pudaMIiliHy, a3UTPOMIIIHHY.

— OO0epexHO 3 ITPAaKOHA30JIOM 1 BOPUKOHA30JI0M.

— HanpasiieHHs 10 renaroJiora

— HampaBnsaTy mami€eHTiB i3 TUPO30M MEUIHKH 00 03HAKaMU MOPTAIBHOI rinepTeHsii.

— Takox HampaBiIsATH Oyab-sIKOTO TAIli€EHTa 3 aTUIIOBHM 00JIeM y KHBOTI ab0 abaomMiHaIBLHUM
CercucoM, abo panToBOIO 3MiHOO (QPYHKIIIT EUiHKH.

JlikyBaHHsi yckjaaaHeHb - (Yci mii 3 JiKyBaHHS YCKJIaJHEHb TIOBHMHHI OyTH OOTOBOpEHi 3
rernaTroJoroM AUTHHHU)

— TlopranbHa rinepTeH3is.

— CrnneHomeranis - yHUKalTe KOHTAKTHUX BHJIIB CIIOPTY.

— Bapuko3 (cTpaBoxoay Ta IUTYHKA).

3axoam mia yac rocTporo Hamajay: 3aMillleHHS TOYaTKOBOTroO 00'eMy kpoBoTeui KpoB'to. [lopaau ans
MOJTANTBIINX 33aXO0J[iB MAIOTh BUXOJUTH BiJl MEPCOHATY BiITUIGHHS TEMATONOr] Ta MOXKYTh BKJIFOUATH B
cebe: OKTPEOTH]l BHYTPIIIHHOBEHHO, TEPJINpPECHH (BiclepalbHUI Ba30KOHCTPUTOP), €HAOCKOMIUHY
CKJIEpPOTEpAIIiIo.

3axoau npu XxpoHiuyHOMY nepediry: 3a BKa3iBKOIO remnaTojora: IpUKJIaay BKIOYAIOTh EHAOCKOMIYHY
CKJIEpOTEpaIio, HECeleKTHBHI Oera-Oiokartopu (Oyapre OOEpekHi, SKIIO0 B AUTHHH OOCTPYKIIis
IUXaJbHUX NUIAXiB) a00 XipypriuHi IIyHTH (HAOpUKIAJ, TPAHCSIPEMHUN BHYTPIIIHBONEUIHKOBUN
MOPTOCUCTEMHHUIA IIYHT).

— Acuwur.

— CranjapTHe JiKyBaHHS BKIIIOYa€ B ceOe: 00OMEeXKEeHHs HaTpilo Ta CeUOTiHHI 3aCO0H.

— T'enaropeHalbHUI CHHAPOM - PIAKO 3yCTPIYAETHCSA MIPU MYKOBICIHI031.

— CrnonTtanHMM OakTepiaibHUN NEPUTOHIT - P1IKO 3yCTPIYAETHCS TPU MYKOBICLIU031.

— IleuinkoBa eHuedanonaris - piIKo 3yCTpi4aeThCs MPU MYKOBICIIUA031.

— T'enaronemntosnsipHa HEJOCTATHICTh 3yCTPIYAETHCS PIAKO, alle Ma€ 3JI0SAKICHUH nepeoir.

— XoBTsaHULA - 3ycTpivaeThCcs piAKO. BUKIIOUMTH 1HIII NPUYMHHU (CENCUC, PEaKIlil Ha JIIKU Ta
reMoni3).

— KameHi B )KOBYHOMY MiXypi - BHUCOKA IOIIMPEHICTh, A€ HE 3aBXKIM CHUMIITOMAaTHYHO MPHU
MYKOBICIIU1031. SIKIIO CHMIOTOMAaTHKa MPUCYTHS - HAMpaBIeHHA 10 Xipypra JUisl po3rsay
XOJICLIUCTEKTOMI].

IHIIT HEJIETEHEBI YCKJAJHEHHSA MYKOBICIHHUAO3Y. 3AJI3OAE®IIIMTHA
AHEMIA

JlaHl 11010 3aXBOPIOBAHOCTI 3aMi30A€(IIMTHOI0 AaHEMIEID y XBOPHUX HA MYKOBICIIHI03 TOMITHO
pi3HsAThCs. 3amizonediuuTHAa aHeMis (TIMOXpOMHA MIKPOIMTApHA aHEMis 3 HU3BKUM (EPUTHHOM) €
eKCTPEeMaJIbHUM BHIAJKOM Y CIIEKTpl XBOpOO, MOB'i3aHUX 13 AediuuToM 3aniza. HallGinbim panHi
O3HaKW - HU3bKI 3amacu 3amiza / Woro AedinuT, TOOTO HU3BKUU (EepUTHH, SKUI TPOrpecye o
3ai30€QIUTHOIO  €pUTPOINOe3y, M0 O3Hauyae HU3bKUNH (PEepuUTHH, NIABUINEHY 3arajlbHy
3aJ11303B'13yI04Y 3/1aTHICTh , 3HHKEHHS HaCHUEHHs TpaHc(hepHuHy Ta TimoxXpoMito epuTpouTis. Bee e
BECTHUME JI0 aHeMii, SIKII[O 3alacy 3aii3a He BIIHOBIIOIOTHCS.

bararo XTo i3 3acTepeK€HHSIM CTaBUTbCSA JIO JIOJATKOBOI'O BBEIEHHS 3aji3a y TAlli€HTIB 3
MYKOBICII/I030M, OCOOJIMBO THUX, XTO 1H(IKOBAaHUI CHHBOTHIHHOIO MAaJMYKOK, OCKIIBKH OpraHizMm
notpeOye 3amizo Uil pocTy Ta Mae chopMoBaHMI MeXaHI3M HOro BUMHUBaHHA. Takox Oylo
BCTAHOBJICHO, IO BITbHE 3alli30, TOOTO He 3B'A3aHe 3 (QEpUTHHOM, KaTaji3ye YTBOPEHHS
BHCOKOPEAKIIMHUX TiIPOKCHWIBHUX paJUKaliB 1 CHpUS€ DPYHHYBAaHHIO KIITHHU OKUCICHHAIM. Y
TOpOCIHX 31 CTaOUIBHMM MYKOBICIIMIO30M OYJI0 BHUSBJICHO 301IBIICHHS KOHIICHTpAIli 3aii3a,
(bepuTuHy Ta 130(EPPUTHHIB.
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[Ile oxHi€I0 BaKIUBOIO MPUYMHOIO MIKPOIIUTAPHOI TIMOXPOMHOI aHEeMii € XpOHIYHI 3aXBOPIOBaHHS,
IIPU SKUX 3aJ1130 TIOTaHO 3aCBOIOETHCS 3 PAXyHOK 301IBIIICHHS CHUHTE3Y MEBHUX HUTOKIHIB. OCHOBHOIO
BIIMIHHICTIO BiJ 3aj1i30/1e(ilIUTHOI aHEMIi € HOpMaJIBHUI a00 IMiABUINCHUHA piBeHb (hepuTuHy. Takum
narieHTaM He MiIXOJUTh NepOopAIbHUI MPHITOM 3aJ1i30BMICHHX TpEnaparis.

[ToTpibHO Takox mam'siTaTH, MO (EPUTHH TAaKOXK B TOCTPid (a3l € PeaKTaHTOM 1 MOXE POCTH JI0
rocTpoi iHdexmii/3ananeHHs (xoua e piIko MOKHa MOOAYUTH Ha MPaKTHIi). SKIIo piBeHb GpepUTUHY
BHCOKHH, nepeBipTe C-peakTUBHUN O1J10K, 1100 TI3HATUCH, YH 1€ HE € 3aIajbHOI0 PEaKIIi€lo.

Ha nanuii MOMEHT MU JinIIe BUMiPIOEMO reMOrJI00iH, cepeaHiil 00'eM epuTPOLUTIB Ta pepuTHH
JJIS OHIHKHU CTATYCY 3aJ1i3a B IIOPIYHOMY OTJISII.

Hama nonitTuka monsArae y JiKyBaHHI BHpakeHOi 3amizofedinuTHOI aHeMmii, SKy piIKO MOXHa
nobaynTtH y Hamwmx namieHTiB (1%), ame Mu, K mpaBUiIO, HE JAa€MO 3aji3a Ha PaHHIX CTaaisX
3HIDKCHHSI 3allaciB uepe3 MpoOJieMH 3 MOXIUBUMH MOOIYHMMHU eQeKTaMH NpPHU 3aXBOPIOBAHHIX
nere”iB. J[o TOro >k, BOHO 4YacTO IIOTAaHO IEPEHOCUTHCSA 1 MPHU3BOIUTH N0 MOOIYHHMX €(EKTIB
[UTYHKOBO-KHIIKOBOTO TpakTy. [Ipu HeoOximHocti mu BukopuctoByemo EJITA (piakuii murpoH) abo,
SKIIO € HEMEpPeHOCUMICTh, iAKW ¢ymapaT 3aiiza, B TOM yac sSIK AN CTapUIMX MAITeH Tepari€ero
MIEPIIOTO ALy € TabneTku cynabdaty 3amiza Kpos ciix mepeBiputu micis 3 micsaniB jgikyBaHHs. [Ipu
HU3bKHUX 3alacax 3ajiza MM PEKOMEHJyeMO 30UTBIIMTH BMICT 3ai3a B Xap4yyBaHHI (Y€pBOHE M'SCO,
3€JIeHI OBOYI Ta SIALIA).

3amacu [epeHeceHHs 3ai3a/mocTayanHs 3aiiza OyHKIiOHATBEHE 321130
3amiza
®eputuH | 3aranbHa Hacuuenns lNmoxpowmHi | ['emorno6in | Cepenniii
CHPOBATKH| 3aJi303B'A3y | TpaHC(EpPHHY | EPUTPOLUTH 00'em
KpOBI BaJbHA CHUPOBAaTKH EPUTPOLIUTIB
3JATHICTb
(3330)
CHPOBATKH
Jedinur 3amiza
Bucnaxenns 3amnacis ! H H H H H
SaiizonepiluTHUN ! 1 ! 1 H H
epuTponoe3
3anizonediuuTHHa aHeMis | | 1 ! 1 ! !
[MopymieHHs 3aCBO€EHHS 3aii3a
Anewmis xponignoro| Ha6o 1 | | l H a6o 1 l H abo |
3aXBOPIOBAHHS
H —nopma

IIABET, NOB'SI3AHUI 3 MYKOBICIIMIO30M

European Cystic Fibrosis Society Standards of Care: Best Practice guidelines. Alan R. Smyth et
al,. 2014

VY sIkuX BHNAJKAX i SIK CJIi/I nepeBipsiTH HAsIBHICTh YKPOBOIO iadeTy?

Bci namienTn i3 MB, skuM He Oyi0 AiarHOCTOBaHO Jia0eT, BKIIOYAIOYH THX, Y KOTO Mir OyTu miaber
MiJ Yac BariTHOCTI, TMOBHMHHI mepeBipATUCS 3 10-piyHOro BIKY MLIOPOKY B MeEpioJ KIIHIYHOL
CTabUIBHOCTI 3TiJHO 31 cTaHAapTHUM mpoTokoioM BOO3. OauHUYHUI aHOMaNbHUM NepopanbHUN
TecT Ha TojnepaHTHICTH A0 ritoko3u (IITTIY) Bumarae minTBepAKeHHS MOBTOPHUM TecToM. JlogaTKoBi
MOJIpOOHLIi AUB. B ONyOJIIKOBAHUX JUPEKTHBAX.

Ony6OsikoBaH1 JUPEKTUBH W IHCTpyKIii [57-59] mepenbauaroTh OUTBII YacTy MEPEBIPKY TIIFOKO3H
Hatmecepre / micns imm ta / abo IITTD B Takux cUTyamisX: JIETEHEBE 3arOCTPCHHS, BBEICHHS
TTFOKOKOPTHUKOIIB, TOAYBAHHS Yepe3 eHTEepPaTbHUI 30H/I, IJIaHyBaHHS BariTHOCTI, MiJ 9ac BariTHOCTI,
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MJIaHyBaHHS TPAHCIUIAHTAIII] OpraHiB, KJIIHIYHI CHMIITOMH J1a0eTy.

SIke moTo4He BeJIeHHsI MALIEHTIB 3 AiadeToM, noB's3anum 3 MB (IMB)?

Jloromora narientam i3 IMB noBuHHa BiANOBI1IaTH CTaHAAapTaM HaJlaHHS JOIIOMOTH BCIM XBOPUM Ha
niabeT; 0coOJIMBI BIAMIHHOCTI /i XBOpHX 13 MB nmokazano Hikye [57-59].

[Tamientam 13 IMB moTpiOHa gomomora MiKAMCIUIUTIHAPHOI JIKAapChKOI KOMaHIAW 3 JOCBIOM IIO/I0
JAMB, y B3aemozii Ta koHCyabTanii 3 komannow MB. Pekomennyerscs mikyBaru JIMB iHcyniHOM, a
HE OpaJbHUMH mAia0eTMyHMMHM 3acobamu. Ilin 4Yac sereHeBHX YCKIaAHEHb MOXKE 3HAJIOOMTHCS
MOCUJICHHSI KOHTPOJIIO 32 TIIFOKO3010 3 YacTIIMMU MPoOaMH Ta MiJBUIICHHAM 1HCYIiHY. JlieTonoriuni
nupekTuBH Ipu MB cTocyroTbest Takox mamieHTiB 13 JIMB. 3miHa criokuBaHHS Kajaopii, )Xupy, OuTka
Ta COJIi BHACHIIOK /1arHOCTOBAHOIO /ia0eTy He € AOIUIbHOK. MOHITOpUHT ycKiagHenb JIMB takuii
caMui, SIK MpH IHIIUX GopMax giadery.

OcoOnuBy yBary ciia 3BepTat Ha mamieHTiB MB 31 3HMKeHOI TojnepaHTHICTIO 10 riaoko3u (IGT),
0COOJIMBO T/ Yac 3aroCTpeHb, OCKUIBKU IM MOXKE 3HAJ00UTHCS MEpIOANYHA IHCYTIHOBA TeparTisl.

Clinical Guidelines: Care of Children with Cystic Fibrosis. Royal Brompton Hospital. S.
Alexander et al. Endorsed by the Medicines Management Board of Royal Brompton & Harefield
NHS Foundation Trust. 2014

Bci ocobu 3 MyKOBICIIHI030M Ta €HAOKPUHHOIO HETOCTATHICTIO MIILTYHKOBOI 3aJ103U MAalOTh 1e(ilUT
1HCYITiHY, IO TOTipHIyeThest 3 BikoM. Cekpelist iHCYJIiHy 3MEHIIY€EThCSl HaBITh B OCI0 3 HOPMAJILHOIO
MEPEHOCUMICTIO TIHoko3u. CHTyallisi NOTipIIyeTbCcs 3 BIKOM Ta NPU3BOAUTH 1O MOPYILIECHHS
MIEPEHOCUMOCTI TIIFOKO3M Ta Aiabery. [liaber, moB's3aHUM 13 MYKOBICIIHIO30M, piako OyBae y Billi J0
10 pokiB, xoua Maii)e TpeTHHa Ili€l BIKOBOI IPYyIU BKE€ Mae MOPYIIEHY MEPEHOCHUMICTh TIIIOKO3H.
3asgBiieHa nomupenHicts JIMB 3anexuth Bif KpUTepiiB MIarHOCTYBaHHS Ta METOJIB CKPHUHIHTOBOTO
obcTexxeHHs, mpore mpudan3Ho 50% ocib 3 mykoBicuumo3oM 10 30 pokiB 3axBopitots Ha JIMB. [IMB
BiJIpi3HAETHCS BiJ LykpoBoro miabery I ta Il TumiB, ToMy MU 3aCTOCOBYEMO pi3HI MiAXOIU OO0 iX
JIarHOCTYBaHHSI Ta JIIKYBaHHSI.
IIpu MykoBiCUMIO031 IHCYJITIHOBA pEaKilisi Ha HABaHTAXEHHS TJIOKO3M a0 TKI 3HMXKYEThCS I10
aMIUTITY/l Ta 13 3aTPUMKOIO Y MOPIBHSIHHI 31 3J0pOBUMHU oco0amu, aine 0a3zajibHa CeKpelisl 1HCYIIHY
MOPIBHAHO 30epiraeTbcs Ha TOMY 3K piBHI. Ha paHHIX cTafisX piBeHb IJIIOKO3M HATIIE € TUIIOBO
HIKYUM, HIK IICIS TIH.
Kpurepii BOO3 mio10 niabety ta cxuibHOCTI A0 aiadety (2006 ta 2011).
Hia0et - OyAb-sIKWii 3 HUX KPUTEPIiB:

— I'mroko3a Hatmie >7,0 MMOJIB/II.

— I'mroko3oronepanTHuii TecT yepes 2 roauuu >11,1 MMob/i.

— I'mikosunvoBanwuii remorno6in (HbAlc) >6,5% (48 MMoOIIb/MOJIb) MOYXKHA BUKOPUCTOBYBATH K

J1arHOCTUYHUN TeCT Ha Aiaber (moka3Huk <6,5% He BUKITIOYAE /11a0eT).

IlopyiieHa ToJiepaHTHICTD 10 TVIIOKO3M:

— I'moko3a Hatme <7,0 MMOJb/1 Ta ['TI0KO30TONEpaHTHUI TECT uepe3 2 TOJAWHU >7,8 MMOJIB/II,

npote <11.05 mmounb/n

IMopyiena riikemisi HATIIE:

— TI'moxo3a Harmie 6,1 - 6,9 MMOJIB/JI.

Yomy Mu JiKyeMo 3B'SI3aHMH 3 MYKOBICHHI030M [ia0eT Ta NOPYLIEHHS TOJIEPAHTHOCTI /10
IJII0K03H?

JiaGeT, noB's3aHMi 13 MYKOBICIUA030M CKOPOUYY€E MTPOrHO30BaHY TPUBAIICTH KUTTS, @ TAKOXK € JT0Ka3U
TOrO, IO JIIKyBaHHS Aia0eTy TMOKpallye 3aradbHUN pe3yabTar, TakuM unHoM J[IMB € Baromum
acIeKTOM JIIKyBaHHS MyKoBicuu03y. OcoOu 3 MyKOBICHUA030M, SKi MalOTh JiabeT abo MopyleHHs
TOJICPAHTHOCTI 70 TJIFOKO3W MAalOTh TIpII TMOKa3HUKH ((PYyHKIIIO JEeTeHiB, CTAaTyC XapyyBaHHS,
3HIKCHHSI PIBHS BWDKUBAHHS) y TOPIBHSHHI 3 THMMH, Y KOIO HOpPMajbHa MEPEHOCHMICTh TIIOKO3H.
JlikyBaHHS 1HCYJIHOM JaJI0 TIOKpAIICHHS IUX KIHIYHKMX MapkepiB. [liabeT mpu MyKOBiCIHI031
BUKIIMKAHUHA JeilMTOM IHCYJiHY, OTXE JIOTIYHUM BapiaHTOM JiKyBaHHS € iHCyniH. Ilepopanbhi
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TIMOTJIIKEMIYHI TTpenapaT He MPOJASMOHCTPYBAIH THUX K€ IMO3UTHUBHUX PE3YJBTATIB MO0 KITHIYHOTO
CTaTycy y MOPIBHAHHI 3 1HCYNIIHOM. PH3HK MIKpOBacKyJsIpHHUX YCKJIaJHEHb HpHU AialGeTi 3B's3aHuil 3
JiKyBaHHSM (OLiHIOEThCS piBHEM HbAlc) Ta TpuBamicTio aiabeTy Ta € TaKuM JK€ TpH Jia0eri
BUKIIMKAaHOMY MYKOBICIIUI030M, SIK 1 TIpO iHIIHMX (popmax maiadery.

HeratuBHuii BrumB nedinuTy i1HCYNIHY TOB'S3aHUN 3 BTpaTOr aHAOOMIYHOTO e(eKTy IHCYIIHY,
MOTiPIICHHSAM Xap4yBaHHS, TOB'S3aHUM 3 TIIOKO3YPI€I0 1, MOXKIUBO, MiJABUIICHUM PU3UKOM iH(EKITii
BHACIIIJIOK ITiJIBUIIICHHS PIBHS TJIIOKO3H.

Kareropii miarHocTyBaHHs Aia0eTy Ta CXWJIBHOCTI JO HHOTO HAa OCHOBI IMEPOpAIbHUX TECTIB Ha
MEPEHOCUMICTh TJIFOKO3M a00 TOJOJHOrO Harmie (AuB. BUIE) 0a3yroThCcs Ha (aKTopax PHU3HKY
CEepLEeBO-CYAMHHUX 3aXBOPIOBaHb IpH I[ykpoBomy niaberi 2 tumy. [lpu JAMB icHyioTh n0Ka3u
KJIIHIYHOTO BIUIMBY BIIXWJICHb PIBHSI TJIFOKO3M, KOTpPI HE BIiAMOBIZAIOTH KPUTEPISM IIarHOCTUKH
niabeTy, a TaKOXX JJOKa3H MO3UTHBHUX PE3yJbTATiB JIKYBaHHS MOPYLICHHS MEPEHOCUMOCTI TIIOKO3H.
binpmiicte  iKapiB-KIIHIIMCTIB  3aCTOCOBYIOTh  CTaHAAPTHI BHU3HAYCHHS IS Jia0eTy IpHu
MYKOBICIIU/I031, ajlé OCKUIbKHM KIiHIYHI CHTyalii € pi3HUMH, JIKyBaHHS MOXK€ OYyTH NpPU3HAYEHO
0cobaM, KOTpi HE BiMOBIAAI0Th KPUTEPISM 11arHOCTYBaHHS /11a0eTy.

CkpuHiHroBe o00CTe:KeHHSI Ha NOPYUIEHHSI TOJEPAHTHOCTI [0 TIJIOKO3M i JiaGer mnpu
MYKOBiCIH/103i

Konu cnio npoeooumu mecmu na cmamyc 2noKo3u npu MyKogicyuoosi.

— Pexomenpanis QOHAY MyKOBICHMIO03y — BCIM TaIllieHTaM 3 MYKOBICIIUJIO30M IIiCIIs
nocsirueHHs 12 pokiB npoxogutu [ITTI (mepopanbHuii TECT HAa TOJNEPAHTHICTD IO TIIOKO3H)
pa3 Ha pik. Hama HOBa momiThka — 3ampoOBaJUTH CUCTEMY TPHUBAJIIOTO MOHITOPHUHTY PiBHS
TJIFOKO3M JUIS TalieHTiB BikoM 12 1 15 pokiB mijg yac iX MOPIYHUX OTJIAIB 3aMiCTh HIOPIYHOTO
IITTT.

— KuiniyHi yckinagHeHHs - TOTipIIeHHs: HaOUpaHHs MacH Tija, BigxuieHHs QyHKii jgereHiB 0e3
1HIIIMX OYEBUIHUX MPUYHUH.

— DBusBrneHHs BHUCOKOTO piBHA TUIIOKO3UW He Harmie (y OUIBIIOCTI 3J0pPOBUX JIIOJEH piBEHb
TJIFOKO3W TPUMAEThCA Ha PiBHI <7,8 MMOJB/J, HE3QJIEKHO BIJ TOrO, IO BOHU iIfTh).
dopmManbHa OLIHKA MOTPIOHA, SKIIO KUJIbKA aHaNi3iB Ha PIBEHb INIIOKO3M MOKa3YyIOTh PiBEHb
>8,0 Mmmom/n1 200 oauH aHami3 okasye >11,0 MMOJIB/I1.

— HbAlc mix wac mopivHoro OrIsiAy abo iHmoro oocrexenns >6,5% (Mixnaponna denepartis
KITiHIYHOT XiMil Ta maboparopHoi Meaunmau, HbAic >48 MMoi1b/MOIB).

— Cumnromu rinepriikemii, y T.4. 30UIbLIEHHS CIIPary, MoJiypis, pO3MUTUMN 31p, 3aCTii IUTYHKY
Ta rpuOKOBI 1HQEKIIii.

— Cuni mpoBecTH TeCTU Nepes MOYaTKOM MPHIOMY BUCOKHMX J03 CTEpOiJliB, HIYHUM MpUHOMOM
K1 UM mepesi CepHO3HUM ONEPATUBHUM BTPYUYAHHSIM.

— Cniy mpoBeCTH TECTH, SKIIO € 3aJ0KyMEHTOBaHI €Mi30[M TiMOIJIiKeMii YM CHMIITOMIB, IO
MIPUITYCKAIOTh ii MOMJIUBICTb.

Jlocmynui mecmu cmamycy enoKo3u npu MyKo8icyuoosi

— CucreMa TpUBaJIOro MOHITOPUHTY PIBHSI TITIOKO3H.

— IlepopanbHuii TECT Ha IEPEHOCUMICTH TJIFOKO3H.

— Tecr piBHS IJIIOKO3HU HE HATIIE.

— I'mixo3unboBanmii remorno6in (HbA1c).

CucremMa TpMBAJI0r0 MOHITOPUHIY PiBHA ITIOKO3H

Ak ye npayioe - TlinmKipHuil AaT4MK BigoOpakae TiiKeMiuHUH Tpodine 3a mepiog 10 6 JIHIB.
[InacTUKOBHI TaTYMK 3YUTYE TIFOKO3HM Y TKAHUHHIN PiIMHI KOXKHI 2-3 XBWINH. J[aT4iK NOBUHEH OyTH
BiJIKaTiOpOBaHMI BiJMOBITHO JO 3aMipiB IUIIOKO3U B KPOBI ABiYi Ha /IeHb MPOTATOM BCHOTO NEPiOay
Horo 3actocyBaHHs, a mpodiab MoXe OyTH 3aBaHTaKEHUM B KIHLI AociipkeHHS. OOnanHaHHS Jae
npodinb 1 CTaTUCTUYHUI aHali3 piBHA TMOKO3U. CHCTeMa TPUBAJIOTO MOHITOPUHTY DIBHS TIIOKO3U
Ja€ AyXKe TOBHY KapTUHY CTaTyCy TUIFOKO3HM TPOTATOM KUIBKOX THIB 1 € HaWKpaluMm CIoco00M
BUPIIIUTH, YU CJIiJ] 32CTOCOBYBATH JIIKYBaHHS 1HCYJIHOM.

Konu 3acmocosysamu cucmemy mpueano2o MOHimopunzy pieHs 210Ko3u
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Konu HeoOXi1HO MPUHHATH PilICHHS MPO HEOOX1AHICTH JIKYBAaHHS, SIKIIO OKAa3H BUMIPIOBaHb
TJIFOKO3U HE HATIIE € BUCOKUMHU (>7,8 MMOJIB/I).

SIKmo € KIIHIYHI YCKJIaAHEHHs (TOripIIeHHs HaOUpaHHS Macu Tina, BIAXWIEHHS (QYHKII
JIETCHIB), a 1HIIN MOXJIMBI MPUYMHU IIUX CTaHIB OYJI0 YCYHEHO.

Jly1st oOpaHHs PeXUMY 1HCYJIIHOBOTO JIIKYBaHHSI.

Jlns HagaHHs iH(oOpMaIii mpo JiKyBaHHS OCi0, 10 yXe nepeOyBaloTh Ha Teparii 1HCYIIHOM
(HampuKIIad, Y1 HiYHE XapuyBaHHs a/IeKBaTHO MOKPUBAETHCS IHCYITIHOM).

CucrtemMa TPUBAJIOTO MOHITOPUHTY PIBHS TJIIOKO3M MOKE JIaTH MEHII KOPHCHY iH(opMaIiiio,
SKIIO BXE BIJIOMO, IO PIBEHBb TJIIOKO3M € YK€ BHUCOKMM. TOJl 1€ HE HaWKpamui crociod
3aJJOKYMEHTYBATH TiMOTIIKEMIIO.

Ilepesacu

Cucrema TpUBaJIOTO MOHITOPUHTY PiBHS IUIIOKO3H Ja€ Kpally KapTUHY CTaTyCy IUIFOKO3H IpH
MykoBiciumo3i, HiK iHm I[ITTI ym aHami3 TIIOKO3M HE HATIIE, Ta MOXE BigoOpakaTw
BiIXWUJICHHS B PiBHI TJIIOKO3H, SIK1 He Oy/yTh BUSBIICHI B IHIIHIA CHOCIO.

Mo>xHa OIIIHUTH BIUTUB Xap4yyBaHHs, (PI3UNYHUX BIIPaB i JIIKyBaHHS HA PiBEHb TIIOKO3H.

[Tpu oOMeKEeHNX TaHUX CUCTEMa TPUBAIOTO MOHITOPHHTY PiBHS TIFOKO3U MOXE OyTH Kpamum
OpIEHTHUPOM Y MUTAHHI TOUIIBHOCTI IHCYIiHOBOT Teparii mpu MykoBiciumo3i, Hixk [ITTT .

Heooniku.

[HKONM MaTYUK BUKIMKAE TUCKOMQOPT, a JICAKi MAIIEHTH HOTO HE TIEPEHOCSTh.

PiBeHb TIIIOKO3M B KPOBI OJHAKOBO Tpeba mepeBipsta 4-6 pasiB Ha J00y, IO MOXKE CTaTH
POOJIEMOIO Yepe3 OCTpax Mepe;] FOIKOK.

Hemae uiTkux BKa3iBOK, KOJIM TOYMHATH JIIKYBaHHS BIAMOBIIHO 1O TIOKa3iB CHUCTEMU
TPHUBAJIOTO MOHITOPUHTY PIBHS TJIFOKO3H.

Hatuuk noBodi noporuii (35-44 QyHTIB CTEPIIHTIB KOXKEH).



115

Hopmanvua ocyunoepama cucmemu mpuganoco MOHImMopuHzy pieHs 210Ko3U
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IlepopaJibHuIi TECT HA TOJIEPAHTHICTH /10 IIIOKO3H
Ak ye npayroe - PiBeHb TIIOKO3M BUMIPIOIOTH JI0 1 MICJIS CTaHJIAPTHOTO MEPOPATBHOIO HABAHTAXKEHHS
TIIIOKO3010.

ITiocomosxa

JluTrHA TOJ0ay€ 3 OMIBHOY1, MPOTE MOKHA 0arato MUTU 3BUYAWHOI BOIH.

Jloza entoxo3u

1,75 T/KT TIIOKO3M 10 MaKCUMyMY 75 Ty BHTJISII MOHOT1JIpaTy TJIIOKO3U po3BecTd y Boxl (200-
300 mu).

