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3AT'AJIBHA XAPAKTEPUCTHUKA POBOTH

AKTyajabHicTh TeMH. [lokpamieHHs SKOCTI Ta TPUBAIOCTI JKUTTS XBOPOTO Ha
MykoBicin103 (MB) 3HauHOIO0 Mipoto 3aiexkuTh BiJ HyTpuTuUBHOTO crarycy (HC), sxuii
MOPYIIYETHCA Yepe3 pO3Nagu TPaBJICHHS 1 BCMOKTYBAHHS HYTPIEHTIB y KHIICYHHUKY.
3amicHa Teparis JUIsl KOpPEKIIii crearopei MmaHkpeaTuuHuMH (epMeHTaMu He 3abe3reuye
HOpMaJIi3allii piBHIB BiTamiHiB y cupoBarii kposi. C. Bertolaso Ta cmiBaBt. (2014) 1
S. Collins Ta cmiBapT. (2016) onucanu TinoBiTaMiHO3W y TamieHTiB 3 MB 6e3 cTeaToped,
IO CBIAYMTH MPO HASBHICTH IHIIUX MEXaHI3MIB OOMIHY BiTaMiHiB, 30KpeMa, MOPYIICHb y
renaro6iuTiapHiil cucTemi.

B opranizmi xBopux Ha MB BCTaHOBJIEHO HecTauy ILHMHKY, CEJEHY, Miai Ta
MOTiO/IeHy, TPOTE JOIMUIBHICTh, €PEKTUBHICTh W ONTUMAaJIbHI METOAM KOPEKIli X
nehIUTIB 3aJIKHO BiJ] CTYNEHS 30BHIIMIHbOCEKPETOPHOI HEIOCTATHOCTI MiANLTYHKOBOT
3aJI03M 1 HAsBHOCTI XoJjiecTazy MoTpeOyroTh mnoaaibiioro BuBYeHHs (L. Shamseer Ta
cmiBaBT., 2010; S. Sagel ta cmiBagt., 2018; E. Monge, M. Fabiola Ta cniBasr., 2019).

Bitaminu A 1 E, a TakoX IIMHK 1 CeJIEH BXOASATH /10 CKJIQJAY aHTUOKCHJIAHTHOI CHUCTEMHU
OpraHi3my, akTUBYIOTh POOOTY IMYHHOI CHCTEMHU M ICTOTHO BIUIMBAIOTh Ha 3amalibHI Ta
KaHIIEpOTeHH1 Tporiecu. Bpo1oBk OCTaHHIX POKIB aKTUBHO BUBYAETHCS B3a€MO3B’SI30K MIXK
CTaHOM 37I0pPOB’Sl JIiTeH 1 HEIOCTATHICTIO a00 MepeI03yBaHHAMH BITaMIHIB 1 MIKPOEJIEMEHTIB.
30KpemMa, BCTAHOBJICHO, IO aJ€KBaTHE 3a0€3MEUYEHHs BITaMiHOM A 3HW)KYE CMEPTHICTH 1
3aXBOPIOBAHICTH JITEH BIKOM Bij 6 MicsIiB 10 5 pokiB (A. Imdad ta cmiBaBrt., 2017).

JloBeneHo, 10 MpPU3HAYEHHS BUCOKUX IIOJICHHUX J03 LMHKY MITAM PI3HOTO BIKY €
HEOOX1THUM JIJIs1 3MCHILICHHS 3aXBOPIOBAHOCTI Ha 1H(EKIT pecripaTopHoro Tpakrty (Z. Lassi
Ta cmiBaBT., 2016; E. Mayo-Wilson Ta cmiBaBt., 2014). BogHouac, 1 rinepBiTamiHO3H, 1
TIMNOBITAMIHO3H, MOXKYTh OyTH HEOE3MNEUHUMHU JUIS KUTTA JHOAUHUA. 30KpEMa, BCTAHOBJIEHO,
1[0 JIIKyBaHHS BHCOKMMH J03aMH BiTaMiHy A Ta E moB’s3aHe 31 30UIbLICHHSM 3arajibHO1
cmeptHocTi (E. Abner ta cmiBasrt., 2011, C. Tidy ta cmiBasr., 2015).

3rigHo 3 Hakazom MO3 VYkpainu Big 15.07.2016 p. Ne 723 "IIpo 3aTBepaKeHHS Ta
BIPOBA/DKCHHS MEIUKO-TEXHOJIOTIYHUX JIOKYMEHTIB 31 CTaHAapTU3amii MeJIudHOi
JOTIOMOTH TPU MYKOBICIIMA031", y MAII€HTIB 13 UM 3aXBOPIOBAHHSIM PEKOMEH]IOBaHE
3actocyBanHsi BitamiHiB A 1 E. I[lpore, 3anumaerbcss akTyaJdbHUM BUBYCHHS
e(hEeKTUBHOCTI JIOCTYIMHUX Ha TepUTOpil YKpainu jikapchkux 3acobiB (JI3), Bu3HaueHHs
ONTUMAIBHUX TEPMIHIB KOHTPOJIIO BMICTY MIKPOHYTPIEHTIB Yy CHpPOBATIll KpOBi, a
TaKO0 MPOTHO3yBaHHS JUHAMIKHU IUX MOKA3HUKIB 3aJIEKHO BiJl 0COOIMBOCTEH TIepediry
XBOpPOOM, reHOTUNY 1 (PEHOTHUITY MALI€HTIB, J1i YUHHUKIB HABKOJIUIITHBOTO CEpEIOBUIIA
tomo (H. Kanpanos, H. Kamupckas, 2014).

JloaTKoBO MocCTae HarajibHa MOTpeda BUBYEHHS MPOOJIEM JIIarHOCTUKHU Ta JIIKYBaHHS
rinoBiTamino3y BiTaminy K y xBopux Ha MB. Ilonbcbka pocmignuusg P. Krzyzanowska
onucye MOro HeaocTaTHICTh y 46,2% mnartiiedTiB (2011) 1 BUCBITIIOE Y CBOIX HAayKOBHX
mparsx Mpo acouiamli 13 IeBHUMHU T€HOTUIO-(QEHOTUIITYHUME nposiBamu MB, 30kpema 13
MYTaIll€l0 TEeHy TpPaHCMEMOpPAaHHOTO peryiasTopHoro Ouika wmykosiciuaosy (TPBM)
F508del, ypaxennsm neuinku, giaberom, 3ymonienoro MB (2017).

HeBig’emHuM (pakTopoM B yCHIIIHOMY JIIKYBaHHI XBOPOTO, a caMme 3a0e3MeueHOCTi
KUPOPO3YMHHUMH BiTamMiHaMd npu MB, € MNO3uTHBHUN KOMIUIAEHC TIAIli€EHTa 0
JKapCchkuX mpu3HadeHb. OCKUIBKH, y HAayKOBHX 1H(GOpPMAIIHHUX MOTOKaxX OMHCAHO
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omu3bko 250 ¢akTopiB, 10 BIJIMBAIOTH HA CTABJICHHS MAlll€EHTa O PEXUMY Tepamii i
BIJIMOBITHO BUKOHAHHS MTPU3HAYEHOTO JTiKyBaHHS (A. 3iMeHKOBChKUH, 2013).

OTxe, JlarHOCTUKA 1 KOPEKIlsl TMOPYUIEHb BMICTY >KUPOPO3YMHHHMX BITaMIHIB Ta
MIKpPOEJIEMEHTIB B Oprasi3mi aitedl, xBopux Ha MB, a TakoX BH3HAYEHHS IOJATKOBUX
0COOJTMBOCTEHN 1X T€HOTUITY MOXKYTh MOKpAlIMTH €()EeKTUBHICTH JOMOMOTH JJIsi Ha3BaHOI
KaTeropii Maifi€exTiB.

3B’A30K po0OTH 3 HAYKOBHMH IporpaMamMu, IuiaHamMu, Temamu. JlucepTaiis
BUKOHAHA BIAMOBIIHO N0 IUIaHYy HAyKOBO-AOCHIAHOI pobotm kadenpu memiaTpii i
Heonatosorii ®IIIO JIbBIBCHKOrO0 HallOHAIBHOTO MEAHMYHOTO YHIBEPCHUTETY IMEHI
HNanuna [Nanunpkoro « Biimue nepuHaTanbHOl MATOJIOTI] Ta IMyHONATOJIOTIYHUX CTaHIB 1
METO/IIB iX KOPEKIIii Ha CTaH 3I0POB’S 1 AKICTh KUTTS JITEH 3 PI3HUX TPYI pU3UKy» (Ne
nepxaBHoi peectpartii 0110U002156).

Jlana po6oTa € ¢parMeHTOM KOMILJIEKCHOI TeMH, 110 BUKoHyBajnacs B JIY «lactutyt
cnagkoBoi marosorii HAMH Vkpainu»: «Po3poOka epeKTHUBHOro MOJIEKYISIPHO-
TeHEeTUYHOT0 MIiAXOAY A0 JIarHOCTUKH 1 MPOTHO3YBaHHS IOIIMPEHOI CIAaJKOBOi 1
MynbTUQaKkTOpHOi marosorii» (Ne nepskaBHoi peectpamii 0111U002657), a Ttakox y
paMKax CIUIBHOTO MOJbChKO-YKPATHCHKOTO MPOeKTy B Jadopartopii Ilo3HaHChKOTrO
Meau4YHoro yHiBepcuteTy iMeHi Kapna MapuunkoBcrskoro ([Tonbia).

Merta. VYJOCKOHAIUTH KOMIUIEKC JIarHOCTMYHMX 1 JIKYBJIbHUX 3aXO/IiB,
COpSMOBAaHUX Ha MiABUIICHHS €(EKTUBHOCTI JOMOMOTH JITsAM, XBopuM Ha MB, Ha
N1JCTaBl BUBUECHHS BMICTY XUPOpPO3UMHHUX BiTamiHiB (A, E, K) Ta MikpoenemeHTiB (Zn,
Se) Ta Kopekuii iX MOpyUIEHb.

3aBaaHHA NOCTiIZKeHHS.

1. BuBuYuTH KIIHIKO-IAPAKIIHIYHI OCOOJIMBOCTI JiTeil, XxBopux Ha MB, oiinuTH
PIBHI ypa)K€HHS AUXaJIbHOI CHCTEMH, CHHAPOMIB MajbaOCOpOIli, XoyiecTasy, XJOpPHUIIB
MOTY Ta MPOaHaJII3yBaTH B3a€EMO3B’ I3KU MK HUMHU.

2. Hocmigutu posmoxain reHoTuniB TPBM Ta BcraHOBUTH — OCOOJMBOCTI
dbeHoTUNIYHMX 03HAK Mpu HasgBHOCTI myTalii F508del y xBopux 3 MB.

3. Hocmigutu piBui BitamidiB A, E 1 K, a takox wmikpoenemeHTiB Zn i Se y
CUPOBATIII KPOBI J1iTei, XBOpux Ha MB, Ta BCTAHOBUTH 1XHI B3a€EMO3aJICKHOCTI.

4. Po3poOWTH KOPEKII0 CXeMU Tepamii Ta MOHITOPUHTOBOTO CIIOCTEPEKEHHS Y
MAaIf€eHTiB, XxBopux Ha MB Ha 0CHOBI pe3ysIbTaTIB JTA0OPATOPHOTO TOCI>KEHHS.

5. OIIHATH KOMIUTAEHTHICTD JI0 PI3HUX METOIB Teparlii y JaiTei, XxBopux Ha MB.

06 ’exmu docnioxcernnsi:MB y aitTeii BIkoM BiJi 3-X MICSIIIB 10 18 pokiB.

Ilpeomem Oocnioxcennsn: piBHi BiTamiHiB A, E 1 K Ta MikpoenemeHTiB Zn i Se B
CUpOBaTIl KpoBl xBopux Ha MB 1 ixHI B3a€MO3B’SI3KU 3 T€HETUYHUMHM, KITHIYHUMH Ta
napakIiHIYHUMU TapaMeTPaMHU.

Memoou  OdocniodceHHs: 3aTalbHOKIIIHIYHI, O10XIMiYHI, MOJEKYJISPHO-TCHETHYHI
(reaTPBM), Oakrtepiosoriuni, imyHopepmenTHi (dekampHa enactaza-1,PIVKA-II),
cnekrpodoTomerpuyHi (BiTaminu A i E Ta mikpoenemenT Zn ta Se), IHCTpyMEHTAJIbHI,
CTATUCTUYHI.

HaykoBa HOBHU3HA o/iep:KaHUX pe3yabTaTiB. OTpUMaHO HOBI JaHl IPO JUHAMIKY
BMicTy BiTamiHiB A, E 1 K, a Takox MikpoenemeHTiB Zn 1 Se y cupoBatiii KpoBi AiTeH 3
MB Bikom Bij 3-x micamiB g0 17 pokiB 9 micsiiB. Beranosneno, mo y 32 % naiieHTiB
OyB 3HI>KeHUM piBeHb BiTaMiHiB A 1 E, y 53 % mnamientiB — Bitaminy K, y Bcix xBopux
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OyJnu 3HMKEHUMHU CUCTEMHI KOHIEHTpalii ceneny. Bognouac, y 72 % mnaiieHTiB piBEHb
[MHKY MEPEeBUILYBAB HOPMY.

Brnepiiie BusiBiieHo BuIy 4acToTy mykpoBoro miadery (LIJI) y mamieHTiB 3 MyTali€ro
F508del/x (ne x - HeineHTHdikoBaHa MyTallis). Taki MyTallli HajIeXaTh J10 KJIACy «BaKKHX»
1 BIJMOBIHO BU3HAYAIOTh BAXKYMM Iepedir 3axBoproBaHHs, ockuibku [1J] BUHMKae Bke B
PaHHBOMY JIUTSAYOMY BiIll, IO 3yYMOBJICHO MIBUAKKAM (HiOpO30M MiANLIYHKOBOI 3aJI03H
BHacJII0K MB.

