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BBepeHue

Tepmun «pubpoxucrosHas 6omesus nedenn» (PKBII)
o0befHAeT TPYIITYy TeHeTUIeCKN [eTePMUHIPOBAH-
HBIX 3a00/IeBaHMIT XeTUeBBIBOSIIUX [Ty TEll, XapaKTe-
pusylomuxcs abeppaHTHBIM MOP(HOreHe30M >KeTIHBIX
IPOTOKOB V1 MPUBOAALINX K (POPMUPOBAHNIO CETMEH-
TapHBIX pacupennit u ¢pubposy. PKBII xapakrepu-
3yeTCsl YHUKAJAbHBIM [TATOT€HE30M, B OCHOBE KOTO-
pOro JIeXXUT aHOMaJIbHOE Pa3BUTHE IMOPUOHATIBHON
HPOTOKOBOJ MIAaCTUHKY. IIpOTOKOBbIE MIACTVHYATHIE
ManbGOopMaluM, B 3aBUCUMOCTY OT aHATOMUYECKOTO
yPpOBHSI, IIOAPasfe/NsiOTCs Ha KOMIIIEKC ¢poH MeiieH-
6ypra, Bpox/eHHbII1 GpuOpo3 medeHu, 601€3Hb U CUH-
npom Kaponu, a Tak)Xe KMCTBI Xoneqoxa (Tabmniia)
[1-3]. B 1961 r. D. Kerr BrepBsle IpUMeHUT TEPMUH
«BpOXKeHHbII Gpnbpo3 neyenn» (BOII) nnst onncanms
OT/IMYHOTO OT LUPPO3a CenTanpHOro ¢pubposa mede-
HIU, AMAaTHOCTVPYEMOTO IIPENMYIIEeCTBEHHO B JETCKOM
WJIU TIO[POCTKOBOM Bo3pacTe [4].

®KBII oTHOCUTCA K ropasfo 6oee WIMPOKOIL TPyIIIIe
6o07me3Helt pasBUTHUs, 0603HAYaEMBIX KaK IIMIMONA-
tun. Knetounsle peCHMYKM MOTYT GBITH IIOJBYKHBI
nnn HeT. [TogBYXKHBIE YIaCTBYIOT B PETY/IALUN TPaH-
CHOPTA XKUKOCTY Yepes SN TeNNaNbHbI 6apbep; NX
EUCYHKIMSA acCOLMMPOBAHA C TAKMMU NAaTONOTU-
YeCKMMU COCTOSHMSAMM, KaK OPOHXO9KTA3BI, Situs
viscerum inversus u 6ecrtogue. HemoguxHble pec-
HUYKU — 9TO CEHCOPHBbIE OpraHeIbl, SKCIIpeccupye-
Mbl€ NONAPU30BAHHBIMYU 3YKAPUOTUIECKMMMU KJIET-
KaMU, BKJIIOYas XOMAHTMOLUTH M STMUTENNATbHbIE
KJIeTKM MOYeYHbIX KaHanbleB. OHU cofep>KaT Tpyn-
1y 6e/lKOB, OMOCPEAYIOINX MEXKKIETOUHBIE B3au-
MopelicTBuA. IJunnonarun, o6ycnosneHHsle gedex-
TaMM HEHOJBVIKHBIX 6EKOB peCHUUEK, IPUBOJAT,
B YaCTHOCTMU, K IICT€HE3UM IIPOTOKOB, YTO MOXKET
BECTM K Pa3BUTHUIO KMCTO3HBIX 0OpasoBaHmit [5, 6].

IMopaxeHne remaToOMINAPHOI CHCTEMBI 00YCIOBIe-
Ho MyTanuuei rena PKHDI, 10Kann30BaHHOTO Ha KO-

JddekTBHaA hapmakotepanua. 2/2025



KNMHNYeCKaa npakT

Knaccuguxayus pubpoxucmo3snoti 6one3nu neueHu no ouamempy nopaieHHvix npomoxos [no 1]

