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Pesiome

Llenb paboTbl. [pofemMoHCTPMPOBaTh Ciydall peKoro BpoKaAeHHOo 3aboneBaHms neveHn — 6onesHu Kaponw (Caroli), xapak-
Tepy3ytoLLeca cerMeHTapHON HeobCTPYKTUBHOM GUOPO3HO-KMCTO3HOM Aunataumeil BHyTpUNeUYeHOYHbIX KeNUHbIX MPOTOKOB.

OcHoBHble nonoxeHus. bonesHb Kaponu Brepsble Obina onrcaHa GppaHLy3cknm JoKTopom MKakom Kaponu B 1958 . Boige-
nsoT 2 TMNa 6onesHn Kaponu:

VICTUHHbIZ TUN C pacluMpeHremM BHY TPMNEUYEHOUHbIX KEeNYHbIX MPOTOKOB, C MOPAXEHMEM, Kak NPaBU0, OBHOTO CermeHTa
Y CO CKNIOHHOCTBIO K GOPMIUPOBAHUIO KaMHE 11 pa3BUTEM XONaHTKTa. BTOPOIt TUN, KOTOPbI CoueTaeTca C BPOXAEHHbIM
neyeHoUHbIM GUOPO30M, MONMKMCTO3HOM BONE3HBI0 MOYEK 1 BCTPEYaeTCA yalle MCTUHHOTO TUna. Koraa 3abonesaHvie conpo-
Boxpaaetca XCH, ero HasbiBatoT cvHapomMom Kaponu unu 6onesHbio lpymbaxa. BaxHo NOMHUTL 0 601e3HM Kaponi 1 BKAYaTb
ee B inddepeHLManbHbIA Kpyr 33001eBaHUIA XenueBbIBOAALLMX NYTe v NeYeHN, TaKUX KaK XONaHTTbl, BTOPUYHbIA B1MapHbIi
UMPPO3, NOPTaNbHAA FMNEPTEH3NA HEACHOW 3TUONOMUM, XONAHTOKAPLMHOMA.

3akntoueHue. [lnartos bonesnn Kaponw u criapoma Kaponm ycTaHaBNMBaAETCA C MOMOLLbBIO BH3yanu3vpyoLLyX UCCeJOBAHNIA.
NleyeHvie B8 OCHOBHOM NOAAIEPXKMBAIOLLEE U JOKHO ObITb MHAMBMAYANbHBIM, @ MPOTHO3 3aBUCUT OT TAXKECTU 3aboneBaHus
Vi HaNUuKA CONyTCTBYIOLLEH NOUEYHON ANCHYHKLNN.

KnioueBble cnoBa: Kaponu, LMppo3 neyeHu, XonaHrT

KoHOAMKT MHTepecoB. ABTOPLI 3aABASAIOT 06 OTCYTCTBUM KOHMMNKTA MHTEPECOB.
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Summary

Objective. To demonstrate a case of a rare congenital liver disease, Caroli disease, characterized by segmental non-obstructive
fibrocystic dilatation of the intrahepatic bile ducts.

Main points. Caroli disease was first described by the French doctor Jacques Caroliin 1958. There are 2 types of Caroli disease:
True type with dilation of the intrahepatic bile ducts, usually affecting one segment and with a tendency to form stones and
develop cholangitis. The second type, which is combined with congenital hepatic fibrosis, polycystic kidney disease and
is more common than the true type. When the disease is accompanied by CHF, it is called Caroli syndrome or Grumbach
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disease. It is important to remember about Crowley’s disease and include it in the differential range of diseases of the biliary
tract and liver, such as cholangitis, secondary biliary cirrhosis, portal hypertension of unknown etiology, cholangiocarcinoma.

Conclusion.The diagnosis of Caroli disease and Caroli syndrome is made using imaging studies. Treatment is largely support-
ive and should be individualized, with prognosis depending on the severity of the disease and the presence of concomitant

renal dysfunction.
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ITenp HabmIOAeHUA: IMOKA3aTh CAy4Yail pegKOro
BPOXX/IEHHOTO 3a00/IeBaHMA MIeYeH M, XapaKTepU3YyIo-
Ielics CeTMEHTapHOI HeoOCTPYKTUBHOM PUOPO3HO-
KICTO3HOI AuIaTalyell BHYyTPUIIEYeHOYHBIX XKeld-
HBIX IPOTOKOB.

Bonesub Kaponu BepBble 6bl1a onmcaHa GpaHIys-
ckuM pgoktopoM yKakom Kapomnn B 1958 1.

