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AOCBIA BACTOCYBAHHS TTPETIAPATY “EHEPAIB" V AITEN 3 AOBPOAKICHUM
CITAAKOBUM T'EITATO30M JKUADBBEPA
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* KYTOP TepHOoniAbCbKA 0OAQCHA KOMYHAABHQ KAIHIYHA qUMAYA AIKAPHA

[OCBI 3ACTOCYBAHHS MPEMAPATY “EHEPJIIB” Y OITEN 3 AOBPOAKICHMM CMALKOBUM FEMNATO30M XUJTbBEPA.
BusasneHo nobpuii No3uUTUBHUIA KNiHIYHWI edekT (HopMmanisauis abo 3HaYHe 3HWXKEHHS piBHSA 6inipybiHYy B KpoOBi) npu
3acTocyBaHHi Nnpenaparty “EHepni” B Tepanil Lo6posikicCHOro cnazkoBoro renatosy (cuHapomy) Xunbbepa y aiteit. [NepeHocMicTb
npenapary y Bcix navujeHTiB 6yna godpa, nobivyHMX peakLiin He cnocTepiranock. EHepniB MoXHa pekoMeHnayBaT [0 3aCTOCYBaHHS
K edekTnBHUI 3acid B KOMMIEKCHOMY NikyBaHHI cuHapomy Kunbbepa y Aitel.

OnMbIT MPUMEHEHWA NPEMNAPATA “SHEP/IMB” Y IETEN C JOBPOKAYECTBEHHbLIM HACJ/IEACTBEHHLIM MEMATO30M
KXNNbBEPA. BbisiBneH xopoLumnii NoNoXunTenbHbIA apdekT (HopMannsaumst UM 3HaAYNTENbHOE CHUKEHWE YPOBHS GunnpybuHa
B KPOBW) NpW UCMNOJSIb30BaHWM Npenaparta “OHepnus” B Tepanum nobpokavyecTBEHHONO HacNeACTBEHHOMO renaTos3a (CuHapoma)
Kunbebepa y neteit. MNMepeHocnmocTb Npenapata “OHepnme” Obina xopoluas, NoOoYHbIX peakumii He Habnfanocb. JHeEPIVB
MOXHO PEKOMEH0BAaTh K MPUMEHEHMIO Kak addeKTUBHOE CPEACTBO B KOMIMJIEKCHOM JledeHun cuHapoma Xunbbepa y netei.

EXPERIENCE OF APPLICATION OF PREPARATION “ENERLIV” FOR CHILDREN WITH BENIGN GILBERT’S HEPATOSIS. It was
found out a good positive clinical effect (normalization or significant reduction of bilirubin in the blood) at application of preparation
of Enerliv in therapy benign heritable Gilbert’s hepatosis (syndrome) in children. Tolerance of the preparation in all patients was
good, adverse reactions were not observed. Enerliv cokn be recommended for the use as an effective means in treatment of

Gilbert’s syndrome in children.
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BCTYI. BnpoaoBX OCTaHHIX ABOX AECATUNITb 3riaHO
3 paHumm BOO3 3pocTae KiNbkiCTb XBOPUX 3 MaToso-
rieto renatobiniapHoi cMcTeMu 9K IOPOCNOro, Tak i An-
TAYOro HaceneHHs. POCTy naTonorii NeviHkn Ta XOBYO-
BUMBIOHMX LUNGXIB Yy AiTEN, 30KpemMa, Cnpusae noripLueH-
HSl eKOMOriYHOI cuTyaLi, HegocTaTHE Ta He3banaHco-
BaHEe XapyyBaHHS, HE3PINICTb PEPMEHTHUX CUCTEM i
CUCTEM BUANEHHS, 9Ki B OiNbLLIOCTI BUNaaKiB BUHMUKA-
I0Tb HA OCHOBI CMAaAKOBOI CXMABLHOCTI [1, 2, 5].

Jl0 cnagkoBKMX 3axXBOPIOBAHb MEYiIHKM, WO MPOSIBS-
I0TLCA BHACNIOOK HEraTuBHOI il eK30reHHuX pakTopis,
BiLHOCATb TakOX AOOPOSKICHWUIA CNaakOBUIA renaTtol
Knnvbepa (OCMXK). CuHapom XKunbbepa (cimeliHa xo-
Nemis, KOHCTUTYUIHA rinepbinipybiHemis, injonaTnyHa
HeKOH’toroBaHa rinep0binipybiHemis, HeremoniTuyHa
CiMeiiHa XOBTSHMLSA) — cnaakoBa J0OPOosiKicHa NoMipHa
iHTepMiTytoya rinepbinipybiHemis, sika BUHWKAE BHACHI-
[OK 4aCTKOBOro AediunTy ypuamHandocdaTriioKypOHi-
nTpaHcdepasn (NOPYyLIYETbLCS BHYTPILLHbOKITUHNIA
TPaHCMOPT HenpsiIMoro BiNipybiHy A0 Micus Moro 3’eaHaH-
HS1 3 MIIOKYPOHOBOI KUCIOTOI0), XapakTepPU3YETHCS ayTo-
COMHO-O0MIHAHTHMM TUNOM HacnigyeaHHs [1, 2,4, 5, 71].

