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Pestome. V cmammi nasedeno kainiune cnocmepedcenns Oumunu, xeopoi Ha Mykoeicuyudos. Jiaznos
MYKO08ICUUO03Y 86CMAHO0BACHULL CBOEHACHO Ni0 HacC NPOBedeHHs HCOHAMANbHO20 CKPUHIHeY. Jlumuna ompumyseana
ba3ucHy 3amicHy gpepmeHmHy mepaniro NOCMiiHo. 3 3-e0 micauys 8iOMIMEHO YpadceHHs pecnipamopHoi cucmemu,
Kononizauyis Pseudomonas aeruginosa — 3 7-20 micsays, uacmi 3aeocmpeHHs 6pOHX01e2eHe8020 npoyecy y ueaioi
NHeBMOHIl 3 popMyBaHHAM OpoHxoeKxmaszie. AHmubaxmepiansHy mepaniio ompumysadna minbku nio uac nepeby-
BAHHA Y CMAYIOHAPI MA KOPOMKUMU KYPCAMU aMOYAAMOPHO Y 36 A3KY 3 COUIANbHUMU NPUHUHAMU, W0 Ul CMALo

NPUMUHO cMepmi OumuHu Y 8iyi 2 poku 5 mic.

Kirouosi ciioBa: dimu; myxosicyudos; ypaxcenna neeenn; Pseudomonas aeruginosa

Bctyn

Myxkosicuuao3 (MB) € yactum ayTocOMHO-perie-
CHBHHM 3aXBOPIOBAHHSM, 110 OOYMOBJIEHO MYTalli€l0
reHa TpaHcMeMOpaHHoro peryisaropa MB (anri. Cystic
Fibrosis Transmembrane conductance Regulator —
CFTR) 3 ypaXeHHSIM €K30KpUHHUX 3aJ103 KUTTEBO
BakJIMBUX opraHiB i cuctem [1—-3]. Yactora MB y no-
MyJILisIX pi3Ha, y cepeAHbOMY BOHA CTAHOBUTH 1 : 2—5
TUCSY HOBOHAPOMXKEHUX cepel INMpeAcTaBHUKIB 0ol
pacu. KoxeH 25-ii €éBpoIieellb € HOCIEM T'eéHa JaHOTO
3axBoproBaHHs. [llopoky y cBiTi HapoaKyOThCs 45—50
TUCSY AiTeit i3 MB, a reTepo3uroTHuUx HOCiiB Hasiuy-
IOThCS IECSITKU MiJIbIHOHIB [4].

BicimaecsaT m’aTh BincoTKiB cMepTHOCTI pu MB €
pe3yJbTaTOM ypaxkKeHHs JiereHb. JlereHeBi 3arocTpeHHs
00YMOBJTIOIOTH HECTIPUSITIBUIA BIJIUB Ha SIKiCTh XKUTTS
MAali€HTIB i MAIOTh BATOMY YaCTKY B 3arajibHill BApTOCTI
MEIMYHOTO 00CTyTOBYBaHHS |5, 6].

[MocritiAniA iH(PEKUIMHWI TIpolleC MPH TSIKKOMY
nepebiry MB, KoJoHi3allisl arpeCMBHUMM 30yTHUKAMU
(Pseudomonas aeruginosa (Ps.aeruginosa), Staphylococ-
cus aureus (S.aureus), Hemophilus influenzae, Stenotro-
phomonas maltophilia, Achromobacter xylosoxidans, Bur-
kholderia cepacia complex Ta iH.) BUMaraloTh TPUBaJIOro

aHTUOAKTEePiaTbHOTO JIIKyBaHHS, Y TOMY YUCIi TIpodi-
JlakTUaHoTO [7, 8].

MeTo10 HayKOBOI pOoOOTH € aHali3 KJIiIHIYHOTO BU-
najaky, aKui Bigoopaxae nepedir MB 3a yMoBU BiacyT-
HOCTI aJIeKBaTHOI'O aHTUOAKTePiaIbHOTO JIiIKyBaHHSI.

MarTtepiaau Ta meToamn

XBopa I1., 2 poku 3 micslii, cnocrepiranacs 3 rpy-
Horo Biky y K303 «OJIKJI Ne 1» M. XapkoBa (ToJIOBHU
nikap — npod. ITiontkoBchka O.B.) 3rimHO 3 Haka3za-
M MO3 Ykpaiau Ne 128 Bim 19.03.2007 «ITpo 3aTBep-
JUKEHHST TIPOTOKOJIy HalaHHS MEIWYHOI JOTOMOTH
xBopuM Ha MB» ta Ne 59 Bim 29.01.2013 «Ipo 3aTBep-
JUKEHHS YHi(iKOBaHUX KJIiHIYHUX TPOTOKOJIiB HATAHHS
MEIVUYHOI JOTIOMOTH JIiTSIM i3 3aXBOPIOBAHHSIMU OpTa-
HiB TPaBJICHHS».