BusiBneHo BiporiiHi acowiamii MK MOPYIIEHHSM (PYHKIIOHAJIFHOTO CTaHy JIETeHb
(MeHII0r0 (hOPCOBAHOIO KUTTEBOIO €MHICTIO JiereHb (DXKEJT)) Ta HaSBHICTIO TaKUX O3HAK
MB, sk OinkoBo-eHepreTuuHa HemoctaTHICTh (Is=0,27; p=0,003); nmereHeBa rinmepreH3is
(rs=-0,19; p=0,038), xponiune HociiictBo Pseudomonasaeruginosa (rs=-0,22; p=0,015),
bi16po3 mewinku (rs=-0,28; p=0,002), moprambHa rimeptenHsis (rs=-0,29; p=0,001) Ta
MOpYIIIeHa TOJEPAHTHICTh A0 Tioko3u (rs=-0,22; p=0,017). Brnepie mokaszano, mo xBopi
JTH 3 HU3bkuMHU mokazHukamMu HC 3Ha4yHO wyacTime noTpedyBaiu CTaIlliOHAPHOTO
aikyBaHHs (rs=-0,20; p=0,008).

Briepiiie BCTaHOBJIEHO BIPOTIJHY acoIlialliio Mi>K BMICTOM CEJIEHY Y CHPOBATIIl KPOBI
Ta TUHAMIKOIO CITIPOMETPUYHHUX MMOKA3HUKIB y JiTel, XBopux Ha MB (rs=0,33; p =0,03).

Brepiiie BCTaHOBJIEHO 0COOJIMBOCTI JOTPUMaHHS XBopuMH Ha MB AiThMu Ta ixHIMU
OaTbKaMU JIIKApChKUX pEeKOMeHpaalii. 3okpema, IO0Ka3aHO, WIO CTYMiHb BHUKOHAHHS
JMKApChbKUX MPU3HAYEHB 3aJICKUTH Bl MICIS MPOKUBaHHA (ceso abo MICTO) 1 TPUBAIOCTI
CIIOCTEPEIKEHHS 32 XBOPOIO TUTHUHOIO Y JIIKYBaJIbHOMY 3aKJIai.

JloBenieHo e(heKTUBHICTh PO3POOIEHUX CXEM KOPEKIIi MOPYIIEHb BMICTY BITAMIHIB
A 1 E B opranizmi aireit 3 MB, Ha ¢oHI 3acTocyBaHHA SKUX 3a()1KCOBAHO MO3UTHBHHM
KoedimieHT Kopemsamnii Mixk 00’eMoM (HOpcOBaHOTO BHAMXY 3a mepiny cekyHay (OPB;)
IiJT 9ac MOBTOPHOTO BUMIPIOBaHHS Ta (aKTOM MPU3HAYCHOO 103010 BiTaminy (rs=0,26;
p=0,084).

BcranoBneHo, 110 Ha CHCTEMHI PiBHI Ta JWHAMIKY KOHIIEHTpaiiid BitamiHiB A i E y
CHUpPOBATIIl KpOBI BIUIMBAIOTh Maca Tijla, 1HAGKC MacH Tila, CTaTh, BaXKKICTh CTaHY,
Ja0opaTopHi TOKa3HUKK (KUTbKicTh TpoMOouuTiB, IIIOE, koHuenTparii ansOymiHiB,
xoJiectepuny, a Takok akTuBHICTB Y-I'T, JI® it ACT y cupoBartiii KpoBi Ta BMICT XJIOPUIIIB Y
T0T1), HASIBHICTh OPYIIIEHOI TOJIEPAHTHOCTI JIO TIIFOKO3HU Ta CTYIIHB JIETEHEBOI TIepTeH3II.

IIpakTuyHe 3HAYEHHS OJepPKAHUX pe3yabraTiB. Ha miacrasl oTpuMaHuX JTaHUX
po3pobieHo cxemu Kopekiii aedinuty BitamidiB A 1 E y mitel, xBopux Ha MB.
30KkpeMa, BU3HayaTH piBeHb BiTaMmiHIB A U E y cupoBaTii KpoBl AJii BU3HAYEHHS
JOIIJILHOCT] JI0JJaTKOBOTO MPHU3HAYEHHS BIAMOBIIHUX BITAMIHHUX MPEMapaTiB 3ajeikHO
BiJl OTpUMaHuX pe3ynbTaTiB. Ilicns 3aBeplueHHs Kypcy BiTamiHOTeparii MOBTOPUTH
JnociKeHHs1 BiTaMiHIB A i E y cupoBarii KpoBi 3 METOIO OOIpYHTYBAHHS MOJANbIIO]
TEepaneBTUYHOIO TaKTUKU. OOIpyHTOBAHO MOTPEOY MOAATKOBOIO MPU3HAYECHHS BITaMIHIB
A 1 E 3a ymMOBHM 3HWXEHHS BIAMOBIJHUX TIOKAa3HUKIB HHUXKYE BIKOBUX HOPM Ha
TPUMICSAYHUN TEPioj] 3 HACTYTHUM BHUMIPIOBAHHSAM, a TAaKOXX IIOPIYHOTO MOHITOPHUHTY
KOHIIeHTpaIlii BitamiHy K, MikpoeneMeHTiB Zn 1 Se y cupoBariii KpoBi aiteit 3 MB.

[TokazaHO BaKJIMBICTh BUKOPUCTAHHS MEPCOHI(PIKOBAHOTO MITXOIY 10 MOHITOPUHTY
CUCTEMHMX KOHIIEHTpAIliil BITaMiHIB Ta MIKpOEJIEeMEHTIB y niteil 3 MB 3 ypaxyBaHHsM
CTYNECHs BUKOHAHHS JIKAPCHKHUX MPHU3HAYCHb (PIBHS KOMIUIAEHCY) OaThKaMM MAIIE€HTIB 13
JTAHUM 3aXBOPIOBAHHSIM.
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Po3pobrmeno  Ta ~ BOpPOBAa[KEHO  OMHWTYBAJBHUK,  BHUKOPUCTAHHA  SKOTO
(iHTEpB’IOBaHHS), J103BOJISIE BCTAHOBUTU CTYMIHb KOMILJIAEHCY OAaThbKIB XBOPOi JUTHHHU
1010 PI3HOMAHITHUX aCIeKTIB MPOMUIAKTUKY i JTiKkyBaHHSI MB.

BnpoBaakeHHsl pe3yJibTaTiB po0oTH y NMpakTHKy. Pe3ynbratu auceprauiiHOl
poOOTH BIPOBAKEH1 Y IPAKTUYHY POOOTY COMATHYHUX BIJA1JICHD JIIKAPEHB 1 MO KIIIHIK
takux MeaudHux 3akianiB: K3 JIOP «3aximHoykpaiHChKHUI cIeIliagi30oBaHUN JUTIYNN
veanuaauii  1eHTpy  (3YCAMI[ ,M.JIsBiB); JIbBiBChbKa oOOJacHAa KJIiHIYHA JIIKApHS,
BonuHchke oOnacHe muTsde TepuTopialibHe MeaudHe 00’emHanHs; CTpuiiCcbKa MiChKa
auTsda JgikapHs; JIbBIBCHKUMN perioHaJbHUM (THU310MyIbMOHOJIOTIYHUN JKYBaJIbHO-
miarHOCTUYHUN 1eHTp. HaykoBi po3poOku 3a pesynbTaTamMHu AHMCEpTaIli BKIIOYEHI Y
HaBuanbHu mporec kKadeap JIHMY imeni J[lammma Tamumekoro: memiaTpii i
Heonarojyorii ®IIJIO Ta «kmiHivHoi d¢dapmamii, ¢dapmakorepamnii Ta MEIUYHOI
cTaHfgapTusamii  (MeToau4Hi pekomeHaaiii «MEeHEeIKMEHT JIKOBOI  TOBEIIHKHU
namienta»). [lin 4ac BUKOHaHHS JHCEpTaliifHOI POOOTH OTPUMAHO CBIAOLTBO TMIPO
peecTpalilo  aBTOPCHKOTO TIpaBa Ha HAYKOBUU TBIp «AHKeTa Il BHUMIpPIOBaHHS
KOMILUIa€HCY y OaThbKiB AiTEH, XBOPUX HA MYKOBICIIAO3» 1 anmpoOOBaHO HOTro cepen
0aThKiB miTel, XxBopux Ha MB.

OcobOucTuii BHecok 3a00yBava. Ha mijgcraBl BUBYEHHS [KEpea HAyKOBOI
JiTepaTypyd TMpOaHaNi30BaHO cydyacHUM cTaH mnpoOiemu. CHOilbHO 3 HAYKOBUM
KEpIBHUKOM OOpaHO TemMy poOOTH, BHM3HAYEHO METy, HANpsIMH Ta METOJOJOTII0
TOCHIKeHHs.  JlucepTaHT CcaMOCTIMHO TIPOBOJMJIA OOCTEXEHHS, JIKYBaHHS Ta
MOHITOPUHI XBOpUX Ha MB, sKi yBIMUIUIM y AOCIIIKEHHSA. ABTOPKOIO pO3po0seHa
aHKeTa JUIsI BU3HAYEHHS CTYINCHS BHKOHAHHS JIKAPCHKUX TIPU3HAYEHb OaThbKaMu
MAIlIEHTIB 3 JIAHOIO HO3O0JIOTI€EI0 1 BCTAHOBJICHO YHMHHHUKH, K1 Ha II¢ BIUIMBAIOThH.
3n00yBauka MpoBeJia CTATUCTUYHHUM aHalli3 pe3yJibTaTiB JOCHIIKEHHS, chopMmystoBaa
OCHOBHI HAyKOB1 TMIOJOXEHHS Ta BUCHOBKM. HaykoBO 0OIpyHTyBana MpaKkTU4HI
peKOMEeHIallli 1 MiAroTyBajia 10 APyKy HAyKOBI Ipari.

Anpodanis pesyabTaTiB. Martepianu poOoTH 1onoBiganucsa ta Oyau oOroBopeHi
Ha XIV BceykpaiHChkiii HayKOBO-TIpaKTHYHIM KOH(pEpeHIli «AKTyaldbHI MUTaHHS
nemiatpii» (Cymak, 2012), HayKOBO-pakTU4YHIN KOH(DEpeHIli «AKTyanbHI MUTaHHS
nemiatpuuHoi npaktuku»  (JIeBiB, 2013), 1BOX HaBUaJIbHUX MalcTep-Kiacax
(CnoBayunna, Kommune, 2013; Vxropoa, 2014) y pamkax npoekty «BrpoBamkeHHs
HOBITHIX MOJJIMBOCTEH IIMOJ0 3a0e3MeyeHHs] Kpamoro oMy 3a XBOPUMU Ha
MYKOBICIIU/I03 B 3akapnarchkiii 00JacTi» Ta HAyKOBO-NIPAKTHUYHIN KOHQepeHiii 3
MDKHAPOIHOIO y4acTio « MyKOBIiCIIMI03 B YKpaiHi: CTaH Ta MEPCIEKTUBH JTIarHOCTHKH,
JiKyBaHHS W CoIlialbHOI ajamnTarii mamieHTiBy 31 cuMmmodiymoM «OpdaHHi
3aXBOpIOBaHHS y AiTel Ta nopocaux» (JIpBiB, 2017).

Iyoaikanii. Pesynprat pocnigxeHp omyOiikoBaHi y 17 HaykoBHX mpaisx, 13
HUX 2 CTaTTl B )KypHalaX, U0 LHUTYIOThCS y 0a3l gaHux Scopus; 6 — y BITUYU3HSHHUX
HayKoBUX (haxoBHX BHUJAHHSIX; 7 poOIT — y wMarepiajmax 3’i37iB, KOHTPECIB 1
KoH(epeHIii. 3a miacyMKaMu poooTH OTpUMaHo | CBIAOITBO MPO aBTOPCHKE MPaBO HA
TBIp; @ TaKOX OMyOJIIKOBaHI METOJUYHI peKOMEHAAITI].

Ctpykrypa ii obcar aumcepramii. [luceprauiiiHa poboTta BukiaaeHa Ha 223
CTOpIHKaxX JPYKOBAHOTO TEKCTy (13 HHUX OCHOBHOTO Tekcty 186 cropiHok). Bona
BKJIIOYA€ BCTYII, OTJISAM JIITEpAaTypu, MaTepiald Ta METOAM IOCTIKEHHS, 5 pO3aiiiB
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BJIACHUX JOCIIKEHb, aHaJl3 Ta y3arajJbHEHHS Pe3yNbTaTiB JOCHIIKECHHS, BUCHOBKH,
MPaKTUYHI peKOMEHallli Ta nepeik nocuwianb (61 — kupunuiero ta 149 — naTuHUICIO)
Ta 4 nonatkiB. PoboTa imtoctpoBana 53 TabaunsMu 1 46 puCyHKaMu.

OCHOBHMUM 3MICT POBOTHU

Marepiain Ta MeToaW AOCTiaKeHHA. /(715 po3B’sA3aHHS MOCTaBICHUX Yy POOOTI
3aBJlaHb HamMu OyJio obcrexxeHo 100 marrienTiB, XxBopux Ha MB, Bikom Bij 3-X mic g0 17
pokiB 9 mic. Ilig yac BUKOHAHHS AOCTIKEHHS YCIM XBOPHUM HaJaBajiu amOyimatopHy abo
crarioHapHy gomomory y LlenTpi HamaHHs MemudHOi momomoru xBopuMm Ha MB KHII
«3YCIMII» (m.JIbBIB).

KputepisiMu BKITIOUEHHS MAI€HTIB Y AOCTIIKEHHS OYyJHM: MIATBEPIKEHUN AiarHo3
MB, Bik XBOpUX BiJl HaApOKEHHs A0 18 pokiB, iHPOpMOBaHa 3ro/ia MaiieHTa Ta/abo Horo
OaTbKIB/OMIKYHIB Ha OOCTEXEHHS, HEBXUBAaHHsS IpenapariB BiTamiHIB A i E,
MOJTIBITAMIHIB 1 MiKpoeJieMeHTiB 3a 30 AHIB 70 0OCTEKEHHS.

