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Y AOITEW, XBOPUX HA MYKOBICLMOO3
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[TpoBeneHo nocmimKeHHs: MeTaboiTIB OKCHY a30Ty, iHayubeapHoi NO-cuHTa3u it enpoteniny-1 sk MapKepiB eHI0Te iaIbHOT AUCHYHKIIT
B CHPOBATL KPOBI AiTeH, XBOPHX Ha MyKOBICI[H/I03, BU3HAYCHO IX POJIb Y PEMOJICIIOBaHHI MiOKap/ia JIiBOro NUTYHOUKa i PO3BHUTKY JIETCHEBOI
rineprensii. JloBeneHo, MO 3aCTOCYBaHHS Npenapary TiBOpTiH (apriHiHYy T1IPOXJIOPHI) y Teparii AiTeil, XBOPUX Ha MYKOBICIIHIO3, CIIPUSE
3pPOCTAaHHIO TeHepallii MeTaboIiTiB OKCHIY a30Ty i 3MEHILICHHIO THCKY B JIEr€HEeBiil apTepii.

IIpoBeneHo mccrnenoBaHne METabOIUTOB OKHCIA a30Ta, HHIYIHOeTsHOH NO-CHHTa3bl U SHJOTENIHHA-1 KaKk MapKepoB SHIOTEINAaIbHON
JUCGYHKIUH B CBIBOPOTKE KPOBHU JETEH, OOIBHBIX MyKOBHCIMIO30M, OTIPEAEIEHA HX POIb B PEMOIETHPOBAHINH MUOKAp/a JIEBOTO KEITy09Ka
1 pa3BUTHH JIETOYHOU runepTeH3uy. Jloka3aHo, 4To NIpUMeHeHne npenapara THBOPTHH (apruHMHA THAPOXJIOPUA) B TEPAIMU JeTel, O0JIBHBIX
MYKOBHCIIHJ030M, CIIOCOOCTBYET YBEIHIECHHIO TeHepaii MeTabO0INTOB OKHCIIA a30Ta M YMEHBIICHHUIO JABJICHUS B JIETOYHOH apTepuiL.

The serum level of nitric oxide metabolites, inducible NO synthase, endothelin-1 as markers of endothelial dysfunction in children with
Cystic Fibrosis, their role in development of left ventricular remodeling and pulmonary hypertension were researched. It was demonstrated
that application of Tivortin (arginini hydrochloridum) in children with Cystic Fibrosis promoted increasing level of nitric oxide matebolites,

decreasing pressure in pulmonary artery.

3FiIlHO CyYacHHX YSBIEHb, TEPMIH «PEMOJACIIOBAHHS
MiOKap/ia» OXOILTIOE He TUTBKH 301IBIIIEHHS MacH MiOKap/a,
asie ¥ 3MiHN PO3MIpIiB Kamep cepris i TeOMETPHYIHIX XapaKTEPHCTHK
[UTYHOUKIB, PE3YyJETATOM YOTO € TOPYIIEHHS (PYHKIIOHATBHIX
MoxxyuBocTelt cepus [4]. OcTaHHIM 9acoMm 3HAYHY yBary
MIPUAUIOTE PoITi JUCHYHKIIT SHIOTENII0 B PO3BUTKY CEpIIEBO-
CYAMHHUX YCKIIagHeHb. Jlo (hakTopiB, 110 BIUTMBAIOTH HA MPOLIEC
PpeMOIeITIOBaHHS MiOKap/Ia, BITHOCATH €HIOTENIH, JesKi TUTOKIHA
(axrop HEKpo3y MyXJIMHH, iHTEp-JIEHKiHM), HATPIHypeTHUHI
MIENTUIN, TTPOIYKIII0 OKCHIY a30Ty W OKCHIATUBHHI CTpec.
[pu TpuBamiii il pi3HUX HECHPHATIMBUX (HAKTOPIB (TIMOKCIs,
IHTOKCHIKAITisl, 3amajeHHs, TEMOIMHAMIYHE TIepeHABAHTAKECHHS
TOIIO) BiZIOYBA€THCS IOCTYIIOBE BIUCHAKEHHS KOMIICHCATOPHOI
37IaTHOCTI SHIOTEIIIO J0 «IraTarlii», BHACTIIOK YOTO ITepeBax-
HOIO «BIiJITOBI/III0» SHAOTEMIAIBHIX KIIITHH HA 3BUYAIHI CTUMYITH
CTae Ba30KOHCTPHKIIiS Ta Tporidepartis [3].

