BprowHas Nos10CTb N 3a6PIOLLIMHHOE NMPOCTPAHCTBO

DOI: 10.24835/1607-0763-2017-2-85-89

MoHono6apHaga ¢popma 6onesHn Kaponu
C BHYTPUNE4YEeHO4YHbIM KOHKPEMEHTOM

(knuHuM4yeckoe HaGnoaeHue)
FanaH T.H.*, Tap6a H.C., XoBpuH B.B., Monuwyk J1.0., BarmeT H.H., ®ucenko E.M.

®rEHY “Poccuitcknin HayuHbI LEHTP Xmpyprm uM. akag. b.B. Metposckoro”, Mockea, Poccus

Monolobar Form of Caroli’s Disease
with Intrahepatic Stone (Clinical Case)
Galyan T.N.*, Tarba N.S., Khovrin V.V., Polizhuk L.O., Bagmet N.N., Fisenko E.P.

B.V. Petrovsky National Research Centre of Surgery, Moscow, Russia

bones3Hb Kaponn (KOMMyHMKaTMBHas KaBEPHO3Has MeHTa. llokasaHbl TPYAHOCTM goonepaumoHHon andode-
9KTa3ns >XEeNyeBbIBOOALMX MyTeln) ABNSETCH penkum PEHLMANBHON ANArHOCTUKN.

HacneaCcTBEHHbIM 3a00NEBAHNEM, KOTOPOE XapakTepusy- KnioueBble cnoea: 601e3Hb Kaponu, BHyTpUEYeHoY-
€TCs1 HaNM4YNEM HEOBCTPYKTVBHBIX MELIOTHATBIX U BEPE-  puiii  koHkpeMeHT, MP-xonaHrorpadus, KommbioTepHas

TEHO0OPa3HbIX PACLUMPEHUI BHYTPUMEYEHOYHbBIX XENYHbIX TOMOrpadusi, MarHUTHO-PE3OHaHCHas TOMOrpadus.
NpoToKoB. BuigensioT 2 Tuna 60ne3Hn Kaponu: NCTUHHbIN

TUN C PacCLUMPEHNEM BHYTPUNEYEHOYHBIX XENYHbIX MPOTO-
KOB, C MOpPaXeHneMm, Kak npasuio, OOHOro CerMeHTa un co
CKJ/IOHHOCTbIO K (OPMMPOBAHUIO KaMHEW U pPasBUTUEM
XONaHrmuTa 1 BTOPON TUM, KOTOPbIA COYETAETCH C BPOXAEH-
HbIM MEYEeHOYHbIM GUOPO30OM. UCTUHHBIA TUn GonesHu
Kaponu Heobxogumo anddepeHumpoBaTb C NEPBUYHBLIM
CKJIePO3UPYIOLLMM XONAHTNTOM, NONMKUCTO30M, XONaHIMo-
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NINTUA30M Y APYrMMK 32601EBAHNAMM. Caroli’s disease is a rare inherited disorder character-
B cTatbe npuseaeHbl 0630p nMTEPaTypbl U COBCTBEH- ized by nonobstructive saccular or fusiform dilation of the
HOE KNMHMYeckoe HabnofeHne MOHOM06apHON GOopMbI intrahepatic bile ducts. Two main types of Caroli’s disease

6one3Hn Kaponu ¢ Hanmumem BHyTPUNEHEHOYHOTO KOHKPEe-
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are reported, the true type with isolated dilation of intrahe-
patic bile ducts of single liver segment with formation
of stones and development of cholangitis. The second type
is combined with a congenital hepatic fibrosis. The true
type of Caroli’s disease is distinct from primary sclerosing
cholangitis, polycystic disease, cholangiolithiasis and
other diseases.

This paper presents a literature review and a case
of monolobar Caroli’s disease with intrahepatic stones.
The difficulties of preoperative differential diagnosis are
shown.

