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Llenb: npooeMOHCTPUPOBATb CIOXHOCTU OMArHOCTUKU U JIEYEHUS MauneHTa C TAXeNbIM BHYTPUMNEYEHOUYHbIM XO-
JNIaHrMONUTNA30M.

OCHOBHbIe NONOXeHUsA. [epBUYHLIN CKIEPO3MPYIOLWWIA XONaHITMT — XPOHMYECKOe Mporpeccupylollee 3abo-
JIEBaHME MEYEHUN, KOTOPOE XapakTepuayeTcs AECTPYKTMBHbIM BOCNaNeHNeM 1 GpUOPO30OM B XENYHbIX MPOTOKAX,
YTO MOXET MPUBECTU K BUNMAPHBIM CTPUKTYpPaMm, BTOPUYHOMY OMIMApHOMY LIMPPO3Y, NOPTaIbHOW rMNepTEH3UN
1 NEYEHOYHOWN HEAOCTATOYHOCTUN. XONaHrmonmTas Bctpedaetcs 605ee 4emM B NOJSIOBUHE CNy4aeB Npu NEPBMYHOM
CKJIEPO3UPYIOLLEM XONTAHTUTE U MOXET ObITb Kak OCOXHEHNEM, TakK Y NMPUYMHON BTOPUYHOIO CKIEPO3NPYIOLLETO
XO0JlaHrTa, NoAAEPXMBas BOCMASIEHME B NMPOTOKaX M CNocobCTBYS 06pa3oBaHUI0 KOHKPEMEHTOB. VI3BECTHbLI reHe-
TUYeCKMe MyTauumn, crnocoBCTBYIOLLME PA3BUTUIO XENMYHbLIX KAMHEN Y MOJIOAbIX NALMEHTOB, B TOM YUCIE XONENUTUN-
asa, acCouMMPOBAHHOIO C HN3KNUM cogepxaHnem docdonnnmpos. HECMOTPA Ha LUMPOKUIA CMEKTP COBPEMEHHbIX
METOA0B JIy4EBOWN U SHAOCKOMNYECKON ANArHOCTUKM, NO-NPEXHEMY BO3HUKAIOT TPYOHOCTU B NpoBeaeHnn andode-
peHunanbHOM AMarHOCTUKN 3a60NEBAHNIA XENYHbIX NPOTOKOB. B AaHHOWM cTaTbe NpeacTaBieHO KIIMHUYECKOE Ha-
6noneHne naumeHTa 39 neT ¢ NEPBUYHBIM CKIIEPO3MPYIOLLIMM XONaHTUTOM, AUCINMNOEMUENA U MHOXECTBEHHbLIMU
XOJIAHTMOINTAMM B XENTYHOM Ny3blpe, BHYTPU- N BHEMNEYEHOUHbIX XEYHbIX MPOTOKAaX.

3aknioueHue. NpeacraBneHHOE KIMHNYECKOE HAabNOAEHME NOKa3bIBAET TPYAHOCTU B OLIEHKE NaToreHesa, Bol6o-
pe AMarHoCTUYECKO 1 NIe4eBHOM TaKTUKN Y MAUMEHTOB C TSXKESbIM BHYTPUNEYEHOUYHBIM IMTUA30M, KOTOPbIA MOXET
MMUTUPOBaTb HOBOOOPa3oBaHWe nevyeHn. CoyeTaHne HEMHBA3UBHBLIX M 9HOOCKOMMYECKUX METOO0B — MarHUTHO-
pPEe30HaHCHOM ToMOorpadumn, MarHNTHO-PE30HAHCHOW XONaHrmonaHkpeaTorpadun, aHAOCKONMMYECKOW peTporpas-
HOW XOoNaHronaHkpeaTorpadum N XoNnaHrMoCKoNun — okasbiBaeTcs Hanbonee apPekTUBHbLIM Kak C AMarHoCTUYe-
CKOM, Tak 1 C N1Ie4eBHOM TOUKN 3pEHMS.

Kniouesble cnoBa: NepBUYHbLIA CKIIEPO3UPYIOLLIMIA XONAHTUT, XONENUTNA3, XONaHrnT
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Aim: to highlight the challenges of diagnosing and treating a patient with severe intrahepatic cholangiolithiasis.

