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fenaropeHanbHuin cuHapom (MPC) e piakicHUM yCKNaaHEHHAM, AKMIA MOXE CyNPOBOAXYBATN MYKOBICLMA03-aCOLiNOBaHUI UMPO3 NEeYiHKM
B TEPMIHaBHIM CTafii B NaLieHTIB i3 MyKOBICUMO030M. Ha Lei 4ac He icHye yHIhIKOBaHOro NpoToKOyY 3 AjarHOCTVKM Ta nikysaHHa PC npu
MYKOBICUMA03I, 30Kkpema, y negiatpu4Hmnx nauieHTis. OCHOBHMMM Niaxoaammn A0 AiarHOCTVIKA CTaHy € BUSIBJIEHHSA O3HaK rOCTPOI HUPKOBOI He-
[OCTaTHOCTI B NaLieHTa 3 TAXKUM YPaXKEHHAM MediHKM 3a BIACYTHOCTI LLOKY Ta 03HaK OPraHivyHOro ypaxeHHst HMPOK Yv 3aCTOCYBaHHA HEPPO-
TOKCUYHKIX NpenapariB. JlikyBaHHA 6a3yeTbCs Ha NPU3HAYEHHI CyAMHO3BYXXYBaIbHIX 3aCO0IB Y NOeAHaHHI 3 IHPY3ieio anbOyMiHy Ta BUKITIOHEH-
HsM (bakTopIB, L0 CNOHYKaloTh po3BMTOK PC, ane MeTtoaoM 0CTaTo4HOI Tepanii MMaeTbCs TpaHcnnaHTalig nedinky, CBoevacHe BUABNEHHS
LMPO3yY NeYiHky B NALJEHTIB i3 MYKOBICLIMA030M, BUKIOHEHHSA (DakTOPIB PU3MKY (MaCKBHI Ta 3aTskHI oneparviBHi BTPYYaHHs, 3Ha4Huii 06'em
BMAANEHOI aCUMTUYHOI PIAVHK, OOMEXEHHS NPU3HAYEHHA HEPPOTOKCUYHIX NPEenaparis i NETbOBKX AiyPETUKIB Y BUCOKNX 003axX) — LNAX A0
nonepeaXeHHa PO3BNTKY TSXKKOIO YCKNaAHEHHS LUMPO3Y NediHky. CBoevacHe po3nidHaHHs Ta npaBuibHe BeaeHHA [PC — cnoci6 BpsaTysat
Ta NOAOBXUTN XUTTS [0 TPAHCNNaHTaL|i NeYviHKKM, a TakoxX 30eperth sKiCTb XUTTS NaLieHTIB i3 MyKOBICUMAO30M.

HaeeneHo aHania kniHivHoro Bunaaky MPC Ta 1oro tTepanio B AUTUHN 3 MyKOBICLIMAO30M.

JlocniaxXeHHst BMKOHaHO BiANOBIAHO A0 NPUHLIMNIB [eNbCIHCLKOI Aeknapadli. Ha npoBeaeHHs A0CAIAXEHb OTPUMAaHO iIHGOPMOBaHy 3roay 6arsb-
KiB OUTUHW.

ABTOPV 3a8BNSOTb MPO BIACYTHICTb KOHPIKTY IHTEPECIB.

Kno4oBi cnoBa: MyKOBICUMA03, renatopeHanbHNn CUHAPOM, UMPO3 NEYiHKW, acumT, TePAinpecuH.

Hepatorenal syndrome in a child with cystic fibrosis: analysis of a clinical case
I.F. Lazarenko, T.V. Kurilina, N.P. Hliadielova
Shupyk National Healthcare University of Ukraine, Kyiv

Hepato-renal syndrome (HRS) is a rare complication that may accompany end-stage cystic fibrosis-associated cirrhosis in patients with cystic
fibrosis. There is currently no unified protocol for the diagnosis and treatment of HRS in cystic fibrosis, particularly in pediatric patients. The main
approaches to diagnosing the condition are to detect signs of acute renal failure in a patient with severe liver damage in the absence of shock
and in the absence of signs of organic kidney damage or the use of nephrotoxic drugs. Treatment is based on the appointment of vasoconstric-
tors in combination with aloumin infusion and the exclusion of factors that promote the development of HRS, but the method of final therapy
remains liver transplantation. The article presents an analysis of the clinical case of HRS and its treatment in a child with cystic fibrosis.
Immediate detection of liver cirrhosis in patients with cystic fibrosis, exclusion of the risk factors (massive and protracted surgical interven-
tions, significant volume of extracted ascitic rudin, limiting the use of nephrotoxic drugs and high-dose loop diuretics) is a way to prevent the
development of severe liver cirrhosis complications. Immediate recognition and proper management of HRS is a way to protect life before liver
transplantation, as well as to preserve the quality of life of patients with cystic fibrosis.

The research was carried out in accordance with the principles of the Helsinki Declaration. The informed consent of the patient was obtained
for conducting the studies.

No conflict of interests was declared by the authors.
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Beryn micyHKIT BiAOYyBAE€ThCSA Y HAIIEHTIB 13 TAKKOIO
[IEYiHKOBOIO HEJIOCTATHICTIO HA TJIi IIMPO3Y 3 aCIly-
enatopeHanmpauil  cuagpom (I'PC) — Ttowm [8].

