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Llenb: noao4epkHyTb BaXHOCTb ANDOEPEHLMANBHON ANArHOCTUKM NPU XOecTase U NPOAEMOHCTPMPOBATbL BO3-
MOXHOCTb Nnepexoa 006POKa4YeCTBEHHOIO PELMANBMPYIOLLLErO BHYTPMNEYEHOYHOrO X0necTasa 2-ro Tuna B npo-
rpeccupylowmm peHoTun.

OcHoBHbIe nonoxeHus. MaunenTka, 19 neT Nnpu noctynneHnn B KNuHUKy Npeabassna xanobbl Ha KOXHbIA 3y[,
XENTYXY, MOTEMHEHNE MOYM, MOCBETIEHME Kana 1 obLLyto cnabocTtb. M3 aHaMmHe3a N3BECTHO, YTO AAHHbIE Xanobbl
BMEpPBbIE BO3HMKAN B BO3pacTe 3 JIET, paspeLLmnnch Ha GoHe KOHCEPBATUBHOM TEPANUKM B TEYEHNE HELENN U PELN-
AunBrpoBanu c yactoTtori 1 pa3 B 1-2 roga. B nocnenHme HECKOJIbKO JIET KOJIMYECTBO 3NN3040B 060CTPEHUS 1 BpEMS
MX PaspeLLeHNs YBENNYMANCE, CHU3MIAach 9OdEKTUBHOCTb KOHCEPBATMBHOW Tepanun. B aHann3ax oTMe4yannch rm-
nepounnpybrnHemms (a0 634 MKMob/N), NOBbILLEHWE YPOBHSI MPAMOro 6unmpyouHa (80 354 MKMOb/) U XEeNUHbIX
kmucnot (8o 510 MkMOnb/n) NpU HOPMasbHBIX 3HAYEHWSX raMmma-rnyTaMmmaTpaHcnenTuaasel. Mpyu obcnenoBaHnn
VCKJTIOHYEHbI BUPYCHbIE FrenaTtuTbl, aQyTOMMMYHHbIE 3a00NeBaHNSA NeveHn, 60Ne3HN HAKOMIEHUS, NOPaXeHMEe Xeny-
HbIX MPOTOKOB, BbiiBNIEHa MyTauusa reHa ABCB11. YcTaHOBNEH AnarHo3 A0OPOKa4YeCTBEHHOIO PELMONBUPYIOLLETO
BHYTPMMNEYEHOYHOr O X0N1IecTasa 2-ro Tuna. Ha ¢poHe KoHcepBaTMBHOM Tepanun 1 nnasmadepesda OTMEYEH PErPECC
XENTYX1, KOXHOro 3yaa, HoOpManu3aums YpoBHS OUnMpyoburHa, XenyHblx KUCNOT. MNnaHnpyoTcst CKPUHNUHIOBbIE Me-
ponpuaTus, Groncus NneYeHn, NPOTMBOPELMAMBHASA TEPANUS C Y4ETOM NPU3HAKOB YTSXENEeHNs TeyeHns nobpoka-
4YeCTBEHHOIro X0onecTasa.

3akntoyeHme. Xonectatmyeckme 3ab0neBaHns neyveHyn TpebyloT NPOBEAEHMS LUMPOKOro AuddepeHLmanbHOro
aunarHosa. TedyeHne 3aboneBaHns y NaunmeHToB C AO0OPOKAYECTBEHHBIM PELMAVBUPYIOLLM BHYTPUNEYEHOYHbIM X0-
JIECTa30M MOXET MEPEXOAMUTL B 6onee Tsxkenyto GopMy, xapakTEPHYIO AJ19 MPOrPECCUPYIOLLLErO CEMENHOIO BHYTPU-
NeYeHOYHOro XoJiecTasa.

KnioueBbie cnoBa: xonecrtas, [OOpOKaYeCTBEHHbIV PELVAMBUPYIOLLNIA BHYTPUNEYEHOUHBIN XOnecTas, Nporpeccu-
PYIOLLNIA CEMENHbIN BHYTPUNEYeHOUYHbIN xonecTas, ABCB11, nnadamadepes, ypcoae3oKcmxoseBas kKucnorta
KoHdnukT HTEepecoB: aBTopbl 3as9BASIOT 00 OTCYTCTBUN KOHPNNKTA NHTEPECOB.
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Aim: to highlight the importance of broad differential diagnosis and possibility of conversion of benign recurrent
intrahepatic cholestasis type 2 into more aggressive clinical phenotype.

Key points. A 19-year-old female patient was admitted to the Clinic with skin pruritus, jaundice, dark urine, clay-col-
ored stool, and general fatigue. Past medical history was significant for recurrent aforementioned symptoms since
3 years old, that relapsed every 1-2 years and were usually ameliorated with conservative therapy. During recent
years, frequency of relapses and recovery period increased, at the same time effectiveness of medical therapy de-
creased. Blood chemistry results revealed an elevation of total bilirubin (up to 634 umol/L), direct bilirubin (up to
354 umol/L), bile acids (up to 510 umol/L) and normal gamma glutamyl transferase level. Workup was negative for
viral hepatitis, autoimmune liver diseases, obstructive choledochal lesions, storage diseases, although mutation in
gene ABCB11 was found. Benign recurrent intrahepatic cholestasis type 2 was diagnosed. Following conservative

66 Poc xypu ractposurepoJ rematon koaonpokros 2023; 33(3) / Rus J Gastroenterol Hepatol Coloproctol 2023; 33(3)



www.gastro-j.ru

Kmmuanueckne nabmonenns,/ Clinical cases

therapy and plasmapheresis, jaundice and skin pruritus significantly diminished, levels of bilirubin and bile acids
normalized. Regular follow up, liver biopsy and measures for relapse prevention given clinical features of aggressive

phenotype were recommended.

Conclusion. Identification of etiology of cholestatic liver diseases requires broad differential diagnosis. Clinical
course of patients with benign recurrent intrahepatic cholestasis may transform into aggressive phenotype, reminis-

cent of progressive familial intrahepatic cholestasis.

Keywords: cholestasis, benign recurrent intrahepatic cholestasis, progressive familial intrahepatic cholestasis,
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[Manmentka A., 19 xer, o6patmiace B KianHuky
¢ >Kamo6aMM Ha KOXKHBIN 3y/], YCHINBAIONTHICS B HOU-
HOe BpeMsl, TIOJKEITEHHe KOXKH, TJIa3, MOTeMHEeHHe
MOYHM, TTOCBETJEeHHE KaJa, OOIyI0 C1ab0CTh.