Key points. Primary sclerosing cholangitis is a chronic progressive liver disease characterized by destructive in-
flammation and fibrosis in the bile ducts, leading to biliary strictures, secondary biliary cirrhosis, portal hypertension
and liver failure. Cholangiolithiasis occurs in more than half of cases of primary sclerosing cholangitis and can be both
a complication and a cause of secondary sclerosing cholangitis, maintaining inflammation in the ducts and facilita-
ting stone formation. Genetic mutations are known to contribute to the development of gallstones in young patients,
including low phospholipid-associated cholelithiasis. Despite the wide range of modern methods of radiological
and endoscopic diagnostics, there are still difficulties in differential diagnostics of bile duct diseases. This article
presents a clinical case of a 39-year-old male patient with primary sclerosing cholangitis, dyslipidemia and multiple
cholangioliths in the gallbladder, intra- and extrahepatic bile ducts.
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Conclusion. The presented clinical case demonstrates the difficulties in assessing pathogenesis, choosing diag-
nostic and therapeutic approaches in patients with severe intrahepatic lithiasis that may mimic hepatic neoplasm.
Combination of non-invasive and endoscopic methods, such as magnetic resonance imaging, magnetic resonance
cholangiopancreatography, endoscopic retrograde cholangiopancreatography, and cholangioscopy, appears
to be the most effective both diagnostically and therapeutically.
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Kimnuyeckuii cayyaii

[Mawent U., 39 7er, rocnuTamn3upoBaH B OTAeJIe-
HUE TemaToornd KIWHWKM TIPONEeNEeBTHKE BHYTPEH-
HUX O6ojie3HEl, TACTPOIHTEPOJIOTUM W  TeNnaToJOTuu
nm. B.X. Bacunenko mig Bepudukamuy uarHosa.
AKTHBHBIX Kajl06 He mnpeabsaBisi. OQuH TOJ Haszal
y TalMeHTa BO3HUKJA KapTHHA MEXaHWIeCKOH KeJl-
tyxu (o6umii Gumpy6un — 172,8 MEMOsb/ 71, HOP-
Ma — 10 21 MKMOJIb/J), KOTOpas COIPOBOKIATIACH
IOBBIIIEHNEM aKTHBHOCTU TpaHcaMuHas (acmaparum-
amuHoTpaHcdepaza — 585 Ex/n, Hopma — 10—
40 Epn/n; anmanmn-amunorpancdepasza — 491 Enp/m,
Hopma — 10—40 En/n). Ilpu yibTpasByKOBOM WHC-
CJIE/IOBAHUM OPraHOB OPIONIHONM TOJIOCTU BBISIBJIEHO
paciupeHie BHYTPHUIIEYEHOUHBIX >KETYHBIX TIPOTOKOB
JI0 4 MM, eIMHUYHbIE MEJIKNe KOHKPEMEHTBI KETIHOTO
My3bIPsl, HATMYKE CAJKA U PacIIUpeHne OOIIero JKemd-
Horo mpoToka 10 9—10 mm. CocrosiHue OBITIO pacIieHEHO
KaK CTEHO3WPYIOIUI ManJUIIT, TPOBEJIEeHA MAH/LIOTO-
MHS U yJajleHre KOHKPEMEHTOB OOIIETO KEeJYHOTO MPO-
TOKA C PEKOMEHJIAINEN BBIOJHEHUST XOJIEICTIKTOMUN

nocjie CTHXaHusl Bocmajsenus. B mporecce moo6eseno-
BaHUA II€pe] XUPYPIHYECKUIM BMEIIATeJbCTBOM MAal[H-
eHTy ObUIa BBIMOJHEHA MATHUTHO-PE3OHAHCHAS TOMO-
rpaduss (MPT) (puc. 1), npu KoTopoil B apeHXuMe
nedeny ObLIM BBIABJICHBI HEMHOTOYUCIEHHBIEe T2-rumo-
(puc. 1a), T1-runepunrencusnbie (puc. 16) o4arosbie
06pa30BaHUsT C MAKCUMAJIBHBIM Pa3MepoM /10 3,2 % 2,4 cM,
c1a60  HAKAIJIMBAIONIME MATHUTHO-PE3OHAHCHOE KOH-
TPACTHOE CPEACTBO IPEUMYIIECTBEHHO 10 mepudepun
(puc. 1B), m GbBLIO BBICKA3AHO MPETONOKEHHE O BO3-
MOKHOM HEOIJIACTHYECKOM Xapakrepe odaros (Meracra-
3bI C TEMOPPArHYECKUMH YUACTKAMH).