Ie#t mamiii MokHa 3amiHUTH HamoeMm Lucozade, sikuii Mae aHAJIOTIYHUN BMICT TJIIOKO3H. BMicT
TJIIOKO3U BapilO€ThCS 3aJISKHO BiJl TUITY, ajle BiH YiTKO BKa3aHMM HA €TUKETI, 00 MOkHa Oyso
po3paxyBatu ekBiBaieHT. Lucozade Energy “original” mictute 17,2 T rmroko3u/100 mi, ToOTO
mo3a cTaHoBUTH 10,2 MiI/KT MaKCHMAaIbHO 10 436 MIL.
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— Ilpuknaou
o Bi3bpMiTh KPOB Ha INIFOKO3Y B HYJIb XBUJIMH (HATIIE) Ta AAWTE BUIIUTH HAIil 3 TIIOKO3010.
o Bi3bpMiTh KpoB Ha TIIIOK03Y B 60 + 120 XB.
o 3abip 3paskiB Ha 30, 60, 90 ta 150 xBwIMHAX HaAAAAYTh JOJATKOBY JAiarHOCTHYHY
iHdopmarrito.
SIKII0 KaHFOJIO 11Ie He BUHHSUIM - Bi3bMITh I1i 3pasku. Lli BuMipu He € 000B'I3KOBUMH JIJIsI 1IaTHOCTUKH
IIYKPOBOTO JiabeTy.
Bka3iBku 11010 AiarHOCTYBaHHSI IPYHTYHOThCH Ha 3pa3Kax BEHO3HOI KPOBi, a He 3 majblsl.
ToyHicTh NMPWIKKOBUX JATYMKIB IJIIOKO3M XOpOIIa, ajie iX Kpalle 3acTOCOBYBATH JHIIE Y
BUIIAJAKY 00SI3Hi IOJIKH.
— [miokozomonepanmuuil mecm He Hamuye
Ti x BKa3iBKH, IO 1 BUIIE, aJle HE HATIIE — 3aCTOCOBYETHCS K AIbTEPHATUBHUIA CIIOCIO BU3HAYCHHS
TOJICPAHTHOCTI 70 TJIFOKO3M TIPU MYKOBIiCIKMI031. ICHYIOTH JAesiki MNpaKTH4YHI TIepeBard s
amOymaropaux xBopux. Pesynprar [ITTI He HaTHIe HE BH3HAYAE CTATYC MEPECHOCHMOCTI y TOW Ke
cnoci0, mo 1 crangaptauil [ITTT, npoTe BusBiIeHI Mg yac TeCTyBaHHS BIIXWICHHS B PiBHI IJTIOKO3U €
3HAYHUMU.
Konu suxopucmoegysamu I[ITTI”
— SIK MIBUIKWI CKPUHIHT-TECT, AKIIO ICHYE MiJ03pa Ha MiJCTaBl KJIiHIYHOTO CTaHYy.
— SIko BaKKO OTPUMATU PE3yNbTAaTH CUCTEMU TPUBAIOTO MOHITOPUHTY PIBHS IIIOKO3U 200 TIIFOKO3U
HE HaTIIE.
— IITTI' He mnotpibeH, SKOO MiadeT BXKE JIarHOCTOBAHO 3 JOMOMOIOI0 CHCTEMH TPHUBAJIOTO
MOHITOPUHTY PiBHS IIFOKO3H 200 Ha MiACTaBi PiBHA IMIIOKO3U HE HATIIE.
Ilepesacu IITTI -
— JlerkicTb mpoBeeHHS, 3aiiMae Juie 2 ToJUHU.
— binemiicte mOAEH 3 BIAXWICHHSAMH TIEPEHOCUMOCTI TIIOKO3M MatuMyTh mokasu [ITTI mosa
HOPMOIO.
Heoonixu
— Ilpu MyKoBICIM/1031, OCKUIbKM MAaIl€EHTH 3 MOPYLIEHHSM MEPEHOCHUMOCTI TIIOKO3U OTPUMYIOTh
no3utuBHUM pe3ynbrar gikyBaHHs [ITTI He € 4iTKMM MOKa3HUKOM, KOJIM 3aCTOCOBYBATH TepaIlito.
— IITTT He oxoIullO€E 3HAYHY KUIBKICTH OCI0O 3 MOPYLIEHHSM IEPEHOCHMOCTI TJIIOKO3U MpH
MYKOBICIIH/1031, 0COOJIMBO SIKIIIO OYJI0 MPOBEAEHO Juiiie 6a30Bui TecT Ta Ha 120 XBUIIKHI.

I'aikemiunmii npoginb He HaTIIE

IlepeBipka piBHS INIIOKO3M HE HATILE MPOTATOM KUIBKOX THXKHIB MOXeE JIaTH XOPOILly KapTHHY CTaTyCy

rioko3u. Crijl CKIacTy YiTKUM TJ1aH, CKIJIbKU TECTIB HE0OX1aHO (B i1eani 3 abo 4 Ha JeHb), 1 KOJIU iX

POBOJUTH. TecT MOBUHHI MPOBOJUTHUCH 32 1-2 Ta yepe3 1-2 rogunu micns npuiiomy xi. HaitOinbima

HMOBIPHICTh BUCOKOI'O PIBHS TUIFOKO3M — MPUOIM3HO Yepe3 2 TOJUHHM MICiIs BEUIPHbOIO MPUIOMY TKi.

IIpu MyKoOBiCIM1031 piBEHb IIIOKO3M HATIIe (10 CHIZAHKY) MOKe OyTH HOPMaJbHHMM, HaBITh SKIIO

M13HIIIE TPOTATOM JHS BiH Ty>K€ BUCOKHIL.

Konu sukopucmosysamu enikemiunuii npogine Hamuye

— Slkmio cuctema TpUBAJIOTO MOHITOPUHTY PiBHS TJIIOKO3U HE € MPAKTUYHOIO ab0 K aMOyIaTOpHUHA
CKPHUHIHT Ha CTAaTyC IIIOKO3H.

Ilepesacu

— JlerkicTb BUKOHaHHA B aMOyJaTOPHUX YMOBaX.

— bBinbmricTs mroaeit 1o6pe nmepeHoCsTh.

Heooniku

— Bubip wacy ans mpoBeJeHHS TECTy MOXKE O3HAayaTH, 10 BU HE OTPUMAETE YITKY KapTHUHY,
BUIIA/IKOBO YH HABMHUCHO.

I'niko3uanoBanuii remors06in (HbA1c)
3Ha4YeHHS Yy SIKOCTI CKPUHIHTOBOTO TECTY MPU MYKOBicIHI031 He € uiTkuM. ko HbA 1c mepeBuiye
6,5% (48 MMOIB/MONB), TO pIBEHb TJIOKO3UM OYEBHUIHO HE € HOPMAJIbHHM, TOJI PEKOMEHIOBAHO
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3aCTOCYBaTH CUCTEMY TPHBAJIOTO0 MOHITOPUHTY piBHSA ritoko3u abo [TTTI .

JlikyBaHHs nia0eTy Ta NopylIeHHs EPEHOCUMOCTI IVTIOKO3U NPH MYKOBicIIH1031

[lepBUHHOIO TIPUYMHOIO TOPYIICHHS IEPEHOCUMOCTI TJIFOKO3M TP MYKOBICHHI031 € JaedimuT
1HCYNTiHY, OT)K€ Tepamisi NOBMHHA OyTH iHCymiHOM. JIiKyBaHHSI 1HCYIIHOM TIPOJEMOHCTPYBAJIO
MoKapiieHHs QYHKIIIT JJIETeHb Ta CTaTyC Xap4yBaHHS MPU MYyKOBiciuao03i. [lepopaiibHi rinmoriaikemMidHi
MpernapaT MOXYTh KOHTPOIIOBATH PIBEHD IITFOKO3U y JESKHUX MAIIEHTIB, MPOTE HEMAE HISIKUX CTIMKHX
MO3UTUBHUX PE3YJbTATIB KIIHIYHOTO CTAaTYCy, TOMY MU iX He 3aCTOCOBY€EMO.

OTOPUHOJIAPUHI'OJIOTTYHI YCKJIAJTHEHHA

European Cystic Fibrosis Society Standards of Care: Best Practice guidelines. Alan R. Smyth et
al,. 2014

Aki naiikpawi memoou mepanii cunycumy ¢ nayicumie i3 MB?

XpOHIYHUI CHHYCHT i3 Ha3aJbHUM IIOJIIIO30M ab0 0e3 HhOro € 3BMYaiiHuM y maifieHTiB i3 MB [73].
IleHTp TOBHWHEH pErYJSIPHO MEPEBIPATH CTaH MPUAATKOBHX Ia3yX 1 HaJaBaTH PEKOMEHOBAHY
JIOTIOMOTY, MalOUu Ha yBas3l, [0 CHHYCUT MOXKE CTaTH JPKEPENIoM 1H(EKIIIT HIDKHIX AUXaTbHUX HUIAXIB
[83]. LlenTp MOBHHEH MaTH JIOCTYII A0 AIarHOCTHKH (TOOTO ToMorpadisi CHHYCIB) 1 OTOJIapUHIOJIOra,
JOCB1TYEHOTO B JIIKyBaHHI MAaHCUHYCHTY, MOB'A3aHoro0 13 MB.

Clinical Guidelines: Care of Children with Cystic Fibrosis. Royal Brompton Hospital.
S. Alexander et al. Endorsed by the Medicines Management Board of Royal Brompton &
Harefield NHS Foundation Trust. 2014

Hocogi nosinu

— Pigkicte y niTeil, ane BuUHUKaOTh y 65113bK0 40% nopocnux xBopux Ha MB.

— Pizakicte <5 pokiB Ta gacTime 3a Bce BUHUKAIOTH Y Billi 8-10 pokis.

— Erionoris HeBioma, ajie TNOB’SA3yIOTh 13 1H(QEKIi€0, anepriero, IMyHHUMH (hakTopami,
MOAM(IKOBAHOIO CEKPEIIIEI0 Ta aHOMAIEIO HKTYTHKIB. Takok iCHye acoliarlisi 13 CHHYCUTOM.

— 3a3BUYail aCHMIITOMATUYHO.

— Moske npu3BECTH 10 XPOHIUHOI Ha3albHOI OOCTPYKIi, 1110 30UIbIIYE OMIp AUXANbHUX HUIAXIB Ta
MPU3BOJUTH J0 AUXAHHS POTOM Ta CHHIPOMY OOCTPYKTHBHOTO aITHOE yBi CHI.

— Moske BUKIIMKATH TOJIOBHI 00JI11 Ta MOTIpIIYBaTH HIOX Ta CMaK.

JliarHO3 BCTaHOBJIOETHCS OTJISIZIOM HOCY 31 CBITJIOM, XOYa 1HOJ1 B@)XKO BIAPI3HUTH TMOJINHU Ta

3arajeHHs1 HOCOBOI PaKOBUHH.

CTAH KICTOK I CYIJVIOBIB

European Cystic Fibrosis Society Standards of Care: Best Practice guidelines. Alan R. Smyth et
al,. 2014

Yu ciing nepeBipsaTin naunienTie i3 MB Ha 3axBoproBanHsa KicTtok? SIki ¢pakTopm Ta sk OepyTh
y4acThb y nonepeaeHHi 3HMKeHHsI MiHepaJbHOI IIJILHOCTI KicTOK?

3HIKEHHS MiHepalnbHOT miIbHOCTI KicTok (MILK) - 3BHuaiiHe ycKJIaAHEHHS B MUTITKIB 1 TOPOCIHX
MaIi€eHTIB, 1 MOXe BiAOyBaTHCS B JiTel NpHU MOTIPIICHHI KIIHIYHOTO cTaHy. PekoMmeHnyeTbcs
perynspHuil cKpuHIHT Ha 3HWKeHHS MILK 3 BUKOpUCTaHHSAM JIEHCUTOMETpIi, MOYMHAIOYM 3 BIKY
BOCBMH-JICCATH POKIB, SIK OMIMCAHO B OMyOIiKOBAaHUX JUpeKTHBax [60-62].

Llentpu nmoBuHHI OyTH O3HailoMJieHi 3 (pakTopamu, 1m0 BIUMBaKOTh Ha 3HMWkeHHd MILK mpu MB i1 3
METOJIaMU 3HIKEHHS LbOro pusuky. Haii3BuuaiiHimm (akTopu pU3HMKY BKIIOYAIOTH: JIETE€HEBI
iH(eKi1, HU3bKUH amiMEeHTapHUl / HYyTPITUBHHMA CTATYC 1 BIICYTHICTh CHJIOBUX BIPAaB, YIIOBLIbHEHHS
CTaTEBOTO JO3piBaHHs, JIIKyBaHHS TJIIOKOKOPTUKOiJaMu, TimoroHaausM, nedimuta Bitraminy D,
KaJbIliro abo Bitaminy K [60-62].
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Slke moToOYHE BeleHHSI MPH 3HUKEHHI MiHEepPaJIbHOI INIBHOCTI KiCTOK?

JUnist OMIMIIEHHs 3I0POB'S KICTOK CIIiJ] 3BE€CTH JI0 MiHIMYMY BiJloMi (pakTOpu pU3HMKY, ONTHMi3yBaTH
HaJXOJDKEHHs KallbIlito Ta BitamiHy D 3 mieroro. Bukopucrtanus OichochoHaTiB ciiff pO3TISHYTH Ha
1H/IMBITyabHIA OCHOBI, 3 YpaxyBaHHSM MiHEpPAIbHOI IIIJIBHOCTI KiCTOK, BIJICYTHOCTI TPaBMaTHYHUX
1epesioMiB B aHaMHE31 Ta cTaTycy TpaHciianTa [60-62].

SAxi Hailikpami MeToau Tepamnii aprponarii B nanienris i3 MB?

ApTpainriss - 3BHYAHUN CUMITOM y mamieHTiB i3 MB [73], ayse apTpomaris 3aauIiaeTbcsi ciiado
BUBYECHOIO. lleHTp moBuMHEH OyTW oO3HAllOMJIEHHH 13 MLi€0 MPOOJEMOI0 Ta MaTH JAOCTYH [0
peBmarosiora, o0i3HaHOTO B 06Jsacti MB.

Clinical Guidelines: Care of Children with Cystic Fibrosis. Royal Brompton Hospital. S.
Alexander et al. Endorsed by the Medicines Management Board of Royal Brompton & Harefield
NHS Foundation Trust. 2014

HlinbHICTH KICTKOBOI TKAHMHM HA TJIi MYKOBICIIHI03Y

[Tpubmmsno 25% nopociux MaIieHTiB MalOTh OCTEOXOHAPO3, SIKUH € (PaKTOPOM IiIBUIIEHOTO PUUKY

JUIS PO3BUTKY BepTEOpalbHUX 1 HEBEPTEOpPAIbHHUX IMEpENIoMiB, OCOOIMBO B TAIlI€HTIB, SKUM OYyIO

MPOBEJCHO TPAHCIUIAHTAIIID OpraHiB. MeTOI0 MOHITOPHHTY Ta JIKYBaHHS € 3HW)KCHHS

3aXBOPIOBAHOCTI CTOCOBHO THepeioMiB. IIimbHICTH KICTKOBOI TKaHWHU MiJBUIIYETHCS B MEPioJ

CTaTeBOTO JIO3PiBaHHSA, [0 3yMOBJICHO BIITMBOM CTaT€BHX FOPMOHIB, JOCSTAE CBOTO MKy B PaHHBOMY

JOPOCIIOMY TEpiOofi, MICJA 4YOro TMOYMHAE 3HUXKYBAaTUCSA. TakuM YMHOM, € JOUUIBHUM Yy JiTel 1

MIJUTITKIB 13 MYKOBICIIUIO30M JIOCSATTH MaKCUMAJIBHO KPAIIOro / MOMJIMBOTO PO3BHTKY IIITHHOCTI

KICTKOBOI TKaHUHHU, 11100 YHUKHYTH TIPpo0OJieM / MiHIMI3yBaTH PU3HK Mi3HIIIE B IOPOCIOMY Billi.

OuiHoBaHHs MiHepaJsi3alii KiCTKOBOI TKAHNHH 32 I0IIOMOI0I0 MeTOAY AeHCUTOMETPIl.

JICHCHUTOMETpIs € IMUPOKO MOIMUPEHAUM METOAOM OIIHIOBAHHS IIIJTHHOCTI KICTKOBOI TKAHWHHM B JIITEH 1

MiJUTITKIB, SIKA OI[IHIOEThCS B 00JAcTi XpeOeTHOro CTOBMA Ta MPOKCHMAIBHOTO BiJJILTY CTErHOBOI

KicTKH. MiHepasbHa HIUIbHICTh KICTKOBOT TKAHWHU PO3PAXOBYETHCS, BUXOJAYH 13 BMICTY MIHEPAJIIB y

KICTKOBIf TKaHWHI, 3T1THO 3 JaHUMHU JCHCUTOMETpPii Ta BUMIPIOBaHb IIIIBHOCTI y JBOX MIUISHKaX

KICTKOBOI TKaHUHHM 1] yac ckaHyBaHHs. [loka3HUKHM B KiCTKaX BEJIMKOrO po3Mipy OyayTh 301IbIIEHI,

10 MO’KE€ HE BIJIOBIJIaTH pealbHUM 3HAUYEHHSM, OCKIJIbKM OJMHUIISI BUMIPY MPOMEHS, 1110 IPOXOAUTh

yepe3 KICTKy, TakoXX € 30uiblieHoro. Jlanuil (akT yCKIaJHIOE OIIHIOBAHHS LIUIBHOCTI KICTKOBOT

TKaHUHM Yy 3pOCTAIOYMX JiTeH. 3 METOI0 YCYHEHHs JaHOi mpoOsieMu Oyio BBEJIEHO KOPHUTYBaJbHUIA

(hakTOp - YMOBHY HIUTHHICTH KICTKOBOI TKaHUHU. OTpUMaHi B XOJI CKaHyBaHHS MOKA3HUKH HIITHHOCTI

MOPIBHIOBaTUMYTbCSI 3 HOPMaJbHMMHU IOKA3HUKaMH, SKI OyJI0 BUMIPSHO y 3I0pOBHUX JiTel (Z-

MOKa3HUK). [HTepmpeTalis Z-nmoka3HHKa MOKe€ OyTH YCKJIaJHEHOI0 B HHU3bKOpPOCIUX MHiTe (mpu

MOPIBHSHHI 3 AITbMH, B IKMX PO3MIPH KICTOK J0CSTalOTh BEIMKUX PO3MIpiB) 1 MALIEHTIB 13 3aTPUMKOIO

CTaTE€BOIO J103piBaHHA (TIpU MOPIBHSAHHI 3 IIThbMH, B SIKMX CTaT€BE JI03pPIBaHHS HACTYNMJIO BYACHO).

Tennenuis, sika MoJsrae y NpoBeACHH1 MOBTOPHUX 3HIMKIB, € OUIbII €(EeKTUBHOIO, HIXK MOPIBHSIHHSA 3

HOPMaJTbHUMH MTOKa3HUKAMHU.

DakTOpH PU3HUKY 1010 3HUKEHHS IIUIBHOCTI KiCTKOBOI TKAHUHHU

— Crepoigu. Yacti KypcH JiKyBaHHS cTepoigaMu (MepopajbHO ab0 BHYTPIIIHBOBEHHO), 1HTAJIALIi
BHUCOKHMH JI03aMH TITFOKOKOPTUKOCTEPOiIiB

— Biramin D i kanbuiii € HeoOXiTHUMH TSI 3pOCTaHHS KicTOK. KOXeH maiieHT, sKuil cTpaxaae Ha
MYKOBICII/103 (BKJIIOYAIOUM TMALI€HTIB 13 HEAOCTAaTHICTIO MIJUUTYHKOBOI 3aJI03U), MOBUHEH
OTpUMYBATH Tepamito BiTamiHOM D (uB. nami pekoMeHparii 3 JiKyBaHHsS AediuuTy Bitaminy D).
HeoOxigne BxuBaHHS B DKy MNPOAYKTIB, Oaratux Ha BitamiH D, abo 3amicHa Tepamis 3a
JIOTIOMOT 010 Ta0JIETOBAHUX IPENaparis.

— XapuyBaHH# pa3oM i3 KaJbIlieM 1 BiTaMiHaMH TaKOXX BIUTMBA€ HAa 3pOCTAaHHS KICTKOBOI TKAaHUHH.

— Biramin K - >xupopo3unHHUII BiTaMiH, SKHH BiAIrpae BaXJIMBY pOJIb Yy MeTadomi3Mi
OCTEOKANBIMHY W IHIIUX OUIKIB KICTKOBOI TKAaHWHHU. Y TAIlIEHTIB i3 MYKOBICIIHIIO30M MOXE
BI/I3HAYATHCS 3HIKCHWH piBeHb BiTaMiHy K, BKIIOYarOYM TAII€HTIB 13 HEAOCTaTHICTIO
HiANUTYHKOBOI 3a7103. Bmict BiTaminy K B MyJIbTHBITAMIHHUX MpenapaTax € MiHIMaJIbHUM, TOMY
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MU PEKOMEHIYEMO 3aCTOCYBaHHS BOJOpo3uMHHOrO BiTaminy K (Menamion) y mo3yBanHi 10

MT//IeHb, TIEpOpaIbHO. MOKe MPHU3HAYATUCS BCIM JIITSAM, CTApIIUM 3a 6 POKiB (32 HEOOXiTHOCTI

npenapar MOXHa PO3YHUHATH Y BOJ1). Takok yciM HOBOHAPO/KCHHUM JITAM (BKIIFOYAIOYM JIITEH 13

BUSIBJICHOIO HEJIOCTATHICTIO MiIIUTYHKOBOI 3aJI03M) MM IpH3HAYaeMO Tmpenapar AKBaJeK, IO

MicTUTh BiTaMiH K B HEBEIMKUX KUIBKOCTSIX.

— Indekuiiini 3axBoprBaHHsI - XpOHIYHE 3alajcHHS MOXKE TEPEIIKOKATH (OPMYBaHHIO
KICTKOBOI TKaHUHU

— EHIoxkpuHHI TOpYHIeHHsI - CTaTeBl TOPMOHHU BIJIrpalOTh KIHOYOBY poiib y (opMyBaHHI
IIUTBHOCTI KICTKOBOT TKAaHWHUW TiJ Yac CTAaT€BOrO JO3pIiBaHHS, a B JOPOCIUX IIFOJIeH BOHH
HEOOX11H1 JIJ1s1 TPO(TAKTUKHA OCTEOIOPO3Y

— @i3u4yHAa AaKTUBHICTH - BIPaBH, OCOOJMBO JI030BAaHE HABAHTAXKCHHS, € HEOOXITHUMH IS
HOPMaJbHOTO PO3BUTKY KICTKOBOi TKaHMHM. Y JiTed, SKI HEJAOCTaTHbO PYXarOThCH,
CIIOCTEPIraTUCs 3HMKEHA MIUTBHICTh KICTKOBOI TKAHUHHU.

— TpancmemMOpaHHuii peryJasiTOpHUil 0i10K MyKOBiCIMI03Y - EKCIIPECYETHCS B KICTKOBIH TKaHHUHI
i y BUNAJIKy MyTaIliii Ha TJIi MyKOBICIUA03Y MOXE CIOCTEPIraTUCs 3HWKEHA IIUIbHICTh KiCTKOBOI
TKaHUHU

CKpHHIHT IITFHOCTI KICTKOBOT TKAHUHU

JlencutromeTpis (IOMEPEKOBOTO BiJLIY Ta CTETHOBOI KICTKHM) MPOBOJUTHCS BCIM MAIll€HTaM, SIKi

JOCSTIN 8 pOKiB, KOKHI 2 POKHM B X0jai oOcrexeHHs. Ha peHTreHorpamax rpyaHoi KIITKH BapTo

3BEpTaTH yBary Ha O3HaKW MOIIKOKEHb 400 HASBHOCTI 3/1aBIIOIOUUX MEPEIIOMIB.

[ToBTOpHE CKaHyBaHH: yepe3 12 MicAIliB 32 TAKUX YMOB:

— Z-noka3Huk < - 2.0

— HasBHicTh y TUTHHH B aHaMHE31 MEPEIOMiB, sIKi BHHUKAJIM Ha TJi BiCYTHOCTI CepHO3HUX
TpaBM

— [IlamienTH, sKi HaleXaThb OO TPYIH BHCOKOTO PHU3HMKY HIOAO OCTEONOpPO3y (JiKyBaHHS
BUCOKMMHU JI03aMH CTEpOIliB, 3HIDKEHE XapuyBaHHS, TpHBaJla BIiACYTHICTH PYXOBOI
aKTUBHOCTI)

[TaTonmoriyHi ckaHU MOXHa OOTOBOPUTH 3 KOHCYJIHTAHTOM.

[IpodinakTrka ocTeonopo3y (i BCIX MAIIEHTIB 13 MyKOBICLIUJI030M)

— bionoriuHo akTUBHI AOMIIIKH, 1110 MICTSTh BiTamiH D, Ta mikyBanHs Aeinuty Bitaminy D
— CrnoctepexeHHs Ta JIKyBaHHS 3aTPUMKH CTaTE€BOTO JI03PiBaHHS

— OuiHIOBaHHS PIBHS CTATEBUX FOPMOHIB Y IOPOCIIUX

— MortuBauis namieHTa 10 BIpaB Ha BaroBe HaBaHTa)KEHHS

JlikyBaHHS 3HUKEHOI HIUTBHOCTI KICTKOBOI1 TKAHHHU i OCTEOTIOPO3Y

Bepyun no yBarm Taki YMHHUKH: Z-TIOKa3HUK < -2.0, KO0 HA TOBTOPHUX CKaHAX BUSBISIOTHCS

3HMKEHI MOKa3HUKH LIUIBHOCTI KICTKOBOT TKAaHWHH, SIKIO B AUTHUHM OYIIM IEpeioMH, He MOB's3aHi 13

CEPHO3HOI0 TPABMOIO, PEKOMEHIYETHCS I€TAIbHE JOCIIKEHHS KICTKOBOI CHCTEMH a00 HampaBJICHHS

narieHTa 10 (axisiis.

— 3arpuMka CcTATeBOro J03piBaHHfl Ta rimoroHaau3Mm. Teparis CTaTeBUMU TOPMOHAMHU
MOBUHHA PO3TISAATUCA B MIANITKIB 31 3HIKEHOIO MIUIBHICTIO KICTKOBOI TKAaHWMHH Ha Tl
3aTPUMKH CTaTEBOTO JIO3PiBaHHS, a TAKOX CIiJ YIEBHHUTHCS, YH JIOCAT PIBEHb CTAaTEBUX
TOPMOHIB JIOPOCIIMX 3HAYEHB Yy MAIli€HTIB MICJIS 3aBEPIICHHS CTaTEBOTO J103PiBaHHS

— Kuainiuni ¢akropu. LlykpoBuii miaber, mo pO3BHHYBCS Ha TJIIi MYKOBICHIHIO03Yy, 3HIKEHA
¢yukuis nereHiB (O®B1 < 50% Bix HaneXKHUX BETUYHH), XapuyBaHHs, IMMOO1LTI3alis
— Craryc nayienma wooo emicmy gimaminy D ma kanvyiro

JlikyBanus Oicgochonaramu

bichochonatn 3HMKYIOTH BIPOTIIHICTD PEMOJENIOBAHHS KICTKOBOI TKAHMHHM Ta MIJBUIIYIOThH
IITBHICTh KICTKOBOi TKAaHMHHU. BOHM MOXYTh 3aCTOCOBYBATHCSl BHYTPIIIHHOBEHHO (TaMipOHAT,
3a3Buuai 3 iH]y3ii Ha MicsIp) a00 mepopalibHO (ICHYE psJl IpemnapariB, MPOTE € 0COOJMBI 3aMO0KHI
3axX0JM MIOA0 BXKMBAaHHS TabJETOK); piaki Jikapchki (opmu BincyTHi. Byno noBeneHo, 1o BXXUBaHHS
OicochoHaTiB 3a MEBHUX YMOB 3HIWIKYE PU3UK PO3BUTKY IEPEIOMIB, TIPOTE JOCIIKEHHS 32 Y4acTIO
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TMAIIE€HTIB 13 MYKOBICIIHI030M HE ITiITBEPIUIH IIHOTO.
JlixyBanust Oicochonatamu B AiTe€d 1 MiAJIITKIB MOBUHHO PO3IIIAJATUCS 33 IMPHCYTHOCTI TaKHUX
KpUTEPIiB:

— Ilicns Toro sk iHII TUTaHHS OYJI0 PO3IIISTHYTO.

— Z-mOKa3HHMK MiHEpalIbHOI HIIFHOCTI KICTKOBOT TKaHMHHM -2,0 abo OiLibIIuii 3arajgoM y Timi abo B
MONIEPEKOBOMY BiIiIi XpeOTa.

— Bunagku MamoTpaBMaTHYHOTO MEPeIoMy KiHIIIBOK a00 XpeOrIis.

— Tlorenuiiini no6iuHi edexTn Bi npuiiManHus Oichochonaris:

— OCTeOoHEKPO3 MIeIENH; Yy TPYIT BEJIMKOTO PU3UKY MAIlIEHTH 13 HU3bKOIO TIT1€HOI0 pOTa.

— 30UIbIICHUIN PU3UK aTUIIOBUX TIEPEIIOMIB CTETHOBOT KICTKH.

— YV jocnipkeHHSX HaJ TBapuHamH OicocoHaTH € TepaTOreHHMMH Ta MPOTUITOKAa3aHi Mija dac
BariTHOCTI. J[o TOro k € TEOPETUUHUN PU3HK, 1110 EMOPIOH MOXKE ITi11aBaTUCS BIUTUBY PEUOBUHU,
SKILO JISTKUH Yac 70 BariTHOCTI MaTip MmpuiiMaa mpernapar, aJke BiH 3B’ SI3y€ThCS 3 KICTKaMH Ta
BUBOJIUTHCSI JIMILIE YePe3 TPUBAJIHIA TIEPIOJT Yacy.

— bicdochonatn, He mineH30BaHi IS TAKOTO BUKOPUCTAHHA Ta JIIKYBaHHS, MarOTh OyTH
1HIUBIyaTbHO OOTOBOPEHI 3 KOHchILTaHTOM.I

Biramin D
lopiuno My miepeBipsieMo piBeHb 25 Tigpokci-BiTaminy D. PiBeHb HMKUYE B3UMKY Ta HaBECHI Uepes Te,
0 OUNBLIICTH BITaMiHY HAIXOIUTh 13 COHAYHUM CBITJIOM. Huspkuil piBeHb BiTaminy D myxke
PO3TMOBCIOKEHE SIBUINE y OLIBIIOCTI HACeNeHHs (HEesIKICHE XapuyBaHHs, MIrMEHTOBAHA MIKipa Ta OJT
€ ¢akropamu pusuky). Jns onTumizaiii 340pOB’s KICTOK, HEOOXiHO KOHTPOJIIOBAaTH PiBEHb 25
rizpokci-Bitaminy D y cupoBaTii KpoBi Oiibiie 75 HMOJIB/II.