W3 anamuesa 3a6oJieBaHMs W3BECTHO, YTO MAallM-
eHTKa cuutaer ce6s GosbHoil ¢ 2005 r. (¢ 3 ser), Kor-
Jla BIEPBbIE BO3HUKJM BBIINIEYKA3aHHBIE CHMIITOMBI.
B crammonape Ha TOT MOMEHT HCKJIIOYEHBI BUPYCHBIE
renatutel (MapKepbl BUPYCHbIX renatutoB A, B, C o1-
pUIaTe bHBIE), ayTOMMMYHHbBIE 3200JICBAHUS TIEUEHH
(antunyrseapibie antutesa (ANA), aHTHMHTOXOH-
npuanbnble antutena (AMA), aHTHTena K TJIaJKUM
mbiaM (SMA), aHTuTena K pacTBOPUMOMY aHTHIe-
HYy TeYeHr / TTeYeHOYHO-TTAHKPEATHIECKOMY aHTHUTEHY
(SLA/LP), anTtutena K MUKPOCOMAM TMEYECHH W TIO-
yek (LKM) orpunarenbnble), GOJIE3HN HaKOILICHHUSI
(nepysonnasmun, anbda-1 aHTUTPUTICHH, CYTOYHAsS
9KCKpelus MeJW B MOue, MOKa3aTeJu oOMeHa sKejre3a
B npegenax pedepeHcHbIX 3HavyeHuii). IIpu yabrpa-
3BYKOBOM HCCJICJIOBAHUN OPTaHOB OPIONTHON MOJOCTH
(Y31 OBII), szodaroracrpoayoaerockoriu (IT/IC),
KOMIIBIOTEPHOI TOMOTrpacdun OpraHoB OPIOIIHON TI0-
JIOCTH C BHYTPUBEHHBIM KOHTPACTHBIM YCHJIEHHEM OT-
KJIOHEHWI BBISIBIIEHO HE OBLIO.

B amammsax KpoOBH OTMEYasOCh IIOBBIIIEHNE 3Ha-
ueHnii o6mero Guaupy6usna 10 200 MrMoub,/ 1 (HOP-
Ma — g0 21 MKMOsb/J1), TpsMoro Omiupy6uHa —
g0 125 mxmomp/n (mopma — mo 6,0 MEMOIB/ ).
Acnaprar- n ananuHamuHorpancdepasa (ACT, AJIT),
ramma-roryramusrpatcnentuzgasa (ITT) Gbuin B mpe-
nenax pedepeHcHbIX 3HaueHuil. Taxkske He orMeua-
JIOCh HapyHIeHWH OeJKOBO-CHHTETUIECKONH (QyHKITHH
nedenn (o6umil 6eyoK, aabGyMUH B HOpME), mapame-
TpoB Koaryssaun (MeXayHapoJHOe HOPMaTN30BaH-
noe ornouterne (MHO), poTpoMOUHOBbBIH HHIEKC).
OTkJioHennii B 061ieM aHajn3e KpoBU U OOIEM aHa-
Jauze Moun obGHapyskeHo He Oblno. CocrosiHue ObLIO
TPAKTOBAHO KaK XOJECTATHYECKHUI TelmaTuT HeyTod-
HEHHOW 9THOJIOTUH, TIPOBOANJIACH JE€3MHTOKCHKAIIU-
oHHas Tepamus, Ha (oHe KOTOpPOil Yepe3 1 Hememo
OTMeYaJach SBHAsS MOJIOXKHUTENbHAST [UHAMUKA B BUJIE
perpecca SKeATyXW W KOXKHOTO 3y, HOPMAJU3aIii
3Ha4YeHuil 06IIero u MPSMOro GHInpy6uHa.

Huppepenyuanronoiii duaznosd xonecmasa y oe-
meil moxem Ovimb AOCMAMOUHO OOUUPHBIM U GKII0-
uamo 6 cebsi He MOSbKO <MPAOUYUOHHBLES> NPUUUHDL

xonecmasa é3pocavix (upycHole zenamumol, aymo-
UMMYHHBIE 3A00J€6AHUSL NEUEeHU, JeKAPCMEEHHOe
nopaxienue neuenu), Ho U paiuuHvle 3A00J1e6AHUSL
sKenunvix npomokos (Ouauapnas ampesus, Kucmol
xonedoxa, H08000PA3068aNUs), OPZAHOE IHOOKPUH-
Hoti cucmemor (zunomupeos, 2uUNONUMYUMAPUIM),
Haciedcmeenmnvie  HApyuwlenus oOMeHd — Beuecmes
(muposunemus, zarakmosemus, CHUHz0IUNUOO3bL,
MYKONOAUCAXAPUOO3bL,  NEPOKCUCOMATLHLIE — PAC-
cmpoticmea) [1]. Pacnpocmpanennoimu npuduna-
Mu xonecmasa y Oemeu pamnnezo eospacma (xo.e-
CMA3 HOBOPOKOEHHBIX 6 HACMOsUweM 00cyKIeHuu
He 3ampazueéaemcs) SGJSIOMC HACAeOCMEEHHble
Hapywenus obmena eewecms, unpexuyuu (eupycol
eenamumad, a0eHO8UPYC, UUMOMEZAL0BUPYC, MOKCO-
naAaA3MoL), 3a601€6aHUSL KEIUHLIX NYymet U uduond-
muueckuii xonecmas (0o 25 % om ecex cayuaes) [2].
Yuumuwieas eospacm nawel nayuenmku na MoMeHm
Manugecmayuy  CUMnNMOMO8,  BAKHO UCKAIOUAMD
He MOJIbKO PACNPOCIMPAHEHHbLE BblUUENEPEUUCTEHHDIE
NPUMUHBL X0AECA3d demetl, HO U IMUOJ0ZUYECKUE
paxmopol xonecmasa e3pocavix. Tax:xe na nepsom
amane caedyem  paszpanudueaAmv — SHYmMpuneue-
HOUHDILL U GHENEeUEHOUHbI XO0JeCmda3, 6bl36AHHLIU
obcmpykyuetl Keaunvlx npomokos [3]. Y naweti
NAYUEHMKU UCKIIOUEHA 00CMPYKUUsL KEIUHBLX NPO-
moxog no Y3U OBII (mem ne menee maznumno-pe-
sonancnas xoaanzuonanxpeamozpagus (MPXIIT)
Ha mom momenm He Ovlid nposedena), GuUpPYCHbvle
zenamumol,  AYMOUMMYHHBIE 3A00JIe6AHUS  heue-
Hu, 60Ne3nU HAKONJeHUsl, OMCYMCMEOBAIU CMUL-
MbL HACIEOCMBEHHBIX HAPYUWEHU 0OMEHA Beuecms.
Ilo pesyivmamam Guoxumuueckozo anaiu3a Kposu
obpawan na cebs eHuManue xojecmas ¢ unepou-
aupybumnemueli 3a cuem npeuMyuecmeeHno nPsamMou
dpaxuuu u nopmaronoimu 3uavenusmu I'I'T, ACT,
AJIT. Taxum ob6pazom, umenr Mecmo eHympuneye-
HOUHDLLL X01eCcmad3 ¢ HopMmaivHvimu 3Havenusmu I'TT,
peuv 0 KOmopom noudem Huxe, umo yxe Ha nepeom
amane Mmoza0 6bl NOMOUL 3ANOV0OIPUMb OUAZHO3 NA-
uuenmru. Tem ne menee cocmosmnue Ovl10 pacyeHe-
HO, N0 CYMU, KaK uduUOnaMudeckuil xo.1ecmas.