Key words: Caroli’s Disease, cholangiolithiasis, mag-
netic resonance cholangiopancreatography, computed
tomography, magnetic resonance tomography.
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BeBepeHune

Bone3Hb Kaponu (BK) Bnepsble Obina onucaHa
dpaHuy3ckum goktopom Xakom Kaponu B 1958 r.
[1]. BTO BpOXAOEHHOE HapylLleHne, XxapakTepuayto-
leecs Haanmuymem HeOOCTPYKTUMBHbLIX MELLOTYaTbIX
1M BepeTeHoobpasHbIX PaCLUMPEHUI BHYTpUMNeYe-
HOYHBIX XENYHbIX NPOTOKOB. BblgensioT 2 Tuna bK:
npoctas ¢opma (Tun |, unm ndonmposaHHas ¢opma)
1 cnoxnasa dopma (tun Il — cuHgpom Kaponn). | Tun
XapakTepu3yeTcsl paclMpPEHMEM TONbKO KPYMHbIX
NeYeHO4YHbIX MPOTOKOB. 3aCTON 1 HapyLUeHne OTToKa
Xen4ym NO3BONSIOT aKKyMYIMPOBaTbLCS MHDEKLMN, HTO
NPUBOAMUT K PELIMAMBUPYIOLLMM 3MM304aM XONaHrnTa,
KaKk Hanbonee 4aCcToMy KIMHUYECKOMY MPOSIBIEHUIO
3aboneBaHusi. B peaynbtate niaoxoro oTroka, Hanu-
yMsl cTasa 1M ocagka Moryt o0pa3oBbIBaTbCSH KOHKPE-
MeHTbI [1-7].

Ona Il Tna xapakrepHa natonorus BHyTpuneye-
HOYHBIX MPOTOKOB HA BCEX YPOBHSIX, B TOM YMCIIE MEST-
KX MEXA0JIbKOBbIX MPOTOKOB, YTO COMPOBOXAAETCH
HaSIM4MeM BPOXOEHHOIO NeYeHOUHoro Gprnbposa, npu-
BOOALLEr0 K Pa3BUTUIO MOPTASIbHON TUMEPTEH3UN.
BK 00bl4HO MaHUDECTUPYET Kak XOMaHTUT WK Kak
NPosIBNIEHNE MNOPTaSbHOW TMNEPTEH3UN B OETCTBE
A1 MONOAOM BO3paAcTe, OOHAKO MOXET MpoTekaTb
6eccumntoMHo oo 60-70 net [8—10]. MNo3aHsAs MaHK-
decTauus yaule BCTPEYAETCH NPU MU30JIMPOBAHHOWN
dopme (NopaxeHun cermeHta WaM OOAN MEYEHWn).
BunobapHoe nopaxeHue BCTpPeYaeTCs yalle, Yem
n3osmpoBaHHas dopma [11-14].

KnuHunyeckmne nposiBNeHnst U cMMiToMaTtmka cxo-
Xu ona 06enx Gopm: kak 6GunobapHoi, Tak U MOHO-
nobapHoi. Hanbonee 4acTbiMy KIMHUYECKMMU MPO-
ABNEHUAMU FBNKIOTCS 60V B 3aNUracTpum, NMxopas-
Ka, renatocrnieHoMeranus, UKTePUYHOCTb KOXHbIX
NoKpoBOB. JTabopaTopHble nokazaTtenu GyHKUMK ne-
4YeHn MOryT ObITb B NMpefenax HopMbl, OJHAaKO BO3-
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MOXHO YMEPEHHOE MOBbILLIEHME YPOBHS Gunmpyou-
Ha, weno4yHon ¢ocoarasbl. AuddepeHunanbHylo
OVarHoCTMKy cneayeTt NPOBOANTL C BHYTPUNEYEHOY-
HOWM (POPMON XeNnyHOKaMeHHON 6onesHun, peuman-
BMpYIOLLMM OakTepuanbHbIM XONaHTUTOM, BHYTPU-
ne4yeHo4YHbIM abcueccom [7, 9, 15-17].

