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Bpomxerunin ¢hibpo3a neviHku (BOIT) — ayTOCOMHO-peLieCBHa NaToMOris, LU0 CIPUYMHSIE MOPYLUEHHS BHYTPILLHBOYTPOBHOMO Mop-
¢hor'eHe3y nopTobiniapHoi c1CTEMM 3 PO3BUTKOM NEPUNOPTanbHOTO hibpo3y Ta AedeKTHIM PEMOLENHOBAHHSIM XKOBYHWX MPOTOKIB.
Y cTatTi HaBeaeHi 0cobNMBOCTI KNiHiYHOro nepebiry, AiarHOCTUKK Ta NikyBaHHS BOI | Tuny B nauieHTky B pisHi nepiogn ii xutrs:
Bif, HAPOLKEHHS [0 BariTHOCTI, Mif, Yac BariTHOCTI Ta Nicns nomnoris.

MeTa po60oTu — 03HanOMUTL CriewianicTiB-NpaKTUKiB i3 NpobrneMaTnkolo AiarHoCTuKM Ta nikyBaHHA BOM | Tuny B navieHTkm 3
nonepeaHiM XbH1M AjarHO30M KpUMTOTEHHOTO LIMPO3y MEYiHKM.

Pesynktatu. Nig yac kniHivyHoro gocnigxeHHs Bunaaky BOT | tuny BctaHoBunm ocobnneocTi nepebiry Xeopodu, Lo 3yMOBIOKTL
LUMPLUWIA iartHOCTUYHMIA MOLLYK Y CUTYaLisiX i3 TPMBaN0 HEeYTOYHEHOI0 NaToNorieto NeviHkK. [lekomneHcaLlis NopTanbHoi rinepTeHsii
(Mr) y nauieHTku Binbynacs BnepLue Ha 35 TWXHI BariTHOCTI 3 PO3BUTKOM HAOPSIKOBO-ACLMTUHHOTO CUHAPOMY, TiNEPCMIEHI3MY,
npeeknamncii 6e3 nposieiB neviHkoBoi eHuedanonarii (ME). YHacnigok po3pomKeHHs LUNSXOM KECApeBOro PO3TUHY Ha 37 TUDKHI
recTauii Hapogunacs NpakTUYHO 300poBa AuTMHA. Yepes 1 pik 9 micsauiB nicns nonorie npoweaypoto emboniaalii cenesiHkoBoi
aptepii (ECA) Boanocsi KOMneHcyBaTy rinepcrnreHiam. 3a BECb Yac CnoCTEPEXEHHS KniHivHUX nposiBiB INE He 6yno.

BucHoBKu. [liarHOCTYHWIA anropuTM TPUBAso KOMNEHCOBAHOI HEYTOMHEHOI XPOHIYHOI naTonorii neviHku 3 NI Mae nepenba-
4aTu BUKIMIOYEHHS Y nigTBepmkeHHs BOMT. Xsopa Ha B | Tuny moxe HapoguTth 3noposy antuHy. ECA ycniliHO koMneHeye
rinepcnnexiam i Ml npy BOM | Tuny. TpaHsieHTHa enacTorpadist — epeKTUBHUIA METOZ ANS OLHIOBaHHS NPOrpecyBaHHs (ibposy
nevdiHkn y XxBopux Ha BOT | Tuny.

Congenital hepatic fibrosis (a case report)

0. 0. Popovych, L. V. Moroz, Yu. V. Avdosiev, F. A. Chabanov, 0. O. Voinalovych

Congenital hepatic fibrosis (CHF) is an autosomal recessive disorder of intrauterine morphogenesis of the portobiliary system,
characterized by periportal fibrosis and defective remodeling of the bile ducts. The article describes the features of the clinical
course, diagnosis and treatment of type | CHF in the different terms of a patient’s life: from birth to her pregnancy, during preg-
nancy and after childbirth.

The aim of this work is to familiarize specialists with the problem of diagnosis and treatment of type | CHF in a patient with a
provisional misdiagnosis of cryptogenic liver cirrhosis.

Results. The features of type | CHF that determine a wider diagnostic testing in long-term unspecified liver pathology cases
were identified. First-time decompensation of portal hypertension (PH) occurred at 35 weeks of gestation with the development
of ascitic-edematous syndrome, hypersplenism, preeclampsia without signs of hepatic encephalopathy (HE). Cesarean section
was performed at 37 weeks’ gestation and healthy baby was born. One year and 9 months after delivery, hypersplenism com-
pensation was achieved by performing splenic artery embolization (SAE). There were no clinical manifestations of HE throughout
the follow-up period.

Conclusions. The diagnostic algorithm for a long-term compensated unspecified liver pathology with PH should confirm or rule
out CHF. Type | CHF patients can give birth to a healthy child. SAE successfully compensates for hypersplenism and PH in type
| CHF. Transient elastography is an effective method for the assessment of liver fibrosis progression in patients with type | CHF.

BpoXAE€HHbIW GpUOPO3 NeueHu (KAMHUYECKUN CAyYaid)

A. A. NMonoeuy, A. B. Mopos, 0. B. ABaockeB, ®. A. YabaHos, E. A. BoMHanoBuWu

BpoxaéHHblin honbpos nevenn (BOI) — ayTocomMHo-peLieccriBHas NaTonorusl, Bbl3biBaroLLas HapyLUEHWs BHYTpUyTPOBHOro Mop-
¢horeHesa NOpTOOUNMAPHOI CUCTEMBI C Pa3BUTMEM MEepUNopTanbHOro (nbposa 1 AeekTHbIM PEMOAENMPOBAHNEM KEMYHbIX
MpOTOKOB. B cTathbe npeactaBneHsl 0COBEHHOCTU KIIMHUYECKOTO TEYEHNS, AMarHOCTUKW 1 neyeHns BOM | Tuna y naumeHTkm B
pasHble Nepuoabl €€ XKWU3HU: OT POXAEHNS [0 HACTYNNEHUs GepPeMEHHOCT, BO BpeMsi 6epEMEHHOCTH 1 NOCEe PoLoB.