B nmampHefimeM — cXOKHe MPHUCTYIBI SKEJATYXH
C KOXKHBIM 3YyJIOM, runepOuinpy6uHeMueil 3a cuer
MPENMYTIECTBEHHOTO TOBBINIEHNS TIPSMON (pakIiim
6unmpyouna, HopMaabubiMu 3HaueHusiMu ACT, AJIT,
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ITT u perpeccom Ha )oHE KOHCEPBATUBHOI Tepanuu
MOBTOPSINCH ¢ Yactoroit 1 pa3 B 1—2 roma no 2015 r.
B aror mepmoj Takke ObLIM HMCKJIOYEHBI BUPYCHBIE
TenaTuThl, AyTOUMMYHHBIE 3a00/€BaHUs TedeHu, 00-
JIE3HN HAKOIUIEHWS, HECKOJbKO pa3 I[POBOJIUIACDH
MPXIIT, o pesyabTaTaM KOTOPOH M3MEHEHN BHYTPH-
U BHEIEYEHOUYHDBIX JKEJYHBIX IIPOTOKOB OOGHAPYKEHO
He O6bwto. B 2015 r. mpoBesiena JamapocKonnyecKast
6UOTICHS TIEYEeHN, TI0 PEe3yJIbTaTaM TUCTOJOTHYECKOTO
UCCJEOBAHUST — KapTUHA <«BHYTPUCHHYCOUIATBHO-
r0o, BHYTPHKJIETOYHOTO XOJIECTa3a, OCTPOTO XOJAHTUTA
B crazmu paspernienusi». C 2015 T. marnmeHTKe Ha3HAYE-
Ha [IOCTOSTHHAST TEPAINST YPCOJE30KCUXO0JIEBON KICTIOTOI
(VIXK) B mose 15 Mr/Kr/cyT., 0HaKO HazHAUYEHHDIH
npenapar MIpUHUMaJA HeperyisapHo. B mambHeiinem
OTMEYAJIOCH YBEJNYEHNEe YaCTOThI MPUCTYIOB 10 1—2
B T0J ¢ 6ojlee BBICOKUMU 3HAUYEHUSAMU OOIIero Guin-
py6una (1o 400—500 MKMOJIB/JT) W JJIUTETHHBIM T1e-
puosioM BoccranoBienusi. B 2017 r. BbickazaHo 1pe/I-
MOJIOKEeHNe O TeHeTHIeCKOM XapakTepe 3a00JIeBaHUS,
IPOBE/IEHO TEeHEeTHYeCKOe MCCIeJ0BAHNE U BbISBJIEHA
myraiust B rene Genka ABCB11, accorumpoBaHHOTO
C pasBuTHEM [JO0OPOKAYECTBEHHOTO PEIHMBUPYIOIIE-
ro BHyTpHnedeHouHoro xosecrasza (benign recurrent
intrahepatic cholestasis, BRIC) 2-ro tuma u mpo-
TPECCUPYIONIETO CEMENHOr0 BHYTPHUIIEYEHOUHOTO XO-
secrasa (progressive familial intrahepatic cholestasis,
PFIC) 2-to tuna.

Kpaiine eaxnvim  Oduaznocmuueckum npusua-
KOM XoJecmamuueckux 3abonesanuti xax oemetl,
maxk u 63pocavix aeasemca yposenv I'IT'T, no xo-
MOPOMY MOKHO 6bl0eSUMb XOJeCmd3 C NOGbIULEH-
nott I'T'T (6uruapnas ampesus, cunopom Anaxuis,
CKACPOSUPYIOWUL  X0Janzum,  HedocmamouHocmy
anrvpa-1  anmumpuncuna, PFIC 3, myxosucuyu-
003, 6upycuvie zenamumol, JeKAPCMEEHHOE NOPa-
JKenue newenu, nHedocmamounocmy uyumpuna u op.)
u xonecmas ¢ wnopmarvnou I'TT (BRIC, PFIC
1—2 — e6poxdennvie depexmul CuMmMe3a KeAUHvlx
kucaom (JKK), cundpomor [Aybuna — Jlxoncona
u Pomopa, USP35-accoyuuposanmnviii xosecmas,
cunopom ARC (cundpom apmpoepunnoza — no-
yeunou ouchyuxyuu — xonecmasa) [4]. Y naweu
nayuenmKy O0JUMeNbHO OMMeUaemcs GHympunee-
HOUHDLI X0AeCA3 ¢ eunepousupybunemuel 3a cuem
npeUMYU,eCmeenHo nPSAMol pakyuu u HOpMaIbHOU
I'TT, umo 3unauumenvHo cyxaem cnexmp OJughpe-
penHyuaiviozo 0uazno3a 00 Hacae0CmeenHvly (Hopm
BHYMPUNEUECHOUHO020 X0Jecmasda. Baxnvl maxxe
danmnvle GuONCUU NEUCHU, UCKIIOUAIOUUE HADYULEHUSL
obmena eewecme, 6osesnu naxonienus (6 wacmmo-
cmu, cneyugpuueckue 6KAOUEHUS 6 MAKpogazax)
u epoxdennviii ubpos. Bnocaedcmeuu 6Gvina 6ol
noanena MPXIII, noomsep:xdaouwas omcymcmeue
OOCMPYKUYUU KETUHBIX NPOMOKO8 U OQUAZHO3 GHY-
mpuneuenounozo xojecmasda. Baxnou wacmvio dua-
ZHOCTMUKU  SGASEMCS  2eHemuueckoe 06Caedosanue
Ha wHacaedcmeennvle xoaecmamuueckue 3a60.J1e6d-
HUSL C Ueavio onpedesienus MYymayui 2eHos, omee-
UaWUx 3a Mpancnopm OUIUPYOUHA U KeENUHBLX

kucaom [5, 6]. Beaxu-mpancnopmepvr u Opyeue
MONEKYAbl, ACCOUUUPOBAHHBIE C HACIEICTNEEHHbIMU
BHYMPUNCYCHOUHBIMU — XOJECA3AMU,  Npedcmas-
Jaenvl Ha pucyuke 1. Tenemuueckoe ucciedosanue
no36oJsiem He MoJbKo nodmeepoums Hawl OuazHo3,
HO © nposecmu Oupheperuudarvnyo OuazHOCIUKY
MeKAY eapuanmamu HacaedcmeeHHozo SHYmpune-
UeHOYH020 xoaecmasd. OnpedeneHue MYymuposas-
wezo eena U, COOMBEMCMEEHHO, MUNA X0JeCma-
3a N0360Jslem OUCHUBAMbL BEPOIMHOCIL OMEema
HA KOHCepB8AMUBHYIO Mepanuio, NpozHo3, PUcK eze-
NAMOYCANIONAPHOU  KAPUUHOMBL U HEOOXOOUMOCTND
6 dasvHetiwel opMmomonuLeckKol MmpancniaHmayuu
neuenu (OTII) [7]. YV wawei navuenmxu Oviau
obonapyxenvt mymayuu zena ABCB11, ceasanmnozo
¢ eosnuxnosenuem BRIC2 u PFIC2. Ob6cyxdenue
KAUHUYECK020 0UazHO3d NPUBEOEHO HUKE.