Pe3yAbTaTU TO OGrOBOPEHHS

XBopa Hafiiia 10 MyJbMOHOJIOTIYHOTO BiJIiieH-
Hs cranioHapy 17.06.2015 3i ckapramu Ha KallleJib 3 BU-
JIIJIEHHSIM THOEMOAIOHOTO MOKPOTUHHS, 3aAUIIKY, ITiJI-
BUILEHHS TeMrepaTypu Tijia 1o 38,9 °C.

Anamnes xcummsa ma 3axeoproéanns. [IuTvHA Ha-
ponunack Bif I BariTHOCTI, 1110 MpoTikana Ha QOHi 3a-
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rpo3u MepeayacHUX IOJIOTiB y TepMiHi recrartii 28—32
TvkHi. [Tosoru I, y Tepmin 39 TrokHiB rectauii. OLiiHKa
3a mKayior Anrap — 8/8 6amiB. Maca rmpu HapoDKeH-
Hi — 3000 r, 3pict — 51 ¢cMm. 3Haxonuaach Ha LITYYHO-
My BUTOINOBYBaHHiI 3 HapomkeHHs. IllereHa muiie
npotu Ty6epkyabo3y (BL2K) y nmosoroBomy OyauHKY.
CrragkoBHit aHaMHE3: MaTH XBOpi€ Ha 1copia3. baTteko
3 POAMHOIO He TTpoxuBae. PonrHa Oyjia coliaibHO He-
0JIaromoJIy9HOI0, MaTH — OJMHAYKA, AUTUHA He3ara-
HOBaHa.

MB BuSIBJIEHO CBO€YACHO, IIiJl Yac HeOHAaTaJbHO-
ro CKPUHIHTY MpW BHU3HAYEHHI iIMYHOPEAKTUBHOTO
TPUIICUHY Yy TIJIAMiI KpOBi Ha (iIbTpyBaJIbHOMY Ila-
nepi, piBeHb SKOTO IIiJ 4ac IepIIOro IOCHTiIKEeHHS
craHoBuUB 227,4 Hr/mu (Hopma — 1o 40 Hr/mi), mo-
BTOpHO — 281,5 Hr/mi. JIBopa3oBa MO3UTUBHA MiJIO-
KapmiHoBa 1po6a (109,1 Ta 112,1 MMoJb/a1 pu HOPMi
10 40 MMOJIb/JT), 1110 OyJla BAKOHAHA B IPYIHOMY Billi,
niaTBepAaua aiarno3 MB.

KumkoBi nposiBu MB BigmiueHi 3 mepiuux IHiB
SKATTS Y BUTJISI TTAaHKPEaTUIHOI HEITOCTATHOCTI (ITO-
Jidexanisi, crearopesi, HeJOCTaTHE 30iJbLIEHHS Macu
tima — 305 T 3a mepmuit Micsib). 3 TIEPIINX TUXKHIB
JKUTTS TiBYMHKA OTpUMYBaJIa 3aMiCHY (DEPMEHTHY Te-
pamito. JlereHeBi TIPOSIBM TIPUETHAINCS 3 3-MiCIIHOTO
BiKY y BUIJISIIi MOCTiIHHOTO KAIILTIO.

3Haxoauiachk Ha OOJIIKy B HEBpoJiora 3 IIPUBOIY
cybeniaypajibHOI KiCTU TOJIOBHOIO MO3KY IpaBOpyd
BHACJIIIOK MePUHATAIbHOTO TMOKCUYHOIO ypaKeHHS
neHTpanbHoi HepBoBoi cucremu (LITHC), y kapmiono-
ra — 3 NpuBoAY (PYHKIIIOHYIOUOTO OBaJbHOIO BiKHA
(®OB).

VY 4 Mmics11i 1iarHOCTOBaHO MO3arocmiTajabHy MpaBo-
OiyHy MmoJticerMeHTapHy MHEBMOHIl0, 3 MPUBOIY YOTO
JUTUHA 3HAXOIWJIaCh Ha CTalliOHAPHOMY JIiKyBaHHi Ta
Oysia BUITMCaHa 3 OAYy>KaHHSIM.

Y 5 MicgliB DUTUHA TOCHIiTajli30BaHa 3 MPUBO-
Ny 3aroCTpeHHs OOCTPYKTUBHOTO OpPOHXITY 3 pO3-
BUTKOM JuxajabHO1 HegoctatHocTi Il crtymeHst Ta
JTUHAMIYHOI KUIIKOBOI HempoxigHocTi. JliarHocTo-

BaHO peakTUBHUI rematut. JlabopatopHOo Oyn0 Binm-
3HAYEHO IMiABUINECHHS ajaHiHaMiHOTpaHchepasu 10
0,72 MKMonb/(MJI X TOH), acmapraTaMiHOTpaHChe-
pasu — 1o 0,54 MKMoJb/(MJI X TOH), TUMOJIOBOI MPO-

6u — 1o 12,4 ox. I'pu KonpoaoriyHOMY AOCTiIXKEHHI —
301IbLIEHHS KiJIbKOCTI HEUTPAIbHOTO XXUPY.