IIaronorus YpoBens nopaxeHus Pasmep

Komriiekc ¢poH Meiten6ypra

BpO)I(JIeHHbIIZ (1)1/161303 IIe4YEeHN MC)K,IIOTII)KOB])IC U CeNTa/IbHbIE JKETIHDIE IIPOTOKN

bonesnp Kapomn
Cunppom Kapomn

Kuctor XoJjeaoxa

POTKOM Il/Teye 6-11 XpOMOCOMBI. DTOT TeH OTBeYaeT 3a
cuHTe3 6enka GpubpoUMCTHHA, KOTOPLIT GOopMUpPYyeT
HepBUYHBIE PECHUYKY SMUTEINATBHBIX KIE€TOK, BBI-
CTUMAOINX XKeTIHble X0l PubponncTH Takxe
COTep>KUTCA B MOYEYHOM SIIUTETUMU, IOSTOMY NPU
aHomanusix rena PKHDI 6onesus Kaponu Hepenko co-
IPOBOX/AETCsI IOIMKMUCTO30M HoueK. THUII Hac/enoBa-
HIMS — ayTOCOMHO-PeLeCCUBHBINA. [IoMUMO HapymeHmi
Mop¢oreHesa, reHeTUYeCKUIL fedeKT 00yCIOBIMBaET
aKTUBAIMIO TIepefjayyi CUTHAIOB -KaTeHIHA, 4TO BeJleT
K IOBBIIIEHNIO CEKpeluy LUUTOKMHOB U XeMOKNHOB
(CXCL1, CXCL10, CXCL12, MCP-1, CTGF), xoTopbIe
CIOCOOHBI IPUBIEKaTh MaKpogaru 1 Me3eHXIMaJlb-
HBIe KJIETKY B IepuOMInapHylo 061acTh, obecrednnas
B KOHEYHOM MTOT€ IIPOTpeccupyollee OTIOXeHe KO-
JlareHa BOKPYT MU3MEeHEeHHBIX IIPOTOKOB [1, 3].

Jnsa BOII xapakTepHO pa3BUTHE TeNIaTOCIIEHOMEraInmn

Y IOPTA/IbHOI TUIIEPTEH3NN B OTCYTCTBME 3HAYMMBIX

OTKJIOHEHMIT CO CTOPOHBI GyHKIMM medeHn. Yacrora

puarHoctuky BOII cocraBnAeT npubIMsUTEIbHO ONNH

crydait Ha 10-20 ThICSIY HOBOPOXXEHHBIX (2, 7]. Onn-

CaHUsI OT/E/NbHBIX KIMHUYECKUX CIy4aeB B OCHOBHOM

OTHOCSITCS K HOBOPOXX/IEHHBIM ) AETSIM C KOMOMHaI[meit

OKBII 1 nonukucrTosHoi 6onesun mouex [8-11]. Boige-

JIAI0T YeThblpe KnuHndeckux ¢penoruna GPKBII [1]:

1) mopTaIbHO-TUIIEPTEH3UOHHBIII — C TeIIATOCIIEHOMe-
rajfeit, [UTONEHNEN, KPOBOTEYEHM AMM U3 BAPUKO3-
HO-PACIIMPEHHBIX INIIEBOAA U XKETYAKa;

2) XOnmecTaTU4eCKUil — ¢ KOKHBIM 3yIOM, PelUBU-
PYIOLIVM XOTaHTUTOM, BHYTPUIIEYEHOUHBIM XOJIe-
JIUTUA30M;

3) cMelIaHHBbIIT;

4) maTeHTHBIIA.

B pycckos3bIYHOI TUTEpaType Ha MOMEHT HOJITOTOBKI

ctatby (mexabpp 2024 1. — sHBapb 2025 1.) HAOMIOfEHN !

nopTanbHO-TUNepreHsnonHoro BOII ¢ xommiekcaMn
¢doH MeiteHOYpra Mbl He BCTPETUIN.

Knununueckoe HabniopeHne

ITaumentka JI., 36 net, Jomoxo3siika. PaHee mmar-
HOCTVMPOBAaHHBIX XPOHUYECKUX 3a00/MIeBaHMIT U OT-
STOIEHHOTO 0 3a60/eBaHMUsAM II€YEHN CEMETHOTrO
aHaMHe3a He MMeJla, aJIKOTO/Nb B TOKCMYECKUX J03aX
He ynoTpe6msana. B 2023 r. npu nraHoBoM o6cenoBa-
HUU BIepBBbIe 6b1TO 0OpalieHo BHUMaHMe Ha CHUDKEH e
ypoBHs TpoMbOLUTOB 0 74 Thic/MKI 0 POHMO IIpU
HOPMAJIbHBIX YPOBHsX remormobusa (129 r/m) u neit-
KouTOB (4,32 ThIC/MKI) nepudepudeckoin KpoBu.

