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AxHoTALMA

Baegenne. JJobpoxkauecmaennbill peyudusupyrowuil BHYmpuneweHoutblil rorecmas — amo pedkoe nacaedcmeerntoe 3a-
6onesaHUE, LAPAKMEPUYIOUWLECS NOBMOPAIOUWUMUCA INUI00AMU 8bLPAHCEHHOU 2UNePOULUPYOUHEMUU U KOHCHO20 3Y0a,
KOMOPbLE PA3PEUWAOMCS CAMONPOUIBONLHO. OOHAKO NPUCTYNBL LONECTNAZA MOZYM COXPAHAMDBCS 8 MeUeHUe HeCKONb-
KUL Mmecsayes U 8 pade cayuaes COnPosoHdaAmMbCs UaCMbLMU PeYUOUSAMU, YMO MOHCEM CMATD NOB0O0M K MPAHCTIALH-
mayuu neveru.

Iesn. [Ipedcmasums xauruueckull cayuai dedroma 006 poxaiecmsenHoz0 peyudusupyou,ezo 8HYMpPuUneLeHowHoz0 xo-
Jaecmasa Ha pore ocmpozo zenamuma A.

Peszyaprarsl [Tayuenwm, 30 aem, nocmynua 8 omoesenue mparcnacumayuu nevenu MOHUKW um. M.®. Baadumup-
CKO20 8 C8A3U C 3AMANHBLM INUI000M BHYMPUNEUEHOUHOZ0 LOAeCTNA3A C 6bLPANHCEHHOT KOoaYA0NAMUet NocAe nepeHe-
cennozo ocmpozo zenamuma A. ITosviuenue obwiezo burupydbuna docmuzanro 835 MKMOAL /A U MeHCOYHAPOOHO20 HOP-
MANUZ08AHHO020 omHoweHUuA — 3,6. IIposerenus sumamun-K-accoyuuposannoll Kxoazyionamuu yoaiocb KYynuposams
Yoice Mocae Nepeoeo NAPeHMepPaLbHo20 86edenus menaduona Hampusa bucysvgpuma. B mo epems kax npu sevenuu 2u-
nepbusupydbuHemuu He O6bLI0 OMMeyeHo IPPexma om NPuMeHeHUs 2A0KOKOPMUKOCMePoudos, Yypcooe3okcuroiuesol
KucA0mbL u naazmaghepeda. B ceasu c samajicnvm meuenuem rorecmasdd, Ppesucmermuozo K KoHCepsamusHou mepanuu,
NAYyUeHm paccmMampuseancs Kax Kanoudam 0as eKA0UeHUs 8 aucm oxcudanuil mpancnaarmayuu nevenu. O0Haxo 6
xo0e QuHamuueckozo Habarvdenus 6bL10 00CMUSHYMO CAMONPOUIBOAbHOE PA3PeUeHUe INUI00A X0AeCa3a uepesd 5 me-
cayes om momenma manugpecmayuu. Ha ocnosanuu cneyuguueckoli KAUHULECKOU KAPMUHBL, OGHHBLL 2000 PATOPHBLL
AHAAU308 KPOBU U 2EHeMULECKO20 MeCMUPosaHUsl Obin OuaeHocmuposar 000 poKaLecmeeHHblil PeyudusuPYOWUL 6HY -
MPpuUneueHoUHbL rorecmas 2-20 muna.

Bsrisog. [Ipedcmasaertoe Habatodenue emoHCmpPupyem 3amsaxicHoe mewenue anu3oda rorecmasa C maxiesoll Koazy.no-
namuet npu ocmpom zenamume A y nayuernma ¢ 006 poxrarecmeerHulm PeyUdUsUPYIOWUM EHYMPUNEUEHOUHDLM XO-
1eCcmaszom ¢ nocaedyoUUM CAMONPOUIBONBHBLML PA3PEULEHUEM KAUHULECKOT KAPMUHDL Uepe3 b mecsiyes 0m momerma
manugpecmayuu. Taxum o6pasom, npu BHYMPUNEULEHOUHOM XO0AeCTNA3E Yeaeco00pa3Ho nposedenue dugpepenyuaavrol
JuazrHocmukru 006 PoKa*eCMBEHHOZ0 PEYUOUSUPYTOWL20 BHYMPUNEULEHOUHOZ0 X0AeCTNaA3a neped mpaHcniaHmayuel ne-
yeHu.

KiroueBsble ciroBa: J0OPOKaYeCTBEHHDIN PEUANBUPYIOIMI BHY TPUIIEUeHOYHBII X0JIeCTas3, TPAHCIJIAHTAINA IIeYeH ), BHY -
TPUIIEUeHOYHBIN X0JecTas3
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Ahstract

Background. Benign recurrent intrahepatic cholestasis is a rare inherited disorder characterized by recurrent episodes
of severe hyperbilirubinemia and pruritus that resolve spontaneously. However, attacks of cholestasis may persist for
several months and in some cases be associated with frequent recurrences, which may be grounds for liver transplantation.
Objective. To present a clinical case of debut benign recurrent intrahepatic cholestasis following acute hepatitis A.
Results. A 30-year-old patient was admitted at the Liver Transplantation Center of Moscow Regional Research and
Clinical Institute n.a. M.F. Vladimirskiy for a prolonged episode of intrahepatic cholestasis with severe coagulopathy
after acute hepatitis A. Total bilirubin was elevated up to 835 uymol /L and INR was 3.6. The manifestations of vitamin
K-associated coagulopathy were controlled after the first dose of parenteral menadione sodium bisulfite. Glucocortico-
sterotids, ursodeoxycholic acid and plasmapheresis turned ineffective in the treatment of hyperbilirubinemia. Due to
long-persisting cholestasis resistant to conservative therapy, the patient was considered for inclusion to the liver trans-
plant waiting list. However, spontaneous resolution of the cholestatic episode was achieved at 5 months after the onset of
manifestations. Benign recurrent intrahepatic cholestasis type 2 was diagnosed on the basis of the specific clinical signs,
laboratory blood tests and genetic testing.