KpalHill TTPOSIB HUPKOBOI HEIOCTATHOCTI

y XBOPHX Ha IIMPO3, 1110 XapaKTepPU3y€eTh-
€Sl 3HUIKEHHSM HUPKOBOTO KPOBOTOKY Ta HIBUJI-
KocCTi Ky60uKoBOI (isbrpartii. TenmatopenaabHuit
CUH/IPOM [IaTHOCTYETHCH, KOMM (DYHKITS HUPOK
3HWKEHA, ajie O3HAKW OPTaHiyHOTO YpakKeHHS
HUPOK, TaKi sK TeMaTypisi, TpoTeiHypist abo aHo-
MaJibHa yJabTpacoHorpadist HUpoxK, BificyTHi [4,13].
HesBasxkaiounn na te, mo I'PC, BigmnosigHo 10
MKX-10, € camocTiitHOIO HO30JIOTIUHOIO (hOPMOIO,
TaKuii CTaH PO3BUBAETHCS 111/l BILIMBOM iHIIIOTO 3a-
XBOPIOBAHHS, 110 JIa€ 3MOTY BiJ[HECTHU 11eHl CTaH /10
TUTIOBOI iHTepdepeHIlii, Ko PO3BUTOK PeabHOI
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Friedrich Frerichs Ta Austin Flint 6y mep-
ITUMU, SKi HE3aJIeXKHO ONUCAJIN 3B’ SI30K MiXK IMPO-
IPECYIOYMM 3aXBOPIOBAHHSIM IE€YiHKH, aCIIUTOM,
OJIITYPUYHOIO HUPKOBOIO HEJIOCTATHICTIO Ta Biji-
CYTHICTIO 3HAYHOI HUPKOBOI maToJiorii. Y 1932 p.
Helvig i Schutz BBen TepMiH «CUHIPOM TI€UiHKM
Ta HUPOK» TTCJISA TOTO, IK CIIOCTEPiraar 3HaYHe T0-
pyIeHHst (GYHKINT HUPOK Tic/ist GisriapHoi orepartii.
Y 1956 p. Hecker i Sherlock nigrsepauin BucHoB-
KU, TIOBIJIOMJIEH] paHillie, i BUCYHYJIHU TTPUITYIIEH-
H, M0 HAWBAKIMBINIOID TATODi3i0J0TIYHOIO
3MiHOTO, SIKa JIE)KUTh B OCHOBI (PyHKITIOHATHHOI
HUPKOBOI HEIOCTATHOCTI, CHIPUYNHEHOI 3aXBOPIO-
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BaHHAM IIEYiHKH, € PO3LIMPeHHs nepudepuynnx
aprepiii. Kpim TOro, BOHU TOMITHJIH, 110 BBE/IEHHS
HOpajpeHaniny (Hoperminedpuny) i 36iabIIEHHS
00’eMy IIMPKYJIIOI0U0i KPOBI THMYACOBO TIOJIITIIITY-
10Th (DYHKITIT0 HUPOK [16].

lenmaropenanbauii cungpom I tuny (HRS-AKT)
Ha CbOTO/[HI BU3HAYAETHCS HA II/ICTaBi TaKUX 03-
HaK: [iarHOCTOBaHU IMUPO3 3 acCIUTOM; [iarHo-
cToBaHa roctpa HUpKoBa HepoctaTHicTh (THH) 3a
KpuTepigmu MizkHapoaHoro kayby aciuty (ICA):
BIJICYTHICTh BIZIIOBiI TiC/g 2 TOCJHIJOBHUX JIHIB
BiJIMIHU JiypeTHKIB Ta 30iJbINeHHsT 00’'eMy TITa3-
MU 3a JI0TIOMOTrot0 anbbyminy (1 r/Kr macu Tijia);
BiJICYTHICTH IIIOKY; BIJICYTHICTb 3aCTOCYBaHHS
He(DPOTOKCUYHUX  TperapatiB  (HeCTepoiTHux
MpoTU3aNajbHUX TIpernapariB, aMiHOTJIIKO3U/IIB,
HOZIOBMICHUX KOHTPACTHUX PEYOBUH TOIIIO); BiJl-
CyTHI MaKPOCKOIIIYHI 03HAKW CTPYKTYPHOTO ypa-
JKEHHsT HUPOK — BiZIcyTHICTD mporeirypii (>500
Mr/n00y), BigcyTHicTh Mikporemarypii (>50 epu-
TPOIIUTIB Ha I10JIe 30pYy) Ta HOPMaJIbHI pe3yJibra-
TH yJABTPa3ByKoBOTO mocipkerss (Y3/1) aupoxk.
OcHoBHOI0 3MiHOIO 1Tpy HOBoMY BusHauenHi ['PC e
BU/IQJIEHHS JKOPCTKOI Jy>Ke BUCOKOI FPaHUYHO] Be-
JUYUHU CUPOBATKOBOTO KpeaTuHiny (sCr) —
220 MKMOJIB/J JIJId TIOYATKY (hapMaKoJOTidHOTO
JIIKyBaHHSI, 110 JIa€ 3MOTY PO3I0OYaTH JIiKyBaHHS
Ha PaHHIN CTail Ta AOCATTH TMOTEHIIHO Kpariol
edextuBHOCTI [3,16].

DyukitionaabHe ypaskeHHsI HUPOK y HAIi€HTIB
i3 IMPO30M IIEUiHKH, SIKE He BiIIIOBI/Ia€ KPUTEPIisIM
HRS-AKI, nasuBaerbest HRS-NAKI i BusHavaeTnb-
cs1 mBuzKicTIo Kayb6oukoBoi dinsrparii (eGFR),
a He kpeatuHinoMm cupoBaTku [16]. HRS-NAKI
nozisieno Ha HRS-TocTpe 3axBoproBamHi HUPOK
(HRS-AKD) npu mBumakocTi KayboukoBoi (isib-
tpamii Merire 60 mi/xB/1,73 M2 IPOTITOM MEHII
HiZK TppOX MicaiiB i HRS-xponiune 3axBoproBaH-
g Hupok (HRS-CKD), gaxmio sHukeHHs TpuBae
6isb Hisk Tpu Micsi [11,14,16]. Oxnak HaBemeni
KJIIHIYHI KpuTepii He Aat0Th 3MOTH UQEPEeHITit0-
Bat ['PC i mapeHximMaro3Hy XBopoOy HUPOK, IO
HA/I3BUYAHO BaKJIMBO, OCKIJIBKM CY/UHO3BYXKY-
BaJIbHI 3ac00M He OYIyTh ePEKTUBHUMMU i MOKYTh
HaBiTh MOTJHMOUTH MOPYIIeHHs (DYHKIIIT HUPOK.