CymectByer gBa Tna 6osesuu Kaponu [1]:

o IlepBbIit THII C pacIIMpeHEM BHYTPUIIEYeHOUYHBIX
JKeTYHBIX TpoTOKOB. [Ipy sTOM THIe mopaskaet-
Cs1 Yallle OflMH CeTMEeHT IeYeHM, eCTb CKIOHHOCTh
K GopMMpoOBaHUIO KaMHell M pa3BUTHE XOMaHIMUTA.

o Bropoil Tum coueTaeTcs ¢ BpOKAEHHDBIM IT€4€HOU-
HBIM (GUOPO30M, IOTTMKICTO3HOI 60/IE3HBIO IIOUEK
" BCTpevaeTcs yauie nepsoro tumna. Korga sabomne-
BaHlEe COIIPOBOXK/IAETCS XPOHMYECKOI CepAledHON
HEJJOCTaTOYHOCTDIO, €ro Ha3bIBAIOT CMHIEPOMOM
Kaponu nnu 6onesnpio I'pymbaxa.

B maHHOM HabmOmeHNN ONMMCHIBaeTCsa bonesup
Kaponu, BeicTaB/IeHHass Ha OCHOBAaHUMU [aH-
HBIX KOMIIBIOTEPHOI TOMOTpaduy ¥ MarHUTHO-
Pe30HAHCHOII XOMaHTMONaHKpeaTorpadum, Kian-
HUYECKUX TaHHBIX [2].

ITarenTKa 37 1eT 06paTHIaCh K FaCTPO3HTEPOTIOTY
B Mae 2022 roja c xajnobamMu Ha 6011 B SMUTaCTPUM,
IpaBoOM IIOfipebepbe, yCHIMBAIOLIMeCs TOCIe TpreMa
oy, cy6deOpuanTeT, YacThIil KAanIieoOpasHblil
CTY/I, CHYOKEHME Beca Ha 11 KT B TeyeHuu ropa.

Cunraer ce6s1 60/IBHOI C TOFPOCTKOBOrO BO3PACTa,
KOTZIa IpUMEPHO 1 pa3 B 6 MecAlleB OTMeYaia IPUCTYIIbI
6oreit B mpaBoM nogpebepbe. B 2016 ropy no faHHBIM
V3 OBII BbIABNIEHBI MMKPOKATBIIMHATHI B 3 CETMEHTE
nedenu o 16 mm. IlpuauMana ypcopesokcuxoneByo
kucnoty (YIXK) B zo3e 750 MI' B CyTKM IepHOAYECKU
C IO/IOXKUTEeIBHBIM 9 PeKTOM B BUfe KYIUPOBAHUE
60mu. IToBblueHNe TeMIepaTypsl Tena o 37.2° C mo-
cregHue 3 rofia, paHee He KOHTponypoBaia. B 2018 rogy
BersiBena J)KKB. B okTsi6pe 2021 roga o sauusiv Y 31
OBII nmena mecro XKKB, mposezneHa manapockonmye-
CKas XOnenucTakToMus. Ilpunnmana MeTpoHMIa30/1
500 mr 2 pasa B fienb 10 gueit, YIXK 750 Mr B cyTKN
4 HeJleNM C TIONOXKMUTENTBHBIM 3G )EKTOM B BUJE KyIIU-
PpoBaHuA 607Iell ¥ HOpMaIM3alMM TeMIIEPaTy PhI TeTIa.

IIpy ocMoTpe cocTOAHME YHOBAETBOPUTENbHOE.
TemmnepaTypa Tena He mosbinmeHa. KMBOT npu manb-
nanyuy MArkuii, 6e36onesnenssiii. [ledeHp 0 Kparo
pebeproii gyru. Cene3eHKa He MaIbINPYeTCS.

ﬂa60paTopHo-|/|HCprmeHTan bHbleé nccnepoBaHnA

B xmHM4YecKoM aHanu3e KpoBy ot Masi 2022 1. He 65110
BBISABJIEHO OTK/IOHEHUI. B OuoxuMuyeckom aHanm-
3e KpoBM 06palano BHMMaHVe OBbIIIEH)E TaMMa-
roTaMuITpancnentuaasst 1o 128 Exn/n (N< 39 En/m),
anmaHnHamuHoTpacdepassl 1o 48 Ex/n (N< 40 Exn/n).
Bein nccnenoBaH anbdaderonporent, neyeHOUHbIE
anTurensl (AMA, ANA, ASMA, LKM, F-aktun) - Bce
B mpejenax pedepeHCHbIX 3HaYeHNII. B nuHaMuke
K aBrycry 2022 r. oTM€4an0Ch HapacTaHMe raMMa-
III0TaMWITpaHCHeNnTUAassl go 159 Ex/n, ananuHa-
MuHoTpacdepassi 5o 68 Ex/m.

KomnsorepHas Tomorpadus (KT) OBII natusHO
ot ceHTa6ps 2020 rona (puc. 2): X0ne[ox 0 8 MM, J10-
Ka/IbHOE pacCIIVPeHe XeTIHBIX IIPOTOKOB B IEBOII
pone nedenn go 11 mm. Janubix 3a JKKB ybenurenbHo
He IOy YeHO.

MPT OBII + xonauruorpadus ot aBrycra 2022r
(puc. 1): Xonemox o 11 MM, OuImMapHBbIit CIajX B ANC-
Ta/JIbHBIX OTHeNax xonepoxa. Knybok pacumpeHHbIx
BHYTPUIICYCHOUHBIX IIPOTOKOB JIEBOII JOIU TI€4eHNU
0 8 MM.