Conclusion. The present Case Report shows a long-lasting episode of cholestasis with severe coagulopathy in acute
hepatitis A in a patient with benign recurrent intrahepatic cholestasis with subsequent spontaneous resolution of the
clinical symptoms at 5 months after their manifestation onset. Therefore, the dif ferential diagnosis of benign recurrent
intrahepatic cholestasis should be considered prior to liver transplantation in patients with intrahepatic cholestasts.
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AJlIT - anaHvHamunHOTpaHcdepasa MHO - mexgyHapogHoe HopMann30BaHHOE OTHOLLEHWE
ACT - acnaptatamuHoTpaHcdepasa MPXTII - mMarHMTHO-pe30oHaHcHas XofnaHrnonaHkpearorpadus
BI1 — 6uoncma nevyenHn MCBX — nporpeccupytoLmin CeMeHbIN BHYTPUNEYEHOYHbIN
BIH - BepxHsif rpaHuua HOpMbI xonecrtas

BXB - BHYTpUMNe4YeHO4HbIN XonecTtas 6epeMeHHbIX C3I - cBexe3aMopoXeHHas nnasma

[TTMN - y-rnyTamunTpaHcnentugasa YOXK — ypcopesokcuxonuesas kucnorta

UK - renatouennionspHas KapuvMHoma VY3 - ynbTpa3BykoBOE MCCNepoBaHve

OPBX — po6poka4ecTBEHHbIN peunaMBUpYIOLLNIA BHYTpUNe- XLK  — xonaHrvouenntonapHas kapuMHoma

YEHOYHbI XxonecTas

JINM  — nekapcTBEHHbIE NMOpPaXeHWs MeYvYenHn

JloOpokaydecTBEHHBIN PEeNVAVBUPYIOMINI BHY-
TpunedeHouHblt xosecrasd (IPBX) — aTo penkoe
ayTOCOMHO-peIeccBHOe 3aboJieBaHME, XapaKTe-
pusytolieecsa MOBTOPAIIVMICA SMM30aMI BbIpa-
SKEHHOI TUIepOmnanpyObuHeMmn 1 KOYKHOTO 3yJa C
HM3KOJ MJIM HOPMaJIbHOM aKTMBHOCTBIO Y-TJIy TaMIUJI-
Tpancnentuaassl (I'TTII) cerBopoTky KpoBu. Penkasa
BCTPEYaeMOCTb JaHHOTO 3a00JeBaHMA OTHOCUT €ro
K rpyie opdaHHbIX. [lepBble IpucTyIbI OMMO0YHO

LPAC-c1HOpOM — xonenutuas, acCoLMMPOBAHHbIN C HU3KUM
YPOBHEM dhocdonunnaos

MOTYT OBITb paclieHEeHbl KaK OCTPBIN TelaTUT JJIN
IIpOrpeccUpyIonnii ceMelHblll BHYTPUIIeYeHOYHbIN
xogiectas (IICBX). B bospmmHacTBe coaydaeB JPBX
He IPpMBOAUT K PpubPO3y MM IeIeHOTHOKJIETOUHON
HEeJIOCTATOYHOCTH, BCe KJIVHMYECKNe ¥ JabopaTop-
Hble NPM3HAKM XOJIecTasa CaMOCTOATEeJBbHO paspe-
maroTea. OQHAKO INPUCTYIBI MOTYT COXPAaHATBCA
OT ABYX HeJeJsb J0 HEeCKOJbKUX MeCAILEeB U B pfALe
cJy4daeB HOCAT U3HYPSAOIINI XapaKTep, YTO MOYKeT
CTaTh IOBOJIOM K TPaHCIJIaHTaluM IedeHn. Penkue
cJIyday BBIABJIEHUS M HAOJIIOZEHUA ITalVIeHTOB C
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JAPBX zaTpynHsaeT cBOEBPEMEHHYIO AUATHOCTUKY U
BBIOOD aJIeKBATHOM TAKTUKMU JIEUEHIA.

Ieun. IIpencTaBUThL KIMHNYECKUI CIrydaii gebo-
Ta AOOPOKAYeCTBEHHOI'O PELVAVBUPYIOIIEr0 BHY-
TPUIIEYEHOYHOI0 XoJiecTada y MysKumubl 30 jJeT Ha
done ocTporo rermatura A.

Kaunuueckoe nadbaroderue

ITamment Y., 30 set. VI3 aHamMHe3a M3BECTHO, YTO
MaIIeHT POAMJICS 3J0POBBIM peGeHKOM, POC U pa3BuU-
BAJICA HOPMAaJIbHO, ¥ POJIHOM CeCTphI allieHTa B Tpe-
TheM TpPUMecTpe ObLI AMATHOCTMPOBAH BHyTpUIIEUe-
HOYHBI XoJjecTta3 bepemenHbix (BXB), koTOpbIil OBLI
IIOJIHOCTBIO KYIIMPOBAH II0CJe POJOpa3peleHns.

B nmauasie anpesa 2023 rona, B Bo3pacte 30 Jer,
BIIEPBbIe OTMETIJI [IOABJIEHE JKEeJITYIIIHOCTY KOYKHBIX
IIOKPOBOB M CKJIEP C OZHOBPEMEHHBIM IIOBBILIEHVEM
Temmepartypst Tesaa 1o 39 C°. IlanueHT He ymoTpebd-
JIAJI aJIKOTOJIbHbIE HAINMTKM, JIEKAPCTBEHHbIE IIpe-
mapaTsel UM OMOJIOTMYeCcKN aKTUBHbIE HOOAaBKY, YTO
JICKJIFOYAJIO TOKCUYECKUI TeHe3 IOPaKeHUs IIeYeHI.
TocimrtannampoBaH B TepaleBTUYECKOe OTHAeJeHUe
110 MECTY SKUTEeJbCTBA. B aHajM3e KPOBU IIOBLIIIEHE
oburero Omampy6bmura no 161 MKMOJIb/JI, aslaHMHAMY-
"orpaHcdepassl (AJIT) go 1003 E/n1 n acnaprara-
vuboTpancdepassl (ACT) mo 308 E/a. IIpu obeneno-
BaHMM Ha MapKepbl BUPYCHBIX T'ellaTUTOB BbIABJIEHBI
aaTnHAV IgM; HCV RNA n HBsAg — orpuriatesbHbIe.
ITo ynpTpasBykoBomy ncciaenoBanno (Y3VI) opranos
OPIOIIIHOI IOJIOCTH - TEeIIaTOMETaJVsA, YTOJIIIEHIIe CTEH-
KM 3K€eJIYHOTO IIy3bIpsA. [lanmeHT nepeBeieH B MH(PEKIIN-
oHHOe oThesenne. Ha dore mpoBoanmoit MH(Y3MOHHOI
Tepanuy OTMeYeH ITOCTEIeHHBI POoCT o0Iero 0mIm-
pyo6usa no 600 MrMoJsib/J (32 cueT 0bemx PPaKINiL,
npaAMoi 6mnpyouH 320 MKMOJIb/JI), PA3BUTHE KOAry-
JIOIaTUY — MEXKAYHAPOIHOe HOPMAaJIM30BAHHOE OTHO-
merne (MHO) 3,6. C konua anpesia 2023 roga HasHa-
4eH NpeaHn30J0H 80 MI B CyTKM IIE€POPaJIbHO, YPCO-
IesokcuxosmeBasa kucsaora (YIXK) 750 mr B cyTKH,
TpaHCcy3un ceexxeszaMoposxerHoii nasmsel (C3II). Ha
hone Tepanmu mokazaTesan odIero OnaMpyonHa 1 Koa-
ryJjorpamMmel 6e3 auHaMukn. I10 MarauTHO-Pe30HaHCHO
Tomorpadcpum 07.05.2023 Tpr3HAKOB IIATOJIOTMUN OPTaHOB
OPIOLIHOI ITOJIOCTY ¥ 3a0PIOUIMHHOIO IIPOCTPAHCTBA He
BoiaBseno. PHK HAV ot 11.05.2023 rona He obHapy-
JKEeHa.