[Tpenuxropamu possutky I'PC € Taki o3Haku:
PE3UCTEHTHUI aCIUT; MIBUAKUN PEIUIUB aCIUTy
Iicss mapalleHTe3y; iHTeHCUBHA JliypeTUyHa Tepa-
MisT; 3HUKEHHS BMICTY HATPIIO B cedi TIPH ii MasioMy
00’eMi; IABUINEHHS PIBHS CHPOBATKOBOIO Kpea-
TUHiIHY, a30Ty Ta CEYOBHUHM IIPU OCMOJSIBHOCTI
KPOBi HUIKYe, HiXK ceui; mporpecyioye 3HUKEHHS
KJIyOOUKOBOI  (bisbTpallil; TimoOHATpiEMist; BHCO-
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KUl PiBEHb PEHiHYy IJIa3MU KPOBi Ta BIZICYTHICTh
renmatoMeranii. TakoX 4YacTO CIOCTEPITa€ThCs
CUCTOJIIYHA apTepiajbHa rinotensis (Menie 80 MM
pt. ct.). CipoBokyBatu po3sutok I'PC y xBoporo
Ha IUPO3 IEeYiHKU MoKe iHdekiis (mpubansHo
y 50% XBOpHX), BUAQIEHHST BEJIUKOI KiJTbKOCTI ac-
IIUTUYHOI PiAMHU MpU HaparieHTesi 6e3 ajaekBaT-
HOTO BBeJEHHsSI aJbOyMiHy Ta MacCHBHI XipypriuHi
Brpy4anus: [5,13,14,16].

B ocnosi marorenesy posputky ['PC mexnTh
30iIHEHHS] HIPKOBOTO KPOBOOOITY Yepe3 Ba30KOH-
CTPUKILi10 HUPKOBUX CY/IMH 1 BA30IUIATAIIIO CYIMH
OLIBIIOCTI MapeHXiMaToO3HUX opraHiB. Mopdoio-
riuno Hupku npu [PC maitke He 3miHeHi, 32 BU-
HATKOM CKOPOYEHHSI Me3aHTiaTbHUX KIITUH. 3Mi-
HY TeMOJINHAMIKHU B MAITIEHTIB i3 ITUPO30M TTEUiHKHT
MOB’s13aHi i3 3aTPUMKOIO HATPilo, PO3BUTKOM ac-
ATy Ta Mojaibion auchyHkiieo Hupok. [lupos
MPU3BOJUTD /IO TiIBUINEHOTO BHYTPIIIHBOIIEYiH-
KOBOTO CYJIMHHOTO OIIOPY, ajie 4epe3 1€ BUKJIN-
KA€eTbCd IJIAHXHIYHA Bas3ojuJaTallisl, 301JbllIeH-
HS CEKpellil CyAMHOPO3NMUPIOBATHLHUX PEYOBUH
y CIUIAaHXHIYHIN HUPKYJAIlii, BKIIOUAIOUd OKCH/L
a30TYy, OKHC BYTJIEII0, TPOCTAIMKIIIHU Ta €H/I0Ka-
HabiHoian. CucTeMHI CyAMHO3BY KYBaJIbHI ILISIXH,
Taki gK cucTeMa PeHiH-aHTi0TeH3UH-aJb/I0CTEPOH,
CUMITATUYHA HEPBOBAa CHUCTEMA Ta Ba3OIPECUH,
KOMITEHCATOPHO AKTUBYIOTHCS it 301/IbIIIeHHS
edextTuBHOTO 00’eMy aprepianbHOi KpoBi (EABV).
Ane i MeXaHi3MU TIPU3BOJATD /10 3aTPUMKU Ha-
Tpito, MOPYIIIEHHST €KCKPEIlii BOJH, IO HE MICTUTb
PO3YMHEHUX PEYOBUH, 1 3BY;KEHHS CY/IMH HUPOK, a
OT>Ke, 3MEHIIIEHHSI HUPKOBOIO KPOBOTOKY. [liziBu-
MEeHWH BMICT amiaKy MpU UPO3i mopyIrye oOMin
apriHiHy, He3aMiHHOT aMiHOKUCJIOTH JIJIsl CUHTE3Y
OKCHULy a30Ty, 3HUKEHHS SKOTO TPU3BOAUTDL /10
MOTipINIeHHS HUPKOBOTO KPOBOTOKY 1, IK HACJII/IOK,
(byHKITIOHATBHOTO Ta iMIEMIYHOTO TOITKOKEHHS
Hupox [1,2,4,5,14].

JIikyBaHHS rernaTopeHaqbHOr0 CHHAPOMY MTOYH-
HAOTh i3 BiAMiHu AiypeTukis. [le moTpibHO He Tijab-
KU JI7I1 BUKJIIOUEHHS TPEPEeHAJIbHOI a30TeMil, ajie
CIIPUSIE PAaHHBOMY 301JIbIIIEHHIO 00’€EMY ITUPKYJIIO-
fovoi azmu. [1g mouaTkoBa haza TaKoK BKIIOYAE
TUMYACOBe TPUIMHEHHS 3aCTOCYBAaHHS HeCeJeK-
TUBHUX [-apeHOOIOKATOPIB 3 Oy Ha IXHiii
HEraTUBHUI IHOTPOITHUH e(eKT, 1110 3MEHIITY€E cep-
nesuii BuKK. IX 3actocyBanus 06epeskHO BiHOB-
JIIOTOTh, K TIJAbKU TOJIMIINATHCS (DYHKINS HUPOK
i crabimisyerbcst cepenHiii aprepiabHUIT THCK.
Crnemndiune gikyBanus HRS-AKI Bkiovae cy-
JIMHO3BY’KYBaJIbHI 3ac00U B TIOEIHAHHI 3 1H(Y3i€t0
aTbOyMiHy Ta BUKJIIOUEHHSIM (DaKTOPIB, MO CIO-
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HykaioTh po3BuTok 'PC. Bakrepianphi indexiii,
0COGJIMBO CIIOHTAHHWIT OaKTepiaJIbHUIT IEPUTOHIT,
CJIiJT BUKJTFOUUTH 32 JIOTIOMOTOI0 TIOCiBiB KPOBI, ceui
Ta aCHUTUYHOI PIANHU W PEHTTEHOTPaMU TPYIHOI
kiaiTkr. Xoua aHTHOIOTUKM MOXKYTHb TOTIOMOTTH
sano6irtu possutky AKI-HRS, kopucrts ix mpu-
3HAUEHHS B TMAIIEHTIB 3a BiZICYyTHOCTI iH(eKIlii He
npencrasiena [1,3,10,14,16].

Mema nocnijpkeHHS — Ha TPUKJI/lI KIIHIYHO-
ro BUMAJAKY MOKa3aTH OCOOJUBOCTI iarHOCTHY-
HOTO MPOIeCy, BaXKJINBICTh CBOEYACHOT /IIaTHOCTU-
KU Ta aJIeKBaTHOI Teparlii MyKOBiCIIU/I03y Ta HOTO
YCKJIQJTHEHb.