[Tarment GbLT HaUpaBleH B OHKOJOTHYECKOE J€-
yeOHOE yupexjaeHue, rae mocje Ttposeneruss MPT
6promuoii mostoctn (puc. 2, 3) TpakTOBKa XapaKTepa
NOPayKEHUs TEYEHN U JKENYHBIX ITPOTOKOB OblLaa M3Me-
vena. [Ipu MPT B obenx m0/igX Tie4eHH OTMEYAIOChH
yMepeHHOe HepaBHOMepHOe (hOKaJbHOE YETKOOOpasHoe
paclIupeHne BHYTPUIIEYCHOUHBIX OKETYHBIX IPOTO-
koB (puc. 2a), KoTOpble GBUTM 3aMoJHEHbI HEOTHOPOI-
HBIM COAEPKMMbIM ¢ HaumuneM T1-THIepUHTeHCUBHBIX

Pucynox 1. MPT 6promHoit osioctu B akcuaibHOl mpoekiuu ot 22.11.2022 r. B mapenxuMe nedeHn Ha rpaHuiie
III-IV cermentos onpegensiorca T2-runo- (a — T2-B3pemennoe unzobpaxienue B nocaegosareabnoctn HASTE),
T1-runepunrencusnbie (6 — natusHoe T1-3Bemennoe VIBE-uzo6paxenue) ouarossle o6pasosanus (CTpesku), cia-
60 HaKAIIMBAIOIe MATHUTHO-PE30HAHCHOE KOHTPACTHOE CPEACTBO, NIPEMMYNIECTBEHHO 110 nepudepun (B — I10CT-
kontpactioe T1-sBemennoe VIBE-uso6paskenue B nopraibuyio ¢asy)

Figure 1. MRI of the abdominal cavity in axial projection from November 22, 2022. In the liver parenchyma
at the border of III-IV segments, T2-hypo- (a — T2-weighted image in the HASTE sequence), T1-hyperintense
(6 — native T1-weighted VIBE image) focal lesions (arrows) are determined, weakly accumulating magnetic
resonance contrast agent, mainly along the periphery (8 — post-contrast T1-weighted VIBE image in the portal

phase)
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Pucynox 2. MPT 6pronraoii mosoctit ot 07.12.2022 r. IIpu MarHUTHO-PE30HAHCHOI XOJIAHTHONAHKpeaTorpaduu
(a) BHYTpUIIEYUEHOYHBIE JKEJYHbIE POTOKHM B 00€MX [0JAX IIeYeHH YMEPEHHO HEepaBHOMEPHO (POKAIbHO YeTKOOOpas-
HO PAaCIIMPEHbI, UMEIOT MHOJKECTBEHHBbIE PAa3HOYPOBHEBbIE /1e(DEKTHI 3allOJHEHHS TPOCBETA, KOTOPLIM HAa HATHBHBIX
T1-BsBewennbix VIBE-uso6paxennsax coorserctsyior T1-runepunrencushbie (6, B — HaTuBHble T1-B3BeleHHbIE
VIBE-uso6pakeHus, akcuaibHas NPOEKIst) BKIoYeHnst (CTPesK) — CrycTKU MyLUHA WM IIUTMEHTHbIE XOJIAHTHOIUTDI

Figure 2. MRI of the abdominal cavity from December 7, 2022. Magnetic resonance cholangiopancreatography
(a) shows that the intrahepatic bile ducts in both lobes of the liver are moderately unevenly focally lenticularly
dilated, have multiple multilevel defects in filling the lumen, which on native T1-weighted VIBE images correspond
to T1-hyperintense (6, 8 — native T1-weighted VIBE images, axial projection) inclusions (arrows) — mucin clots

or pigmented cholangioliths

prodeHnii (puc. 26—B), COOTBETCTBYIONIUM TyCTOMY
MYIIUHY WM MTUTMEHTHBIM XOJAHTHOINTAM.

[Tpu aTOM CTAJIO OYEBUIHO, YTO OMKUCAHHBIE TIPH TIEP-
BOM HCCJEJOBAaHUN OYaroBble OOPa30BaHUS IIPE/ICTAB-
JITIOT OGO CyTIpacTeHOTHYECKHEe  GaJIOHOOGPA3HbIE
pacHIMpeHus JKeJYHBIX TPOTOKOB, CYOTOTATBHO 3arioJi-
HEHHbIE TUTMEHTHBIMU XOJAHTUOIUTAMU Ha (DOHE MUHU-
MaJIbHOTO o6beMa >KuaKoil sxemran (puc. 3).