— OnrumanbHi piBHi Bitaminy D > 75 amons/n

— JHocratHiii piBenb Bitaminy D 50-75 umonb/n

— Hwusbkuii piBens Bitaminy D 25-50 Hmonb/n

— Hedinut Bitaminy D < 25 HMOIB/T

Mu npusHadaemo yciM JiTAM 13 piBHeM <50 HMOJB/1 J0AATKOBUM mpuiloM BiTaminy D
(xonekanbuudepon). Axmo piBai 50-75 HMOJB/I, MU pagUMO 30UTBIINTH IMIOJACHHUN BiTaMiHHUN
koMmIuiekc A&D (abo namisit (Dalivit)), y pa3i 1octaTHbOro piBHs BiTaMiHy A (TOOTO piBEHb BITaMIiHY
A He BHCOKHUH). 3BICHO, 110 iCHYy€ LIIMHA CHEKTp, TOMY IpH piBHI B 50 HMOJB/JI, 0COOIMBO SKIIO
pe3yibTaT JBOXEHEPTeTUYHOI PEHTTEHIBChKOI abcopOilii BUSBUB 3HMKEHUN MOKA3HUK MIiHEpPaJbHOT
IIUIBHOCTI KICTKOBOT TKAHUHU, MU BBAXKAEMO JOIUTHBHUM MPU3HAYUTU 3 MICSIYHUHN KYpC JIIKYBaHHS.

IIpodinakTuka Ais noneperKeHHs AePinuTy

JUis OLIbIIOCTI HAceNeHHs 3aJisd MONEepe/KeHHs Ae]iuTy IIoJeHHa a03a BiTaMiHy D cTaHOBUTH
400 MO. Bona Mo’xe MICTUTHUCH y Karcysax BitaMiHHOro komiiekcy A ta D (5000 MO Bitaminy A ta
400 MO Bitaminy D). binpuricte 3BHYaiiHUX MYyJBTHBITAMIHHHUX TpemapariB mictuth 400 MO
BiTaminy D.

10 mkr xonekanpuudepory ekBiBaeHTHO 400 OTUHUIISIM.

VYciM OrJIiHyTUM HOBOHApOJUKEHUM MITAM (3 abo 0e3 HemoCTaTHOCTI MiJNUTYHKOBOI 3aJI03H)
MPU3HAYAIOTh MPUIIOM Ipenapary, 1110 MICTUTh BiTaMiH D.

JlikyBanus nediuuty Biraminy D
Pigenv gimaminy D nuoicue 50 Hmonw/n mae niKygamucs.
[Ipu3naure xonekanbUU(epos NEPOPATHLHO HA MPOTSA31 3 MICSIIIB:
Hemosnsram Bix 1 1o 6 micsauis: 3000 oguHUIEL HA JEHD
Jitsm Bix 6 micsmiB g0 12 pokis: 6000 onuHHIL HA IEHD
Hitsam BikoM crapie 12 pokis Ta gopociaum: 6000 — 10000 oxuHUIb HA 1EHD
V Burisiai:
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— Pozuuny xonekansuudeporny 3000 omununs/mia. 10 Mxr xonekanbuudepory exsiBaneHTHO 400
OJTMHUIISIM.

— A6o xonekansimdepon 20000 oauHUIB Y Karicylax TpU pa3H Ha THXKICHB,

— Abo xonekanbuudepon 50000 oguHULB Y KarICynax OJWH Pa3 HAa TUXKJICHb.

— BHyTpimHboM A30BHi MTpemnapaT XosneKkalbliudepoy — 11 albTepHaTHBa Y BUMAIKAX:

— Jitm 6 wmicsauiB — 12 pokiB: oauwHapHA J03a XosieKaiblnudeposry BHYTpimHLEOM 3080 150,000
OJIMHUIb

— Crapme 12 pokiB: oguHapHa /103a Xonekanbiudepony BHyTpimHboM 513080 300,000 oquHULIH

— UYepe3 3 wmicsami mepeBipTe piBeHb 25 TimpokcuBiTaminy D, skmo >75 HMOJNB/I Ta JIy)XHA
¢docdaraza y HOpMI, MepeBeNiTh AUTHHY HAa MPO(UIAKTHYHY J103y. SIKIO piBE€Hb HE 3MIHHBCH,
NpOAOBXKYHTE JiKyBaHHA mie 3 Mmicsmi. Ha mpakTuii qyxe CKIAQAHO TPUMATHU PiBEHb Y HOPMI.
Takox mam’sTaiiTe, M0 B3UMKY PIBEHb BiTaMiHY ITaJIa€.

— He 36inpmyiiTe n03y BiTamMiny A Ta D y Kamcynax 4depe3 pU3HMK 1HTOKCHKAIil BiTaMiHOM A.
KoMmb6inoBanuMu mpenaparamMu Kajbllifo Ta Bitaminy D He mikytoTs nedinut Bitaminy D. He
nikyiite nedinuT Bitaminy D anbgakanbuuaonom.

IHINT YCKIJAJHEHHA TOKCUYHICTD JIKAPCHBKUX MTPENTAPATIB

European Cystic Fibrosis Society Standards of Care: Best Practice guidelines. Alan R. Smyth et
al,. 2014

AKi naukpawi memoou mepanii 1ikapcbKoi moxcuynocmi?

JlikyBanHs XBopoOu isereHiB mpu MB Moxke mpu3BecTH 1O YyCKIaJHEHb BHACTINOK Tepamii Ta
TOKCUYHOCTI MPUUHATHUX JIKiB, 0COOJIMBO aMiHOTIIIKO3H/IiB (Hampukiaa, Hedpo-, 0To- 1 BecTUOyasipHa
TOKCHYHICTB).

IleHTp MOBHMHEH BHKOPHCTOBYBAaTH CTAaHAAPTHI MPOTOKOJIM Ui MOHITOPHHIY JIKapchKoi Tepamii i3
3aCTOCYBAHHSAM aMIHOTJIIKO3UAIB 1 JOTPUMYBATHCS PEKOMEHJIOBAHOTO TEPareBTUYHOIO J03YBaHHS.
{06 yHUKHYTH HEDPOTOKCUYHOCTI, MiJi Yac BHYTPIIIHHOBEHHOTO BBEIEHHS aMIHOTJIKO3WAIB CIiJl
cyBopo 3ab0oponutu HII3II. llenTp moBUHEH MPOBOAUTH OOCTEKEHHS HA OTOTOKCHYHICTH METOJOM
ayaioMeTpii B MAI[iEHTIB 31 3HIKEHUM CIyXoM a00 IIyMOM Y ByXax ab0 B XOJi pPEryIsipHOro
CKpHUHIHTY. LleHTp moBHHEH MaTu IOCTyH 10 KJIIHIYHOTO JKaps, KU Ma€ JOCBIJ BECTUOYISPHOIO
00CTEXEeHHS.

HUPKOBOKAM'SIHA XBOPOBA

Aki naiikpawi memoou mepanii Hupkoeoxam'anoi xeopoou é nauiecumie iz MB?

HupxoBokam'ssHa xBopoOa (HedpodmiTia3) € 3Bu4aifHor0 B narieHTiB i3 MB [82]. LlenTp noBuHeH Oytu
O3HAlOMJIEHU 3 O3HaKaMM Ta CUMIITOMaMHU HUPKOBOKaM'sTHOI XBOPOOHU 1 3 OILIIHIOBAaHHSM 3a aHaJl130M
cedi Ta 3a JIOMOMOTOI0 1HCTPYMEHTANbHUX MeTo/iB. Crif BU3ZHAYUTH METaOOIIuHE MOPYIICHHS, 110
CIPUYUHWIO YTBOPEHHs KaMeHiB. B yckimamHeHux Burangkax [leHTp MOBHHEH MaTH JOCTYI [0
¢axiBLg-yposora Ta Xipypra-peHTreHoJora.

METOAN HONEPE/UKEHHSA YCKJAJIHEHb BHACJLJIOK TPUBAJIOT'O
BCTAHOBJIEHHS MOCTIMHWX BHYTPINIHLOBEHHNUX KATETEPIB YV IAIIIEHTIB
I3 MB

[Tocriiinuii B.B. KaTeTep CJIiJ BCTAHOBIIOBATH Ha Oa)kaHHS MAIli€HTa, SIKIIO BUKOHAHHS B/B BJIMBaHb
ycknaaHeHe. LleHTp moBuHEH Matu jaocTyn 10 (axiBIiB, JOCBIAYEHMX B YCTAHOBII MOCTIHHMX
karetepiB (Hampukian, Port-A-Cath). Tinpku HaBueHI 0COOM JOMYCKAIOTHCA 70 YCTAHOBJICHHS
MOCTIHHUX KaTeTepiB 13 BUKOPUCTAHHSAM CTAaHIAPTHUX MPOTOKOMNIB Ae3uH(peKkuii Ta moriasaay 3a
KaTreTepoM. 3BHYAHI YCKJIQAHEHHS IPHU KaTeTepax BKIOYAIOTh CYyAWHHI MOpYUIEHHs (HaIpHKIag,
iHpekuis abo TpomO03) [84, 85]. Llentp moBuHeH OyTu A00pe O3HAOMIIGHMM 3 O3HaKaMH Ta
CUMIITOMaMH YCKJIQJHEHb, TOB'SI3aHUX 13 KaTETEPOM, 1 MATH MOKJIMBICTh IPOBEICHHS HEOOXI1THUX
aHaJi3iB, Y TOMY YHCII IMOCIB KyIbTyp (s BUSIBICHHS iH(]eKkuii y Kposi), yabTpacoHorpadii ta
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koHTpactHoi pertrenorpadii (KT ado MPT) npu okito3ii cyauH.

BAI'ITHICTb

BaritHicTs MOXX€ YCKJIaJHUTH JIKyBaHHS XiHOK i3 MB. Ilpu oOcTexeHHi )XKiHOK penpoaIyKTHBHOTO
BIKY B IIEHTP1 3aBXKI{ CIiJ MMHUTATH MPO MOXKIWBY BariTHICTb, OCOOJMBO Yy 3B'A3KY 3 J0JaTKOBUMH
JiKaMH, MPOTUIIOKA3aHUMH TIPH BariTHOCTi. BaritHi namienTku 3 MB 3aBxau MOBUHHI paxyBaTuCs 3
BHCOKHMM PH3MKOM BariTHOCTI BHACIIJOK MOXJIMBHX JICTCHEBUX 1 ajJiMEHTapHUX / METabOJIYHUX
yCKJIaJHEHb, 1 OyTH TiJ HarJIsAIOM akKyliepa, JOCBIIYCHOTO Yy BEACHHI CKJIQJHUX BHIIAJIKIB.
Pexomenparii 3 BeneHHst BaritHocTi mpu MB 0yi1o omy0i1ikoBaHoO.

Komenmap pobouoi epynu:
Beoenns sacimnocmi y nayienmox 3 MB eumazae ocobnusux nioxoois. [{bomy numanHnio npucesiueri
Oazamo MidiCHaAPOOHUX HACMAHO8 ma iHwux nyoaikayiu. I pynmyouucs Ha iHhopmayiiHux 0xcepenax:
— Guidelines for the management of pregnancy in women with cystic fibrosis. European Cystic
Fibrosis Society. 2008;
— South Australian Perinatal Practice Guidelines cystic fibrosis in pregnancy. 2015.
Poboua epyna euznauuna ocnoeni 3axo00u 3 6edenus xinok 3 MB nio uac eazimmocmi.
Bpaxosyrouu mooicnugicms yckiaoneHb OCHOBHO20 3AXBOPIOGAHHA NIO BNAUGOM BAIMHOCMI, NiKaAp
axkyuiep-2inekonoe 30008'13anutl iHhopMysamu JHCIHKY NPO iICHYIOHUU PUSUKU
L J[nsa mamepi:
- lecenesa 2inepmen3sis,
- apmepianvra cinokcemia (SpO2-camypayia < 90 %),
- X60p0ba niecenb 8i0 NOMIpHO20 00 8adxckoeo cmyneHio (ODBI< 60%)
11. J{ns nnooa
- nepeduacHi nonio2u,
- 3aMpuMKa pocmy niooa,
- MYKOBICYUOO03 Y OUMUHU.
Axwo nayicHmka He NIAHYE 8a2IMHICMb-PEeKOMeHOY8amu IHOUBIOYATIbHULL MemooO KOHMpayenyii.
Ilpu nnanysanni oacinkoro eazimmocmi nompioHo Hanpasumu ii HA KOHCYIbMAYIl0 00 CYMINCHUX
cneyianicmis:
- haxiseyb 3 MyKOBICYUUOO3Y,
- MeOuyHUll 2eHemuk (OiaeHOCMUKA MYKO8ICYudo3y napmuepa, NPeKOHYenyiuna OidcHOCMuUKa 8
npoepamax /[PT),
- eHOOKPUHOI02;
- NYIbMOHONI02;
- 2acmpoenmeponoz.
Abconomuumu nRpOMUnoOKa3aHHAMUY 00 6UHOULYBAHHSL 6A2IMHOCHII €
- leceHesa 2inepmeH3is,
- Jlecenege cepye.
11io uac oucnanceproeo 06Ky RO 8a2iMHOCMI 8 YMOBAX HCIHOUOI KOHCYIbmayii, npu cmayioHapHomy
JIKYBAHHI 8  2IHEKON02IYHOMY/AKYUEPCOKOMY  GIOOLNeHHI  CNi0  OOMPUMYBAMUCL — HACMYNHO2O
aneopummy 6e0eHHs 8a2iMHOI HCIHKU 3 MYKOBICYUOO3OM.

1. 0608 ’a3K086i KOHCYILMAYII cheyianicmis:

- ¢haxiseyv 3 MyKogicyuodo3zy (npu NOCMAaHO8Yi Ha O0ONIK NO 6acimHocmi, npu eocnimanizayii 8
2IHeKoN02IuHe/aKyuepcoke 8i00LNeHH ),

- MeOUYHUL 2eHemuK (npeHamanvHa O0laecHOCMUKA MYKOGICYUuOo3y npu OideHOCMOBAHOMY HOCIUCMEI
MYKOGICYU003y y napmuepa abo npu 8i0cymHocmi napmuepa — OIioncis Xopiona, amHioyenmes),

Ilpu Hecamu@HOMY 2eHEMUYHOMY pe3yIbmami MYKOGICYuoo3y — y napmuepa NpPeHamaibHd
OiacHOCMUKA He NPOBOOUMbCSL.

- eHOOKPUHOJI02 (NpU NOCMAaHO8YI Ha 00.11iKk no eacimuocmi, 22-24 muoicni, 32-36 muoicHis);

- NYILMOHOJI02 (NPU NOCMAHO8YI HA 001IK no eazimuocmi, 22-24 muoicni, 32-36 muoichis);
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- eacmpoernmepooe (npu nocmanosyi Ha 0oik no eacimuocmi, 22-24 muoicni, 32-36 muoicHis);
- ¢hiziomepanesm.

2. B I ma Il mpumecmpax eacimnocmi yacmoma 6i08i0y8anHs axKyuepa-cinexonoza 1 pasz na micsayp.
YV IIl mpumecmpi wacmoma 8i08i0y8anHs aKyuiepa-2inekono2a 2 pasu 6 mudcoeHb.

ITi0 uac kodcHo20 021140y, KPiM CMAHOAPMHUX OOCTIONCEHb, NPOBOOUMBCS GUMIPIOBAHHA HACUYEHHS
kposi kucnem (SpQ2), necenesa ¢hynxyin (PIKEJI, ODBI, necenesuti 06'em).

3. Mouimopune 8yene6o00H020 0OMiHy:

3.1. JJocniooicenns pigHs enoKo3u Kposi nio 4ac KOWCHO20 8i08I0VEAHHSI,

3.2. Ilposedenns enoxo30-moaepanmuozo mecmy.

- npu nNOCManosyi Ha 00K NO 8A2IMHOCMI;

- @ mepmini 12-16 muorcnie,

- 6 mepmini 24-28 muoicnis.

- npomszom 6-12 mudicHie niciis 3aKiHYeHHs 8azimHocmi (AKujo 6y10 0iacHOCMOBAHO 2eCmayiiHull
yykposutl diabem).

4. Cxpunine 3anizodeiyumuoi anemii:
- npu nocmMano8yi Ha 0OJIK No 8a2iMHOCMI,
- 6 mepmini24- 28 muoicnis.

5. Hunamiunuii Konmpons 3a cmaHom ie2enesoi QyHKYii:

- 6aszo6i yukyionanvui necenesi mecmu, maki sk DKEJ, ODPBI, necenesuii 06'em,

NYIbCOKCUMEMPIL.

- panHe 1 adexkgamue JNIKY8aHHs IHGeKyil OuxanbhHux uiisaxie (6 cmayionapuux ymoeax Il pignio

aKyulepcoKo-2iHeKo102TUHOI 00noMozl,).

6. Konmponwv 3a Haobaskoio y eacu ea2imuoi (npu HeobXionocmi Hanpasumu 00 0iEmon02a,).
Pexomenoosana naobaska y saeu, 6 3anedxcnocmi 6i0 euxionozo IMT:

IMT>19.8 xe/m - naobaexa y eéacu 11.5—16.0 xe.

IMT<19.8 xo/m - naobaska y eazu 11.5—16.0 ke natoc dooamkosi 1-2 ke.

7. Tocnimanizayis 6 nikysanvuuul 3axnao Il piensa axyulepcbko-2iHeKonN02iYHOi Odonomocu 00

nepeobayysanoi 0amu noao2ie 015 GUPIULeHHs NUMAHHA MemoOy PO3POONCEHHSL.

Jlonomoea nio uac nonocie

Cnio  Haoasamu  nepeeazy  6A2IHANbGHUM  NON02AM 3  NOCMIUHUM — MOHIMOPUHSOM — 3d
BHYMPIUHLOYMPOOHUM CMAHOM NI0OA.

1lio uac nonocie nposooumvcsi nocmiuHuil MoHimopune mamepuHncovkoco SpO2 (maxodc Mmodce
PO32NA0AMUCS HEIHBA3UBHA GEHMUNIAYIS).

Ilpu nokasanmusax 0o kecapcbko2o po3muHy 3 60Ky mamepi abo niooa, nPosoOUmMU NOJLO20PO3PIULEHHS]
UWIIAXOM KecapcbKo20 pO3MUHY NepesadtCHo nio enioypaibHOI0 aHecmesi€lo.

BE3ILII/IHICTD

XKinku 13 MB MOXyTh 3aBariTHITH, a 3a YMOBHU TapHOi (PYHKIIii JereHiB 1 XapuyBaHHS MOXKJIMBE
BUHOIITYBAaHHS BariTHOCTI. Y JKIHOK Y MEHII XOPOIIOMY CTaHI MOXJIUBE OOMeXeHHs (epTUIbHOCTI, 1
X CJIiJ1 HampaBJATH 10 (axiBIiB CIMEMHOT'O KOHCYJIbTYBAaHHS, SKILO HE BAAETHCS 3aBariTHITH.

VY o6inbmmocti (98%) vyonosikiB npu MB croctepiraeTbest a3oocnepmisi, Ta B HAJICKHOMY BIIll CIIif iX
MOBIIOMUTH TIpo 11€. [larienTam, 3aIikaBiIeHIM Y CBOEMY CTaHi, CIIJI 3alPONMOHYBATH aHaJ3 CIIEPMHU.
[TamieHTH TOBMHHI OTPUMATH CHELialbHY KOHCYJBTALII0 MPO (EepTHIIBHI MOXIUBOCTI, 30Kpema
METOAaMH JTOTIOMIKHHX PEMPOTYKTHBHAX TEXHOJIOTIH.

HAJIIATUBHA TOITIOMOTI'A
Sxi HAaNpSIMKHU Tepamnii € BasKJIMBUMHM NPH NATiaTUBHil 10nomo3i nanienTosi i3 MB?
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HeoOxinni panni Oecian (BKIIOYar0YM OOTOBOPEHHS MOXKJIMBOCTEW TpaHCIUIAHTAIli1), 00 AaTH 4ac
JUIE TICUXOJIOTIYHOTO HAaJaIITYBaHHS I YBaXHOro BHOOpY Tepamii, OCOOJMBO SKIIO BiACYTHE
po3yminHs. Jlikap MOBUHEH 1MoYaTH OOTOBOPEHHS JTOTIOMOTH 3 MAIIEHTOM 1 CIM'€10 TIPH KIHIIEBiH cTamil
XBOpOOH / JOKHMBaHHI Ta 3aJyYUTH MDKAUCHUILTIHAPHY KOMaHTy. Moske 3HaJOOMTHCS 3HAYHA Y4acTh
TcuxoJiora (HarpuKIIa, MOoMepeIHl BIMUYTTS CTpaXaaHHs, podoTa i3 wieHamu cim'T) [102].
CumnTomu, SKi 4aCTO BUMAaraloTh KOHTPOJIO, BKJIIOYAIOTh 3aUIIKY, Oifb y TPYIsiX, TOJOBHUH Oijb,
BTOMy Ta moranuii coH [103]. BukopucTaHHs HApKOTHUYHUX aHAJIbI'CTHKIB, aHKCIOJITHKIB,
MIATPUMAaHHS OYHWIICHHS JWXalbHUX INUISAXiB, IICUXOJOTIYHI CTparerii, KUCEHb 1 MiATPUMKA
HEIHBa3UBHOKO BEHTUJIAIIEI0 MAIOTh BXKJIMBE 3HaUEHHS [67].

Sxo 3HaI00UTHCS, ISl ONITUMI3AIIi] KOHTPOJIIO CHMIITOMIB KOMaH/IaM CJIil OTPUMATH MATPUMKY Bi
KoJier 13 najiaTuBHO1 goromoru [ 103, 104].

bananc Mix epeKTUBHOIO aKTHBHOIO TEpaIi€ro mpu 3a0e3MeYeH ] aJeKBaTHOIO KOHTPOJIIO CUMIITOMIB
MOXe OyTH OCOOJMBO BaXKMM Y IAIIEHTIB, SKi O4iKyrOTh TpaHcmuianTtamii [103, 105]. Kontpons
CHUMIITOMIB HE IMEPENIKO/PKAE TPAHCIUIAHTAIlli JIETeHIB, OJHAK BaXIJIMBUU TICHUH 3B'I30K MIiXK
koMauz0t0 MB cinyx60t10 TpancmnanTaii [103].

CMmepTh mamieHTa MOKE CIIPABIIATH 3HAYHUHA €(EeKT Ha IHIIMX MAI€HTIB 1 CIIBPOOITHHUKIB LEHTPY.
[ToBunHa OyTH 3ampomnoOHOBaHa MiATPUMKA 1HIIKUM TaiienTaM i3 MB 1 cniBpobitaukam [103].

SAxi paxkTopu € BaXKJIMBUMM [ NPUAHATTA pillleHHS NPo Micue J0MOMOIH NMOMHPAKYOMY
xgopomy MB?

BaxanHs mamieHTa i poanMviB NOBHHHI BiJirpaBaTé TOJIOBHY POJIb B YXBAJICHHI PIilIEHHS PO Te, 1€
HaJaBaTH JOMOMOTY MOMHUPAIOYOMYy MaIieHTOBi. HackidbKyM MNPaKTUYHO MOXIMBO, CIiJ CHPUSTU
BUKOHAHHIO X OakaHb. KirouoBe MuTaHHA - 1€ AOCTYIHA BIOMA MiATPUMKA I ONTHMAJIbHOTO
TMOJIETIIIEHHS BCIX CUMIITOMIB (HAIpPUKIIAJ, MTPOBEACHHS OUMIICHHS AMXATbHUX HUISIX1B, MOXIUBICTh
CBOEYACHOT'O KOHTPOJIIO CUMIITOMIB).

[TamieHTH BOJIIOTH OTPUMYBATH JIOTIOMOT'Y BiJl CIIIBPOOITHHKIB, SKMX BOHHU J100pe 3HAIOTH 1 y 3HaHOMIN
obctanoBii [106]; y 6araTbox BUMaJAKax BOHU BOJIIOTh OTPUMYBATH JloroMory B JikapHi [103, 107].
Haityacrime TpuBae axkTUBHE BEACHHS MAllI€HTIB 13 MaKCHUMaJbHUM KOHTPOJIEM CHMITOMIB, 1
MOXXJTUBUN KOH(JIIKT MIX aKTHBHHUM BEIEHHSM 1 ONTHUMI3aIli€l0 KOHTPOJIO CHMITOMIB BHUMAarae
YBa)KHOTO PO3TIISTY.

BaxnuBuM € CHiIKyBaHHS MK ycCiMa YJeHaMH KOMaH/AM, MICHEBHUMHM 3aKjIaJaMHU OXOPOHH 370pOB'S
(BKJIIOYArO4M MEPBUHHY JOMOMOTY), MAIIEHTOM 1 pOJIUYaMH.

INCUXOJIOI'TYHA NIATPUMKA

XKurra i3 MB Mosxe Oytu emouiiiHo Ta (pi3WYHO HANPYKEHUM IS NAli€HTIB 1 IX poauyiB. XBopoba Ta
il JiKyBaHHS BIUIMBAIOTh Ha 3/IaTHICTh BUKOHYBATH 3BHYalHI IIOJCHHI 3aBJaHHS Ta IEPEKUBATU
HECTO/iBaHl JKUTTEBI Mojii. XOpomla MCUXOJIOTIYHA JIONOMOra Temep I1HTerpoBaHa B MEIUUHIN
KOMaH/1; € 3HauHUM 00'eM JIiTepaTypH, A€ ONUCAHO OCHOBHI €J€MEHTHU IcuxocolianbHoi poii [5, 108].
Merta 1i€i cTaTTi - BCTAHOBUTH NPIOPUTETH 32 KIIFOYOBUMH IICHXOCOLIATbHUMHU NMUTAHHAMM 1 JaTH
peKoMeHallii 010 BEJeHHsI MalleHTIB.JIKi CyTTEB] €IeMEHTH MIATPUMKH OaThKiB Ha MEPIIOMY POl
TicHs 1iarHo3y?

Hiarnozu MB 31e011b1110T0 CTaBISATHCS MPU CKPUHIHTY HOBOHapokeHux. CkpuHiHr Ha MB mae Ha
METi 3HMW)KEHHS 3aXBOPIOBAHOCTI Ta CMEPTHOCTI, X04a MMOBHHHI OyTH BU3HAHI 1Or0 MOKIJIMBI HEJJOTIKU
1 3BefieHO 70 MiHIMyMy ix BrumB [2]. [iarHo3 MB mokye, 0ocoOMMBO SKIIO B IHIIOMY JUTHHA €
3I0pOBOI0. BaTbKM MOXYTb TMpPOSBISATH HEAOBIPY Ta pO3'€HAHHS [iarHO3y 1 JAWTUHH, SIKE MOXE
TPUBATH TEpIIl KUIbKa THXHIB 1 Habarato nosmie [109]. Cnix 3amponoHyBaTH MOINEpeKYyBalbHI
KOHCYJIbTAIl i eMOLiHY MIATPUMKY 3 METOIO OLIiHIOBaHHS: (1) po3yMiHHS iHpopMarii 6aTbkamu, (ii)
peaxiii Ha JiarHo3, (1i1) CTHIIIO0 BeI€HHS, HEOOX1THOCTI MIATPUMKH Ta PECYPCIB.

barbkam ciig 3aifHSITHCS HAaBYaHHSIM 3 OpraHizaiii XUTTS IUTUHH 13 MB, miarpumyroun 6amaHc Mix
BEJICHHSM CKJIAJHOTO 3aXBOPIOBAaHHS Ta BUXOBAHHAM Yy IUTHHHA TOYYTTS BIACHOI TiTHOCTI 1
po3yminns. Cim's MOBMHHA CIOMAIBATUCS Ha Te€, IO AMTHHA BUPOCTE JIOPOCIOI0 3 TApPHOIO SIKICTIO
YKUTTS 1 TAKUMH CAMUMU JTOCATHEHHSMH, SIK Y CBOiX O/JTHOJITKIB.

OcHOBHI 3aBIaHHSI, IIOJ0 IKUX MOTPIOHI KOHCYIIbTAITIi:
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— [TloemnanHs JiKyBaHHS 31 MOJICHHUM JIOTJISTIOM 33 JTUTHHOIO.
— Jlomomora 6aTbkaM y MPpUHHSATTI Ta MPOBEIACHH1 JTIKYBaHHS.
— IndopmyBanHs GaTHKIB 1 APY3iB PO MEIUIHHUIN CTaH.
—  MOXIHBICTh MCUXOCOIIAILHOTO CIIOCTEPEKECHHS 32 OaThbKaMU, SKIIO MOTPIOHO, BKIIOYAIOYH
napHi KOHCYJbTAIII].
— JlocrymnHa (hiHaHCOBA MATPUMKA / JOOMOTra / KOMIIEHCAIIi1 ¥ 1HIIIi 3ac00U MiATPUMKH.
Sk caig cpUATH MCUXOJIOTIYHINA CTIHKOCTI y KJIIO4Y0Bi NepexiiHi MOMEHTH i SIK CIPpaBJATHCS 3
MOZKJIMBOIKO MICHXOJIOTIYHOK BPa3JMBicTIO?
[TepexinTHUMHU BBa)KAIOTHCSA 3HAYHI 3MIHM IMOJO TMEPCHEKTHUB 1 MPOOJIEM PO3BUTKY OCOOMCTOCTI B
narieHTiB i3 MB, 1 mouyTTS BiANOBIAATBLHOCTI, IKE BOHU TSATHYTH 32 COOOIO.
Kiro4oBi mepexigHi MOMEHTH € TAKUMU:
— Apanraiist 6aThKiB JI0 JIIarHO3Y.
— IlouaTok HaBYaHHA: TUTSIYUN CaJOK, TOYATKOBA Ta CEPEIHS LIKOJIA.
— Tlepexin Bix 6aTbKiBCHKOTO JOTIISAY IO CAaMOOOCITyTOBYBaHHS.
— Ilepexin Big meaiaTpuuHOI JOIIOMOTH JIO IOPOCIIOl MEMYHOI JOTIOMOTH.
- BrnamryBanus Ha po60Ty 200 To1aJIbIIIA OCBITA.
— Brpara He3anmexxHOCTI (HampWKiIaja, 3BUIBHEHHS 3 poOOTH, BTpaTa AakKTHUBHOCTI Ta
(YHKIIOHATBHOCTI, TIOCHJICHHS 3AJICXKHOCT] BiJl IHTEHCHBHOTO JIIKYBaHHS i 00CITyrOBYBaHHS,
MPUAHATTS TpaHCIUIAHTAIil a00 JOKUBaHHS).
3arajoM, IICHXOJIOTiYHA CTIMKICTh - I[€ 3JaTHICTh BiJHOBJIIOBATUCS ITICJIS HETaTUBHHUX IOMIA 3a
BIJICYTHOCTI TPUBAJIOro eMoliiHoro posnaay. CTiiikicTe € OaratoakTopHOIO, Ta i eIeMEHTH He
3apkau migmatoteess 3MiHI [110]. TomoBHy yBary ciim cnpsMyBaTh Ha TOCHJICHHS COIQJIbHOL
MIATPUMKH Ta 3a0XOUYEHHS ONTHMI3MY (B MepIly 4yepry, Npu NeAiaTpUYHIi MiATOTOBII MAaIi€HTIB 10
BEJCHHS JIOPOCIOTO JKUTTS 1 MiABHINEHHS CaMOJOCTAaTHOCTI Ta CaMOKOHTPOII0). Emomiiiny
Bpa3JMUBICTh CJiJ 3MEHIIYBAaTH LUIAXOM aKTUBHOI MPO(MIIAKTUKMU MiJ 4Yac KOXHOTO TMEepeXiJHOTO
MOMEHTY.