[acTpo3HTeponorus

BHYTPI/IJIO}I])KOB])IC JKEMTIHbBIE ITIPOTOKU

KpymnHble BHYTpUIIeYeHOUHBIE YKETIHbIE TPOTOKM
MeXXmonbKoBbIe ¥ 6071ee KpYITHbIe BHY TPUIIeYeHOYHbIE JKeTIHbIEe IPOTOKM

BHenevyeHOYHBIE YKETIHbIE IIPOTOKMN

< 20 MKM
20-50 MKM

> 50 MKM
20-2000 MKM

2-8 MM

Kano6 Ha caMouyBCTBMe MallMeHTKa He Mpe/bsABIA-
7a, Ipyu GUSUKATBHOM UCCIeOBAaHIM ObLIN BBISBICHBI
yMepeHHO BbIpaK€HHbIE TelIaTOMETA/INA U CIJIEHOMe-
ramus. IIpu nmocnepyomuiemM o6cenoBannu B CeHTsI6pe
2024 r. coxpaHsnIach TPOMOOIMTONIEHN A, IpU OMOXN-
MMUYECKOM aHalM3e KPOBM OTMedYany HOPMAaJbHYIO
aKTMBHOCTb aJlaHMHAMMUHOTpaHc(depasbl, acmapra-
TaMUHOTpaHcdepassl, wen09Ho ¢ocdarassl u yBe-
AVYeHMe aKTUBHOCTU TaMMa-IJTyTaMUITPAaHCIeNTHU-
massl (ITTII) po 2,5 HopM. [IOBepXHOCTHBII aHTUTeH
BMpYCa relmaTuTa B m aHTMTena K BUPYCYy remaTuta
C He obHapyxuBanuch. CbHIBOPOTOUHbIE YPOBHU 06-
I[ero U mpsiMoro 6manpybuna, obiero 6enxa, anb6y-
MMHA, IPOTPOMONHA, TTI0OKO3BI, OOLIEro XomecTepu-
Ha, TPUTINIIEPUNIOB, GEePPUTHHA, LIePYIOIIa3MIHA,
anbdal-aHTUTPUIICUHA, UMMYyHOITOOyINHOB A, M
n G, a TaK)ke CyTOYHas 9KCKpenusa Mefil ¢ MOYOIl Ha-
XO[MINCH B IIpefenax pedepeHCHbIX 3HaYeHull. [lpu
KOMIBIOTEPHOI TOMOrpaduy OpraHOB OPIOLIHOI 11O-
TOCTU C BHYTPUBEHHBIM KOHTPAacCTMpPOBaHUEM B OK-
Ts16pe 2024 r. 6N OTMEYeHbI TeaTOCIITIEHOMETa sl
U HEpOBHOCTDb KOHTYPOB IIeUeHH, a TaK>Ke AVCIIPOIOop-
LV CETMEHTOB IIeYeH!, NPOABIIAIASCA TUIIePTPO-
¢ueit 1-To U 4-TO CeTMEHTOB IeYeHU ¥ TUNIOTpodueil
5-ro u 6-T0 cerMeHTOB. PasMephl me4eHM cOCTaBiIA-
am 236 x 120 x 120 MM, ceneseHku — 182 x 17 X 60 MM,
BOPOTHOI1 BeHbI — 10 MM, Ccele3eHOYHOI BEHBl — 9 MM.
Jpyrux maTonmornyecKyx M3MeHeH OpraHoB Opror-
HOJI TTOIOCTY, B T.M. aHOMAJINIT PasBUTUA U TPOMOO30B
COCYZOB IIOPTAIbHON BEHO3HON CUCTEMBI U ATONIOTH-
4eCKVX M3MEeHEHMII TaPEeHXUMBI IT0YeK He ObI/IO BbLIB-
neHo. MefyaHa XeCTKOCTH IIedeHy Ipu sractorpadun
cocraBuna 14,6 xlla, 94To COOTBETCTBOBANIO CTagUM
¢ubposa F4 mo METAVIR. IIpu a30daroracrponyone-
HOCKOIIMM BapMKO3HO paclI¥peHHble BeHbI INIEeBOJA
WIM XKeTyfiKa OTCYTCTBOBA/IN. Bblla Takoke mpoBefeHa
TPEIaHOOMOIICH S, KOTOPAs IIO3BOINIA UCK/TIOUNTD Te-
MaToJIornyeckoe 3abojeBaHume.