Opnako panabie MPT He 1mo3BoJIITH [JOCTOBEPHO
UCKJIIOUNTD HEOIUIA3WI0 B JOMWHAHTHBIX CTPUKTYpPax,
B CBSI3U C 4eM NOTPe6OBaIOCh A000CTeJ0BaHNE — WUC-
CJIe/IOBaHME OIIYXOJIEBBIX MapKepoOB W MepopaibHas
TPAHCHANWJIISPHAS XOJAHTHOCKOIMS ¢ OHOIICHEN.
YpoBHU OHKOMapKepoB ObLIN B TIpefiesax pedepenc-
HbIX 3HavyeHuii. [Ipu sHJOCKOMYECKOIl peTporpaiHoil
xomanruorpadgun (puc. 4a) 6bia BBIABIEHA KJIACCH-
YecKast KapTUHA CKJIEPO3UPYIONIEr0 XOJaHTUTa — YeT-
KooOpasHas fedopMaiys BHYTPH- U BHEEYEHOYHBIX
JKEJTYHBIX TIPOTOKOB; KOHKPEMEHTHI OBLIU PEHTreH-He-
ratruBHbiMH. [Ipm XosaHrmockonuu Ha QoHe cau3u-
cToli ¢ MpU3HaKaMu BocNaleHus 1 ckjaeposa (puc. 4B)
ObLTM  BBISIBJICHBI ~ MHOKECTBEHHbBIE — TTMTMEHTHDBIE
KoHkpeMentbl (puc. 46, B, 1), Haun6ojee KpyIHbIE

U3 KOTOPBIX IIOABEPIJIMCH JUTOTPHUIICUU C MOMOIIbIO
TysmeBoro gasepa (puc. 41, e, x). Bbuta nposegena
IETOYHAS 1 IUNIOBasg GUONCHS C YYACTKOB M3MEHEH-
Holl ciusucroii (puc. 4r).

PesybTaThl IUTOJOTMYECKOTO UCCJIEOBAHUST CJIH-
3UCTON JKEJYHBIX MPOTOKOB COOTBETCTBOBAIU TIPO-
sudepalii  SIUTENUS ¢ BOCIATMTEIbHON HHMUIb-
Tparmeii. Imcrosornueckn oOGHApY>KEHBI MPU3HAKU
NOJIMMOP(HOKIETOUHOH — BOCIATUTEIbHON — WH(UIb-
Tpaluu CJAU3UCTOW C TUllepiiazueil nepuduanap-
HBIX JKeJIe3, OIyXO0JIEBOrO POCTa BbISIBJEHO He ObLIO.
[ManuenTy GbLIN HA3HAYEHDBI MPEHAPATHI YPCOAE30KCU-
xoJsieBoit kucaotel B 103e 1000 mr B cytru. [Ipu MPT,
BBIMOJHEHHONU TOJ[ CITYCTSI, COXPAHSIOTCS HMPU3HAKU
CKJIEPO3MPYIOIEro XojaHrura (depegoBaHUEe CTPHK-
TYp 1 (POKANBHBIX PACHIMPEHUH JKENYHBIX TTPOTOKOB),
OJTHAKO OTMEYAETCsl yMEHbIIIEHNE Pa3MepoB HauboJiee
KPYITHOTO KHUCTO3HOTO PACIIUPEHUST JKETIHOTO MPOTO-
ka IV cermeHTa, yMeHbIIEHHE KOJMIECTBA 1 PA3MEPOB
XOJIAHTHOJIUTOB B €r0 TOJOCTH, 3alOJHEHUE €T0 KeJi-
ypio (puc. 5). [Ipu3HaKM XPOHMYECKOTO MaHKpeaTuTa
(pasMepbl MOKETYI0UHOM KeJTe3bl «TONOBKa,/ Tesno,
xBocT» — 3,7/2,8/3,8 ¢M COOTBETCTBEHHO), a TaKKe
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Pucynox 3. MPT 6piomHoii nosioctu ot 07.12.2022. /lanHble MarHUTHO-PE30HAHCHON XOJIAHTHONAHKPeATOrpadun
(a) u cyGrpakunonnbix nocrkouTpactubix T1-3Benenbix VIBE-uzo6paxenuii (1) ¢BUIETENbCTBYIOT B 110Jb3Y TOTO,
yro T2-rumo- (6), T1-rumepunrencusroe (B) owaroBoe oGpasosanme B IV cermenrte medenu (CTpenku) TpeacTaB-
JsieT co60f CYmpacTeHOTHYECKOe GAIOHO0Opa3HOe PACIIUPEHHe KEeJIHOTO MPOTOKa B IV cerMenTe, 3amoJHEHHOE
xomanruoautamu (a) W HaKaIIMBaoIee MarHUTHO-PE30HAHCHOE KOHTPACTHOE CPEACTBO TOJIBKO cTeHKamm (r): a —
MarHUTHO-PE30HaHCHast XoJaHruonankpearorpadus (pekoHcTpykius nporoka B IV cermenre); 6 — pexum T2 ¢ mo-
nasienueM kupa, meron BLADE, koponapuas mpoekims; B — HaruBHoe T1-B3Bemennoe VIBE-usoGpaskenie,
KOpOHApHAast MPOEKIUsT; T — cyOTpaknuonHoe nmoctkouTpactHoe T1-B3Berrentoe VIBE-u3o6paskeHne B OTCPOIEHHYIO
dazy, KopoHapHasT MTPOEKITS