B cBasm c¢ 3aTAKHON runepbuanpybuHemMu-
eif manuent Obln nepeBegen B MOHIIKW wnwm.
M.®. Buagumupckoro 18.05.2023. IIpu ocmoTpe Ha
MOMEHT IIOCTYILJIEHUS KPOME SKEJITYIIHOCTI KOYKHBIX
IIOKPOBOB U CKJIEP OPYTUX OTKJIOHEHUII He BBIABJIEHO.

B snabopaTopHbix anHanmsax kposu ot 19.05.2023:
remorJiobmu 123 r/u, serikorrosd 15%10°/1 6e3 mamou-
KOAJIEPHOTO cABuUra (pacijeHeHO, KaK pacIipeesn-
TeJIbHBI JIeKOUMUTO3 Ha (POHE IpyeMa IJIIOKOKOPTH-
KocTepouos), TpombormTer 448x10°/1, koarysomna-
Tua — MHO 3,47, nporpombunuoBoe Bpemsa 40,4 cexk,

o001t OmpyouH 720 MKMOJIB /J1 (IIPAMOI OMnpyOonH
414 mrxmonn/an), ITTII 29 E/n, menounasa cgocdarasa
174 E/n (mHopma no 120 E/u1), Xonecrepus 5,2 MMOJIb /JI,
anpbyMmuH 36 r/Ja, KpeaTHUH 82 MKMOJIb/JI, MOYEBU-
Ha 6,4 MMOJBb/J. YPOBEHb MMMYHOIJIOOYIMHOB A, M
u G B HOpMe, Ipu dJeKTpodpopese OEJIKOB CHIBOPOTKNI
KPOBU OTKJIOHEHNII IIokasaTeseil ol,2 1 y dppakumit He
BBIABJIEHO.

Hnst nckrouenns 6ose3un Busbcona—KonoBasoBa
JICCJIEIOBAH YPOBEHD IIePYJIOIIa3MyHa, CyTOUYHAA DKC-
Kpelma Menyu mounm, Kosblo Kajizepa—Dueriepa —
OTKJIOHEHNI He BbIABJIEHO. [IpoBoanm obciienoBanme Ha
ayTOMMMYHHBIE 3a00JIeBaHIA IIeYeHI: aHTUTEJIA K TJIal-
KOJ MYCKYJIaType ¥ MUKPOCOMAJILHON (PPaKIY ITeYeHN
Y TIOYEeK, aHTVHENTPO(UIbHbIE HITONIA3MaTIIECKIIe
aHTUTEJa, aHTUTEJIA K MUTOXOHAPUAM He O0HA Py KEeHBL

IIpu noBTopHOM Y3JVI OpraHoOB OPIOIIHOI [TOJIOCTH:
MIPM3HAKOB IIOPTAJIbHOM ¥ OMJIIMapHOI TMIIEPTEH3NUN He
BBIABJIeHO. CBOOOAHAA KUIAKOCTD B OPIOIIHOI IIOJIOCTI
He OIpefiesIgeTcs.

Hasnauena repanua: YJIXK B noze 1000 mr, meHa-
IVIOH HaTpuA OucysbguTra (BOZOPaCTBOPMMBI aHAJIOT
BuramyHa K) 2 mut (10 Mr/mir) B CyTKM, MHUIIMVPOBAHO
CHIKEHIe JI03bl NIPeIHM30JI0HA C IIOCIeYIOIell Io-
HOJ OTMEHOIA.

Ha 2-e cyTkm or Havajsia BBeJeHUA MeHaOM-
OHa HaTpusa Oucysabdura oTMedeHa HOpPMaJaM3a-
nus nokasaTeJteil xkoarysnorpammser: MHO 1,0, mpo-
Tpombur 1o Keury 106%, nporpomGuHOBOE Bpems
10,9 cexk. ITokaszaresb obiiero OuanpybmHa IIPOIOJI-
’KaJIl HapacTaTb A0 835 MKMOJIb /JI (IIpAMOI OMImpyOomuH
428 MKMOJIb/JI), P HOPMaJbHbIX 3HaueHnaAx I'T'TII —
31 E/n n mesounoit coccpaTassl — 162 E/ .

B cBasu ¢ Hapacraromeil runepouanpyonaeMneit
NIPUHATO PelIeHye 0 NPOBeAeHN DKCTPAKOPIIOpab-
HBIX METOJOB JeTOKCUKaluu. IIanueHTy BBIIIOJHEHO
Ba ceanca masmadepesa (07.06.2023 u 09.06.2023) c
yaanenneMm 2300 MJI I11a3MBblI U 3aMeIlleHeM PacTBoOpa-
vu 20% ansbymuna, C3II 1 kpucrasaongos. OTMedeHO
KpPaTKOBPEMEHHOe CHIIKEeHVEe YPOBHs 0011ero ouiampy-
OuHa 10 626 MKMOJIB/JI C BOCCTAHOBJIEHVEM IIPESKHUX
3HaveHnit (789 MKMOJIb/J1) yeped 3 JHA II0CJIe TTOCJIe] -
HETO IIPOBEJIEHHOTO CeaHca.

ITockosbKy IpUUMHA XOJIecTas3a TaK M 0CTaBaJach
HEeBBIACHEHHOM, IPOJOJIsKeHo obcenoBanme. IIpn 930~
daroracTpoAyOLEeHOCKOIIMI [IATOJIOTUY HE BbIABJIEHO,
OOJIBIIION YOAEHAJbHBI COCOYEK HE 3MEHEH.