He BukitodeHo, mo eHporeniadbHa JUCHYHKIIS, IO PO3-
BHUBAETHCSA Y XBOPUX HA MYKOBICIIMI03 BHACHTIIOK XPOHIYHOT
nmereHeBoi iHQeKmii Ta CTiKoro 3amambHOTO Tporecy [8],
MOJKE CIIPUATH PEMOJCIIOBaHHIO Miokapaa. IIpoTe kiiHigHI
JOCTIKEHHS, IPUCBSIYEHH]I OKPECICHOMY ITMTAaHHIO, MalixKe
HE MPOBOAMINCH. KpiM TOT0, MyKOBICIIH03 CYIPOBOKYE€THCS
MOpPYIIEHHSIM F'eMOANHAMIKH MaJIOTO KOJIa KpOoBOOOITy 3 ¢op-
MYBaHHSM JIETEHEBOI TiMEepTeH3il, 10 MOXKE CIPUYMHIOBATH
PO3BUTOK JIETEHEBO-CEPIIEBOT HEAOCTATHOCTI. YCKIIaTHEHHS 3
OOKy cepleBO-CYIUHHOI CHCTEMH 3HAYHO MOTipIIy€e MPOTHO3
mepebiry 3aXBOPIOBAaHHS, 110 POOUTH aKTyaIbHOIO IIpoOIeMy
HE TITBKHU iX PaHHBOI JIarHOCTUKH, ajie il CBOEYacCHOTO Mpo-
BEJCHHS JIIKyBaJbHIX 3aXO/iB.

META POBOTHU
BuBueHHs craHy (QyHKIIT €HIOTEINI0 y JiTeH, XBOPUX Ha
MYKOBICI[U/103, BU3HAYEHHSI HOTO pOJIi B PO3BUTKY pEMO-

JIeTIOBAHHS MioKapja JiBOTO IITyHOYKAa, a TAKOX OIIHWUTH
e(eKTHBHICTh 3aCTOCYBaHHS JOHATOPIB OKCHIY a30Ty Ha
npuknani npemnapary TiBoprin® (YOpis-®apm, Ykpaina) B
KOMIIJIEKCHIH Tepartii TaKuX XBOPHX.

MNAOIEHTH 1 METOAU JOCJIAKEHHSA

ITig cnocrepexeHHs M nepeOyBanu 56 aiTeld, XBOpUX Ha
MYKOBiCIIHI03, BikoM Bijx 3 10 15 pokiB (cepeaHii Bik — 8,5+0,5
pokiB). KonTponbHy rpyny ckianu 42 3M0pOBUX JUTHHU, pe-
MpPEe3eHTAaTHBHUX 32 BIKOM 1 CTaTTIO.

YciM JiTAM POBEACHO YABTPA3BYKOBE MOCIIIKCHHS CEepIls
3a CTaHJAPTHOIO METOAMKOIO 3 BUKOPUCTAHHSIM €XOAOMILIePO-
kapmiorpaga «Medisson. 8000» 3 hazoBaHUM AaTUHKOM 2—5
AC (CIIA). OuiHtoBanu MOp(oMeTpUYHI MOKa3HUKH JIBOTO
IUTyHOYKa, Macy Miokapa jiBoro nuryHouka (MMJILI) 3 po3pa-
xyBaHHsIM i iHAekcy (IMMUJILL), mBHAKICTH TPUKYCITIAANBHOT
perypriraiiii, rpali€HT THCKY Ha KJIallaHax JIeTeHeBo1 apTepii Ta
THUCK y Hiil. [eoMeTpito Miokap/a JIBOTo MUTyHOYKA BU3HAYAIH
3a criBBigHomeHdasM IMMIIII Ta BiZHOCHOI TOBIIMHH CTIHOK,
TPH LLOMY BUJIUISUTH HOPMAaJIbHY T€OMETPII0, KOHIICHTPUYHE pe-
MOJICITIOBAHHS, KOHIIEHTPHYHY TinepTpoQito Ta eKCIIEHTPUYHY
rineptpodiro Miokapa JiiBoro nuryHouka [11]