Figure 3. Abdominal MRI from December 7, 2022. Magnetic resonance cholangiopancreatography (a) and
subtraction post-contrast T1-weighted VIBE images (r) data indicate that the T2-hypo- (6), T1-hyperintense (B)
focal formation in the IV liver segment (arrows) is a suprastenotic balloon-shaped dilation of the bile duct in the
IV liver segment filled with cholangioliths (a) and accumulating magnetic resonance contrast agent only by its
walls (r): a — magnetic resonance cholangiopancreatography (IV segment duct reconstruction); 6 — T2 mode with
fat suppression, BLADE method, coronary projection; 8 — native T1-weighted VIBE image, coronary projection;
r — subtraction post-contrast T1-weighted VIBE image in the delayed phase, coronary projection

Pucynox 4. IDHIOCKONUYECKass PETPOTPAHAS XOJAaHTHOMAaHKpearorpadus, TMepopasbHAs TPAHCHANUJISPHAS XO-
JIAHTHOCKONUS ¢ GUOTICHEN, JUTOTPUIICHEN W JIUTOIKCTPAKINEH: a — PeTPOrpajiHasl XOJAHTHOTPaMMa, MPU KOTOPOi
BU3YQJIM3UPYIOTCS XKeJYHbIe TPOTOKHU € HATMYUEM MHOKECTBEHHBIX PAaCHIMPEHUH 1 Cy>KeHHi, KOHKpEeMEeHTbl PeHTTeH-
HeTaTuBHbIE; 6 — BbBIJEJEHNE XKeaUN ¢ MMUTMEHTHOW B3BECHIO B MPOCBET ABEHAAIATUTIEPCTHON KHUITKHU TIPU KAHIOJS-
1IN XOJIE[I0XA; B — IHUIMEHTHbIE KOHKPEMEHTH Ha (DOHE M3MEHEHHOI CIM3UCTOW; T — MUNIOBast GUOICHS CTEHKU
NPOTOKA, A—3K — 3Talbl JUTOTPUIICHHU C IIOMOIIbIO TYyJUEBOTO Ja3depa: [ — Mo/Be/leHe KBapIeBOI0 ONTUYECKOTrO
BOJIOKHA K KOHKPEMEHTY, € — HauaJo BO3JENCTBUS, K — B3BeCh U3 (DPArMeHTOB KOHKPEMEHTA MOCJ/Ie BO3/IENHCTBUS

Figure 4. Endoscopic retrograde cholangiopancreatography, oral transpapillary cholangioscopy with biopsy, lithotripsy
and lithoextraction: a — retrograde cholangiogram, which visualizes the bile ducts with multiple dilations and
constrictions, X-ray negative stones; 6 — the release of bile with a pigment suspension into the lumen of the duodenum
during cannulation of the common bile duct; B — pigment stones against the background of altered mucosa; r —
forceps biopsy of the duct wall, 1—x — stages of lithotripsy using a thulium laser: 1 — introduction of a quartz optical
fiber to the stone, e — onset of the exposure, :x — sludge of stone fragments after the exposure
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Pucynox 5. [lunaMuka BHyTPUIIEYEHOUYHOTO XOJIaHTHOMNTHA3a 1Mo AaHHBIM MPT. BamnonHo06pasHo pacmupeHHbIiH
npotok IV cermenta (CTpesKKM) YMEHBIIMICA B padMepax, CTEHKU €ro B MeHbIIell CTelneHd HAKAIIMBAIOT MarHUTHO-
pEe30HAHCHOe KOHTPACTHOE CPEICTBO, B MPOCBETE OCTAJINCH €INHWYHbIE MTUTMEHTHBble KOHKPEMEHTHI, OH 3alloJTHEeH
MIPENMYTIECTBEHHO JKUAKOM Kemublo: a—T — 07.12.2022, 1—3 — 14.12.2023; a, 1 — T2-B3Benienuble n300paKeHs
¢ mogasienueM xupa, Mmerog BLADE, akcuanbnas npoekiusg; 6, e — HatuBHble T1-B3Beniennbie VIBE-uzo6pakenus,
aKcuaJbHas MPOEKNNs; B, K — CyOTPaKI[MOHHBIEe TOCTKOHTpacTHBIe T1-B3Bemmenunle VIBE-n306paskenns B mopTasb-
Hyo (ady, akcuanbHas NPOEKIUs; I, 3 — MaTHUTHO-DE3OHAHCHas XojaHruonankpearorpadusa (PeKoHCTPYKIUsS
nporoka IV cermenTa)