Takxum 06pasoM, pe3ynbTaTbl IPOBEIeHHOTO 06CIeoBa-
HIA HO3BOJIMIN IIPeJIIONOXUTD Ha/ln4ye XpOHNIeCKo-
ro 3a00jIeBaHNUs II€YeHN, OCIOXHEHHOTO IIOPTaTbHOI
rumepreHsueil. BMecte ¢ TeM He ObIIO BBISIBIICHO CIIe-
1uUYecKuX U3MeHeHMIT Tab0PaTOPHBIX ITOKa3aTeselt,
KOTOpBIe MOI/IM Obl yKasbIBaTh Ha MPUYNHY Pa3BUTHUA
3aboneBanus. C 11e/IbI0 YyCTAaHOBJIGHU S XapaKTepa Iopa-
JKEHSI IIeYeHN B OKTsI6pe 2024 I. BBIIOMHEHA TYHKIU-
OHHas 6uornicys nedenu. [Ipu rucronormueckoM yuccue-
JoBaHUM 6MoNTaTa HabMoOgany 60/bIIOe KOMUIECTBO
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Puc. 1. Okpacka 2emamoKcunuHoM u 303UHoOM, y6. X 40.
Pacwupennvtii nopmanvHvisi mpaxm ¢ MHO204UCTIEHHbIMU
HETUHDIMU NPOMOKAMU, YACHD U3 KOMOPBIX C PACUIUPEHHDIM
npoceemom. Inumenuii Kyouueckuii, 00HOPsOHbLLL, Oe3
amunuu. B npoceemax omoenvHvix npomoxos xcenuv

Puc. 2. Okpacka zemamoKkcununom u 303uHom, ye. x 40.
ITopmanvrovie mpaxmot pubposuposanvt ¢ nponugepavue
NPOMoOK08 u HAnuuUeM NAOMHBIX CMBIKAIOULUXCS NOPMO-
nopmanvHvIX cenm ¢ menoenyueii k Gopmuposanuio
MUKPOHOOYTIAPHBIX CIPYKMYD

MEJIKUX C/IMBAIOMINXCA OCTPOBKOB MaJIOK/IETOYHOI (u-
O6PO3HOIT CTPOMBI C MHOTOYMCTIEHHBIMY TYOY/ISPHBIMU
CTPYKTYpaMU, BBICTIAHHBIMY KYOMYECKUM SIUTENINEM
6e3 MPU3HAKOB aTUIINM, C IPOCBETAMU PA3TIMIHOTO -
aMeTpa, GOpMBI U 3aIIOJTHEHHBIMY >Xemublo. [1cTomno-
rm4ecKas KapTyHAa COOTBETCTBOBaTa MHOXKECTBEHHBIM
MUKporamapToMaM (komieKkcsl ¢oH MeiteHOypra)

Puc. 3. Okpacka no Ban Iuzony, ys. x 40.

Xopowo eudna zpybas pubposnas cmpoma
nopmanvHbIX MPAKMO6 u moHkue Puépo3Hvle cenmol.
Mmuosecmeennole Mukpozamapmomot

(vomnnexcot pon Meitenbypea)

€ KMCTO3HO PacUIMpeHHbIMM IPOTOKAMM 1 MHTpaKaHa-
JVIKY/ISIPHBIM XoJlecTazoM (puc. 1-3).

Takum 06pasom, pe3yIbTaThl IPOBELEHHOTO 06CIeno-
BaHMA NO3BOMVMIN AuarHoctuposarb BOII ¢ kommek-
camu GoH Merten6ypra. HasnadeHa ypcope3okcuxo-
nesas kucnota (YIXK, Yprokca®) 750 MI/cyT ¢ Lenbio
BO3MOXXHOTO 3aMe[/IeHNs Tponudepanmny XeTaHbIX
poToKoB. C y4eTOM pUCKa IPOrpecCUpOBaHUS HOP-
Ta/IbHOJ TUIIEPTEH3UN U PasBUTUSA 37TOKaYeCTBEHHBIX
OIIyXOJIel TTeYeH ) MaljMeHTKe PeKOMEeH/JOBaHO Ha0o-
IleHNe y TelaTo/Nora ¥ TPAHCIUIAHTOIOTA.