VY 7 MmicdauiB MoBTOpHA ToOCHiTali3alliss 3 MPUBOAY
3arOCTPEHHsT OpPOHXOJIETEHEBOTO 3alajbHOTO IPOIe-
cy, nuxajibHa HemocTaTHIicTh Il c¢T., KaHAWI03 CIU30-
BOi OOOJIOHKM POTOBOI TMOPOXHWHU, CUHAPOM PYyXO-
BUX PO3JadiB BHACTIIOK IEPUHATAIHLHOIO YpaskeHHS
HHC. bakrepianbHuii neii3ax Mpu TOCTIIKEHHI TTPO-
MHMBHUX BOJ OpOHXIB IIPEACTABICHUII HACTYITHUMU
nmaroreHamu: Burkholderia cepacia (oMipHUIA 3picT),
Stenotrophomonas  maltofilia (OIMHWYHI  KOJIOHII),
Ps.aeruginosa (momipHutii 3pict), Candida albicans (110-
MipHUi1 3picT), Streptococcus spp. (MOMipHUIA 3picT).
Brnepiiie BusiBIeHa KOJIOHI3allisl TpaxeoOpOHXialbHOTO
nepeBa Ps.aeruginosa, sika B 9 Mic. HaOyn1a pe3UCTEHT-
HocTi. Ilig yac iMyHOJIOriYHOrO JOCHIAKEHHS JaHi 3a
iMyHOAEeDIIUT HE BUSIBJICHI.

Y 9 Mics1iB — BropuHHa Kapaiomionarisi, @OB, ne-
reHena rinepreHsis [—II cT. (3a nTaHUMU yIBTPa3BYKO-
Boro gocrimkeHasa (Y3/1)).

Y Bimi 1 poky 2 wmicsamiB min yac turaHoBoro Y3/]
opraHiB yepeBHOI opoxxHruHu (OYII) Oynu BusiBneHi
03HaKu (hiOpo3y MevyiHKu, 30iTbIIeHHS Cee3iHKN.

VY Biui 1 poky 3 mics1iB mijg yac 6aKTepiosoriyHOrO
JOCJIIKEHHSI CJIM30BO1 000JIOHKH 3iBy OYB Brieplilie BU-
apiaeHuit S.aureus 10°.

V 1 pik 4 micsui auTuHa OyJia rocritTaaizoBaHa 10
crauioHapy, Ae mpoBena 120 JiXKKO-AHIB 3 MPUBOILY
NBOOIYHOI TOTAJIbHOI ME€CTPYKTUBHOI ITHEBMOHIi, 3a-
TSKHOTO Tepebiry, XpoHiuHOI KOJIOHi3allii Tpaxeo-
OpOHXiabHOTO JepeBa PEe3UCTEHTHOIO iH@EKIIiEl
Ps.aeruginosa, iHBa3uBHOTO OPOHXOJIETEHEBOTO acIiep-
rinbo3y. BropuHHa Kapaiomiomnaris, JereHeBa rinep-
teHsia I cT. JlepinmTHa aHEeMisT cCepeaHBOTO CTYIICHS
TSIKKOCTI.

I'pubu pony Aspergillus fumigatus Gynu BUSIBIEHI Mif
4yac KJIIHIYHOTO AOCJIiI)KEHHSI MOKPOTUHHSI.

ITig yac koM’ 10TepHOI TOMOrpadii opraHiB rpyaHOL
nopoxHuHU (KT OI'TI) BusBiIeHO: MHOXMUHHI OPOXK-
HUHH i3 cepronoaioHuM 00iakoM aiameTpom 5—60 mm,
JIUISIHKY (PiOpo3y, MepeBakHO Y BEPXHiX i HUXKHIX Bil-
JIiJIax MpaBoi JIereHi, HepiBHOMIPHO BUpPaXKeHi JiISTHKU
VILJIbHEHHS JIETEHEBOI TKAHUHU 3a TUIIOM «MaTOBOIO
ckia» (puc. 1).

PucyHK 1. Komn’loTHa TOMOI'pd)iH AantuHn 1 poky 4 mic. 3 MyKoBicungo30mM
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Yepes 3 TUXKHI TTiC/asT OQY>KaHHS Ta BUITMCKM i3 CTa-
ioHapy (1 pik 9 Mic.) AUTHMHA rocmirajaizoBaHa 3 IpU-
BOJly I03arocHiTajJbHOI BTOPMHHOI MpPaBOOiUYHOI MO-
JicermeHTapHoi (S8—10) mnHeBMOHIi, YCKJaaHEHOI
OOCTPYKTUBHUM cuUHApoMoM. HacTymHi rocmitaniza-
1ii — B I pik 11 Mic., 2 poku 1 Mic. 3 TpuBOIY aHAJIOTiU-
HOTO TIaTOJIOTIYHOTO MPOIIECY.