KontponsHa rpyna ckiaganacs i3 25 370poBUX OCIO, BIKOBHM PO3IMOIIT SKUX HE
BIJIPI3HSABCS B BIAMOBIJHOIO PO3MOAUTY Yy JIOCHIpKyBaHIM rpymi marientiB (D=0,27;
p=0,09).

V Bcix namiedTiB 3 MB olliHIOBaJIM CKapry 1 BUBYAJIM JIaHI aHAMHE3y 3aXBOPIOBAaHHS,
3MIMCHIOBAIM KIIIHIYHUN OTJISAJ, MPOBOAMIM TapakiiHiuHI OOCTEKEHHS 1 KOHCYJbTaIlll
CIEIIAJICTIB MJIAHOBO Ta 3aJIEKHO B MOTpPed (CTOMATOJIOT, Kap/10JIoT, OTOJAPUHTOJIOT,
€HJOKPHUHOJIOT). Y BCIX MAaLI€HTIB, Kl NepeOyBaau Mij CIIOCTEPEKEHHIM, TOCIIIKYBaIu
renu TPBM, a Tako mpOBOJMIN ONUTYBAaHHS 3 BUKOPUCTAHHSAM CIIELIIAIBHO PO3POOIIEHOI
aHkeTH. KIMHIYHUN OISl BKIIOYAB 00’ €KTHBHE OOCTE)KCHHS, BU3HAUCHHS MAcH Tila Ta
3pocTy mnaifienTa, ominky HC; mapakiiHiuHI JOCHIKEHHS — PO3TOPHYTUM 3arajibHUN
aHaii3 KpoBi, OIOXIMIYHMN aHal3 KpoBl (3aranbHUil OLTIpyOlH, 3arajgbHUN OLIOK,
ansoymin, AJIT, ACT, y-I'T, JI®, xonectepun, npotreinorpama), BusHaueHHs piBHs OE-1,
OakKTepioJIOriuHI AOCIIKEHHS Ma3KiB 3 HOca, CIM30BOi 3iBy Ta xapkotuHHs, EKIT, Exo-
KT, CHIPOMETPIIO, YJIbTPa3BYKOBE JTOCITIJIKEHHS BHYTPIIIHIX Oprasis,
di6poractpoayoaeHockomnito, peatreHorpadiro OI'K 1 nomarkoBux mazyx Hoca. Baxkictb
CTaHy Talll€EHTIB OI[IHIOBAJIM 3a CTaHAAPTU30BaHOMO IKajoro [lIBaxmana-Kynpuuiiskoro.

KoHnenTparito XJIOpuIiB y TOTI BH3HAYaJIM 3a JOMOMOTOI0 TJIOKapIiHOBOIO
enexTpodopesy 3a metosioM I'i6cona 1 Kyka.

MonekyasapHO-TeHETHYHI JOCIIKEHHS, SKI BKJIIOYaId BH3HAYCHHS MYyTallii TeHa
TPBM BukonyBanucs B 1Y «IHctutyT cnagkosoi natosorii HAMH VYkpainny.

CryIiHb JEreHEeBOro YpaXXeHHsI BU3HAYAIM 32 JIOMIOMOI0I0 CITIPOMETPIi Ta 3a JaHUMHU
pentrenorpadii OI'K 3rigHo 31 mkanow bpacdina.

Buznauennss HC npoBoauiocst MUISIXOM OLIIHKYA Bard, 3pOCTy Ta 1HAEKCY MacH Tija
(IMT) mnamieHTa 13 OOYMCICHHSIM Ta IHTEPIPETALIEI0 NAaHUX CTAHAAPTHUX CUTMabHHUX
Bigxuiens (SD, z-scores).

OmiHky cTaHy eK30KpUHHOI (YHKINI MiANUTYHKOBOT 3aJI03U 3IHCHIOBAIM 34
aktuBHicTIO DE-1, sKy BH3Haualuud 3a JOMOMOTOK IMYHO(EPMEHTHOTO aHami3zy 3
BHUKOPHCTAaHHSIM MOHOKJIOHAJIbHUX AaHTUTLT 70 Jojachkoi emactasu-1 (ScheBo-Tech,
Gissen, Germany) B YKpaiHCbKO-HIMEIIbKOMY TaCTPOCHTEPOJIOTTHHOMY TIeHTpi (M. KuiB).

PiBHi BiTaMiHiB A (petunony anerary) i E (ansda-Toxodepony amerary) Ta ceneny
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y CHPOBATIIl KpOBI BU3Hayanu Ha ayopeciieHTHOoMY criekTpodorometpi Hitachi MPF-4,
a BMICT UMHKY B KpOBI BHUMIPIOBAJIM 3a JOMOMOTOK aTOMHO-aJCOpPOIIHHOrO
crnektpooromerpa AAS-115. KoHueHntpaiii HEKapOOKCHUILOBAHOTO MPOTPOMOIHY
(PIVKA-II) y cupoBarTiii KpoBi BU3HAYaIH 3a JOMOMOIOI0 IMyHO(EPMEHTHOI'O aHaji3y.
HocnimxenHss BukoHyBaiau B Ilo3HaHcbkoMy MeauuHoMy YHiBepcuTeTi (ITombima),
BUKOPHUCTOBYIOUM MHUIIIAYUN MOHOKJIOHaIbHUM ¢parmenT F(ab')2, crneumdiunuii mms
PIVKA-II (Roche Diagnostic). [ns 3a3HaucHHX J1a0OPaTOpPHHUX OOCTEKEHb 3a0HMpaH
nepudepudHy BeHO3HY KpoBi B 00’ emi 5,0 M.

OOcTexxeHHs Ta JTIIKyBaHHA TallieHTiB 3 MB 3aiiicHIOBamM 3rigHO 3 peKOMEHIAITI MU
yHI(IKOBAaHOTO KJIIHIYHOTO MPOTOKOJY TEPBUHHOI, BTOPHUHHOI (CHEIiali30BaHOl) Ta
TPETUHHOI (BHCOKOCIICIaIi30BaHOi) Meau4IHOi qorioMoru «MykoBiciumo3» (Hakaz MO3
VYkpainu Big 15.07.2016 p. Ne 723 "IIpo 3aTBep[KEeHHS Ta BIPOBAIKEHHS MEIMKO-
TEXHOJIOTIYHUX TOKYMEHTIB 31 CTaHAapTH3AIll MEAMYHOI JOIOMOTH TPU MYKOBICITH1031").

JiTsM, B SKUX pe3yJbTaT BUMIPIOBAHHS CHPOBATKOBOI'O BMICTY BiTaMiHy A OyB
MEHIIIUM B1Jl BIKOBOI HOpMH, npu3Hadainu 3,44 % oniiiHuil po3uuH BiTaMiHy A, B AKOMY
1 kpamst mictuth 3000 MO petunoity aneraty, y BikoBux go3ax: 0-6 micsiis — 3000 MO
(1 xpamns); 6-36 micsmie — 6000 MO (2 xparuti); > 3 pokiB — 9000 MO (3 xparuni).
JlikyBanbHUN KypC 3aCTOCOBYBAIU MPOTSITOM 3-0X MICSIIIB.

VY xBopux JiTed 3 pe3yJbTaTOM BHMIPIOBAHHS CHUPOBATKOBOTO BMICTY BiTamiHy E
MEHIITUM BiJl BIKOBOT HOPMH 3aCTOCOBYBaJIM OJiMHUI po3unH BiTaminy E 10 %, B skomy
1 kpamss mictuth 100 mMr tokodepony aunerary, abo kamncyiau Bitaminy E mo 100 abo
200 wmr. IIpenapar nmpu3Havaiy, SKIIO pe3yiabTaT JOCIIKEHHS BMICTY BiTaMmiHy E y KpoBi
OyB HWKYUM BiJl BiIKOBOT HOpMU (< 3,6 mkr/mu mns gitedt 1o 1 poky; < 4,0 MKr/mi st
miteit Big 4 mo 12 pokiB; <5,0 MKr/Ma asnis aiteit crapiie 12 pokiB), y BikoBux go3ax: 0-12
micaiB — 10 mr/kr; 1-4 poku — 100 mr; 4-10 poxki — 200 mr; > 10 pokiB — 400 mr. Li no3u
PEKOMEHTyBaJIM 3aCTOCOBYBATH MPOTITOM TPHOX MICSAILIIB.

Cryninb BUKOHAHHS JIIKAPCHKUX PEKOMEHHalii OaTbkamu AiTell, XxBopux Ha MB,
(KOMITJIa€HC JI0 Teparlii) OIIHIOBAJIM METOJO0M IHTEPB IOBaHHS 3 BUKOPHCTAaHHSM aHKETH,
gKka BKIOYasa 31 3amuTa”HHsA, 3a €IWHUM CICHMialbHO PO3POOJEHUM ITPOTOKOJIOM.
3anuTaHHsA aHKeTH OyJaud pO3MOAUICHI Ha OJIOKM: TacmopTHAa dYacTuHaA, (QizioTeparnis,
naHKpeaTnyHi (hepMEHTH, BITAMIHU Ta 3arajibHi 3alIUTAHHS 11010 TEparii.

CratuctTuHy 00poOKy OTPUMAHUX JaHUX 3A1MCHIOBAIM 3a JIOTIOMOTOI0 CTaHIAapTHUX
METO/IIB OMMCOBOI CTaTUCTUKH, MOPIBHSUIBHOTO, KOPEJAILIMHOTO 1 perpeciiHoro aHaji3iB.
Pe3ynbrati BUMIpIOBaHb MPEACTABISUIM 3aJ€KHO B X pO3MOAUTY SIK CEpeaHe
+ cTaHJapTHE BiAXWICHHS a00 MeldiaHa [HWKHIM, BepxHI KBapTwii]. 3a yMOBH
HOPMAaJIBHOT'O PO3MOALTY PE3YJIbTaTIB BUMIPIOBaHb BUKOPUCTOBYBaJIM MeTo [lipcona (1). B
THIITMX BUITQJIKaX 3aCTOCOBYBAJIM METOJ| paHroBoi kopessiii Cripmena (rs). IlomiOHicTh
PO3MOJILTIB MOPIBHIOBANIM 3a JonoMororo kputepis Koamoroposa-CmipHoBa. SIK MOKa3HUK
CWJIM 3B’SI3Ky MIDXK MOPSIKOBOIO T4 HOMIHAJIBHOI JTUXOTOMIYHOIO O3HAKOI OOYHMCIIOBAIIN
MOMIXOpPHUM KoedimieHT kopemsamii (¢), a I OIIHKK acoriallii Mix HOMiHaJIBHI/IMI/I
o3HakamMu — V- KpHTepm Kpamepa, Ttounwmii kputepiii @imepa abo Kputepii X
MonentoBaHHs 3B’SI3Ky PIBHIB 1 JMHAMIKH HyTp1€HT1B 3 1HIIMMH O3HAKaMH TIAIlI€HTIB
3MIACHIOBAIA METOJIOM II€H3YpOBaHO1 JiHIWHOI perpecii. BmiauB pi3HUX YWHHUKIB
OIIHIOBAJIM 3a JOIMOMOTOK pEerpeciiHuX Mojaenell 3 JIHIHHOK Ta JorapudMIYHOO
¢dyHKUisiMU 3B’s13Ky. KOHCTpYIOBaHHS IHTETPOBAHOTO MOKAa3HHUKA KOMIUIAEHCY 3/1HCHIOBAIIN


http://www.moz.gov.ua/ua/portal/dn_20160715_0723.html
http://www.moz.gov.ua/ua/portal/dn_20160715_0723.html
http://www.moz.gov.ua/ua/portal/dn_20160715_0723.html
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METOZOM aHajli3y TOJIOBHUX KOMIIOHEHT, BHUKOPHCTOBYIOUM aJTOPUTM HEJIHINHOI
ITepariitHol MPOEKIli Ha JIATEHTHI CTPYKTYpPH. YCl pe3yjbTaTH BBaKaJIU JOCTOBIPHUMHU,
axiio p< 0,01 amst omiHKY pe3ybTariB aHKeTyBaHHS 1 p < 0,05 y BCIX 1HIIIMX BUMAIKaX.

Pe3yiabTaTH BJIACHUX J0CTIIKEHb Ta iX 00roBopenHsi. Cepel MaIieHTiB, 3aTy4eHUX
y JIOCIIJKEHHsI, TIepeBakaiu JiTh BikoM 7-15 pokiB (50 — 50 % oci6) 1 15-18 pokis (16 —
16 % oci6). MeHmmMH OyJIM 9acTKH JITEH MOJIOJIIOTO 1 PaHHBOTO BIKY — BIJAMOBITHO J10
1 poky — 8 (8 %) oci0, 1-3 poki —11 (11 %) oci6 i 3-7 pokiB — 15 (15 %) oci®.

VY mnarieHTiB 10 1 poKy JOMiHYBaldl CUMITOMH YPaXXEHHs PECiPaTOPHOTO TPAKTY Y
4 (50%) xBopux. Cepen aiTeil gocaiakyBaHoi rpynu 1-3 poku croctepiraiacs TeHICHIS
70 30UIBLICHHS YaCTOTH YPaK€HHS PECHIpaTOPHOTO TPakTy. Y Il BIKOBIM Tpymi yxke
3’SIBIITFOTHCS TAIIEHTH YK€ 3 YpaKeHHs TemartoOimiapHoro Tpakty — 3 (27,3%) miteil.
Kareropis niTeit TOMKIIBHOTO BIKY XapaKTepU3yBaJIKCA MOSBOIO HOBOI O3HAKU Y BUTIISIL
MOPYIICHHS TOJIEPAHTHOCTI 110 roko3u abo L[] mos’s3anoro 3 MB — 3 (20,0%) xBopux.
VY mKiapHOMY Ta MIIJIITKOBOMY BiIll 30UIbIIyBajacs 4acTOTa IMAIll€HTIB 3 MPOsBAMU
ypaKe€HHS pI3HUX OpraHiB 1 cuctem (Tadim. 1).