B suBape 2023 r. manmeHTKa o6paTuiace Ans
KOHTPOJIPHOTO FaCTPOIHTEPOIOIMYECKOTO OCMOTPA.
Kanob ne npenpssnsna. I[Ipu 0cMOTpe OTKIOHEHWIT
BBISIBJIEHO He Ob1I0. B 610XMMIYecKOM aHamn3e KpoBU

HedyeHOYHbIe II0Ka3aTely B IpefieflaXx pedepeHCHbIX
3HAYEHMUI.

B centsbpe 2023 r. oTMedaa BbIpajkeHHbIE 6011
B IIPaBOM IIOfipebepbe 0 TUIY OMIMApHOI B TeUeHIe
HECKO/IbKVIX JHEl, aXOMMYHbIN KaJl. 3a IOMOIIbI0 He
obpamanace. OTMEHNMIA CAMOCTOATEIBHO IpemapaT
YIXK. CocTosAHME KyNNPOBANTOCh CAMOCTOATENHHO,
He penuuBMpPOBano. BepoATHO, Cryunicsa mpucTyn
XOJIe[[OXONMTHA3A.

IuddepeninaapHblil fUaTHO3 BKII0YaI 601e3Hb
Kaponu, nepBMYHbIN CKIepO3UPYIOLWINIT XOTaHTUT,
XOJIaHTUOLeTIONAPHBIN paK. OCHOBHbIE OIy6INKO-
BaHHBIE COOOILIEHNA O KICTaX )KETYHBIX IPOTOKOB
noctynuiu us Bemuxkobpuranun, @panium, Inonnun
u CIIIA. B tuteparype onncano 6omee 200 cirydaes 60-
nesuu Kaponu, myacrora cunagpoma Kapomnu Beiie, yem
nsonupoBaHHas popma 6onesun Kaponu [3]. bonesup
Kaponu Bo3HUKaeT B pe3y/bTaTe OCTAHOBKY peMofie-
NMPOBAHNUA IIPOTOKOBOJ IVIACTVHKMU Ha yPOBHe 60/Iee
KPYIHbBIX BHYTPUIIEYCHOYHBIX XKETUHBIX IIPOTOKOB.
Hanporus, cunppom Kaponu passusaercs, KOrja I1o-
pa’kaeTcs Bechb CIIeKTP AN depeHINPOBKI XKeTIHbIX
IPOTOKOB, TAK YTO BOB/IEKAIOTCS HOTIee MeIKIe MeXX-
IOMbKOBbIE IPOTOKY 1 HAOMIOJAETCs BPOXKIeHHBII hu-
6po3 meyeHn. MynbTudOKanbHasA fUIATALVA MOXKET
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6p1TH 11160 H1dDY3HOIL, MOparXkaloLIelt Bce BHYTPUIIe-
YeHOYHOe OMIMAapHOe fIepeBo, MO0 OrpaHNIMBATLC
YaCcTBIO ITedeH). MOeKyIIAPHBIil TaToreHe3 60/Ie3HU
u cuaAapoMa Kapomu usyden He momHocTslo. Ten [5],
JIeXKaIuil B OCHOBE Ay TOCOMHO-PelleCCUBHOM ITONTMKM-
crosHoit 6onesun novex (ARPKD), 6b11 KapTHpOBaH Ha
xpomocome 6 (6p21-pl2). ITopakeHHBI TeH (Ha3BaH-
o1 PKHDI 1151 NonMnKucTosa modek 1 3a6oneBaHms
Ie4yeHn) Kopupyer 6enoKk GpubéporucTmH, KOTOPBIi
IIPUBOJUT B OCHOBHBIM CTPYKTYPHBIM aHOMa/IUAM
B II€YEHU U TIOYKaX. belok nmeet ob1ue CTpyKTy pHble
0COOEHHOCTH C pelenTopoM (aKTopa pocTa remnaro-
uutoB. OH He MMeeT KaKoi-1160 roMoornu ¢ 6enka-
MU, OTBETCTBEHHBIMM 33 Ay TOCOMHO-JJOMIHAHTHYIO
IIOTIMKMCTO3HY0 60me3Hpb nmoyek (ADPKD). PKHD1
9KCIIPECCUPYETCsA B OCHOBHOM B ITOYKAX, B MEHbIIeEN
CTeTIeHM B II€YeHN, TOJIKETYOIHOI XKele3e 1 JIETKNX,
ITO COOTBETCTBYeT (PEHOTUILY 3a60/IeBaHM, KOTO-
poe B IIepBYI0 Ouepeib IIOpakaeT IeYeHb M MOYKIM.
TeHeTH4ecKas ocHOBa pasnuyusa 6onesun Kaponn
U CMHZIpOMA B HacCToOslllee BpeMsA He OIpefielieHa.