ITig yac KoxHOI rocmiTajizallii MPOBOAMJIACH AaHTU-
OakTepiaJibHa TEpartis y TOBHOMY 00Cs3i 3 ypaXyBaHHSIM
YyTIMBOCTI Mikpodmopu (1iecdTpiakcoH, nedrazuaum,
mnederniM, TOOpaMillMH, KJIAPUTPOMIIIMH, KOJiCTUME-
TaT HaTpilo, MEpOMNeHeM, aMiKalWH, JIiHe30Ji1, Ie-
daoKcaunH), y pe3yabTaTi IKOi IMTHHA HaOyBaJia Imo-
KpallleHHsI, CTabiJIbHOrO CTaHy Ta BMIIMCYBajlach Iif
aMOyJIaTOpHUI HATJISIA TIIbHUYHOTO MediaTpa 3 PeKo-
MEHJIalisIMU TPOJOBXKEHHSI aHTUOAKTepiaJlbHOI Tepa-
mii (uedoTrakcuM, KOJiCTUMETAaT HaTpilo, TOOpaMilliH,
TiaM(eHMKO TIiLMHAT aueTUILUCTEIHAT). AJle AUTUHA
He OTpUMYBaJla peKOMEHI0BaHi JIiKi B TOBHOMY 00CsI3i
y 3B’SI3KY i3 MaTepiaJlbHOIO HECITPOMOXKHICTIO POAMHU,
YUM U TTOSICHIOETBCSI TaKa BUCOKA 4acTOTa 3arOCTPEeHb
Ta rocriTanizauii 40 cTalioHapy.

V nutuHuM 36epiraBcs Kalllejib, OCTAHHE 3arOCTPeH-
HST — 3a 3 IHi 10 HAAXOIKEHHS 0 CTaIllioHapy.

06’cxkmusnuii cmamyc. CtaH pO3LIHEHUN K TIXK-
KNI 33 paxXyHOK IHUXaJIbHOI HEOOCTATHOCTI PEeCTPUK-
TUBHOTO TUITY, METAOOJIYHMX Ta BOJHO-€JIEKTPOJITHUX
nopyiieHb. JIMTWHA TOCHiTali30BaHa OO BiImiICHHS
aHecTesiosorii Ta inTeHcuBHOI Teparrii (BAIT).

Temmeparypa — 36,8 °C, yacrota auxaHHsa — 38
3a | XBUJIMHY, YacTOTa cepleBux ckopoyeHb — 140 3a
1 xBUIMHY, apTepianbHuii TUICK — 100/60 MM pT.CT., ca-
TypaLis KucHio — 86 %.

lkipa 67iga, nepiopaybHUM 1iaHO3, yncTa. Ciauzo-
Ba 3iBy rinepeMoBaHa. JlepopMalist najabLiB y BULISIAL
«bapabaHHUX TaJUYOK», HIITIB — «TOAMHHUKOBOIO
cKkJa». I'pynHa kiiTka eMgizemaTto3Ho posayrta. [lepky-
TOPHO HaJI JIETeHSIMU KOPOOKOBU 3BYK. AyCKYJIbTaTUB-
HO TIocyiabyieHe AUXaHHST TIPaBOpyY, Ha PEIITi — XKop-
CTKe JWXaHHSI, BOJIOTi CepeIHBO- Ta KPYITHOITYXUPYACTi
XPUIIU HAJl YCi€I0 MOBEPXHEIO JiereHb. ['paHulli cepus
He po3umpeHi. ToHMu ceplid pUTMidHI, 3By4Hi. 2KUBIT
OKpYIJIOi (hOpMHU, IMABIIATOPHO — M’ SIKMI, 0e300I1ic-
Huit. [Teuinka +4,0 cM 3-mig kpato pedepHoi ayru. Ce-
JIe3iHKa He MalbIyeThesl. BunopoxHeHHs 2—3 pa3u Ha
100y, KallulenoaioHi, creatopesl.

PentreHorpagiuHe HOCTiIKEHHSI OpraHiB rpyaHO1
kiitk (R° OI'K) — HepiBHOMipHO BUpaXeHi HiJISTH-
KM iH(pinpTpallil jJereHeBoi TKAHUHU TMpaBoi JIeTeHi 3
OKPYTJIUMU APiIOHUMM MPOCBITJIIHHSIMU, MOCUJICHHS
JIETEHEBOTO PUCYHKY 3a PaXyHOK CYAMHHOIO KOMIIO-
HEHTa 3 BUPAXEHUMU TFeMOJMHAMiYHUMU (PiOpO3HU-
MU 3MiHaMM B JiereHsX (mepeBaxkHo npaBopyy). Ha i
XPOHIYHOTO 3aXBOPIOBAaHHST OPOHXOJIETEHEBOI CUCTEMU
O3HaKW MpaBoOiYHOI MHEBMOHIi, KiCTO3HI OPOHXOEKTa-
31 MPaBOi JIETeHi.