Llenb pa6oTbl — 03HAaKOMUTL CNELMANUCTOB-NPaKTUKOB C NPOBNEMaTUKO ANarHoCTUkK 1 nedenus BOM | Tuna y naupeHTku ¢
OLUMBOYHO YCTaHOBMNEHHBIM AMArHO30M KPUMTOTEHHOTO LIMPPO3a NEYEHN.

Pesynktartbl. B xoae knnHuyeckoro nccnenoeanns cnyyas BOM | Tuna yctaHoBneHbl 0COOEHHOCTM TeveHns 6onesHu, koTopble
obycnoenueatoT 6oree LUIMPOKMIA AMarHOCTUYECKMIA MOUCK B CUTYaLMUSX C ANUTENbHO HEYTOYHEHHOM NaTonormelt NeYeHu.
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Case report

[ekomneHcauusi noptanbHoi runepteHan (M) y naumeHTky npousoLuna Brepsble Ha 35 Henene GepeMeHHOCTY ¢ pasBUTHEM
OTEYHO-aCLIMTNYECKOTO CUHAPOMA, TMNEPCEHN3Ma, Npeaknamncumn 6e3 NposBNeHui ne4éHouHoN aHLedanonatum (M3). Benep-
CTBYE pofopaspeLLeHnst yTEM kecapeBa ceyeHus Ha 37 Hefene rectaLmm poauricst pakTUiecku 300poBbIii pebeHok. Yepes 1 rog
9 MecsiLEB Nocrie PoAOB NpoLesypoit ambonm3aummn cene3éHouHol aptepun (3CA) yaanoch KOMNEHCUPOBaTh TMEPCHIEHN3M.
3a BCé Bpems HabMoAEHNS KIMHUYeCKnX nposiBneHuii N3 He Bbino.

BbiBoabl. [jnarHocTnyeckuit anroputm ANTENbHO KOMNEHCMPOBAHHOM HEYTOYHEHHON XPOHUYECKOW matororum nevenun ¢ M
[OIMKEH NpefycMaTpuBaTh UCKIOYEHNE Un noaTeepxaeHne BOM. bonbHas BOM | Tvna moxeT poauTh 300poBoro pebeHka.
OCA ycnewwHo komneHcupyet runepennenunam u Ml npyu BOM | Tuna. TpaHaveHTHas anactorpadus — ahekTUBHbIA METOA ANns
OLeHKV nporpeccupoBaHus prmbposa nevern y BonbHbix BOT | Tuna.

Bpomxennin ¢ibpos neuiHkn (BOM) — aytocomHo-peLie-
CVBHa NaToONOris, WO CNPUYMHSE MOPYLLEHHS BHYTPILL-
HbOyTpoBHOro MopdoreHesy noptobiniapHoi cuctemu
3 PO3BMTKOM MepunopTanbHoro ¢ibposy Ta AedekTHM
PEMOZENOBAHHAM XOBYHUX MPOTOKIB. BOI € ogHum i3
¢hibpononikicTo3HMX 3aXBOPLOBaHb, SIK-OT XBopoba Kaporni,
ayTOCOMHO-A0OMIHaHTHa MonikicTo3Ha xBopoba HUPOK Ta
ayTOCOMHO-PeLieCyBHa NonikicToaHa XBopoba HMpok [1-3].

3anexHo Bif AOMIHYBaHHS KMiHIYHMX NPOSIBIB PO3pi3-
HSKOTb TPW OCHOBHI TMNW BOTT:

|. ®ibpo3 neviHk1 3 nopTansHoto rineptensieto (M)
(acouitoeTbes 3 nonikicto3om Hupok y 5070 % Bunagkis);

1. ®iBpo3 neviHky 3 XONecTasoM i pELIMANBHUM XOmnaH-
riTom (cuHapom Kaporni);

I1I. 3miwana dopma ibposy neviHku.

[NowwmpeHHst BOT BUBYEHO HEAOCTATHLO, HE BUASIBUMM
3aneXHOCTI B, CTaTi, @ MaHichecTaLlis MOXnvBa BXe 3 Heo-
HaTanbHoro nepioay. Y axosiii nitepatypi € NOBIZOMIIEHHS
MpOo CnopagynyHi Ta CiMeiHi Bunaaky Xsopobu 3 4acToTor
1 Ha 10-20 TnCcAY HoBOHapomkeHux [2,4,5]. 3a faHumm
cniBpobiTHUMKIB kadhepy racTpoeHTepororii yHiBepcuUTeTy
XapmxetTene/Hacettepe University (M. AHkapa, TypeyunHa),
Lo 3piicHnnu gocnigkeHHa B 1974-2009 pp., giarHo3s
B[ BcTaHoBnEHUI 26 navjeHTam (16 xiHok i 10 yonoikis,
cepepnHiit Bik — 28,4 poky), y 31 % xBopux BOI noegHy-
BaBcs 3 cuHapomom Kaponi [1]. Haykosui kniHiku BoxoH
(PpaHList) peTPOCNEKTUBHO BCTAHOBWMW, LLIO CEPEAHIN BiK,
konw piarHoctysanm BOM y rpyni o6cTexeHnx (10 xiHok i 8
4onoBikiB), cTaHOBWB 39 pokiB [6]. Y cnocTepexeHHs! iHLLMX
asTopis yBinwwnn 25 sunagkis BOM (2013-2015 pp.), Bu-
SBMEHUX y AUTAYIN NikapHi Ta IHCTUTYTi OXOPOHW 300POB'S
aiteny m. lNaxop (MakucTaH), cepenHii Bik navieHTis — 8,5
POKy, CMiBBiAHOLLEHHS HYOMOBIKIB i iHOK — 3:1. EHOockonivuHe
niryBaHHs BapvKO3HO po3LLMpeHux BeH cTpasoxoay (BPBC)
BukoHanu 15 (60 %) xsopum, 5 piteit (20 %) notpebyBanu
MOPTOCUCTEMHOTO LLYHTYBaHHS [7].