Kminiyauii BUmaaok

Hisuunxy A., mapompxeny 26.11.2004, rocmitasti-
30BaHO 710 KuiBCbKOI MiCBKOI AMTSYOI KJIIHIYHOI
momnan (KMIKJI) Ne 1 y 3aranbhe negiatpudte
Bi/ITiJIEHH 3 TiKKaMu /71T 0phaHHUX 3aXBOPIOBAHb
y skoBTHI 2019 poxy (Bik — 14 pokiB 11 mic41iB) y
TSOKKOMY CTaHi 3 SBUIIIAMY TeTaToIe 0 PHOT He-
JIOCTATHOCTI, TIPOSIBAMU HaOPSIKOBO-aCIATHYHOTO
cuHIpoMY, MeTabosiuHoi eHiedasonarii I cryme-
Hs, CepIeBO-NXaJbHOI HEJOCTaTHOCTI, CKapraMu
Ha 3HW)KEHHS alleTUTYy, COHJIMBICTb 1 3arajbMo-
BaHICTb, 3HUKEHHS Jiype3y, HeyacTuil BOJIOIMI
Kanresib i3 BUIIJIEHHAM POKEBOTO MOKPOTUHHS,

o z Iiw'
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Puc. 1. 36inblueHi po3mMipu X1BOTa, acuuMT, renatocnieHoMeranis

Puc. 2. MakponpenapaTt. MakpoHOAynsApHUIA LMPO3 NeYiHKn
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BiUyTTS HecTaui moBiTps. Maca Ttima — 53 xr,
3pict — 170 cm, Temneparypa Tiza — 39 °C.

HocniskeHHss BUKOHAHO BiINIOBIZIHO /10 TIPUH-
uuniB lenbcincpkoi gekmapainii. Ha mpoBemenns
JOCJIIZKEHh OTPUMaHO iHMOPMOBaHy 3roy GaTh-
KiB IUTUHU.

Anammnes xeopoou. Jliarnos <«MyKoBicLumos,
3minrana ¢dopma 3 TaHKPEATUIHOI HEIOCTaTHi-
ctio. CepesiHill CTYIiHb TSIKKOCTi» BCTAHOBJIEHO
TIbKKM B 6 pokiB JikapeMm-reHetnkom y KM /IKJI
Ne 1, 6asyiounch Ha pesyJbrarax IIOTOBOI IIPOOH
(138 mexB/a1, 106 MexB/T), 3HMKEHHST PIBHS T1aH-
KpeaTnyHoi eactas3u B kami (Mentie 20 mr). /[o 110-
roBiky 31,5 poKy BiziMmiueHO er1i30/111 00CTPYKTHBHO-
ro OpoHXiTYy, 3 2-piuHoro Biky — creatopeio. Tiibku
npotsrom 2009-2010 pp. Bigznayeno 10 ermisozis
6ponxity Ha pik. ¥ 2010 p. BUSBJIEHO T IBUIIIEHHS
MeYiHKOBUX TpaHcaMminaiz (acrmapraTaMiHOTpaHC-
dbepaza (ACT) — 157,5 On/n; ananinamiHOTpaHC-
dbepaza (AJIT) — 159,5 On/n). ¥ 2012 p. giarxo-
cTOBaHO OiMiapHUNl TMPO3, AaCIUT, MTOPTAIBHY
rinepreHsito, BapuKO3He PO3IIMPEHHS BeH CTpa-
Boxony I crymenst (ibporacTpoyoeHOCKOIIis
(DOTAC), Y3/, enactorpadis), 3 NPUBOLY YOTO
JIIBUMHITI TPU3HAYEHO JIIKYBaHHS SIK CTaIliOHAPHO,
Tak i aMOyJIaTOPHO, 30KpeMa, KypCaM# TenTpal,
ypcodanbk. 3 2017 p. nepioiuuHO criocTepiranmncs
HOCOBI KPOBOTeUI Ta IMi/ITIKAHHS KPOBI 3 KyTa poTa,
[0 POBIIHIOBATIOCS SIK TPOsiB IyGeprary, xo4a
MeHapxe He HacTynaso. Ha moyatky 2018 p. nmpose-
neHo enactorpadiio, 3a pe3yabTaTaMy KO BUSB-
JIEHO BUPaKeHe IMIBUIIIEHHS KOPCTKOCTI MeYiHKA
Ta BCTAHOBJIEHO JliarHo3 «MyKoBicI1/103, 3MilllaHa
¢opma, jlereHeBa HeJJOCTATHICTD I CT., IMPO3 Mmevin-
ku cragiss A 3a Yainag—IT1o, mopranbHa rimep-
TeHsis, cyOKomieHcoBaHa (opMa (BapuKo3 BeH
crpaBoxony [-II cr.), cimenomerarnigy. 3 KiHIg
2018 p. mepioguaHO po3BUBaIHCS epudepiitHi Ha-
OpsIKHM, BUABJIEHO aciiuT 3a Y 3/l, BCTAaHOBJIEHO 111~
pos neuinkw, crazaiio B 3a Yaitna—I1"10, posmouyaro
Tepartiio JiypeTukamu (BEpPOIIIUPOH, TOTia3u).

Ha momenT rocmiTasisaitii 3a JaHUMU PEHTTEHO-
rpadii opraHiB rpyHOI KJIITKU BUSABJIEHO ABOGIUHY
MTHEBMOHi0. 3a peayabratamu Y 3/[ opraHis uepes-
HOI TTOPOSKHWHY BUSIBJIEHO TelaTOCTIIIEHOMETAJIIIO,
aCIAT 3 BiAMOBIIHUMHU 30BHIIIHIM BUTJISI/IOM K1-
BoTa (puc. 1).