BcranosneHo kiiHiuHMiA miarHo3: MB, nereHeBo-
KUIIIKOBa (popMa, TSKKUi Tiepedir. XpoHiuHa aHKpe-
aTuyHa HEJOCTATHICTb. XPOHIYHUM OOCTPYKTHBHUIA
OPOHXIT Ha TJIi KICTO3HHMX OPOHXOEKTa3iB MEePEeBaKHO B

npasiii nereHi. BroprHHa mo3arocritajibHa ITpaBooiyHa
roJlicerMeHTapHa MHeBMOHIsl, peLIMAVBYIOUMIA ITepeoir.
XpoHiuHa auxajabHa HemoctaTHicTh II cT. BTropmnHHa
KapJaiomiornarisi, JereHena rinepreHsis I cT.

JwuTuHi OyJio MpU3HAYEHO MAaTOreHETUYHE JTiKyBaH-
HsI B TOBHOMY 00CsI3i, 3 aKIIEHTOM Ha aHTUOaKTepialbHi
npernapaTi 3 aHTUCUHBOTHIHOIO aKTHMBHICTIO. Yepes
00y y 3B’sI3Ky i3 cTabiTi3alli€to cTaHy TUTUHA Oyra Tie-
peBeaeHa 10 MyJbMOHOJIOTIYHOTO BiIiIEeHHSI.

V nuHamiui 36epirajioch B’sI3ke THillHE MOKPOTHUH-
Hsl, 3MillIaHa 3aIUITKA 3 TIePEeBasKaHHSIM eKCITipaTOPHO-
rO KOMIIOHEHTA, TepiopabHU 11iaH03, (Pi3UKAIBHO B
JIETEHSX 30epirajgoch mnocjadjaeHe TUXaHHS MPaBoOpyY,
BOJIOTi APiOHO- Ta CEPENHBOMYXUPYACTi XpUTTH. 30i1b-
IIEHHS NeJYiHKy 10 5,0 cM 3-T1ig Kparo pedepHOl AyTH.

JlabopaTopHO — 30epexkeHHS JIEMKOIIUTO3Y 10
16 x 10°/n, mBunKicThb ocimanHs eputporuTis (LLIOE) —
1o 20 mm/ron, C-peaktuBHumii mpotein (CPIT) — +++,
THMOJIOBA TIpoba — 10 15,4 oxm. IMmyHooriuHe HOCITi-
ICKEHHST: aBuIneHHs piBHs IgM mo 1,18 r/m1 (Hopma —
0,61 £0,19), 1110 CBiAUUTH PO rocTpy hasy 3anajabHOTO
MPOLIECY, iHIII MOKa3HUKU — Yy Mexax HopMu. bakre-
pioJIOTriyHe AOCIIXKEHHS: MOKPOTUHHS, CJIM30BOI 3iBY,
MPOMUBHUX BOJ Tpaxei, OPOHXIiB — ITOJIipe3UCTEHTHA
Ps.aeruginosa 10°.

R° OI'K y nuHamili: BiACyTHICTb MO3UTUBHOI IMHA-
MiKHU, 301JIbILIEHHSI HEPIBHOMiIpHO BUPaXKEHUX TiISTHOK,
3HMXKEHHST MPO30POCTi JEreHeBOi TKAaHUHU, JABOOIYHA
MoJjlicerMeHTapHa ITHEBMOHis.

bponxockonist: audy3Huii KaTapaaibHWUI THiAHUIA
eHI00POHXIT.

LluTorpamMma mpoMUBHUX BOJ Tpaxei, OpOHXiB: TLJIOC-
KWl emiTeiii — moMipHa KibKicTh, (iopa — KOKH,
nevikouut — 1m0 S50 ek3eMIUIsIpiB y moi 3opy (11/3),
eJIEMEHTH eIliTeNIilo OpoHXiB — 10 1/4 11/3, eo3mHODI-
JI1 — MMOOAUHOKI.

CepenHili TUCK Ha JIeTeHEBill aprTepii (3a maHUMU
VY3/1) — 24 MM pT.CT., y AMHaMili — 39 MM pT.CT.

V3]1: meuinka 36iiabineHa, +4,5—5,0 cM 3-Imia Kparo
pebepHoi nyru, o3Haku (idpo3y, cenesiHka 30iablIeHa,
naHKpeaTomnarisl.

V Tepanito Oyja0 A0JaHO iMYHO3aMiCHY Teparilo,
CUHBOTHIHUIA 6akTepiodar. Ane, He3BaXkalouu Ha Ma-
CHBHY €TiONaTOreHETUYHY Tepallio, CTaH TUTUHU T10-
ripiiyBaBcs 3a paXyHOK iHTOKCHKallii, Kapaiopecripa-
TOPHUX i MeTaOOJIIUHUX MOPYIIEHbD.

Y 3B’s13Ky i3 HApOCTaHHSIM OPOHXO0OCTPYKIIii, CTili-
KUM TTABUIIEHHSIM TeMIIepaTypH Tijia 10 (peOpruiIbHIX
mndp, 30epexkeHHIM (Di3nKaIbHOI KAPTUHU B JICTCHSIX,
caTypalii KucHio 75 %, neiikoumtosy — 24 x 10°/7,
IOE — 59 mM/rox, CPIT — ++++, 6akTepiosoriyHuM
JIOCJIIIPKEHHSIM KPOBi Ha CTepUJbHICTh (Streptococcus
epidermidis, C.albicans) nuTrHa 3 03HaKaMM CETNITULIEMiil
Oyna nepeeneHa 10 BAIT Ha 51-11y 1oGy nepedbyBaHHS
y cTallioHapi.