EnnorenianpHy (YHKIIIO OIIHIOBAIN 332 BMICTOM MeTa0o-
JITIB OKCHIY a30Ty, iHayruoensaoi NO-cunTasu (iNOS) ta
eH0TeINiny-1 B cupoBatili KpoBi. Bu3HaueHHsT MeTaOOMITIB
OKCHIIy a30Ty B KPOBi MPOBOAMIN CHEKTPOGHOTOMETPHUHUM
METOIOM 3 MOIEPEAHBO0 ACTIPOTETHI3AIIEI0 CHPOBATKH i BiJl-
nosnerHsaM NO, 1o NO, [1]. Pisens iNOS Bu3Ha4asu CekTpo-
(oromeTpuuHUM MeTonoM. BMicT eHjgoreniny-1 BH3Hauanu
MmeTomoM DA 3a gomomororo Tect-Habopis (pipma Peninsula
Laboratories, Inc, CILIA).

IMpenapar Tisoptia® Gpipmu «tOpis-Dapm», Yipaina (4,2%
PO34YMH apriHiHy TIAPOXJIOPHUIY) NMpU3HAUYCHO 15 AiTsM,
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XBOPHUM Ha MYKOBICIIMIO03, y BHUIJISAJI BHYTPIIIHEOBEHHOT
iH¢y3ii B 1o3i 5—10 mu/kr/moby mporsirom 7 auis. Ilicis
3aKiHYeHHs KypCy JIIKyBaHHS BCIM HaI[i€eHTaM IPOBOJIWIH
exoxonmuiepkapaiorpadidHe JOCTIIKEHHS W BU3HAYCHHS
METa0OoJIITIB OKCHAY a30Ty B IJIa3Mi KPOBI.

CraructuuHy oOpoOKy JaHUX NPOBOIMIIM 32 JOHNOMOTOI0
nporpam «Microsoft Excel 2000» i Statistica for Windows 5.0.
JloCcTOBIpHICTB Pi3HUI MK I'pyIIaMH BU3HAYAJIH 32 JOTIOMOT' 00
t-recty CThIOIEHTA I HE3aJe)KHUX BUOIpOK. BigmiHHOCTI
BBa)kanu joctoBipaumHu npu p<0,05.

PE3YJIBTATH TA iX OBI'OBOPEHHS

Pesynbrary mpoBeneHUX TOCIHIDKEHb TTOKa3ald, 0 B TPy
ZiTel, XBOpHX Ha MyKOBicIumo3, 3HadeHHs IMMUIIILI nmepesu-
IIyBaJIX BiAMOBITHI TOKA3HUKU KOHTPONBHOI rpymw B 1,4 pasm i
CKIIAJIA B cepenHbpoMy y rpymax 43,3£2,5 r/m>” i 31,6+1,2 r/m>’
BiamoBiHO (p<<0,05), 110 CBIUIIIO PO PEMOICITFOBAHHS MiOKap/a
JIBOTO IUTYHOUKA.

[Ipu mpoBeneHHI IHIWBIAYAIBHOTO aHANI3y BHSBICHO, IIO
y BCIX AiTeH KOHTPOJBHOI rpynH BHU3HAYalIach HOPMaJbHA
TEOMETPpisl JIBOTO MUIYHOYKA, TOAl K y TPYI XBOPUX Ha
MyKOBicIna03 TUTEKH 15 (26,8%) mamieHTiB May HOpMaIbHUH
BIATIOBITHMH OKa3HHUK, y 10 mamienTis (17,8%) mopdomerpruni
mapamMeTpy MioKapa JTiBOTO MITYHOUKA BiMOBIIAIH KPUTEPiIM
KOHIICHTPUYHOTO PEMOJICTIOBAHHS MioKapia JiBOTO IIITy-
HOuKa, y 15 (26,8%) mamieHTiB Bi3HAYEHO SKCICHTPUYHY
rineprpodiro, y 16 (28,6%) — KoHIEHTpHYHY TinepTpodito
MioKkapjaa JiBOTO HUTYHOYKa. HasBHICTH ycixX BapiaHTIB
TeOMeTpii JIIBOTO IITYHOYKA Y TITEH, XBOPUX Ha MyKOBICIIUI03,
MOXKE 3aCBiUyBaTH, II0 PEMOJEIIOBaHHSI MiOKapjaa JIiBOTO
[UTYHOYKA BiIOYyBaJIOCH K 3a paxyHOK rimeprpodii Miokapaa,
TaK i 3a paxyHOK (piOpO3HOTO MIepeTBOPEHHS M’ SI30BUX BOJIOKOH
1 301ITBIIEHHS 00CATY JIIBOTO IIUTYHOUKA.