B HacToswee Bpems C pasBUTUEM Pa3ANYHbIX
MeTOoA0B Bn3dyanmaaumn anardod bK noareepxaaet-
CSl HaNU4MeM CBSI3M KUCTO3HbIX MOJIOCTEN C M3Me-
HEHHbIMU XEeNYHbIMU MPOTOKaMU. YNbTPa3BYKOBOE
nccnepoBanne (Y3U) siBngetca MetooomMm Bbibopa
y MauMeHTOB C NOOO3PEHMEM Ha pacluMpeHue
BHYTPUMEYEHOUHbIX XENMYHbIX NPOTOKOB [17]. QHAOO-
ckonuyeckass peTporpagHas XOnaHrMonaHkpeaTo-
rpadus 1 YpPeckoxHas YpecrneyeHoYHas XonaHrno-
rpadus cYMTalOTCS BbICOKOYYBCTBUTEbHBIMY METO-
JamMu 4ns BU3yanusaumm CTPOeHUs BunmapHoin cuc-
TEMbI 1 BbISIBJIEHUS COOOLLEHNS MeXOY KUCTO3HbIMMU
pacLUMPEHNSIMU 1 XEeNYHbIMK npoTokamu. OpHako
ob6a 3K MeToaa ABNSATCA MHBA3UBHBLIMU C BO3MOX-
HbIM PA3BUTUEM OCNOXHEHWI [4, 14, 17].

ObPEeKTMBHLIM U HEMHBA3MBHBLIM METOLOM UCCHIEe-
OOBaHMS XeN4yeBbIBOASALLMX MYTEN, B YaCTHOCTM Npwu
BK, aBnaetca mMarHMTHO-pe3oHaHCHasa Tomorpadud
(MPT) [4, 7, 17-19].

“3onoTbiM cTaHaapToM” B MOCTAHOBKE AMarHo3a
BK no-npexHemy aBnsieTcs rmcTonorn4eckoe uccne-
OOBaHMe BBUAOY BO3MOXHOCTU 3/710KQYECTBEHHOIO
nepepoxgenusa [7, 16, 20]. BctpeyaeMoCTb XonaH-
rmokapumHombl Ha ¢oHe BK, no gaHHbIM MUPOBO
nTepatypbl, coctaBnseTr oT 7 o 14% un mHorue
aBTOpbl OTHOCAT BK Kk nmpegpakoBOMy COCTOSIHUIO
¢ 60NbLIMM PUCKOM ManurHmaaumm, oCob6eHHO npu
MoHonobapHol popme 3abonesanus [21, 22].

B kauyecTtBe mnaocTpaumMm OUarHOCTUKN U neve-
HMS MoHonob6apHol popmbl BK npuBoanm cobCcTBEH-
HO€E KJIMHMYEeCKOe HabnaeHeE.

MaumeHTka X., 52 neT, noctynuna B oTAeNEHME XUPYP-
T MEYEHU, XENYHbIX MPOTOKOB 1 NOAXENYA0YHON Xeneabl
PHLX nm. akag. B.B. MNeTpoBckoro ¢ xanob6amu Ha nocTo-
SIHHble 00NN B SMUracTpUm C WHTEHCMBHLIM YyBCTBOM
JOKEHUS, ppaamaumner B CNvHY, TEHAEHUNEN K YCUNIEHUIO,
NPUXOOSLLEN NTNXOPAOKOMN.

IMpu noctynneHnn obuiee COCTOSIHWE YyOO0BNETBOPU-
TenbHoe. lMpu nanbnauumn XuBOT MSArkuin, 6e360ne3HeH-
HbI. AyCKyNbTaTMBHO: NepuUCTanbTMka akTueHada. [eputo-
HeaslbHbIX CUMMATOMOB HeT. Onpefensinucb XenTyLHOCTb
CKJiep 1 KOXW, YpOBeHb 00Llero 6unmpybuHa coctaensn
90 mmonb/n. Ha doHe aHTuBaKTepUansHON 1 MHGDY3MOH-
HOW Tepanun XenTyLWHOCTb KOXWN 1 ckilep, a Takke bone-
BOV CUMMTOM ObININ YACTUYHO KYMUPOBAHBI.

Mo gaHHbIM YNIbTPA3BYKOBOro UCC/e[0BaHUS B Je-
BOVi 0/1€ NMEYEHN NO X0y NOPTasibHbIX COCYA0B Onpeaens-
eTcs 0b6pa3oBaHMe, MPENMYLLECTBEHHO MMEP3XOreHHOE,



Puc. 1. Y3-n3obpaxeHne, MeTkammy 0603HAYEHO rUnep-
9X0reHHoe o6pasoBaHMe B IEBOI A0J1e NEYEH C LUMPOKOA
aKyCTUYECKON TEHbIO.