06cyxaeHue

B mameMm KJIMHMYECKOM HaONIOLEHUN MBI IpefcTa-
Bunu pepgkuit Bapuant BOII, xapakTepnusoBaBmIuUiica
codeTaHMeM aHOMamuit pasBuTus GprOpPO3HON CTPOMBI
IIeYeH) M CUCTEMBI KeTIeBBIBOJAIIMX IPOTOKOB (KOM-
mrekcol poH Meitenbypra). lmaruos OblI yCTAaHOBIEH
Ha OCHOBaHUU crenuduyeckoir MOpdoaorndeckoi
KapTUHBI B OMONTaTe edeHN. 3ab6oeBaHNe IPOTEKATIO
6eCcCUMITOMHO, 3HAYMMBIX M3MEHeHMIT Tab0opaTOPHbIX
[MOKasaresneit, KpoMe CEKBEeCTPALMOHHOI TPOMOO-
TOIIEHVY YMEPEHHOI CTeIleH! BbIPa>KeHHOCTH U U30-
TVPOBaHHOIO YMEPEHHOTO IOBBIIIEHN S aKTUBHOCTH
I'TTII, He HabmIOmanOCh. ERVHCTBEHHBIM KIIMHUYECKIIM
IposiBlIeHMeM 3a00/IeBaHIs CTasla TemaToCIIeHOMera-
YA, pa3BUBLIAACA BCIICCTBIUE IPECHHYCOUTANBHON
[IOPTa/IbHOI TUIIEPTeH3MUM, 0OYCIOBIEHHOI IIporpec-
cupytomuM pubposom nedenu. K ocobeHHOCTAM HaH-
HOTO KJIMHMYECKOTO C/Ty4Yas OTHOCUTCH TaKXKe OTCYT-
CTBYIE TOIMKVMCTO3HBIX U3MEHEHNI ITOYeK.

S¢dexTuBHBIE CTpaTeTNN 3aMeAIEHNS IE€I€HOYHOTO
¢ubporeHesa Ha CeTONHAIIHNI JJeHb OTCYTCTBYIOT.
BBy HEBO3MOXXHOCTMU IIPOBEJIeHUS STUOTPOIHON

JpdeKTUBHaA papmakoTepanus. 2/2025
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Tepanun, nedenue BOII manpasneno Ha npodunak-
TUKY OCTIOXXHEHU I IOPTaNbHON IUIIepTeH3UN: JIUTU-
pOBaHMe BapUMKO3HO pacIIMpeHHBIX BeH NUIIeBOfa
U XKeNyJgKa, TPAaHCBIOTY/IsIPHOE BHYTPUIIEYEHOUHOE
IOPTOCUCTEMHOE IIYHTHpOoBaHue u T.4. HasHaueHne
YIXK 651710 00YC/IOB/IEHO [JAHHBIMY B OTHOIIEHUN
3aMejieHus nponudepanuu 6MIMapPHOTO SIUTe-
nus. Tak, ManbdopManuy IPOTOKOBON IIaCTUHKY
B Ipollecce aMOpMOreHesa 1 aHOMaIbHBI POCT XO-
JIAHTMOL[UTOB IPELCTABIAIOT CO60TI KIII0U€EBble TaTO-
reHeTMYEeCKIe MEXAaHN3MBbI ITOINKICTO3HON 60Ie3HN
nedyeHu. YIIXK u ee KoHbIOraThl paccMaTpuUBAKTCA
B KayeCTBe MOTEHI[MaNbHO 3QPEeKTUBHOIO CpeAcTBa
LIS JIedeHUs MONIMKMUCTO3a [edYeHN, CIoCO6CTBYIO-

Nvtepatypa

I[er0 MHTMOMPOBAHUIO POCTA KMCTO3HBIX XOMAHTU-
OIIMITOB, YTO IIPOJEMOHCTPUPOBAHO KaK B 9KCIEPU-
MEHTa/lbHBIX, TAK ¥ B KIMHUYECKUX MCCNIElOBAHMAX
(12, 13].
ITocKONbKY y 3TMX GO/NBHBIX, IIOMMMO OCTIO>KHEHMII
MIOPTaIbHOI TUIIEPTEH3M Y, TIOBBIIIEH PYCK relaToLe-
JIIOIIPHOTO U XOJIAHTHOLIe/UTIONIPHOTO paka [1, 14, 15],
npu nporpeccuposanuy BOII B kauecTBe MeTofja BbI-
6opa paccMaTpuBaeTcs TpaHCIUIAHTaLus nedeHn. I1o-
Ka3aTe/lM BbKMBAEMOCTH IOC/Ie TPAHCIUIAHTALNY IO
nosopy BOII cocrasnsamr 89, 86 u 76% 4yepes rof, NATh
u 10 1eT cooTBETCTBEHHO [1, 14].
Asmopol svipaxarom 61a200apHOCMb
k.m.H. T.B. [lasnosoii 3a n0020mMo6Ky PUCYHKOS.