MyTanuu B 11060M 13 IBYyX pasHbix reHos (PKDI
uian PKD2) BBI3BIBAIOT HOMMKNUCTO3HYIO OOIE3HD
II0YeK, KOTOpas, KaK yIIOMMHA/IOCh BBIIIE, B PEIKUX
cy4asx cBsidaHa ¢ 6omesnbio Kaponn. Cunraercs,
4TO GenkoBble IpopyKThl reHOB PKD (polycystin-1
u polycystin-2) B3auMOZENCTBYIOT KaK 4aCTh MHO-
ro6e/IKOBOTO TPAHCMEMOPaHHOTO KOMIIIEKCa, y4a-
CTBYIOILIETO BO B3aMMOJIE/ICTBMAX K/IeTKa-K/IeTKa UK
KJIeTKa-MaTpukc. Polycystin-1 skcripeccupyercs B mo4-
KaXx U IeYeHN IUIOfIa, BKIII0Yas OMIMapHYIO CUCTEMY,
U, BePOSITHO, Y4ACTBYET B OMOPIIOreHe3€e ITUX OPTAHOB.
HedpoHrod T3, KOTOPHIT MOXXET COIIPOBOXAATHCS
CMHAIpoMOM unu 6o1ne3Hbio Kaponn, cBA3aH ¢ MyTanu-
smu B rene WDR19, KoTopslit KopupyeT 6e1ok, Heo6xo-
IMMBIII I PETPOrPafHOTO LM/IMAPHOTO TPAHCIIOPTA.
Benku, gedextHble npu 60abmnHCTBE GUOPO3HO-
KUCTO3HBIX 3a00/IeBaHNUII [IeYeHN U MTOYeK, BK/IIOYasI
ARPKD u1 ADPKD, skcripeccupyroTcs Ha HepBUYHbBIX
PEeCHMYKAX M [JEeHTPOCOMHOM KOMIITIEKCe KIeTOK I10-
YeYHBIX KaHa/IblleB M XONMaHTMOLMTOB. [lepBuyunbIe
PECHMYKM NPEACTABIAIT COO0I HEMOABIKHBIE OP-
raHe//Ibl HA OCHOBE MUKPOTPYOOU€eK, KOTOpbIe O6Ha-
PY>KMBAIOTCS Ha TIOMMHAJIbHOJ IIOBEPXHOCTY MHOTMX
nuddepeHINPOBaHHBIX SIUTEIMATBHBIX KTIeTOK. OHI
BOCIIPMHMMAIOT MeXaHW4YeCKue, XMMIYeCKe ¥ 0CMO-
TUYeCKe CTYMYJIBI, CBA3aHHbIE C TOTOKOM XXMUKOCTH
B IIPOCBETE, ¥ IePefal0T T CUTHAJIBI IT0 PasINIHBIM
IyTAM Ilepefiadll BHYTPUKIETOYHBIX CUTHAJIOB C y4a-
CTHEM Me[JMaTOPOB, TAKMX KaK BHYTPUK/IETOYHBII
Kanpuuit u uukandecknuit AMO®. CunrtaeTcs, YTO CO-
CTaB MOYM U XKelT4y MOBUPUIUPYETCs B pe3y/Ibrare
Iiepefiauy CUTHAJIOB Ha OCHOBe pecHMYeK. [{unmapras
(YHKUMA TaK)Ke Ba)KHA [IsI HOPMa/JIbHOTO Pa3BUTHUA
TIIeYeH Y KeTYeBbIBOAILEl CUCTEMBI, O/1arofaps B/Iu-
AHUIO Ha Iponudepanuio KJIeTOK U NoAep>KaHue
MIJIOCKOCTHOI! K/IETOYHO MOIAPHOCTU. DTU CBOICTBA
cunbHO HapyuieHnsl npu ARPKD u ADPKD [4, 5, 6].

MyTtanua PKHDI1 rena, cBA3aHHOTO € peliecCUB-
HOJI MTOJIMKUCTO3HOT 60/Ie3HBIO IT0YEK Y B3POCIIBIX,
6bITa MAEHTUUIVPOBaHA Y TALMEHTOB C CUHPOMOM
Kaponu. Cungpom Kaponu npencrasnsier co6oit kiu-
HUYECKUI CUHJPOM, NPEeICTaBIALIINI COYeTaHNE
6onesuu Kapony (IpUCTyIIbl XOMaHIUTA, TeIaTOMN-
THa3a U KaMHejl B XeTYHOM ITy3bIpe) ¥ BPOXKIAEHHOTO