Cnix 3a3HauuTH, O[O0 B TPYIi MAIi€HTIB, XBOPUX Ha
MYKOBICITIJI03, CITOCTEPEKEHO 3MiHN TPAHCTPHKYCIUIAIBHOTO
KPOBOTOKY, ITI0 BUPAKAITICH Y TIOMipHI perypriTariii pu cepeHiit
mBHIKOCTI Omm3bko 2,324+0,04 cm/c mpotm 1,78+0,05 cm/c y
rpymi koHTporo (p<0,05). Lle cBigdmto mpo MmiIBUIICHAS THCKY
B CHCTEMI JIETeHEBOI apTepii, 0 B CEPENHBOMY Y TPYII CKIIAJIO
32,241,5 MM pr. ct. (HOpMa — 17,44+0,6 MM pT. cT., p <0,05).

BpaxoBytoun Toii paKT, 1110 Ha ChOTOMHI B PO3BUTKY TirepTpodii
MiOKap/ia JiBOTO IIITYHOYKA U JIETEeHEBOI TiMepTeHsil, Mo BBa-
KAIOThCA TPETUKTOPAMHU HECTIPHATIMBUX CEPLEBO-CyTNHHNX
MOJIi, IEHTpaJIbHA POJIb BiIBOAUTHCS AUC(YHKIIIT €HAOTETII0
[7], nochimxero BMiCT MapKepiB eHIOTENIATBHOT AUCHYHKIIIT
y niTell, XBOPUX Ha MyKOBiCIIHI03

JocnimkeHHs piBHS METa0OMITIB OKCHAY a30Ty B CHPOBATII
KPOBI y XBOpHX Ha MyKOBICIIH/I03 JiT€H TOKA3aJI0 CyTTEBE 3HHU-
JKCHHS aHaJII30BaHIX MOKA3HUKIB, Y TOPIBHIHHI 31 3HAUCHHAMHI
KOHTPONBHOI rpymu (mabn. 1).

Cin 3a3HauwTH, o pu 30utsieHH: IMMUIILLL BMicT MeTabomiTiB
OKCHJIy a30Ty B CHPOBATIIi KpoBi 3HIKyBaBcs (1=-0,34). Too6To HE
BHUKJIFOUEHO, M0 AedinuT NO MoXe CIpusiTH PeMOCIIOBAaHHIO
MiOKap/a y JiTel, XBOpUX Ha MyKOBIiCITHI03.

BBaxkaeTbcs, MO0 HEJOCTaTHE YTBOPCHHS M BHUIUICHHS OK-
CHJIy a30Ty € NMEPEeBaAKHUM MEXaHI3MOM PO3BUTKY TillepTeH3il
Majoro Koja ¥ BTPATH JIETEHEBUMHU CYJWHAMHU 3aTHOCTI

Tabnuys 1
Ioka3nuky GyHKUIi eHI0TeNiI0 Y JiTeil, XBOPHX HA MYKOBicCIII103

pynu gocnigkeHHs
MokasHWK XBopi Ha

MyKOBICLMA03, KgHTpoana rpyna,

2 n=42

n=56
Okempa a3oTy, MKMOnb/n 6,42+0,54* 10,75+0,34
iNOS, Hmonb/mr Ginka/xs 0,59+0,05* 0,38+0,07
EHpoTeniH-1, Hr/mn 1,42+0,27* 0,36+0,09
iNOS/engotenin-1, ym. og. | 0,59+0,09* 2,18+0,59