Tabmuusg 1 — Kniniuna kaptuaa MB y fiTelt pi3HUX BIKOBHX TPyl

KiiHiuHa o3HaKa 1o 1 poky |1-3 poku | 3-7 pokiB |7-15 pokiB15-18 pokiB
n (%) n (%) n (%) n (%) n (%)

BOC Ta XOb 2 (25,0) 9(81,8) 12 (80,0) | 49 (98,0) | 16 (100,0)

XpoHiuHUI ralitMopuT abo 2 (25,00 3(27,3) | 4(26,7) | 33(66,0) | 14 (87,5)

XPOHIYHUI PUHIT a00 XPOHIUHUN
PUHOCHUHYCHUT 1/a00 XpOHIYHUI

OTHUT
Jlerenesa rineptensis i/abo XJIC | 1 (12,5) - - 5(10,0) | 3(18,8)
BropunHa kapaioMionaris - 2 (18,2) - 3(6,0) -
XoJlecTaTUIHUHN TeTaTuT, Giopo3 - 3(27,3)  4(26,7) 15(30,0) | 12 (75,0)
Ta UPO3 MEUIHKU

[TopymieHa ToJaepaHTHICTH 110 - - 3(20,0) | 17 (34,0) | 13(81,3)
riaroko3u ta L]

Kapiec - - 1(6,7) @ 5(10,0) -

Ipumimku: BOC — 6ponuxooocmpykmusnuti cunopom;, XOB — xpouiunuii
oocmpyxkmueruti opouxim; XJIC — xponiune necenese cepye; L{/] — yykposuii diabem; N —
KIIbKICMb 00CMedCeHUX.

Cran narientiB 3 MB orinoBaBes 3a mikanoro [l1Baxmana-Kynpuuipkoro: 9 (9%) —
Bakkuii, 18 (18%) — cepennboi Baxkkocti, 27 (27%) — 3amoButbHuid, 41 (41%) —
xopommid, 5 (5%) — BinMiHHMI. BaxkkicTh crany namieHTiB 3 MB BU3Havanu JBi rpynu
o3Hak: 1) XI', §106po3 Ta upo3 neviHku; 2) NopylieHa TOJIEPAHTHICTh A0 Ioko3u Ta L]
noB'sizanuii 3 MB. [lomupeHicTh MaHMX O3HAK y OOCTEeKEHMX HaMmH marieHTtiB 3 MB
ctaHoBUTh 34 (34%) ta 33 (33%) BiAMOBIIHO.

Cran HC niteit xBopux Ha MB inTepnperyBaBcs 3a kinacudikauiero BOO3: 14 (14%)
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—nyxe BUCHaxeHUH, 6 (6%) — immukarop BucHaxkeHHs, 80 (80%) — wopma. Mix IMT i
OITIHKOIO BaXKKOCTI CTaHy XBOPHX BCTAHOBJIEHO CJa0Ky MO3UTHBHY Kopesiito (p=0,196;
p=0,00909). Ilepebir MB y namientiB 3 ripmmm HC yactime yckinaaaioBanu XOb (rs=-
0,21; p=0,005), ¢i6po3 neuinku (rs=-0,17; p=0,02) 1 mopranpHa rineprensisa (rs=-0,21,
p=0,004). JliTh 3 HU3BKUMH HMOTrO IMOKA3HUKAMM dYacTille MoTpeOyBajid CTaIllOHAPHOIO
nikyBaHHA (15s=-0,20; p=0,008).

Jominytounm curapomom y 97 (97%) maumientie 3 MB 0yB BOC. 3 Bikom B
MOJAJIBIIIOMY II€ MPU3BOAWIO 10 Aedopmaliii OpOoHXIB Ta BUHUKHEHHS OPOHXOEKTA31B—
77 (77 %) miTei.

VY Bcix BIKOBHX Tpymax Jaiteii 3 MB pgominyBanu [BI martoreHHi Oaktepii —
Staphylococcus aureus Ta Pseudomonas aeruginosa (Tatir.2).

Tabmuug 2 — KosoHi3amii 0akTepisiMi pecnipaTOpHOro TPakTy y aiteil 3 MB pi3Hux
BIKOBUX T'pYII

E;;s:ilgc;;ﬁ&meplanbﬂoi 1o 1 poxy | 1-3 poku (3-7 pokiB| 7-15 pokiB i’)i;jﬁ
Haemophilus influenzae(n=5) - 1091 [2(13,3)| 1(2,0 1(6,3)
Staphylococcus aureus(n=75) @ 5(62,5) | 7(63,6) |11 (73,3)| 38 (76,0) | 14 (87,5)
MRSA (n=3) - - - 3(6,0) -
Pseudomonas aeruginosa 2 (25,0)  8(72,7) |10 (66,7)| 43 (86,0) | 14 (87,5)
(n=77)

Burkholderia Cepacia (n=1) - - - 1(2,0) -
Aspergillus spp. (n=4) - - - 1(2,0) 3(18,8)

Ipumimku: N —KinbKIiCMb 00CMeNHCeHUX.

O®B; 1 ®XEJI ouintoBasu y 72 XBopux, 13 HUX 'y 38 (52,8 %) — nBiui, a'y 7 (9,7 %)
— tpuui. OtpuMani nokazauku OXKEJI it ODB; kopemroBanu 3 IMT (BinmosigHo 15=0,27;
p=0,003 ta rs=0,31; p=0,0005),m10 BKa3zye Ha TicHUH B3aeMO03B’s130Kk Mk HC 1 pyHKIti€r0
IUXaabHOl cucTeMH y mamieHtiB 3  MB. BopgHowac, auHaMika 3a3HAuYCHHX
CHIPOMETPUYHUX TOKA3HUKIB BIPOTIIHO AacoIlIOBAJIaCh JIMIIE 13 CHPOBATKOBUMU
KOHIIeHTpallisiMu cesneny (rs=0,33; p=0,03).

HesBakatoun Ha Te, MO0 yCl yYaCHUKHM JIOCHIKEHHSI BXHBAJIM IMaHKPEATUYHI
dbepMeHTH Ta TpemapaTH ypCOAE30KCHXOJEBOI KHCIOTH, 3 OOKY CHCTEMHU TpaBICHHS
JOMIHYIOUMM CUHAPOMOM Oyjia MajbabcopOuis, saka crnoctepirases y 75 (75%) naiieHTis,
a CHHJPOM XoJjecTasy aiarHoctyBaBcs y 34 (34%) xBopux.

CraH ek30KpHHHOT (DYHKITIT MTAIUTYHKOBOI 31031 OLIHIOBAIM 3a piBHEM akTUBHOCTI DE-
1 y 80 mamientiB. Hopmanbhy aktuBHicTh DE-1 crioctepiram y 8 (10 %) naiii€eHTiB, Jerkuid
CTYMIHb MAHKPEATUYHOI HemocTaTtHOCTI BizHaueHo y 10 (12,5 %) xBopux, cepeiHiil CTymiHb
BAKKOCTI BUSIBIIEHO ¥ 2 (2,5 %) martieHTiB, a BaXXKy HefocTtaTHICT — y 60 (75 %) mitei 3 MB.
Omxe, 90 % martieHTiB MaiM J1TaOOPATOPHO TIATBEPHKEHE TOPYIIEHHS 30BHIITHBOI CEKPerTil
TIIITUTYHKOBOT 3aJ1031, a Y 75 % XBOPHUX CIIOCTEPIraiocs il ypaskeHHSI BAYKKOTO CTYTICHSI.
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VYV nmocmmkyBanoi Tpynu mamieHTiB JIHK-anamizom rena TPBM Busznaueno 17
MmyTaniii, cepen Hux myrtaiis F508del 3yctpivanacs Haiiyacrtime i craHoBuia 60,5% ycix
aneneit. 'enorunu 100 marienTiB Oyiu posnoaiteHi Ha yotupu rpymu: 1 — F508del/F508del,
II — F508del/inma mytamis (kpim F508del), IIT — F508del/x (ne x — HeimenTHdikoBaHa
myTaiis), IV — x/x (inentudikoBani MyTarlii, mpote BigMminHi Bij F508del). Bctanosneno, 1110
1o | rpynu moskna Oyito BigHectr 32 %, 1o 11 — 43 %, no Il — 14 % 1 no IV — 11 % xBopux.
Myrarist rena TPBM F508del, sika BITHOCUTBCS 10 TPYIH «BOKKUX» MYyTallii 010 QYHKITIT
IUTYHKOBOI 3aJ103H, BUsiBJIeHA Y 89 % martienTiB. Cepen 11 miteit i3 IV rpymu aBoe (18 %)
MaJli MPO3 MEYIHKH, TOAl SK B yciX 1HmUX rpynax Oys juime 1 (3 %) Bumagok muposy
neuinku (p=0,03). Ti x gBoe marienTiB 13 [V rpynu Manu 1 CymyTHIO OPTaJIbHY TiNEePTEH31IO,
a B IHIIMX rpymnax Oyiu juie 3 BUMAAKH MOPTAIbHOI rinepTensii (Bci y marieHTiB 13 [ rpymnu;
p=0,03). L] yactime tpamsasea y Il rpymi (29 % mnauienTiB), HiX B iHIMX rpynax (5 %
nami€eHTiB 3 iHIUX rpym; p=0,03) (puc.1).

LykpoBui niadert
BiacyTHin HassHuin

31

F508del/F508del

41

lpyna 3a reHoTMNOM
F508del/i

10

x/x  F508del/x

Pucynoxk 1- Bunaaku mykpoBoro aiadety, 3yMoBiieHoro MB y pi3HuX rpymnax reHOTHIIIB
MaIcHTIB
Hpumimku: F508del/i (oe i—inwa mymayia (kpim F508del), F508del/x (0e x -—
Heidenmuikosana mymayis), IV — x/x (Oe x — ioenmucgpikosani mymayii, npome 8iOMIHHI
6i0 F508del).

VY BCiX XBOpHUX MPOBOJUIIOCS TOCHIKEHHS XJIOPHIIB TMOTY 3a MeTonoM ['i6coHa-
Kyka. B cepennbomy mo rpymi ix piBeHb ctaHoBuB 97,7 + 30,0 mexB/n. MakcumanbHe
3HaueHHs Oyno 140 meks/n, miHiMaabHe — 20 MEKB/11.

[TepBuHHO BMICT BiTaMiHy A y cupoBartiii kpoBi BusHadaau y 100 oci6. Y 41 (41 %)
JMTUHU BIAMOBITHUN TMOKa3HUK OyB y Mexax Hopmu, Y 32 (32 %) — Hikue HOpMH, a 'y 27
(27 %) — Bume Hopmu. CepeHiii BMICT BiTaMiHy A y CHpOBATIIi KPOBI MAIli€HTIB, XBOPUX
Ha MB, cranoBuB (471 [300; 812]) ur/mn mporu (472 [387;748]) ur/mn y mitedt i3
KOHTpOJIbHOI Tpynu (p=0,63). BcTaHOBIIEHO, 1110 CUPOBATKOBI KOHIIEHTpAIIli BiTaMiHy A y
XBOpHX JIiTel Oynu MOB’si3aHl 13 cCUCTEeMHUMH piBHAMU BiTaminy E (rs=0,28; p=0,005) 1
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TPUBAIICTIO CTamioHapHoro JikyBaHHs (rs=0,16; p=0,032). Ilomyk ocoOauBocTel
nepediry 3axBOPIOBaHHS, sKi OWM BIUIMBAJIM Ha pIBEHb BiTaMiHYy A, BHSIBHUB JIMIIE
HeraTuBHUH eekT PiOpo3y nedinku. BigMiHHICTS MK PIBHSAMH BITaMiHy A y KpPOBI JITEH
3 MB, ycknagaenum ¢piopo3om meuiHku Ta giteid 3 MB 6e3 mporo yckiagHeHHs Oyia
CTaTHCTUYHO BiporigHoro (Bimmosiguo (198 [163; 381]) ur/mu mpotu (539 [334; 812])
ur/mi; p=0,002) (puc.2).

Tlorapndom KoHUeHTpaLii BiTamiHy A

T
BiacyTHiii HasagHun
®ibpo3 nedviHku

Pucynox 2— KoHueHTtpanii BiTamiHy A y cCHpOBaTili KpoBi AiTel XxBopux Ha MB
13 piOpo3om Ta Oe3 Pi0po3y NediHKU

VY 10 (62,5 %) mnarfieHTiB 3 MOYaTKOBO MIJABUIICHUM piBHeM BiTaminy A (> 800
HT/MJI) IOTO BMICT y CHpOBATIll KpOBI B JMHaMIIl 3HWXKyBaBcs. Cepen AiTel, B SKUX
piBeHb BiTaMiHy A OyB y MeXaX HOPMH, CAMOBUIbHE 3MEHIIIEHHS MOTO KOHIIEHTpAIlii 3a
MiJICYMKaMH1 IIOBTOPHOTO 00CTeKeHHS BUsBIICHO ¥V 9 (29,1 %) XBopux.

[TepBunHo BMicT Bitaminy E y cuposartiii kposi BuzHadanu y 100 oci6. Y 32 (32 %)
JiTel BOHM OYJIM HWYKYUMH BiJ HOpMH, y 65 (65 %) — y Mexxax HopmH, a y 3 (3 %) XBOpHX
OTpUMaHO 3HaueHHs Buile HopmH. CepemHiii BmicT BitamiHy E y cupoBaTiii KpoBi
naiieHTiB, Xxeopux Ha MB, cranosus (7 [4,9; 8,5]) mxr/mia nipotu (8,3 [6,8; 11,9]) MKr/ma
y niteil 13 koHTposbHOI Tpynu (p=0,012). BoaHouac, cuctemHi piBHI BiTaminy E He
3aJiexanu Bif Biky xBopux (rs=0,062; p=0,41) 1 HasiBHOCTI yckiagHeHb MB (p>0,05).