¢$ubposa nevenn. Knmumyueckoe TeveHne u npossie-
H1sA cuHApoMa Kapomy ciibHO BapbUPYIOT, M CUMIITO-
MBI MOT'YT IIPOABTIATBCSA PAHO WU MO3THO B TeUEHNe
xusHu. XoTsA 3a60/1eBaHMe IPUCYTCTBYET C POXK/Jie-
HIs, OHO OOBIYHO OCTaeTcd 6ECCUMIITOMHBIM B Te-
4yeHue nepBoiX 20 JIeT ¥ MOXKET OCTaBaThCA TAKOBBIM
Ha IPOTsDKeHNN Beeit xkusun. OFHAKO Py HaIMIUN
CYMIITOMOB Y 3HAYMTETbHOTO YMC/IA STUX HALMEHTOB
HabMofaeTCsA 3SHAUNTEeIbHOE CHIDKEH e KaueCTBa XKI3-
HI, @ MX KIMHMYeCKoe TeUeHNe YacTO yXy/IIaeTcs 13-
3a TIOBTOPAIOLINXCS SIIM30/0B XOTAHTUTA C HA/TMYMEM
BHYTPUIIEI€HOYHBIX KOHKPEMEHTOB, BHYTpHUIIede-
HOYHBIX abcieccoB u cencuca. OCHOBHBIMU IIOCTIEf-
CTBUAMM BPOXKAEHHOr0 Gpubpo3a medeHN ABIAITCA
HOpTa/IbHAsI TUIEPTEH3NA M Pa3BUTIE BAPUKO3HO pac-
IIMpPeHHBIX BeH MmuieBofa. KpoMe Toro, pasmiyHble
3a00/1eBaHN A I0OYEK MOTYT HAaO/IIOAATbCA B COYETAHNN
¢ 3TUMM 3a00/IeBaHMAMMY MIeYEeHY, BK/II0YasA ayTOCOM-
HBII1 IO/IMKIUCTO3 TOYeK (KaK TOMIHAHTHYIO, TaK 1 pe-
LIeCCUBHYI0 GOPMBI), MEAY/IIAPHYIO IyOUaTyIO HOUKY
Y Me[y/IAPHYIO KUCTO3HYI0 607e3Hb. JlTabopaTopHbIe
JaHHbIe HecTelnUYHbL. TpaHCcaMUHA3bI MOT'YT OBITH
HEeMHOTrO HOBBIIIeHbl. OOl aHA/IN3 KPOBYU MOXKET
BBISIBUTH TPOMOOLIMITONIEHNIO I JIEIIKOIIEHNIO IIPY Ha-
TN TOPTa/IbHOM IUIIEPTeH3NN U TUIIEPCIIEHN3MA.
TloBbilIeHHOE KOMNYECTBO eitkouToB uan COD Mo-
JKeT yKasbIBaTb Ha XonmaHrUT. MPT sBnseTcs Hanbomnee
cnenudUYIecKMM U HEMHBA3VBHBIM METOJOM BU3Y-
anyMsanuy MHOXXeCTBEHHOI! AVIaTalli IIPOTOKOB,
Habmogaemoit mpu 6onesuu Kapomu. OPXIIT sBnsercs
307I0TBIM CTAHAAPTOM B AMATHOCTMKE U/IATALINN XKeTl-
4eBBIBOAAIINX Iy Tell [2, 5, 6].

BpoxmeHHbIT GUOPO3 IMedeHN SABIACTCSI TUCTO-
IIaTONIOTMYEeCKMM AMAarHO30M. ByoIcus nedenn He-
06X0AMMa [iIs1 OKOHYATeTbHOTO AMarHo3a. B TkaHu
IevyeHy BUAHBI GUOPO3HBIE MIEPEerOPOKY IEePUIIOP-
Ta/JIbHO U MHTEPIIOPTATIbHO, BBI3bIBAIOIME IOKHOE
MCKaXkeHIe TOIbKOBOII apXUTEKTYPhI C 06pa3oBa-
HHUeM y3eTKOB PasHOTO pasMepa, 4YTO UMUTUPYeET
nuppos nedenn. TeM He MeHee, Oy/ieT OTCYTCTBOBATb
IIOPTO-IIeHTpasibHasA BEHO3HAs IepeMbIYKa 1 pere-
HepaTUBHBIE y3€JIKIL, YTO OT/IMYAET IYCTOKAPTUHY
OT UCTMHHOTO LIMppo3a neyenn. Hike npexncrasie-
HBI Pe3y/IbTaThl OMOICKUM [IeYeHN ALlMeHTa [BYX JIeT
¢ Cungpomom Kapoinu ¢ IposiBIeHUsAMI TOPTaIbHOM
TUIEPTEH3UY [/ Iy YIIero MIOHNMaHWs TUCTOKapTH-
HBl (puc. 3, 4) [4].

Y Hauei manueHTKM CUMITOMBI 3a60/IeBaHMsI
MIPOCIEXMBAINCH y)Ke C TIOPOCTKOBOTO BO3pacTa.
IIpoBopuMoOe 1abOPaTOPHO — MHCTPYMEHTA/IbHOE 06-
ClIefOBaHMe BBIABUIIO M3MEHEHMS B 6MOXMMIIECKOM
aHanyu3e KPOBMU, AMIATALIMIO BHYTPUIIEYCHOUHBIX
JKEeTYHBIX IPOTOKOB. Ha OCHOBaHMM JaHHBIX KOM-
IIBIOTEPHOI TOMOTpaduy, MaTHUTHO-PE30HAHCHOI
XOJIAHTMOIIAHKpeaTorpadui, a TakK)Ke KINHINIECKUX
1 TabOPATOPHBIX JAHHBIX MTAIVIEHTKE ObI/T BBICTaB/IEH
muarxos 6omesuu Kaponn, xapaktepusyiomerics cer-
MEHTAapHOI HeOOCTPYKTUBHOI GUOPO3HO-KUCTO3HO
AVUIaTalell BHY TPUIIeYeHOYHBIX KeTIHBIX IPOTOKOB.
Buoricusi medeHy He BBIITOMHSIACD, TAK KaK 110 PacyeT-
HoMmy uHpekcy Fib-4 Her npusnakos ¢pubposa nevenn.