BrInosiHeHa MarHMTHO-PE30HAHCHAA XOJAHTMO-
nankpearorpadgua (MPXIIT'). BapuaHT cTpoeHusa
JKEJIYHBIX IIPOTOKOB: OTCYTCTBME IIPABOTO [OJIEBO-
ro npoTtoka (Tpudypraiud), BlageHne g00aBOYHOrO
JKEJIYHOTO IIPOTOKA B IIy3BIPHBIN IIPOTOK. JJaHHBIX 3a
OMIIMapHYIO TUIIEPTEH3MIO, XOJIEIMCTOX0JIeS0XO0IUTI-
a3 n obbeMHbIe 00pa3oBaHMA He nosydeno. CorsacHo
JIMTEPAaTYPHBIM JAaHHBIM, ONJMCAHHbBI/ BapuaHT aHATO-
MyM OMIIMAPHOTO JepeBa BCTPEYAeTCs B IOMYJIALNN B
0,58% cay4aeB 1 He MMEEeT KJIMHNYECKOro 3Hadenns [1].
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C 1es1pI0 yTOYHEHNA AVATrHO3a BBINOJIHEHA ITyHK-
moHHasA 6uorncnsa nedenn 13.06.2023, o pesyapraTaMm
MOPOJIOTMHECKOTO MICCIIeOBaHNA OIIPeesIsoTCs Oel-
KOBas AUCTPO(NA TellaTOLMTOB, PaCIIpeHre I0PTab-
HBIX TPaKTOB 3a cueT pudpo3a u caaboBBIPAIKEHHOI
BOCIIAJIUTEJIbHOV MH(PUIBTPALNM, He pa3pylIaionien
IIOTPAaHMYHYIO IUIACTUHKY. B 4acTy opTaJbHBIX TPaK-
TOB IIJIOXO IIPOCMAaTPUBAIOTCSA YKeJIIHbIe IPOTOKN (K-
TOIIEHNA), B IOJIbKAX OTMeYaeTCA BLIPAYKEHHBIN MHTPa-
KaHAJIMKYJIAPHBIA Y MHTPAIEJIIOJIAPHBI XosecTtas. [1o
mxaJjie Knodell nagekc rucrommyeckoil akTUBHOCTU 1
nupekc gpubposza: I — 0; II — 4; IIT — 1; IV — 1.

B cBA3M ¢ M30JMPOBaHHBIM IMOBBIIIEHNEM O0IIIETo
ounmpyObuHa 3a cueT obemx ppakumii Ha PoHE HOP-
MaJibHBIX 3HaueHnit I'TTII, npu orcyTcTBUM IIeUYeHOU-
HOJ 2HIledaJonaTUM U PYTUX Jab0paTOPHBIX IIPU-
3HAKOB HAPYLIEHUA (PYHKUUM ITeYeHU (HOpMaJibHble
3HAYEHMA KOaryJiorpaMMbl M aJibOyMMHA), HAJUYIUA
snnzona BXB y poaHoil cecTpsbl, ObLI IPEAIIOIOMKEH
nuarHo3 — JIPBX. Bo3MOKHBIM JOCTOBEPHBIM METOJIOM
JICCJIETOBAHMNA JIJIA TOATBEPSKIEHNA AMArHo3a ABJIAeT-
CA MOJIEKYJIAPHO-TEeHETNYECKOE JICCIIeI0BaHNIE.

CrabnyibHOe COCTOAHME UM OTCYTCTBIME IIPU3HAKOB
IIeYeHOYHO-KJIETOYHO HEeJOCTATOYHOCTY C M30JIMPO-
BaHHOV rMnepouampyorHeMmell M03BOININ BBITICATD
nanmenTa n3 crammonapa 14.06.2023 roma c mocie-
OYIOIIVM aKTUBHBIM aMOyJaTOPHBIM MOHUTOPUH-
roM Bpaua orgeneHuda tpaHcmiaantaunu MOHUMKI
uM. M.®. Bragumupcroro. IIpu BeIIMCKe peKOMeHIo-
BaH IIpUeM JIeKapCTBeHHBIX ITpenapaToB Y XK B nose
750 Mr B CyTKM, MEHaAMOHA HaTpuA Oucysabdura 1 M
BHYTPUMBIIIEYHO 1 pa3 B HeleJo, a Takske Jabopa-
TOPHBIN KOHTPOJIB ITIeYeHOYHBIX Ipob 1 pas3 B HezeJo.

ITo pesysnbraTam J1abOPaTOPHOTO MCCJIENOBAHUA
KPOBI uUepe3 HeJeJIO II0CJIe BBINMCKM OTMEYEeHO CHU-
JKeHMe ypoBHA o011iero ounnpyonsa 10 493 MKMOJIb /I,
OCTaJIbHBIE TIOKa3aTesy 0e3 CyIecTBeHHON NVHAMIKIL
B nasnpHeriiem HaOJII0[AJIOCH IPOrPECCUPYIOIIEE CHYI-
JKeHMe YpPOBHA o0Ifero OmaupyOuHa: depes 6 Hemesb
rocjye BBIMNMCKM 188 MKMOJB/J, ueped 9 Henmesb —
86 MKMOJIB/JI, yepes3 3 MecaAna — 44 MKMOJIb/JI, Yepes
5 mecsaneB — 50 MKMOJIb /JL.

B despane 2024 roma B PI'BHY «Meguko-
TeHeTUYeCKMII HAay4HBI IeHTP MMEeHM aKaJeMMKa
H.II. BoukoBa» OBLI BBIIOJIHEH CKPVHMHT Ha HacJel-
cTBeHHbIe 3a00JIeBaHNA, ACCOLMMPOBAHHBIE C CUHAPO-
MOM XoJlecTas3a, MeTOJOM MacCCOBOIO IapaJlyIesIbHOTO
CEeKBEHNPOBAHMA. B pedyJsibTaTe BbIABJIEH ONMCAHHBIN
paree kak nmatorexssi (HGMD_ID CS042529) Bapu-
aHT HYKJEOTHUIHON I[I0CJIEZ0BATEJbHOCTA B JJOHOP-
HOM caliTe cmJjaricuara, nHTpoHe 18 rema ABCBI11
(chr2:169820715C>T) B reTep0o3UrOTHOM COCTOSHUN,
MIPUBOIAIINI K HyKJIeoTuaHoi 3amerne (NM_003742.4:
¢.2178+1G>A). BeiaByIeHHBII BapUaHT HYKJIEOTUIHO
II0CJIeIOBATEJILHOCTH 3aPETMCTPUPOBAH B KOHTPOJIBHOM
BeIOOpKe Genome Aggregation Database (gnomAD
v2.1.1) ¢ anmensHoit gactoroit 0,00054%. Aaropurmbl
npeAcKasaHua maToreHHocTu splice ai, mmsplice,

squirls, spip OIleHMBAaIOT NaHHBIN BapUAHT KaK BepPOAT-
Ho natoreHHsIi. CorsacHo kpurepuam ACMG, naHHBI
BapuaHT aABJdAercdA naroreHHeiM (PVS1, PM3, PM2,
PP5).

PesynbTaThl reHeTMUECKOr0 MCCIENOBAHNUA TIOM-
TBepskaioT nuarsold JPBX 2-ro Tuna.