3a nanmmu OET/[C BusiBiieHo Bapuko3He po3-
mupenHs BeH ctpaBoxoxy [-II ctymens, KpoBo-
Teyi He criocrepiranocst. 3a faHuMu J1abopaTopHO-
r0 0OCTEKEHHs BUSIBJIEHO JieiikonuTos 10 10x109,
HeiTpodinbos, anemito (Hb — 90 r/m, epurpo-
mutn — 3,2x1012) tpombonuronenio (90 T/x),
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rimoasmbOyminemito (23,3 r/m), rinepbimipy0i-
HeMmito (60 mimonw/m), AJIT (6 O/l/n), ACT
(58 O/1 /1), cran rimokoaryisiii (ipoTpoMOiHOBHUI
qac — 26,3 ¢; MizKHapojiHe HOpMaJli30BaHe BiJHO-
menHs — 2,1; akTUBOBAHUI YaCTKOBUI TPoMOO-
mwractuHoBuil yac — 37,4 ¢; ¢ibpun — 1,82 r/mn).
JlutrHa orpuMyBasia 0asuCHY Tepariio MyKOBic-
o3y ((epmeHTHa Teparnis, JopHasa aibda,
BiTaMiHOTeparis, MyKOKiHeTUYHA Teparlis, iHrad-
1iitHa Teparis), aHTuOGiOTHKOTEpAIis — (POPTYM —
3 r aBiui Ha MO0y, BankoMinua — 500 Mr 4 pasu
Ha 1100y; dypocemin BHyTpimHbOBEHHO. [IpoBe-
JIEHO BJMBAHHS CBIXKO3aMOPOKEHOI TIIIa3MU LIS
KOPEKITii TeMOCTady 1 4YacTKOBOI KOPEKIlii Timo-
anpOyminemii. IIpusHaueHO aJeMeTiOHIH BHY-
TPIIIHBOBEHHO,  YPCOZE30KCUXOJIEBY  KHUCJOTY,
JIAKTYJIO3Y per 0s.

HesBaskaroun Ha JKyBaHHS, YIPOIOBK 5 i
CTIOCTEPITAIOCST  TOTIPIIeHHsT  CTaHy, 30ibIiry-
BAJINCh IHTEHCHUBHICTb JKOBTSHHUILI Ta IPOSIBU
ACTEHIYHOTO CHUHJIPOMY, IPOJIOBKYBAJIOCS KPOBO-
XapKaHHs, BUHUK OijIb y KiCTKaX, 03HOO, PO3BUJIA-
cs1 omirypist. IIporsrom HacTymHOI 100K TTOCHIIN-
Jicst Habpsku, 1060BUi miypes craHoBuB 800 M1,
criocrepirajaocs IMiJIBULIEHHS KpeaTUHiHy IJIa3MU
110 101 MMOJIB /J1, 3HUKEHHST IIBUAKOCTI KITyOOUKO-
BoI (isprpariii 1o 61,5. BiamireHo BaHKOMIIIHH Ye-
pes noTeHIiitnnii HedpoTokcnunuii edexT. ABuia
acIuTy, nepudepiiHuX HAOPSIKIB MePeBasKHO B 110-
nepeKky Ta IepeHii YyepeBHill CTiHIl TPO/I0BKYBa-
JIM HAPOCTATH, Maca Tijia 30ibimacs 10 55,3 Kr.
Jliypes cranosus 130 mu1/1006y. [TpoBeneHo Kopek-
IiT0 eJIeKTPOJITIB, HA /I0/Ia4y JI0 CBizKO3aMOpOsKe-
HOI IJT1a3MK po31o4aTo BauBanusa 10% ajapOyMimy.
Ockinpku B MexaHiaMi 3arpuMku pigunau npu ['PC
3HAYHY POJIb BiJIirPa€ aKTUBAIlisI PEHIH-AHTI0TEH-
3WH-AJIB/IOCTEPOHOBOI CUCTEMHU, JIJIsT KOPEKIIil Ha-
OPSIKOBOTO CHHPOMY IUTHHY IEPEBENEHO Ha Be-
POMNITIPOH 1 TiMOTia3u per os, a TaKOXK 710 Teparil
JI0O/IAaHO TOpaceMiji TapeHTepaabHO, OCKIJIbKY, Ha
Bi/IMiHY Bi/l TIETITHOBOTO ZiypeTuka (hypocemiy,
BiH TaKOK YaCTKOBO OJIOKY€E eeKT aIbJOCTEPOHY
i MEHINIOI0 MipOI0 BUKJIMKAE TIOKaJIIMi0. 3 Me-
TOIO JIe3iHTOKCHKAIlii Ta MPOdiJaKTUKN IIPOSIBiB
MeYiHKOBOI eHIledaonaTii MpU3HAYEHO JIAKTYJIO-
3y, copbentu, riyraprin. J[o antubakrepiaabHOI
Teparii Z10/]aH0 MEPOHEM BHYTPIIIHbOBEHHO JIJIsI
IpOMITAKTUKN CIIOHTAHHOTO GAKTEPIaTbHOTO Te-
PHUTOHITY.

Ha i mporpecuBHOrO MOTIpIIEHHST CTAHY -
THUHY TIepeBe/IeHO ISl MOAJbIIOro JiKyBaHHS /10
Bi/UlIJIeHHsT IHTEHCUMBHOI Tepaliii. BpaxoByouun
nporpecuBHe mnoripiierHs crany, 3 20.10.2018 mo
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22.10.2018 gurmna nepebyBasa i CIOCTEPEKEH-
HAM Yy BIJJIVIEHHSIX peaHiMallii iHTEHCUBHOI Tepa-
mii. BigMoBUTHCS Bifi BBeleHHS /IIypPEeTUKIB yIIPO-
TOBK 2 1116 He BIAIOCH.

3 ornany Ha YHiDIKOBaHUN KIIHIYHUN TIPO-
TOKOJI TIEPBUHHOI, BTOPUHHOI (CIeIiagi30BaHoi),
TPETUHHOI (BUCOKOCTIEIIa/Ii30BAHOI ) MEJIMYHOT J10-
nomoru «Ilupo3 rmediHky Ta HOTO YCKJIATHEHHS»,
pekoMeHnaitii €BporeiichbKoi acortiailii BUBUEHHS
neuinku (European Association for the Study of
the Liver, EASL), MixuapoaHoro KIy0y acIuTiB
Ta 3 YypaxyBaHHAM 3asiokymeHToBaHoro [PC,
BU3HAUYEHO TAKTUKY MO0 ITOIATbIIOL Tepartii: mpu-
3HaueHo kombinaitito 20% ampOyminy B 103i 1 r/
Kr/100y BHYTPIITHBOBEHHO 3 TEPJIIIIPECUHOM Y 1031
S MKT/KI' BHYTPIITHOBEHHO KOXKHI 8 TOZ T/ KOH-
TPOJIEM TIEHTPAJIbHOTO BEHO3HOTO TUCKY, apTepiasib-
HOTO THCKY, KUCJTOTHO-OCHOBHOTO CTaHY, €JIeKTPO-
kapiorpadii, BMiCTy eJIeKTPOJIITIB Y T11a3Mi.