Puc. 2. KT-nsobpaxeHune. N30n11poBaHHOe pacLumMpeHme
BHYTPUMNEYEHOYHbIX XXENMYHbIX MPOTOKOB neBon aonu nedve-
HW C Hanndmnem o6pasoBava MOHUXEHHOI MJIOTHOCTN
oes NMPU3HAKOB HaKOMIeHnda KOHTPAaCTHOro BeliecTBa
(cTpenkn).

C HeyeTKMMM KOHTypamu, paamepamm 43 x 23 mm (puc. 1).
Mpun LAOK cocyapl B gaHHOM 06pa3oBaHUnN BU3Yanusnpo-
BaTb HE yAan0Cb. 3a KOHKPEMEHTaMUN nayT LUMPOKNE akyc-
THUYECKME TEHU, YTO HE NO3BOJIIET KAYECTBEHHO OCMOTPETh
TKaHb Me4yeHW. Bellie 1 BHYTPU STOM 30HbI NOUMPYIOTCS
pacLuMpeHHble BHYTPUNEYEHOUYHbIE MPOTOKM C MakcMmarb-
HblM guameTpom o 0,4 cm. B xenyHoOM ny3sbipe noumpy-
I0TCS Mefikne MOABUXHbIE KOHKPEMEHTLI. 3aksoyeHuve:
KanbKyne3HblA XONEUMCTUT, USMEHEHWS B NPOTOKAxX JIEBOW
[,0NM COOTBETCTBYIOT XONIAHTMONNTNASY.

KomnbioTepHasi Tomorpagus ¢ BHyTPUBEHHbIM KOH-
TpacTupoBaHueM. [leyeHb B pasmMepax He yBenMyeHa.
B neBoii fone nevyeHn onpenensieTcs oKpyrno-npononro-
BaTON PpOpMbI CTPYKTYpa pasmepamm 35 x 20 MM, C OTHOCK-
TE€NbHO POBHbIMU YETKMMU KOHTYpaMu, OEHCUTOMETPU-
yeckoi nnotHocTbio 10-20 en.H, 63 npu3HakoB Hakorne-
HMSA KOHTpacTa (puc. 2). OTMevaloTCs U3BUTOCTb, HEPABHO-

Puc. 3. MP-n3obpaxeHus: paclumperue npotoka lll cer-
MEHTa C BHYTPUMPOTOKOBBLIM “XONECTEPUHOBBLIM” KOHKpPE-
MEHTOM (CTpenkn). a — T2BW, KOopoHapHas npoekuums:
BKJIIOYEHME HU3KOro curHana B npoceete npotoka Il cer-
MeHTa; 6 — T2FS, akcnanbHaa npoekums; B — T1 vibe Ha
GbOHe KOHTPACTHOrO YCUEHMA: HaKOMIeHMe KOHTpacTa no
KOHTYpY 00pa3oBaHuns, CTEHKOM NPOTOKa.

MEPHOE pacLUMPEHne >XeNyHbIX MPOTOKOB NeBOW [0Nu
ne4yeHn 4o 6 MM, CTEHKM MPOTOKOB MUHMMAJIbHO YTOJLLEHbI.
MapeHxnma nevyeHn B 061aCTV pacLUMPEHHbIX MPOTOKOB Mo-
HVXKEHHOW MNOTHOCTU, C TOYEYHbIMU OObISBECTBAEHUSMMU.
BHYTpMNeYeHo4HbIE MPOTOKN OCTasIbHbIX CEFMEHTOB N BHE-
NeyYeHoYHble NPOTOKM 6e3 n3MeHeHU. JinumdaTnyieckmne ya-
Nbl HE YBENWYEHbI. 3ak/mo4eHue; NEBOCTOPOHHAS Bununap-
Has rmnepTeH3usl, BEPosiTHEE, Ha HOHE XONaHrMonuT1asa.
MarunTHo-pe30oHaHCHasi ToMmorpagus oOpraHoB
OGPIOLLIHOW MOJIOCTN C BHYTPUBEHHbIM KOHTPacTUPOBa-
Huem. B neson pone neyeHu, NpoekuMOHHO B MPOCBETE
paclumpeHHoro npotoka lll cermeHTa, onpenensetcs obpa-
30BaHMe C YETKMMU POBHbIMU KOHTYPaMu, HU3KOro CurHana
BO BCEX MOCNEAOBATENBHOCTSX, pasmepamu 35 x 17 x 25 mwm,
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MEMLIHCKAS BUBYATIBAIINA