I3 42 nitel, siki He OTpUMYBaJM IpenapariB BiTaMiny E, Horo piBenb y kposi 40
(95,2 %) mamieHTiB 3a MiICyMKaMH TOBTOPHOTO BHMIPIOBAHHS 3aJIMIIABCS y MeEXax
HopMH, B 1 (2 %) marieHTa cTaB HUXK4YE HOPMH, a 1ie B OHOTO (2 %) — BUIIIE HOPMH.

Boanowac, y rpymi aitei, siki He OTpUMYBajH mpemnapariB BiTaminy E, mouaTkoBuit
piBeb Bitaminy E y cuposarmi kposi (8,2 [6,9; 11,1]) Mkr/mi1 B auHaMII 3HU3HUBCS JI0
(4,9 [2,0; 8,2]) mxr/mn (p=0,000011). 3HwkeHHs piBHA Bitaminy E y miteii, siki He
OTpUMYBAJIHU TIpenapariB BiTaminy E, HaOUTbI0I0 Mipoto OyJIO MOB’I3aHUM 3 TIOE€THAHUM
YpaKE€HHSIM TEUIHKH Y BUTIISAL IIUPo3y Ta Gioposy (rs=-0,25; p=0,11).

PiBensr BiTaminy K B oprasizmi € HOpMmaiibHuM, sikiio KonieHtpailis PIVKA-II
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MEHIIIA, HIXK 2 HI/MJI; SKIIO BIAMOBITHUN MOKAa3HUK MEPEBUIILYE 2 HI/MII, BBAXKAETHCS, 1110
B opranizmi € aedinut Bitaminy K. IlepBunno piBHi PIVKA-II y cupoBatmi kposi
Bu3Havdanu y 80 miTeit Bikom Bif 5 Mic 10 17 pokiB 9 mic. Beranosieno, mo y 38 (47,5 %)
HaIieHTIB Ieil MoKa3HUK OyB HopMaibHMM, a y 42 (52,5 %) — migBuieHuM. Jedinut
BiTamiHy K Haituacrime TpamisBcs y aitedt BikoMm 3-7 pokiB — 10 Bumankis (83 % Bix
3araJibHO1 KUIBKOCTI OOCTEKEHHX JITEH TaKOTO BIKY); Y HEMOBIIAT BIKOM JI0 1 pOKY Takux
Bunajakie Oyio 4 (80 %); cepen aitei panuboro Biky (1-3 poku) — 3 Bumaaku (50 %), 7-15
pokiB — 17 BunankiB (41 %), 15-18 pokiB — 8 (50 %) (p=0,048). BuBucHHs 3B 53Ky MiXkK
piBasimu  PIVKA-II # yciMa pocmikyBaHMMU KJIIHIYHHUMH Ta MapakKIiHIYHUMHU
MOKa3HWKAMH JI03BOJIMJIO BHSIBUTH CTATUCTHYHO 3HAUyIIl kopesmii 3 ODPB; (rs=-0,28;
p=0,03), 3axBoproBaHHAMH Byxa, Topia i Hoca (¥?=5,8; p=0,03), a Takok i3 BaXKKiCTIO
nepebiry MB 3a mkanoro IBaxmana-Kynpuniskoro (rs=-0,30; p=0,009).Piens PIVKA-
Il y xBopux Ha MB Bu3Hauam B muHamiti y 26 martiedTis (32,5 %). YV 8 (31% Bix 26) 3 HUX
BI/IMOBITHMH TIOKa3HKK 301bImBCs, y 10 (38 %) — 3menmmBes, i me y 8 (31 %) 3anummmscst
0e3 3MiH. SKio mij yac nepiroro BuMiproBanus 14 (53,8 %) narieHTiB 3 MATPYIH TUX, KOMY
piBedb PIVKA-II BumiproBaym fBiui, Manu HemoctatHicTh BiTaminy K, a 12 (46,2 %) —
HOpMY, TO 3a pe3yJIbTaTaMH TTOBTOPHOTO BU3HAUEHHS HEIOCTATHICThH CIIOCTEPITaiu Bxke y 15
(57,7 %), a Hopmy — B 11 (42,3 %) narfieHTiB. €IUHUM YUHHUKOM, SKHH CTaTUCTHYHO
BiporiiHO OyB moB’si3anuii 3 quHamikor piBHs PIVKA-II y xBopux na MB, Oyna cratb
mutunu (rs=0,49; p=0,02).

[lepBUHHO BMICT celeHy Yy CHUpOBaTIi KpoBl Bu3Hayaim y 83 miteil. Cepeans
KOHIIGHTpAllld I[bOIO MIKpOEJIIEMEHTa Yy CHpoBarii KpoBl jaited 3 MB craHoBuia
(25[17,5; 45,4]) ar/mn. HasBHicTh nedinuTy celieHy BCTaHOBJICHO y BCiX XBopuX Ha MB.
PiBeHb LIbOrO MIKpOEJIEMEHTA CTATUCTUYHO BIPOT1HO KOPEITIOBAB 3 BAXKKICTIO 3aXBOPIOBAHHS
3a mkaiow IlIBaxmana-Kynpuuibkoro (rs=0,29; p=0,003). BusmieHo, mo cucTeMH1
KOHIIEHTpallli ceneny 3anesxanu Bi HasBHOCTI XOb (25 [20; 40]) ur/mn y mamieHTiB 3 XOb
npotu (45,2 [30; 50,2]) ur/mn y miTew, ski He Mayiu 1boro yckimamHeHus; p=0,04). Takum
YUHOM, HM)KYUHM BMICT CEJICHY Y CHPOBATIIl KpOBi OyB MOB’s3aHUMN 3 OUIBIIOI WMOBIPHICTIO
po3Butky XOBb. ¥V tprox xBopux 3 XJIC, piBeHb ceneHy B SIKUX CTaHOBHUB BIAMOBITHO 15, 20
ta 20 Hr/MJ, 110 OyJIO CTATUCTUYHO 3HAYYIIE HUKYUM, HK Y Talli€HTIB 0€3 JaHOo1 MaToJIor1i
(BigmoBimHO 29 [20; 45,5] ur/mur; p=0,02). TToBTOpHO BMICT CelieHy y CHpPOBATIi KpPOBI
BU3HAYAIM y 42 marieHTiB. BiAnmoBigHUI MOKa3HUK y cepeaHboMy 30utbimmBes Ha (7,2 [-
3,5; 15]) Hr/mi1, 1110 BU3HAYAJIO IiIBHUILICHHS KOHIICHTpAIl] CEeHy y CHpPOBATI KpoBi y 27
niteit (64 %), BincytHicTh 3MiH y 3 manieHTiB (7 %) Ta 3HWkeHHs y 12 miteir (29 %).
JluHaMmiKa CHUCTEMHHUX KOHLEHTpalliid cejieHy y XBopux Ha MB kopemtoBasia 31 3MiHaMH
CUCTEMHHUX KOHIIeHTparlii Bitaminy E (rs=0,29; p=0,067).

[lepBuHHO BMICT IMHKY Yy CHpoBarii KpoBi Bu3Havamu y 92 miteil. Cepenns
KOHIIEHTpAIlis OO0 MIKPOEJIEMEHTa Y CUPOBATI KpoBi craHoBMa 37,5 [26; 51,6] MkMow/ J1.
VY 4 nanientis (4 %) piBeHb IUHKY OyB HIbKue HOpMH, Y 16 (18 %) — y Mexxax HOpMmu, a 'y 72
(78 %) — Bume HOpMmH. Y marientiB 3 MB, B sxux Xb acomiroBaBCs i3 XPOHIYHOO
KosoHizartiero Staphylococcus aureus, BMICT LIMHKY B KpOBi OYB HIDKYMM, HDX Yy PEIITH
nartientiB  (1=-0,19; p=0,007). V niteit, sxi motpeOyBalyd TPHUBAIIIIOTO CTAI[iOHAPHOTO
JiKyBaHHsI, KOHIICHTpaIIlii IMHKY B KpoBi Oynu Hrwkuanmu (r=-0,18; p =0,017). Piens ceneny y
KpoBi OyB cabo mMoB'si3aHMi 13 BMICTOM IUHKY (rs = -0,16; p = 0,054), mpuuomy BuIi
KOHIICHTpAIlli CEeJICHy BUSBISUIM Y TAIIIEHTIB 3 HU3bKAMHU PIBHSIMU IMHKY, 1 HaBIAKd. 3a
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M1ICYMKaMy TIOBTOPHOTO BU3HAYEHHSI BMICT ITUHKY Y CUPOBATII KpOBi 57 NITeH Y cCepeTHbOMY
smenmvBes Ha (9,6 [-23,7; 3,1]) mxmonb/i. 3aranom y 35 niteit (61 %) BiANOBIAHMI TOKA3HUK
3uusuBcs, y 21 (37 %) — migBuIMBCs, a B oHoro namienta (2 %) — He 3MiHHBCA.

Hactynmaum etanom po6oTu Oyio BUBYEHHS pe3yibTaTiB Moaudikalii Teparii JiTeu
3 MB Ha ocHOBI ypaxyBaHHsi piBHIB BiTaMiHy A 1 E. Ilicias momatkoBoro npusHaueHHS
BiTaMiHy A HMOro piBeHb y CHPOBATII KpoBi miaBUIUBCA Y 19 miteit (82 %), He 3MIHUBCS B
onHomy Bumnanky (4 %) 1 3amsuBca y 3 mgiteir (13 %). Bomnouac, y 15 mariieHTiB BiH
HOpMAJIi3yBaBCs, Y 5 — Tak 1 HE JOCATHYB MEX HOPMH, a y 3 TMAlll€HTIB CHOCTEpiraiu
Ha/AMIpHI HOTO KOHIIEHTpAIii.

HenocraTHst eeKTUBHICT, AOJATKOBOIO MPHU3HAYEHHA BiTaMiHy A Yy YacTUHU
MaIi€HTIB, Ha HAITy AYMKY, MOTJIa OyTH TOB’S3aHOI0 3 HU3bKUM KoMmiutacHcoM (rs=0,72;
p=0,02). Perpeciiina Mojenbp OWHAMIKM BMICTY BITaMiHy A y CHpOBaTIi KpoBi 3
norapuMidHOIO QYHKIIEIO 3B’ 3Ky (koedinicHT neTepminanii [R?] = 0,56):

Aln(A) = 0,44 — 0,034xACT + 0,018xM — 0,55xC + 0,000064x 1o + 0,19x11IK — 1,02xJIT",

ne ACT — aktuBnicte ACT (O[l/n); M — maca Ttina (kr); C — crath («1» - 4onoBiua
ctath; «0» - )xiHoua crtaTth); a — mo3a Bitaminy A (MO) y pasi iloro npusHadeHHs abo
«O», sxuro nmikyBaHHs He npuzHavany; LK — Baxkicts nepebiry MB (6anu) 3a mikaioro
[IBaxmana-Kynpuuipkoro; JII' — nerenesa rineprensis («1» - HasiBHA; «0» - BIACYTHS).

[loBTopHO piBeHb BiTaMiHy E Bu3Hauamu y 62 mnamieHTiB. I3 Hux 20 giTam 31
3HIDKEHUMH TIOKa3HMKaMH JOJaTKOBO TMpHU3HAadalyd Tpenaparu Bitaminy E, m1o
3a0€e3MeunsIo MiABUIICHHS CUPOBATKOBUX KOHIIEHTpaliid BiTaMiny y 15 oci0 (75 %). [licna
3aBEpILIEHHS JIKyBaibHOTO Kypcy y 2 (10 %) Bunmankax piBHi Bitaminy E He 3MiHUIUCS, a
y 3 (15 %) nitel — 3um3MIMCA. Y 2 HaIlleHTIB 3 HETaTUBHOIO TUHAMIKOIO BMICTY BITAMIHY
E y cupoBarii KpoBi, HE3BaXal0uu Ha JIOJAATKOBE MPU3HAYEHHS LIbOTO BITAMIHY MPOTITOM
3 micsiB, aiaraoctyBanu LI, mos’s3anmii 3 MB. BonHouac, cepen aiTel 3 MO3UTUBHOIO
JTUHAMIKOIO BMICTY BiTaMiny E y cupoBatii kpoBi He Oyiso komaHoro xBoporo i3 LIJI,
noB’si3anuM 3 MB (15=-0,45; p=0,028).

Perpeciitna Mojens auHaMiKM BMICTy BitTamiHy E y cupoBaTiii KpoBi 3
norapudmiuHoro QyHKIic 38’ 13Ky (koedinieHt nerepminanii [R?] = 0,73):

Aln(E) =-3,25 + 0,01 1xg— 0,16<IHIOE — 0,99%TT + 0,13xA — 0,014xX,

ne g — no3za Bitaminy E (MO) y pasi floro npusHadeHHs1 a00 «0», SIKIIO JIIKyBaHHS HE
npuzHayanu; HIOE — mBuakicte ociganus eputrpouutiB (Mmm/ron); TI" — TosiepaHTHICTE A0
rimoko3u («1» - mopyiiena; «0» - HopmanbHa); A — BMICT aJIbOyMIHIB Y CUPOBATIIl KPOBI
(r/m); X — BMICT XJIOpUIB y MOTI 3a pe3yJIbTaTaMU MiJIOKapIiHOBOTO TeCTY (MEKB/J).
Hactynnum etanom po0oTu Oyja OLiHKa KOMIUIA€EHCY OaThKIB AITeH, XBOpPHX Ha
MB, 1010 pi3HUX acCIeKTiB Tepalrii.
BcTanoBieHo, 1110 HU3bKHI KOMILIAEHC Cepell MIChbKUX KUTEIB TPAILISABCS 3HAYHO
piamie, HiXK cepel )KUTENIB CilTbchKoi MiciieBocTi. KpiM Toro, 4uM AoBIIUM OYyB mepion
CIIOCTEPEeXKEHHS, THM MEHIIMM KOMIUIa€HC crocTtepiraBcs. BonaHowac, wactora

MpONyCKy mpuiiomiB mpu3zHaueHux JI3 Oyna cTaTUCTUYHO 3HAYyIIEe MOB’sA3aHa 3 BIKOM
oarbkiB (¢=-0,52; p=0,0004).
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CtyniHp BUKOHaHHA OaTbKaMH XBOPOI JUTHHHU PEKOMEHIALlM JKaps TaKOX BIPOT1IHO
KOPEJIFOBAB 13 TPUBAIICTIO CIIOCTEPEKEHHS 3a TUTUHOIO y 1IeHTpi MB (1=-0,48; p=0,0001).