SAKi cyTTEBi eneMeHTM y BHXOBaHHI JOTPHMaHHSI PEKHUMY, 30KpeMa iHrajasiniiHol
Tepamii?
JloTpuMaHHs peKUMy, OCOOJIMBO IIOAO IHTAIALIN - KIr04oBa Mpobiema y mpodilakTuii mporpecii
XBOpOOU. YCHIX MCHUXOJOTIYHOIO BTPYYaHHS BU3HAYAE€THCS: MOBEIIHKO KOMAaHIU IpU JOTJISIL 3a
MarieHTaMH, CHIBIOpallel0 3 TAallieHTaMd B TOCHJIEHHI IX MOTHBAllii, BHUSBJICHHSIM TMEPEIIKOA 1
AaKTUBHOIO MIATPUMKOIO 3yCHJIb NAIIEHTIB /10 POBEICHHS JIKYBaHHS.
Komanga nmoBuHHA MiATpUMYBaTH €IMHHUI BUXOBHUH 1 LUTICHUM MiAXiA A0 TOTPUMAHHS PEKUMY Ha
OCHOBI €()eKTUBHOTO 1H(POPMYBaHHS Ta JOBIPIMBOrO CHUIKYBaHHS. BiIKpUTI 0OrOBOpEeHHS BEAYTH /10
MOJIETIIEHHS JOTJISAAY, BIAIrPaloyl BEJUKY 1HIUBIAyaJlbHY POJib 1 BU3HAYalOYd BUMOTH JI0 Y4acTi Ta
NpUMHATTA 1HQOpMoOBaHOro pimeHHs. IlcuxocomianbHi (axiBill MOBUHHI HIATPUMYBATH 3YCHILISA
YJIeHIB KOMaH/H 13 3a1y4eHHs Malli€eHTiB 0 Oeciiy 3 BUKOPUCTAHHSIM BMIHHS aKTHBHOTO CITyXaHHSI
[lepexoHaHHs MAalI€HTIB, SIKI XPOHIYHO IOTaHO JOTPUMYIOThCS pexumy, He aie. IlcuxocomianbHi
(axiB1i MOBUHHI KePYBaTH 3YCUJUIIMH 31 3HATTS MEpUENIIMHUX i eMouiiHUX Oap'epiB y HOTPUMaHHI
pEeXHUMY B TAIIEHTIB, K1 HE 0aXKal0Th BU3HATH Mpo0sieMy abo He BMOTHBOBAHI.
Pan mcuxonmoriyHux crparteriidi cmpasise edekT (Hampukiaa, TOCUICHE IUIaHyBaHHS, BUPIIICHHS
npobneM). 3apa3 MPOXOIATh KIIIHIYHI BUMPOOyBaHHA Takux MeToniB. Ilcuxocomianbai (axiBiri
MOBUHHI JIOCATAaTH KOMIIETEHTHOCTI B X MIPOBEJICHHI Ta 3a0e31meuyBaTi KepiBHUIITBO.
SKi cyTTEBi eeMeHTH MiATPUMKHM NALI€HTIB, JAiarHOCTOBAHMX Y MiJITKOBOMY / 10POCIOMY
Bili?
Hiarnoctuka MB micnsg nepiony AUTHHCTBA BiOYBA€THCS 3 HU3KH MPUYMH: cl1a0Ki ab0 MOMHIIKOBO
TIaTHOCTOBaHI CHUMITOMH, MEHIIA TSXKKICTh (eHotumny. [lamieHTH YacTo € pO3THIBaHUMHU Ta
MPUTOJIOMIIEHUMHU 1H(OpMalli€ro (MIPOrHO3, OE3ITIANA) 1 «TeXHIYHUMU» acleKTaMM JII0YuX KITHIK
MB. Ile mpu3BoauTh 10 mpodieM y moOyaoBi aoBipuoro cmiBpoOiTHULTBA. [loTpiOHA THYUKHi Ta
IHIUBIIYIPHUH MIAXIT A0 KJIIHIYHOTO BEIEHHS KOXKHOTO MAIli€HTa, 10 BIAPI3HAETHCS BiJ 3BUYANHOL
JIOTIOMOTH, SIKY HaJal0Th MAI[ieHTaM, TIarHOCTOBAaHUM y paHHbOMY AUTHUHCTBI. CIliJ] 3BEpHYTH yBary
Ha TPOTHO3, MUTAHHS (PEPTUIILHOCTI (HAPOKEHHS IITEH), 0COOMCTY MIATPUMKY Ta PO3TIIS KEPEI 1
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3MICTy BigoMocTel mpo MB, siki mamieHTH MOXYTh OTPUMATH (JIesK1 JPKepesia BBOASTh B OMaHy).

IIpobaemu 0Oe31agHOr0 XapyyBaHHsl Ta 30BHIIIHBOrO0 BMIVIAAY BIUIMBAIOTh HA JKYBaHHA i

NMPOTrHO3 NamieHTiB. SIKi KJIHYO0BI eJleMeHTH JIs1 IX BUpilleHHs ?

Konkypenuis Mik BuMOramu JikyBaHHS MB, 10 BKJIIOYaIOTh KOHTPOJb 32 aliMEHTApHUM /

HYTPITUBHUM CTaTyCOM CTOCOBHO HaOpaHHS MacH, Ta BUMOTaMHU KyJIbTypH, SIKI aKIICHTOBAaHO Ha

CTPYHKOCTi TiJIa, HPU3BOAMUTH O HEMOPO3YMiHb IMIOAO0 XapuyBaHHA. [Ipo mpobGiemu 6e3mamaHOro

Xap4yyBaHHA Ta 30BHIIIHBOIO BUIIISITY Y XBopux MB € crarrs.

[Tigxix 10 Mi€TONOTIYHOTO BEACHHS MAIll€EHTa BUMAarae BPaxOBYBAaTH HOTO CTaBJICHHS JIO Xap4yBaHHS,

(birypu Ta 30BHIIIHBOTO BUTIISITY, & HE TUIBKH 30CEPEHKYBATHCS Ha CIIOKMBAHHI KaJIOpiil 1 HabupaHHi

macu. OIiHIOBaHHS CIOKMBAHOI DKI MOBMHHE BKJIIOYATH 3a3HAYEHI BUINE MHUTAHHS Ta IUIAaHYBAHHS

JETH, 3aCHOBAHOI Ha 171e1 3/I0pOBOT0 XapuyBaHHSI.

Jnst manienTiB i3 MB noBuHHI OyTH OCBiTHI IpOrpaMu, 1o iHGOPMYIOTh PO TPABJICHHS, CIIOKUBAHHS

KaJlopiil 1 BukopuctanHs eHeprii npu MB. Jlikapi-axiBii, mo mpamrorTh i3 namieHtamu i3 MB,

MOBHHHI OYyTH WIiATOTOBIIEHI 10 BHU3HAYCHHS Ta PAHHBOTO BHUSBICHHS HEMPaBWIBHUX 3BHYOK Yy

XapyyBaHHI. PekoMeH10BaHO clijibHE BTPYYaHHS JI€TOJOra Ta MCUXOJI0ra.

Sk Bnopartucs i3 KJIHYOBUMH ICHXOJOTiYHMMH MPodjeMaMH J0POCJIMX i JITHIX HmamieHTiB i3

MB?

KitouoBi mpo0iieMu JOpOCTIOro BiKY: YCKJIATHEHHS 3BHYAWHUX 3aBAaHb JTOPOCIMX BHACTiIOK MB,

NPUUHATTA CKJIAJHUX pilleHb (HampHKIald, CKiaJaHHsa MpodeciiiHOro miany abo pilieHHsS Mpo

Teparriio), MOJOJIAHHS TOTIPIICHHS 370POB'S, BTPATH PYXJUBOCTI Ta HE3AICKHOCTI, a TAKOX HOBI

JiarHO3U yckiagHeHb (Hampukiaa, [IMB), ski MOXyTb, HampHKIal, BUKIMKATH TPUBOXKHICTH 1

JeTIpecito (AeMOopai3aliio), HU3bKY CAMOOIIHKY 1 TPYJHOII Y CIUIKYBaHHI.

Kitro4oBi migxony € TaKUMM:

— AKTHBHE TONEPENKCHHSI MPH PETYISIPHUX TMPOLEAYpax 1 IIOPIYHOMY OOCTEKEHHI JoroMarae
BHSIBUTH TIOTPEOM B EMOIlIMHINA, MPaKTHUYHIA 1 COLiaJbHIM MiATpUMIN (HANpUKIam, pooOoTa,
(bepTUNbHICTh, pU3MKOBaHA MOBeIHKA). [laiieHTH HaMaraloThCsi HE TOBOPUTH PO HUX.

— HamnpaBnennss n0 ncuxocomianbHoro ¢axisug kKomManau MB abo mo daxiBusg cmyxOu
MICUX1aTPUYHOI TOIOMOTH.

Komanau MB noBuHHI OyTu 03HaliOMIIEH] 3 MOKJIMBICTIO JileMopai3allii, ska BiI0yBa€TbCs BHACIIIOK

MHOXUHHUX TpooOsieM 31 310poB'aM. Lle Haragye (xoua W BiJIPI3HIETHCS) NEMPECit0 MPU BIUIMBI HA

ocoOucTiCTh 1 TiKyBaHHi [117].

SKi icTOTHI acnmeKTH HABYaHHA Ta NMIATPUMKH MYJIbTHAICHUILUIIHAPDHOI KOMAaHIM y PO3BUTKY

NCUXOCONiaJILHUX 3HAHb?

Bcim unenam komaHau HEOOX1AHO BOJOMITH MCUXOCOLIAIIBHUMH 3HAHHAMH. OmHcaHo 4-CTyMiHYACTY

MO/IeJIb HaBUAHHS:

— UYneHu KOMaHAM MOBHHHI MaTH MHIATOTOBKY B PO3Mi3HAaBaHHI MCHXOCOLIAJIbHUX IMOTPeO, BMITU
Ha/1aBaTH 1H(QOPMALIIO Ta MCUXOJOTIYHY HIATPUMKY. MaTu MOXIIMBICTh BUKJIMKY MCUXIaTPUYHOL
CIIy>kOU B HEBIJKJIaIHOMY BUIAJKY.

— UWieH KOMaHIM MOXE MaTh JOJAaTKOBE HaBYaHHA 3: MEPEBIPKM Ta HalpaBlIeHHS B pasi
MICUXOJIOTIYHOTO ~ BHCHA)XEHHS, TPOBEACHHS TEPIIOl  ICHUXOJOTIYHOI  JIOTIOMOTH  TTCIIS
TPaBMaTHUYHUX MEIUYHUX TOJiM (Hampukiag, KpOBOXapKaHHSA), BUKOHAHHS OCOOJIMBUX
TICUXOJIOTTYHUX METO/IB (HApHKIIad, 3HEOOTIOBaHHS TIPH OOTICHUX MPOIIEaypax).

— HaBuenwii i akpeqUTOBaHWA WIEH KOMaHIW JUIS OI[IHIOBAaHHS IICHXOJIOTIYHOTO BHUCHAKEHHS Ta
BUKOHAHHSI OCOOJIMBUX TEPANEBTUYHUX METOMAIB (HANpUKIAJ, HaJlaHHsS KOHCYNbTAIlii abo Tepamil
3T1JHO 31 BCTAHOBJIEHOIO CTPYKTYpOIO HEeHTpY). [loTpiOHe kepiBHUITBO KBai(hiKOBAHOTO (axiBIIs
13 meuxiaTpii.

— KBgamidikoBanuit QaxiBenp i3 ncuxiaTpii (HANpPHUKIAJ, KIIHIYHUE [ICUXOJIOT), SKUH MOXKe
J1arHOCTYBaTH TCUXOMATOJIOTII0 Ta JIKYyBaTH, BUKOPUCTOBYIOUM CHEIlaJibHI ICHXOJOTI4HI
IHTepBEHIIii.
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€BPONEVCHKI PEKOMEHJAIII IMOJO OPrAHIBAIIl POBOTHU ILEHTPIB
MYKOBICHITIO3Y

Standards of care for patients with cystic fibrosis: a European Consensus, Kerem E. et al. 2005

BusHayeHHS HEHTPY

Lentp MB noBuHEeH MaTH CrielialbHUHN IITAT 1 YMOBH JUIs 3a0€3MeUeHHs TOBHOMAIITA0HOT JOIOMOTH
Ta JIKyBaHHA YCIX MOJMIJIMBHUX YCKJIaJHEHb, NOB'a3aHUX 3 MB. LleHTp moBuHeH OyTH CKIIaJOBOIO
YaCTUHOIO YHIBEPCHTETY a00 HaBUAIbHOI KIIHIKM 3 TapaHTOBaHUM (iHAHCYBAaHHAM MEIWYHOI
JONOMOTHU. Y KpaiHax, A€ J0IOMOra po3NoJUIS€ThCS MK LIEHTpoM MB 1 HeBEeIMKMMHM CTalllOHapaMu,
SIK1 PO3TaIIOBaHi OJFKYE 10 MICIISl POKUBAHHS MAIli€HTA, [ICHTP TTOBUHEH KOOPJAMHYBATH JAOMIOMOTY 1
npuiiMaTy Ha ce0e BCIO BIAMOBITAIBHICTD IO Tepallii MaiieHTa 1 pe3yapTaTy 3axBoproBaHHs. [logioHa
pO3MOoisIieHa JOTTOMOTa HE MOXKE rapaHTYBaTH SIKOCTI, IIOPIBHSAHHOTO 3 IEHTPATi30BaHOIO IOTIOMOTOIO,
TOMY TOJIOHMI THUI JOMOMOTH CIiJi BUKOPUCTOBYBAaTH OOMEXKEHO - TUIBKM MJIs TAIlI€HTIB, SKi
MPOKUBAIOTH JAJIEKO Bia neHTpy MB, ab0 /i XBOpHX 3 COMiaTbHUMHU MPOOJIEMaMH, IO BUKITIOYAIOTh
MOKJIUBICTh PeryjsipHUX Bi3uTiB B 1eHTp MB. KiiHiku B cucTeMi po3MOAiIEHOT TOMOMOTH MaroTh
BIJINIOBIJaTH CTaHIApTaM TOJIOBHOTO LIEHTPY, BPaXOBYIOUH MMOBIPHICTh TOTO, IO MOXE 3HATOOUTHUCS
KOHCYJIbTAIlisl MyJIbTHAUCHUIITIHAPHOI [IEHTPAIBbHOI TPYIHU 1 By3bKHX (haxiBIliB 3 eHTpY MB.

Y HOopMmi 1IeHTp MB noBuHeH 00ciayroByBatu He MeHIe 50 mamieHTiB. JJupekTopoM EeHTPY MOBUHEH
OyTH MOCBiIUEHUH JiKap, KWW creniainizyerbes B obnacti MB 1 mpairorounii B TiCHIN crmiBmpari 3
MIHIMYM III¢ OJHUM JIiKapeM, KU Mae MocBig pobdotu 3 xBopumu MB. JlomatkoBo B mentpi MB
MOBUHHO OyTHM NEBHE YMCIO CHeliani3yloThess B oOmacti MB MeaumuHux cecrep, I€TOJOTIB,
(hi3i0TeparneBTiB, COLIAIILHUX MPAIIBHUKIB, TICUXOJIOTIB, (hapMaKoJIOriB 1 MIKPOOIOJIOTIB; YUCIIO ITUX
CHiBpOOITHUKIB MOXKE BapifOBaTH 3aJIC)KHO BiJl KUTBKOCTI MAII€HTIB, IO CIOCTEPIralOThCS B JTAHOMY
neHtpi MB. Ilentp MB Takox mOBHHEH MaTH TIiCHI 3B'SI3KM 3 KOHCYJIbTaHTaMM B CTallioHapi, Ha 6a3i
sSKoro Tpamroe 1eHTp MB, abo B cycigHIX JKapHSX, WO CHEIIali3yloThcsl B 00JacTi
racTpOEHTEPOJIOrii, renaroyorii, eHI0KPUHOIIOTIi, Xipyprii Byxa, ropia i Hoca (JIOP), 3aranbHol0,
rernaroouIiapHoi Ta MeAlaTpUYHOI XIpyprii, peHTT€HOJIOT1i, aKyllepcTBa Ta T1HEKOJIOTi (BKJII0Ya0un
¢axiBLiB 31 ITYYHOrO 3aIlIiAHEHH:), 1HPEKIIIHUX 3aXBOPIOBAaHb, PEBMATOJNOTIi, odTambMoiorii Ta
Hedpodorii. Takoxx HeoOXi/1HI e(PEeKTUBHI CXEMH 3B'3KY 3 HalllOHAIBHUM LEHTPOM TPAHCIUIAHTOJIOTI.
Ilentp MB noBuHeH BiANOBiAaTH HACTYIHUM BUMOTaM 3 YKOMIUIEKTOBAHOCTI: MaTH PEHTT€HOJIOTYHe
BIJITUIEHH 3 oOnagHaHHsaM 1711 KT-ckanyBaHHS; MOXKIMBICTH eMOoIi3a1ii OpoHXI1aJbHUX apTepii npu
JIETEHeBUX KpPOBOBMJIMBAX; OOJaJHAHHS A J1a0OpaTOpHOI OLIHKM (YHKIII JIereHb; MOKJIMBICTb
YCTAaHOBKM IIOBHICTIO IMIUIAHTOBAHUX MPUCTPOIB BEHO3HOI'O JIOCTYIy, Ha30racTpajbHMX 3OHIIB 1
racTpoCTOMH; KBalipikoBaHOTO MikpoOiosiora Ajsi AOCHIKEHHs 3pa3KiB Bl xBopux MB, mo mae
HaJIHUM KOHTakT 3 pedepeHcHor MikpoOionoriyHoi Jaboparopiero MB; mnoBHuii Habip
JTIarHOCTHYHUX METO/IB, BKIIFOYAIOUX HAIiiHI MOTOBI MpoOu i aHamizu myraiiii rera TPBM.
HeoOxinHi muchMOBI peKOMEHAIli Ta OCHAIEHICTh JJIsi Teparii BCiX MOXJIMBUX YyCKJIaJHeHb MB,
TaKuX SIK ITHEBMOTOPAaKC, KPOBOXapKaHHs, alepriyHuii OpoHxosereHeBuil acneprinboz (ABJIA),
OakrepianpbHa  1HQEKIS, CHHAPOM  JUCTaNbHIA  1HTecTHHambHOTO  oOcTpykuii  (CHIO),
racTpoiHTECTUHAIbHA KPOBOTEYA, MOpTajbHA TiNEpTEH3is, MHUPO3 TMEYIHKW, IYKpOBUH jiaber,
OCTEOIOpO3, IUXajdbHAa HENOCTATHICTh, CeplieBa HEJOCTaTHICTh, ITAHKPEATHUT, BTpaTa CIyXy,
Ha3aJbHUH MOJIN03, XPOHIUYHUM cuHYycHUT Ta iHmi JIOP-ycknanHeHHs.

[TamienTam mae OyTu HagaHUH 111710,1000BHI TOCTYM 110 TIeHTPY MB niist oTpumaHHs pekoMeHIaIin mo
Tesie()OHy, 3BepHEHHS 332 HEBIAKIJIAHOIO T0IIOMOT00 00 KOHCYIbTAIII€IO.

YiieHn MyJbTHANCHHUILIIHAPHOI TPyNH

Hanmanus mynsTuauctumiinapHoi gomomoru xBopuM MB mae ximtouoBe 3HaveHHS. CiBpOOITHUKH
neHTpy MB mNoBHHHI CcKJIaAaTé MYJIbTHUIUCHMIUIIHAPHOI Tpymy. UneHH Tpynu NOBUHHI OyTH
3apeecTpoBaHi B YIpaBJIiHHI OXOPOHHU 3[I0POB'S MITaTy / KpaiHU 1 BIAMOBIaTH BCTAHOBJICHUM B JTaHIi
KpaiHi BUMOTaM J0 NpakTUKyrouuM ¢axiBusM. KoxxeH 3 uieHiB rpynu 3000B'13aHUH yIOCKOHATIIOBATH
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MPaKTUYHI HAaBUYKH B KOHTEKCTI MYJbTHAMCIHUIUTIHAPHOI Tpymu, TOOTO 3HATH TIPO OCTaHHI
JOCSTHEHHS 1 pO3poOKM B oOxacTi Tepamii Ta BJIOCKOHATIOBATH CBOK HAYKOBO OOIPYHTOBaHY
MPaKTUYHY AisUTbHICTE. Unenu rpynu MB 3000B's13ani miaTpuMmyBaTtH 1 O€3MEepepBHO MiABUIIYBaTH
piBEeHb CHEIIaIbHUX 3HaHb (BiIBiMYBaHHS BIAMOBIIHUX OCBITHIX KYypCiB, JICKI[iH, HalllOHAIBHUX 1
MDKHApOJHUX KOH(EpEHIliH, YWICHCTBO B HAIIOHAJLHHUX Ta / a00 eBporeichbkux rpynax MB). Bonu
TaKOX TMOBHHHI BHUCTYNATH SIK JPKEPEJIO OCBITH, HAaBYAHHS, PO3BUTKY Ta MIATPUMKHU JUIS 1HIIMX
(haxiBiiB, 10 OEpyTh Yy4acTh Y HaJlaHHI JOMOMOTH XBOopuM MB, BKIOYarouu CBOiX KOJIET B LIEHTPi
MB i criBpoOITHUKIB 1HIIMX KITiHIK, II0 BXOJIATh B CUCTEMY PO3JLIBHOI JomomMoru xBopum MB. Bcei
nepepaxoBaHi (OPMH aKTUBHOCTI CIPSIMOBaHI Ha BJIOCKOHAJICHHS SIKOCTI MEIMYHOI JOIOMOTH
MaIi€HTaM.

Jupexrop uenrpy MB

MynbTHARCHMIUTIHAPHOI TPYIy TMOBHHEH OYOJIOBATH AUPEKTOp LIeHTpYy MB. VY 3B'i3ky 3 TuM, 110

3aXBOPIOBAHHS OpPraHiB JIMXaHHS 3aiMalOTh JIAUPYIOYE TMOJIOKEHHS cepell (pakTopiB, M0 BU3HAYAIOTH

TSKKICTB 1 cMepTHICTh ipu MB, nupekrop uentpy MB nosunen O0ytH (axiBiieM y ramysi IUTS4Oi 4u

Jopociioi mylnbMOHOJIOTiI. BpaxoByroun ckimagnicte MB, HeoOXinHO, mo0 TOJOBHUM HAMPSIMKOM

JiSUTBHOCTI aupekTopa nentpy MB Oyno nikyBanHs naiieHTiB 3 MB 1 ynpasninus neHtpom. IctoTHa

JacTUHA POO0YOro Yacy JUPEKTOpa HEHTPY Mae OyTH MPHUCBsUEHA HATaHHIO JOMOMOTH XBopuM MB.

Poinb nupexTopa neHrpy:

— 3axuIaTy KOKHOTO Halli€HTa.

— 3HaTH BCi HOBITHI HAyKOBO OOTPYHTOBaHI ONTHMalbHI MeToau Tepamii MB i cydacHi TeHaeHmii B
rayry3i HayKOBHX JIOCIIIJKEHb.

— KepyBaru MynbTHIMCHUIUTIHAPHOI TPYIOI0 1 OpaTH ydacTh y PETyISpHUX HIOTHKHEBUX 300pax
KOJIGKTUBY JJIi OOTOBOPEHHS CTaHy 3/I0POB'A TNAlll€HTIB Ta IHIIMX MUTaHb, 110 CTOCYIOThCA
TisuTbHOCTI TICHTpY MB.

— KouTpontoBaT €peKTUBHICTh 1 MPAKTUYHY AISUIBHICTD LIEHTPY, OpaTu y4acTb y (hOpMyBaHHI
HallOHAJIbHOT 0a3U JaHMX.

— 3abe3meuyBaTd KOHTPOJb Haa pe3yiabTaTaMH pPOOOTH IIEHTPY 1 CBO€YACHE BIPOBAKCHHS
HEOOX1THHUX 3MiH B JiSUTbHICT LEHTPY.

— OpranizyBaTu B cTalioHapi, Ha 0a3i sikoro mpaioe neHTp MB, abo B cycifgHix crarioHapax
crieniaiizoBaHi ciy6u 1o 3B's3aHux 3 MB HE nereneBux kiiHiuHMX mpoGiieMax, BKIHOYAIOUYH
aKyIIepCTBO Ta T1HEKOJIOTII0, aCTEeKTH (epPTUIILHOCTI, PEBMATOJIOTI0, TaCTPOEHTEPOJIOTIIO TOILIO.
Sk 3a3HaYeHO BUIIIE.

— [3omoBaty BiA 3arajgpbHOrO CTalioHapy aMOyIaTOpHY CIyOy 1 majaTH Uil HaJaHHS JOIOMOTH
narieHTam, sKi BiIBIYIOTh LIEHT), 1 IJIaHYBaTH MTOTpeOU B HaJJaHHI JOIIOMOTY Ha MallOyTHE.

— 3a0e3neyuTH HaJilHI KOHTAaKTHU 3 yciMa MAallleHTaMU Ta iXHIMHU CIM'SMH, BKIIOYAIOYH MAIll€HTIB
CTapIIoro BiKy, i BUKOPHUCTOBYBATH METOJl 3BOPOTHOTO 3B'A3KYy B paMKax HaJaHHS JOMOMOTH
xBopum MB.

— IHimiroBaTH HAyKOBi JOCHIKEHHS 3 MICIEBUMHU KOJIETaMH 1 BHKOHYBATH CIIOJIyYHY DPOJIb MpPHU
MIPOBEICHH1 MYJIbTUIIEHTPOBUX HAIlIOHATBHUX 1 MIXKHAPOJHUX JOCIIIKEHb.

— Po3BuBatu MicieBi OCBITHI IporpaMu: HaBYaHHS MaiOyTHIX KIiHIYHMX (axiBLiB B obnacti MB,
3a0e3neyeHHs] Oe3nepepBHOrO OHOBJIEHHS 3HaHb WieHIB rpynu MB B pesynpraTi yuyacTti B
HAI[IOHAIBHUX Ta MIKHAPOJHUX KOH(pEPEHIIsSX 1 HapaJax, OHOBJICHHS PiBHS 3HAHb CHIBPOOITHUKIB
KJIIHIK, O€pyTh Y4acTh B CUCTEMI PO3/UIbHOI JOMTOMOTH.

Crneniaugict uentpy MB

HupekTop 1eHTpy MB mnoBHHEH MpaioBaTé CHUTBHO 3 MIHIMYM OJHUM KOJETO0, SIKUI 37aTHUMN
JOUINTH 3 HUM KJIIHIYHY BIJIOBIAANBHICTh, 3a0e3meuyBaTu Oe3nepepBHICTh KBaTi(iKOBaHOI TOMOMOTH
y BIJACYTHICTh JUpEKTOpa 1 OpaTH ydyacTb y HAyKOBUX JOCHIKEHHsX, moB'sizaHux 3 MB. Lleit
CHiBpOOITHUK MOBHHEH OyTH axiBiieM B 00acTi MyJbMOHOJOTIT a0 TacTpOEHTEpOJIOTii Ta MaTH
creniaibHy OCBiTYy B Taiy3i MB. Crenianict neHtpy MB noBHUHEH NpUIUIATH MiHIMYM OJIHY TPETUHY
cBoro 4dacy po6oti B meHtpi MB. Crnemianmict neatpy MB moBuHeH OyTH B Kypci BCiX OCTaHHIX
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HayKOBO OOTPYHTOBAHMX ONTHUMAJIbHUX METOJIB Tepamii xBopux MB 1 MOTOYHMX TEHIEHIH B
HAYKOBUX JIOCIIJDKEHHAX B 001acti MB.

CreniasizoBana Megu4Ha cecTpa ueHrpy MB
CremnianizoBaHi MeIM4HI ceCTpH IEHTpY MB HecyTh BIANOBIIAIBHICT NIEPE/ MAIIEHTAMH, YICHAMH 1X
ciMeill 1 cmiBpoOiTHHKaMH, sIKi OepyTh ydacTh y HaJaHHI Jomomoru xBopuM MB. Bonu noBunHI
3MIMCHIOBATH JONOMOTY XBopuM MB 1 mpucBsuyBaTH Bech a00 Maibke Bech CBil poOoumii yac
TisTbHOCTI B 1IeHTpi MB.
OO0oB's13KM crieniaaizoBaHol MeIUYHOI cecTpu eHTpy MB:

— 3axuCT KOKHOTO Malli€HTa.

— 3HaHHA CyYyaCHHMX METOJIIB IPAKTUYHOI TOIIOMOTH XBopuM MB.

— IligTpuMaHHs Ta BAOCKOHAJIEHHS KJIIHIYHUX 3HAHb 1 IPAKTUYHUX HaBUYOK.

— Ilpodeciiinnii pO3BUTOK.

— IligTpuMka Ta peKoMeHaIlii.

— Ocsirta Ta qOCHTIIKSHHS.

— KoHcynpTyBaHHS Malli€HTIB 1 WIEHIB iX CIMEH.

IIponopuist uyacy Ha BUKOHAHHS KOXHOI 13 3a3HauY€HMX BUMOI, a TaKOXX Ha HaBYaHHS IS
BIJIMTOBIHOCTI 1AM BHMOTaM MOXE BapirOBaTH 3aJICKHO BiJ KpaiHu 1 1eHTpy. Ponb cremiamrizoBaHoi
MEINYHOI cecTpr POPMY€ETHCS BIMOBIAHO 10 MOTped MicieBoi momysiii namieHTiB 3 MB.
CrenianizoBani MeanyHi cecTpu neHTpy MB moBuHHI OpaTé y4acTh y KHUTTS NAIi€HTIB Ta WICHIB iX
ciMell B KIJIIOUOBI MEpiOAM iXHBOTO JKUTTS: MPU BCTAHOBJICHHI [[1arHO3Y, MJIAHYBaHHI MEPEBOAY 3
TUTSY01 B AOPOCITY MEIUYHY CIIY>KOy, BUPIIIEHH] MUTaHHS PO TPAHCIIAHTAI] JIETeH1, TOYMHAIOYH 3
CaMoro nepuoro 0OroBOPeHHs 1bOro MUTaHHs, HaJJaHH1 JOTIOMOT'Y B TEPMIHAJILHOMY CTaHi.
CrenianizoBani Menu4si cectpu meHTpy MB moBuHHI Opatu ydacTh y 3[iHCHEHHI MiITPUMKH Ta
iHpOpMyBaHHI 3 MHUTaHb (PEPTUIBHOCTI 1 BATITHOCTI, @ TaKOX CYNYTHIX 3aXBOPIOBaHb (HANpHUKIA,
noB's3aHoro 3 MB niaGery).