HesBaxaloun Ha iHTEHCUBHY Teparilo B yMOBax
BAIT, na 59-1y o0y nipueaHanacs marojoriyHa HEBpO-
JIOTiYHA CUMIITOMATWKa, Y OAUTUHU PO3BUBABCSI CUH-
JIPOM T1OJIIOPraHHOI HEIOCTATHOCTI, 11O i CTaJI0 MPUYKr-
HOI0 cMepTi Ha 63-Tio 100y IepeOyBaHHS y CTallioOHapi.
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3akiouHuii giarno3: M B, nereHeBo-KuIkoBa (op-
Ma, TSDKKU mepebir. XpoHiuHa MaHKpeaTUyHa Heao-
CTaTHiCTb. XPOHIYHUI OOCTPYKTUBHUM OPOHXIT Ha TIi
KiCTO3HUX OPOHXOEKTa3iB MepeBaKHO B MpaBiil JereHi.
BropuHHa mo3arocmiTajibHa ABOOIYHA MOJIiCETMEH-
TapHa MHEBMOHIsl, peLMAMBYIOUNl niepedir. XpoHiuHa
KOJIOHi3allis TpaxeoOpOHXiaTbHOTO AepeBa iH(MEKIIiE0
Ps.aeruginosa. JuxaneHa HepoctatHicth III ct. Jlere-
HeBa rinepteHsig Il ct. BropuHHa Kapaiomiomnaris.
®i6po3 meuinku. CruteHoMerasis. 3aTpuMKa TEMITiB
CTaTOKiHETUYHOTO PO3BUTKY. [iMOKCMYHO-MeTabomiv-
He ypaxeHHs LIHC, roctpuit nepion. LlepedpacreHiu-
Huit cunapoM. CUHIPOM JTIiIKBOPHO-BEHO3HOI AUCTOHII.
CuHapoM mnosiopraHHoi HegocraTHocTti. Habpsk ro-
JnoBHOTro MO3KYy. Kowma III cT.

Yacti 3aroctpeHHsI OPOHXOJIEI€HOBOI'O MPOLECY
OyJIM 3yMOBJIEHI BiICYTHICTIO efliMiHALIAHMX i mpodi-
JIJAKTUYHUX KypcCiB aHTHOaKTepialbHOI Tepamnii, KoJu
JUTUHA 3HAXOIMIach I03a CTallioHapOM Ta IicJisl BU-
MUCKU MaJla OTpUMYBaTU aMOYyJaTOPHO aHTMOaKTe-
piaJibHY Tepallito, TOMY 110 POAWHA MaTepiaJbHO HE
MOTJia 3a0e3MeYuTU HeoOXiaHe JIiKyBaHHS B MOBHO-
My 00C3i, OiBIIICTD JiKiB OYJ10 HaJaHO 3a OI0KETHI
Koty 3 (poHIy JiKapHi, 3a OJaroaiifHi KOMITH, JOTIO-
MOTY BOJIOHTEPIB, SIKi OyJIW 3ajydeHi JIikapsIMU Bili-
JICHHSI.

Marepi nomepsiol AUTUHUA PEKOMEHIOBAHO TOMJIN-
OJIeHe TeHeTUIHE TOCTiIKeHHS (TTpeHaTajJbHa JiarHOC-
THKA) MPY HACTYITHi BariTHOCTI JIJIsI HAPOIKEHHS 310~
POBOI IUTUHMU.

OcTaHHIMM pOKaMU B KpaiHi JOCSITHYTO 3HAYHO-
ro mporpecy y JikyBaHHi xBopux Ha MB — cTBOpe-
HOo BceykpaiHChbKy acoliallilo JOTTOMOTM XBOPUM Ha
MB, 3aTBepaXeHO CydyaCHHUI MPOTOKOJ Ha 3acamax
noka3oBoi MeagnumHu Ne 723 (Hakaz MO3 Vkpainu
Bix 15.07.2016). Haiui maumieHTH OTpUMYIOTH 3aMiCHY
Tepamnilo KpeoHOM 3a paXyHOK JIepxKOI0JXeTy Ta Uiy
HU3KY XUTTEBO HEOOXimHMX TiperapatiB. OCHOBHOIO

npobysieMor0 BeneHHs1 XxBopux Ha MB B YkpaiHi 3a-
JIMIIAIOThCS TPYAHOILI B OpraHi3alii 0a3oBoi Mmpo-
(dinmakTMYHO1 aHTUOAKTEpiaJbHOI Teparil XPOHIYHOI
iHpeknii Pseudomonas. B YKpaiHi m1ocTaTHBO Tpemna-
paTiB [JIS1 BHYTPIIITHBOBEHHOTO 3aCTOCYBaHHS — Ha
MIPAKTUIli MU 3 TO3UTUBHUM PE3yJIbTaTOM 3aCTOCOBY-
BaJId CXeMHU aHTUOAKTepiaJIbHOI Teparlii, 1110 HaBEEHO
y Tabm. 1.