MpOrHOCTUYHO HecnpUATNMBUMI Hacnigkamm BOM e
kposoTeya 3 BPBC, rinepcnneHiam, XonaHrir, pigLue — pos-
BUTOK JKOBYHOKaM SHOT XBOpOOU, xonaHrio- abo rematoue-
TONAPHOI KapuyHomm [1,8].

BigomocTi wopno ocobnmeocTen BariTHOCTi Ha Thi
B®I nooguHoki. HaepeHi B haxosiit nitepatypi KniHiHi
BUNaJKM CBigYaTh, L0 MY NPaBuibHOMY BEAEHHI BariTHOI
3 I BariTHICTb i Nonor MatoTb CNpUSTNBUY Nepedir ans
300poB’s matepi Ta auThHK [9,10-12].

KoHTponb MI y BaritHoi nepeabayae dibporactpo-
nyopeHockonito (®IAC) y koxHomy TpumecTpi abo 3a
nokasaHHsMu. [na npodinaktuku kposotedi 3 BPBC
pekoMeH[0oBaHe 3acTOCyBaHHS [-agpeHobnokatopis yu
[-appeHobnokaropis i cknepotepanii [10,13].

B YkpaiHi cTaTUCTUYHMX JaHWX LLOAO MOLMPEHOCTI
BT Hemae, onucy KniHiYHMX BUNaaKiB Liei natonorii y Ba-
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MiTHWX y BOCTYMHIl HAyKOBIN NiTepaTypi He BUsBUNK. 3a 19
POKiB po60TM BiHHMLILKOTO renatonoriYHoro LIEHTPY NPOKOH-
CyNbTYBan YOTUPLOX OCI6 i3 NPUNYLLEHHAM NPO PO3BUTOK
B®TI1. Y aBox navieHTok Bikom 4 Ta 24 pokw (BariTHa) AiarHo3
nigTBepmKeHo MopdonoriyHM LocnimKeHHsM GionTaTy
nediHky. B iHWmMx ABOX Bunagkax (nauieHTku Bikom 5 i 32
PpOKM) NYHKUiHY Gioncito nevitky (MBIM) He BukoHyBanw.

BpaxoBytoun fediunT gaHuX i NpakTUYHOTO [OCBiaY
LLOAO CrocTepexeHHs 3a xeopummn Ha BOI go, nig yac
BariTHOCTi, B HACTYMHi POKX Micns NOMOriB, rinepaiarHoc-
TUKY LMPO3Y MeYiHKK, BBAXAEMO, LLO ONUCAHWIA KNiHIYHWA
BMMaZOK NOMINLUMTL NOIHOPMOBaHICTL fikapiB, CNpUATUME
3ano6iraHHI0 HEKOPEKTHUX MPU3HAYEHb | MPOrHOCTUYHUX
BUCHOBKIB.

Merta pobotu

OsHarloMuTK cnewjianicTiB-npakTukiB i3 NpobnemaTikoio
AjarHoCTuKM Ta nikysaHHs BOT y navieHTku 3 nonepeaHim
AjarHo30M KPUNTOrEHHUA LPO3 NEYiHKA.

Martepianu i MeToAU AOCAIAKEHHA

HaBegeHo KniHiYHWA BUNALOK CNOCTEPEXKEHHS 3a OCO-
6rmsocTamu nepebiry BOM, skvin ynepLue giarHoCTyBanm
B nicnsnonorosomy nepiogi. [ocnimkeHHs nepegbayano
aHania faHnx ambynaTopHoi KapTu, pe3ynbTarTiB KiiHiYHUX
i nabopaTopHO-iHCTPYMeHTabHUX 06CTEXEHD, 30KpEMA
®IC, MBI, TpaH3ieHTHoI enacTorpadii. CnoctepexeHHs
3a XBOPOIO, AiarHOCTUKY Ta NiKyBaHHS 30iACHUIN Ha KITiHIY-
Hux 6asax BHMY imeni M. |. Muporosa.

Pe3yabtati

Xsopa 1994 poky HapomKeHHs!, Maca Tina npu HapOMKEHHI
—3200r, 8 6anis 3a Wwkanoto Anrap. Mepioa HOBOHapomke-
HocTi — 6e3 ocobnmeocTeit. MpyaHe BArogoByBaHHs — 10 1
poky. [lo BocbMupiyHoro Biky (2002 p.) CyTTEBUX BiAXUNeHb
y CTaHi 300pOB’A He crocTepirani.

3a gaHumm, Wo HaBefeHi B mabnuyi 1, nporpecyBaHHs
XBOPOOM BiiOyBanocs noBirnbHO Bif novaTkosyx nposisis M7y
BiLli 8—11 pokiB A0 MaHidecTauji rinepcrneHiaMy 3 MiHimars-
HAMM aHeMieto Ta NneukoneHiero y 18-piyHomy BiL. O3Haku
MiHIManbHOrO LIUTONITUMHOTO Ta XOrNecTaTUiHoro CUHAPOMIB
ynepLue BusiBunm y 17-piuHomy BiLli. [lonepesHiit giarHo3 xpo-
HIYHWIA BIpYCHWIA renaTuT B BCTaHOBMNM Ha NiACTaBi OAHOMO
cnabkonoanTueHoro pesynistaty HBsAg y kposi. [ToBTOpHi
obcTexeHHs Ha HBsAg Ta iHwi mapkepw renatutie B, D, C
6ynu HeraTMBHUMU. 3a 3 POKM O BariTHOCTi 32 MEOUYHO
[0NOMOrOI0 He 3BepTarnacs, novyBanacs 3a10BirbHO.