IIpumimra: p <0,05, y nopiBHSHHI 3 KOHTPOJIBHOIO IPYIIOI0.
BIJIIIOBIIaTH Ba30MJIATAIII€I0 HA CHIAOTEIH3aIeKHI CyOCTaHIIiT
npu XpoHiuHiH rimokcii [10]. Taka mMo3uUIist MiATBEPIKY€ETHCSI
BCTAHOBJICHUM 3BOPOTHHUM KOPEJIALIITHAM 3B'SI3KOM MiXX PiBHEM
TUCKY B JICTCHEBIil apTepil Ta BMICTOM MeTaOOJITIB OKCHIY
a30Ty B KPOBI JiTeH, XBOpHUX Ha MyKoBiciuno3 (r=-0,35). Bo-
JTHOYAC, y MAIie€HTiB 3 MyKoBicimao3oMm piBers iNOS B 1,5
pa3u MepeBUIyBaB MOKa3HUKH KOHTPOIbHOI rpynu (p<0,05),
0 MOke OyTH HACNiIKOM HamlpyKeHOTO (DyHKI[IOHYBaHHS
CHJ/IOTCHHOT Ba30AMIATYIOY0T CUCTEMHU, OCKIJIBKU BiIOMO, III0
inaynn6ensHi i30¢opmu NO-CHHTa3M NPOAYKYIOTH OKCH]L
a30Ty y JeKiIbKa pa3iB OiIbIIe 10ro HOPMATBFHUX BETHMUNH. Y
pe3yabTari NPUrHIYYEThCS aKTHBHICTh eHjoTenianbiol NOS,
mo QYHKIIOHYE y (i3i0JOTIYHUX yMOBaX i, SIK HACNIIJIOK,
3MEHIIY€EThCS] NPOLYKIisA €HAOTENIaIbHOTO OKCHUIY a30Ty |
BiZIOYBa€THCS MOCTYIOBE ITiIBUILCHHS Ba30KOHCTPUKTOPHUX
(akropiB [2]. [linTBepHKEHHSAM LBOTO € BiA3HAYCHI BHUCOKI
MOKa3HUKU eHJoTeNiHy-1 y XBopux Ha MykoBicumaos. Tak,
SAKIIO B KOHTPOJBHIHM Ipymni piBeHb eHAOTENiHy-1 ckiaB
0,36+0,09 Hr/™M7, TO y TaLi€HTIB, XBOPUX HA MYKOBICITHIO3,
ioro BmicT nopiBHioBaB 1,42+0,27 ur/mn (p<0,05). Kpim
TOTO, HE3Ba)Karo4M Ha miaBuieHui piBeHb iINOS y XBopux
Ha MyKoBicumuao3, cruiBBigHomeHHs iINOS/ennorenin-1
y Uil rpyni crocrepekeHHs Oyso B 3,7 pasu HIXKYUM 3a
TaKUi y KOHTPOJIBHIN TPyNH, IO CBiIYMIO IPO HEAJAEKBATHY
Ba30KOHCTPHKTOPHY BIJIIOBI/Ib Y XBOPUX Ha MYKOBICIMIO3 1
HEJIOCTaTHIO MTPOIYKIIiI0 Ba30HIaTaTOPIB.

OTpHUMaHO TO3UTHBHUHN KOPEISIIHHAN 3B’ 130K MiXK piBHEM
SHIOTeNiHY-1 # TpalieHTOM THCKY Ha KJalaHi JEreHeBOl
aprepii (r=+0,45), a Takox 3 IMMJIII (r=+0,41), oio
BIATIOBiJa€ NTaHWM CIIEIiaJbHOI JITEepaTypHu: HiABHIICHHS
piBHS €H/OTENiHY-1 B KPOBi € OHUM 3 MapKepiB ypakeHHS
MioKkap[a it IereHeBoi rimepTensii [5].

OTxe, mepedir MyKOBICIIHI03Y CYITOBOIKYEThCS AUCOaIaH-
COM CYAMHHOTO TOHYCY 3 IIEpEBaKaHHSAM Ba30KOHCTPHKIIT Hal
Ba30/IMJIATALIIEIO.