Puc. 4. MP-xonaHrnorpaMmma: KMCTO3HO-PaACLUNPEHHbIE
NPOTOKM NIEBOV O0JIN MEYEHN C HANNYMEM y4acTka Bblnajae-
HUSA curHana B npoceeTte npotoka Il cermeHTa 3a cyet
KOHKpeMeHTa (CTpenka).

6e3 AaHHbIX 0 HakomnieHun KoHTpacTa (puc. 3). Mpu KOHT-
pacTHOM YCWUSIEHUW OTMEeYaeTCs HakOrjeHue KOHTpacTa
no KOHTypy 00pa3oBaHusl 3a CHET PEAKTUBHbBIX N3MEHEHNIA
B CTEHKE paclUMpeHHOro npoToka. OyaroBbix 06pa3oBaHNin
B NMapeHX1MMe NpaBon 40N NEeYEHW He BbIBNEHO. XKeNn4Hbln
ny3blpb YBEANYEH, COOEPXMMOE HEOLHOPOAHOE 3a cyeT
MeJIKUX KOHKPEMEHTOB. AnddepeHumpyoTcs eanHuYHble
aopTokaBanbHble nuMmbaTnyeckne yanbl 4o 10 mm.

Mpn MP-xonaHrnorpadum TMNMYHbIA BapuaHT GopMun-
poBaHusa 0OLLEro Ne4yeHOYHOro NpoToka. JIesbii AONEBOWA
NPOTOK onpeaenseTcs AMaMeTpom 4o 4 MM, NpasbIi gone-
BOV NPOTOK — AnamMeTpom Ao 3 mm. CermeHTapHble 1 cyb-
CermMeHTapHbIe NPOTOKM MPABOM [0 NEYEHN HE pacLuvpe-
Hbl. CerMeHTapHble 1 CybcerMeHTapHble NMpPOTOKW NIEBOW
nonn nedopM1poBaHbl, HEPAaBHOMEPHO BEPETEHO06PA3HO
paclmpeHbl MakcumansHo Ao 6 mm. Onpegensertcs y4a-
CTOK BbIMAAEHUS CUrHana OT XENYHOro COAEPXMMOro
B Mpoekumn NpoToka lll cermeHTa 3a c4eT Hannyms BKIOHe-
HUst HM3Kkoro MP-curHana pasmepamu o 35 x 25 mm —
KOHKpeMeHT (puc. 4). B xenyHom ny3bipe, B NpocBeTe
Ny3bIPHOrO NPOTOKA MENKME BKNOYEHUS (XONECTEPUHOBbIE
KOHKPEMEHTbI). Xoneaox AnamMeTpom o 5-6 mm, audde-
PEHLMPYETCS HA BCEM NPOTSXEHUN. 3aK/I04YEHNE:! KalbKy-
NE3HbIN XoNneumcTuT. JlokanbHoe paclumMpeHre npoTOKOB
JIEBOM JONN MEYEHU C HANMYMEM KOHKPEMEHTA B MPOCBETE
npotoka lll cermeHTte. opo3peHne Ha W30NMPOBAHHYIO
¢dopmy BK.

BbiNnONHEHO onepaTuBHOEe BMeLUaTesIbCTBO: JIeBO-
CTOPOHHSAIS 1aTepasibHasl Pe3eKunsl Ne4eHu, XoaeLmncT-
akTomums. VIHTpaonepaumoHHo napenxmuma ll v lll cermeHToB
neyeHn nameHeHa, menkobyrpucras. B npoceete paclum-
PEeHHbIX MPOTOKOB JIEBOWN LONMN ONPELENSAIOTCA KAMEHUCTON
NAOTHOCTY 06pa3oBaHus. XXeNyHbliA Ny3bipb YBEINYEH C Ha-
JiM4nemM B 061aCTU LLIENKM XONECTEPUHOBLIX KOHKPEMEHTOB.