Ha ¢one ouepegroro ammsona KeaTyxu 1 KOXHO-
ro 3y/a TMaIMeHTKAa TOCTUTATN3upoBana B KianHuky
[UUTsT TIPOBeJIeHUsI Teparni, HAIpPaBJIeHHON Ha KyIu-
poBaHMe 3MM30/1a 060CTPeHUs 3a60JI€BAHUS, OIEHKH
(yukiun medenu, MOATBEPIKAEHUS JAMATHO3A, OIpe-
JleJIeHUsT TTPOTHO3a U TAJIbHEHTIell TAKTUKI BeJeHUs .

V3 anamue3a >KU3HU M3BECTHO, YTO MAIUEHTKA PO-
nmiaack B 2002 r., pocia m pa3BUBaJach B COOTBET-
CTBUU C BO3PACTOM, MaTepUaTbHO-ObITOBBIE YCIOBUS
VIOBJIETBOPUTEIbHBIE, YYUTCS B By3e, mpodeccuo-
HAJbHBIX BPeJIHOCTell He MMeeT, BpelHble MPUBBIYKH
orpuiiaer. [MHEKOJOTHYECKUIT aHAMHE3: MEHCTPYAaIuu
¢ 13 ner, HeperyJiapHble, 0OUIbHbBIE, Yepe3 32—42 Hs,
MPOJO/LKUTENBHOCTBIO  5—6  jiHel; GepeMeHHOoCTel
He ObLI0. AJLIEepProJIornvyecKuii anaMHe3 He OTSTOIIEH,
13 TePEHECEHHDbIX 3a00JIEBaHUNl OTMEYAeT KPACHYXY,
BEeTPSIHYIO OcCIly B JeTcTBe. HaciencTBeHHDIN aHaMHe3
He OTSTOIlleH — Martb, 48 JjieT, 3/JopoBa; oTelr, 52 roja,
3/10poB; GabyIIKM W JeAyIIKA 10 00erM JIMHUSIM 3a-
60JIeBaHUSAMY TIedeHr He GOJIesn.

Ipu nodospenuu Ha HacIe0CMBEHHbIE X0J1I€CNA-
muyeckue 3a001e6aHUSL KPATIHE BAKEH MUAMETbHOIU
cOOp anamMme3a HKu3nu, 6 MoM YUCie HATUUUS OMCMA-
BAHUSL 68 PA3GUMUU OM CEEPCMHUKOS, HACJIe0CMEEH-
HOzo anamuesd. Hacaedcmeennvie xoniecmamuueckue
3ab601e6anus. MOZYm NPUGOOUMb K 3adepxke pocmd
pebenKa, umo AGAACMC GAKHHIM OUAZHOCMUYECKUM
NPUSHAKOM, 4 MaxKe onpedeisiiom OdivHeuwull npo-
eno3 [8]. Iloxkasano, umo demu ¢ 3adepxKou pocma
umerom 0Oosee HEZAMUGHBIL NPOZHO3 NO CPAGHEHUIO
¢ demvmu 6e3 sadepxxu. Hacnedcmeenivle napyuie-
HUs 0OMena eewecms 1 601631 HAKONIEHUS, d MAKKe
Xoaecmamuueckue 3ab01e6anus 4acmo HaAcaeQYiomcs
no AYMOCOMHO-PEUECCUBHOMY MUNY, UIMO O3HAYACT
nposieenue 60431 00LIUHO 6 O00HOM NOKOAEHUU
um y podumenei, uau y demed [9]. Y nawei na-
UYUEHMKU He OMMeUaiocb OMCMAGAHUs 8 DA3GUMUL,
4mo  ykasvieaem Ha 000POKAUCCMEEHHOE MeUeHUe
3aboaesanus. Taxxe Hacaredcmeennvii anamues 3a-
bonesanuil nevenu 6 08YX NOKOJCHUSX HE OMSZOULEH,
4MO 2080pUM O PEIECCUBHOM XapaKTepe HACJIeI0BAHUSI.

[Ipn OOBEKTUBHOM OCMOTpPE COCTOSIHUE OTHOCHU-
TEJbHO  yIOBJETBOpUTeNbHOe. KoKHble TOKPOBbI
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Pucynox 1. Beaxu-tpaHCropTepsl JKeJYHBIX KUCJIOT, GUINPYOMHA M IPYTHX BEIIECTB, BXOJSIINX B COCTAB JKETUH,
u cBasanuble ¢ HuMu 3a6onesanus. ABCB11 (ATP-binding cassette, sub-family B member 11), ATP8B7 (ATPase
Phospholipid Transporting 8B1), ABCB4 (ATP-binding cassette, sub-family B member 4) — Gesku-rpancnoprepbr
SKeJUHBIX Kueaor, docdaruanncepuna u dpocdaruannxomuna coorsercrsenno; TJP2 (tight junction protein 2) —
GeJIOK, BXOASAIIMA B COCTaB IIOTHOTO KOHTakTa Mexay kiaerkamu; FXR (farnesoid X receptor) — samephbiii peren-
TOP KEJIUYHBIX KUCJIOT, PEryJaupyiomuii aktuBHocTb redo; MYOS5B (myosin VB) — TpaHcnopTHblii 6eJI0K MUO3HH.
[TynxTupHOI paMKoii 0603Ha4YeHbI 3a60JIeBaHNs], CBSI3aHHbIE ¢ TpaHcnoprepamu u apyrumu 6eiakamu. PFIC — mpo-
rpeccupylomuii ceMeitHblit BHyTpuneyeHouHblii Xosnectasd; BRIC — mo6pokauecTBeHHBIH peluMBUPYIONIIIT BHYTPH-
neyeHouHblil xosiectasd; ICP — BHyTpunedenounbiii xoJsecraz 6epeMennbrx; LPAC — xosennTnas, accorumpoBaH-
Hbrii ¢ HU3kUMHN ochommmnuaamu; DILI — nekapcTBeHHO-MHAyIMpOBaHHOe Topaskenue mevyeny; KK — sxemunbie
kucaorel; DC — docarnanicepun; OX — docdaTnniaxognH

Figure 1. Transport proteins of bile acids, bilirubin and other substances, which together comprise the bile, and
diseases, associated with them. ABCB711 — ATP-binding cassette, sub-family B member 11; ATP8B1 — ATPase
Phospholipid, Transporting 8B1; ABCB4 — ATP-binding cassette, sub-family B member 4; TJP2 — tight junc-
tion protein 2; FXR — farnesoid X receptor; MYOSB — myosin V type protein. Diseases, associated with trans-
porters and other proteins, highlighted by dotted frames. PFIC — progressive familial intrahepatic cholestasis;
BRIC — benign recurrent intrahepatic cholestasis; ICP — intrahepatic cholestasis of pregnancy; LPAC — low
phospholipid associated cholestasis; DILI — drug induced liver injury; BA — bile acids; PS — phosphatidylserine;
PC — phosphatidylcholine