OTxe, 3a 15-piuHnit nepiog nepebiry xsopobu (2002—
2017) po HaCTaHHS BariTHOCTi NPOSBIB renatoLentonspHol
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Ta6nuus 1. |CTOpi9| PO3BUTKY 3aXBOPIOBAHHS B Nepiof 3 8-piuHOro Biky A0 HacTaHHs | TpumecTpa BariTHOCTI y 23 poku (BiZOMOCTI NEPBUHHOI

[ZoKymeHTaLji)*

[ara (pp.)/ Ckapru Mapkepu BipycHux | Moka3Huku y3goun orac
BiK (poku) renaTtutis (3AK, 3AC, bioximisi kpoBi)

2002-2003/8-9

2004-2005/10-11

2006/12

2007-2010/13-16

2011717

2012-2013/18-19

2014-2016/20-21
2017/22

He BcTaHoBneHwuit. MepiognyHi Hopma.
HOCOBI KpOBOTEi,
KOBTAHWUYHICTb CKNep.
XPOHI4HWI BipyCHWN Hemae. CymhiBHuit HBsAg.  Hopwma. OsHakw M, cnneHomeranis.  Mactput. MocunexHs
renaTtuT B i3 po3BuTkOM Heratushi: HBeAg, BEHO3HOI CITKN
LMPO3y MeYiHKu. OHK HBV y MNP 3 TeHpeHLUjeto
LIMB-iHcbekuisi? KPOBI. [0 BapyKO3y.
XPOHIYHWIA BIpyCHUIA Hemae. HeratusHi mapkepn  Hopma. ** >
renaTtuT B 3 po3suTKOM renatutis B, D, C.
LMPO3y MEeYiHKM.
[iarHo3 6es 3MiH. Hemae. ** MinimanbHa TpomGoLuToneHis Po3wmipw neviHku — Hopma, BigmoBunace.
(146 x10°/n). KPOBOTSK renaroneTanbHui
IHWe — HopMma. 3 enisogamu
renatodyransHoro, v. portae
— 17,4 mm, S. cenesiHku
117¢cm?, v. lienalis — 10,7 mMm.
[iarHo3 6e3 3miH. IMepioanyHo HeratueHi: MiHiManbHe nigsuLLEeHHs ** >
COHIMBICTb, 3HWXeHHs HBsAg, anti- 6inipy6iHy kpoBi — 27,4 MKMOnb/n
aneTuTy. HBsAg, HBeAg, (npsimuia — 8,6).
anti-HBeAg, anti- IHWe — HopMma.
HBcorAg, anti-HCV.
KpuntoreHHui umpo3  MigsuieHa * [MposiBu rinepcnnenismy: * BPBC I cT.
neviHku, knac A BTOMITIOBAHICTb. Hb — 90r/n,
3a Yarng-Tio. epuTp. 3,2 x 10'?/n, neiik.
Mril. BPBC I ct. 3,9 x 10%n, TpomGoLmMTI**,
ANT - 45 MO/mn, ACT — 41
MO/mn, iHLi NoKa3HWKW — HopMa.
Mg MeanyHum Harnsgom He nepebysana. MoyyBanacs 3afoBinbHO.
KpuntorerHni umpos  MMigsuieHa i 3AC: 6inok — 0,066 r/n. * >
neviHku, knac A BTOMITIOBAHICTb. IHWe — Hopma.
3a Yaitng—TTo.
| BariTHiCTb,
8-9 TWXHIB.

*2 iHLLi OpraHu Ta cucTemu, KpiM 3a3HadeHux, 6e3 cyTTeBNX BigxuneHb Bif HOpMU; **: Hemae aaHux; 3AK: 3aranbHuii aHania kpoi; 3AC: 3aranbHui aHania ceui; OUI: opraHu YepeBHOT

MNOPOXHUHK.
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HepocratHocTi (FLH), nevinkoBoi eHuedanonarii (ME) y
XBOpOi He 6yno. OcHOBHa cumnToMaTuka obmexyBanacst
nabopaTtopHo-iHCTpyMeHTanbHMu o3Hakamu Tl IHLwi
NPUYMHK, KpiM MapkepiB BipycHux renatutis B, D, C, mop-
¢honoriyHi 3amiHu GionTaTy nediHku He BuBYanw. [iarHo3s
KPUNTOreHHWU LIMpO3 BCTAHOBMNEHW 6e3 [OCTaTHbOro
00r'pyHTYBaHHSI.

[ns nikyBaHHS NaLieHTKX NpU3Ha4ani nepioaunyHi Kypcum
ypcodarbKy, NakTynosu, aesiTy, aaeMeTioHiHy. icns gia-
THOCTVIKU BariTHOCTi oTpumyBana ypcodansk 750 mr/aoby.

[ig yac BariTHOCTI MOKa3HWKW KPOBI: a-eTonpoTeiH,
3aranbHuii B-XIT1, BinbHWMIA ecTpion — BignoBigany HopMi.

3a gaHumn Y3 Ha 18—19 TvxHI BariTHOCTI BU3HAYUIK
3MiHW, SIK-OT NTOKanbHWUI TOHYC MaTku, rinepnnasis nnawex-
TW, rinepexoreHHe BKIIOYEHHS Yy NPOCBITI MIBOrO LUMyHOuKa
cepus («Golfball»), nigBuiLeHa eXOreHHICTb KMLeYHWKa Y
nnoga. MostopHi Y3[ y aopyromy Ta TpeTbOMY TPUMECTpax
BariTHOCTi NaTonorii He BUSIBUNN.

[o 35 TukHS BariTHOCTI XBOpa nodyeana cebe 3ago-
BiNbHO, acumT Ha Y3[1 He BusiBNAnM, dikcyBanu Habpsiku
rominok. Ha 36 twxHi (12.02.2018 p.) 3 03Hakamn acumTy,
apTepiancHoi rineptenaii (Al'), npoTeiHypii Ta onirypii XiHKy
rocnitanisysanu y BigZineHHs naTonorii BariTHOCTI.