KniHiuHa kaptnHa npu cuHapomi Xunsbepa (CX)
npencrasfieHa iIHTePMITYIOYOIO XXOBTAHULIEKD, aCTEHOBE-
reTaTMBHUM CUHAPOMOM Ta B BiNbLUOCTI BUNaAKiB CUM-
nToMamu aucnencii. JeboT XOBTAHML| Npunagae Ha
nybepTaTHWiA Nepioa, Npu LboMy cuHapom XXunsbepa B
10 pagiB yacTille 3yCTPIiHYaETbCS Y XJIOMYUKIB, HiX B AiBYa-

TOK. [1POBOKYIO4MMU pakTOPaMKU NOABU XOBTAHWULL CNYy-
rylOTb BiPYCHIi iH®EKLT, MCUXOEMOL,HI Ta Gi3nYHI Ha-
BAHTAXEHHS, rofI0AyBaHHSA, BXXMBAHHA ankoroso. Mox-
nvBa MaHidecTauis xBopobu BHACNIAOK TOKCUYHOI Aji
OesKunx nikapcbkux npenaparis: aHaboniyHMX CTEPOILIB,
rIIOKOKOPTUKOILIB, aHAPOreHiB, pyudamMniumHy, LMMETU-
OVHY, xnopam@eHikony, cTpentounay, caniuunatmi Ha-
TPIto, amniumniHy, NEBOMILETMHY, KODEiHY, napaueTamo-
ny. TigBULWEHHS piBHSA 3aranbHOro 6inipyGiHy B KPOBI,
gk npaswno, He Buwe 80-100 MKMONb/N 3i 3HAYHUM
nepeBaxaHHM HenpsamMoi dpakuii, iHwWi GioxiMivHi no-
Ka3HWKW KPOBi (OKPiM NYXHOI pocdaTtasdmn) Ta NeyiHKOBI
npobu B Mexax Hopmu [1, 5, 71.

B komnnekcHin Tepanii CX, okpim aietn Ne 5, obme-
XEHHA (PIBNYHOro Ta MNCUXOEMOLUINHOMO HaBaHTAXEH-
Hs1, 32CTOCOBYIOTb renaronpoTekTopu. Ocobnvee MicLe
cepepn renatonpoTekTopiB 3anMatoTb eCeHLUiHI ocho-
ninign. BHacnigok CBOET HE3AMIHHOCTI A9 HOpMaslb-
HOro POCTy, PO3BUTKY Ta (PYHKLLIOHYBaHHSA BCiX cOMa-
TUYHUX KNITUH ¢ocdoninign oTpumMannm Has3By
“eceHUiHi”. EceHuiliHi docdoninion (EDJT) — ue
CKJ1aJHI PEeYOBUHU, AKi BKJIIOYAOTb AUMNILEPUHOBI edi-
py X0oniHPOCHOPHOI KMCNoTN (pocdaTnamnxonid) Ta
HEHAaCWYEHI XWUPHI KUCNOTU (niHoneea, NiHONEHOBA,
oneiHosa) [2-4, 9, 10].

FenaTtonpotekTnBHuin edekt EDJ1 nonsdrae y: a)
BiIHOBJIEHHI Ta 30EpPEeXeHHi KNITUHHOI CTPYKTYpW nevi-
HKM | 1T dochoninif3anexHnx eH3aMMaTUYHNX CUCTEM;
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6) HopMmanisauji yHKLji NedviHkM | GEPMEHTHOI aKTUB-
HOCTI renaToumTiB; B) NokpaLleHHi MeTaboniaMmy HenT-
panbHUX XUPIB Ta XONECTEPUHY; ') HOpMani3auii 6inko-
BOro OOMiHy; A1) NOKPALLEHHi AETOKCUKALINHOI (PYHKLLT
neviHky; €) ctabinisauii pi3nko-xiMiYHUX BNAaCTUBOCTEN
>KOBYi; €) BMEHLUEHHI Ta 3HUKHEHHI XXMPOBOI IHDINbTPaLl
renaTtoumuTiB; X) CrMOBISIbHEHHI YTBOPEHHS CMOJIy4HOI
TKaHWHM Ta po3BuUTKY $ibpo3y B nediHui [2-4, 9, 10].