Ha mMoMeHT HanmmcaHMUA CTATbM IO JAHHBIM ITOCJIE -
Hero yuccjeoBannsa Kposu ot 16.02.2024: obmmit 6mim-
pybun 47,7 mrmoss /a1, AJIT 17,1 E/x, ACT 16,3 E/,
I'TTII 11 E/n, menounaa dgocdaraza 65 E/mx, MHO
0,98, nporpombun 89%. Y maumeHTa OTCYTCTBYIOT
Kakme-yo0 cyObeKTUBHEBIE IPOsBIeHNA 3ab0IeBaHms.
OH BezeT aKTUBHBI 00pa3 xu3Hy. Tepanuio He IoIy-
JaeT B TeYeHVe 3 MeCAINeB (PUCYHOK).

iepe 2023 ][ anpess 023] st 2025 st 2025 R st 2025 Pryen2025] Come 2025 | owe 2025 oemp 2024
Henryxa |Vndexipommnit Tocnuramsamys
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Tepanuu

Figure. Dynamics of laboratory parameters during therapy

0Gey:rpexne

T'pynmna remetuduecky reTeporeHHbIX ayTOCOMHO-
pellecCUBHBIX XoJlecTaTideckux 3aboseBannii, 00y-
CJIOBJIEHHBIX JlepeKTaMl TernaToOnIapHbIX TPaHC-
noprepos, npencrasieHa JPBX tun 1 n 2, IICBX
(12 tunos), BXB u npyrumm penkmmu 3abdoseBa-
Huavu. HacilencTBeHHaA IpeapacIosoKeHHOCTb
TaK)Ke UTPaeT Ba'KHYIO POJb B Pas3BUTUM JIEKAP-
CTBEHHO-VHAYIMPOBAHHOI'O BHYTPUIIEYEHOYHOI'O
xoJgecrasa [2].

JIPBX onpepnensercsa kak Jierkad dpopma IICBX.
PacnpocrpanenHocTs 3ab0seBaHUA HEM3BECTHA.
OpHako cuuTaeTcs, YTO OHO BCTpedaeTCA Pelxe,
gyeMm [ICBX, gacToTa koToporo cocrapigetr 1/50000—
1/100000 [3].

Bnepsrie IPBX 6bin1 ommcar B 1959 rony
Y. Cammepckuiom un ok, YosieMm y 2 IalnyeHTOB
n3 Besnukobpuranum [4]. XapakTepHbIMU 0cObeH-
HOCTAMM 3a00JI€BaHUA ABJIAIOTCA IIOBTOPAIOIIMECS
SIMB0bI X0JIECTA3a, IIPOTEKAIOIIME C BRIPAKEHHON
runepompyorHeMMelt 1 KOXKHbBIM 3yJI0M, KOTOPBIEe
CaMOCTOATEJIBHO pa3penianTcea 6e3 pasBUTUA IIPo-
rpeccupylomiero 3aboseBaHnusa nedyeHn. Y 4eTBEPTU
manueHToB ¢ JPBX MoskeT oTCyTCTBOBATH KOYKHBIN
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3yn. Jpyrumy 4acTeIMM CUMIITOMAaMM ABJAITCH
ob11asa crabocTh, TOIIHOTA, PBOTA, CTeaTOpes, CHI-
SKeHMe arreTuTa 1 norepsd Beca. Pegko HabomawoT-
cA JIMXOopasiKa, apTpaJiruy, ToJOBHbIE 00JM, KpaIIB-
HuUIla 1 gepmartorpadua Ha (poHe >pUTeMaTO3HON
coinn. ITpy 3aTSAMKHOM TeUeHNM MOYKeT HabJIooaThCsa
KoaryJonaTusa ¥ reMopparudecKkye OCJIOKHEHUS B
cBA3MU ¢ MaJsbabcopbimert BurammuHa K. B mabopaTop-
HbIX aHaJIM3aX ChIBOPOTKM KPOBM OTMEUaeTCHA 3Ha-
4yTeJbHOE IIOBBIIIeHVe YPOBHA 00111ero 6manpyomHa
U $KEJTYHBIX KUCJIOT, IIPY BTOM BaYKHOI OTJINUNTEIIb-
HOI1 ocobenHOCThIO IPBX 11 npyrux dpopm ceMernHoro
BHYTPUIIEYEHOYHOI'O0 X0JIeCTal3a ABJIAETCA YPOBEHb
T'TTII, xoTopelil OCcCTaeTCA HOPMAaJIbHBIM VIJIV MMIHV-
MaJIbHO IIOBBIIIIEH [5, 6].

IIpucTynbl MOTyT COXPaHATBCA OT HECKOJBKUX
MecsAILleB JI0 2 JIeT, B cpegHeM 32 HeJesu, M caMo-
CTOATEJBbHO paspelnaioTcsa 0e3 pa3Butusa pubpo-
3a MJIM MNe4YeHOYHO-KJIeTOYHOM HeJOCTaTOYHOCTI.
JlabopaTopHbIe IIOKa3aTeaM MeYeHOYHBIX P00 B
OecCUMIITOMHBIN IIepMoJ B IpeaesaX HOPMaJIbHbBIX
sHavennii. Ecan pia IICBX THMOMYHBIM SBJISETCS
MaHM(ecTanyua B MJaJeHYeCcTBe WM PaHHEeM JeT-
CTBe C IIPOTPECCUPOBAHNEM JI0 TEPMIHAJIBHOTO 3a60-
JIeBaHNSA IIeYeHN BO BTOPOI IeKaie KU3HI, TO Cpe-
HMI Bo3pacT nepsoro smmsona npu IPBX cocras-
Jadget 14 jger. OgHaKo amanas3oH gedroTra 3adoeBaHms
MOJKeT BapbMpPOBATh OT 3 MecAIeB 1o 48 yet [7].

B cBA3u ¢ peruanBUpYyIOIIMM XapaKTepoM Tede-
HuA IPBX 06osblioit MHTEPEC OPeACTaBIIAIT BO3-
MO>KHbIE TPUITEPbI SIIM30/0B XoJecTasa. I1o JaHHBIM
surepatypsl, B 40% HabJr01eHMIT TPOBOLMP YOI
daxrTop onpenennTs He yaaerca. OCHOBHBIMU TPUT-
repaMmu 5OM30[0B XoJiectasda ABIAMUCH. B 54,3%
ciIydaeB — MH(PEKIMOHHbIe 3abojsieBaHMA (IIpenmy-
1ecTBeHHO BupycHbie), B 30% — GepeMeHHOCTh I
IIpUMeHeHVe KOMOMHIPOBAHHBIX OPAJbHBIX KOHTPA-
11enTuBOB, B 10% — JekapcTBEHHbIE IIpenapaTsl U B
5,7% — npyrvie IpUYMHBL BbIABIEHA CBA3D SIIM300B
JAPBX ¢ nmpuMeHeHMeM CJeYIOUIMX IIPeIapaToB:
TeTPaIMKJINH, alleTaMHO(EeH, aMOKCUIIUJIIIINH-KJIa-
ByJIaHOBasA KUCJOTA, I1eDyPOKCUM, SPUTPOMULIVIH U
cynbannnamuael. K gpyrum penkum Tpurrepam
OTHOCATCA BaKIMHAUINA U TUIIepTUPeonan3M [8].