Ckaprv nig yac rocnitanisavii: ronoBHwin 6inb, BiguyTTs
TPEMTIHHS B yCbOMY Tinli, 3ararnbHa cnabkicTb, HabpsKM Hir,
nepeaHbOi YEPEBHOI CTIHKY, 3MEHLLEHHS KiNbKocTi 4060BOT
cevi. Pyxv nnoay BiguvyBsae fobpe.

O6’exTnBHO: Bara — 82 kr (4o BariTHOCTi — 58 Kr); Tem-
nepatypa Tina - 36,6 °C; SpO, - 98 %; Y[} - 16 /x8; YCC

—100/xB, AT — 165/100 mm pr. cT. LWkipa 6niga. Habpsiku
Hir, NiQWKIPHOT KNITKOBUHW HWXHBOI YaCTUHU NepeaHboi
YepeBHOI CTiHKu. JlereHi, cepuie — B HOpMI. A3uk cyxuin, 06-
KnazeHni 6invum HanboTom. XKuBIT 30inbLLEeHUI yHacnigok
BariTHOI MaTtku, acLMTY, OKPYXKHICTb XuBoTa — 118 cm. Y
nisomy nigpebep’i Ao piBHSA Nynka nanbnyeTbCs LinbHa He-
6ontoya cenesiHka. [aTonoriyHmx BUAINEHD i3 NiXBU HEMAE.

AKyLLIEPCHKIIA OrNsiZ: NONOXEHHS Mofa NOB3LOBXKHE,
nepeaniexarHs ronosHe notunmyHe; YCC nnoga — 140/xs.
LLiniika maTkm Ta nixsa — B HOPMi.

Ha ®rC: BPBC Il cT.; MHOXWHHI BUpasku 12-nanoi
KALLIKM.

[JiarHos: BariTHCTb |, 36 TVXKHIB; Npeeknamncis BaXxKoro
CTyNeHs; AUCTPEC NMOAQ; UMPO3 MEYiHKMA KPUMTOreHHUI;
M 1l ct.; acumT; BPBC Il CT.; MHOXMWHHI BUpasku 12-nanoi
KLLIKM.

Ha 37 TwkHi recTauii BUKOHan po3pomKeHHS LNSXOM
KecapeBoro po3TuHy nif CniHanbHOW aHecTesietn. Kpo-
BOBTpata nig vac onepauii — 500 mn.

OvtvHa: wkana Anrap — 6, notim — 8 6anig, xiHova
cratb, Bara — 3050 kr, 3picT — 50 cm.

Y3[] opraHiB 4YepeBHOI MOPOXHWHK Ta cepus B nep-
LUMIA TWXKOEHb NICNSANOMNOroBOro nepiogy: po3mipy NeYiHku1
HOPMarnbHi, KOHTYp ropOUCTUI, EXOreHHICTb CEpPeaHs,
CTpYKTypa HeogHopiaHa. CyanHHMIA pUCYHOK 36epexeHuii.
BHYTPIiLUHbOMNEYIHKOBI KOBYHI NPOTOKW HE PO3LUMPEHI.
3aranbHa xoB4YHa npotoka — 3 Mm. V. portae — 14,8 mwm.
YucneHHi naHkpeatoayoneHanbHi aHactomosn. CenesiH-
ka — 254 x 95 mm, nnowa — 217 M2, KOHTYpPY PIBHI 1 YiTKi,
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€XOreHHICTb cepefHs, CTpyKTypa ogHopigHa. V. lienalis
— 14,5 MM, Ha piBHi Tina nigLLNYyHKOBOI 3ano3n — 18 M.
CnneHopeHanbHi aHacToMo3n. PekaHanisauis nynkoBoi
BeHu go 10 mm y piametpi. BinbHa piguHa nig npasoto
4acTKOH MeviHKKM, B G0KOBMX (hnaHKax K1BoTa, B Maromy
Ta3i. YKOBYHWI Mixyp, NiALLINYHKOBA 3a103a, HUPKW, HAAHUP-
HVK, CE4OBWIA MiXyp — €3 CyTTEBUX BiIXWITEHb Bi HOPMM.
loponepukapa (Ha nepegHin CTiHUI NpaBoro LUyHoYKa
BuNiT 7-16 Mm). ®B JILL — 64 %.

Ha wocTtuin feHb nicns nomnoris KOHCYrbToBaHa iH-
dekuioHicToM, AOUEHTOM BiHHMLBKOrO HaLioHanbHOro
MEAMYHOrO YHiBepcHTETY. BCTAHOBMEHO AiarHo3: iIMOBIpHWIA
BpomkeHniA ibpos nedinku; Ml 1; acunT; rigponepukapg;
BPBC Il cT. MigcTaBm ans BUCHOBKY — AaHi aHaMHe3y 3a-
XBOPHOBaHHS, CYHAPOM NOpTasibHOI rinepTeH3ii 3 5-piyHoro
BiKy 3 BIACYTHICTIO JaHWX MPO CTaH AeKoMneHcaLlii Bnpo-
L0BX 19 poKiB XuMTTS | O 36 TWXKHSA BariTHOCTI, HOPManbHi
MOKa3HWKW Koarynorpamu, BifCyTHICTb NPOSIBIB NEYIHKOBOT
eHuedanonarii.

Yepes ABa TVpkHI NiCs NONoriB cnocTepirant MiHimans-
Hi 03HaKV LIMTOMITUYHOTO Ta XONEeCTaTUYHOro CUHAPOMIB i3
nigsuweHHsam AMT go 50 Of/n (Hopma —go 33 Of/n), ACT
po 66 Of/n (Hopma — go 32 Of/n), npsimoro 6inipy6iHy Ao
6,9 Mkmonb/n (Hopma — go 5 mkmons/n), T go 93 O4/n
(Hopma — 1o 36 Of/n), N® no 421,2 Of/n (Hopma — Ko 104
Ofi/n). PiseHb anbbymiHy — B Mexax HOpManbsHoro.