JledeHVe JaHHOI MATONOTUYU 3aBUCUT OT K/IMHU-
4eCKMX 0COOEHHOCTE 1 JIOKaIM3aIuy OuanapHoii
aHoManuu (2, 4, 5, 6]. OcHoBHaA 11e1b Tepanum — oj-
Iep>KUBaIOIast.
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o XONAHTUT U CENTUYECKME OCTOXXHEHUS CIeNyeT
JIEYUTh COOTBETCTBYIOIIMMY aHTUOAKTepHalb-
HBIMM NIpENapaTaMy, a TAKXXe yJaneHeM KaMHell
13 JKeTYHBIX ITyTeN, KOrJa 3TO BO3MOXKHO. V3-3a
Xo/ennTras’a MHPEKUUA MOXKeT ObITh 0COOEHHO
TPYJHOU3IEYMMOJL I MOXKET ObITH CBA3aHA C IIPO-
TPeCCUPYIOIUM yXyAlIeHneM GYHKIUU IeIeHI.
[TanmeHTaM MOT'YT HOTPe6OBATHCS [IUTEIbHbIE
Kypcel anTubmoTukorepanuu (ABT).

o IlauMeHTHI C XPOHMYECKMM XONECTa30M JIOMI>KHbI
HOTy4aTb JOOABKYU XKMPOPACTBOPYMBIX BUTAMUHOB.

o TlanueHTdl, y KOTOPHIX pa3BUJICA BApUKO3 BEH M-
I1eBOJa, LO/DKHBI IOTy4aTh IPOPUIaAKTUKY He-
celleKTUBHBIMU OeTa-610kaTopamu. IIponenypa
CeIeKTMBHOTO IIYHTMPOBAHNUA MOXET 06/IeT4NTh
HOPTaNbHYI0 TUIIEPTEH3NIO, TAK KaK QYHKIVA TIe-
YeHV MOXKeT OBITh XOPOIIO COXPaHEeHa.

o [Ina ynameHusA KaMHeil 00Iero IpoToKa MO>KHO
UCIIO/Ib30BATb 9HIOCKOMNYECKYI0 COUHKTEPOTO-
MUIO ¥ U3B/IeYeHNe KaMHell. VI3Breuene BHyTpH-
NeYEeHOYHBIX KaMHel ropasfio coxxHee. B ognoM
MICCTIeOBAaHMN SHAOCKONNYecKas CPUHKTEPOTO-
MU € IOCTIeAyoIelt 1160 3KCTPaKOPIIOpaTbHO
YapHO-BOIHOBOJL TUTOTPUIICHUEL, TNO0 BHYTPU-
MPOTOKOBOI 37IEKTPOTMUAPABINYECKON TUTOTPUTI-
cueit 6bl/1a YCIIEMHOM B ya/leHNM BHyTpUIeyde-
HOYHBIX KaMHeJl y 4eThIpeX U3 IeCTV B3POCIbIX
NalMEeHTOB, ¥ YaCTUYHO €lle y BYX NaIlIEHTOB.

o OmucaHa Tak)Xe pacTBOPAIONIAs TEPATN A C VICTIONb-
30BaHMEM CMHTETUYECKIX COTeN )KeTIHBIX KMCITOT.
Hanpumep, YIXK (ot 10 0 20 MI/KT B IeHb B Cpefi-
HeM B TeyeHue 48 Mecs1ieB) BbI3bIBA/Ia IIOJIHOE pac-
TBOPEHIE€ BHYTPUIIEYEHOUHbIX KaMHeN y TpeX Ma-
LMEHTOB ¥ YaCTUYHOE PACTBOPEHNE €Ilie Y AEeBATH.
YIXK peiicTByeT, BEpOATHO, 3a CYET yBeIMYEHNA
MIOTOKA YKETIN ¥ YTy IIIEeH NI PEOTOT N XKeTIn, a He
3a CYeT pacTBOPEHMA KaMHell, TOCKOIbKY 60Jb-
HIMHCTBO KaMHell NIUTMEHTUPOBaHbI.

o VYpaneHue BHYTpUII€Y€HOUHBIX KAMHEN XUpypruye-
CKVIM ITyTeM 0OBIYHO HEBO3MOXHO. OJTHAKO YacTH Y-
Has TeIlaT3KTOMUA MOXKET OBITD M3JIedNBalolleit
Y pPeIKMX HaLMeHTOB, Y KOTOPBIX 3a00/IeBaHe OTpa-
HMYEHO OJHOI jo/Ieli NedyeHn. B peTpocniekTMBHOM
MHOTOLIEHTPOBOM OTYeTe 06 OFHOI 13 KPyIIHell-
IIMX CePUIl pe3eKIjuii IedeH ! [0 MOBOAY 60/Ie3HN
Kaponu nnu cunapoma Kapos He 6b110 TeTaTbHBIX
MCXO/0B Hocse onepanyy (n = 111, mpumepsro 90%