BcraHoBiIeHO, 110 4YacToTa BHWKOHAHHS (QizioTepaneBTHyHUX mporeayp (PII)
KOpeJoBaia 13 BIAMOBIIII0 Ha 3alMTaHHSA MPO MPUYMHU BIAMOBU BiJl BiTamiHOTepamii
(V=0,35; p=0,004): nitu, OGaThku sKUX 3a0yBajgd TpPO MNPUHOM BITaMiHIB, Habaratro
gacTimie nmponyckaiu BukoHanHs PII.

Bigmosini Ha 3anutaHHs «Yu moctiiiHo Bu BUKOHyeTe mNpU3HAYEHHS JHKaps?»
KOPEJTIOBIM 3 BIAMOBIAAMU Ha 3anmuTaHHs 1070 dactotu (¢=0,67; p=0,0001) i moBHOTH
BukoHaHHS DI (¢=0,79; p=0,00002). 84 % miTei, sSKI HIKOJIM HE MPOITYCKAIX TIpuiiom JI3,
BUKOHYBAJIH (Pi310TepaneBTHUHI MPU3HAYCHHS B JJOCTATHHOMY 0OCSI31.

BUCHOBKH

MyxkoBicunno3 (MB) € reHeTMYyHUM, MYJIBTHOPTaHHUM, XPOHIYHUM  Ta
MPOrPECYIOUUM 3aXBOPIOBAHHSM 3 BaXXKUM TNepeOiroM 1 CEepHO3HUM MPOTHO30M. 3a
JAHUMH HEOHaTadbHOTO CKpuHIHTY y 2013-2014 pp. B VYkpaini MB BusBisgBcs i3
yactororo 1:8400. He3Baxkaroun Ha 3HAYHHMM MPOTpec y HaJaHHI MEAMYHOI JIOMOMOTHU
JITSM 3 Ha3BaHOIO HO30JIOTIEID, BOHA 3aJMIIAETHCS BAXKIUBOIO MEIUKO-COIIAIBHOIO
npoOJIeMOI0 Yepe3 BUCOKY BapTICTh JIIKYBaHHS Ta BIJCYTHICTh €()EKTUBHUX METOIIB
Tepanii. Ha mokpaiiieHHs SIKOCTI Ta TPUBAJIOCTI KUTTS XBOpUX Ha MB 1CTOTHO BIUIMBa€e
HYTPUTUBHHUM CTaTyC, OJHAK NPOOJIEMHUMHU 3aJUIIAIOTHCA TUTAHHS J1arHOCTHKH,
MOHITOPUHTY Ta KOpPEKUli HOro mopymeHb. ToMy po3poOKa BIANOBIJHUX JIIKYBaJIbHO-
JIarHOCTUYHUX METOJIB 1 MPaBWIbHA OL[IHKA BUKOHAHHS PEKOMEH/AaIlH JIiKapsi OaTbKaMu
TuTHHU 3 MB 3amumaroTbesi akTyadbHUM 1 BaKJIMBHAM 3aBIaHHSAM CYYacHOI KJIIHIYHOI
neiarpii.

1. OcHoBHUMHU cUHApOMaMHU y JiTeil XxBopux Ha MB € OpoHX000CTpyKTHBHUI
cunapoM (97%), cunapom mManpadbcopoOii (75%) Ta cunapom xonecrazy (34%). Baxkuii
Ta CepelHbO-BaXKWl cTaH y 27% mallieHTiB, oImiHeHWN 3a mkanot [lIBaxmana-
Kynpuniibkoro, nepeBa>kHO BU3HAYAETHCS MIPU XPOHIYHOMY OOCTPYKTUBHOMY OpOHXITI Ta
NMaHKpeaTU4YHIA HEIOCTaTHOCTI MANUTyHKOBOT 3amosu. Y 46% gmiteit 3 MB
CIIOCTEPITAETHCS  PI3HOTO  CTYMEHs OUIKOBO-€HEpPreTUYHAa HEJAOCTAaTHICTh, HU3BKI
MOKA3HUKHU SIKOI YacCTIIIEe aCOIIIOBAIUCS 3 XPOHIYHUM OOCTPYKTUBHUM OpOHXITOM (Ts=-
0,21; p=0,005), dbi6po3om nevinku (rs=-0,17; p=0,02) 1 mopTasbHOIO TiMepTeH3i€l0 (rs=-
0,21; p=0,004). Bucokuii BMICT XJOPHUIIB MOTY CIIOCTEPITAETHCS Y XBOPUX 31 CYIyTHIM
xoniectatTuyHuM renatutom  (p=0,211; p=0,0382), 3 kpammmu TMOKa3HUKaMH Baru
(p=0,232; p=0,0246), pocty (p=0,247; p=0,0165), Bixy (p=0,253; p=0,0141) Ta BMICTOM
3araJibHOTO O1J1Ka y KpoBi naiieHTiB (p=0,297; p=0,00359).

2. MaxopHa «BaXkKa» MyTallisl MO BIJHOMIEHHIO HIOJI0 EK30KPUHHOI (YHKIII]
niauuiyHkoBoi 3ano3u reHa TPBM F508del BusiBnena y 89% mnanientiB. Ilopyiienns
CHJOKPUHHOI (YHKIIT MANUTYHKOBOI 3aJI03U (3HM)KEHHSI TOJICPAHTHOCTI JO TJIIOKO3H,
IyKPOBHH J1a0eT) 1 ypakeHHd renaro-oimapuoi cuctemu (XI', GpiOpo3 Ta upo3 MeUiHKH)
y xBopux 3 MB BusiBneni BianosiaHo y 45,5% ta 36,4% mariieHTiB, KOTPi MarOTh MyTallii,
K1 HaM HE BAAJIOCS 17IeHTU(IKYBATH.

3. JIluramika cripoMeTpUYHUX MOKA3HUKIB, 30KpeMa (POpCOBaHOT )KUTTEBOT EMHOCTI
JereHs, y aited 3 MB BiporimHo 3ajnexana BiJl BMICTY CEJIEHY y CHPOBATIl KpOBI
(rs=0,33; p=0,03) i kopemoBana 3 IiX KpalluM HYTPUTHBHHM ctaTycoMm (rs=0,27;
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p=0,003). XBopux Ha MB 3 ypaxkeHHsSIMU renatoOiTiapHOi CUCTEMH PI3HOTO CTYIICHS
BXXKOCT1 BIAPI3HAIOTH JOCTOBIPHO HUXKYl CUPOBATKOBI KOHIIEHTpaIlii Bitaminy A (Is=-
0,23; p=0,002), sxi aco1itor0Thcs 3 KoHIeHTpallismMu BiTaminy E (rs=0,28; p=0,005).

4. 'V nmite#t, xBopux Ha MB, ski B KOMIIIEKC1 JIKyBaJIBHUX 3aXOJIB JOJAaTKOBO HE
OTpUMYIOTh TpernapariB BiTamiHiB A, E 1 K, a Takox ceneHy, Bi1OyBaeThCsl MOCTYMOBE
3HIDKEHHS X BMICTY y CHpOBaTill KpoBi. HaTomiCTh, CHpOBAaTKOBHM BMICT IIUHKY Y 72 %
XBOPHUX JITeH MepeBUIllye BIKOBI HOpMH. J|01aTKOBUI MPUKOM IIpenapaTiB BiTaMiHIB A i
E 3a6e3neuye miaBumeHHs 1 (a00) HOpMaTi3allilo CHICTEMHUX KOHIICHTPAIlI WX BITAMIiHIB
y Oinbmmocti giteit 3 MB (82,6 [61,2; 95,0]) % nns npemapartiB Bitaminy A i (75,0 [50,9;
91,3]) % — nns npenapatiB Bitaminy E).

5. Jlo mouarky Tepamii y YaCTHHH TaIli€eHTiB 3 MB BUsBIsS€ThCA TinmepBiTaMiHo3 A (y
27% sBumankiB) 1 rinepBitamido3 E (y 3 BumankiB). HeedekTHUBHICTH J01aTKOBOTO
nmpu3Ha4YeHHs BiTamiHiB (moa0 BiTaminy A —y 17 %; Bitaminy E — y 25 %) abo mHanmipHe
3pOCTaHHS X CUPOBATKOBHUX KOHIEHTparliil (o0 BitTaMiny A —y 13 %; Bitaminy E — y
5 %) oOTPYHTOBYIOTH MOTPEOY MOCIIIKEHHS BIAMOBIAHUX MOKA3HUKIB JI0 MOYATKY 1 MICIIs
JI0JIaTKOBOTO MpU3HaUYeHHs BiTaMiHIB A i E.

6. IIpoBicHHMKaMU TIO3UTHBHOI TUHAMIKA CHPOBATKOBUX KOHIICHTpAIllil BiTaMiHy A €
JIOJIATKOBE TpU3Ha4YeHHs npemnapatiB Bitaminy A ($=0,000064; p<0,01), HI>K4a aKTUBHICTb
ACT y cuposarii kposi (=-0,034; p<0,01), outbma maca tina (f=0,018; p<0,01), >xinoua
crath (f=0,55; p<0,01), Buia orrinka 3a mkainoro [lIBaxmana-Kynsuuipkoro (f=0,19; p<0,05)
Ta BIICYTHICTH JiereHeBoi rineprensii (f=1,02; p=0,06). Ilo3utruBHa qrHAMIKa CHPOBATKOBUX
KOHIIEHTpallli BiTamiHy E ITOCTOBIpHO 3aJ€KUTh BiJl JOAATKOBOIO MPU3HAYEHHS Mpenaparis
BiTaminy E (B=0,011; p<0,001), mmwxuux 3nadenp IOE (B=-0,16; p<0,001), HOp™MambHOI
ToJiepanTHOCTI 10 rmoko3u (f=-0,99; p<0,001), Bumoro piBHa anbOymiHiB y KpoBi ($=0,13;
p<0,01) Ta HIKYOTO BMicTy xJstopuaiB y moti (f=-0,014; p<0,01).

7. Ha OanaHc piBHIB HYTpIEHTIB B Oprasizmi autuHu 3 MB BmimBae uymmaino
dbakTopiB, 30KpeMa TE€HOTHUIOBO-(PEHOTUIIOBI XapaKTEPUCTUKU 3aXBOPIOBAHHS, WOTO
nepelir, 0CcOOJMMBOCTI XapuyBaHHA, SKICTh JI3 Ta CTymiHb BUKOHAHHS JIIKAPCHKUX
npu3HayYeHb JIThbMU Ta OaThbKaMu XBopux aiTed. KoMmrmiaeHc y CBOIO uepry 3aiekuThb
Biji Oaratbox (aKkTOpiB, TaKUX SIK MICHEBOCTI (MICbKa, CUIbChKA) MPOKUBAHHS
(9p=0,426, p=0,01278), oceitu pecnouacHTiB (¢ = 0,423, p=0,00019) Ta iHIIHX.
Pi3uuii #ioro piBenpb y 6athkiB aiteir 3 MB (cepenniit — 50% oci6 Ta Hu3bKHH — 24%)
BigoOpaxkae morpedy M0JaTKOBOTO KOHCYJIbTYBAaHHS IOAO0 JOIMIJBHOCTI 3aCTOCYBaHHS
PI3HUX METO/IB JIIKyBaHHS.

IMPAKTUYHI PEKOMEHJAIIII

1. Vcim gitaMm, xBopuM Ha MB, noTpiOHO BU3HauaTu piBeHb BiTaMiHiB A U E y
CHUPOBATIIl KPOB1 JJIsI BUSHAYEHHS JOIIIBHOCTI JOJATKOBOTO MPU3HAYCHHS BIIMOBITHUX
BITaMIHHMX TPEMapaTiB 3aJICKHO BiJ OTPUMAHUX pe3yibTaTiB. Ilicis 3aBepiiieHHs Kypcy
BiTaMiHOTEparii oKa3aHe MOBTOPHE JOCTIKeHHsT BiTamiHiB A i1 E y cupoBaTtiii KpoBi 3
METOI0 OOTPYHTYBAHHS TOJIAJIBIIOI TEPANIEBTUYHOT TAKTHUKHU.

2. SIkmo BMICT BiTaMiHy A y CUPOBATIIl KPOBI € HIDKYE BIKOBOT HOPMH, PU3HAYATH
HOT0 B pO3uUMHI BHYTPIIIHBKO AiTAM BikoMm 0-6 micsamiB y go03i 3000 MO (1 kpams), 6-36
micsiiB — 6000 MO (2 kpari), > 3 pokiB — 9000 MO (3 kparni) Ha 100y 3 HACTYITHUM
BU3HAYCHHSIM HOTO PIBHS y CHPOBATII KPOBI Yepe3 3 MiCSIIi.
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3. Skmio BMicT BiTamiHy E y cupoBartiii KpoBi € HUXK4€ BIKOBOT HOpMH, IPU3HAYATH
1oro B po34umnHi a00 B KarcyiabHIM (OopMi BHYTPIIIHBO MITsIM BikoM 0-12 micsiiB y 1031 10
Mmr/kr, 1-4 poku — 100 mr, 4-10 pokiB — 200 mr, > 10 pokiB — 400 Mr Ha 700y 3 HACTYITHUM
BU3HAYCHHSIM HOTO PiBHS Uepe3 3 MicCHIIl.