JKEJITYIIHbIE, CJIU3UCTbIE WKTEPUUYHbIE, MTOHUKEHHON
BJIQKHOCTH, CJIe/IbI OT PacyecoB Ha ITIepeHell ToBepX-
Hoctu rToseneir. IMT — 24 kr/m?. Temmeparypa
tera — 36,6 °C. Ilepudepuueckne aumdbarnyeckue
y3Jibl He yBesimuenbl. [Ipu ayckyapraiuu cep/ina TOHbI
3BYYHbIE, PUTMUYHBIE, [ONOJHUTENbHBIX TOHOB M IIY-
moB mer. YCC — 75 ya./Mul, aprepuaibHOe JaBiie-
une — 118/80 mm pr. cr. Ilpu aycky/branuu Jjer-
KX — JIbIXaHue BE3WKYJISIPHOE, MPOBOAUTCS BO BCE
otnennt, xpurnoB Her. YJI/I — 16 aBuwkeHuit B MUHY-
Ty. 7KUBOT B 00BEMe He yBeJIM4YeH, TPU TTOBEPXHOCT-
HOW 1 TyIyGOKOIT Tasbianun 6e3007e3HEHHBIN BO BCEX

oT/IesaX, TeYeHb M0 Kpaio peGepHoil AyTHu, cele3eHKa
He manbnupyercs. CUMIITOMBI pasfapaskeHust GpIOniu-
HBI oTpHIaTesbHble. Aciuta HeT. CTyJ peryJsipHbIii,
odopMIIeHHDBIN, (€3 TATOJIOTUYeCKIX TpUMeceil, CBeT-
storo 1sera. CUMITOM «ITOKOJIauUBaHUAg» ¢ 00EUX CTO-
POH OTPHIATEIHHDBIN, AU3YPUU HET.

Takum 06pa3oM, yUuTHIBasE COOTBETCTBUE KPUTEPHU-
am auarnosa BRIC, mpeaioxennsiM A. Velimir u co-
aBr. (tabu. 1), aHaMHe3 JKU3HU, COXPAHHYIO (DYHKIHIO
MeYeHr M Pe3yJbTaTbhl TEHETHUECKOTO 00C/e0BAHUS
(mytanms rena ABCB{11), manmenTtke ObL1 yCTaHOB-
JIEH TIpeBapUTEJbHbIN AMATHO3 JOOPOKAYECTBEHHOIO
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Tabauya 1. Kpurepun amardosa Jo0GPOKAYECTBEHHOTO PELUAMBUPYIOIIErO BHYTPUIIEYEHOUHOTO XOJIe-

craza (tpebyercst coOmoeHIe BCeX KPUTEPUEB)

Table 1. Diagnostic criteria of benign recurrent intrahepatic cholestasis (all criteria should be fulfilled)

Kpurepuu auarnosa 106poKayeCcTBEHHOTO PEIHAMBHPYIOUIETO BHYTPHIIEYEHOUYHOTO X0JIECTa3a
Diagnostic criteria of benign recurrent intrahepatic cholestasis

— jabopaTopHasl KapTHHA XO0JIeCcTasa;
— BBIPAKEHHDBIH KOXXHBIN 3Y/1;

— IEHTPOJIOOY/ISPHBIN XOJIECTa3 M0 THCTOJIOTHH;
— OTCYTCTBUE [PYTUX IPUYHNH, OODSICHSIONNX XOJIECTA3.

— severe pruritus secondary to cholestasis;

— He MeHee /[BYX 3IIM30/10B >KeJITyXU ¢ aCUMITOMAaTHYHBIM [I€PUO/IOM OT MecsIleB /[0 T0/1a;

— OTCYTCTBHE CTPYKTYPHO! IATOJOTMM BHYTPU- U BHENEUEHOUYHBIX KETUYHBIX MPoTOKOB 110 MPXIIT;

— at least two episodes of jaundice separated by a symptom-free interval lasting several months to years;
— laboratory values consistent with intrahepatic cholestasis;

— liver histology demonstrating centrilobular cholestasis;
— normal intrahepatic and extrahepatic bile ducts confirmed by cholangiography;
— absence of factors known to be associated with cholestasis.

PENUINBUPYIONIETO  BHYTPUIIEUEHOTHOTO — XOJIECTA3a
2-to Tuma [10].

[Ipu mocTymieHnrn OTKJIOHEHUN B OOIIEM aHaIn3e
KPOBHU, MOYM, KOaryJoTpaMMe, a TaKyKe KOIPOTpaM-
Me BbBISIBJIEHO He ObLao. B 6moxmMuueckoM aHasn-
3e KpoBH oOpaimaysu Ha ceGs BHUMaHWE TIOBbIIIEHUE
ypoBHell obmiero Ouampybuna g0 185 MKMoJb/ 1t
(mopma — g0 21 MKMosb/a1), mpsMoro GuampyGu-
Ha — 10 88 MrMomb/ a1 (HopMa — 70 5,1 MKMOJIb/ 1),
KK — g0 120 mxmomp,/ 1 (mopma — 10 10 MKMOIB,/ 1),
ACT mo — 49 En./n (mopma — 1o 34 En./n), AJIT —
1o 64 Ex./n (mopma — mo 49 Ex./n), smauenma I'TT,
anbOyMUHA, TEPY/IOIJIA3MHIHA,  JIAKTATIETH/IPOTEHA3bI
(JIZIT), o6mero xomecTepua, MOKasaTeIn oOMeHa JKele3a
HAXOJIWJINCH B TIpesieiax pedepeHCcHbIX 3HAUEHHI.

IIo mamnpiM Y3UM ODBII orMmevaysoch He3Haul-
TEJbHOE YBEJIUUYEHNe pasMepoB TeYeHd U MOBbIIIe-
HUE 3XOTEHHOCTU €€ TAaPEHXUMbI, BEHbI MOPTAJbHON
CUCTEMbI U TIEYEHOUHbIE BEHBI HE PACIHIMPEHbI, cee-
3eHKA HE yBeJWYeHa, CBOOGOIHOIN KUIKOCTH B OPIOII-
HO¥t nosioctu He 6bl10. [To panabiM IT/IC BapukozHO
PACITUPEHHBIX BeH OOHAPYIKEHO He OBLIO, CJAN3UCTAS
0060JI0UKA JKeJy/IKa ¥ JIBEHAIATUIIEPCTHON KHIITKA
He m3MeHeHa, DaTepoB cocouek OOGBIYHON (POPMBI,
He M3MeHEH, OTMevascs He3HAUMTeJbHbIH Ayo/eHora-
CTPAJIBHBIH pedJTioKc.

Ipu duaznocmuke xosrecmamuueckozo CuHOPOMA
BAKHO 00PAWAY GHUMANUE HE MOILKO HA NOGLLULE-
Hue weaounotl ocpamasvr u I'TT, Ho u Ha dpyzue
OuoxuUMUUECKUE MAPKEPLL KEAMYXU: COOMHOULCHUE
Ppaxuuii 6GuIUPYOURA, NOBLIUEHUE YPOGHSL HKeJU-
Holx xucaom. B uacmmnocmu, y navuenmoe ¢ BRIC
603HUKAEM NPAMAS 2UNEPOUAUPYOUHEMUSL U NOGDL-
wenue YpoeHs KeAUHbIX KUCAOM, 40O 00BICHAECMCS]
Hapyulenuem @GYHKYUOHUPOBANHUL MPAHCNOPMEPOE
nocaednux. Mnmepecno, umo npu PFIC maxxe no-
sviuaromes yposuu ourupybuna u KK, a, nanpu-
mep, npu deghexmax cummesda Keaunvlx KUCJI0m ux
YPOBEHL OCMACTNCA HOPMALLHIM JUOO CHUKACMCS
[11]. ¥V ywacmu navyuenmosé ¢ BRIC 3nauumenvho
NOGLLULACNCS U YPOGEeHb HENPAMOZ0 OUIUPYOUHA,