Figure 5. Dynamics of intrahepatic cholangiolithiasis according to MRI data. Over time, the balloon-like dilated
duct of the IV segment (arrows) decreased in size, its walls accumulate the magnetic resonance contrast agent
to a lesser extent, single pigment stones remained in the lumen, it is filled mainly with liquid bile: a—r —
December 7, 2022, 1—3 — December 14, 2023; a, 1 — T2-weighted images with fat suppression, BLADE method,
axial projection; 6, e — native T1-weighted VIBE images, axial projection; B, sk — subtraction post-contrast
T1-weighted VIBE images in the portal phase, axial projection; r, 3 — magnetic resonance cholangiopancreatography
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(reconstruction of the duct in the IV segment)

pernoHapHoi JuM@aIeHONATH! 32 TO/l He TIPeTepIesTH
CYIIECTBEHHON AMHAMUKHU.

W3MeHeHus JIMOUAOTPAMMbBI COOTBETCTBOBAJIH T'H-
nepaunnugemun [1b dpenoruna mo Mpeapukcony: xoe-
crepuH — 9,7 Mmomb,/ 11 (HopMa — < 5,2 MMOJIb,/J1), TPH-
rimnepuast — 2,39 Mmmosts,/ 1 (HopMa — < 1,7 MMoJtb,/ 1),
XOJIECTEDUH  JIUIIONIPOTEUHOB BBICOKOW IIJIOTHOCTH ——
2,15 mmMoumb,/ 1 (HopMa — > 1,2 MMOJIb,/J1), XOJIECTEPHH
JINTIOTTPOTEMHOB HMU3KON TLIOTHOCTH — 6,25 MMOJB,/ T
(HopMa — < 3,0 MMOJIb/ 1), XOJECTEPHH JIUIIONPOTEH-
HOB OY€Hb HHU3KOU IIOTHOCTH 1,09 mmomb,/ 1 (HOP-
Ma — 0,19—0,77 MmMoub,/ ).

N3amenennss Oblid  MOJO3PUTENbHBI B OTHOIIIE-
HUN  TIEPBUYHOTO  CKJIEPO3UPYIOLIero  XOJIaHTHUTa,
OCJIO’KHEHHOTO  NIMTMEHTHBIM  XOJIAHTHOJUTUA30M.

Hopmanbubie ypoBuu IgG4 B cbIBOpOTKEe TIpU [IBY-
KPaTHOM Ollpe/ieJIeHUN JieJ1ali MaJIOBEePOSITHBIM IIpe/-
nosiokenne o IgG4-acconMMpoOBaHHOM CKJIEPO3HUPYIO-
11eM XOJIaHTUTe.

[TynkimonHnas OuOIICHS HeYyeHH II0Ka3aaa MHOTO-
YHCAEHHBlE 3ISTIONTe OIIHapHbIe PO3eTKH  Tema-
touutoB (puc. 6). IloprasbHble TPaKTbhl yMEPEHHO
paCIUpPeHbl, BBITSHYTHI, €J1a00 WHOWIBTPUPOBAHBI
nuM@o-MakpodaraJbHbIMU  3JIEMEHTAaMU € [IpUMe-
CbI0 eIMHUYHBIX JIEHKOIINTOB. BbISBIEHbI MPHU3HAKN
XOJIAaHTHOIIATUN: HEPABHOMEPHOE CYyXKeHHe IpOoCcBe-
TOB JKEJYHBIX TPOTOKOB, YMEPEHHDBIN MOJUMOPdOU3M,

OTeK, HepaBHOMepHOe paclipe/ieleHIe I JeCKBaMaIlis
OUINAPHOTO  AIUTETHS, CJAOBIH  HMePUIYKTATbHbBIN
ckyepos (puc. 7), 1 04aroBoit posmdepann MeJTKIX
JKETYHBIX TIPOTOKOB M0 Tepudepun TpakToB. B cren-
KaxX OT/AEJbHBIX MEXIOJHKOBBIX KETUYHBIX ITPOTOKOB
ouaroBasi  JUMMOUHO-KJIETOUHAS  WHOUIbTPAIHS
C TIPUMEChI0 eIMHUYHBIX JielikoinToB. Ha tepputopun
6 nmopranpubix TpakToB (13 11, 35 %) KeauHble IPO-
TOKH He ONPEIE/ISIIICE.