TeneTnyeckue mccienoBaHUA BBIABUIU CBA3b
3aboJsieBaHNA C [IATOTEHHBIMM BapMaHTaMM T'eHOB
ATP8B1 u ABCB11, kasxplii 13 KOTOPBIX KOAUPYET
rellaTOKAHAJIMKYJIAPHBIE TPAHCIIOPTEPHI SKETIHBIX
kucyor [8]. Myraiumu rena ATP8B1 acconmmpoBaHbl
¢ passutuem JIPBX 1-ro tumna. Jedunur ATP8B1
B reraToluTax MHAYLIMPYET IoTepro aMmuHodocdo-
JINIINOO0B Ha LH/ITOHJIaSMaTI/I‘-Ie(ZKO]Z IIOBEPXHOCTI
MeMOpaHbl KaHaJbIlEB, YTO CIIOCOOCTBYET JecTa-

OmMaM3anM KaHAJIMKYJIAPHO MeMOpaHbl IIPU BO3-
IeicTBUM TUAPO(OOHBIX $KEJYHBIX KUCJOT U HAPYy-
IIeHNI0 (PYHKIMM MeMOpaHHBIX TPaHCIOPTePOB. B
pesyJbTaTe IPOMCXOAUT HAKOILJIEHNE KeJTIHbIX KIIC-
JIOT B TeNIaTOLMTAX ¥ KOMIIEHCATOPHOE IIOBBIIIIEHNE
KOHIIEHTPaLMY XOJIeCTepMHA B sKeJsun. JIaMeHeHne
610XMMIYECKOTr0 COCTaBa KeTdM YXYAIIaeT ee peo-
JIOTMYEeCKYe CBOIICTBA, YTO CIIOCOOCTBYET Pas3BUTHUIO
TelaToleJUIIJIAPHOro XoJsectasa. OJHOBpPEMEHHO ¢
STUM HAKOILJIEHME SKeJYHBIX KICJIOT B rellaToLMTax
IIPMBOANUT K MX IoBpesxaeHnto [9, 10].

JoOpoKadeCcTBEHHBI PEIMANBUPYIONINIT BHY -
TpudyedeHOUHBI! xosectasd (JIPBX) 2-ro tuma oby-
cnoBaeH myrtanmen rena ABCB11, kogupyroiiero
ATdP-3aBucumbIi 0€JI0K Hacoca, 00eCcIIeunBaioIero
9KCIIOPT coJielt sxeJruHbIX KucioT (BSEP — bile salt
export pump) [11]. OTo ciermupraeckmit 1A IedeHn
AT®-cBasbBaOILMI O€JI0K, IEPEHOCAIINI KOHBIO-
IVPOBaHHBIE KeJTYHbIE COJIV M3 TellaToIMTa B JKeTd-
Hble KaHAaJIbILIbl IPOTUB TPaAMeHTa KOHIIEHTPAaIuii
Hapymienne dpyurnum BSEP cHuskaeT cekpernuio
coJiell $KeJYHbIX KMCJIOT, YTO IIPUBOIUT K CHUIKE-
HIIO OTTOKA $KeJIYV ¥ HAKOILJIEHNIO YKEeJIYHbIX KUCJIOT
BHYTPM I'elIaTOIMTA C IIOCJIeAYIOIIVIM IellaTOIeJIIII0-
JIAPHBIM MOBpeskaeHueM [12].

Ecsi ren ABCB11 srcnpeccupyercsa TOJBKO B
IIeYeHN 1 YaCTO aCCOLUMPYETCA C Pa3BUTUEM XOJIe-
JUTHa3a ¥ HeoIlpoliecca renaTobuInapHOi 30HbI
(renmatonesutonapuaa kapuuHoma (I'TK) n xosman-
ruokapimuoMa — XITK ), ren ATP8BI1 onpenensaerca
U B APYTUX OpraHax, 4To 00bACHAET SKCTpaIleYeHOu-
Hble IPOoABJIeHNA 3ab0IeBaHysA, TaKNe KaK TaHKpea-
TUT, Ayapes U HelipOCEeHCOpHaA TYroyxocTh [8].

Myramunu B renax ATP8B1 u ABCBI11 moryT
peHOTUNNYECKM TIPOABIJIATHCA OoJiee TAMKEJIIbIMU
dopmamn xosectaTudecknux 3aboseBanuit — IICBX
1-ro n 2-ro tumna, coorBercrBeHHo, BXB u jekap-
CTBeHHBIMU TTopaskeHuaMy nedenn (JIIIIT). Hanbomaee
M3y4YeHHblIe ITOATUIIbI ceMelHOTO BHYTPUIIEYEHOIHO-
ro xoJiecrasa IpejcTaBJjeHsl B Tabiuile [13, 14].

IIpy npoBeneHNy IIyHKIVIOHHON OuoIIcuy Iede-
HIM BO BpeMsd dIm3oja xoJecrasa iua JPBX man-
OoJiee XapaKTepHBI LIEHTPOJIOOYJIAPHBIN X0JIecTas,
HaJIM4Me JelO3UTOB ¥KeJT4y B KaHaJbIaX, TerlaToL/-
Tax u kyieTtkax Kyndgepa. Pesxe nabmrogarores nere-
Hepalud TenaTolITOB, HEKPO3 B IIePUIIEeHTPAJTIBHON
30He, JIOOYJIApHAA ¥ MOpTaJIbHAA MHMPUILTPAIINA
C BKJIIOYEHMEM MOHOHYKJIeApOB ¥ B03MHOMUIOB, a
TakKe mposudepala X0oJaHrnos. B beccumnTom-
HBIIT IIEPUOJ] TUCTOJOTMYECKOe MICCIeoBaHme 61om-
TaTa IedYeH) COOTBETCTBYeT HopMe [15].