4mo mpebyem UCKAUeHUsT OPY2UX HO30J0ZUUECKUX
popm. Henpamas zunepOuiupyounemus Moxem
pPaA3sUeaAmMuCs 6CaAedcmeue noGvlUeHHOU NPOOYKUUU
burupyouna (npu zemoruse Kax aymouMMyHHOM,
max u Kymbc-ompuyamenvrom, ceazannvim ¢ zemo-
27106 uHONAMUAMU, HEDOCTRAMOUHOCIN®IO (hePMEHMO8
apumpouumos, depexmamu MemOPaAHvL APUMPOUU-
moe), Hapywenus 3axeama OUAUPYOUHA NEUCHDBIO
(npu 3acmounoi cepdeunoi HedoCmMamouHocmu, co-
Cyoucmulx wynmax) u HApywenus KoHslozUPoea-
nusi 6unupyouna ¢ nevenu (cundpomor Kpuznepa —
Haispa 1-20 u 2-20 munos, sKunvbepa) [6].
YV e3pocavix navuenmog caedyem obpamums 6HuMA-
Hue npexode 6cez0 HA NPUSHAKU 2eMOAU3A — AHEeMUS.
C NOGbLUEHUEM PEMUKYIOUUMAPHOZO uHdeKca 6o.ee
2,5; nosviulenue naxmamoezudpozenasvl;, CHUXEHUE
eanmoezaobuna; anomanviole spumpovyumot (wucmo-
uumol, chepouumol) 6 MasKe Kpoeu; 2eMocudepuny-
pus [12]. Y nawei nayuenmxu 6o epems anu3o0os
obocmpenus 3a601e6anus HU PA3Y He OMMEUALOCH
KOCBEHHBIX NPUSHAKOS 2eMOAU3d, KAK U Npu 00-
caedosanul 6 x00e HACMOSWel 20CNUMAIUIAUUN.
Beposimno, nenpamas sunepOuiupyounemus Moxem
00BACHAMBC  MPAHIUMOPHOU  Juchynkyueti zend-
MOYUMOs U (hepmMenmos, Yuacmeyouux 6 mpamc-
nopme u Kousiozauuu ourupyouna. Taxxe evicokas
KOHUeHmpayus OusupyOuHa Moxem cnocoocmeo-
6amov decmabuiu3auuu MeMOpanvl IPUMPOUUMOS,
4mo moxxem npusodumy x zemoausy [13].

TakuM 06pa3oM, y4UTBIBasI JaHHbIE aHAMHE3a, Ka-
JIOOBI, PE3yIbTaThl OOBEKTUBHOTO OCMOTPA ¥ JOTIOJTHI-
TEJBHBIX METOJ0B HCCJIEOBAHUS, COTJACHO AJTOPUT-
My, TPHUBEJACHHOMY B KJIMHUYECKUX PEKOMEHJAIUIX
Poccuiickoii  racTposHTepOJIOTUYECKON — accolaIun
(PTA) coemectHo ¢ PoccuiickuM 0o6IecTBOM 10 13-
yuennio 3abonepanuii meuenn (POIIMII) mo amarno-
CTHKE W JIEYeHWIO XoJjectaza [4] u pexoMeHmanusix
EBporeiickoro o6iecTBa 1o uaydeHuio 3a6osieBaHUi
neuenn (EASL) nmo xosecrasy [14], ycranosien kiau-
HUYECKHUil JUATHO3 JOOPOKAYECTBEHHOTO BHYTpHUIIEUE-
HouHOTO XosecTasza 2-to tuna (BRIC 2).
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B cranmonape 6p11a Hauara tepanust Y IXK B 1o3e
750 Mr/cyT., Je3WHTOKCHKAIMOHHAsI Tepamusi. TeMm
He MeHee B TeveHUe IEePBbIX HECKOJbKUX JHeil Ha-
pacraja BbIPAKEHHOCTb KOMKHOTO 3yJa, KeITyXa,
B CBSI3M C 4eM ObLIO TPHUHSTO PEIIeHne O TPOBe/e-
Hun 1iazmadepesa. CymmapHo morpe6oBaioch 6 ce-
aHCOB MazMadepesa sk HOPMAJIU3AIMKU COCTOSTHHUS,
a TIOJIOJKUTENbHAST KJINHUUYECKast W JaGoparopHas Jiu-
HaMHMKa B BUJE CHIDKEHUS MHTEHCHUBHOCTU KOXKHOTO
3yna, skerryxu, Ommupyomna u KK crama 3amerna
TOJIBKO Tocse 4-ro ceanca tuazmadepesa. Coemyer
00paTUTh BHUMAHKE, YTO B XOJ€ TOCTIUTAIM3AINN MaK-
CUMAaJIbHbIe 3HAYeHUs 00Mero GUImpyOnHa COCTABUIN
634 MKMOJIB,/ 1, TPsIMOTO OuIpy6rHa — 354 MKMOJIb,/JI,
JKK — 510 MKMOJIb,/JI, OTMEYEHbI TaKsKe TPaH3UTOPHbIE
Hapymenust Koaryasuun (MHO — 1,57), cBuperesn-
CTBYIOIINE O TSKECTU 31m3o/a oboctpenus. /luHamuka
OCHOBHBIX KJIMHUYECKUX W JAaOOPAaTOPHBIX TOKa3are-
Jieil mpezcraBieHa Ha pucyHke 2. Ilocre saBepinenus
Kypca miazMadepesa, J1e3MHTOKCHKAIMOHHON Teparum
n Y/JXK narwmentka Oblaa BBINHCAHA B Y/OBJIETBOPU-
TEJIBHOM COCTOSTHWH.

Ilo pesyrvmamam nabmodenui  3apybexHvlx

Ha xynuposanue 3yoa Y/IXK, xoaecmupamumnon,
pugamnuyunom, a npu Heagpgpexmuenocmu no-
CACOHUX BO3MOKHO NPUMEHEHUe Memodos HA300U-
auapmozo openaxa [15]. Tepanus PFIC seasemcs
bonee azpeccusHoll, npu HEKOMOPLIX GAPUAHMAX
cpasy paccmampueaemcs: Heobx00UMOCMy 8biNo.IHe-
HUst wynmosvlx onepavutl u ¢ darvnetiwem — OTII
[16]. Y nawei nayuenmxu 6 ceasu ¢ napacmanuem
UHMEHCUBHOCTIU 3Y0a, KeAmyxu u 6 OdalvHelueM,
OUOXUMUUECKOU AKMUBHOCTIU X0LeCd3d OblI0 Npu-
HAMO pewenue 0 npogedenul nidasmagpepesa, Komo-
poltl emecme ¢ KOHCep8amueHoUu mepanuel npuse.
K paspewenuro anusoda obocmpenus. /larvretiuias
makmuxa eedenus NAyUeHmKu npueedena Huxe.