lnoriasuy npojoskeHo B KoMOiHamii 3 ma-
HAHTIHOM per 0S; TIPU3HAYEHO TPOMOOKOHIIEHTPAT,
[eTJIbOBI JiypeTuku curyaiiitno. Ha Tui 1i€i cxe-
MM JIiKYBaHHS CIIOCTEpIrajucs MiJ[BUIIEHHST KOH-
IEeHTpaIlil CeYOBUHM CUPOBATKHU 10 43,5 MMOJIb /I,
PiBHSI KpeaTuHiHy /10 554 MKMOJIb/JI, BiiMidaiucst
emi30/1 KpoBoOTeui (KpoBOTEYa 3 HOCA 1 IMi/ITIKAaH-
H$ KPOBi 3 POTOBOI MTOPOKHUHN ), 32 laHnuMu Y 3/]
306epiraBcst BUIIT y YyepeBHiil MOPOKHIHI MiXK 1eT-
JIIMU KMIIIEYHUKA, Y TIJIeBPaJIbHIl OPOXKHUHI 110
cepe/lHil TaxXBOBIiH JIiHii, HA/l CECYOBUM MiXypOM /10
970 mur. [Tiypes 3pic 10 1900 mi/m00y.

IIpomsizom 0eox mugkcnie nikysanus aabOyMi-
HOM y 11031 1 r/Kkr/mo6y B KOMOiHaIlil 3 TepJinpe-
CHHOM O MKT/KT BHYTPIIIHBOBEHHO KOXKHI 8 rof
orpuMano KymipyBanHs mpossBiB ['PC: miypes 3pic
no 2,8 1/mo0y, carypartis migBuniuiacs 10 96%,
JAWTHHA He TToTpedyBasia OCTIMHOT 1HTaIAIi KUC-
HIO, 3a gaHumu Y3/ BigMmiuasocs 3MeHIIEeHHS
KIJIBKOCT1 BIJIbHOI PIAMHU B TMOPOKHUHI oYepe-
BuHU. AJie 36epirajocst ocabJieHHsT IUXaHHs Ha
piBHI 6—8 Mixkpebep’st 110 JlONATKOBIi JIiHii, 6ib-
e CIpaBa, KPemiTyiodi Xpunu mpu (HOpPCOBAHO-
My JIMXaHHI JIiBOpYY, SIBUIA IHTOKCUKAITii, TTiBU-
IEHHST TeMIepaTypu Tijia 10 (hebpuabHUX UP.
Y mactynHomy po3BUHYJACA KJIiHIKA AUCTATHHO-
r0 iHTECTHHAIBHOTO OOCTPYKTUBHOTO CHHIPOMY,
3a MeXaHi3MOM MEKOHEAJbHOTO ijeyca. 3BepTaan
Ha yBary KOJIMBaHHS PiBHA CEYOBMHU CHPOBATKHU
Bia 14,6 MMosib/s1 10 22,5 MMOJIb/JI, KpeaTuHiHy
Bizt 94 MKMOJIB/J1 710 270 MKMOJIB /1, GiTipyOiHy 10
576 MMOJIb /1, 30€pesKEeHHS TTOKOATy Islii, aHEeMit0
3 TpoMOboIHTOIeHIEI. PO3pillleH s TUCTaIbHOTO
IHTECTHHAILHOTO OOCTPYKTUBHOTO CHHIPOMY JI0-
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CATHYTO KOHCEPBATHBHUMU METO/IaMU: al[eTUJI IIUC-
TeiH — 4 /100y, MAaKPOroJI, BUCOKI OYKMCHI KJII3MH.

3 MeTOI0 JIeKOMIIpecii OpraHiB 4YepeBHOI I10-
POKHUHM Ta 3MEHIIeHHS CUMITOMATUKU acCIu-
Ty JIBiUl TIPOBE/IEHO JIaNapolleHTe3 3 eBaKyalli€n
1300 mut ta 1500 M acuutuaroi piguau. [Ipotsrom
10 mi6 cTaH AUTUHM JEII0 TOJIMIIMBCS 32 PaXyHOK
MiIBUIIIEHHS aKTUBHOCTI, MOKpAIeHHS alleTuTy,
3MeHIlIeHHs 000 B M's3ax 1 mepudepiiHux Ha-
OpSIKiB, IOJIIIIIEHHS CHY, 3HIKEHHSI KOHI[eHTpaIlii
CeYOBUHHU Ta KpeaTuHiny. /[iypes Ha T/ BBeJeHHS
miyperukiB — 2700-3500 mu/mo0y. Y 3B’s13Ky 3i
BHMIKEHHSIM O1IKOBO-CUHTETHYHOI (DYHKILT TediH-
KU JUTHHA MPOJOBKYBaja OTPUMYBATU MOCTIHHY
3aMiCHY Tepallio IperaparaMu ajabOyMiHy.

[IporsiroM HacTymHMX 5 Ai6 Biamivanucs Ha-
POCTaHHS TIIOKOATYJISAIi1, KDOBOTOYMBOCTI 3 SICEH,
ry0, HOCOBI KPOBOTEYi, 3'IBUBCS TYIIHiT O1/1b ¥ JK1-
BOTi 6e3 YiTKOI JIoKaJi3allil, SKi JUIIe Mo4aTKOBO
I //IaBaINCS [TiT CIIa3MOJIITUKIB i 3HEOOTIOBATbHIX.
KonnenTpaiiisi ceuoBuHU yTpUMyBasiacs He BUIIE
16,6 MMoJIB/ 1, KpeaTuniny — 77 MKkMoJib/ 7. IIpo-
TSTOM HACTYITHOTO THIKHST HAPOCTaB OiJb y JKUBOTI,
MIPOJIOBKYBAJIHCS TIEPIONYHI KDOBOTEYi 3 HOCOBOI,
POTOBOI MOPOKHUHU, FeMOPOiIATbHUX BEH.