MATEPIAJTIU TA METOAWU. MeToto poboTtu 6yno
OUiHUTK eEKTUBHICTL Npenapaty “EHepniB” B NiKyBaHHI
cungpomy XKunbbepa y giteir. [lo cknagy npenapaty
“EHepniB” (dpipmun Berlin-Chemie) BxoaosTe 06e3XMpeHi
Ta 3baradeHi pocdoniniam coesnx 606iB 3 MakcUMarb-
HO BUCOKUM CTYMNEHEM OYULLIEHHS (KOHLEHTpaLis ¢oc-
daTngunxoniHy ctaHoBuUTb 76 %), TokOodepon, xena-
TUH, OYULLEHE COEBe Macno. bansbko 68 % 3anuuiky
XUPHUX KUCNOT CKNagaloTb JiHONEeBa Ta NiHONEHOBA
XUPHI HeHacuyeHi kncnotn. 3a Bmictom EDJT eHepnis
aHanoriyHmn eceHujane dopte H i mae nepesary Hag,
iHWKMKM npenapatamu Ha ocHoBi EMJI. TonosHOIO
BIAMIHHICTIO eHepniBy Bif, iHWKx npenapartis EDJ1 € Te,
O MaloyM BUCOKMI BMICT dochHaTnanaxoniny, BiH HE
MiCTUTb BAPBHUKIB, AETEPreHTiB, CMaKkoBUX AOOABOK.

Min cnoctepexeHHsM nepebysano 24 pjtel (xnon-
4ymkn) 3 OOOPOSKICHMM CnaakoBUM renato3omM Kuinb-
Gepa BikoM Big, 13 oo 17 pokis. Bepudikauia piarHosy
OCIMK npoBogunacb Ha OCHOBI KJiHIYHUX CUMMTOMIB,
aHaMHe3y XBOpOOM Ta XUTTS, 0CODNNBY yBary Npuains-
JIM CNagKoBOMY aHaMHesdy, JaHux nabopaTopHMX Me-
TOAjB OOCTEXEHHS, YNbTPA3BYKOBOrO AOCHIMKEHHS MNe-
YiHKM Ta XOBYHOrO Mixypa, pesynbTaTiB noniMepasHoi
NIAHLIOrOBOI peakLii (4519 BUKITIOYEHHS Y NiOTBEPOXKEH-
HA BipyCHMX renatuTiB).

PE3Y/IbTATU OOCJIIIKEHb TATX OGrFOBOPEH-
H4A. Bci obcTexxeHi Mann ckaprii Ha 3arasibHy criabKiCTb,
noraHmin HaCTPIN, NOXOBTIHHA LUKIPY Ta CKiep, nepiogny-
HY TSKKICTb B MpaBoMy niapebep’i, nepioanyHo NopyLUEH-
HS1 BUNMOPOXHEHb (3akpenu abo npoHocK). MNpu 06’ekTrB-
HOMY OOCTEXEHHI Y AjTei nediHka BUCTynana 3-nig, kpaio

npaeoi pebepHoi ayrn Ha 1-2 cM, He Bosnioya, M’akoena-
CTUYHA, Kpan roCTPUiA, NOBEPXHSA rnaaka. B ycix naujeHTiB
Oyna nigTBepaxeHa ciMmeiHa rinepbinipybiHemisa (B
GinbLUOCTI BUNaakiB (22) y GatbkiB i Tinbkn y 2 mMaTepis,
Gatbky kX Manm Takok CX ). B BGioxiMiyHOMY aHanisi
KPOBI y AiTEN BUSBMAN MNIABULLEHNA PIBEHb 3arasibHOro
Ginipyb6iHy, sakuii konmeascs Big, 31,4 oo 108,7 Mkmonb/n,
3i 3HAYHMM MepeBakaHHAM  HenpsaMol dpakLii, Big 22,6
00 87,4 mkmonbn. Mpy ynbTpasBykOBOMY 0OCTEXEHHI aiar-
HOCTOBaHO 30isbLLEHY B PO3Mipax MeYiHKy Y BCiX XBOPUX
(100 %), 6e3 nopyLUEHHS ii CTPYKTYPU Ta EXOreHHOCTI, a
TakoX AedopmMalLLii XKOBYHOrO Mixypa. Pegynstatu nonime-
Pa3Hoi NaHUoroBoi peakLii 4O3BOAMIN BUKITIOYNTU Ha-
SIBHICTb BiDYCHUX renaTtuTie y OOCTEXEHMX.

XBopum Byna npuadHadeHa gieta Ne 5, wanHuin pe-
XUM 3 OOMEXEHHSAM (DiSUYHOrO M MCUXOEMOLIAHOIO
HaBaHTAaXEHHS Ta LOCTaTHIM BiAMNOYMHKOM, npenapaTt
“EnepniB” no 1 kancyni nepepg igoto 3 pa3u Ha OeHb
nitam oo 14 pokie Ta no 2 kancynm 3 pas3u Ha OeHb
nitam nicng 14 pokiB xuTTa. JlikyBaHHS NPOBOAUNOCH
BMPOAOBX Micaus.