B acnekTi Tepamii MyKoBicIU03 Mpea'sBise 6araTto BUMOI SK JI0 Malli€eHTa, Tak 1 A0 WIEHIB Ipynu
MB. 3axucT naiieHTa 1 WieHIiB MOro cimM' - oJHa 3 HalWOUIbII Ba)KJIMBUX 3aBAaHb CIELl1ali30BaHOi
MeanuHoi cecTpu LeHTpY MB. [lisipHICTP MEAMYHOI CecTpH CHpsSMOBaHAa Ha 3abe3medeHHs
Onaromosydysi maijieHTa i HOro 3aJ0BOJIEHOCTI JOMOMOIOIO; DILIeHHS Ili€i 3aaayi 6arato B YoMy
MOB'SI3aHE 3 ICKBATHUM 3aXHCTOM XBOPOTO.

CrenianizoBaHi MeIM4Hi cecTpu LeHTpy MB OepyTh akTUBHY y4acTh y BUPILLIEHHI MUTaHb 3 TEparlii 1
CIOCTEpEe)KEHHI0 3a mnauieHtamu. llopsa 3 mOpakTMYHOI MIATPUMKOIO BOHHM  3/1MCHIOIOTH
BHYTPIIIHBOBEHHY Tepamilo 1 TOJyBaHHSA uepe3 30HJA, HECyTh BIJNOBIJAIBHICTh 3a HAJaHHS
ONTHMAJIBHOTO JIIKYBaHHS KOKHOMY XBOPOMY 3 ypaxyBaHHSM HOTro 1HAMBIAYaJIbHUX OCOOJIMBOCTEH.
CrenianizoBaHi MeIu4Hi cecTpu ILeHTpY MB KoOpAHMHYIOTH HaJaHHA MEAWYHOI Ta COLaJbHOL
JOTIOMOTH TAIIEHTY 1 4WieHaM HWoro ciM'i, Sk B acmekTl il MpakTW4YHOI peamizamii, Tak 1 MO0
HOIATPUMKH 1 peKoMeHaalii. Y pamkax IbOTO Hpollecy MEIUYHa cecTpa BUCTYIA€ B pOJIi Mejarora,
MOCJIITOBHOTO OMIKYHA, paJlHUKa Ta J10BipeHoi ocodu [10].

®diziorepaneBT neHrpy MB

diziorepaneBT (KiHe3iTepaneBT) LeHTpy MB moBuHeH OpaTu ydacTh B OIHIII MAIlI€HTIB, JaBaTH iM
peKoMeHallli 3 TEXHIKM OYUIICHHS TUXaIbHUX IUIAX1B, 3a0€311e4yBaTi KOHTPOJIb SKOCTI IPOBEICHUX
3axO[iB 1 MiJBHUILYBAaTH CBill mpodeciitnuii pisens [11]. [itoun y ciBmparii 3 namieHTaMu Ta 4ieHaMU
ix cimell, Qi3ioTepaneBTH MOBUHHI PO3pOONSATH I1HAUBIAYyaldbHI, OOTPYHTOBaHI, ONTHUMAaJbHI Ta
epexTuBHI pexumu (iziorepanii. Ilpu oMy HEOOXiAHO BpPaxoOBYBaTH BCi BaKJIMBI COMaTH4HI Ta
couianeH1 (akropu. CydacHa ¢iziorepamnis (kiHesiTepamnis) npu MB € nepeBakHO MPEBEHTUBHOIO Ta
MOBHHHA IHTETPYBATHUCS B TOBCAKJIEHHY akTHBHICTH XxBoporo [12]. Tomy dizioTepamiss 3aBxau
MTOBUHHA MTPOBOJIUTUCS TAKUM YHHOM, 1100 3a0€3mevuyBaTH CIiBPOOITHUIITBO MalliEHTa B MAOYyTHROMY
1 CTUMYJTIOBATH MOTO NMPUXMIBHICTH JI0 OTO METOAY JIIKYBaHHS.

diziorepaneBT 11eHTPY MB moBHHEH OIIHIOBaTH CTaH Mali€eHTa KOXxHI 1-3 Micsimi abo Ha KOKHOMY
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aMOyJIaTOPHOMY BI3UTI 32 HACTYITHUMH ITYHKTAMU:
1) mpoBeneHHs Ta iHTEpHpeTaIlis pe3yabTaTiB (PYHKIIOHATBHUX JIETEHEBUX NPOO, BUSBJICHHS
Ta aHali3 CUMITOMIB 1 O3HAaK ypaKEHHS OpOHXOJIETEHEBOi CHCTEMH, OIIHKA (I3UYHUX
MO>KJIMBOCTEH TAlli€HTa;
2) MOHITOpPYBaHHS 00CATY Ta XapaKTepy MOKPOTHHHS, TSHKKOCTI TUCITHOE;
3) oliHKa NOCTaBH, PYXJIUBOCTI IPYAHOI KIIITKH, M'S30BO1 CHJIM 1 BUTPUBAJIOCTI;
4) BU3HAUEHHS SKOCTI 1 MPUXUIBHOCTI JI0 TepaITii.
[ToBHuii TepaneBTUYHMIA ceanc ¢izioTeparii (KiHe3iTepartii) 1 oIiHKa (i3MIHUX MOMKIUBOCTEH TTOBUHHI
MIPOBOJIUTHCS 33 CTAaHIAPTHUM IPOTOKOJIOM B paMKax MIOpiYHOTro oOctexxeHHs. [1oBHI TepaneBTHYHI
CEaHCH MOXKYTh IPOBOJUTHUCS B KIIHIII YW IMiJ dYac JOMAaIIHiX Bi3uTiB. KoxHa I1HAMBiIyalibHA
nporpama dizioreparnii BuMarae mociigoBHOT mMoaudikamii y mipy 3MiH BiKy, moTped i oOcTaBuH
narfienrta. Takuil miaxia 103BOJISE MiABUIINTH PIBEHb MPUXWIBHOCTI NalieHTa 10 ¢izioTeparii.
diziorepaneBT eHTpy MB Binirpae BaxauBy poJb B:
1. iHransmiiHiA Tepanii: 8) BUOIp aJeKBAaTHOTO IHTAJSILIHHOTO MPHUCTPOO; D) HaBYaHHS marieHTa /
YJICHIB CiM'T ONTUMAIbHOMY BHKOPUCTAHHIO IHTAISIIHHOTO MPHCTPOO; C) 3aCTOCYBAHHS, OUHINCHHS,
00CITyroByBaHHS Ta 3aMiHa MPUCTPOIO.
2. OuMIIeHHS IUXalbHUX IUIAXiB: &) BUOIp MeTOAMKH; D) HaBYaHHsS MalieHTa Ta OIMIKYyHIB 1i
ONITUMAIIFHOMY 3aCTOCYBAHHIO.
3. HaBuanHs ¢i3uuHill KyIbTypi Ta BIpaBaM: HaJaHHA MAIli€EHTY 1 WieHaM Horo ciM'l ajgeKkBaTHUX 1
CTUMYJTIOIOUHMX 3HaHb 3 (Pi3UUHOI KyJIbTYpH 1 Mporpamam (i3sHuHUX BIPAB.
4. OcBITi: PO3IIUPEHHS 1 OHOBJICHHS 3HAHb MAIlI€HTIB, YWIEHIB iX CiMell Ta MicleBUX (i3i0TeparneBTiB,
o OepyTh y4acTh y HaJJaHHI JJOITOMOTY XBopuM MB, mpo MyKoBicuu03 i HOro JTiKyBaHHI.

Hierouaor / ¢paxiBeusb 3 xapuyBaHHs neHTpy MB

OO0oB's13kM nieToNOTiB / (haxiBLiB 3 XapuyBaHHS LeHTPY MB mossraroTe y peKOMeHAAIisgX Ta OCBITI
MAIEHTIB Ta iX OMIKYHIB 3 OCHOBHHMX NPHHLHUMIB JIi€THUHOI Kopekuii npu MB. Cronu BinHOCATBCS
nesiki ado BCl 3 HACTYMHUX MYHKTIB: BU3HAUEHHS BUMOT JI0 XapuyBaHHS 1 33J0BOJICHHS IIMX BUMOT Ha
pI3HUX eTamax 3aXBOPIOBAHHS, 3aMiCHA Teparis MaHKpeaTHYHUMHU (epMEeHTaMH, BiTaMiHOTEpais,
OLlIHKa HYTPUTHUBHOTI'O CTAaTycCy 1 noB's3aHoro 3 MB niabery. [loBunni OyTu po3pobiieHi cnenudivxi 3a
BIKOM 1H/MBIilyalbHI peKOMEHAAllli, TUIaHU HYTPUTHUBHOTO BTPYUYaHHS 1 HYTPUTHBHOI JIOTIOMOTH, 10
BIJIIIOBIAAIOTh MOTpe0aM MAaIll€HTIB, iX HYTPUTUBHOMY 1 KIIIHIYHOMY cTaTrycy. PekoMeHnpaaiii moBUHHI
OyTH CBOEUACHMMH, IX CII/I MIJKPIMIIIOBATH BiAMOBIIHOO JIITEPATYPOIO 1 TOMOMIKHUMHU 3acobamu. Lle
Oe3repepBHUM 1 €BOIOIIOHYIOUHI MPOIeC. 3HAHHS MAaIllEHTa MPO CBiM CTaH 1 3aCO0M CaMOOTIOMOTH
BXO/ISITh B KOJIO 0OOB'SI3KIB JIIE€TONOTA.

OnuH 1 TOM XK€ M1€TOJIOT TTOBUHEH 3IMCHIOBATH KOHCYJIbTYBaHHS MMAIlIEHTA SIK Ha CTAI[lOHAPHOMY, TaK
1 Ha amMOynaTOpHOMY eTamax JIKYBaHHsS JUIsl JOTPUMaHHs Oe3NepepBHOCTI JOMOMOTH; B I1HIIOMY
BUIAJKy MOTPIOHI peTeNbHO po3po0sieHl HUIAXM B3aEMOJli, 100 3amoOirTv HaBiTh HaWMEHIINM
HEJIOTJIs1/1aM TIpH 3MiHi eTany JiKyBaHHS.

Kiiniuaa gieTosoriuHa mpakTUKa MOBHHHA OYTH HAYKOBO OOTPYHTOBAHOIO, BIJIMOBIIATH Cy4aCHOMY
PIBHIO HAYKOBUX 3HaHb, KIIHIYHUX PEeKOMEHAALI 1 KOHCeHCYCiB. JlieTomor, AKHil creniani3yeTbcs Ha
MB, noBuHeH OpaTu ydacTb y MYJIbTHAWCUUIUTIHAPHUX TMEpeBIpKax 1 JOCIIHKEHHSX, a TaKOX
TUTMTHCS TEOPETUYHUMHU Ta MPAKTUYHUMH 3HAHHSAMH, HAaJaBaTy MiATPUMKY IHIIMM CHIBPOOITHUKAM,
K1 OepyTh y4yacTb Yy HaJaHH1 gonomoru xBopuM MB. Jlietonor nentpy MB noBuHeH BijirpaBatu
aKTHUBHY pPOJIb Y CIIOCTEPEXKEHHI 32 HYTPUTUBHUM CTAaTyCOM MAIli€HTIB, SIKUM HEOOXIJHO MiAaBaTUCs
PEryJsipHUM OOCTEKEHHSM 3a yciMa acleKTaMd HYTPUTHUBHOIO 1 TraCTPOIHTECTUHAJIBHOTO CTaTyCy
[13,14]. YacToTa i METO/IM OLIIHKU BapilOIOTh 3aJI€KHO BiJ] BIKY MAIli€HTIB.

Crangaptu nonomoru xsopum MB

AMOyJIaTOPHA 101IOMOTA.
[TamieHTiB HEOOX1AHO OOCTEXKHUTH KOXHI 1-3 Micsli, mepeBaxHO momicsis. Briepie miarHoctoBaHi
JiTH a00 MAIi€HTH 3 BAXKKUMH (popMaMu 3aXBOPIOBAHHS TOBUHHI CIIOCTEPIraTHCS 1€ YaCTIIIe, TOML SK
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MAaIi€HTH 3 JITKUM a00 aTUNoBUM mepedbirom MB MoXyTh crioctepiratucs pifiie, 3 iHTEpBaIaMH 3-
6 MicsIIiB.

AMOyaTopHi Bi3WTH TOBHHHI IIPOBOJUTHCS B CIICIIali30BaHOMY BIIJIIJIEHHI cTarioHapy. Orismg
NaIfi€eHTa MPOBOAMUTHCS JIIKApEM 1 MEAWYHOI0 cecTpoio MB mpu IOCTYNMHOCTI IHIIMX YIEHIB TPYIHU
MB. Koncynbramii iHmmx (axiBiiB MOXYTh IPOBOJUTUCS BiJMOBITHO J0 MICIICBUMHU CTaHJIapTaMHU.
KokeH BI3UT TOBHMHEH BKJIIOYATH CTaHAapTHe (i3WKaJbHE OOCTEXKEHHs, BHUMIPIOBAaHHA MacH,
OKCHUMETpit0, TeCTH (YHKII JEreHb, IO BIiANOBIAAIOTH BiKY, IOCIB KYJIBTYp MOKPOTHHHs a0o
KalUTbOBUX Ma3KiB. Jl0laTKOBO Ui JiTe€ll NPOBOIASTHCS BUMIPIOBAHHS 3pOCTYy, a JUIS TAlli€HTIB
MOJIOJIILIOTO BIKY - BUMIPIOBAHHS OKPY)KHOCTI T'OJIOBH; PE3YJIbTaTH IIMX BUMIPIB PEECTPYIOTHCS B
NEepUEHTUTbHUX Jiarpamax. OOOB'SI3KOBO OLIHIOIOTHCS PE3yJIbTaTH JIKYBaHHS, a OyIb-sKi 3MIHH Y
cxemi Teparii JOKJIaJHO OOTrOBOPIOIOTHCA 3 TaIlieHTOM / OaThbKaMH 1 TOBIIOMIISIOTBHCS JIIKaps
3arabHOMeANYHil npakTuku. KoxkHOMy marieHTy HeoOXiIHO MPHUIUIATH TOCTaTHIH Jac.

Bizutu namientiB 3 iHdekuisimu B. cepacia complex a6o MRSA moBuHHI TPOBOIUTHCS OKPEMO Bif
yCiX IHIIMX NAIiEHTIB - B IHON JHI, B KiHII poOodoro gHs abo B iHmMX mpuMmimeHHsx. Cix
Oprani3yBaTH OKpeMe KIIHIYHUN MiAPO3/i IS Mali€HTIB 3 XpOoHIYHOI iH(pekIiero PS. aeruginosa, o
CHOTOJIHI BXKE CTAJIO MPABMIIOM y OaraThox neHtpax MB.

3a  HeoOXiTHOCTI IEHTP TMOBMHEH MaTH MOXIIMBICTH OpraHi3yBaTW  BHYTPIIIHbOBEHHY
aHTHOI0TUKOTEpAIiio0 B cTamioHapi abo Broma npotsrom 24-48 rogun. [Ipu mikyBaHHI BIoma nepiia
71032 BHYTPIITHHOBEHHOTO aHTUO10TUKA MMOBUHHA BBOJUTHCS MiJ HATISAIOM MEIUYHOrO (paxiBiis, a BCi
mapaMeTpu JIIKyBaHHS BAOMa TIOBUHHI BIANOBIAATH NPUHHATAM paHime Kpurepism. I[Homi
BHYTPIIIHLOBEHHY AaHTHOIOTUKOTEpAIio Mepili KijgbKa [HIB HPOBOASTH B CTallioOHapi, a MOTIM
MPOAOBXKYIOTh HA JOMY. Takuii miJXiJl MoJIerurye KOHTPOJIb HaJl KOHIIEHTPAIlIEI0 penapaTy B KpoBi i
MoOIYHUMU eeKTaMH Ha MEePIINX eTanax JiKyBaHHS.

Jlna marieHTiB HeoOXiAHO 3abe3nedynTy LiIoa000BUl A0CTyn A0 ueHtpy MB Tenedonom abo mis
0e3mocepeIHbOr0 3BEPHECHHS 3a HEBIJIKIAIHOK JIOMOMOTO abo KoHCyibTariero. i pyTHHHHX
Tele(OHHUX 3BEPHEHb PEKOMEHAYETHCS MPU3HAUUTU MEBHUN Yac JTHS, KOJNU MAaIll€eHT MOXE TaKuM
YUHOM IIPOKOHCYJIBTYBATHUCA 3 JIIKapeM a00 METUYHOIO CECTPOIO.

TI'ocnitanbHa fonomora

CrenianizoBanuii ieHTp MB noBuHEH MaTH 1OCTaTHIO KUIBKICTB JIKOK, JOCTYIHUX Y Oy/Ib-SIKHI dac
JUIS HEBIIKJIAJHOI TocHiTanizamii. ¥ KOXHOMY IIEHTpl HEeoOX1JHO 3a0e3NeunTH HaAliHUN KOHTPOJIb
Haja iH¢exuiero. [lanatn mMoBUHHI OyTM OJHOMICHUMH JUISl MOIMEPEDKEHHS IMepexpecHoi iH(exii,
MEPEBAXHO 3 OKPEMHUM TYaJIETOM 1 BaHHOIO KIMHATOK. Y KOXKHIN MayiaTi MOBUHHI OyTH PaKOBUHHU 1
CIMPTOBI 3aco0u JuIst mpoTupaHHs pyk. Ilamientn 3 iHdekuiero B. cepacia complex abo MRSA
MIOBUHHI OTPUMYBATH AOIJIAJ B IHAUBIAyalbHHUX IajlaTaX B 130JbOBAaHOMY BIJJIUIEHHI. BpaxoByroun
TOM (akT, 110 pi3Hi reHoMoBapu B. cepacia complex po3pi3HAIOTbCA 3a CTYHNEHEM BipYJIEHTHOCTI, BCl
namieHTu 3 iHdekiieo B. cepacia complex moBuHH1 OyTH 130J1b0BaH1 OAMH BiJl OJTHOTO, TOOTO TOBUHHA
OyTH MOBHICTIO BUKJIIOYE€HA MOXIJIMBICTH KOHTAKTY MK IIMMH MAI[ieHTaMH BCEpPEIMHI CTallioHapy, a
MaieHTaM HeoOX1JHO PEeKOMEHIYyBaTH YTPUMYBATHCS BiJl KOHTAKTIB OAWH 3 OJHUM 1 3a MeKaMu
CTaLliOHAPY.

Oxkpemi manaTy sl KOKHOTO TAaIli€EHTa TaKOXK HEOOX1/IHI JUIsl MABUIICHHS MPUXUIBHOCTI XBOPUX 10
¢izioTepanii 1 iHramsmii aHTHOIOTUKIB. TakoX HEOOXiAHO OpraHi3yBaTH MOXKIIMBICTH OOCTEKEHHS i
JOJJaTKOBOTO JIIKYBaHHS 1HIIUMHU (PaxiBLUSIMU (HalpHUKiIal, (i310TeparneBToM, AIETOJIOIOM, COLIaIbHUM
MpaliBHUKOM ToIo). OIiHKa rinepriiikeMii Ta HiYHOI caTypauii KMCHEM MOBHHHA NMPOBOAUTHUCS TPHU
KOXXHOMY HAaJXOJDKeHHI B CTalioHap 3 MNpuBoAy 3aroctpeHHs iHgekuii. IlociBu KympTyp 1
CIIpPOMETPiI0 HEOOXiJHO MPOBOAWUTH HE pijallle OJHOrO pa3dy Ha TIKACHb. [lallieHTH NOBUHHI
oTpumMyBatu (Hi310Tepario, BKIOYAIOYA METOAM MOO1TI3alii MOKpPOTHHHS, HE PIAIIe TBOX pasiB Ha
n00y. HeoOxigHo 3a0e3meunTH MOXIIMBICTh (DI3MYHMX BIPAB IiJ HArsIOM (axiBls, BKIOYAIOUU
oOnaHaHHS IS MMYJIBCOKCUMETPIi 1 JOJAaTKOBOIO KHCHIO B KIMHATI JUIsl 3aHATH JIKYBaJbHOIO
riMmHacTHKo0. HeoOximHo po3poOuTh HajiliHI CTAaHAAPTH TO3YBaHHS 1 MPHU3HAYCHHS aHTHUO10THKIB
(BKJIIOYAOUYM BHUMIPIOBAHHSI KOHIICHTpAIlli aHTHOIOTHKIB Yy CHpOBATIIl KpOBIi), TOJYBAaHHS Yepe3
Ha30racTpaJibHUil 30HA a00 racTpocToMy, Tepamii MHEBMOTOPAKCY, JOMOMOTH IpPU KPOBOXapKaHHS,
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BKJTIOYAOUM emOomi3aiiro OpoHXialbHOI aprepii, miarHoctuku 1 Tepamnii ABJIA 1 mos's3anoro 3 MB
niabery.

OOroBopeHHsI CTaHy IAIIEHTIB CTAIllOHAPY 1 XBOPHX, SIKI OTPUMYIOThH JIIKyBaHHS BJOMA, MTOBHHHO
MIPOBOJIUTHCS HE PiJlIe OJHOTO pa3y Ha THKICHb Ha MYJbTHAMCIUIUTIHAPHIN Hapaji 3a y4acTIO BCiX
yiIeHiB rpynd MB, a Takox JliKapiB Ta MEAMYHOTO MTEPCOHATY BIIIIIICHHS.

Po3ainbna nonomora

[Ipaktuka moainy gomomoru xgopuM MB mix nenrpom MB Ta paifoHHumMu cramioHapamu HaOyia
MIOIIMPEHHS y 3B'A3KY 3 TUM, IO JESKI MaIieHTH Ta / a00 X 6aTbKK HE MOXYTh a00 HE XOYYyTh J0JIaTH
BEJIMKI BIJICTaHi /Ui NPOBEICHHs CTaHIAPTHOI Teparii.

VY 3B'3Ky 3 MM BHUHHUKAE moTpeda B po3poOIli MOACICH pO3IiIIbHOI JOIMOMOTH, IO BiIIMOBIIAIOTH
noTpedaM MaIlieHTiB / poInYiB, ane 3a0e3MedyoTh MOBHUN 00csaT HeoOXiqHoi jomomoru. Taki Momeni
HE TMOBHUHHI NependavyaTy OKPEeMHX JIKapiB, IO MPAIIOIOTh 130JIbOBAHO 1 CIIOCTEPITalOTh HEBEIIUKE
yrcio manieHTiB 3 MB. CarenitHuii Biggin MB, mo mpaimroe B TiCHOMY KOHTakTi 3 meHTpoM MB,
MOBUHEH 00ciyroByBatu He MeHIe 20 MaIieHTIB 1 MaTU y CBOEMY ILITATi Jie€Tojora, (izioTeparneBra
Ta MEAMYHY CeCTpy, sKi crermiamizytoTbes B oomacti MB. ITanientu 3 MB, sxuii ciocrepiratotbest B
caTeNiTHOMY BiJIii, MOBMHHI BiJBiMyBaTH KiIiHIKK MB 1 oTpumyBaTu JiKyBaHHS OKpEMO BiJ
3araJibHUX JUTAINX a00 TOPOCIHX MYJIBMOHOJIOTIYHUX TPYIl aMOyJIaToOpHOi Teparii. bazucHa Tepartis
B YMOBax CaTeNliTHOTO BTy MOBHHHA MOBHICTIO BIANOBIIATH CTaHIapTaM, MPUHHATUM B IEHTpI
MB. Tinbku y BUHATKOBHUX 0OcTaBuHaxX IeHTp MB Moyke miTi Ha opraHi3amiro po3aiIbHOTO JOTIOMOTH
3a y4acTIO JiKapsl, KUl criocTepirae mooJuHoKuX xBopux MB.

Konrakr 3 mearpom MB Moxe 3miiiCHIOBAaTHCS 3a JAONOMOTOIO Bi3WTIB IeHTpaibHOI rpymu MB B
caTeITHUHM BiIain ab0 MepioUuYHUX HANpPSIMKIB HallieHTa B eHTp MB, Takok MOXKJIMBE TO€THAHHS
uux ABox miaxoniB. IloniOHI KOHTaKkTH NOBHHHI BiAOyBaTHCS HE pifllie OJHOrO pa3y Ha pikK,
ONITUMAJBHO - 2 pa3u Ha pik. lleHTpasbHA Tpyma MOBHHHA BUKOHYBATH IMOPIYHY OIIHKY CTaHy
narieHTa. Bcro BiAMOBINANbHICTD 32 HaJaHHS 10MOMOTH XBopomy MB Hece nupekTop nentpy MB.
CxeMa pO3AUIBHOI JOMOMOTH OUTBII ajeKBaTHa IS JITeH, HUK I Jopociaux xBopux MB. V
JOPOCTUX TAIIEHTIB YacTillle BUSABJISAIOTHCS OLMbIN CKJIaJHI MOEJHAHHS Pi3HUX (OpM MaToNorii, 10
BUMararoTh ydyacTl 1HIMX (paxiBLiB, sKI Nmpuadanu kBamidikauito B ramy3slt MB B pamkax cBoel
OCHOBHOI MEJIMYHOI JUCHMIUIIHM (HaNpHKIaJ, akKyllepcTBa, TiHeKosorii, naiaderosorii). Tomy
HaNOUIbLI €PEeKTUBHY TOTIOMOTY J1opocii xBopi MB MoxxyTh oTpumaru B ieHTpi MB.

JlornioMora npu nepesBeieHHi B KaTeropiro A10pocjimx

HeoOxigHa cucrema, 1o 3a0e3nedye IUIaBHUM Mepexija 3 negiaTpuuHoi CiIy>KOM B CUCTEMY JIOTIOMOTH
nopociuM. Yac mepeBoay B gopociuii neHtp MB BusHauaeTbest B iHTepBaii 16-18 pokiB, omHak
MEXaHI3M TIepeBe/IeHHs] TOBHHEH OYTH JOCTaTHBO THYYKHM 3 YPaxyBaHHSAM COLIAJIbHOTO Ta
MEIMYHOTO CTaTycy MmiAmTKIB. J[ns 3abe3nedeHHs Oe3nepepBHOCTI JONOMOTM MOTpiOHA TICHA
CHIBMpaIl MK HeIIaTpUYHUMHU 1 JOPOCIMMM BiJIUICHHSIMHM, BKIIOYAIOYH PO3POOKY BiAMOBIAHUX
TepaneBTUYHUX pekomeHaauii [31,32].

ChiBrpansg MK HeIiaTpUYHUM 1 JOPOCIMM CIelialli3oBaHUMHU LieHTpamMu MB - HapikHUN KaMiHb
YCHIIIHOTO JIiKyBaHHSA. ToMy OCHOBHMM 3aBJaHHSM CHUIBHOI JISJIBHOCTI TIOBUHHAa OyTH
Oe3nepepBHICTh JONMOMOTH XBOpuM MB i3 3acTOCyBaHHSIM €IMHUX AIarHOCTMYHHMX 1 JIKYBaJIbHUX
CTaHJapTiB, aJalTOBaHUX JO BIAMNOBIIHUX BIKOBUM TIpymnaM mnamieHTiB. OOuaBa LEHTPU MOBUHHI
PO3POOHUTH €IUHY CXEMYy KOHTPOIIO 1H(MEKIIH, M0 J03BOJIUTH HIBENIOBATH TMOB'A3aHy 31 3MiHOIO
MpOLEyp TPUBOTY Yy MAaLlI€HTIB Ta iXHIX 0aThKIB Micis NepeBeieHHs. [CHYI0Th pi3HI MOZENi EPEBOY,
OJHaK >KOJAHY 3 HHUX HE MOXHa BHU3HATH ONTUMaibHOWO. IlpoTe axiBisIM HOpocioi rpynu
PEKOMEHY€ETbCSI MIATPUMYBAaTH TICHY CIHIBOpALI0O 3 KOJEraMh 3 NeAIaTpUYHOro ILEeHTPY 1 IO
MO>KJIMBOCTI TONEPEIHHO 3HAHOMUTHCA 3 Talli€eHTaMH Ta IXHIMH OaTbKaMH Mepesd 31HCHEHHSIM
NepeBeICHHS MAIliEHTIB y Mopociuid meHTp. [lepconan mopociaoro 1meHTpy MOBHHEH BUKOHATH TEBHI
BCTYITHI MPOLEAYPH 0 TOYATKy MEPEeBOy. Y Ci BiIMIHHOCTI B OpraHi3ailii JOMOMOTH, JIarHOCTHII Ta
Tepanii MK MeTIaTPUYHUM 1 JOPOCIUM IIEHTPOM IMOBHHHI OyTH JETalbHO BUKJIAJIEHI B MHUCHMOBIH
¢dopmi 1 mpecTaBieH] NeAiaTPUYHOrO MAIIEHTOBI 1O IEPEBEACHHS B TOPOCIHH LEHTP.
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OcCKUIbKH KOKEH 4jieH Tpynu MB Moke mocnpusiTH Tpoliecy mnepeBoy, ¢axiBili 3 yCiX JUCIUILIIH,
MOB'SI3aHUX 3 MEIIaTPUYHOIO CIYK000, MOBHHHI CKJIACTH MUCHMOBI BUCHOBKH PO CTaH MHAalli€eHTa. Y
MepIIMi JIeHb HOoro mepedyBaHHS B J0pocioMy IieHTpi MB cHmiBpoOITHUKM OCTaHHBOTO TOBHHHI
NPUIUIATH TOCTATHBO Yacy JJIsl O3HaHOMJICHHS MallieHTa 31 ciyx0amu 1opocioro neaTpy MB.

Piunwmii orasig (piuna oninka)

JlaBHO BimoMoO, MO0 «e(EKTHBHICTH Tepamii Oe3MocepeHbO 3aleKUTh BiJ TMOBHOTH OOCTEKECHHS
XBOPOTO, a TAKOXK Oe3rnepepBHOCTI cipol KOpeKii mopymeHs TilecHUX (yHKIIN Ta X crabimizamnii Ha
HOpMaJIbHOMY piBHI» [33]. BeeocsixkHa oliHKa cTaHy XBOPOIO MOBMHHA MPOBOAMTHUCS MPH MEPILIOMY
HAJXO/KEHHI 1 1ajii MOBTOPIOBATHCS MOPIYHO [34].