3a pe3yJibTaTaMy KOHCYJIBTYBaHHS TPAHCIIJIaH-
Tosiorom /1Y «HanionanbHuil iHCTUTYT Xipyprii Ta
tpanciiantosorii imeni O.0. [TaximoBas HAMH
YkpaiHu 3ayBakKeHO, 1110 PU3UK JIETAJTbHOTO BU-
XOJly TIPM 130JIbOBAaHIN TPaHCIJIAHTAIN]l YacTUHU
IeUiHKM BiJl CIIOPiHEHOro AO0HOPa BKpail BUCO-
KMil Ha TJI MOJIOPraHHOI HeZ0CTaTHOCTI, a OijibIIl
ONTUMICTUYHUI pe3y/ibraT MOKe OyTH J0CsTHe-
HUU Micyst MyJIBTUBICIIEPATIbHOT TPAHCIIAHTAIll B
crertiaizoBaHomy 1eHTpi. Po3noyaTo odopmiien-
Ha fokyMenTartii s MO3 Ykpaiau piis ButisieH-
Hs KOIITIB Ha TPAHCIIAHTAIIIIO 32 KOPZIOHOM.

Opnnak depe3 2 micdlli JiKyBaHHS CTaH JUTH-
HU PIi3KO TOTIPIIMBCS: PO3BUHYJIOCS OJIIOBAHHS
KpoB'10 B 06’eMi ipubinsno 1,5 1, 3’IBuiocs ncu-
XOMOTOPHE 30y/)KEHHST, HATIaJ[ arpecii, a B HACTYTI-
HOMY, CILTyTaHOCTi cBizomocti. Ha Ty macuBHOI
KPOBOTeYi 3 BAPUKO3HO PO3UIMPEHUX BEH CTPABO-
XO/ly Ta Kapjii, BEHO3HOTO CILJIETEHHS CJIM30BO1
060JIOHKKM HOCOBOI TIOPOKHUHU, HE3BAKAIOYN Ha
MIPOBE/IEHHS IHTEHCUBHUX PeaHiMaIliiHUX 3aXO0/IiB
JIMTUHA TIOMepJIa.

3a MaToJ0TOAHATOMIYHUM JTOCTI/IKEHHSIM: Ma-
KPOHOYJISIPHUM ITUPO3 TIeUiHKY (PUC. 2), CHHIAPOM
nopTasbHOi Tineprensii. CrneHomerasnis. Bapu-
KO3HEe PO3IIMPEHHSI BEH CTPABOXO/AY Ta ILIyHKA.
[IInynkoBoO-KUIIKOBA ~ KpoBOTeva. BorHuiiesa
OponxonnesMoHis. /lucrpodis HUPOK, MioKapia.
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Jlerenesa TKaHWHA 3 O3HAKAMU JIMIIE BOTHUIIEBOT
[THEBMOHIi, 6e3 3HaYHUX (hiOPO3HKMX 3MiH.

OO0roBopeHHst

JlixyBanug 'PC y memiarpuyHuX TAaIli€HTIiB i3
IIMPO30M TIE€UiHKH € TIEBHUM BUKJIUKOM 151 (haxiB-
miB. [lepemycim 11e TOB’s1I3aHO 3 TPYAHOIAMU TOY-
HOTO OIliHIOBaHHS (DYHKITI HUPOK Y JiTel depe3
MOJKJIUBE 3HWKEHHS CHUHTe3y KpeaTUHiHy TP
nporpecyBanHi AMCHYHKINT MTEYIHKN Ta HASSBHOCTI
IHIITOTO KPUTUYHOTO CTaHY, 30KpeMa, 10Ky, cepiie-
BO-Cy/IMHHOI HejiocTaTHOCTI. CydacHi MiaAXoau 10
JIIKyBaHHST HUPKOBOI HEJIOCTATHOCTI BHACJTIIOK 11~
PO3y HediHky nepeadadaoTh KOHCEPBATUBHE JIKY-
BaHHS, 3aMicHY HUPKOBY Tepamnito. Ha cborojni
HEJIOCTAaTHBO JOKA30BUX PEKOMEH/IAITIH MO0 TITH-
POKOTO 3aCTOCYBaHHS 3aMiCHOI HUPKOBOI Tepariii,
0cO0JIMBO BUCHOBKIB MO0 METO/IIB, Yacy MpOBe-
JIeHHs 1 pO34MHIB /711 Takoi Teparii. [6,7,11,12,15].

Y 2015 p. Mixuaapoguuii kiayb 3 aciuTiB
(the International Club of Ascites) BumaB pexo-
MeH/Iallii Moo AiarHo3y Ta Kiaacudikarlii momnKo-
JUKeHHST HUPOK TIPU TMPO3i TeYiHKW Ta 3ampo-
MMOHYBAaB OCHOBHI TIO3WIIi1 JIJIST JTIKYBaHHS CTaHY.
Bigroxi mexawuni acoriarii He A07a7M 3HAYHUX
3MiH /10 IOKYMEHTY.

Ha cporosni giarHo3 ypakeHHs HUPOK MPU TT1-
posi meuinku abo possutok I'PC BcTaHOBIIOBAIN
B pasi MiJBUIIEHHSI PiBHI KPEATUHIHY CUPOBATKHU
KpoBi >26,5 MKMOJIb/J1 IpoTsiroM 48 roj, abo 1mo-
Haj 50% Bix mowatkoBoro piBHs 3a 7 xi6. Kpim
TOTO, 3aJIeKHO Bijl CTYTIEHS MiIBUIIIEHHSI KOHIICH-
Tpailii CUPOBATKOBOTO KpEaTUHIHY BU3HAUYAIOTDH
CTAJII0 YPKEHHSI HUPOK, BiJl SIKOT 3aJI€KUTD arpe-
CUBHICTb IPU3HAYEHOTO JIIKYBaHH. Y HaBeJICHOMY
KJIIHIYHOMY BUIa/IKy JiarHocTuka po3BuTKy ['PC
y IUTUHU TaKOXK 3aCHOBaHA HA PiBHI KpeaTWHIHY,
ajie Moro cTajis He BU3HaveHa. Kpim Toro, /10 yBa-
I B34TI iH1II 10o1aTKOBI Kputepii I'PC: HasBHICTD
IUPO3Y TEYiHKW 3 aCIIUTOM, BiJICYyTHICTH IIIOKY,
[apeHXiMaTo3HUX XBOPOO HUPOK, sKi CYNPOBO-
JUKYIOTbCS TIPOTEIHYPi€0, MaKporeMaTypi€ Ta
BiamoBigHuMu o3Hakamu ipu Y 3/1.