Ane mig xBopux Ha MB B YkpaiHi HemocTymnHi aH-
TUOAKTEpiaJibHI IHTaISILINHI TpernapaTi BHACTIIOK BU-
COKOI 1IiHY Ta BiICYTHOCTi rapaHTOBAHOI'O IEPXKaBHOTO
3abe3nevyeHHd. [Ipu XpoHiuHiil iH(eKii 30yaHuKaMu
pony Pseudomonas peKOMEHAOBAHO KypCHu Teparlii KO-
JIICTUMETATOM HaTpilo a00 TOOpaMilLIMHOM TPUBAJIICTIO
28 aHiB 3 28-A€HHOIO MePEPBOI0 — TPUBAIMA yac (iHO-
JIi — MOCTIiiHO).

Tak, KojicTumeTaT HaTpil0 (KOJOMILIMH) — IU-
KJTIYHUH MOMITIENTUIHUI aHTUOIOTHK, TToXiaHe Bacillus
polymyxa varietas colitinus, IK1ii BITHOCUTBLCS 10 TPYITA
MOJIIMIKCUHIB, 3aCTOCOBYETBHCS IHTAIALINHO Yy MiHi-
MasbHiii 103i 1 mita O/] 2 pa3u Ha 100y (Kypc — 3 Micsi-
11i), 1o kotrye 30 000 rpH Ha Kypc JTiKyBaHHSI.

Tob6pamiliiH B YKpaiHi € BiTYM3HSIHOIO BUPOO-
HuuTBa — OpakcoH («lOpis-Dapm»). Ane dopma
BUITYCKY MpenapaTty — Maja KiJbKiCTh Hil040i pevo-
BuHU (1o 40 Tta 80 Mr B aMmyJsi) — YCKJIAaIHIOE HOro
3acTOCyBaHHS Y xBopux Ha MB. Tak, pekomeHa0BaHi
03U JJIs1 iHTaJSIiHOrO 3aCTOCYBaHHSI CTaHOBJISITH
300 mr (4 amniynu no 80 mr) 2 pasu Ha go0y. IliHa mo-
JiOHOTO JIiKyBaHHS cTaHOBUTH 0ij1 300 TpH Ha 7100y Ta
8000 rpH Ha Mics1Ib.

VY 2013 poui B YkpaiHi Oyj10 3apeecTpoBaHO ToOpa-
MilUMH y BUIJISIAI KaIlCy/ 3 TMTOPOLLIKOM JIJIsl iHrasIsIii i
3pYYHUM iHTAJISITOPOM BUPOOHUIITBA MLIBEHIIAPCHKOT
kommanii «HoBaptuc» — 3oteon Ilomxaiinep (Zoteon
Podchailer). PexkomenmoBaHa mo3a cTaHOBUTH 112 mr
(4 xaricynu o 28 Mr) ABIYi HA eHb. AJie 1iHa TTpeTapa-
Ty Ha 28 nHiB JikyBaHHs — 65 000 rpH. 2KomeH xBopuii

Ta6aunuys 1. AHTUOGIOTUKM, LLLO BUKOPUCTOBYIOTHCS Y XBOPUX HA MYKOBICLUMULA03 NPy BUSIBJI€HHI
B 6poHxianbHOMYy cekperTi Ps.aeruginosa [6]

AHTUGIOTUK Cnoci6 BBejeHHs Jo3a (Mr/Kr/po6y) KinbKicTb BBeeHb
Amikacin BHyTpilUHBOBEHHO 25-30 1-2
Gentamicin BHyTpilLHLOBEHHO 10 1-2
Tobramicin
Ciprofloxacin BHYTpIWHBLO 15-40 2-3
Ciprofloxacin BHyTpiLWHEOBEHHO 10 2
Ceftazidime BHYTPiWHBOBEHHO 150-250 2-3
Cefepime BHYTPilWWHLOBEHHO 100-150 2
Piperacillin/Tazobactam BHYTPiWHBOBEHHO 270-360 3-4
Cefopirazone + Sulbactam BHYTPilWHLOBEHHO 150-200 2
Imipenem/Cilastatin BHYTpilWHbOBEHHO 50-100 3a imineHemom 3-
Meropenem BHyTPilWHLOBEHHO 60-120 3-4
Colistin BHyTpilWHbOBEHHO 2-5 3
Azlocillin BHYTpilWWHEOBEHHO 300 3-4
Aztreonam BHyTpilWHbOBEHHO 150-250 4
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B XapKiBCbKOMY perioHi MaTepialbHO HECITPOMOXKHUIA
OTPUMYBATHU JaHe JIIKyBaHHSI.