3aKknwyeHune

Cunppom Kaponn - a0 peikoe 3a6o/eBaHme C 4aCTOTO
1:1000000 naceneHns 1 ayTOCOMHO-PELECCUBHBIM TH-
oM HacnefjoBaHu:A. HecMoTps Ha To, 4TO OH BCTpedaeTcs
HEYacTo, €ro C/IeflyeT pacCMaTpUBaTh KaK Ba>KHbII Aud-
¢bepeHIMaIBHBI AMATHO3 B CTy4asAX XPOHMYECKOTO XO-
JlecTasa, KOrfia TOYHa s STUOJIOTNA He YCTAHOBIeHa [3, 4].

Knunnyeckue npossnenus cunapoma Kapomn caa-
3aHBI KaK C aHOMa/IMAMMY )Ke/T4eBbIBOJ ALIMX ITy Tejl, TaK
U C TOPTa/IbHOM TMIIepTeH3Mell BCIeTCTBYIE BPOXKAEHHO-
ro ¢pubposa meveHu.

Cy1ecTByeT HeCKONIbKO pOpM MpPOAB/IEHNA B 3aBU-
CUMOCTH OT BO3pacTa Hadyasa 3abomeBaHust 1 Ipeod-
JafiaHKA TTOpaykeHN s IedeHy nmm nodek. Yacro Bos-
HMKaeT 6aKTepuaIbHbI/ XOMaHIUT, KOTOPbIN MOXET
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[IOpa’KeHbI JIEBOIL KOJIeil nedeHn). 5- u 10-1eTHss
BBIKMBA€MOCTD IallMeHTOB, IepeHeclInX olepa-
uio, cocraBuia 89 n 82% COOTBETCTBEHHO.

o IlanueHTaM € peUAUBUPYIOIMMU NPUCTYIIAMMA
6unnapHoi MHGEKINK, 0COOEHHO C OCTIOXKHEHN-
SIMU, CBSI3AHHBIMU C IIOPTAa/IbHOI I'UIIepTEH3UEI,
MOXeT HOTPe6OBaThCS TPAHCIIIAHTALIM S TIEYEH.
Uccnenosanue 140 nmanueHToB ¢ 60/1€3HBIO UM CUH-
npomoM Kapomu, ocHoBaHHOe Ha faHHBIX United
Network for Organ Sharing, nepeca>xeHHBIX MEX/Y
1987 n 2011 romamu, OKa3an0 OTIMIHYIO BBIKIU-
BaeMOCTb NAI[MEeHTOB U TPAaHCIIAHTATOB, KOTOpast
6bl/Ia CpaBHMUMA VN JIy4llle, YeM y MallMleHTOB, IIe-
pecakeHHBIX I10 TOBOAY APYIMX 3ab0meBaHMIL.

« Korga 3aboneBanue 10Kann30BaHO B OFHOI J0/1e
IeYeH!, TeNaTIKTOMMA 06IeryaeT CUMIITOMBI
U ycTpaHAeT puck Manurausanuu. [pu nuddys-
Holt 607e3nu Kaponu TpaHcnnaHTanus ne4eHu
0CTaeTCst METOLOM BbIGOpA.

OOBIYHBIMY OCTIOKHEHUAMM O0JIe3HM/CUHIpOMa
Kaponnu ABnArwTCcsa X0mecTas, XOMaHIUT, XONEeT0XO0MN-
THAa3 ¥ XOMAaHTMOKapIMHOMa. X0/IeJOX0NNTHa3 ObII
BbIABJIEH y Halllell HallMeHTKM, paHee 110 faHHbIM Y 3V
OTIMCBIBAINCH KA/MbI[MHATHI B 3 CETMEHTe MeYeHM, KO-
TOpbI€ yCIIeNIHO IposiedeHpl mpenapatamu Y XK.
C y4eToM HOBbILIEHN TEMIIEPATy PbI Te/a U 60/IeBOTO
CHHJPa, BEPOATHO ObIIM pelMAVBIPYIOLe XOTaH-
TUTBHI, KOTOPbIe TaK>Ke pasperanuch npuemom YJIXK
un ABT. B cryvae gamiei manyeHTKY, TeaTIKTOMMSA
HOpPa>keHHOJ [JO/IM He pACCMAaTPUBAETCH, TAK KaK eCTb
XOpOIINIT OTBET Ha KOHCEPBATUBHYIO TEPAMINIO.