Takox BaskJIMBUM IS JIIaTHOCTUKYU Ha TI0Yat-
koBux cranigx [PC e Bigmina miypetukis Ta iH-
(bysis anpbyminy 1 r/kr/moby nporsirom 2 1i6, i3
napajeJJbHUM BUKJIIOYEHHSIM /i1 He(hPOTOKCHUUHUX
PEYOBUH, IMapeHXiMaTo3Hoi Hedpomarii. 3a Bij-
CYTHOCTI ToJIiTIIeHHsT (DYHKII HUPOK BCTAHOB-
mooTh giarHo3 [PC 3 npusHadeHHAM JIiKyBaHHS
abOYMIiHOM pa3oM i3 BazoKoHCTpuKTOpamu. He-
3BayKaloud Ha Te, 10 camMe TPAHCIJIAHTAIlis TTediH-
KM € BUPIMIATbHOW, POJb Teparil aabOyMiHOM
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i3 BA30KOHCTPUKTOpPaMU (TEPJIIPECUHOM) MA€E
HepIiopsiiHe  3HAYEHHsI, 3abe3MeuyroYr MiCTOK
JI0 TPAHCIJIAHTAIll TediHKku. 32 PeKOMeHAAIliaMU
European Association for the Study of the Liver
(2018), ocHOBHUM METOIOM MeIUKAaMEHTO3HOI Te-
panii I'PC sanumaerbcs 3acTOCyBaHHS BHYTPIll-
HBOBEHHMX iH(DY3iii anbOyminy B 1103i 1 v/Kr/mo0y
B KOMOiHallii 3 mpernapaToM Ba3OKOHCTPUKTOPHOI
mii (tepainpecun) [9]. OTxe, 3acTocoBana B IUTH-
HU KOMILJIEKCHA Teparis arbOyMiHOM y KoMOiHaIii
3 TEPJIIPECUHOM BiJINOBIIA€ CYyYaCHUM TIOTJISIIaM
i MIZKHAPOJIHUM PEKOMEH/IAITISIM.

BasokoHcTpukiliss cy/iuH BHYTPIINIHIX OPTaHiB
y MAaIli€HTiB i3 IMPO30M TPU3BOJUTH /10 3HUKEH-
HS1 TOPTAJTBHOTO TUCKY Ta 301/IbIIIEHHST HUPKOBOTO
KPOBOTOKY, OCOGJIMBO B TIOEIHAHHI 3 BHYTPIIlTHbO-
BEHHIM BBe/IeHHsIM abOyMminy. Hupkosa mepdysist
6e31ocepeIHbO KOPEJIOE 31 3MiHAMU CUCTOJIYHO-
rO apTepiajibHOTO THUCKY 1 3HUKYE BHYTPIIIHBO-
4epeBHUI THUCK, BUKJIWKAHWHM aclUTOM. J3HAuHE
MiIBUTIIEHHS CUCTOJIIYHOTO apTepiabHOTO TUCKY,
SIKOMY CIPUSIE 3aCTOCYBAHHS Ba30KOHCTPUKTOPIB,
1oB’si3aHe 3 OiJIBIIOI0 IMOBIPHICTIO perpecyBaHHs
I'PC. Came TepJriipecuH [OBiB TepareBTUIHUMA
MOTEHITIAJI SK i/eaJlbHUH Ba3OKOHCTPUKTOP, IO
nie yepes V1-perentopu, 31 3HUKEHHIM TTOPTAJIb-
HOI'O KPOBOOOIry, 3 04HOr0 GOKY, Ta 30iJIbIIeHHSIM
HUPKOBOTO KPOBOOOIry, 3 iHmoro. /[oka3oBux jaa-
HUX TIOZ0 e(peKTUBHOCTI 3aCTOCYBAHHS IHIINX
Ba30KOHCTPUKTOPIB y aiteit 3 'PC nHemae. Oxpim
Ba30KOHCTPUKTOPHOTO e(DeKTy, TepIilpecut akTH-
By€ perientopu Bazoripecuny 1B, gki cTumMymiooTh
BUBIJIbHEHHST a/IPEHOKOPTUKOTPOITHOTO TOPMOHA
Ta KOPTH30Jy, 3a0e31edyi0un 3MOTY HMPOTHIISITH
BiTHOCHII HEZOCTATHOCTI HAJHUPKOBUX 32703, IO
3a3BUYall CIIOCTEPITAETHCS B MAIlEHTIB i3 J€KOM-
IIEHCOBAaHUM ITMpo3oM. Kpim Toro, tepJinpecun
BUSIBOSIE Oijbly €(hEeKTUBHICTH CTOCOBHO 000POT-
Hocti 'PC y mamienTiB i3 cucTeMHOIO 3aTaJIbHOIO
BiIOBiI10, 1110 MOKe Oy TU TI0B’sI3aHO 3 HEIPSIMI-
MU TIPOTU3AMATBHUME e(eKTaMu, OmocepeKoBa-
HUMU Bazornpecurom [6,14,16].

Benenns iutuHM 3 MyKOBICII/I030M, IIPO30OM
MevYiHKu Ta po3BUTKOM Ha 1bomy TJi [PC I tumy
TAKOK CIIBBIJIHOCUTBCS 3 TAKTUKOIO, SIKA 0OrOBO-
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3a HagBHOCTI B JAUTUHU MaKPOHOAYJSPHOTO
IUPO3y TeUiHKU Ta AUCHYHKINI HUPOK, €AMHUM
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IMopanpun mocaiaKeHHs

Y noctymHiii riTepaTypi HeMae JaHuX 111010 J0-
3yBaHHS TEPJINIPECUHy B JiTel K AJA JOCATHEH-
HS TEPAeBTUYHOTO eeKTy, TaK i /711 YHUKHEeHHS
MOKJIUBHUX 1MOOIYHUX edeKTiB mpemapary. Takox
CJIiJI TIPOBECTHU TOAAJBIN JOCI/PKEHHS PEKUMIB
BI/IMiHU TIperapary B Ie/liaTpPUYHUX Malli€HTIB.

Aemopu 3a56a510mv nPo Gi0cymuicmv KoLK -
my inmepecie.
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