Piynwmii ornsj BKiIrOUa€ HACTYIHI MYHKTH:

1. 30ip aHaMHECTMYHHMX BIJJOMOCTEH NHpPO BCi 3aXBOPIOBAHHS 1 BAXJIMBI MOAIl JKUTTS 3 4Yacy
nonepeaHpoi piuHoi omiHku. ([Hdopmallis mpo BaKIHMHAINI CKJIAJAETHCS MPU TEPIIOMY PIYHOMY
orysii. HeoOXiTHO peKOMEHIyBaTH OaThbkaM BHKOHYBATH JIITSM BCl IJITAHOBI HAI[IOHAJBHI BaKIIWHAIIIT
Ta MIOPiYHI BaKIMHAILII] B/l TPUILY).

2. TloBHe KTiHIYHE OOCTEKEHHS, BKIIOUYAIOYM PEECTPAII0 3pOCTY 1 MacH, a y JTITEH MOJIOAIIOTO
BIKY - OKPY>KHOCTI1 T'OJIOBH y BiJIIOBIAHKX JlarpamMax pO3BUTKY JUTHHH.

3. Ouinka ¢iziorepaneBToM, KU crenianizyotses 3 MB, Metomuku ¢izioTepamii, SKocTi Ta
4acTOTH ceaHciB (i3ioTepamii 1 3acTOCyBaHHSA pecHipaTopHoi (apMakoTeparii (Hampukiam,
OpoHXOIATaTOpH, JOpHA3a-anbda i iHrananiiai antubiotukn). [lepeBipka GyHKIIOHATFHOTO CTaHY i
YUCTOTU OOJIaAHaHHA Uil HeOynaiizepa. BukoHaHHA TecTy 0OOpPOTHOCTI 3 OpPOHXOAWIATATOPOM Y
MAI€HTIB 3 OPOHXOJIETEHEBOT OOCTPYKIIEI0. Y NESKUX LEHTPaX TaKOXX MPOBOAMTHCS PIYHHNA TECT IO
(b13MYHOMY HaBaHTAKEHHIO.

4. TlpoBeneHHs cmipoMeTpii y XBOPHX CTaplie 5 POKiB, BKJIIOYAIOUM BUMIp 00’€My JEereHb y
MIJUTITKIB 1 Jopociux. [IiIBHIyeThCS YacTOTa YCHINTHOI CIIIPOMETPii Y AiTel MOJIOJIIOTO BiKY.

5. OmiHKa HYTPUTHUBHOIO CTaTyCy IpOBOJUTHLCS JAI€TOJIOIOM, SIKMH crerianizyerscs 3 MB,
BKJIIOUAIOYM OOTOBOPEHHS HACTYMHHMX IHUTaHb: a) MOTOYHA JI€Ta; b) aJeKBaTHICTh 3aMICHOI Tepamii
MaHKpPEaTUYHUMH (epMEHTaMHU, BJKMBAHHS €HEPreTHYHUX 1 BITaMiHHMX J100aBOK, a TaKOXX pIBEHb
3HaHb IIOJI0 IIMX ACMEKTIB; C) MEepopajbHI XapuoBl J00AaBKU 1 rOJlyBaHHS 4Yepe3 €HTEPaJbHUN 30H]
(s1x110 mokazaHo); d) MoKa3HUK MacH 1 AMHaAMiKa HyTPUTHUBHOIO CTAaTyCy 3a MUHYJIHMH Jac.

6. Bu3HayeHHs yacy ydacTi COIialbHOTO MpalliBHUKA Ta / ab0 Mcuxosora, sSKIIO MOTpiOHA TXHS
JI0TIOMOT .

7. 30ip KpoBl Ul HACTYNIHMX aHali31B: MOBHA (hOpMyna KIITMHHHUX €JEMEHTIB 1 Ma30K; BMICT
3aji3a; craHAapTHI Mapkepu 3ananeHHs (Hanpukiaza, HIOE, C-peaktuBHuii 6110k, IgG); enexrponitu
CHUpPOBAaTKM KpPOBI, BKJIIOUAIOYM KOHIEHTpALlli HaTpito, XJOpUAiB, OikapOOHATIB, Kalblil0 1 MarHio;
IJII0K032; (DYHKIIT HUPOK 1 MEeYiHKH; BMICT XHPOPO3UMHHUX BiTaMiHiB A, D 1 E; nporpom6iHoBHii yac;
IgE, antutina no Aspergillus (PACT abo mikipHi TecTH i mpeuumitaT); aHTuTiaa 10 PS. aeruginosa
(SIKIIO MOKa3aHo).

8. Bu3HaueHHs HACTYIHUX MOKAa3HUKIB: (pekasbHa MaHKpeaTHyHa enacrasza | (TUIbKM y Malli€eHTIB 3
HOpPMAaJIbHOIO (DYHKIII€I0 MIAIITYHKOBOI 3aJ103M); (peKalbHa XUPOBa MIKPOCKOMis (Komporpama) 3a
HasiBHOCT1 OyAb-SIKUX O3HAK HYTPUTHBHOTO MOpYIIeHb Ta / abo ManbaOcopOlii; peHTreHorpadis
IPYIHOI KIITKH Ta YJIbTPa3BYKOBE JOCIHIKEHHS MEYiHKH; MMOCIBH 3 MOKPOTHHHS a00 KallUIbOBHX /
TOpPJIOBUX Ma3KiB.

9. IlepopanbHHUil TECT TOJEPAHTHOCTI TJIIOKO3W Y MalieHTIB 0e3 aiabery 3 MaHKPEaTUYHOIO
HegocTaTHICTIO ctapiie 10 pokis.

10. Orminka MiHepanbHOI MIUTPHOCTI KICTKOBOI TKAaHWHHU 3a JaHUMH CKaHYBaHHS METOJO0M
MO/IBIMHOT €HepreTHYHOT PEHTI€HOJIOT14YHO1 adcopOIioMeTpii.

JU1sa marieHTiB, K1 BIEpIe DOTPaIIN B IteHTp MB:

1. IloBTOpHUII TOTOBUIA TECT.

2. BuzHaueHHs reHOTUITY (SIKIIIO paHiIle He MPOBOIAMIIOCH).

3. IligTBepmKeHHs HETOCTAaTHOCTI MIiANUTYHKOBOI 3al03M, HaBiTh SKIIO MAI[lEHT BXe NpuitmMae
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MaHKpeaTnu4Hi pepMeHTH.

4. HajanHs miIroTOBJICHOT IEHTPOM JIiTepaTypH 1 3HAHOMCTBO 3 yciMa wieHamu rpynu MB.
DYyHKIIOHAJIbHI JIereHeBi TecTH

OyHKIiS JIETEHIB - BaXKJIMBUHA MOKAa3HUK TSHKKOCTI mepediry Ta mporunozy MB. CnipomeTpisi TOBUHHA
MMPOBOJIUTUCS HA KOXKHOMY KIIHIYHOMY BI3UTI 1 BKIIOYATH PEECTPAIII0 HACTYIMHHX IOKAa3HUKIB:
@XKEJI (popcoBana xuTTEBA €MKICTH JereHb), ODPB1 (00'em ¢opcoBanoro Buamuxy 3a 1 cexynnuy),
O®B max (mMakcumanbauil 00'eM (opcoBaHoro Buauxy), OPB25-75 (06'eM hopcoBaHOTO BUIUXY B
iHTepBani 25% 1 75% sxutTteBoi emuocti). ODBI1 € HaiOuIbm iHPOPMATUBHUM HPEIUKTOPOM
cMepTHOCTI [36] 1 BUKOPHCTOBYBABCSl B SIKOCTI T'OJIOBHOTO PE3YJIbTYIOUOI'O MOKAa3HHKAa B 0araTbox
KIHIYHUX JociikeHHsAX [35]. BumiproBaHHs IHIIMX TOKa3HUKIB (YHKIIi JIETeHb MOBHHHI OyTH
JOCTYITHUMH 1 TIPOBOJAATHCS BIAMOBITHO M0 KITHIYHMX IOKa3aHb. [lokasHWKW (QyHKIII JIereHb
3a3BHYAil BHPaXAIOTHCS Yy BIJCOTKAaxX BiJ MPOrHO30BAHOTO 3HAYCHHS;, PO3PAXyHKH MPOBOISATHCS 3
BUKOPHUCTAHHIM PErpeciiHuX pIiBHAHb, OTPUMAHMX Ha Marepiani eramoHHOi monyssmii. [Iupoko
BUKOPHUCTOBYETHCSI O€31iu pi3HUX perpeciiHux piBHsAHB. [loka3aHo, MO y XBOPHX Ha MYKOBICIIHI03
BUOIp PErpeciiiHOro piBHAHHA MOXKE€ BUSBUTH KJIIHIYHO BakJuB1 BiaMiHHOCTI B ODBI, BupaxeHi y
BIJICOTKaX BiJl MporHO30BaHOro 3HaueHHs [37]. CroromHi B €BpoIni BUKOPUCTOBYETHCS BEIHKE YHCIIO
perpeciiiHux piBHSAHb, y TOMY YHCII 1 JUig XBOpUX AUTSIYOro BiKy [38-40]. TSKKICTH 1 MIBHAKICTD
MIPOTPECYBaHHs 3aXBOPIOBAHHS MOXYTh BijoOpaskaTu BHOip perpeciiiHoro piBHsHHSA [37]. 3HMKEHHS
BiJICOTKA BiJl MPOTHO30BAaHOTO 3HAYEHHS MPH BiJICYTHOCTI 3HMXKEHHS B a0COTIOTHUX 3HAYCHHSIX MOXKE
CIIOCTEPITaTUCs Y MiUTITKIB, JUIS IKAX TUTSUi IPOTHO30BaHi 3HAUYEHHSI 3MIHIOIOTBCS Ha TOPOCITI.

Ponb TectiB QyHKIIIT IeTeHh Y HOBOHAPOXKEHUX 1 B PAHHBOMY JIUTSYOMY BiIll 3aJIMIIAETHCS HESICHOIO.
Y psal AOCTiKEHb BUSBICHI 3MIHM B IOKa3HHMKAaX OOCSTY JIETEHb I MAaKCHMAJIbHOTO BUIUXY, IO
BKa3ylOTh Ha PaHHIO OOCTPYKIIIO APIOHHX TpaxeoOpoHXiampHUX HUIAXiB. OIHAK 4yepe3 BiJICYTHICTh
CTaHJIAPTHOT'O YCTAaTKyBaHHS 1 METOAMK LI BUMIpU MOKH HE BUKOPUCTOBYIOTHCS B PYTUHHIHN MPaKTHII
[41,42].

IlepexpecHi iH(ekiii BHACIIAOK BUKOPUCTAHHS JIAOOPAaTOPHOIO OOJIAZIHAHHS ISl OLIHKM (DYHKIIii
JIEreHb JOBTUi 4yac Oyau cepio3HOI0 KIIHIYHOIO mpobiemoro. [Ipu BukoHaHHI (hOPCOBAHOTO BUAUXY
s Bu3HaueHHss ODB1 1piOHI Kparuii ceKpeTy 3 poTOBOi HOPOXKHHUHU 1 TJIOTKH, SIKI MOKYTb MICTUTH
OakTepii 1 BIpYyCH, PO3MOPOINIYIOTHCS ycCepenuHi oOnagHaHHSA. Y 3B'A3KY 3 IIUM PEKOMEHIYEThCS
MIPOBOJIUTH BUMIPIOBaHHS (PYHKIT JETEHIB y BEJIMKOMY 1 J00pe BEHTHJIBLOBAHOMY IMPHUMILIEHHI, 3
BUKOPUCTAHHSIM BHYTPIIIHIX (UIBTPIB, 13 3aCTOCYBAHHSAM METOIB MNPOPUIAKTHKU TEPEXPECHUX
iHGekuii [43] 13 rpynyBaHHSM NAli€HTIB BIAMOBIAHO J10 iX MIKpOO1OJOTIYHUMH CTATyCOM.

Bnepue niarnocroBani nanientu 3 MB

VY OubmiocTi mamieHTiB aiarHo3 MB BctaHoBmoeThest BikoMm 70 1 poky. Ilpotarom 24 ronun micist
HiATBEpP/KEHHs JiarHo3y Jiikap MB, BianoinanbHuUM 3a MEIUYHY JONOMOTY Malli€HTOBI, Mae
3yCTPITHUCS 3 TAIIEHTOM 1 oro OaTbkamu. JleTanpHe 1 IeiKaTHe MOsSICHEHHS J1arHo3y MOBUHHO OyTH
MPEJCTAaBICHO Y NPUCYTHOCTI 000X OaThKiB. IIpu oMy citifi 0COOIMBO aKIIEHTYBAaTH yBary OaThKiB
Ha TIOJINIICHHI MPOTHO3Y, IEPCHEKTUBU PO3POOKH HOBUX METOJIB JIKyBaHHS, HEOOXITHOCTI
TPUBAJIOr0 MEIUYHOrO CHoCTepekeHHs. HeoOXimHO MigKpeciIuTH, 10 TPUBAILY MEIUYHY JAOMOMOTY
HaJlaBaTUMeE CIeIiaTi3oBaHa KIIiHIYHA TPyTa, sKa Oy/ae JOCTyIMHA JUTsl KOHCYJIbTallil miyiogo0oso. Cif
Ha/JIaTH HOMEpPU KOHTAKTHUX TeledoHIB BiAMOBIAHMX uieHiB rpynu MB. HeoOximHo obcrexutn
MamieHTa JUIs OLIHKM TSDKKOCTI 3aXBOPIOBAHHS Ta YCKJIAIHEHb, a TAaKOX IHIIIIOBATU JIKYBaJIbHY
nporpamy. OOGOB'SI3KOBO MOTPiOHO MOYATH OCBITHIO Mporpamy 3 nuTanb MB mis GaTbkiB abo aist
maiieHTa i 0aThKiB, SKIO /1arHO3 BIIEpIE BCTAHOBJICHUN B Mi3HBOMY AuTsdomy Bimi [44]. Ocgita
MO>Ke MPOBOJAMTHUCS Mij yac rnepeOyBaHHs MallieHTa B CTAIliOHapi, il KepiBHUIITBOM Jikaps mo MB Tta
creliaii3oBaHoi cecTpu ueHTpy MB, abo Ha nomy, sikio nieHTp MB Mae BinnoBigHy iHQpacTpyKTypy
JIOTIOMOT Y TIalli€HTaM.

[HimianbHa OlIHKA MOBMHHA BKJIIOYATH pEeTENIbHUMN 301p aHaMHe3y 1 MOBHE (i3MKalbHE OOCTEXEHHS,
OLIHKY HYTpiTHBHOTrO cratycy Ta BuMip SaO2. Tectu ¢(yHKIII JereHb MPOBOAATHCS MAIliEHTAM
MoYnHaYu 3 5-6-piuHOro BiKy a00 B OUIBII MOJIOAIIOMY BiIll, SKIIO JO3BOJISIFOTH YMOBH.
BumMiproBaHHs Ta3iB B apTepiayibHIl KpOBi MPOBOIATHCS y MALlI€HTIB 3 03HAKaMHU 3HAYHOTO YPaKCHHS
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JIereHb. 3a TOKa3aMH TMPU3HAYAETHCA pPEHTreHorpadis opraHiB TPyAHOI KIITKH 1 CTapToBa
KOMITTOTepHa Tomorpadiss BUCOKOI pO3AUIbHOT 34aTHOCTI. TakoK HEOOXiMHO OTPUMATH KYJIBTypHU
MOKpPOTHHHSI a00 KallleJbHUX Ma3KiB. Y JESIKUX IIEHTpax y JiTeH, SKi HE MOXYTh BiJIKAILTIOBATH
MOKpPOTHHHSI, BHUKOPHUCTOBYETHCSI METOJl IHAYKOBAaHOI MOKpPOTHHHS a00 OpOHXO0aJIbBEOISIPHOTO
JaBay. AHaJIi3W KPOBI MMOBUHHI BKJIIOYATH O10XIMir0 (Y TOMY YHCII €JICKTPOJITH CUPOBATKH KPOBI),
MOKa3HUKK (QYHKIIi TMEYiHKH 1 HUPOK, CHPOBATKOBUH anbOyMiH, TOBHY (OpMylly KIITHHHHX
€JIeMEHTIB KpoBi, o1iHKy 3ropTanHs kpoBi (PT i PTT) i cupoBaTKOBi KOHIIEHTpAIlil KUPOPOIUYMHHUX
BitamiHiB A, D 1 E. ¥V roctpiii ¢a3i konnentpauii Taki nokasaukd, sk LLIOE, C-peaktuBHuit 6110k 260
IgG, MOXYTh BUKOPHCTOBYBATHUCS IS OIIHKM TSDKKOCTI 3ananeHHs. Ominka QyHKIIT MianuTyHKOBOT
3aJI03M TPOBOJMTHCS HA MIJICTaBl MOKA3HUKIB MaHKpeaTWyHoi (ekanbHOi enmactasu 1 JOOUHM 1
HassBHOCTI O3HAK I1HTECTIHAIBHOI MayibaOcopOIii 3a MaHMMH OJHOTO 3 HAMIBKUIBKICHMX METOJIIB
BHMIPIOBaHb, ONITUMAIILHO - METOJIOM 3-JA€HHOTO aHAIII3Y JKUPY B KaJll, SIKIIO TAKUHA MOXIJIUBUH.
OcBiTHs nporpama MOBHHHA MOYMHATHCA 3 JIOKJIAJHOIO OOrOBOPEHHS 3aXBOPIOBAHHS, BKIIHOYAIOUU
naTo(i3i0Norito, 3aJy4eHi OpraHu, YCKIaTHEHHS, OOTPYHTYBaHHS Teparii, TeHETUKY i IMpPOTHO3 B
acrmeKTi XBOpOOJHMBOCTI 1 BKUBaHOCTI. OcoOMUBY yBary ciifi NPUIUIATH KOPEKIii MOMHIIOK 1
KOHKPETHUX TIO000I0OBaHb. 3 IITBMH JIOCHTH JOPOCIIOTO BIKY MPOBOJSTHCS CIICLIaNbHI 3aHSTTS.
Bepbanbny iHbOpMaIlit0 peKOMEHAYEThCS MIAKPIIUIIOBATH BieoMaTepiaiamMu Ta Oykineramu. s
OTpUMaHHS JIOJAaTKOBOI iH(OpMAIlii CIiJI TOBIIOMUTH IALI€HTY 1 OaTbKaM aJpecH BiAMOBIIHHX
IHTEpHET-CaiTiB, OJHOYACHO 3al€BHHUBIIM IX, 10 WIEHH KIIHIYHOI Tpymu OyAyTh TOTOBI 1 B
MailOyTHbOMY BinmoBicTH Ha Oynb-sfki nHUTaHHSA. Jly)ke BaKJIMBO IJIKPECIIOBATH T'OTOBHICTh
criBpoOITHUKIB LIeHTpY MB npuiitu Ha JIOTIOMOTy Ta ix I[OCTyrIHICTB Juid KoHTakTiB. CiiJ HagaTtu
TeneOHHI HOMEpPH /ISl MOBCSKACHHUX KOHTAKTIB 1 Ui 3B'A3KY Y BHIIAJKy HEBIAKIAIHOI CHUTYaIlii.
Crparerito Tepamii HOTPiOHO MOSCHIOBAaTH B ONTUMICTUYHOIO MaHepi, MIAKPECIIOYN YCHIX Yy
3anobiranHi abo, K MiHIMyM, YIOBUIbHEHHI PO3BUTKY YCKIaJAHEHb. Takok HEOOXiIHO OOTOBOPUTH B
JIOCTYIHIN (opMi MOTOUHI Ta MaiiOyTHI HAIIPSIMKH HAYKOBHX JOCIIJKEHb, IO TOTIOMArae IiIBUIIIUTH
MOTHBAIII0O 1 Bcelsic Hamito. Moxke 3HamoOHMTHCS OOCTEXKEHHS BCIX YIIEHIB CIM'T ColiaJbHUM
MpaliBHUKOM a00 IICUXOJIOTOM.

3a HeoOXigHOCTI MOBMHHAa OyTHM HajJaHa BIANOBIAHA jgomoMora. BapTo 3aoxodyBaTH BiJKpUTE
oOroBOpeHHsI BcepeauHl ciM'i Ta KiiHIYHOI rpynu MB mnpoOnem, mop'a3aHux 3 Oe3nepepBHUM
CHUIKyBaHHSM 3 XBopuM MB. [lokazaHo mpoBeseHHs NOTOBUX Npo0 y cu6ciB. (BuzHaueHHs reHOTHITY
cHOCIB MOB'A3aHO 3 BAKJIMBUMHU €THUHUMH aCHEKTaMH, TOOTO BOHM NOBHHHI MaTH MPaBO BUCIOBUTH
CBO€ Oa’kaHHs 3 MPHUBOAY TOTO, YA XOUYTh BOHM 3HATH CBI M€HETMYHHUH CTATyC SIK HOCIiB MyTawii
MB, konu nogopociimawTh 1 0yayTh caMi HECTH BIANOBIIAIBHICTh 3@ CBOI BUMHKH). YneHaMm ciMei
XBopuXx Ha MB cnig 3amponoHyBaTH 3BEpHYTHUCS B TE€HETHUHY CIYXOy JUld peKOMEHJamii i
CKPHUHIHTY.

TepaneBTuyHa nmporpaMa MOBUHHA IUIAHYBATHCS 1 MOYMHATHCS HETAHO MICisl NepIIOro 0O0CTEXEHHS.
VY cxeMmy JiKyBaHHsS TAlllEHTIB 3 HEAOCTATHICTIO (YHKIIi MIJIUTYHKOBOI 3aJ103U OOOB'S3KOBO
BKJIIOYA€ETHCS 3aMiCHA Teparlis MaHKPeaTHYHUMHU (pepMEHTaMHU 1 Xap4yoBi I00ABKHU 3 )KUPOPO3ZUYMHHUMHU
BiTaMiHaMU. TakoX NPOBOJUTHCA KOPEKIis HYTpuTUBHOro nediuuty. [Ipu BUSBIEHHI O3HaK
ypaXKeHHs JIereHb (MIPOIyKTUBHHI Kalllelb, 3a/IMIIKa, TiNepiHIIALIs JIETKUX, HU3bKa caTypallis TOIIO)
3a3BUYail MpU3HAYa€ThCs BHYTPIIIHBOBEHHA aHTHO10TUKOTepanis. Aepo3oibHi GopMu OeTa-aroHicTiB,
aHTUOIOTUKIB 1 KOPTUKOCTEPOi[iB MpHU3HAYAIOTh Ha KOPOTKMM dYac abo MpOJOBXKYIOTh
BUKOPUCTOBYBATH OLIBII TPUBAIMMHU KypCaMHU 3a HassBHOCTI BIIOBIIHUX MMOKa3aHb.

Bci mamienTH moBuMHHI Matu BiacHi iHramsropu. I[lamieHtd Ta / abo iX OaTbku TMOBUHHI BMITH
KOPHUCTYBATHUCS 1HTaIATOpamMu. J[01aTKOBO HaBYalOTh MeToauKam (izioTeparnii, aJlekBaTHUM BIKOM
naiieHTiB. batbku crovaTky onaHOBYIOTh TEXHIKY (izioTeparii mig HaryIsaoM (axiBig, mepu HixX iM
MepeaacTbCsl BCA BIAMOBIJAIBHICTh 3a €W METON JiKyBaHHS. 3a HEOOXITHOCTI TICIS BUIMCKHU
namieHta 31 crauioHapy izioTepameBra I1eHTpy MB cmig 3B's3atHca 3 (isioTepaneBTOM,
pO3TalIoOBaHUM TTOPYY 3 MICIIEM MPOKUBAHHS TAIlI€HTA.

Bnepie niarnocroBasi qopocii nmanieHTu Ta XBopi 3 arunosumu popmamu MB
VY marieHTiB, SKUM JiarHO3 BIEpIIE BCTAHOBIIOETHCS B JOPOCIOMY Billi, 3a3BHYail BiA3HAYAETHCS
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JIETKUN TIepeOir 3aXBOPIOBAHHS 13 30€PEKEHOI0 30BHINTHLOCEKPETOPHOIO MAHKPEATHIHOI (PYHKITIEO.
VY TakuX MaIi€HTIB, K MPAaBUJIO, CAMITOMHU MEPCUCTYIOTh IPOTATOM 0araThboX POKiB O BCTAHOBIICHHS
IiarHo3y 1 BHKJIMKAIOTH y XBOPHX IOOOIOBaHHS y 3B'SI3KYy 3 HEBCTAHOBIEHOI iX MPHYUHOIO 1
BIJICYTHICTIO aJieKBaTHOTO JiKyBaHHs. JliarHo3 MB Moke BUKIMKATH IOKOBY €MOIIHHY PEAKIIIo y
3B'SI3KY 13 3arpo3010 MBUAKOTO CMEPTEIBLHOTO pe3ysbraTy. ToMy HEOOXiTHO PO3'SICHUTH BC1 IIOMIJIKH 1
CKOpUTYBAaTH HasBHI moOowBaHHsS. [lamieHTy HEOOXiTHO IOKIAIHO MOSCHUTH, MmO Take MB, i
obroBoputu ioro nporHos. [Ipu 1mboMy citiji BpaxoByBaTH Mi3HIN BIK BCTAHOBJICHHS J1arHO3Y, IO
9acTo TMOB's3aHO 3 OuTblI JerkuM mnepedirom MB. IlepBuHHY OIIIHKY 4acTO MOYKHA MPOBOJHUTH B
aMOyJaTOPHUX YMOBaxX METOJIAMH, SIKi 3a3BHYail BUKOPHCTOBYIOTBHCS JUIsl OOCTEKEHHS TeNiaTpUIHUX
naiienTiB. IlepBuHHA OLliHKAa MOBMHHA BKJIIOYATH BHMIPIOBAaHHS CHPOBATKOBOI KOHIeHTpamii IQE,
PACT i npeuunituniB mis BussiaeHHs ABJIA (a0o B SKOCTI CTapTOBHX BHUMIPIOBaHb), HOCTIIKCHHS
naHkpeaTuuHoi (yHKmii MeTogoM 72-rOAMHHOTO 300py 3pa3KiB BUIOPOXKHEHb ab0 METOAOM
BUMIpIOBaHHS (DeKaJbHOI MAaHKPEaTUYHOI enacTa3u 1, a TaKoXX MPOBEJCHHS TECTY Ha TOJCPAHTHICTh
710 TJIFOKO3HM Y TIALli€HTIB 3 BCTAHOBJICHOIO HEIOCTATHICTIO (PYHKIIT MiAIUTYHKOBOI 3am03u. [Ipu orinmi
TMAaIE€HTIB Y0JIOBIYOI CTaTi, SIKI HE MPOMIUIM paHile OOCTEXEHHs B KJIIHINI Oe3Iumiajs, MmoKa3aHUi
aHayi3 Ha (QEpPTHWIBHICTH (aHANI3 CIepMHU) 3 JOKJIAJHAMH PO3'ICHEHHSAMHU NPHYWH OC3ruIimaas i
JOCTYITHUX METO/IIB BiTHOBIIEHHS ()ePTUIHHOCTI.

Benenns nauienTiB 3 atunosumu popmamvu MB

ATunoBuit MB Moxe BUSIBIATHCS y AOPOCIUX TAIIEHTIB 3 JIETKMM 3aXBOPIOBAHHSM OJHOTO OpraHy,
HaAMpPHKIAJ, BPOJKEHOI OlnaTepanbHO0 amiasiero cim'siBuHocHoro npotoky (BBACII), cunycurtom,
nojiinaMu Hoca, Audy3HUMH OpOHXOEKTa3aMH, TOCTpUM ab0 peKypeHTHHM, abo XPOHIYHUM
naHkpearutoM [45,46]. JliarHo3 arumoBoro MB o3Hauae OuIbIl CHPUSTIWBHEA MPOTHO3 B aCIEKTI
TSKKOCTI Iepediry 3aXxBOpPIOBaHHS Ta CMEPTHOCTI, HIX JiarHo3 tTunoBoro MB. ¥V Bumnagkax BUSBICHHS
Tinpku oxHiel myranii TPEM posmmpennii anamis TPBM rena, crpsiMoBaHMiA Ha TMOIIYK JPYTroro
jerkoi Mytauii abo moximMopdizmy, Xou 1 HpeAcTaBise NMEBHUN akaJeMIYHUH IHTEepec, aje, Mo BCil
BUIMMOCTi, HE BXOJWUTH JIO YHUCIIAa MEIUYHHUX I10Ka3aHb, OCKUIBKM HAaBpSA YH 3MOXeE 3pOOUTH
CepHO3HMI BIUIMB Ha KJIIHIYHY JOTIOMOT'Y Malli€HTOBI.

[Mpubnu3no y 75% qonosikiB 3 BBACII BusiiseTbcst MiHiMyM ojHa TumoBa myTtaiis TPBEM [47].
Takum marieHTaMm ciil COYaTKy BHUKOHAaTH CKPUHIHI Ha HocilicTBo MB, a Bxke MOTIM HpPOBOAUTH
PeTpOIyKTUBHE JIIKYBaHHS; MPH [[bOMY HE MEHII BaXJIMBO, 0O CTAaTeBHH MapTHEP TAKOTO MaIli€HTa
TaKO’X MPOMIIIOB CKPUHIHT Ha MyTalito TPBM.

Tepamist aroniynoro MB noBunHa OyTy iHAMBIAyanbHOI. OHAK OYyXE BAKIUBO, 1100 11l MAIIEHTH
3aJMIIAINCS i peTeIbHUM HarJIAA0M Ui CBOEYACHOTO BUSBJICHHS Ta aJIeKBaTHOI Teparlii Oyab-sIKuX
YCKJIa/IHEHb Ha PaHHIX CTaligax 3axBoproBaHHs. [loku He OyayTh OTpHMaH1 JOJATKOBI BIIOMOCTI 11I0JI0
IIPUPOJHOrO TMepediry 3aXBOPIOBaHHA JIereHiB Npu atunoBoMy MB (i3ompoBani o3Haku MB mpu
BIJICYTHOCTI Takux 3axBoproBaHb, sk BBACII, nmankpeaTuT), Taki Hali€eHTH MOBUHHI 00CTEXyBaTHUCS
KOXHI 6-12 micsmiB B nentpi MB 1 moBimommatu B 1ieHTp MB mpo Oyab-siki HOBI auxanbHI a0o
racTPOIHTECTUHAIIbHI CHMITTOMH.

Bapricth Ta KagpoBe 3a0e3ne4eHHs 10IIOMOrd B yMoBax uenrpy MB

Maifke BCi meiaTpuyHi NAliEHTH YCHIIIHO JOXHUBAIOTh 0 J0pociioro Biky. ChoronHi namienta 3 MB
JOKUBAIOTh 10 4-T0 abo 5-ro aecatumiTTs. MB Ounbin He € QaTanbHUM 3aXBOPIOBAHHSAM JTUTSYOTO
BiKy. 3a0e3nedeHHs] BUCOKMX CTaHAApTIB JONOMOTM BHMMAara€ JOCTaTHbOI KUIBKOCTI MEpCOHAlTy Ta
BIJIMOBIAHUX YMOB JUIsi 0OCIYrOBYBaHHSI BEJIMKOIO YMCJIa MAall€HTIB, K1 CIIOCTEPIraloThCs B LEHTPI
MB. BapricTe 10MOMOTM KOXKHOMY HAallieHTy Oe3NnepepBHO 3pOoCTae B Mipy 30UIbLICHHS TEPMiHIB
BHYKHMBAHOCTI.