Oocy:xaenne

HacnegcrBennble BHYyTpUIIEYEHOYHbBIE XOJIECTA3bI
COCTABJISIIOT TPyMNIy 3a00JieBaHuil, XapaKTepu3yio-
MUXCs HapylieHneM (YHKIIMOHUPOBAHUS TEHOB, OT-
BEYAIONNX 32 CHHTE3 GEeJKOB — TPAHCIIOPTEpOB OH-
supy6una, KK n ngpyrux mosiekys, BCJeJCTBHE YETO
Pa3BUBAIOTCS PEUIANBUPYIONIIE TPUCTYIBI XOJECTA-

xoanee, mepanus BRIC dosxna 6vime nanpagiena 3a ¢ TOBBINIEHHEM O6Iero Ouampy6uHa, TPSMOTO
Thera Ursodeoxycholic acid 1000 mg/day, Ademetionine
py y g/day.
Tepanus | Ypcogesokcuxonesas kucnota 1000 mricyT, AoemMeTUOHUH >
Mentyxa, 3ya Jaundice, pruritus
00 I'Inasmacbepeal | I 634 I I I
600 - Plasmapheresis 539 510
I as_ || S
400
320
300 I l I 354 I I I 210
200 06wy 6un -~ TB 310 288
100 L K - BA] I |1 |1 5
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FOCMATanK 3aun9
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Pucynox 2. [luHamMuKa OCHOBHBIX KJIMHUYECKHX ¥ J1a0OPATOPHBIX I1apaMeTpoB B Xoje rocrnurasiusanuu. OO61I.

OnJI.

— obmuit 6unupy6un; KK — skemunbre kucnoror; [Ipsm. 6un. — npsimoit 6umupy6ur; MHO — mexayna-

pojaHoe HOopManusupoBanHoe otHorrenne; AJIT — amannnamunorpancdepasa; ACT — acnapraramunorpancdepasa;

ITT — ramma-roryTaMuaTpaHcuenTuiasa

Figure. 2. Major clinical and laboratory parameters during admission. TB — total bilirubin; BA — bile acids;
DB — direct bilirubin; INR — international normalized ratio; ALT — alanine aminotransferase; AST — aspartate

aminotransferase; GGT — gamma glutamyl transferase
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omwmupyouna u JKK [15]. K Hum orHOocsitcsi BRIC
1-ro m 2-ro tunos, PFIC 1—6-ro tnnos m npyrue
peakne sa6oseBanus (XoecTas IPEHJIAHACKUX 9CKHU-
MocoB) [17]. B o6meit nomyasumu manubie 3a6ose-
Banus BcTpevaiorcs peako (1 ma 50 000—100 000
YeIOBEK), HACJAEAYIOTCA MO ayTOCOMHO-PENEeCCHBHO-
My THIIy ¥ OObIYHO MaHU(pECTUPYIOT B MJIaJ€HYeCKOM,
nerckom Bospacrte [4]. ¥ manmentoB ¢ BRIC Teuenue
3a00JIEBAHUST 3a4aCTyi0 HE COMPOBOYK/IAETCST BBIPAKEH-
HBIM TIOBPEX/ECHUEM TI€YeHU, TOT[a KaK y TallMeHTOB
¢ PFIC — wnemuHyeMO NPHBOAMT K IUPPO3Y TeYeHH,
HEOOXOIMMOCTH BBITIOJTHEHUS TTYHTUPYIONIUX KET4e0T-
tok oneparmii n/mm OTII [18]. ¥V wactu nanmeHToB
¢ PFIC moBbIiieH pucK TemaTore/ITIoISIPHON KapImHO-
MbI enie 710 (GOPMUPOBAHUS IUPPO3a TIeYeHN, a TaKKe
MOTYT TPUCYTCTBOBATDH JPYTHE CUCTEMHBbIE TIPOSIBICHNUS
B 3aBUCHMOCTH OT TUTIA: jAuapes, mankpeatut npu PFIC
1-ro tumna, xonemuruas npu PFIC 2-ro tuma [19].

BRIC orHOCHTCSI K HACJE[ICTBEHHBIM XOJIeCTaThye-
CKUM 3a00JIeBaHUSIM TIEYeHW U XapaKTepusyeTcs pe-
U IMBUPYIOIIUMU 3TMN30/[aMU KOKHOTO 3yJa, JKeJTy-
XU C TOBBINIEHNEM GUIUPYOMHA B OCHOBHOM 3a CYET
npssvoit dpakiun u JKK 6e3 passutus ¢dhubposa
u 1uppo3a medeHn. Takxke CTOUT OOPATUTh BHUMA-
Hue Ha TO, 4yTo 3HaveHus ITT o6bryHO ocTatoTcs
B Tpesiesiax pedepeHCHBIX 3HaveHmi. Hambosee va-
cto 3a6oneBanHne MaHU(ECTUPYET B MJIAJIEHYECKOM
WM paHHEM JeTCKOM Bozpacte (Kak y Hameil maim-
EHTKI), IO9TOMY BajkHa mMpokas AuddepeHimann-
Has JAMATHOCTUKA C JAPYTUMHU TPUYNHAMH BO3HUK-
HOBEHUS XO0JIECTATUYECKOTO cuHpoMma y jereii [20].

Hecmotpst Ha To urto Teuenue BRIC o6bruno
HE COTPOBOK/IAETCS TSIKETbIM (GUOPO30M U IUPPO-
30M TI€YEHHU, B JUTEpaType OIMCAHBI CAydam Tepe-
xoma BRIC B Gosee 310kauecTBeHHDBIN (HDeHOTHUT
3a00JIeBaHNS, YUYUTBIBAS CBA3b 000UX 3a60JeBAHMI
C OJJHUMW U TEMU Ke reHaMu. B JacTHOCTH, B OJHOU
u3 pab6or onucbiBaior nepexo BRIC B arpeccuBHbriit
¢enorun cuycrst 15—20 sier oT MOMEHTa MOCTAHOB-
KU JMarHo3a B mepBble rojbl sku3uu [21]. ABTOpbI
OTMEYaloT BO3HUKHOBeHUEe (Hubposa u 1nupposa Ie-
YeHU O 3aKJIOYEHUIO THCTOJIOTHIECKOTO MCCIeI0Ba-
HUsI, TOT/Ia KaK B Hadaje 3a00JeBaHUS TaKUX TPH-
3HAKOB He ObL10. HecKoJMbKUM TalmeHTaM B UTOTE
noTpe6oBaJOCh  XUPYPrUUecKOe  BMENIaTeabCTBO
n/unn TpaHcmaaHTamus meveHn. OctaabHble Ha MO-
MEHT HamucaHusi paboThl OCTABAJNCH Ha KOHCEP-
BaTWBHOU Tepammu. B apyroit paborte Takxke OTH-
cbiBaeTcst cayvail tpancdopmarun tedenuss BRIC
B 6oJiee 3JI0KAYECTBEHHDBINI BapWaHT, XapaKTePHBIH
pius PFIC [22]. Wurepecno, uyto B 3atux pabo-
TaX OTMEYaloTCsl YHWKAJbHbIE MYTaIlWl, HaleH-
Hble y TIAI[UeHTOB C MepPeX0/IOM TeuyeHUs XoJecTasa
n3 «J00POKAYECTBEHHOTO» B <«IIPOTpPECCUpPYIONees.
TeMm He MeHee peasibHYIO AMATHOCTHYECKYIO 3HAUM-
MOCTb 3TUX MYTAIUil YCTAHOBHUTH 3aTPYyAHUTENHHO.
Cuwnraercs, 4to GpubpPO3 U MUPPO3 MPHU MPOTPECCUn
¢erornnma BRIC B PFIC MoryT pasBuBaThCs Beaes-
CTBHWE MPOOKCUJAHTHOTO [10303aBUCUMOTO 3ddek-
Ta OWTMPYyOMHA B TEMATOIUTAX, BCJIEACTBUE YETrO