B 2004 rony B. JIyrketnua n M. IITudpcpman npeiio-
sk nyarHoctudeckue kpurepun IPBX [5]:

TPAHCNNAHTONOIHA 4'202a tom 16

TRANSPLANTOLOGIYA 4'2024 vol.16
The Russian Journal of Transplantation

an



418

CASE REPORTS

Ta6nuua. XapakTepHble 0CO6eHHOCTU Haubonee N3y4YeHHbIX NOATUMNOB CEMEWHOrO BHYTPUINEYEHOYHOro xosecrasa
Table. Characteristic features of best-studied familial intrahepatic cholestasis subtypes

leH Bo3moXHble KnuHu4yeckue heHoTUNbI/CUMNTOMbI

OPBX1, MCBX1
ATP8B1
naHKpeaTuT, HEMPOCEHCOPHAas TYroyXoCTb)

OPBX2, MCBX2, I, BXB nnu xonectas Ha hoHe npue-
Ma KOMOUHMPOBAHHbIX OpanbHbIX KOHTPALLENTUBOB

HECIET Xonenutnas

Puck MUK n XLIK

HECIES LPAC-cuHgpom

Bo3MOXHbI SKCTpane4yeHo4Hble NposBieHns (nmapeﬂ,

MCBX3, BXB, J1MI1, nsonuposaHHoe nosbitueHve MMTI,

JunarHocTu4yeckue oCo6eHHOCTHU

[MoBbILLIEHWE XXENMYHBIX KACIOT B CbIBOPOTKE KPOBU
HopmanbHbin yposeHb [T TT1
BI: nHTpakaHanukynsapHbIM Cnagx Xen4n

[MoBbILLIEHWE XXENYHBIX KACMOT B CbIBOPOTKE KPOBU
HopmanbHbin yposeHb T TI
YacTto noebiweHne AJTT He meHee 5 BI'H
BI1: ruraHTOKNETO4HbIV renaTuT, HATEBUOHBLIE XJ10MbS XEN4N
[MoBbILLIEHNE XXENYHBIX KACIOT B CbIBOPOTKE KPOBU
MoBbiweHune yposHsa T TT1
BlN: nponudepaumsa gykTyn

ITpumeuanna: BI'H — Bepxuaa rpannia HopMel, BII — 6uoncusa neuenn, LPAC-cuHAPOM — X0JIeJMTNa3, aCCOLMUPOBAHHbIN C HUBKIM

ypoBHEM (HochOININIOB

— HaJu4Me B aHaMHe3e HECKOJIbKUX JIM30I0B
X0JIecTasa, pas3JieJIeHHbIX 0eCCUMIITOMHBIM IIePU-
OZIOM IIPOJOJIXKUTEJILHOCTHIO HEe MeHee 6 Mecslles;

— OTCYTCTBHUE OUJIMaPHOI IUIIePTEH3UN 110 JaH-
HeiMm MPXIIT

— orcyTcTBUe (PAKTOPOB, HPOBOIMPYIOIINX
pasBuTHe XoJgecTasa (Hampumep, ajIkOToJb, JeKap-
CTBEHHbIe IIpenapaTsl, 6epeMeHHOCThb, ayTOMMMYH-
HbIe XoJiecTaTudecKre 3a00JeBaHA [IeYeHl, BUPYC-
HbIE TeNaTUThL U T.J1.);

— J1ab0opaTOPHBIE IPUBHAKY BHY TPUIIEYEHOTHOTO
xoJiecTasa (TOBbIIIEHNe OMIMPYOMHA 3a CYeT KOH'b-
IOTMPOBAHHONM (PPaKIn);

— HOPMAaJbHBII YPOBEHb MJIM MUHMMAaJbHOE
nosbitene I'T'TII;

— LEeHTPOJIOOYJIAPHBIN XO0JIecTasd IO IaHHLIM
OMoIICU TIeYUEH.

B ommcaHHOM HaMM KJIMHUYECKOM cJydae y
anyeHTa HabJIIONAaNNCh CIeoYIONe XapaKTepHble
ocobennoctu JJPBX: nebior 3ab0sieBaHNA B 3peJIOM
BO3pacTe Ha (POHE OCTPOro renaTuTa A, OTCyTCTBIE
MIPU3HAKOB OMJIMAPHON TUIIEPTEH3UM 110 JAHHBIM
BU3YaJM3UPYIOUIX METOI0B JICCJIE0BaHSA, N30V~
POBaHHOe MOBBIIIEHE 0011ero 6uapyodrHa 3a cueTr
obenx ppakumii Ha (poHEe HOPMAJbHBIX 3HAYEHUII
T'TTII, Buramnu-K-accouumupoBaHHasa KoaryJona-
TUA, OTHOCUTEJIbHO NOOpPOKAYEeCTBEHHOE TedeHIe
xoJiectasa (OTCYTCTBME IIE€YEHOYHON BHIledaIona-
TV, TUTIOIIPOTEMHEMNUY, pa3pellleHye KoaryJonaTun
Ha (poHe Tepanun), mpeodbiafaHye MHTPAKAHAJINKY -
JIAPHOTO XO0JIecTasa IIPU COXPaHEHHO MOPgOoJIorum
TKaHU ITedeH. Takske ObIJIO OTMEUeHO HaJ4me 3IIv-
3o051a BXB y poaHOI cecTphl 9TOTO HaIlMeHTa.

ITockounbry srmzoas: IPBX pasperarores camo-
[IPOMU3BOJIBLHO, JIEYEHNE HAIIPABJIEHO HA yCTPAHEHNE
CUMIITOMOB ¥ IPO(PMIAKTUKY OCJIOKHEHNI. B HacTo-
Alllee BpeMs HeT CIelM(PUIecKoro Jie4eHmus, KOTo-

poe MorJIo ObI ITOJTHOCTBIO IIPELOTBPATUTD Pa3BUTHE
aTax.

IIpn 3aTAKHOM TedeHMM NMPUCTYIIA XOJEeCcTasa
y namnuenTtos ¢ JPBX MoyxeT BcTpedaTbCA CTea-
TOpes CO 3HAUNMTEJIbHON IOoTepeil Beca M BUTAMUH
K-accouunposannoit koarysnonatneil. OCHOBHBIMUI
MeToZaMM KOPPEKIMM TaHHBIX COCTOAHMI ABJIAIOTCA
IyeTa ¢ HU3KUM cozepsKaHueM *KupoB (MeHee 20 r/
CyTKMU), mobaBJeHME K IUIIE KOPOTKOI[EIIOUEUHBIX
SKVMIPHBIX KICJIOT M BBICOKME JI03bI KMPOPACTBOPU-
MBIX BUTaMMHOB. IIpy 3HaUMTeJIbHON KOaryJjionaTmumu
(MHO>2,5) BO3MO’KHO ITapeHTepaJbHOE IIpUMeHe-
HIe IIpenapaToB BuTaMuHa K [16].

Hawnbosee yacTbiM CUMITOMOM IPUCTYIIOB X0JI€-
cTasa ABJAETCH KOKHbI 3yxa. HasHaueHue craTm-
HOB, KOopTukocTeponnon, ¥ XK, xojrecTupamMmua,
QHTArOHMCTOB OIMOMIHBIX PEI[EITOPOB OOBIYHO
MaJioadpdexTurHO [17].