B pesynbtaTi NpOBEAEHOr0 JliKyBaHHA y BCiX
MaUiEHTIB BiAMIYEHO NO3UTUBHY ANHAMIKY KJiHIYHHMX CUM-
nTomie. 3aranbHa cnabkicTb, NoraHwii HACTpIKn, nepio-
OWYHA TSXKICTb B nMpaBoMy nNiapebep’i, NOXOBTIHHSA
CKJIEP Ta LUKIpU 3MEHLUMINCH YXe Ha 5-7 OeHb, a no-
BHICTIO OaHi CUMNTOMW 3HUKAM 00 KiHua 10 oS Big, no-
yaTtky nikyBaHHs. Hopmanisaujis BUNOPOXHEHL Ta PiBHA
3aranbHoro 6inipybiHy crnocTepiranacb Ha 12-14 neHb
nikyBaHHsa y 19 (79,2 %) giteir, y 5 (20,8 %) naujeHTiB
piBeHb 3aranbHoro 6inipybiHy 3HAYHO 3MEHLIMBCS 3
(92,6+2,2) mkmonb/n o (38,4+6,8) mkmosnb/n. Hopma-
nizauis po3MipiB NeYiHKK Takox crnocTepiranacs oo 12-
16 oHa y 19 piTeid, a ix 3MEeHLLIEeHHs y 5 0OCTexXeHuX.
BionoBigHIiCTb PO3MIpIiB MEYiHKM 3rigHO 3 HOpMaMu y
XBOPUX, B IKMX BOHA 3anuwianacs 30inbLieHoto, Biody-
nlacs A0 KiHUg 4 TUXHS NikyBaHHS, a KOHUEeHTpauji 6inipy-
OiHy B KpoBi Byna 6aM3bkoio A0 HOpMK (23,4%1,5)
MKMOJIb/N1 OO KIHUS NiKyBaHHS.

Tabnuus 1. MosauTuBHaA AMHaMika KAiHIYHUX Ta napakniHiYHUX CUMNTOMIB y AiTeil i3 CUHAPOMOM
Xunbb6epa, gaki otpumyBanu “EHepnis”

CumnTom Yac 3MEHLEHHS iIHTEHCUBHOCTI Yac 3HUKHEHHS
3aranbHa cnabkicTb 3 neHb 5 neHb
MoraHunin HacTpIl 5 neHb 8 neHb
TaxkicTb B npaBoMy nigpebep’i 7 heHb 10 peHb
[MOXOBTIHHS CKNep Ta LKipU 6 OeHb 10 peHb
MopyLIEHHS BUNOPOXHEHb 6 OeHb 12 neHb
linepbinipybiHemis 5 neHb 14 (79, 2 % npjiteit) neHb
"enaTomeranis 8 neHb 16 neHb

Mob6iyHMx peakuii npenapaty “EHepniB” He 6yno
BiZIMIYEHO Y XOOHOr0 XBOPOroO.

BUCHOBKM. IMigcymoByoum pesynbtaT JOCNIOKEH-
Hsl, MOXHa CTBepOXyBaTu, Lo OyB BUSBIEHWNIA [OOPWIA
no3nTUBHUI edekT npenaparty “EHepnis” npu 3acTocy-

BaHHi Moro B Tepanii 4oOOPOSKICHOro CnagkoBOro re-
natosy (cuHapomy) Xunsbepa y aiteir. Tomy:

1) npenapat “EHepniB” MOXHa pPeEKOMeHayBaTu A0
3aCTOCyBaHHA 9K epeKTUBHUIN 3aciO B KOMMIEKCHOMY
NikyBaHHi cunapomy Xunbbepa y aitei;
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2) N03nTMBHA Ajs npenaparty nonarae y BiAHOBNEHHI
Ta 36epeXeHHI KNITUHHOI CTPYKTYPU NediHku i i pocdo-
ninigs3anexHux eH3NMaTU4YHUX CUCTEM, HopManisauil
GYHKLIT NeYiHKY | GepMEHTHOI aKTUBHOCTI renaTouunTis,
MOKPALLEHHI OETOKCUKALLIMHOT GYHKLII nedviHku 3a pa-
XYHOK renatonpoTekTuBHoro epekty EQDJI;

3) nepeHocuMICTb Npenapary y BCiX nauieHTie Oyna
no6pa, NobiYHUX peakLiini He cnocTepiranocs.

NMEPCNEKTUBU NOAAJIbLUNX AOOCIIAKEHDb.
Ockinbkn 6yB BUSIBAEHWI f0OPUIA NO3UTUBHUIA KIIHIYHWT
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