IIporHo3 3aBMCUT OT TSXKeCTM 3ab0NeBaHM U Ha-
IVYYUA CONYTCTBYIOIIEN MOYeIHO AUCHYHKINN.
Penmpusupylomye nHGeKIUM U fPyTUe OCTOXKHE-
HIA, CBA3aHHbIE C )KeTYHOKAMEHHO 60/Ie3HbI0, MO-
TYT 3HAYUTENTbHO YXYAIIATh TeYeHUN 3a60/IeBaHMSL.
Kak ynommHanoco Bblllle, TPAaHCI/IAHTALMA TTeYEHN
MOJKeT ObITh eIMHCTBEHHBIM BapMaHTOM y HaI[u-
eHTOB C pedpaKTepHBIM K aHTHOAKTepUaTbHOI Te-
panuu 3aboneBaHMeM. PYCK X0aHTMOKapIIVTHOMBI
HOBBIIIEH 10 7%, BEPOATHO, M3-32 3HAYUTETHLHOTO
Xo7ecTasa U HaTu4us BBICOKMX KOHIIEHTpaluii He-
KOH'BIOTYPOBAHHBIX BTOPMYHBIX )KEMTYHBIX COME.
AMunnonnos Takxe 6bUI ONMCAH U3-3a JIUTETBHOTO
BOCIa/IeHUA IPY XPOHUYECKOM MU PEelUUBUDY-
IOI[EM XONTAaHTUTE.

OCTIOKHATBCS CeNITHLieMyelt U 06pasoBaHueM abcrecca
nevyeHy. Bropu4HbIil OMIMAPHBIL IMPPO3 MOXKET BO3-
HUKHYTb 13-3a OGCTPYKI_U/II/I JKEMYEBBIBOOAIIINX HyTei{.

Juarnos 6onesnu Kaponu u cunppoma Kaponn ycra-
HaB/IMBAETCsA C HOMOIIBIO BU3YaIN3UPYIOLINX UCCTIENO-
BaHMIL, KOTOPbIe IEMOHCTPUPYIOT 9KTa3MIO XETIHBIX
[IPOTOKOB M HEpaBHOMEPHOE KICTO3HOE paclIypeHe
KPYIIHBIX IIPOKCUMA/IbHBIX BHYTPUIICYEHOYHBIX JKeIT4-
HBIX IIPOTOKOB IIPV HOPMA/IbBHOM OGH.[CM JKEeTYHOM IIPO-
TOKe [2, 3].

JledeHue B OCHOBHOM IOjiiep>KMBaOLIee U JOIXK-
HO 6bITb VHANBUAYAJIbHBIM, a IIPOTrHO3 3aBUCUT OT
TSDKeCTH 3a00/1eBaHNSA Y HAJIMYMSI COIIYTCTBYIOLIEN
HOYEeYHON FUCHYHKIVI.
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PucyHok 1. MPT OBI1 +xonaHruorpadus WRT DaVInchisykd
c 6ontocom (KnapnckaH) ot CHRaAabdomen

t2_haste_cor_trig|

08/2022 r: Xonefnox go 11 mm,
6UnnapHbIii cnagx B AUC-
Ta/bHbIX OTAENaX Xoefoxa.
Kny6ok paclumpeHHbiX BHY-
TPUMEYEHOYHbIX MPOTOKOB
NeBOW 40N NeyeHn 10 8 MM.

Figure 1. MRl of the abdomen with
cholangiography with bolus
(Clariscan) from 08/2022: The
common bile ductis up to
11 mm, with biliary sludge
in the distal portions of the
common bile duct. A cluster
of dilated intrahepatic ducts
in the left lobe of the liver is
up to 8 mm.

Pucynok 2. KT OBl HatvBHO oT 09/2020r:
Xonepox o 11 mm., bunuap-
HbI CNAAX B JUCTaNbHbIX
oTaenax xonenoxa. Kny6ok
pacLUMpPeHHbIX BHYTpuMne-
YEHOUHbIX MPOTOKOB N1€BON
AONV NeyeHn Ao 8 Mm.

Figure2.  CT of the abdomen without
contrast from 09/2020: The
common bile ductis up to
11 mm, with biliary sludge
in the distal portions of the
common bile duct. A cluster
of dilated intrahepatic ducts
in the left lobe of the liveris
up to 8 mm.

PucyHok 3.  buoncua neyenn. TkaHb ne-
YeH y3noBatas, C YeTKIMK
rpaHuuamu, 6e3 BocnaneHus.
Mexpy y3namu oTmeyaeT-

CA BblpaXXeHHbIN Gnbpo3,
KOTOpbI OKpaLuvBaeTca
Tpuxpomom no MaccoHy.

Figure 3.  Liver biopsy. Liver tissue is
nodular, with clear borders,
without inflammation.
Significant fibrosis is noted
between nodules, stained
with Masson'’s trichrome.

PucyHok 4.  Buoncuma neyenn. Boipa-
XeHHasA nponudepauma
NPOTOKOB 11 OYaroBbiii
xonecTas (oKpalumBaHme
reMaToKCUIMHOM-303UHOM).

Figure4. Liver biopsy. Marked prolif-
eration of ducts and focal
cholestasis (stained with
hematoxylin-eosin).
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