1. Jonrymmza A.JV. ®ubpokucrosHas 6one3up nedenn. OcHosl renatonornu. Ilog pen. A.O. ByeBeposa. M.: VIzgarenbckuit

moM «ABbB-mpecc», 2022.

2. Lasagni A., Cadamuro M., Morana G., et al. Fibrocystic liver disease: novel concepts and translational perspectives. Transl.

Gastroenterol. Hepatol. 2021; 6: 26.

3. Mirza H., Besse W,, Somlo S., et al. An update on ductal plate malformations and fibropolycystic diseases of the liver. Hum.

Pathol. 2023; 132: 102-113.

® NG e

Kerr D., Harrison C.V,, Sherlock S.S., et al. Congenital hepatic fibrosis. Q. J. Med. 1961; 30: 91-117.

Waters A.M., Beales P.L. Ciliopathies: an expanding disease spectrum. Pediat. Nephrol. 2011; 26 (7): 1039-1056.

Rock N., McLin V. Liver involvement in children with ciliopathies. Clin. Res. Hepatol.Gastroenterol. 2014; 38 (4): 407-414.
Sharbidre K., Zahid M., Venkatesh S.K,, et al. Imaging of fibropolycystic liver disease. Abdom. Radiol. 2022; 47 (7): 2356-2370.
Pacronbnes K.B., Kysbmuuesa V.A., Muxaiinos B.M. u ip. IIpenaranbHas [MarHoCTHKa ayTOCOMHO-PEIeCCUBHOTO

[O/IMKICTO3a TI0Y€EK U BPOXKAEHHOTO Ppubposa nevenn. [Jetckas 6ompuuma. 2013; 1: 64-67.

9. Cypkos A.H,, I'yuno6una O.C., JlosoBarop A.JI. n ap. Tedenne penkoit popmbl BpoxeHHOro $p1bpo3sa mnedeHn y pebeHKa
IIoc7Ie MOPTOCUCTEMHOrO HNIYHTUPOBaHMA. Bormpocs!l fuarnocTuky B neguatpun. 20115 2: 35-41.

10. Liu Y., Zhu P, Tian J. Case report: Rare genetic liver disease — a case of congenital hepatic fibrosis in adults with autosomal
dominant polycystic kidney disease. Front Med (Lausanne). 2024; 11: 1344151.

11. LiD,, Qin ], Sun S., et al. Congenital hepatic fibrosis and coexistent retinal macular degeneration: a case report. Medicine

(Baltimore). 2019; 98 (35): €16909.

12. Perugorria M.J., Labiano I., Esparza-Baquer A., et al. Bile acids in polycystic liver diseases: triggers of disease progression
and potential solution for treatment. Dig. Dis. 2017; 35 (3): 275-281.

13. Caballero-Camino EJ,, Rivilla I, Herraez E., et al. Synthetic conjugates of ursodeoxycholic acid inhibit cystogenesis
in experimental models of polycystic liver disease. Hepatology. 2021; 73 (1): 186-203.

14. Wu WK, Ziogas L.A., Izzy M., et al. Liver transplantation for congenital hepatic fibrosis.Transpl. Int. 2021; 34 (7): 1281-1292.

15. Kumar K., Almanea H., Broering D., Shagrani M. Early Hepatocellular carcinoma associated with fibrocystic liver disease
in a 10-year-old child: a case report. Transplant Proc. 2019; 51 (9): 3147-3149.

Fibrocystic Liver Disease: Congenital Hepatic Fibrosis with von Meyenburg Complexes
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The report is devoted to the description of a clinical case of portal-hypertensive form of fibrocystic liver disease —
congenital liver fibrosis with von Meyenburg complexes in a 36-year-old woman. The reason for the examination
was accidentally detected thrombocytopenia. Viral, toxic, autoimmune liver diseases, storage diseases, and
hematologic pathology were excluded. Renal involvement was absent in the patient. The diagnosis was confirmed
by pathognomonic histopathological picture. Due to the lack of possibility to influence the process of fibrogenesis,
a patient was consulted by a transplant surgeon and dynamic follow-up was recommended.
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