3 BepecHs1 2016 poky Ha caiiTi Jlep:KaBHOro peecTpy
JiKapchbKMX 3aco0iB YKpaiHu 3’sBujacs iHgopMalis
100 peecTpalii B YKpaiHi po3uuHy sl iHTadsILii
O6pamito6 (Tobpaminuu) 300 mr/4 ma («K’e3i Dapma-
cbrotukainc 'm6X», ABCTpist), ajie HaM He BOAIOCs 3Ha-
it iHMopMallio 1Moa0 oT0 HASBHOCTI B anTekax Ta
LiHK B YKpaiHi.

BucHOBKMU

1. JlaHui1 KaiHIYHWI BUTIAJOK 1TIOCTpYE repedir MB
3a YMOBM BiZICYTHOCTI afeKBaTHOI eJliMiHaLIiliHOi (ITic-
JIsI BUTIMCKM 3i CTallioHapy) Ta NpodilakKTUUYHOI aHTH-
OakTepiaJibHOI Teparlii, 1110 i CTaJlo MPUUMHOIO YaCTUX
3aroCTpeHb OPOHXOJETEHEBOTO MPOIIECY Ta CMEPTi XBO-
poro.

2. IpodinakTHuHi Kypcu aHTUOAKTepiaJbHOI Tepa-
Mii, 1110 MTOBMHHI MPOBOIMUTHUCS 3a PAXyHOK Jep>KOio-
JDKeTy, — 11e HEeBiJl’éMHa YacCTWHA Ha IIJISIXY 10 301Tb-
IIEHHS TPUBAJIOCTI Ta IKOCTi XXUTTS XBOpuX Ha M B.

Konduikr inrepeciB. ABTOpU 3asBJSIIOTH MPO Bil-
CYTHICTh KOHQJIIKTY iHTepeciB IpM IiArOTOBII JaHOI
CTaTTi.
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KammeHko B.A.", MNacuynmk E.B.?, Apo6osa H.H.?, SIHosckast E.A."
"XQpbKOBCKIN HALIMOHAABHbIVI MEAVLIMHCKM YHUBEPCUTET, I XOPbKOB, YKOAMHQ
2KY3 «O6AQCTHAS1 AETCKQAST KAMHMYECKAst 60AbHMLIA N2 1», 1. XapbKoB, YKpauHa

KAanHunyeckoe HabAaloaeHne pebeHKa, 60AbHOTO MyKOBUCLIMAO3OM

Pe3tome. B crarbe mpeacTaBieHO KIMHUYECKOE HAOIIONEHKE
pebeHKa, 60IbHOr0 MyKOBUCILIMAO30M. JIuarHo3 MyKOBUCLIMIO3a
YCTaHOBJIEH CBOEBPEMEHHO BO BPEeMsI IMPOBEICHMUST HEOHATATb-
HOTO CKpMHMHTA. PeGeHOK ImosyJan 6a30ByI0 3aMECTUTEIBHYIO
(bepMEHTHYO Teparnuio MocTostHHO. C 3-ro Mecsilia OTMEYEHO 10~
paxeHue pecnupaTopHOil CUCTeMbI, KoJIoHU3alusl Pseudomonas
aeruginosa — ¢ 7-ro Mecsilia, 4yacTble 000CTPeHUsT OPOHXOJIEToY-

V.A. Klymenko', O.V. Pasichnyk?, N.M. Drobova’, K.O. Yanovska'’

'Kharkiv National Medical University, Kharkiv, Ukraine
’Regional Clinical Children’s Hospital N 1, Kharkiv, Ukraine

HOTO Tpoliecca B BUIe THEBMOHMIA ¢ (popMHpoBaHUEM OPOHXO-
9KTA30B. AHTMOAKTEpUATBHYIO TepaIiiio peOeHOK MOJTydas TOIb-
KO BO BpeMsT TIpeObIBAaHMS B CTAIIMIOHAPE I KOPOTKUMHU Kypcamu
aMOYJIaTOPHO B CBSI3M C COLMAIBHBIMI IIPUUMHAMM, YTO U CTAJIO
MPUYMHOI CMepTH pebeHKa B Bo3pacTe 2 rofa 5 Mec.
KiroueBbie €J10Ba: neTH; MyKOBUCLIMAO3; MOPAXEHHE JIET-
Kux; Pseudomonas aeruginosa

Clinical observation of the child with cystic fibrosis

Abstract. The clinical observation of the child with cystic fi-
brosis is described in the article. Cystic fibrosis was diagnosed
during the neonatal screening. The child received enzyme re-
placement therapy. Early respiratory disorders (at 3 months of
age), airways colonization with Pseudomonas aeruginosa (at 7
months of age), frequent bronchopulmonary exacerbations
(pneumonia, bronchiectasis) were characteristic of this clinical

case. Antimicrobial treatment was complete only during hospi-
talization period. But short courses of outpatient prophylactic
antimicrobial therapy (because of social aspects) caused the
child’s death from pulmonary involvement at the age of 2 years
5 months.

Keywords: children; cystic fibrosis; lungs disease; Pseudomo-
nas aeruginosa
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