B mabnuui 2 HaBepeHo avHamiky AT, YCC, ob’emy po-
60BOi ceui, npoTeiHypii B 4o- Ta nicnsnonorosuiA nepiog. Ar,
Taxikapais Ta onirypist KOMMNEHCOBaHI MPOTArOM KiflbKOX [IHiB,
npoTeiHypilo B 3aranbHOMY aHani3i cevi He BUSIBMANN BXe
yepes 2 TWKHI, 0 MiHIManbHOMO 3MEHLLMBCS aCLT, 3HUKITH
HabpsikM Ha Horax. YNpogoBX ychoro Yacy nepebyBaHHs B
craujioHapi Temneparypa Tina, SpO,, Y[ signosigan Hopmi.

OTe, Ha Tni NicnNANonoroBoro cTpecy Ta BTpaty Ginka
3 CEYel0 BUSBUNM MiHIMAmbHI 03HaKM LIMTOMITUYHOMO Ta
XOmecTaTUYHOro CUHAPOMIB 3i 30epexeHHsAM GiNnkoBOCWH-
TETUYHOI (OyHKLiT neviHky. Koarynorpama, ninigHWin cnexTp,
HaTpil, Kanii, roKo3a, anbA0CTEPOH, KPEaTUHIH | CEHOBMHA
KPOBi HE Manu iCTOTHUX BigXUIeEHb Bif HOPMM.

lMoka3HukK 3aranbHOro aHanisy KpoBi nig Yac Hag-
XOIPKEHHS Y CTaljioHap BiANOBiAanM HopMi, ane Ha Tni
AexomneHrcadii My nicnsanonoroBoMy nepiogi BHACMiAoK
rinepcnneHiamy po3BuHynack naHuuToneis (puc. 7). Ans
MOPIBHSIHHA: NAOLLAa CenesiHku [0 BariTHOCTI CTaHOBMMa
117 cM?, y NepLUni TXAEHb NiCns PO3pOMKeHHs — 217 cm?
(+100 cm?).

[inst BUKKOYEHHS! IHLUMX MPUYUH 3aXBOPIOBAHHS MEYiHKN
micns Nonoris 3aiNCHUNM AOOATKOBI CEPONOriyHi 4OCTIMKEH-
HSl, oTpUManu Taki pesynsratu: HBsAg, Anti-HCV (IgG +
IgM), Anti-HCV IgGcor, Anti-HCV IgG NS2 —NS3, - NS4, —
NS5, Anti-HBcorAg (IgG + IgM), MNP kposi HCV RNA,
MNP kposi HBV DNA, AMA-M2, AMA-M2-3E, Anti-LKM-1,
Anti-LC-1, Anti-SLA-LP — HeratusHi. ANA — 1:320.

Ha cnipanbHin koMm'oTEPHI ToMorpadii opraHis ye-
peBHOI NOPOXHUHK Ta Y3[ cepus (TPETiN TxAeHb nicns
MOsIoriB) CNocTepirani No3uUTUBHY AMHAMIKY, MiHIManbHUIA
acuuT, 03HaK rigponepukapaa HeMae.

Y cTauioHapi nauieHTKy nikyBanu npenaparamm
KOHTPOMNOK, HiheauniH, aHanpuniv, posynH MgS0, 25 %,
lena-Mepu, ansbymin 20 %, nakTynosa, fekcanrid, ypco-
chanbk, pudakcumiH, BepoLMipoH, dypoceMmid, KnekcaH,
aMniLWIiH, OKCUTOLWH.
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Tabnuus 2. uHawmika AT, YCC, o6’emy fo60oBoi cevi, npoTeiHypii B 4o- Ta

nicnsNONoroBui nepios

fata AT ycc 06’em Binok
(mmpt. cT.) | (3axB) poboBoi | y 3aranbHomy
ceyi aHanisi ceyi (r/n)
13.02 160/100 104 Onirypist 33
14.02 (06:25) 180/100 100 Onirypist *
(kecapiB po3THH)
15.02 145/90 98 N 0,66
16.02 150/95 98 *
17.02 *
18.02 *
19.02 0,33
20.02 0,33
21.02 N 0,264
23.02 0,66
24.02 *
25.02 *
01.03 0,33
07.03-12.03 Hemae

Ho6osa

nporteiHypis
(mr/poby)

*: He pocnimxysanu; N: Hopma.

BunucaHa 3i cTauioHapa Yepes 28 gHie nicns rocnita-
nisawii B 3a80BinbHOMY CTaHi. JuTnHa — 300po.a. [iarHo3
npw BUNMCL: | TepMiHOBI nonoru Big | BariTHOCTI y 37 TUXHIB;
TSKKa Npeeknamncis; AncTpec nrnoja; kecapis po3TuH;
nopTanbHa rinepTeHsis HeYTOYHEHOTO I'eHesy, MOBIPHO,,
BHacnifok BpomkeHoro ibpoay neuvinku; BPBC Il cT.;
rinepcnnexiam (NaHUMTONEHIS); acumT; rigponepukapa:
MHOXMWHHI BUpa3Kkn 12-nanoi KULLKK; aHeMis MiHiManbHOro
CTYMeHs! BaXKKOCTI.

PekomeHzoBaHo:

1. TlyHkUiiHa Gioncis neviHky 3 NaToricCTONOrMYHNM
[OCTIDKEHHAM NyHKTaTY;

2. BepoLunipoH, aHanpuniH, ypcodarnbk.

[Nicns BunMCKM NauieHTku 3i cTavioHapa B HauioHanb-
HoMy iHCTUTYTI Xipyprii Ta TpaHcnnaHTonorii imeti O. O. La-
nimosa HAMH Ykpainu BukoHanw MBI, 3a pesynsratamu
naToriCTONOrYHOMO OMMCY MIATBEPMKEHWI AiarHo3 Bpoa-
eHoro chibpo3y neviHkK (puc. 2).