OcHoBHI BUTpaTu Jornomoru npu MB moB'szani 3 Ge3nepepBHUM 3aCTOCYBAaHHSIM IMPOTITOM YChOTO
KUTTS IOPOTUX JIKAPCHKUX 3ac001B, 0COOIMBO I TIepopaIbHUX, PU3HAYyBaHUX Yepe3 HeOymai3ep
1 BHYTpIIIHbOBEHHUX aHTHOIOTHKIB. [lokazaHo, 10 y mMamieHTIB 3 XpoOHIYHOIO iH(ekuieo Ps.
aeruginosa MPOTHO3 3HAYHO Tipiie, HiK y XBopux Oe3 1iei iHdexii [74]. Tomy mns epagukarii PS.
aeruginosa mpu nepuiomy iH(piKyBaHHI IMOKa3aHa arpecuBHA Teparlis IHraIAIHHIMU aHTUO10THKAMHU.
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[TamienTam 3 JerkuMm nepediroM 3axBOPIOBAHHS YaCTO IMPU3HAYAIOTHCS IOKUTTEBE 3aCTOCYBAHHS
IHTQIIHHUX aHTUOIOTUKIB 1 JopHa3u anb(a Ansd MiHIMI3alii Ta 3aTPUMKU TMPOTPECyBaHHS
3axBOprOBaHHA [75]. V Aeskux LEeHTpax CTaHJapTHA JOMOMOTY IMalli€eHTaM 3 XPOHIYHOK 1H(EKIIE
Ps. aeruginosa nependayae miopiyni 3-4-Mics4HI KypCH BHYTPIIIHBOBEHHOI aHTHOIOTUKOTEpAMil Jist
MiATpUMKH (QYHKIIT JIereHb [76]. Y 3B'I3Ky 3 IpOrpecyBaHHSAM 3aXBOPIOBAHHS 0araTbOM JOPOCITHM
marieHTam s TATPUMKH CTaHy 370pOB'Ss KIIHIYHO HEOOXiJAHI KypcH BHYTPIIIHBOBEHHOI
aHTUOIOTHKOTEpaIii Mo KiibKa pa3iB Ha pik. IlamieHTaM, sKi OYIKYIOTh TpaHCIUIAHTAIliIO, MOXHa
30eperTd  JKATTS  3aBASKM  YacTUM  TOCHITadi3amisM, Oe3nepepBHil  BHYTPIIIHbOBEHHIN
aHTUO10THKOTEpAIlii, KUCHIO B HIYHMM 4Yac, HEIHBa3UBHIN NUXalIbHINA MIATPUMII Ta TOAYBaHHIO Yepe3
30HA. BiamoBigHo BapTicTh NikyBaHHS npu MB BHSABISETBbCA ayKe BHCOKOIO, a HEJOCTaTHICTh
(dhinaHCYBaHHS 1 1ePIUT AKICHOT IOTTOMOTH MIPU3BOISATH JI0 IMOTIPIICHHS MPOTHO3Y.

VY IBOX IOCH/KEHHSX TPOBOAMIIACA IIUIECHPSIMOBAaHA OIliHKAa BHUTpPAT Ha HAJaHHS JOMOMOTHU B
auTsdoMy 1 gopociomy 1ieHTpi MB [77,78]. JlocmikeHHsT pO3pI3HSUIMCS 32 METOJOJIOTIEI0 OIIHKH
BUTPAT, OJTHAK PE3YIbTATH BHUSBIIIUCS OJHAKOBHUMHM - 3DOCTAHHS BUTPAT NPUHANMHI 3 OTTHOICHHAM
TSOKKOCTI  3aXBOproBaHHsA. XpoHiyHa iHdekmis PS. aeruginosa xopenmoBala 3 TPHPa3OBHM
30UTBIICHHSM BUTPAT 1 MOTIpHICHHSAM (QYHKIIT JereHb. Burpatu He 3poctany 3i 30UTBIIEHHSM BIKY
XBOPHUX TIPH BifCyTHOCTI iH(eKIil PS. aeruginosa i, sik 1e He JUBHO, HE 3aJISKAIN BiJl HYTPUTUBHOTO
cTarycy.

[Ipouec ¢inaHcyBaHHS IeHTpami3oBaHoi gonmomoru npu MB B pi3HHX KpaiHax Bapiloe B IyxkKe
MHUPOKUX Mexax. Lli BiAMIHHOCTI MOB'A3aHi 3 PI3HUMH CHCTEMaMH OXOPOHHU 3I0POB'S, KEPYIOUUMH
UM TpoIecoM. Y JOpOCIUX IHEeHTpax BenmkoOpuTaHii BUKOPUCTOBYETHCS PO3IMOALIFHA CHCTEMA,
NpUB'A3aHA O TSHKKOCTI 3aXBOPIOBAaHHS 1 cxBajieHa MiHICTEpCTBOM OXOpPOHHU 310poB's. OgHaK I
CHUCTeMa HE BHUKOPUCTOBYETHCS B MEAIATPUYHUX IEHTPax 1 3aCTOCOBYETHCA HE Y BCIX JIOPOCIUX
HeHTpax. BUSBISIOTHCS BemUYe3HI BIAMIHHOCTI y (DiHAaHCYBaHHI Ipylnl OKpEMHUX LEHTPIB B Pi3HHUX
kpainax: Jlauis - 6e3 oOMexeHb, BenmukoOpuTaHis - po3MojAlIbHA CHCTEMa, 3aJIeKHO B TSDKKOCTI
3axXBOpIOBaHHs, ABcTpaiis - OnouyHe (iHaHCYBaHHS BiJ cTallioHapy (HeaJeKkBaTHa cHcTeMa
¢inaHcyBaHHs), HimeuunHa - crpaxoBa cucreMa 1 wmicueBl rpynu miarpumku, CIIA - npusathe
CTpaxyBaHHs, cuctema medicare (st inBanifiB), Opranizanis MB (CF Foundation) y BigmoBigHOCTI
31 cTaHIApTaMHU MEIMYHOI JOTTOMOTH.

Po3paxyHok BUTpaT Ha yrpuMaHHs LeHTpy MB notenuiiiHo He Bukinkae TpyaHoIiB. KoxkeH nmarieHT
3a3BUYail peecTpyeTbcsl B €1uHIA 0a3l qaHux. [lalieHTH CcTpakaarOTh XPOHIYHUM 3aXBOPIOBAHHSIM 1
BUTPAaTH Ha KOXKHOIO MOXKHa KaTeropu3yBaTH BIANOBIAHO A0 MOTpeO Tepamii, fKi 3ajeXaTh BiJ
TSYKKOCTI 3aXBOprOBaHHs. Po3Mip mtaty, HE0OX1AHOTO JUIsl CTBOPEHHS MYJIbTHIAMCIUILUIIHAPHOL TPYyIN
MB, 3a1eXuTh Bi KIIBKOCTI MAIlI€HTIB, SIKi CIOCTEPIraloThes B IeHTpl. Piunuii O6romkeT nentpy MB
MOXXHa pO3paxyBaTd IUISIXOM IIJICYMOBYBaHHSI BUTpAT Ha TOCHITaNI3allil0, JIKapChKi 3acolu i
nepcoHai. Takuil MeToJ1 po3paxyHKiB J103BOJISIE CTBOPUTH OCHOBY Ul OpraHi3ailii mporecy po3noairy
BUTPAT TaKUM YHHOM, 00 3abe3rneuntd a0xiA. [lpu BiACYTHOCTI YHIBEpCalbHOI CHCTEMH
¢inancyBanHs neHTpiB MB BceperHi KOXKHO1T KpaiHu 1 MK KpaiHaMH 00CAT KOIITIB, 0 HAJXO/ATh B
neHTp MB, 3ajexuTh Bif MICIEBUX CTaHAApTIB (3a3BUYail - ypsaoBl JMoTarii abo 1HIWBIIyabHE
CTpaxyBaHHS KO>KHOTO XBOpOro). 3arajioM (piHaHCyBaHHS LIeHTpiB MB 3anuimaeTbes HeaJleKBaTHUM.
[TamienTr Big4yBarOTh ce0€ BMEBHEHWMH TIiJ] HATJISIOM MEIWYHOTO MEPCOHANTY, KWW, Ma€ JTOCBIN Y
Ha/IaHH] JIOMIOMOTH TPH 3aXBOPIOBAaHHI, Ha SKI BOHU CTpaXJaroTh. MYKOBICIIH/I03 € KOMIUIEKCHUM
3aXBOPIOBaHHSIM, TOMY JAOCBiJ 1 kBamidikamito B ramy3i MB mokHa npuadatv TUIBKM B Ipoleci
po6otu B nentpi MB. KinbkicTe mepconany ueHTpy MB 3amexurh BiJ uuclia MAaLi€HTIB, IO
CIIOCTEpIraloThcs B LILOMY LEHTpl. Tomy mpH 30UIbIIEHHI MOMYJALIi Mall€HTIB LUEHTPY BUHHUKAE
notpeda B pO3MIMPEHHI IITATY.

VY Tabnumi 9 HaBOAWUTHCSA KUTBKICTH MEPCOHATY, HEOOXiTHOTO JUIsi 0OciyroByBaHHs S50 MaIlieHTIB B
CHeLiali30BaHOMY JUTSIYOMY 1 CIHelialdi30BaHOMY JopocioMy IieHTpax MB BinmosinHo 10
pexkoMenanii ¢gaxisiis MB 3 Benukobpuranii [6]. HemocTaTHiCcTs pecypciB 3a3BU4ail MpU3BOAUTH 10
HEMOKJIMBOCTI JOCATTH PEKOMEHAOBAHUX HP.
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Taboauus 9. IlepeadauyBaHa KiJbKiCTh NOBHMX THMYACOBHMX €KBIBAJIEHTIB MepcoHaTy,
HeOoOXiZHUX IJIF HATAHHSA MOBHOIIHHOI JOIOMOI'M KO:KHHM 50 manicHTam

T1E T TP a—— Cneuianizonaﬂnﬁ Cneuiani,’.uOBaHnﬁ
AUTSYMI HEHTP | AOPOCIUI HEHTP
KoncynpTanT 1 0,5 0,5
KoncynpranT 2 0,2-0,3 0,2-0,3
Perictparop (craTtucr) 0,4 0,6
ApxiBapiyc 0,5 0,5
CrientianizoBaHa MeIM4Ha cecTpa 1,0-1,5 1,0-1,5
dizioTepaneBT 0,5-1,0 1,0
JlieTonor 0,4 0,4
ComianbHHIA TTPAIiBHUK 0,4 0,4
IIcuxomor 0,4 0,4
Cekperap 1,0 1,0
dapmarieBT 0,3 0,3
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Management Board of Royal Brompton & Harefield NHS Foundation Trust. 2014

Komenmap pooouoi epynu:
Poboua epynna esasicae ooyinbHum exmouumu @Gpacmenm Gopmyaapa nikapcokux 3acodié 0nsi 6edeHHs nayieumie 3 MB, ockinvku

npeocmasieHHs nepeniky JiKapcbKux 3acobisé i3 3a3HA4eHHAM O003V8aHHs | CXem Nputiomy 6i0No8iOHO 00 KIIHIYHOI cumyayii moodice Oymu
KOPUCHUM OJIs1 KOPUCMYBAYI8 OAHOI a0anmosanoi KiiHiuHOI HACMAaHOo8U.

OOPMVYJISAP JIIKAPCBKUX 3ACOBIB

JlikapchKi 32c00M 118 INXAJIbLHUX NIISIXIB

[Tpu MmyKoBiclM1031, aHTUOIOTUKY 3a3BHUYaid BBOJSTH B OLIBII BUCOKIH /1031 1 POTSTOM OLTBII TPUBAJIOTO NEPIOY, HIX Y BIACYTHOCTI TaKOT0, 3 TPHYHH
(apMaKOKIHETHYHUX BIIMIHHOCTEH, a TAKOXK HABHOCTI CYIYTHIX 3aXBOPIOBAHb JIETEHIB.

IlepopajibHi aHTHOIOTHKY - TPODIIAKTHYHI /103H TEPOPAIbHO

AsutpomimH | [TepopabHo <15 kr: 10 Mr/kr pa3 Ha JeHb PimeHHs KOHCYIBTaHTA Ilomenuiitno renaro- i
15-40 xr: 250 Mr pa3 Ha IeHb OTOTOKCHYHO, aJIe, IK
>40 xr: 500 Mr pa3 Ha IcHb NpaBuIo0, Ay:Ke J00pe

nepeHocurTscs. Moske
BUKJIMKATH 3He0apBJICHHS
3y0iB i s13uKa

Ko- [lepopanbha 2 micsui - 2 poku: 0,15 Mi/Kkr ABa pa3u Ha IeHb; | BUKOpHUCTOBY€eThCS IpH NoraHii
AMOKCHKJIAB  |CyCIIeH3isl 2-6 pokiB: 2,5 MJI JiBa pa3u Ha JICHb nepeHocuMocTi DiryKiokcanuiiny abo
400/57 7-12 pokiB: 5 MJI J1Ba pa3u Ha JICHb IIPH PETYISAPHOMY pO3BUTKY Tpumy H. Ha
(AyrmeHTHH CMaK Kparie, Hixk DyKiioKcauiiy, ane
Hyo) MOJKe 3HeOapBHUTH 3yOu.
Heo0xinHo YHCTUTH 3y0H micias
npuiiomy
Ko- [lepopanbha <1 r: 0,25 MI/Kr (MAaKCUMaIbHO 5 MII) 1Ba pa3u
AMOKCHKJIaB  |CYCHEH3is Ha JICHb

125/31
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Ko- [lepopanbha 1 - <6 pokiB: 2,5 M

AMOKCHKJIaB  |CyCIICH3is JIBa pa3u Ha JICHb

250/62 6-12 pokiB: 5 MJ 1Ba pa3u Ha JeHb

Ko- [epopanbHi > 6 pokiB: 1 Tabnerka (375 Mr) aBa pa3u Ha
AMOKCHKJIaB  |TaOieTKu: JIeHb

250/125

MMEPOPAJIbBHI AHTUBIOTHKM - JIIKYBAJIBHI 1031
PireHHs 11010 MpU3HAYEHHS 3aJICKUTH Bil:

* IloToyHOrO KJIIHIYHOTO CTaHYy.

* Tlorounux i MUHYIUX MIKpO(IOpH Ta 11 UyTIAUBOCTI 10 aHTHOIOTHKIB.

* Icropii XBOpOOH JIFOAMHHU.

* Bimomux ajlepriyHux peakxiiii abo HEEepPEeHOCHMOCTI.

AzuTpOMIIIH [lepopansHO 10 mr/kr pa3 Ha ieHb MakcuMmanbHa |S aureus, H influenzae i 10 quis
no3a 500 mr mycoplasma NMOKPUBAIOTH
[MPUMITKA no3a Binpi3HSAETBCS BiJl npudm3Ho 1
PO LITAKTHYHOI 1 IOBTOCTPOKOBOI. MicsLb.
Xnopamdenikon  |[lepopanbHo >1 micsip PosrnsnyTtu 3 [ToTpiOeH noBHMI aHaNi3 KpoRBi Ha 21 2-3 TKHI

12,5 Mr/xr 4 pasu Ha JIeHb
[HOMI BUKOPUCTOBYIOTH

25 Mr/kr 4 pa3u Ha JICHb
(MakcuManbHa 1032 4 T/71eHb ).

S maltophilia,

P aeruginosa,

B cepacia,

S aureus i

y Oe3HaliHOMY CTaHi.

JIeHb, KO KypC JTOBIIE 3 THXKHIB.

B nanwmii wac mgyxe goporo (£ 400- 1500
£ 3a TBOTIXXHEBUI KypC)

Baxano okpyriuTyu 103y 10 1inoi
KinpKocTi Karcya. Kancynu moxHa
BIJIKPUTH 1 BMICT 3MIIIIATH 3 BOJIOIO a00

[moMapaH4YeBUM COKOM 1 BBECTH BiJipasy.
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Hunpodokcammu  |[lepopansHo <1 micsaup 15 Mr/kr aBa pasu Ha ITepopanbuuit 3 TizkHi Aois1 1 Bugisienns. Pimenns
JICHb; AHTUCUHBOTHIWHUI MpenapaT |KOHCYJIbTaHTA.
>1 micsm: 20 TrepInoi JiHii. Bucoka MIEPEBUIIY€ TIEH TePMiH.
MI/KT IBa pa3u Ha ICHb e(EeKTHBHICTb. Takox BUKOPUCTOBYETHCS TS
(MakcumanbHa 103a doToceHCHO1TI3y Y. nikyBaHHsI NTM - piuenns
750 Mr 1Ba pa3u Ha JICHD). Crinx nonepennTH NAli€HTa  |KOHCYIbmanmad.
3 obepexHicTIO YHUKaTH COHSAYHOTO CBiTIA.
y pa3si, SKII0 CoHIle3axucHU KpeM
nepes UM BUKOPHUCTOBYBAIINCS CJIiZi BUKOPHCTOBYBATU
MPOTATOM HACTYITHHUX TPHOX BIITKY 2060
MiCSIIIiB y BiJITYCTIIi MPOTATOM
4yepe3 pU3uK 4 THXHIB MICIIS
PE3UCTEHTHOCTI 3aKiH4YeHHs Kypcy. boumi B
cyriobax iHOAlI MOXKYTh
03HAYaTu PU3HK
TEHAWHITY Ta PO3PUBY
CYXOXKHJIIIS - CITiJ] PO3TJISIHYTH
MUTAHHS PO TPUITMHEHHS
Tepanii. Moioko 3MeHIye
abcopouiro. Ciigy yrpuMaThcs
BiJ B)XMBaHHS MOJIOKA 3a
MIBFOJIMHY JI0 1 IPOTATOM
IiBTOJIMHY TTiCIISt TPUHOMY
nUIpoQIIOKCaIIUHY.
Knaputpomitua  |IlepopanbHo <8 kr - 7.5 MI/KT J1Ba pa3u Ha JeHb | binbin moctymnHa 1 Micspb
8 — 11 kr — 62,5 mMr /1Ba pa3u Ha JAEHb |aJbTepHATHUBA BxuBatu 3 00epexHICTIO, OCKIIBKI

12 — 19 kr — 125 mr aBa pasu Ha JieHb
20 —29 kr — 187,5 mr 1Ba paszu Ha
JI€Hb

30 — 40 kr — 250 Mr f1Ba pas3u Ha IeHb
(stxto >12 pokiB MOKHA 301TBIIATH
10 500 Mr 1Ba pas3u Ha JAEHB, SKITIO
HEO0OXi/THO).

azuTpoMinuHy. Moxe
BHUKJIMKATH 3y0iB Ta sI3UKa
3HeOapBICHHS

MOYKJINBA B3a€MOIsS
3 JeAKAMHU IIpernapaTaMy, HalpUKIIa
iTpaKkoHa3oJ, pudpadyTuH.
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Ko-amokcukias IlepopansHa 2 micsi - 2 poku: 0,3 mu/kr aBa pasu |[Ipu S aureus i H influenzae  |IIpuiiHsTHIIIE BUKOPHUCTOBYBATH 1 micsnp
400/57 CyCIIeH31s Ha JICHb; BixuBaTH 3 00epexHICTIO tabneTku Ko-amokcukiasa 625 mr B
(AyrmeHTHH 2-6 POKiB: 5 MJI Ba pa3u Ha JICHb TIPH CYITyTHIX TIOPiBHSAHHI 3 TBOMA TabyeTkamu 1o 375
Hyo) 7-12 pokiB: 10 mu1 1Ba pa3u Ha IEHb | MYKOBiCLIUIIO3Y MT, 1100 3MEHIIUTH TPUHOM
3aXBOPIOBAHHAX MEYiHKH. KJIaBYJIaHOBOi KUCIIOTH.
Ko-amoxcukinas [TepopansHa 1 - <6 pokiB: 5 MJI TpHU pa3u Ha ICHb
250/62 CyCHeH3is 6-12 pokiB: 10 M Tpu pas3u Ha JeHb
Ko-amokcukias [Mepopanbhi > 6 pokiB: (TabneTku 625 mr) 1
500/125 TabJIeTKH TabJIeTKa TPU pas3H Ha IeHb
Ko-tpumokcazon  |[lepopansHo 6 THKHIB — 5 MicawiB: 120 Mr Ba pa3u Ha JieHb 6 MICAIIIB - 5 3acTOCOBYBATH MEPEBAYKHO TIPH S 1 Mmicsip
pokiB: 240 Mr aBa pa3u Ha JieHb 6-11 pokis: 480 Mr 1Ba pa3u Ha maltophilia. ITixTpumyBaTH BBeICHHS
neHb 12-18 pokis: 960 mr 1Ba pa3u Ha JIeHb. JIOCTATHBOI KUTBKOCTI pignHu. JlikyBaHHS
Mae OyTH IPUIIMHEHO, SKIIO
PO3BUBAETHCS 3aXBOPIOBAHHS KPOBi 200
Bucwurl. [lopanuTy mamieHTOBI
MOBIJOMJISITH TIPO Oy1b-SIKUI BUCHIT, O1JTh
y ropumi i 1uxomaHnky. He 3acrocoByBatu
IIPY HAsIBHOCT1 BaYKKOT XBOPOOH TEUiHKH.
JIOKCHTIMKITIH IIepopansHo > 12 pokis: 200 Mr pa3 Ha AeHb B Mosxe OyTH KOpUCHHN TIpH [amienTr MAE Oytu crapmie 12 pokis 2-4 TiokH1 (MOXe

nepmmii 1eHb, notiM 100 Mr pa3 Ha
JIeHb (TIpy HeO0OXiTHOCTI MOXKHA
migaaTy 70 200 MT pa3 Ha ACHB).

Smaltophilia, B cepacia i
METHUIHITIH-CTIHKOMY
30JI0TaBOMY CTa(pIIOKOKY
(MP3C).

Piwenns xoncynromanma.

(depe3 3MiHHU KOJIBOPY 3pOCTar0uuX 3y0iB
i xictok). [TpuiiMaTu ctosun abo cuasaun
npsiMo, B 200 mit Bou (11100 YHUKHYTH
MOJIPa3HEHHsI CTPABOXOJY).
CBITIIOUyTAMBICTE (JUB.
IHTIPOITOKCATIVH).

OyTH
BHUKOPUCTaHUN
JIOBIOCTPOKOBO
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ETtam0OyTon IlepopanbHo 15 mr/kr pa3 Ha eHb (MakcHManbHa J103a 1,5 T pa3 Ha IeHb) Piwennsa xoncyromanma -
3ape3epBoBaHO st JikyBaHHSI NTM
Hus. mopatox Il
MowitopuHr - ['ocTpora 30py
Jlinezomizg IIepopansHo <12 pokig: 10 mr/kr (MakcumanbHa mo3a 600 Mr) Tpu pasu Ha AeHb. |Ocmanus ainis npu MP3C abo JIBa TrKHI

>12 pokis: 600 Mr 1Ba pa3u Ha JACHB.

St. aureus, axwo nayienm ne noxasas
peakyito Ha 36UYALIHI Npenapamu,
Hanpukiao, 8UCOKy 003y
@ayrknokcayuniny, pugamniyuny,
@y3udiesoi kucromu.

Piwenns xoncynomanma.

Kypcu 6invw 28 ouis npuzeodams 0o
puU3UKY ONmu4Hoi Hetiponamii, uepes ye
nayieHmu Ha 4-mudicHegomy abo
NOBMOPHOMY KYPCI MAlOmb npotimu
0271180 0PMATLMON02A HEeped NOYAMKOM
nepuiozo Kypcy i KoocHi 2 micayi nicis
3axinuenns. Ilocmapaiimecs
npuznayamu 2 mudgicnesi kypcu. Ilo
MOodHCIUBOCE, nONepedbime NayicHmis,
wob 80HU He2alIHO NOGIOOMASIU NPO
0y0b-5Ki 8I3YANbHI 3MIHU, HE3ANENCHO
810 MpUBAIOCMI NIKYBAHHSL.
llepesipsmu pozeopnymuti ananiz Kposi
UJOMUIICHSL.
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Pudamminua

IlepopanbHo

10 mr/kr (MakcuManbHa 103a 600
MT) ABA Pa3d Ha JAeHb.

Hpyra ninis mpu St. aureus.
3a3Buyaii 1a0Th 3
(y3UIi€BOIO KHCIOTOO.

[puiimartu 3a 30 - 60 xBuIHH A0 TXKi. JBa TroKHI
Piwenna koncyromanma. Jus.

IIpu HasIBHOCTI TSDKKOI XBOpOoOH medinku | JlogaTok
3aCTOCOBYBATH 3 O0CPEIKHICTIO. I
3BepHITh yBary, pudaMminuH B3aEMOIie 3
OaraTpma npenapaTamu (y TOMY YHUCII 3
ITPaKOHA30JI0M, BOPUKOHA30JI0M,
XJIOpaM(EHIKOJIOM).

[IepesipTe B3aeMoIii 3 IEpOPATEHUMHU
KOHTPaLENTUBAMH.

Mooxe BUKIMKATH Y€pPBOHE 3a0apBIICHHS
ceul, CJIi3 1 CIIMHU.

IHT AJISALIMHI AHTUBIOTUKH

AMiKanuy HeOymizoBanuit  |6-12 poxkie: 250 Mr fBa pa3u Ha JcHb. Mo:kHa 101aATKOBO PO3BOAUTH iH'€KIiI0

(3 B/B po3unHy) > 12 poki: 500 mr aBa pasu Ha JeHb. HaTpio xjopuay 0,9%

AmdorepunyH HeOynizoBanmii (<10 pokiB: 5 MT JiBa pa3u Ha JICHb. [Tpu xpoHiuHOMY Pimenns koHcynbpTanTa. Bukopucroyiite 1

(dbyHrizon) > 10 pokiB: 10 Mr 1Ba pas3u Ha JIeHb. acmepriipo3i. (hnakoH B JIeHb, TPUMANTE PO3UMH, 10
Pos6asnenns. 50 mr B 10 M Bogu. 1106 3aJIMIIUBCS, B XOJOAUIBHUKY. Hemae
OTPUMATH 5 MT 1034, BAKOPUCTOBYIOTH 1 MII HEOOXiTHOCTI BUKOPUCTOBYBATH JOPOTi
OT'0 PO3YMHY 1 PO3BOASTH 3 2 MIT BOJH JinocoMainbHi penapaTH, AKIIO TITbKY Hali€HT
(MiHIMaITEHUH OOCST ISt PO3MWICHHS 3 MII). HE NIEPEHOCUTh CTAaHAAPTHUH MpenapaT uepes

Jly’)K€ HETIPUEMHUI CMaK.
Hedrazuaum HeOyizoBanuii |1 Mr aBa pa3u Ha JIeHb. ITpu B cepacia. dyxe Piwennsa koncynomanma.

Po3baButu 1 1 iH'exmil

3 3 MJI BOIM IS 1H'€KIIH

HEIIPUEMHHN CMaK.
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KonoMinna® Aepo3oiib <8 pokis: 1 000 000 omuHuIb 1Ba pa3u HA eHb | BbpoHXOCHa3sm Moxke OyTH 3rigno 3 BH®x, no3a qis miteit Big 1 micsis g0 2
(KomicTun) >8 pokis: 2 000 000 oguHMIIb ABa pa3u HA ACHb  |3MEHILICHHUI IIUIIXOM a) pokiB - 0,5-1 MOn
1,000,000 omuaunps = 1 mera oguauIs (MOmn) pO3BEIEHHS BOJIOIO, 1 0) mepen
BBE/ICHHSIM JI03H 3
OpPOHXOJITUKOM.
1-a mo3a BBOIUTHCS B JIiKapHI,
JI0 1 TiCTst JO3U TPOBOAUTHCS
CHipoMeTpis.
I'entaminuy (3 B/B |HeOymizoBanwuii |<2 pokiB: 20 Mr 1Ba pa3u Ha JICHb. VY nedxkux BUMaaKax J03a [ocriitHo Oinble HE BAKOPUCTOBYEThCS. AJie
PO34HHY) 2-8 pokiB: 40 Mr 1Ba pa3u Ha JCHb. MOXe OyTH KOJIM BHKOPUCTOBYETKCS, TO Y TIOETHAHHI 3
> 8 pokiB: 80 Mr ABa pa3u Ha JIeHb. MOIBOEHA AHANI3M KPOBi HE  |TTOJIOBHHOIO /03U KOJIICTHHA - IX MOYKHA
000B'A3KOBI. 3MIIIATH pa3oM (BUKOPHUCTOBYBATH HETANHO).
MiHiManbHHIA 00CST JUIS PO3NUICHHS 3 MJT
Meponenem (3 B/B  |HeOymizoBanmii |6-12 pokiB: 125 mr aBa pa3u Ha IeHb. Possenite 500 mr ¢aakon 3 10m1a 0,9% po3uuny
PO3UHHY) > 12 pokiB: 250 Mr Ba pa3u Ha JICHb. HaTpito xyuopuay (30epirati 3aaumok (rakoHa B
XOJIOJMITBHUKY TIpOTATOM 18 ToanH).
TobpaminuH - [Hramauiigo 112 mr (4 x 28 Mr Karncymm) JBa pa3y Ha JIeHb 3a PimenHs koHCynbTaHTA.
TOBI Podhaler® |(mopomkoBuii  |zonomoroto podhaler mig gac Jlo3u moTpiOHO BAMXATH 3 IHTEPBAIIOM HE
THTAJISITOP) JlieH30BaHMH TIBKY JUIsL AiTEH cTapiie 6 poKiB MeHie 6 rojuH, 6axano 12.

BHYTPIILIHBOBEHHI AHTUBIOTUKH

Pimenns moa0 npu3HaueHHs 3aJI€KUTh BiJI:

* [loToyHUX 1 MUHYJIUX MIKPOOPTaHi3MiB Ta X YYTIMBOCTI O aHTUO10THKIB.
* IcTopii xBOpOOU JIFOAUHHU.
* BigoMux anepriyHux peakuiit a0o BUIAAKIB HEIIEPEHOCUMOCTI.

[NPUMITKA:

a) 3ABXK/IU naetbcs 1Ba aHTUCHHBOTHIMHUX aHTUO10THKA 3 PI3HUX KJIACIB, BUHSTOK MOXYTh CTAHOBUTH TUIbKH NPU3HAYEHHSI KOHCYJIBTAHTIB.
6) Bucoka n03a ¢urykiokcauiiny 3a3Buuail 1aeTbesi HEpopalibHO, OCKUIBKU pyHHYE TpyOKy 1 100pe morinuHaeTbes nepopanbHo. [puiimaroTs 3a
YMOBYAHHSM, KOJIHM TAI[IEHT MEPEHIC 30JIOTUCTHH CTa(iIOKOK B MUHYJIOMY POIIi, ajie TPUHOM JIJIsl iHIITUX TAIIEHTIB CJIiT OOTOBOPHTH 3

KOHCYJIbTAHTOM.