4, 3 MeTOI IIBHUIKOTO BHU3HAYEHHS PIBHS KOMIUIAEHCY JI0 Tepamii OaTbKiB JITEH,
XBOopuX Ha MB, peKOMEHIyeTbCS BHKOPHUCTOBYBATH 3alUTaHHS i3 PO3POOJICHOT aHKETH
(CBimonTBO MPO PEECTpAIlil0 aBTOPCHKOTO IpaBa Ha HAyKOBUHM TBip "AHKeTa Jyis
BUMIPIOBAaHHS KOMIUIAE€HCY Y OaThKIB JiTeH, XBOpUX Ha MykoBicumo3". — Ne 66337 - Jlata
peectpamii 1.07.2016 p.). [lo3utuBHI ab0 HETATHWBHI BIAMOBIAI HA 3alUTAaHHS AHKETH
JIOTIOMO>KYTh BU3HAUYUTH PIBEHh KOMIUIAEHTHOCTI TAIll€HTA 1 HOTO OAaTHKIB

CIIMCOK HAYKOBHUX POBIT, OITYBJIIKOBAHUX 3A TEMOIO TUCEPTALII

1. Vitamin K status in young children with cystic fibrosis / P. Krzyzanowska, A. Lisowska,
H. Wos, M. Trawinska-Barnicka, L. Bober, N. Rohovyk, M. Rachel, J. Walkowiak // ActaSci.
Pol. Technol. Aliment. 2011. Vol. 10. Ne 3. P. 399-406.(Ocobucmuii 6necok: asmop nposoouna
JUKYBAHHS | OUHAMIYHE CNOCMEPEdHCEeHHS 3a X8OPUMU OOCTIONCYBAHOIL epynu, OughepenyitiHo-
diacHocmuyHuil 8I00Ip X80pux OJisl NPOBEOEHHsI 0OCMENCEeHHs, 30Ip KNIHIYH020 Mamepiany).

2. Niedobor witaminy K u niemowlat chorych na mykowiscydoze / P. Krzyzanowska,
A. Lisowska, H. Wos, M. Trawinska-Barnicka, L. Bober, N. Rohovyk, M. Rachel,
J. Walkowiak // Family Medicine and Primary Care Review. 2011. Vol. 13. P. 171-173.
(Ocobucmuii @Hecok: asmop npooouna NiKy8awHs I OUHAMIYHE CNOCMEPENHCEeHHs 3a
Xeopumu  00CAI0HCY8aHOl 2pynu, Ou@epeHyiino-0iacHOCMUYHULL 8I00Ip X80puxX OJis
nposedenHs: 0ocmediceris, 30ip KIHIYHO20 Mmamepiany).

3. Porosuk H.B. Meta6omni3m Bitaminy E mpu mykosiciiuno3si // [lemiatpisi, akymepcTBo
1 rinekosoriss. 2011. T. 76. Ne3. C. 25-30. (Ocobucmuii eénecox: auaniz nimepamypHux
OaHUX, HANUCAHHS MA 0QOPMIeHHS cmammi, OPMYNOBAHHS BUCHOBKIB).

4. Porosuk H.B., Bo6ep JI.I. Poxs BiTaMiHy A y XBOPUX Ha MyKOBiCLIH03 // 3T0POBbE
pedenka. 2013. T. 7. Ne 50. C. 104-106. (Ocobucmuii enecox: ananiz nimepamypHux
OaHUX, HANUCAHHS Ma 0POPMIIEHH cmammi, POPMYIOBAHHS BUCHOBKIB).

5. PiBHi BiTamiHiB A 1 E Ta MiKpOeJIeMEeHTIB IIUHKY 1 CEJICHY Y XBOPUX Ha MYKOBICHIU03 /
H.B. Poroguk, FO.C. KopxuHcbkuii, JLA. Bbo6ep, O.B. Jlura, O.T. Jlepinsk, O.B. Ilammsn,
AM. Jle Arap Haniens // Tlemiatpis, akymepctso i rinekosnoris. 2013. T.6. Ne 460. C. 28-32.
(Ocobucmuii 6Hecox: agmop npo8ooua JiKy8aHHs i OUHAMIYHE CHOCMEPENCEHHS 3A XBOPUMU
00CHI0NCYBAHOL 2pYNU, HANUCAHHA U OQOpMAeHHs cmammi, 30ip | aHuani3 KIIHIYHO20
Mamepiany, y3a2anibHeHHs. OMPUMAHUX Pe3ybmamis, hopmyn08aHHs BUCHOBKIB).

6. Posmozin anenpHux BapiantiB reHa mEPHX y xBopux Ha MyKOBICIIHI03 TOMO3UTOT
3a myramiero F508del / H.B. PoroBuk, I'.B. Bimrak, ['.B. Makyx, JL1. Bbobep //
bykoBunaCchkuii MenuuHuit BicHuk. 2013. T. 17. No 4 (68). C. 124-128. (Ocobucmuii
BHECOK.: 02110 JNimepamypHux OaHux, pempoCneKmueHUull auanis icmopiti Xeopoo,
CMAmuCmuyHa 0o6poOKa OMpUMAHUX pe3ybmamie, HANUCAHH CIammi).

7. OcoO0IMBOCTI KOMILJIAEHCY B CHUCTEMI JiKap-OaThbKH-TALIEHT B JIIKyBaHHI JITEH,
xBopux Ha wmykoBiciuao3. [loBimomnenns [. / H. B. PoroBuk, A.b.3iMEHKOBCHKHUIA,
10. C. Kopsxuncskwit, JI. M. BoGep, O. T. esinsk / Kniniuna dpapmaris, GapmakoTeparis
ta MeauuHa cranpaptu3zamis. 2013. T.1. Nel8. C. 58-63. (Ocobucmuii eumecok: o2ns0
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Jimepamypuux —OaHux, CMEOPEHHS aHKemu, Cmamucmuyna oOpoOKa OMpPUMAHUX
pe3yibmamis, HanUCauHs cmammi, PopMyn08aHHs BUCHOBKIB).

8. Oco0IMBOCTI KOMIUTAEHCY B CUCTEMI JIIKap-0aThbKU-TAIIIEHT B JTIKYBaHHI1 JiTeH, XBOPHUX
Ha MykoBiciuao3. [loigmomnenns II (amrm.). / H. B. PoroBuk, A. b. 3iMEHKOBCBHKHIA,
10. C. Kopxuncekuii, JI. 1. Bo6ep, O. B. Jlura, O. T. Jlepinsk / Kniniuna dapmaris,
dapmaxoteparnis Ta MeauuHa ctanaaptuzaiis. 2013. T. 2. Nel19. C. 145-153. (Ocobucmuii
BHeCOK: 02140 JNimepamypHux OaHUX, CMEOPEHHS aHKemu, CMamucmuyHa obpobka
OMPUMAHUX Pe3YIbIMamise, HAaNUCAHH CMAammi, QOPMYI08AHHS BUCHOBKIB).

9. AHKeTa /Ui BUMIPIOBaHHS KOMIUIA€HCY Y OaThKiB JITEH, XBOPUX HA MYKOBICIUIO3 /
H.B. Porosuk, A.b. 3imenxorcekuii, S.B. Bosmums, JLU. Bobep // Caimonrso mpo
pPEECTpAIliF0 aBTOPCHKOTO TMpaBa Ha HAYKOBUW TBIp ‘“AHKeTa IS BHMIipIOBaHHS
KOMITJIA€HCY y OaThKiB MiTeH, XBOpuX Ha MykoBicuumo3”. Ne 66337. Jlata peectparii
1.07.2016 p. (Ocobucmuii enecok: asmop po3poduna amkemy, CAMOCHIUHO HPOBOOUNA
ONUMYBAHHS MA U020 AHAT3).

10. MeTtonuuHi pexomMeHamii «MeHeKMEHT JIIKOBOI MOBEIIHKH MaIfieHTay / mij 3ar.
pen. a. mena. H., npod. A.b. 3imenkoBcekoro. JIpBiB. 2015. 45 c. (Ocobucmuii enecox:
02710 iMmepamypHux Oauux).

11.Vitamin K status in young children / P. Krzyzanowska, A. Lisowska, H. Wos,
M. Trawinska-Barnicka, B. Lyudmyla, N. Rohovyk, M. Rachel, J. Walkowiak // Journal
of Cystic Fibrosis. 2011.Vol. 10. P. S77. (Ocobucmuii enecok: asmop nposoouid
JIKY8AHHA 1 OUHAMIYHE CHOCMEPENCeHHS 34 XBOPUMU  OOCHIONCYBAHOI  2pynu,
ougepenyitino-diaeHocmudnull  8i00Ip X8opux 05l NPOBEOeHHsT 00CmedCeHHs, 30ip
KIIHIYHO20 Mamepiany).

12. Alellic polymorphism of mEPHX gene among cystic fibrosis patients homozygous
for the F508del mutation / N.V. Rohovyk, N.V. Vishtak, H.V. Makukh, L.J. Bober,
O.V. Lyga // Slovenska CF Konferencia. Abstrakty. (15-16 November 2013, Kosice).
Kosice, 2013. P.11-12. (Ocobucmuii enecok: 36ip mamepiany, aHauiiz imepanmypHux
Ooicepen,  niobip  KIIHIYHO20 — mamepiany, CMAMUCUYHULL — AHANI3 — OMPUMAHUX
pe3yibmamis).

13. Alleles polymorphism of microsomal epoxidehydrolase (mEPHX) as modifier
factor in cystic fibrosis / N. Rohovyk, N. Vishtak, H. Makukh, L. Bober, O. Lyha //
Journal of Cystic Fibrosis. 2014. Vol. 13. Suppl. 2. P. S45. (Ocobucmuii énecox: 30ip i
aHani3 KIHIYHO20 mamepiary, CMamucmuyHe Onpayto6aHHsA OMPUMAHUX pe3VIbmamie,
GDopMynt08aHHsL BUCHOBKIB).

14. Evaluation of parents’ compliance in the treatment of cystic fibrosis children /
N. Rohovyk, L. Bober, H. Makukh, M. Rohovyk // Journal of Cystic Fibrosis. 2014. Vol.
13. Suppl. 2. P. S117. (Ocobucmuii enecok: 36ip i awnaniz KIiHIYHO20 Mamepiaiy,
cmamucmuyHe onpaylo8arts OMPUMAHUX pe3yIbmamie, hopMyn08aHHs UCHOBKIB).

15. TepaneBTHYHMI CYNPOBi Ta MOHITOPUHI XBOPUX HA MYKOBICIUIO03: JTOCBIJ
JIEBIBCHKOTO LIEHTPY MyKoBicuunody / JLU. BoGep, S1.B. Bo3umms, H.B. Porosuk, O.B.
Jlura // MyxkoBicinmo3 B YKpaiHi: CTaH Ta TEPCHEKTUBH JIarHOCTUKH, JIKyBaHHS MU
COITIATbHOI ajanTallii MamieHTiB: MaTepiail MI>KHAPOJHOI HayK.-mpakT. KoH}. (M. JIbBIB,
8-9 xoBt. 2015 p.). JIsBiB. 2015. C.11-13. (Ocobucmuii emecok: mepaneemuyHuil
CYynposio nayieHmis, 02150 JimepamypHux OaHux).

16. Ponp xommnaency npu mykoBiciuaosi / H. B. Porosuk, A. b. 3iMmeHKOBCHKHUI,
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1O. C. KopxxuHchkui, JL1. bo6ep, M.B. Porosuk, O.T. [eBinsak // MykoBicuiumo3 B
VkpaiHi: craH Ta MEPCHEeKTUBU JIarHOCTUKM, JIIKYBaHHS ¥ COIllaJibHOI ajanTarii
MAaIi€HTIB: MaTepiadd MDKHAPOJAHOI HAayK.-mpakT. KoH}. (M. JIbBiB, 8-9 xoBT. 2015 p.).
JIeBiB. 2015. C. 24-25. (Ocobucmuii 8Hecok: 020 NimepamypHux OAHUX, CMEOopeHHs
aHKemu, cmamucmudua o00pobKa OMPUMAHUX pe3VIbmamis, HANUCAHHA CmMammi,
GdopmyntosanHs 6UCHOBKIB).

17. Poroux H.B. IlporHoctuyni ¢axtopu piBHIB BiTaMiHIB A 1 E y miteit 3
MYKOBICLII/IILOSOM // MykoBicua03 B YKpalHl CTaH Ta TEPCTIEKTHBU J1arHOCTHKH,
JIKyBaHHS W CoOIliallbHOi ajamTarii mamiedTiBy 13 cummodiyMmoMm «Opdanri
3aXBOPIOBAHHSA y JITEH Ta TOPOCIUX»: MaTepiaan MI>XHAPOAHOT HAYK.-TIPAKT. KOHP. (M.
JIeBiB, 12-14 xoBt. 2017 p). JIBiB. 2017. C.52-53. (Ocobucmuii enecok: 30ip
mamepiany, niodip KIIHIYHO20 Mamepiany, CMAmUCMUYHUL aHali3 OmMpUMAHUX
pe3yrbmamis, hopmy8anHsa BUCHOBKIE).

AHOTAIIS

Porosuk H.B. /liarHocTMKA i KOpeKlisi NMOPYUIEHb BMICTYy KMPOPO3YMHHMX
BiTaMiHIiB Ta MiKpoejleMeHTIiB B Opradi3mi aireil, XBopux Ha MykKoBicumao3. — Ha
paBax pyKOIHCY.

Hucepramiss Ha 3700yTTSI HAyKOBOTO CTYNEHS KaHAWAATa MEAUYHUX HAayK 3a
cremianpHicTIO 14.01.10 — TIlemiatpis. — JIbBIBCBKMI HalllOHAJIBHUN MEIUYHUN
yHiBepcuTeT iMeHi Jlanuna [Manuiekoro MO3 Ykpainu, JIsBiB, 2020 pik.