[Tanenp ayTOMMMYHHBIX TIOKa3aTesjeil He BbI-
SIBMJA TPU3HAKOB CEPOINO3UTHBHOTO ITIEPBUYHOTO
6UINAPHOTO XOJAHTUTA WJIM AyTOUMMYHHOTO Trela-
tuta. Ha OCHOBaHWM TMPOBENEHHBIX HCCIETOBAHUN
nanueHTy ObLI YCTAHOBJIEH [IMATHO3: COUEMAHHBIE
3aboae6anus: TEPBUYHBIH CKJIEPO3UPYIONMHA  XO-
JIAHTUT C TIOpPaKeHWeM BHYTPH- M BHENEYeHOUHDIX
JKEJYHbIX TIPOTOKOB; JKEAUHOKAMEHHAs 00J1e3Hb:
CJIQJIK JKEJTYHOTO MY3bIPsi, BHYTPHUIIEUEHOUYHBIH CMe-
MIaHHBIN XoJIaHTHOJNTHA3. llpoBegeHa aHIOCKO-
NUYecKass PeTPOrpajHas XOJAHTHO-TIAHKPeaTorpa-
¢us, sHEOCKOMMYECKas MANMHIOCHUHK-TEPOTOMHUS
¢ JIUTOIKCTpakimeidr B ceHrsiope 2022 r. u JuTO-
tpuricueii B Mapte 2023 1. CyrowyHasi mosa ypco-
JIe30KCUXO0JIEBOM KHUCJOTHI yBenudeHa jgo 1250 mr
(13 Mr/kr/cyt.). PeKoMeHI0BaHO TPOBeIeHUE Jia-
60pPaTOPHO-UHCTPYMEHTATBHON OIEHKH JAMHAMHUKI
yepe3 3 MecsIla.
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Pucynox 6. HepaBHOMepHO pacuimpeHHas, 3usionias
6uamapHas po3eTKa TeNaToINTOB; OKPAacKa: TeMaTOKCH-
JuH u s03uH, x200

Figure 6. Unevenly dilated, gaping biliary rosette
of hepatocytes; hematoxylin and eosin staining, x200

Oocy:kaenne

MaruutHo-pe30HaHCHAS  XOJIAHTUOMAHKPeaTorpa-
¢ust o6sazaeT BHICOKOI YYBCTBUTENBHOCTBIO M CIEIN-
(UYHOCTBIO TIPU JMATHOCTHKE TEPBUYHOTO CKJIEPO3U-
pytomero xomanrura (0,86 u 0,94 cooTBeTCTBEHHO)
[1], TeM He MeHee He Bcerga ygaercsl AOCTUYb Ha-
JIeKHON  BU3YAJIM3alUN  KEJYHBIX TPOTOKOB [2].
[TosToMy B IPOTHBOPEYMBBIX KJIMHUYECKUX CIYYASX,
0CO6EHHO TIPU TIOI03PEHNN HA HEOIUIa3Wio, PEeKOMEeH-
JyeTcsT BBITIOJIHEHNE 9HAOCKOINYECKON PeTporpaHon
xosanruonankpearorpadguu [2], koTopas Takxke paer
BO3MOXKHOCTb TIOJTyYEHUSI ITUTOJIOTHYECKOTO U THCTO-
gornueckoro marepuana [3]. C apyroit cTopoHbl, 2H-
JIOCKOTINYECKHe BMENIATeJbCTBA HA SKETYHBIX MPOTO-
KaxX TPeOYIOT BBITIOJTHEHUS TATTUILIO-COUHKTEPOTOMUK
U, COOTBETCTBEHHO, MOBBINIAIOT PUCK BOCXOSIIEH UH-
dekim, KoTopas sBJsgercsd BaXHbIM (akTopoM dop-
MUPOBAaHUS TaK HA3bIBAEMBIX KOPHYHEBBIX ITMTMEHT-
HBIX KaMHEeH B IPOTOKOBOW CHCTEME.

XoJjanruonmTas Berpedaercst y 51—56 % 6oJib-
HBIX TIEPBUYHBIM CKJIEPO3UPYIONIMM XOJIAHTHTOM [4,
5], oco6eHHO TOCJe YCTAHOBKU CTEHTOB, HAPYKHBIX
JpeHakell, HAIOXKEHUS XHUPYPrHYeCKUX aHACTOMO-
30B. B xoze uccaenoBanusi, nposegenaoro B. Jubran
et al. [6], 6bu0 OGHApPY’KEHO, YTO COIYTCTBYIOIIEE
HAJIMYKMe KOHKPEMEHTOB B JKETYHOM IY3bIpe U 06IIeM
JKEJTYHOM TIPOTOKE OBbLIO 3HAYMTEJHHO BBINIE y TIAIU-
€HTOB C BHYTPHMIIEYEHOYHBIMU KOHKpeMentamu (45 %
vs. 19 %; p < 0,001). Kpome Toro, B TpyIIe ¢ BHY-
TPUIIEYEHOUYHBIMU KOHKPEMEHTAMU OTMEYEHO GOJIbIliee
KOJIMYECTBO CJTydaeB Bocxoasmiero xouanrura (50 %
vs. 20 %; p < 0,001), xomauruokapuuuomst (8,75 %

Pucynox 7. Xonauruonatus (1) u nepuayKraibHbIi
ck1epos (2); okpacka: nukpocupuyc, x200

Figure 7. Cholangiopathy (1) and periductal sclerosis
(2); picrosirius staining, x200

vs. 4 %; p = 0,1), a TakKe MAIMEHTBI JAHHON TPyI-
IIBI Yallle HYK/IAJUCh B TIPOBEJIEHUN HTOCKOITUYECKOIT
perporpaaHoii xomanrunonankpearorpapun (50 % vs.
35 %; p = 0,020) u Tpancrianranuu (26,3 % vs.
12,2 %; p < 0,001).