B) Kparoro BizmpaBHOIO KOMOIHAIIIEIO HAOCIII € MEPOTICHEM (Kpallle MOKPUTTs cTadisiokoka) abo nedrazuaum (abo a3TpeoHam) TUTFOC TOOpaMilluH
(reHTaMIiIUHY CIIil YHUKATH Yepe3 IiIBUIIEHY HUPKOBY TOKCHYHICTh 1 MEHIII CIPUATINBY MiHiManbHy KoHIeHTpauito (MIK/MIC) mtoc
nepopaabHu (QITYKIOKCAITUITIH/KO-aMOKCHKJIAB.




r) TpuBasicTh Kypcy 3aB#IAM MIHIMYM JIBa THKHI.
1) Bynbre o06epexHi 3 IepIIMMU 103aMH, OCKUIBKH MOXKE 3'SIBUTHUCS PANTOBA TSDKKA TIEPUYTIUBICTD.

e) OkpyrasaTy 103U B OLIbIITY 200 MEHIITY CTOPOHY JUISI TTOJIETIIICHHS BBEJICHHS, OCOOJIUBO JJIs IOMAIIHIX B/B a/0.
€) AHTHOI0TUKY MOXYTh 3HIDKYBAaTH (DYHKIIIIO MTEUiHKH 1 HUPOK. Po3paxoByiiTe 103y 3 00€pEKHICTIO MPH CYMYTHIX MOPYILICHHSIX.
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CIVAS (LlenTpaJjizoBaHa ciy:k06a BHYTPilIHbOBEHHUX BeJI€Hb)
[Ticnst mosiBM B/B aHTHOIO0THUKIB PO3paxoBaHi pO3IIICHI 1031 sl a3TpeoHaMmy, e Tazuaumy, MeporieHeMy, MminTa3o0akTamMmy, METPOHIIA30ITy 1
KOJIICTIHY, 00 MOJIETIINTH PO3PaxXyHKHU IS IEPCOHANY 1 3MeHIHTH Binxoau. Jus. Humkue tadbmmmi 103 CIVAS. Le IYXE BaxmuBo s

crniBpo6iTHHKiB Kbb.

(MakcumanbHa 71032 9 T/71eHb).
MoHa BUKOPUCTOBYBATH 3arajibHy
JI03Y B JIBa IPUHOMH B JOMAIITHIX
yMOBax.

TePIIii ii.

AMiKanyH B/B 30 Mr/kr pa3 Ha JieHb (MakcuManbHa  |[HQY3is mpoTsrom Oinbiie 30 XBuinH. |AMiHOTIIIKO3UAM | BUKOpHCTOBYBaTH TITBKH MpH
no3a 1,5 T pa3 Ha 1eHb) PiBens uepes 23 roauHU TiCIA HasSBHOCTI CTIHKOCTI 0

BBeneHHs 1-1 mo3u (TooTO, 10 2-i ToOpaMinuHy ab0 TeHTaMIiluHY.
JI031) TIOBHHEH OyTH <3 MTI/. Posbasnenns. 0.9% HaTpis XI0pUI.
[ToBTOprOBaTH MiHIMYM KOHI 7 JTHIB. BukopucToByeThCS IS IOYATKY
SK110 piBeHb MiTHIMAEThCS, nikyBaHHSI NTM - piwennus
MMPOITYCTUTH nactynny no3y i KOHCYIbImanma
yIIpyre BUMIPSITH, 3HIDKYBATH JI03Y Ha
20%.

Hedrazumum B/B 50 MI/KT TpHY pa3u Ha JeHb PanToBa rinepuyTiuBicTh IpH Ledanocnopyan  |3BUUaiiHe po3BEJCHHS: BOJIA JUIs

1H'EKIIN.
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Jlinesomig B/B <12 pokis: 10 Mr/kr [adysis mpotsrom 30 - 120 xB. Okcazoniginonn  |[lo MOKXIHMBOCTI, 3aCTOCOBYBATH
(makcumanpHa 1o3a 600 mr) Tpu pasu | [lepeBipsaTy po3ropHyTHIA aHATI3 nepopaissHO. B iHIIOMY BUTIAAKY
Ha JIeHb. KpOBI IIOTHXKHSL. NEPEeTBOPUTH HA IEPOPATIBHY
>12 pokiB: 600 Mr gBa pas3u Ha eHb. |TiTbKHM 3a pillIeHHAM KOHCYJIbTAHTA, ¢dopmy, konu nokazaHo. OctaHHs
OCKIUIBKHM KypcH > 28 IHIB IPU3BOJASATH ninist mpu MRSA abo St. aureus,
JI0 PU3UKY ONTHYHOI HEeHponarii, SIKITIO TTAIIIEHT HE TIOKa3aB
yepes 1e MaIi€HTH, K1 IOMICSIs peaxilito Ha 3BUYAliHI TTPETapaTy.
npuiiMaroTh JliHe30mia K
JIBTEPHATHUBY, MAOTh POUTH OIS
o TampMoIIOTa Iepe T MOYaTKOM
MEPUIOTo Kypey i KOXKHi 2 MicsIi
TiCJIs 3aKIHYEHHSL.
[To MoxkTUBOCTI, TIOTIEpPEBTE
Marfi€elTiB, 100 BOHU HEraiiHo
MOB1TOMJISUTH TIPO Oy b-sIKi Bi3yasbHi
3MiHH, HE3AIEKHO BiJl TPUBAIOCTI
JIIKYBaHHS.
Meponenemu B/B 20 - 40 mr/xr 1Ba pas3u Ha JCHb [MomupeHni rojiosHi 6o, Kapbanenemu 3BUYaitHe PO3BEACHHS: BOJA JIJIS
(MakcumanpHa 103a 2 MT' TpU pa3H Ha H'eKIIiH.
JICHB ).
Telikoruianig B/B 10 Mr/xr (MakcuMaasHO 400 MT) Mo>xHa 1aBaTH K TOBLIBHUN [mikonernrruau Piwenns koncynomanma.
KOXxHi 12 roguH Ha 3 puiioMu Ooroc abo iHPYy3iro mpoTsrom 30
(HaBaHTa)XyBaJIbHA 71032) XBUJINH
nam 10 mr/kr (MakcuMasbHa 103a
400 Mr) pa3 Ha JCHb.
Tobpaminux B/B 10 mr/xr na ness B OJTHIA JO3I [ady3is npotsirom Ginbie 30 XB. Awminorniko3umu | 3euuatine possedenns: (.9%

(MakcumarpHa J103a 660 MI/IeHb)
SKio nonepeaHii Kypc migHsB
MiHIMaJIbHUN PIBEHb, 3HU3UTH 103y
Ha 20%

PiBenb uepes 23 roauHu micins
BBeleHHA 1-i qo3u (ToOTO, MO 2-1
JI031) TIOBUHEH OyTH <1 Mr/1.
[loBTOproBaTy MiHIMYM KOXHi 7
THIB. SIKII0 piBEHD MiTHIMAETHCS,
IMTPOITYCTUTU nmactynHy 03y i
YApPYTE BUMIPSITH.

Hampis Xa0puo.

HE IIPU3HAYATH L{IO J]O3Y
JIITAM, AKI HE XBOPIFOTh HA
MYKOBICLJH]O3
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Jo3zyBanns antudiorukiB CIVAS B 3aiexHocTi Bin MacH Tina mamienra

Posmozin 103 Ta iHTepBaNH, 3a3HaYCHI HIDKYE, MOKYTh OyTH HEMPUAATHIMH VIS TIAIIEHTIB 3 HUPKOBOIO Ta/a00 MEYiHKOBOIO HEIOCTATHICTIO. ByIb acka, 3B'sHKIThCS 3 (papMarieBToM
IUIsL KOHCYJIBTALI] 00 I03YBaHHS B [IUX BHIIAKAX.

M?ca Tij1a A3TpeoHam Hedrazuaum Mftca TiJIa M MeTpoHinazon
nagieHTa (Kr) (103a - Tpu pa3u Ha (103a - Tpu pa3u Ha namieHTa (Kr) eponeHemM (1032 < 1 micsinst 1Ba pasu Ha
JIeHb) JeHb) (103a - TpHU pa3u Ha eHD:
AleHb) > 1 micsiusl TpU pa3u HA JIeHb)
<15 50 mr/kr 50 Mr/kr <10 20 - 40 mr/xr 7,5 mMr/kr
15-17 750 mr 750 mMr 10-12 20 - 40 mr/kr 85 mr
18-21 1,0r Ir 13-15 500 mr 100 mr
22 -25 1,2r 1,2r 16 - 20 500 mr 125 mr
26 - 30 l14r 14r 21-25 750 mr 175 mr
31-35 1,6 L,6r 26 - 30 Ir 200 mr
36 -40 1,81 1,81 31-35 It 250 mr
41 - 45 20T 21 36 -40 It 300 mr
46 - 55 20T 25T 41 -50 1,5r 500 mr
56 1 BuIe 20T 3r 51 1 Bume 2r 500 mr
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Maca tisia namienra (kr)

KouaicTun
(103a - TpHM pa3u HA JIeHb)

Hinepauniin TazodakTaM (103a <2 MicsilliB - IBa pa3u Ha
JeHb; > 2 MiCSiB - TPU-YOTHPH Pa3u HA JIeHb)

<15 20 - 25 000 oguHULIL/KT 90 Mr/kr
15-17 380 000 onuHUIE 1440 mr
18 - 20 450 000 oguHHULIB 1575 mr
21-25 500 000 onuHMIE 2025 mr
26 - 30 630 000 opuHMIb 2475 mr
31-35 800 000 onuHMIE 2925 mr
36 - 40 800 000 opuHHMIb 3375 mr
41 - 45 1 mera oguHUIA 3825 mr
46 - 50 1 mMera omuHUIIS 4275 mr
51-60 1 300 000 oguHuULb 4500 mr
61 -80 1 500 000 oguHHUIIB 4500 mr
80 1 BuIIIE 2 Mera OIMHMUII 4500 mr
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ITpakonaszon [epopansHo |1 micsiup - 12 pokiB: 5 mr/kr  |[loBuHEH BUKOpUCTOBYBaTHCS NpH JIikyBaHHi cTepoizamu ABITA
JIBa pa3y Ha JCHb; (amepriyanii OPOHXOITYIEMOHAFHUH aCTIEPTiib03), a TAKOXK MPH
(MakcumanbHa g03a 200 Mr MpUiiMaHH] CTePOiiB 3 AKOI-HEOY/Ib 1HIIOT IPUIHHM, SKIIO acTIePTilId
JIBa pa3y Ha JICHB). 130JIbOBaHi, 1 TPy CUMITTOMAaX iH(eKii acmepri.
>12 pokiB 200 Mr ABivi Ha [Torano BCMOKTYETHCS, BAKOPHCTOBYBATH PiANHY, [10 MOKIIUBOCTI Ha
JICHb MOPOXKHiH nuryHOK. Karncynu ciif mpuiiMaTH 3 KUCIIOK PiIuHOIO,
HaNpHKIaJA, KOKA-KOJIOIO i MPOAYKTAMH XapyyBaHHs. 32 MOXKIMBOCTI
NPUIUHATH TPUHOM aHTAIH/IiB.
HatinommpeHimnoo nmpo6ieMoro € TOJOBHUH 0i1b, aje B TeOpii MOxe
OyTH renaTOTOKCHYHUHN. Y TIO€AHAHHI 3 OYJECOHIOM TaKOX
criocTepiranocs MpUrHiYeHHs! PYHKIIT HAJHUPKOBUX 3aJ103. SKIIo €
MUCYHKITIS IEYiHKH, IPU PUHOMI A0BIIe | MicsIIst BUKOHANTE
(yHKITIOHATBHI TPOOH TTEYiHKU
Crocrepiranacs B3a€MOZist 3 puaMIilmHOM.
Bopukonazon [epopansHo |2 — 11 pokiB: Moxe OyTu Bukopuctanuii npu ABITA, sikiio y namieHTiB He 0yIo

9 Mr/Kr (MakcuMallbHa 71032
350 mr) nBa pa3u Ha JeHb
(OaxaHo piaguHa).

12 - 14 pokis:

<50 kr 9 mr/kr (MakKcuMaabHa
no3a 350 mr) aBa pa3u Ha
JICHb.

> 50 kr 400 mr aBa pa3u Ha
neHs 2 no3u, gam 200 Mr aBa
pasu Ha JIeHb (MaKCUMaJIbHA
no3a 300 Mr 1Ba paszu Ha
JICHB ).

peakiii a0o BOHH He MEPEeHOCATh Teparito itpakoHazoy. [lotpibHo
pillIeHHsT KOHCYJIBTAaHTa Ta Y3TODKEHH 3 Mikpobionorom. [Ipuitmaru
HaTIIe.

MoHiTopuHT (DyHKIIIi IEUiHKH + PO3TOPHYTHH aHaIi3 KPOBI IIOMIiCSIIS.
Bensmu goToceHcnOiTI3yI0UHiA TIperapar - mopauTH MaIli€HTOBI
YHHUKATH COHSYHOTO CBiTia. Y JIiTHIN Yac abo y BiAmMycCTIi Ciij
BUKOPUCTOBYBATH COHIIE3aXUCHHN KPEM MPOTATOM 4 THXKHIB TiCIIs
3aKiHUEHHS KypCy JIiKyBaHHA. TakoX NpUrHiueHHs QyHKii
HaJIHUPHUKIB CIIOCTEPIragocs y Nali€HTiB, 10 MPUHMAIOTh iHraIALidHI
KOPTUKOCTEPOIIH.




151

15 pokiB i crapre:

<40 kr: 200 M 1Ba pa3u HA
neHs 2 no3u, gaai 100 mMr asa
pasu Ha JeHb (MaKkcUMallbHa
no3a 150 Mr nBa pasu Ha
JICHB ).

> 40 kr 400 mr 1Ba pa3u Ha
IeHb 2 no3u, nami 200 mr nsa
pa3u Ha JIeHb (MaKCHMaJbHA
no3a 300 Mr 1Ba pasu Ha
JICHB).

Kacnogysrin

<3 micsami 25 mr/m? pas Ha
JICHb

3 micsni - 1 pik: 50 Mr/m? pas
Ha JICHb

>1 poky: 70 mr/m?
(MakcrMaibHa 103a 70 MT)
TEpIIOro AHs, xam 50 mr/m?
(MakcuManbHa f1o3a 70 Mr) pas
Ha jieHb. J[03y MOXHa
36impmmTH 10 70 Mr/mM?
(MakcumanbHa f03a 70 mr) pas
Ha JICHb, SKIO MEHIII

JIO3H [IEPEHOCSTHCH,

ajie HeJI0CTaTHBO

JI€BI.

[Ipu iHBa3WBHOMY acHepriipo3i 200 TaKOMY, IO CIIPUUIHHSE
3aHETIOKOEHHSI.

[penapaT TpeThOi JIiHIT sl MAIIEHTIB 3 TOTAHOK MIEPEHOCUMICTIO Y1
MIOTaHOIO PEakKIi€lo Ha JTINOCOMAILHUN aM(OTEPHUIIHH.

3HHU3WUTH 103y MIPH TIEHiHKOBIH HEZOCTATHOCTI

Piwenna
KOHCYbmanma.
Iady3ist npoTsirom
OLplre 60 XBUIHH.
PosBectu 1o
KOHIIGHTpAIlii SKuit
HE TIEPEBUIIYE

500 mxr/mit 0,9%
PO3YMHOM HATis
XJIOpHU/IA.

He cymichi

3 PO3UYUHOM
TITIOKO3H.
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[TPU THHINX PECITIPATOPHUX JIHKYBAJIbHUX ITPOLIEAYPAX

MosxJIHBO, Yepe3 AeHb MICIsT 6 MiCALIiB
JIIKYBaHHS, SKIIO JIKYBaHHsI IPOXOIUTH 100pe
a00 X IPHHOCUTH HE3PYIHOCTI.

¢izioTepanii B apyriit
[MOJIOBUHI qHsI. MoXHa
MpUIMAaTH EPE CHOM.

A3UTpOMIIIUH ITepopanbHo <15 xr: [Norenmiiine moroctpokoBe  ([loTeHmiiHO renaro- i
10 mMr/kT pa3 Ha AeHb 3 pa3y Ha TIKICHD MPOTH3aIAIbHE JTiKyBaHHS. OTOTOKCHUYHE, aJie, K MPaBUIIO,
15-40 xr: Piwennsn xoucynomanma. Oyoice 00bpe TIEPEHOCUTHCA.
250 Mr/kr pa3 Ha JeHb 3 pa3u Ha THKICHB YHUKaiiTe T0OBrOCTPOKOBOTO
>40 xr: MO€THAHHSA 3 EPUTPOMILIMHOM
500 Mr/KT pa3 Ha IeHb 3 pa3u Ha THKICHb
[Moneninok, cepena, m'sITHULIS

HopHaza ansda HeOymnizoBanuit 2,5 MT oIH pa3 moHS Minimym 1 ronuHa UYac Big gacy npuiiMaroTh

JIBiYi Ha JICHb - 32 PIIIEHHIM
KOHCYJIbTaHTA.

lNmeproniunwii po3unn 3,5 |HeOymnizoBanuit
-7%

2-4 M1 10 ABOX pa3iB Ha JeHb 3a 30 XBUIIMH /10
¢izioTepamii

Yac Big acy qy»e KOPUCHO.

ITonepenne nikyBaHHS

Posrnspaerscs skmo JJHKazu
He Jlaa pe3ynbrary. Pozuna

(ammyna Heby3an 7% 4 mu, OpPOHXOJI THKOM. 3,5%: po3daBuTH 7% pO3UUH 3

pazoBa 1103a). piBHUM 00'€eMOM BOJHU JIJIst
1H'eKIin

HPEINAPATHU JJIA OKT

ITankpearuyHi pepmeHTH

* Kpeon Mikpo (i aireii) a6o Kpeon 10000 1u1s1 BCix AiTei, KpiM BUHATKOBUX BHITAJIKIB.
» Jlo3a ij1st TUTUHM, sIKa TpUiiMae pepMEeHTH MiAIUTYHKOBOI 3aJ1031, CTAHOBUTH NMPHOIN3HO 1 Karcyiny Ha 3-5 rpamiB Kupy.

* Y HEMOBJIAT MOYHITH 3 2 JOXKEUKH Ha KO’KHE TOAyBaHHS (cepeaHiil BMICT xupy B 150 MII cTaHAApPTHOTO MOJIOKA /1JI1 HEMOBJIAT - 5 T), 3MILIYIOTH 3
HEBEJIHKOIO KUTBKICTIO 3111JKEHOT0 TPYJHOI0 MOJIOKA, TUTSUOr0 XapuyBaHHs abo sS10yqHOro mope™ 6e3nocepeIHbo Nnepe/] ro1yBaHHIM 1
MOCTYIOBO 301IBIIYIOTH /103y O MiBJIOKEUKH (Ha YBEPTh 3aHA/ATO Bakko). He moBepraiite rpanyiau KpeoH y mismky.

* @DepMEeHTH HE MOXKHA JKyBaTu abo 3MIIIyBaTH 3 1Kelo, 3 rapssuuMu npoaykTamu * Jloza He noBuHHA nepeBuinyBatu 10 000 oguaULb
JTa3u/KT Ha JICHb, HE3AJIC)KHO BIIMIPUINHHU.

*[IpuMiTka: MU BUKOPHCTOBYEMO SOITy4YHE MIOpe Ui TpuiioMy (pepMeHTIB 3 HApOIKEHHS, OCKUIBKU MIOPE MICTUTh BKPUTI KUIIIKOBOPO3YHHHOIO
ob6omonKo10 chepu hepMeHTIB B cycriensii. L{e rapanTye, o 1uTuHa MpuiiMe BCIO 103y, 1 3BOJIUTH 10 MiHIMyMY WMOBIPHICTh TIOIIKOJKEHHS SICEH,
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BHUKJIMKAHE 3aCTPsABaHHAM c(ep y KUITKOBOPO3UYUHHIM 000JIOHII B TOPOXKHUHI poTa. SIKIo s0ayKa HE JOCTYIHI, MOKYTh OYTH BUKOPUCTAaHI 1HIIT
¢bpyxTOBI mIope. SKio A0ydHe mope It BBeACHHs (PepMEHTIB BUKOPUCTOBYETHCS 3 HAPOKEHHS, 1€ CIi/1 pOOUTH 3 00EpEeXKHICTIO, TaK SK L&
CYINepeYHuTh PEKOMEHIAIlISIM 32 BIKOM NIOYaTKy BBeIeHHs TBepAux pedoBuH BOO3 ta MiHicTepcTBa OXOPOHH 3/I0POB'S.

Kupopo3uunHi BiTaMiHu

3 IOCBiTy, METOIO € MaTH B IJIa3Mi KpoBi piBHI BiTamiHiB A 1 E Ha BepxHiit mexi Hopmu. [llogenni pekomenantii Bix Po6o4oi rpymnu mo xapuyBaHHIO
@oHy 3 MyKOBICIIMI03y HACTYIIHI:

Bik BiTtamin A Biramin D Biramin E
1 mxe =33 MO 1 mxe =40 MO
<1 poky 1200 mxkr (4000 MO) 10 mxr (400 MO) 10 - 50 mr
>1 poky 1200 - 3000 mxr (4000 -10 000 MO) 10 - 20 mxr (400 - 800 MO) 50 - 100 mr
Hopocai 1200 - 3000 mxr (4000 -10 000 MO) 20 - 50 mxr (800 - 2000 MO) 100-200 mr

byov-axuii nayienm 3 pienem simaminy D nudsicue 50 nmonw/n nionseae niky8anHio.
Jagaiite xonexanpiudepon nepoparbHO MPOTATOM 3 MICSIIB:

e Hewmossra Big 1 1o 6 micamis: 3000 oguHUIG HA TEHD

* Jitu Big 6 micsamiB o 12 pokis: 6000 oguHMUIb HA ACHD

*  Jitam crapue 12 pokiB 1 gopocium: 6000 - 10000 oguHULIb HA AEHD
Lle moxe Oytu
*  xonekanbiudepon B piauni 3000 ox/mi. 10 Mkr xonekansiudepony € ekBiBaaeHToM 400 MO.
* abo xancynu xonekaiabimpepory 20000 onuaUI TpU pa3u Ha THXKAEHB - [1H, Cp 1 11T;
* abo kancynu xonekansuudepory 50000 ogMHULE pa3 Ha TUXKIEHb.
BHyTpinmHEOM's130Be BBEJICHHS KalblH(epoITy sIK albTepHATHBA -

» Jlitu Big 6 micsamiB 10 12 pokiB: pa3oBa 103a B/M kaibitudepon 150000 onuaUIL
3 12 pokiB: pa3oBa go03a B/M kanbiudepoa 300 000 oguuuib

Bimamin K

[IpononoBana /1 BCixX AiTel y Bili BiJ 6 pokiB (y TOMY YHCIII 3 HOPMAJIBHOIO (PYHKITIEIO MiANUTYHKOBOI 3aJ71031) 1 000B'SI3K0BA /IS MTALIIEHTIB 3
XBOPOOOIO MeuiHKH (3 a00 0e3 aHoMaTiil 3ropTaHHs ).

BukopucroBylite BOJOpPO3YMHHUN IIpenapar.
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- 6 pokiB i crapie: 10 mr pa3 Ha 1eHb
HoBonapomxeHi, SiKi MpOHILUIM CKPHHIHT, OTPUMYIOTh HEBEJIMKY KiJIbKICTh BiTaMiHy K 3 AkBajekc. SIKI10 BOHU HE IepeHOCATh AKBaJeKc, Oyie
MOTPiOHO 3aYeKaTH 10 HACTaHHS 6 POKIB.

Anmayuou
Sxmo Bucoka 103a pepMeHTIB, TOTPUMaHHS €T 1 T.1. OyJIU PO3TISIHYTI, CIIiJl pO3TJISHYTH HACTYITHE:
e PaniTuaun: <1 micsus: 2 MI/KT TpH pa3H Ha JIeHb (MaKCUMalbHa J103a 3 MI/KT TPH pa3H Ha JICHB)
1 — 6 micsmiB: 1 MI/Kr Tpu pa3u Ha JeHb (MaKCHUMalbHa 1032 3 MI/KT TPU pa3y Ha JICHb)
>6 MicAIiB: 2 - 4 MI/KT JIBa pa3u Ha JIeHb (MakcuMaibHa f03a 150 Mr/Kr 1Ba pa3u Ha JIEHb)
— HEBEJIMKHUI PU3UK BUHUKHEHHS TOJIOBHOTO OOJTIO.
*  Owmenpasou: 0,4 - 0,7 Mr/kr 1Ba pa3u Ha AeHb (MakcuMaibHa 1032 40 MIr/aeHb)
*  3a pimeHHsIM KOHCY/IbTaHTa MOXKHA MTEPEBUILUTH IO 103y, TOOTO 10 1,5 MI/KT Ba pa3u Ha JCHb.
*  OkpyriauTy 10 HAWOMKIUX 2,5 Mr (4BEpTh TAaOJIETKH), SKIIO BUKOPUCTOBYIOThCS auctieprytoui Tadinetku MATIC/MUPS (Multiple Unit Pellet
System), 1t TUX, XTO HE MOK€ IPOKOBTHYTH LILTY Karcyny/Ta0neTKy.
* Ilirynky Mo)kHa po3pi3aTH HaBIIiI @00 Ha YOTUPHU YaCTHHH, ajie HE MOYKHA THCHYTH a0o0 KyBaTH. He Hamaraiitecst 1aTu 4acTUHY TaOJICTKH,
PO3YMHMBILH i - PEYOBHHA PO3UUHSETHCS PIBHOMIPHO!
*  Jlo3BosbTe TabmeTLi (200 YaCTHHI) POZUYMHUTHUCS Ha SI3UKY a00 PO3YHMHITE Y BOJII/COKY/HOTYpPTI 1 AaBaifTe Bce Bipasy.
*  BukopucroByiite Kancynau 3 OKpyriaeHHIM A0 HaiOmux4aux 10 Mr, sIKII0 B 3M031 IPOKOBTHYTH BCIO KaICyIy.
[Tpu HemepeHOCUMOCT1 OMETPa3oIy - B SIKOCTI aJIbTEPHATUBH MOKHA CIIpOOyBaTH JIaHCOMNPa3ol - 103U 1uB. B BHD .

I'acTpoe3odareanbunii pedaroxe

Jlyoice mompeHuit y XBOPUX Ha MYKOBICIIMJI03.

* JlomnepuaoH 0,2-0,4 mr / xr (MakcuManbHa 103a 20 Mr) Tpu pa3u Ha JACHb
nepes MepIyM 1 IpYyruM NpuioMoMm ki 1 mepesi CHOM.

IL1roc
*  Owmenpa3soJ: no3u quB. Bulie ABO
* PaniTnaun: JI03U TUB. BUILE

Posrmsiaytn: T'eBickoH 11t HeMoOBJISIT, <4,5 kr: [loioBMHA MOABIHHOTO callle Ha TOyBaHHs; > 4,5 Kr: OJIWH MOJIBIMHUH callle Ha roayBaHHs. Jo3a
EPUTPOMILIMHY TIPH 3aCTOI B UTYHKY: 3 MI/KT TPHU pa3u Ha JACHb

JAucranbHuii inTecTuHANBHUN 00cTpyKTUBHME cunapoM (JI1O0C)
Crapa Ha3Ba: €KBIBaJEHT MEKOHI€BOT KMIIIKOBOI HEMTPOXigHOCTI JuB. riaBy 7.6. Bci MeToau iKyBaHHS MatOTh OCMOTUYHUN PUHLIMI J1ii, TAKUM YHHOM
MIITPUMKA PIIMHA Ma€e BUPIMIAIbHE 3HAYEHHS, SKITO 11€ HEOOX1THO - BHYTPIITHHOBEHHO.
* [lepopanbHuii ractporpagin: <15 kr, 25 M 3 75 M1 coky/Boau
15-25 xr, 50 M1 3 150 mut coxy/BoH,
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> 25 kr, 100 M 3 200 M1 coky/Boau

HE npu3zHa4aoTb 32 HAABHOCTI K0BYi B 0.1I0BOTI 2400 HENMPOXiIHOCTI KUILIEYHUKA.
* Pexranbuuii ractporpadin: Taxki 1031, sIK 1 IepopaIbHO.
<5 pokiB: Po3Bectu 10 5-KpaTHOTr0O 00'€My BOJIOIO
> 5 pokiB: Po3Bectr 10 4-kpaTtHOro 00'€eMy BOIOIO
[ToTpiOHO KpamneIbHHUILIIO 17151 B/B PiUH.
[TepopalibHUI ANETHIIIIUCTETH - MAa€ CMaK TYXJIUX s€llb - [H'exiis 200Mr/mMi1 Moske OyTH BBEICHA MTEPOPATBHO 1 TOBUHHA OYTH 3MillIaHa 3 BOJIOKO,
MOMapaH4YeBHM COKOM, COKOM YOPHOT CMOPOJIUHU a00 KoJot0 10 KoHueHTpaii 50 mr/mi. Takox noctymnHi Tadnetku 600 mr.
1 micsap - 2 poku 0,4 - 3 r statim
2 - 7 pokiB 2 - 3 r statim
>7 poKiB 4 - 6 T statim

3anop
[lepexonaiiTecss B HEIOCTATHHOMY CIIOKMBAHH1 P1IUHH.
JlakryJ03a
1-5 poxis: 5 MJ1 1Ba pa3u Ha J€Hb
5-10 pokiB: 10 mu aBa pa3u Ha JIeHb
> 10 pokiB:  15-20 mu ABa pa3u Ha JACHb
Jali KOPUTYBaTH JI03Y 3aJIEKHO BiJl peaKIlii.

Xeopoou neuinku
* YpcoaeokcuxosieBa kuciaora: 10 - 15 Mr/kr nBa pa3u Ha J1eHb
(MOXHa 1aBaTH 3arajibHy 1000BY /103y, PO3AUIUBLIM i HA TPU YACTUHH, SKIIO L€ HEOOX1/IHO)

Haiinommpenimmm nodivHuM epeKToM € aiapes (xoya i BOHA 3yCTPIiUaeThes PiJIKO), B TAKOMY pasi MOTPiOHO 3HU3UTH J103y. OcTaHHS /1032 TOBUHHA
npuiiMaTucs Mi3HO BBEYEpI.

* Bitamin K - menaniona ¢ocdar 10 Mr oguH pa3 Ha JI€Hb.
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