Mopdgonornyeckoe wuccnepgoBaHne y[aaeHHON
4acTu nNe4YeHu: KNCTO3HbIe NBMEHEHMS MPOTOKOB yaaseH-
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Puc. 5. MakponpenapaT pe3eunpoBaHHbIX CErMEHTOB
JIEBOI [ONN NEeYeHN, B NMPOCBETE PaCLUMPEHHBIX XeNYHbIX
NPOTOKOB — XONIECTEPUHOBBLIE KOHKPEMEHTBI.

HOW 4aCTW NEYEHN C UCTOHYEHNEM N U3MEHEHNEM MAKPO-
CTPYKTYpbI MX CTEHOK. BeCcb NpocBeT NpOTOKOBOro “Aepe-
Ba” BbINOJIHEH XOJIECTEPVMHOBBLIMY KaMHsiMK, Haubonee
KPYMHbIA HenpaBuibHOM GopMbl B 061aCTV CAUSHUSA cer-
MEHTapHbIX NPOTOKOB padMepom A0 3 cm (puc. 5).

Mpu rucronornyeckom uccriegoBaHnn 0OaNOYHbLIN
PUCYHOK CTPOEHMUS TKaHW MEYEHU COXPaHEeH, OTMeYeHbl
YMEPEHHO BbIPAXEHHOE paclunpeHune 1 ¢Grnbpos noptab-
HbIX TPAKTOB. YacTb BHYTPUNEYEHOYHbIX XXENYHbIX MPOTOKOB
KWCTO3HO pacLUMpeHa, NOIOCTU VX BbICTNAHbI LIUANHAPUYE-
CKUM 3NUTENMEM C SIBAIEHUSIMU Tunepnnasun, B NPOCBETE
HaxXOOUTCS CrylleHHasi Xenub, dopmMupyloas Markme
Xen4yHble KOHKPEMEHTbl. CTEHKN pPaCLUMPEHHbIX XENYHbIX
NPOTOKOB YTOJILLEHbIl, CKNePO31POBaHbl, C BbIPAXEHHON
04aroBo-Anddy3HoONn NMMOONIA3MOLNTAPHON NHPWIIb-
Tpaumen. 3akmoveHne: BK.

BaknoyutensHbii anarHo3: BK. W3onuposaHHas
dopma ¢ nopaxeHnem nesor Joan nevexHu, ¢ Gopmmposa-
HMEM BHYTPUMPOTOKOBBLIX KOHKPEMEHTOB. KasnbkynesHblii
XONEUNCTUT.

3akniodyeHue

YunTblBas BbICOKYIO BEPOSITHOCTb MaMrHU3aumm
npu MoHonobapHo dopme BK, uenecoobpasHbiM
ABNIAETCHA NPOBEAEHME BCEro KOMMaekca AnarHoc-
TUYECKOro anropMtMa MUCCNenoBaHMsa C MCNONb30-
BaHMem meTonoB Y3WU, KOMMbIOTEPHOM N MarHNUTHO-
pe3oHaHCHON Tomorpadpum ¢ npoBeaeHnem MP-
xonaHrunorpadumn. JaHHble MeTOAbl NCCEO0BaHMUS,
OONONHAA Apyr gpyra, no3BONSOT JIOKaNIM30BaTb
N YTOYHUTb PAcNPOCTPaAHEHHOCTb MELLIOTYaTOro pac-
LUMPEHNS XEN4YHbIX MPOTOKOB, BbIABUTbL U MOATBEP-
OUTb CTPYKTYPY BHYTPUMPOTOKOBLIX KOHKPEMEHTOB,
a Takxke UCKIJII0YUTb, Kak B JAHHOM Cryyae, uan 3ano-
003pUTb MaNUFHU3ALUMI0 B U3MEHEHHOW CTPYKType
NPOTOKOB 1 NMaPEHXUMbI MEYEHN.
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