Yepes niB poky CnocTepexeHHs B nepiof KomneHcavji
CTaHy nauieHTkn Ha 6a3i BHMY imeHi M. | Tuporosa 3giiic-
HUIKM TpaHsieHTHy enactomeTpito (TE) neviHku Ha anapari
FibroScan, BusHaumnu ctagio ibposy F4 3a METAVIR
(UMpO3 neviHkM) 3 MediaHHUM 3HAYEHHSM LLiNbHOCTI
15,9 klMa. Takwit BUCHOBOK NoKa3as, Wwo TE He edekTBHa
Ans Bepudikauii giarHody BOT, ane moxe 6yt KopucHo
AN MOHITOPWHIY NporpecyBaHHs ibpoay.

KoHTponb cTaHy XxBOpOi BMPOAOBXK HACTYMHUX ABOX
POKIB BUSIBMSAB CYTTEBI 3MiHW 3aranbHOrO aHanisy Kposi
3 epuTpouuTOneHieto, remornobiHom y mexax 80-90 r/n,
nenkoneHieto B Mexax 1,5-2,5 x 10°/n, TpomGoLuToneHiero
B Mexax 40-60 x 10%n Ha Tni BUpaxeHoi cnneHomeranii (S
cenesiHkv Ha Y3[ — 200 cm?), BPBC Il cTynensi.

[ns 3ameHLweHHsa npossiB rinepcnneniamy i Ml npo-
(inakT1kn KpOBOBWUIMBY B CENe3iHKYy TpaBMaTU4HOro
reHesy pekoMmeHaoBaHa embonisaLis cenesiHkoBoi apTepii
(ECA). Ha 6a3i BiHHULbKOT 0BMacHOi KNiHIYHOT NikapHi iMeHi
M. I. NMuporosa 15.11.2019 p. nig MicLEeBo aHecTesieto 3
MpaBoro CTErHOBOro AocTyny 3a CenbaiHrepoM i3 kateTepu-
3auieto a. lienalis BukoHanu ECA Ta cnneHoapTepiorpadito
(puc. 3A). Ha cnneHoapTepiorpami 1o embonisaLii a. lienalis
3BUBWCTA, NPOXiAHA, Bidyani3ytoTbCs MHOXWHHI aHEBPU3MU
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Puc. 1. InHamika nokasHMKIB 3aranbHOro aHanisy KpoBi o Ta Micns nonoris.
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Puc. 2. Wupoki Tsxi WinbHOT 3pinoi (iGpo3Hoi TKaHWHK, Lo MICTUTL AethOpMOBaHI XOBYHI MPOTOKW, HOPMarbHi Ta rinonnasoBaHi CyauHN, CTiHK OKPEMUX apTepili Cknepo3oBaHi,
cnabka 3ananbHa iHinbTpaLlis okpeMuUx nopTanbHUX TpakTie. MediHKkoBi 4oNbkW He 3MiHeHi, BinkoBo-rigponiyHa ANCTpodis Ta KNiTUHHWIA noniMopdiam MiHiManbHi. 3abapeneHHs
remaTokcuniHoM Ta eosnHom, 36. x200.

3A

Puc. 3. Cnnexoaprepiorpamu fio (A) i nicnsi (B) ECA. A: a. lienalis 3BuBucTa (CTpinka); b: okniogisi cyGcermenTaphmx rinok a. lienalis (kopoTki cTpinku), Mmetanesi cnipani MaHTypko
(moBri cTpinku), aHeBpU3MK cybcermeHTapHIX rinok a. lienalis (6ini cTpinku).

Ta6bnuus 3. [lnHamika nokasHUKIB 3ararnbHOro aHanisy kposi nicns embonisauii cenesiHkoBoi apTepii

Hb(rln) Ep. (x10%in) | Neiik. (x10%n) | Mist (%) Cls (%) I'Ithb.(%)TpOMG.(X109In) LLIOE (Mmiron)
29 24 1 0 60 7 8 285 40

Yepes TuxaeHsb nicns ECA - 86

Yepes 2 micsui nicns ECA

1,5

120 4,93 6,31 3 1 0

43 42 " 290 21

886
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ii cyBcermeHTapHmXx rinok, cenesiHka 3binblueHa B po3mi-
pax, KOHTYpM ii iTKi, piBHi, KOHTPACTYBaHHs FOMOTEHHE.
MpoBeneHo ancTanbHO-NPoKCMManbHy emboniaaLlito cene-
3iHKOBOI apTepii 3a gonomoroto emoonis i3 PVA 500,0 Mkm
i TPbOX MeTanesux cnipaneit MaHTypko, WO NocnigoBHO
BBEEHI Yy NPOKCUManbHi Bigdinu cerMeHTapHux rinok
cenesiHkoBOI apTepii. KOHTponbHa crnneHoaptepiorpadist
nicnst ECA nokasana pedritokc KOHTPACTHOI PEYOBUHY,
OKMKo3ito cybcermeHTapHmx rinok a. lienalis, koHTpacTy-
BaHHsI MapeHxiMn cenesiHki HeroMoreHHe 3i 36iAHEHHsSIM
CYZMHHOTO pUCyHKa Ha nepudepii (puc. 3b).

OnepaTuBHe BTpyYaHHS NavjieHTka nepeHecna 3a-
[OBINbHO, NpOTArOM Micsus 3b6epirasca 6inb y niBomy
nigpebep’i. Ha nepLuomy TwxHi nicnsonepawinHoro nepiogy
— neiikoumTo3 i nipeuweHHs LLIOE, kinbkicTs TpomGoumTia
HopManisyBanack. Yepes 2 MicaLi NokasHuKW 3ararnbHoro
aHaniay KpoBi Bignosiganu HopmarnsHuM (mabn. 3), bioxi-
MiYHUIA aHani3 KpoBi — 6e3 CyTTEBKX BiXMIEHb Bif HOPMW.