3AIYCKAIOTCS TMPOIECChl MEPEKNCHOTO OKHICJEHUs
JMOUI0B, amomnto3 remaronutoB [23]. JKemxunbie
KICJIOTBI TaK)Ke MOTYT OKa3bIBaTh TOKCUYECKOe [eii-
CTBHE IyTeM WH/YKINU HEKPO3a M arolTo3a rerna-
TOLIUTOB, TMEPEX0/a 3BE3[UYaThIX KJIETOK B MHODU-
6po6JIacThl, UX aKTHBAIIMIO TTOCPEICTBOM (PaKTOPOB
pocra, Toll-like-perenropos u 3anyck ¢pubporeHesa
[24]. Takum o6paszom, BRIC u PFIC moryr npen-
CTAaBJISATbH OJHO 3a060JIEBAHUE C PA3HOI TSKECTHIO
nposiBienusi.  IIpepcraBisiercss  MepCIEeKTHBHBIM
BbljleJIeHNe IPU3HAKOB, IPEICKA3bIBAIOIINX TPAHC-
dopmaruio H06pOKAYECTBEHHOTO (PEHOTUIA B TIPO-
rpeccupyioniuii, y nanuentoB ¢ BRIC napsany c BbI-
JleJIeHHeM KpUTepUeB nporpeccupoBanusi (peHoTHurna.

Y nawei nauuenmxu, yuumoleas yeenuuenue
yacmomol INU30008 000CMPENHUsL C MeUeHUeM pe-
menu (0o 2 pas 6 200), 6oaee daumenvroe msxeioe
ux paspeuwienue ¢ npucoedunenuem Koazyionamuu
(6 mom uucae 60 épems Hawe 20CNUMAIUIAUUU),
ycuaenue Koxnozo 3yda u OoJee GvlcoKue 3Hdue-
nus 6uaupybuna 6o epems npucmyna (60 epems
nawet zocnumaiuzavuu — 00 600 mxmonv/ 1),
Heahhexmusnocmo cmandapmuol KOHCePS8AMmues-
HOU mepanuu u Heobx00uUMOCb NPosedenus Nid3-
magepesa, naubonee eeposmen nepexod 3aboie-
6anus 6 Ooaee azpeccusnvlll henomun, NOX0Kutl
na meuenue PFIC. Humepecno, umo ¢ momenma
nocmanosku Oduaznosa ¢ 2005 2. do onpedenenus
mpancghopmavuu penomuna npowsio oxoso 15 nem,
4mo coomnocumcs ¢ dannvimu rumepamypul [21].

Manrvueiwas maxkmuxa eedenHus NAyUEHMKU
cocmoum 6 caedyrouiem:

—  pezyaapHuill cKpununz: evinoanenue Y3H
ObBIl u ananusza mna o-gpemonpomeun xaxovie
6 mecayes 015 CKpuHuHzd HOBO0OPA308ANUU Neye-
HU, ¢ yuemom mozo, 4mo y nayuenmos ¢ PFIC2,
KOMOpwLll MaxxKe accoyuuposan ¢ Mymauyuetl zena
ABCB11, moxem Ovimb nosviuen puck zenamo-
UCNTIONAPHOU KAPUUHOMDBL;

— npuziquenue NayueHmKu 6 nepuod PeMuccuu
HA NYHKUUOHHYIO OUONCUIO NedeHl OISl OUeHKU (ubpo-
TMUYECKUX USMEHEHUT NeYeHl U 0aIbHetulezo NPoezHO3A.

Coznacro xaunuueckum pexomendavusim PIA
coemecmno ¢ POITHII, a maxxe EASL no dua-
ZHOCIMUKE U JIeUeHUI0 X0AeCcma3d, Oblld HA3HAYeHd
mepanus Y /IXK, 6 darvnetiwwen — paccmompenue
sonpoca o kombunuposannou mepanuu ¥ /XK u xo-
aecmupamunom [4, 14]. B aumepamype onucarvt
NONOKUMENbHBIE  PE3YTbMAMbL  KOMOUHUPOGAHHOU
mepanuu Y/AXK e couemanuu ¢ KOAeCMUPAMUHOM,
Komopdas. npusoduia K OJUMENbHOU PEeMUCCUU OC-
Hoenozo 3abonesanus [25, 26];

— npuem YAXK (ezudpoguivnas KK) 6 ne-
npepvienon pexume 6 doze 15 mz/xe/cym. O0au-
menvno. Cuumaemcs, 4mo OcHO8Hbvle Ippexmuol,
3a cuem xomopwvix Y/JIXK moxem 6Goimv noses-
na, saxaouaiomcs 6 xoaepemuueckon (ocyuecm-
BASIOWEMCS 34 CUEM NOCM-MPAHCKPUNUUOHHBLY
MeXanusmos, YeAUUUBANOWUX CUHME3 U GCMPA-
usanue 6 membpany OeaKOE-MPAHCNOPMEPOS),

Poc xypu ractposurepoJ rematon koaonpokros 2023; 33(3) / Rus J Gastroenterol Hepatol Coloproctol 2023; 33(3)



www.gastro-j.ru

Kmmuanueckne nabmonenns,/ Clinical cases

uumonpomexmuenon  (modupuuupyem cocmag
Keauu, cHuxas Koauuecmeo zudpopobnvix KK
u ux noepexdaiouwee deiucmeue), NPOMUBOANON-
mosnom (nodaeienue anonmosa eciedcmeue Oeii-
Cmeus 6 Mumoxonopusx) u mooupuuupyowem
muxpobuomy xuweunuxa (cHuxenue Koauvecmea
Mmapxepos socnarenus) oevicmeusx [27, 28]. B au-
mepamype maxxe ONUCAH NOJOKUMEbHBIL ONbIM
npumenenus Y/AXK npu mnacredcmeennom xose-
cmase [29], xoma u ne y ecex nayuenmos;

— 6 danvHeuuweM NAAHUPYEMCS HASHAYEHUE KO-
aecmupamuna (UOHOOOMEHHOU  cMOABL)  OAuUmeNb-
HO ¢ nogvuuenuem 003bl 00 MAKCUMATILHO hepe-
HOCUMOU 6 MOMEHMbL YCUACHUSL KOXH020 3Yod.
Koaecmupamun, cesaszvieas Ooavuyro uacmv KK,
npensmemeyem — IHMEPOZENAMUUECKOU  UUPKY.JLA-
uyuu KK, u3bvimox xomopwuix S64semcs 00HUM
U3 KA104e8blX NAMOPUIUON0ZUUECKUX MEXAHUIMOB
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