VY poOoti BUBUEHO auHaMIKy piBHIB BiTamiHiB A, E 1 K Ta MikpoeneMeHTIB IIUHKY I
CeJIeHy B CHpOBATIll KpOBi JiTed, XBopux Ha Mykosiciuno3 (MB). OrnineHo epeKTHBHICTD
JIOJIATKOBOTO TpU3HAYEHHS BiTaMiHIB A ¥ E XBopuM [iTM 3 HecTadyero I1MX BITaMiHIB.
Po3pobieno perpeciiini Mozeni Ajisi IPOTHO3YBAaHHS JUHAMIKH CHPOBATKOBUX KOHIICHTpAIT
BiTamiHiB A 1 E. Ilokazano, mo y miteii, xBopux Ha MB, ski HE OTPUMYIOTH Tpernaparis
BiTaMiHIB A, E 1K, a Takox cesneHy, BIIOYBa€eThCS MOCTYNOBE 3HWKEHHS 1X BMICTY Y CHPOBATILI
KkpoBl. HatoMicTb, cHpoBaTKOBHIA BMICT LMHKY y 72 % XBOpUX [IT€H NEPEBUILYE BIKOBI
HOpMH. BcTaHOBJIEHO, 110 JAMHAMIKa CHIPOMETPUYHMX MOKA3HUKIB y aiTelt 3 MB BiporiaHo
3aJIeKUTh Bl BMICTY ceneny (rs=0,33; p=0,03) y cupoBartiii KpoBi 1 KOpEIIOe 3 iX Kpamyum
HyTpuTUBHUM cTatycoM (1s=0,27; p=0,003). Busieno, mo xBopi Ha MB 3 ypaxeHHsIM
rernaToOuTiapHOi CUCTEMH PI3HOTO CTYIEHSI Ba)KKOCTI MAlOTh BHILMN PU3MK BUHUKHEHHS
nediuuty BitamiHiB A 1 E. Ilokazano, mo y 24 % OarbkiB aiteil, XxBopux Ha MB, cTymiHb
BUKOHAHHSI JIIKAPCHKUX peKOMeHaIliii 0yB HU3bKUM, Y 50 % — cepenHimM 1y 26 % — BUCOKUM.

KiawoudoBi cioBa: MyKOBICIUI03, HYTPUTUBHHMU cTaryc, BiTaMiH A, BitaMiH E,
PIVKA-II, munk, cenex, reH mEPHX, koMmriaeHc, 1itu pi3HOTO BIKY.

AHHOTAIUA

Porosuxk H.B. /IuarHocTMka ¥ KOpPpeKUHMS HAPYLICHUH COACPKAHUSA
JKHPOPACTBOPUMBIX BUTAMHUHOB M MHUKPOJIEMEHTOB B OpraHu3me jerei, 00JbHbIX
MYKOBHCIH1030M. — Ha rpaBax pykonucu.

Jluccepranysi Ha COMCKaHWE YYECHOW CTENEHW KaHAWIaTa MEIUIMHCKUX HAayK 10
cneruanbHocT 14.01.10 — Ilemmatpusa. — JIbBOBCKMIM HalMOHAJIbHBIA MEOULIMHCKUN
yHuBepcuteT uMenn [lannia ['anuukoro M3 Ykpaunsl, JIsBoB, 2020 rox.

B pab6ote uzyueno ypoBHu ButaMuHOB A, E u K 1 MUKpO3JIEMEHTOB IIMHKA U CEJICHA
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B CBIBOPOTKE KPOBH JeTeH, OOJBHBIX MyKOBHCIHI030M (MB), a Takxe BBISBICHBI HX
B3aMMO3aBUCHUMOCTh U accolMalus C pa3inuHbiMU (dakTopamu pucka. [IpoBeaeHsl
KOPPEKIUs U aHaIu3 Aepuiura BUTaMuHOB A U E.

ITo pesynbratam JIHK-ananuza rena TPEM 100 nanuentoB ¢ MB, yctaHoBIIeHO, 4TO
«vaxxkopHas» mytanusa reHa TPBM F508del perucrpuposanace y 89 % nanuenton. 90 %
NAIMEHTOB UMENM HAapyIIeHUE BHEIIHEW CEeKpelMH MOHKeIyA0uHOM kenesbl, a y 75 %
OOJBHBIX HAOIOAAIOCH €€ OPAKEHUS TAKEION CTEICHHU.

[Tokaszano, uro y gereri ¢ MB, HONOJHUTENPHO HE NPUHUMAIOIIMX BUTAMUHOB U
MUKPODJIEMEHTOB, COJAEpP)KaHUE IMOCIEIHUX B OpraHu3Me IOCTENEHHO CHIKaeTcs. B
gacTHOCTH, ¥ 30 % marueHToB HAOII0AaId HETOCTaTOYHOCTh BUTaMuHOB A M E, y 52,5 %
— putamuHa K, 100 % — cenena. Ilpu sTom ypoBeHb 1uHKa y 72 % MalMeHTOB MpeBBIIIAI
HOpMY. DG (HEKTUBHOCTH JIOMOJHUTEILHOTO Ha3zHaueHus BUTaMUHOB A m E cocraBmiia
(82,6 [61,2; 95,0]) % u (75,0 [50,9; 91,3]) % COOTBETCTBEHHO.

Pa3paGoTansl W omucaHbl PETrPECCHOHHBIE MOJEIU JAUHAMHKUA CHIBOPOTOYHOU
KOHIIeHTpaluu ButamuHa A u E. VX npuemiieMblie mokazarennu TOUHOCTH (K03 UIIUEHTHI
merepmuHamMu  R?2=0,56 I  OPOTHO3MPOBAHMS  JMHAMUKHM  CHIBOPOTOYHBIX
KOHIeHTpanuii ButaMuaa A u R? = 0,73 171 IporHo3upoBaHus IUHAMUKU CHIBOPOTOYHOIM
KOHIICHTPAIIMU BUTaMHHa E) MO3BOJIAIOT UCIOIB30BATh UX B KIIMHUYECKON NMPAKTUKE JJIS
onpeseraeHus HEOOXOIMMOCTH JOMOJTHUTENILHOTO Ha3HauYeHUus BUTaMUHOB A 1 E.

B yacTHOCTH, OJIOKUTEIbHYIO TUHAMUKY ChHIBOPOTOYHBIX KOHIIEHTpAIlMii BUTAMUHA
A JTIOCTOBEpPHO OMPENEISIOT JOMOJHUTEIPHOE Ha3HAUCHHUE MpenapaToB BUTaMuHa A (p =
0,0098), canxennast aktuBHOCTH ACT B chiBopoTke kpoBu (p = 0,0010), Gonbinas macca
tena (p = 0,0019), xenckuit mon (p = 0,0049), Gonee BbICOKas OIEHKA IO IIKaJe
[IIBaxmana-Kynpuuiikoro (p=0,031) u orcyrctBue nerounou runeptreHzuu (p=0,06).
[TonoxurenbHasi JTUHAMUKA CHIBOPOTOYHBIX KOHIIEHTpalMii BUTaMuHA E 10CTOBEpHO
3aBUCHUT OT JOTOJHUTENIBHOTO Ha3HaueHus npenaparoB ButamuHa E (p <0,00001), Huzkux
sHauenuit COD (p = 0,00009), HOpManbHOM TONEpaHTHOCTH K Tioko3e (p = 0,00058),
BBICIIETO YpOBHS anbOymuua B kpoBu (p = 0,0023) u HU3IIETO COMEPKAHUS XJIOPUIOB B
note (p = 0,0060).

AHaM3 KOppensiuid JaHHBIX JAeTed, OoNbHBIX MB, neMoHCTpHpyeT TeCHYIO
B3aMMOCBSI3b MEXKJY COJIEPKAHUEM CEJIEHa B CBHIBOPOTKE KpPOBU M JUHAMHUKOU
CIIUPOMETPUYCECKUX TOKa3zaTene. YcTaHoBIeHO, 4To OoibHBle MB ¢ mopakeHnem
renaToOMIMapHON CUCTEMBI PA3IMYHOM CTENEHU TSHKECTH UMEIOT 0o0Jiee BBHICOKUN PHCK
neduiura BuTamuHoB A u E.

Kak mapkep Buramuna K, Oputo onpeneneHo y nmaumeHtoB PIVKA-II B ceiBopoTke
KpPOBH. Y CTaHOBJIEHO, 4uTO y 38 (47,5%) manueHToB 3TOT MOKa3aTellb ObUT HOPMaJIbHBIM, a B
42 (52,5%) - nossiieHHbIM. Jeduiut Buramuna K 3agactyro ciydascs B Bo3pacte 3-7 JieT —
83% mnaunenToB. M3ydenne cBszu mexay ypoBHsmu PIVKA-II u Bcemu nccnenyempimu
MOKAa3aTeNsIM MO3BOJIMIIO BBISIBUTh CTAaTUCTUYECKU 3HauMMble koppeisiuuu ¢ ODPBI1 (rs = -
0,28; p = 0,03), 3aboneBanusiMu yxa, ropia u Hoca (¥2 = 5,8 ; p = 0,03), a Takxke ¢ TSHKECTHIO
teuennst MB no mikaine [IBaxmana-Kynpuuiikoro (rs = -0,30; p = 0,009).

BrisiBiieno, uto 24 % poauTtenei aeteit, 0oibHBIX MB, xapakTtepu3yroTcs HU3KAM
KOMITJIAEHCOM K BpaueOHbIM HazHaueHusM, 50 % — cpeaaum u 26 % — BBICOKUM.
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C uenpio OBICTPOTO OMpeeieHNs YPOBHS KOMILJIaeHCa K Tepariuu poIUTeNel 1eTeH,
OoonpHBIX MB, 1enecoo0pa3Ho HCMONb30BaTh BOMPOCHI M3 pa3pabOTaHHOM aHKEThI C
BBICOKOM MPOTHOCTUYECKOMN IIEHHOCTHIO.

[IpennioskeHa KOppeKLUsl MPU HEAOCTATKE BUTAMUHOB.

Ecnu conmepkanue BUTaMHHA A B CHIBOPOTKE KPOBH HHUXKE BO3PACTHOM HOPMBI,
Ha3Ha4yaTh €ro B pacTBope BHYTPh AeTsAM 0-6 mecsieB B go3e 3000 ME (1 kams), 6-36
mecsiieB— 6000 ME (2 karum), > 3 et — 9000 ME (3 kxamin) B CyTKH € TOCIEAYIOITUM
OTIpE/ICTICHUEM €T0 YPOBHS B CBIBOPOTKE KPOBH uepe3 3 MecsIa.

Ecmu conmepxanne BuTamMuHa E B CBIBOPOTKE KPOBH HHKE BO3PACTHOW HOPMBI,
Ha3Ha4yaTh €r0 B PACTBOPE WU B KarcylnbHOH (opme BHyTpeHHEe AeTsMm 0-12 mecsieB B
no3e 10 mr/kr, 1-4 roma — 100 mr, 4-10 nmer — 200 mr, > 10 mer — 400 Mr B CyTKH C
MOCIIEAYIOUIUM OIpeIeTICHUEM €r0 YPOBHS uepe3 3 Mecsla.

KiaroueBble cjioBa: MyKOBUCIIM03, HYyTPUTUBHBIN CTaTyc, BUTaMHH A, BUTamMuH E,
PIVKA-II, iiuHK, ceneH, KOMILIaeHC, IETH Pa3HOro BO3pacTa.

SUMMARY

Rohovyk N.V. Diagnostics and correction of impaired fat-soluble vitamins and
trace elements content in the body of children with cystic fibrosis. — On the rights of a
manuscript.

A thesis for the degree of the Candidate of Medical Science. Specialty 14.01.10 —
Pediatrics — Danylo Halytsky Lviv National Medical University, Ministry of Health of
Ukraine, Lviv, 2020.

The dynamics of levels of vitamins A, E and K and trace elements of zinc and
selenium in the serum of children suffering from cystic fibrosis (CF) were studied. The
supplementation effectiveness of vitamins A and E in CF children with a deficiency of
these vitamins was evaluated. Regression models have been created for prediction of the
dynamics of serum concentrations of vitamins A and E. It has been shown that CF patients
who do not receive the supplementation of vitamins A, E, K and selenium, have a gradual
decrease in their content in blood serum. On the other hand, the serum zinc content of 72%
of sick children exceeds the normal aged ranges.

The dynamics of spirometric parameters in CF children is dependent on the serum
selenium content (rs=0,33; p=0,03) and correlates with better nutritional status (rs=0,27;
p=0,003). CF patients with different severe lesion of hepatobiliary system were found to
have a higher risk of vitamin A and E deficiency.

The degree of compliance to medical recommendations in parents of CF children
was low in 24%, medium in 50% and high in 26% of cases.

Keywords: cystic fibrosis, nutritional status, vitamin A, vitamin E, PIVKA-II, zinc,
selenium, compliance, children of different ages.
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HEPEJIIK YMOBHUX ITO3HAYEHb

AJIT — ajaHiHaMiHOTpaHcdepasa

ACT — acniaptatamiHoTpaHcdepasa

BOC — OpOHX00OCTPYKTUBHUI CUHAPOM
v-I'T — Y-TJIyTaMUITpaHCIEeNTHIa3a

IMT — 1HJEKC MacH Tija

JI3 — JIIKapChKUii 3aci0

Jd — myxHa ¢ocdaTaza

MB — MYKOBICITU/I03

HC — HyTPUTUBHUMN CTATyC

OI'K — OpraHu IPYyJIHOI KIITKH

ODB; — 00’eM (OPCOBAHOTO BUJIUXY 32 OJTHY CEKYHIY
I1JIP — TIoJTiIMEpa3Ha JIAHIFOTOBa PEaKIIis
TPBM  — tpancMeMOpaHHUM perylaTOpHUi O1JI0K MyKOBICITUA03Y
OXEIJT - popcoBaHa )KUTTEBA EMHICTD JIETCHb
®E-1 — ¢ekanbHa enactaza-1

OIT — ¢i3ioTepaneBTUYHI MPOLETYPH
XOb — XPOHIYHHI OOCTPYKTUBHUI OPOHXIT
XJIC — XpOHIYHE JIET€HEBE CEPILIE

XTI’ — XOJIECTATUYHUM TEMaTUT

10| — I[YKpOBUiA J11a0eT

LIKT — IUTYHKOBO-KHIIKOBUW TPAKT

LTOE — IIBUAKICTh OCIIAHHS €PUTPOLIUTIB

PIVKA-II — nexapOokcriboBaHUN MTPOTPOMOIH
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