XOJIaHTHOIUTHA3 MOKET OBbITh KaK OCIOKHEHH-
€M TIEPBUYHOTO CKJEPO3UPYIONIEr0 XOJAHTHTA, TaK
U SBJASATHCS TMPUYMHON BTOPUYHOTO CKJIEPO3UPYIONIEr0
XOJIAHTUTA, YTO CO3/IaeT CJIOXKHOCTU B YCTAHOBJEHUU
nuarnosa [7]. Kpome Toro, cymniecTBYIOT TeHETUYECKIE
dakropsl, croco6eTByoOIne 06PA30BAHUIO KOHKpE-
MEHTOB JKEJYHBIX ITPOTOKOB. Harmpumep, xoJsenurnas,
ACCOIMMPOBAHHBIN C HU3KUM cojep:kanueM ¢docdo-
munugos (low phospholipid-associated cholelithiasis,
LPAC), o6yciosien myrarumeii rena ABCB4, pacro-
JIOKEHHOTO Ha 7-ii XpoMocoMe, B 21-M JIoKyce, KOIH-
pyoiitero 6esok MDR3, KOTOpBIil SIBJISIETCS TIEPEHOC-
qrKOoM (pochaTHINITXOTMHA U3 TeNaTOINTA B JKETIHBIH
KaHaJIel] Ha YPOBHe OUJIMAPHOrO TI0JII0CA TenaToIuTa
[8, 9]. 3aGoneBanue HPoSIBJISETCS B BO3pacTe MOJO-
ke 40 ser, XxapakTepHO HaJW4YNe BHYTPHUIIEYEHOTHBIX
TUTIEPIXOTEHHBIX 04aroB, CJAaJKa WM MUKPOJNTHA3A,
HOSIBJIEHNE PeluNBa OWIMApHBIX cuMITOMOB (Kes-
TyXa, JKeJYHasT KOJIMKA, XOJIAHTHUT, OCTPBIH IaHKpe-
arut) mocye xosenuctakromun [8, 9]. Ilogospenue
Ha LPAC Bo3HuKaeT TpHM HaJnIuM 10 KpaiiHel
Mepe JIBYX BbLINIEYKA3aHHBIX MPU3HAKOB Yy MallueH-
TOB € XOJIECTEDUHOBBIMU KAaMHSIMH B KEJTYHOM ITIy3bI-
pe. XapaKTepHbIMU CHMITOMaMU B Jle6ioTe SIBJISIOT-
cs xXojenuThasd M KeauHas Koswuka. Jlewenne LPAC
BKJIIOYaeT B ce0sl TTPUMEHEHUE YPCOAE30KCHXOIEBOI
KUCJOTBI M XoJjectupamuna. CiieyeT oCyIecTBIISITh
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muddepeHIIaNIbHYI0  AUArHOCTUKY C  HEePBUYHBIM
CKJIEPO3UPYIOIINM XOJAaHTUTOM 1 6oJie3HbIo Kaposn.

3akaoueHue

OcCo6eHHOCTh JAaHHOrO HaOIIOAeHuda — Hajluyue
y malgeHTa MOMHMO MHOKECTBEHHbBIX XOJAHTHOJHUTOB
B JKEJYHOM My3bIPe, BHYTPHUIIEYEHOUHBIX MPOTOKAX
U O6IIeM >KEeJYHOM IPOTOKE KPYIHBIX CYIPACTEHO-
THYECKUX GaJUIOHOOOPA3HBIX PACIHIMPEHUH BHYTPH-
HEYEHOUYHbIX JKENYHBIX IPOTOKOB, CyGTOTAJbHO 3a-
MOJHEHHBIX T 1-THNEPUHTEHCUBHBIMU TTUTMEHTHBIME
XOJIAHTUOJUTAMY U JIMIIEHHBIX JKUJKON >Keadu, KO-
TOPbIE B COBOKYITHOCTH C WHTEHCHBHO HAKaIlJIMBAIO-
el MarHUTHO-PE30HAHCHOE KOHTPACTHOE CPEeACTBO
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