Huni Bimomo, mo 3acTtocyBaHHsS L-apriHiHy moKpamrye
SH/IOTEeNI3alIe)KHy Ba30IMIATAIIIO SK Y TALi€HTIB 3 BHCOKUM
PHM3HUKOM KapIiOBacKyISIPHHUX 3aXBOPIOBaHb, TaK 1 Y 3710POBUX
oci6 [6]. B ymoBax excmepuMeHTanbHOI Timokcii L-apriHin
30aTHUH PEeryaioBaTd TiMOKCHYHY JIETEHEBY TillepTEH3iio, a
TaKOXK CHPHATH CTPYKTYPHIN PeMOAYIALil BaCKyISIPHUX 3MiH
IUITXOM TIPOMOIIiT MPOAYKIIi OKCHAY a30Ty i, SIK HACIIJOK,
iHTi0IIiT eHpoTeMiny-1 [9].

BcranosneHo, mo BHYTpimHEOBEeHHA iHQY3is TiBOpTiHY
(apriHiHy TiIpOXJIOPHUI) TITSM, XBOPHUM Ha MYKOBICIIHIO3,
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TIPU3BOAMIIA JIO MIJBUILEHHS B 1,4 pa3u BMIiCTy OKCHIy a30Ty B
CHPOBATL KPOBI, PIBEHB SIKOTO ITiCIIS 3aKIHUEHHS KypCy JIIKyBaHHS
cknaB 8,71£0,47 mxmounb/n npotu 5,96+0,37 MKMOJIB/IT 110
nipoeneHHs Teparnii (p<0,05), 3MEHILIEHHIO IPAiEHTy THCKY Ha
KJIaraHax JereHesoi aprepii 3 2,82+0,09 MM pT. CT. 1O OYATKy
JiKyBaHHs 110 2,43+0,06 MM PT. CT. ITicist 3aCTOCYBaHHS IIpenapary
(p<0,05) Ta piBHS JereHeBoro THUCKy 3 39,2+2,3 MM pT. CT. 10
29,8+1,9 mm pt. c1. BigmoBinHO (p<0,05). Ciig migKpeciuTH,
10 HaJAMIpHOTO Ba3OAMJIATALIHHOTO e(EeKTy 3a MeKaMHu
¢izionoriuHoro aianazoHy He criocrepesxeHo. [Ipuitom L-aprininy
HE BHUKJIHMKaB PO3BUTKY HaJMIPHOTO TiIOTEH3UBHOTO €(eKTy,
OpTOCTaTHYHOI AM3peryIsiiii a0o pedieKTopHOi Taxikapyiii.

BUCHOBKH

EnporenianbHa qucyHKIIS y OiTeH, XBOPUX HA MYKOBIC-
L1103, € OHUM i3 BaXXJIMBHUX (DAKTOPIB, IO MPHU3BOAUTH 10
PO3BHTKY JIETEHEBOI IIIepTeH311 Ta peMOJETIOBaHHS MiOKapaa
JIBOTO IITYHOYKA.

VY nmitel, XBOpUX Ha MYKOBICIIHI03, BiIOyBaeTbCSI peMo-
JIeNIOBaHHS MiOKapja JiBOrO HITYHOYKA, Ha IO BKa3yBajo
30LIBIICHAS HOTO MacH i 00’ eMy KaMepH.

3acrocyBanns npenapary TiBopTiH® (apriHiHy riIpoXIopu)
y Teparrii giTeH, XBOPHX Ha MYKOBICIIHIO3, € TATOTCHETHIHO
OOTPYHTOBaHUM 1 CIIpHS€ 3pOCTAHHIO TeHepalii MeTaboIiTiB
OKCHJTy a30Ty, 3MEHILICHHIO JICTCHEBOI TiMepTeH3ii.

IlepcnekTHBY MOAANBIINX HAYKOBUX HOCJHiINKeHb. [Ipu
00CTeXCHHI AiTeH, XBOPUX Ha MYKOBICIIHJ03, BAXKIHUBOIO €
OIliHKa CTaHy ()YHKIii €HIOTETII0 Ta CBOEYACHE BHSBIICHHS
3MiH 3 OOKy CepIeBO-CyIMHHOI CHCTEMH. 3aCTOCYBaHHS TIpe-
napaty TiBOPTiH y KOMILICKCHOMY JTiKyBaHHI MYKOBICITHIO3Y €
TIEPCIIEKTHBHUM Ta €(heKTUBHUM METOJIOM KOPEKIIi| JIETeHEBO1
rinmepreHsii 3a paxXyHOK IOCHJICHHS MPOIYKIlii OKCHIY a30Ty.
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