Ha Y3[1 opraHiB YepeBHOI MOPOXHUHI Yepes 2 MicsLi ic-
ns ECA Bu3Haumn HopmansHuii giameTp v. portae (11,9 mm)
i v. lienalis (7 Mm), 3meHLLEHHS nnoLw cenesitki 3 200 cm? go
140 cm2. TNeviHKa 3 HepiBHUMY KOHTYpaMK, TOBLUWHA NpaBoi
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yactkm — 100 Mm, niBoi — 58 MM i3 Andy3HO HeoAHOPIAHO0
€XOCTPYKTYpot. MakcumanbHa LWBWAKICTb KPOBOTOKY V.
portae — 20 cm/c. ExoreHHicTb cenesiHku 3HkeHa, EXOCTpyK-
Typa Andy3HO HEOAHOPIAHA 3 NIHIMHAMM FiNepPeXoreHHNMN
npowapkamu. CyanHHUIA prucyHOK 3BiaHeHni. HeamiHeHa
napeHxima B AinsHLj BOPIT cenesiHki po3mipom 67 x 37 M.
Y BOpOTax CenesiHk1 BUSIBMEHi konaTepani.

HuHi nauieHTka novyBaeTbcs Ao0pe, NpaLtoe NoBHWI
pobounit aeHsb. OTpumye ypcodansk, aHanpuni. Mepeby-
Bae Mif CnoCTEPEeXeHHAM Yy BiHHWLbKOMY perioHanbHoMy
renatoueHTpi. MauieHTka noiHchopmMoBaHa NPo NepPCnek-
TUBM iHWKX BUAIB NiKyBaHHs: nirysaHHs BPBC, TpaHc-
I0ryNSIPHOrO MOPTOCUCTEMHOTO BHYTPILLHBOMEYIHKOBOTO
wyHTyBaHHS (TIPS), TpaHcnnaHTauii nediHku.

Omxe, MaeMOo yHikarbHe KniHiuHe cnoctepexerHs BOT |
TUNY BPOJOBX NEpIoay Bif HAPOMKEHHS MALEHTKM, HACTaH-
HS1 BariTHOCTi, HAPOKEHHS 300POBOI ANUTUHM, embonizaLii
cenesiHkoBoi apTepii | fotenep. OcobnmBOCTI LibOTO BUNaAKY:

1. BcTaHOBNEHHS! XMOHOTO [iiarHO3y KpUMTOreHHWIA Lin-
pO3 NeYiHK1 NpoTSAroM 15-pivHOro TEPMIHY CMOCTEPEXEHHS;

2. TocTynoBuit PO3BUTOK TPUBANO KOMMEHCOBAHO!
nopTanbHoi rinepTeHsii 6e3 cyTTeBUX NPoOsBIB renaroLie-
TIONAPHOI HEAOCTATHOCTI;

3. [lekomneHcaLis nopTanbHoi rinepTeHasii BnepLue Ha
35 TWKHI BariTHOCTI 3 PO3BMTKOM HaBPSIKOBO-aCLMTUYHOMO
CYHAPOMY, FinepcneHiamy, npeeknamncii;

4. HapogxeHHsi NpakT14HO 300POBOI AUTUHK;

5. 306epexeHHs NposBiB rinepcrnneHisMmy 3 NOMipHOK
MaHLMTOMEHIE BNPOLOBX TPMPIYHOIO Nepiogy crnoctepe-
XXEHHSI nicns nonoris;

6. KomneHcauist nposiBiB rinepcnneHiamy 3 Hopmarni-
3aLi€elo NOKa3HUKIB 3ararbHOro aHanidy KpoBi Ta po3mipis
AiameTpis v. lienalis i v. portae Yepes 2 micsui nicns embo-
nisauii cenesiHkoBoi apTepii;

7. BipcyTHicTb 03Hak neviHkoBOI eHLedanonarii, 36e-
PEXEHHS HOPMAnbHOTO PIBHS anbOyMiHy, (IHOKTYHOUNX
HecyTTEBMX NiABULLEHb NokasHukiB GinipybiHy, AMT, ACT,
NI® i TT npoTsrom ycboro nepiogy CnocTepexeHHs;

8. OBMEXEHICTb AiarHOCTUYHOI LiHHOCTI TPaH3iEHTHOT
enacrorpadii B audpepeHuitoBaHHi BOT i Lmposy nevdiHku.

BucHoBKH

1. [liarHOCTUYHMI anropuTM TpKUBaro KOMMEHCOBaHOI
HEYTOYHEHOI XPOHIYHOT MaTomNorii MeYiHKM 3 MOPTarbHOI ri-
nepTeH3ieto Mae nepeabadaTi BUKIIOHEHHS/MATBEPIKEHHS
BPOMKEHOTO (ibpo3y neviHkm.

2. BariTHicTb MOXe 6yTun TprrepHuM hakTopom LeKOM-
neHcavji BOM | uny.

3. [locTpokoBe PO3POMYKEHHS BAriTHOCTI LLNSXOM Keca-
PeBOro po3TUHY PeKOMeHI0BaHe Ans 3anobiraHHs Baxkin
aekomnexcauii BOM | tuny.

4. MNporHo3 Ans 300pOB’S AUTUHK, SKa HapomXeHa
Big nepLuoi BariTHocTi XBopoi Ha BT | Tuny, moxe GyTtun
CMPUSITIINBIM.

5. Embonisauis cenesiHkoBoi apTepii y xBopux Ha BOT
| Tuny moxe ByTn echeKkTUBHOIO AnS KoMNeHcaLi rinepcnne-
Hi3My Ta NOPTanbHOI rinepTeHsii.

6. TpaHieHTHa enacrtorpadist He € iHpopmMaTBHOD
[Nsi BCTaHOBNEHHS AjarHo3y BOT, ogHak moxe byTu edrex-
TUBHOHO NSl OL|iHIOBaHHS NpOorpecyBaHHs (ibpo3y neviHkm
y xBopux Ha BOT | tuny.
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