YMeHbIIIeHe KOKHOTO 3yJa VI COKpallleHue OJI-
TEJBHOCTM 3UM30J0B X0JIecTas3a ObLINM OMMCaHbI Y
nammeHToB ¢ IPBX npu npuMeHeHNN prudpaMImMIm-
Ha. HawasibHaa nosa cocraBisaeTr 150 Mr B CyTKH, IIpU
OTCYTCTBUM 3(P(PeKTa M XOPOIEeil MepPeHOCUMOCTA
1033 MO’KeT ObIThb yBeJMYeHa J0 MaKCUMAaJbHOM —
600 mr B menb. Oquako y 12% naimeHToB mocje 2—3
MeCAILeB Tepanuu ObLI 3aperucTprupoBaH JieKap-
CTBEHHBII T€aTUT C CUHAPOMOM II€YEeHOUYHO-KJEe-
TOYHOJ HepoctaTouHocTu [18—20].

B cayuae Hea(ppeKTMBHOCTM TepaneBTUIECKUX
METOZIOB BO3MOYKHO HpPMMEHEeHMe 3KCTPaKopIIo-
PaJIbHBIX METOJOB JIeTOKCUKaIuM — rniaasMadepesa
Uy aJbOYMIMH OIIOCPEe0OBAHHOTO METOJa TeMOJya-
puabTparmu (MARS) [6, 21].

Takske AJIA COKpAIeHMA DIINM30JI0B X0JIecTasa
BO3MOJKHO IIPMMEHEHNME BPEMEHHOTO 3HIOCKOINM-
YeCKOro Ha300MJIMapHOTO JPEHMPOBAHNUA C IIEJIBIO
VICKJIIOUEeHNA M30bITKA $KEJTUHBIX KJCJIOT M3 IMKJIA
sHTeporenatTudeckoin nuprysaanuyu. Coobijaercsa
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0 paspelleHNy INPUCTYIOB XO0JIecTa3a B TedeHle
HECKOJIbKVMX JIHEJ IIocjie Ha300MJIMapHOTIO APEeHMN-
poBauusa y nanmenTos ¢ JPBX [22) 23]

IIpoBenenne TpaHcHJaHTAUMUM IeYeHU IIPU
JIPBX He peKoMeHIyeTCs B CBA3U C OTCYTCTBMEM
mporpeccupyommx gopMm 3abosieBaHUA IeUYeHN U
Ie4YeHOYHO-KJIeTOUHO HepocTaTouHOoCTH. OnHAKO
B JUTepaType ONMCaH cJaydall NepcUCTUPYIOLIero
KOKHOro 3yJza y namuenta ¢ IPBX, kKoTopslil Tpe-
6oBaJI IIOCTOAHHOTO NIPOBeAEHN A IIa3Madepesa Ha
npotsaskeHyn 4 set. CyIlecTBEeHHOE CHIDKEHVE Kade-
CTBAa $KM3HM IOTPeOOBAJIO IPOBEAEHN OPTOTOIMYE-
CKOJi TpaHCIJIaHTaIMM IedeHn [24].

B ommcanHoM HaMM KIMHMYECKOM HaOJIIOeHNM
3aTAMKHON DNM30] XoJecTasda y MyskumuHbl 30 JeT
rocjie OCTPOro remaTuTa A MOCIY KUJ IIOKa3aHU-
eM AJIA TOCIUTaIM3alUM B IeHTP TpaHCHJIaHTalluM
neyeHy. Ha ocHOBaHMM celM(PUYEeCcKOl KJIMHIYIe-
CKOJ KapTMHBI, JaHHBIX JaOOPAaTOPHBIX aHAJN30B
KPOBMU U Pe3YJIbTATOB MOPQOJIOIMIECKOrO MCCe-
JOBaHMUA, a TaKoKe II0 JaHHBIM TeHeTHYeCKOro
TEeCTHPOBAaHMUA OBLI OMarHOCTMPOBAH JOOpPOKade-
CTBEHHBIV PeUVAVBYPYIOIINI BHYTPUIIEYEHOYHbIN
xXoJecras 2-TO Tuma. JNM30J XoJecTas3a C BbIpa-
SKEHHOI 5KeJITYXO0l IPoTeKaJ 6e3 ABJIEHUI KOXKHOTO

3yna. JledeHne ObLIO HaIpPaBJIEHO Ha yCTPaHEHNE
runepbuanpyonuemuy. Hammu He ObLIIO OTMEUEHO
3HA4YMMOro 3dexrTa OT NPUMEHEHUA TJIIOKOKOP-
TUKOCTEPONUIOB U YPCOAE30KCUXONEBOI KICIIOTHL.
ITIpoBenenne 2 ceaHcoB ma3madepesa COIPOBO-
$KJIAJI0Ch KPATKOBPEMEHHBIM CHMYKEHMEM YPOBHSA
ounmpy6uHa. O1eHUTD BIMAHNE JAHHOI IIPOLIe LY PhI
JUIA JaJIbHETIIero pa3pellenns 3MI130/4a XoJecrasa
3aTPYIHUTEJNBHO. JJabopaTopHble IPOABJIEHNA BUTA~
MyH-K-accormmpoBaHHO KOaryJonaTuy ynaJjoch
KYIIMPOBAaTh YK€ IIOCJIe IIePBOT0 BBEJIEHNA MeHa-
IMOHA HATPUA OMCYIb(uTa MapeHTepaJbHo. B xome
JIVHAMIYECKOT0 HaOJII0eHNA JOCTUTHYTO pas3perre-
HIMe 3MM30/1a X0JIecTasa dyepes b MecAleB 0T MOMEeH-
Ta MaHUQECTAINIL.

OcBegOMJIEHHOCTh KJIMHUIMCTOB 00 0cobeHHO-
CTAX TedeHUsa AOOPOKAUECTBEHHOTO PEIUAVIBUPY-
IOIIIeT0 BHYTPUIIEYEHOYHOTO XOJIECTa3a M CKPUHIHT
[MalIeHTOB B JIMCTE OMKUIAHUA Ha IPEeIMeT HTOTO
[IaTOJIOTMYECKOTO COCTOSHMA KpaliHe Ba’KHbI JJIA
CBOEBPEMEHHOI AMATHOCTUKM 3aboJjieBaHUA. ITO
[IO3BOJIUT WUIEHTUMPUIMPOBATh TEX Ial[IeHTOB,
KTO MOKeT 130eKaTh TPAHCIIAHTALMM [I€YEeHU U
U3BJI€Yb HAMOOJIBIIIYIO [I0JIb3Y OT aJIbTePHATUBHBIX
METOJIOB JIeUEHMSI.
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