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Kenmyxa — npossnenue mnooicecmea kak 000poKauecmeeHbIX, MakK U 310KauecmeeHnbix sabonesanuil. Passumue
2eHeMUYeCKUx mexHoa02Uull NO380UN0 BbIOEUNb SPYRNY palee He UCCIe008aHHbIX PEOKUX XONeCIAMU4ecKux Hee-
MyX, Bbl36aAHHLIX Mymayuell cenog. Ha cospemennom smane pazeumus MeOuyunsl He Cyuecmayen onuUcantbix anieo-
PUMMOB UX CB0€BPEMEHHOU OUACHOCMUKU U ledeHust. B 0annou cmambe npugooumcs onucauie Kiunuiecko2o Hao.o-
O0enus peyuousUPYIOue20 6HympunedéHouHo20 xoaecmasa muna 1, usnodcen anamus iumepamypst no Mo meme.
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CymectByer 6osiee 100 3a0oseBanuii, TeUeHUE
KOTOPBIX MPHBOAUT K Pa3BUTHIO KEITYyXH, Kiac-
CHUYECKHE TIPOSABIEHUS KOTOPOH — HMKTEPUYHOCTH
CKJIEP, JKEITYIIHOCTh KOKHBIX IIOKPOBOB M MYUH-
TeJbHBIN 3y]1 Koku. K HUM B miepBylo ouepean oT-
HOCSATCSA 3a00JIeBaHMS TEYEeHU (XOJAHTUT, KHUCTO-
3Hasi TpaHCOpPMAIHs, OMyXOJH, TeNaTUThl U Ap.),
JKEITYEBBIBOSIIIMX MMyTel (GKeTYHOKameHHast 0o-
JIe3Hb, PyOLIOBBIE CTPUKTYPHI U Ap.) U T. A. B cBsi3zn
C pa3BUTHEM ICHETHUECKUX TEXHOJIOTUH MOSBUIACH
BO3MOXXHOCTb BBIZICJICHUSI OTAEIBHOW IPYIIBI XO-
JIECTATUYECKHUX JKENTYX, BOZHUKAIONIUX B PE3yJIb-
TaTe MyTalWd TEHOB, BKIIIOYAIOIIMX JOOpoOKaue-
CTBEHHBI peuuauBupylomuii xonecras (APBX) u
MIPOTPECCUPYIOLIUI CEeMEUHBII BHY TPUIICUEHOUHBIN
xonecraz ([ICBX). Dro rpynma peakux Haclea-
CTBEHHBIX 3a00JI€BaHNH, [TOPa’KaroIasi B OCHOBHOM
HOBOPOXICHHBIX U JIeTel B Bo3pacte a0 10 merT.

JPBX mpencrasnser coboii 3a0oiieBaHue ¢ ay-
TOCOMHO-PEIIECCUBHBIM HACJIEI0OBaHUEM, XapakKTe-
pHU3yeTcsi BO3HHMKHOBEHHEM OCCIPHUYMHHBIX MpH-
CTYIOB XOJIeCTa3a, KOTOPbIC AJATCA OT HECKOJb-
KHUX HEJENb 10 HECKOJbKHUX JIET U HE INPUBOIAT K
HapyIICHUIO CTPYKTYpHl U (yHKIuM medenn [1].
B ocnose pazsutus JIPBX nexar myTaiuu reHos,
OTBETCTBEHHBIX 32 MOJIEKYJSpHbIE N3MEHEHUS Ka-
HaJIBLIEBOM MeMOpaHBbl renaronura. B 3aBucumo-
CTH OT BUJA MYyTallMM BBIACICHBI 3 MOJTHIA JaH-
Horo 3aboneBanus: 1) BRICI (Benign Recurrent
Intrahepatic Cholestasis type 1 — mo6pokadecTBeH-
HBIA penuauBupylommii xonecras, tun 1), PFIC1
(Progressive Familial Intrahepatic Cholestasis type
1 —mporpeccupyrouuil CEeMEHHBIN BHYTPUIIEUEHOU-
HBII XOJIeCTa3, THII 1) — IPUYHHON SBISIETCS MyTa-
s rena ATP8B1, kogupyrormero 6emox FIC1(18-s
xpomocoma); 2) BRIC2, PFIC2, mpuuuna — myTa-
uusi rena ABCBI11, komupytomiero 6einok BSEP
(momma 3KcropTa CoJieil KeITYHbIX KUCIOT) Ha 2-i
xpomocome; 3) BRIC3, PFIC3 — B pesyibrate Mmy-
taruu reHa ABCB4, xomupytomero 6emok MDR
(MHOXECTBEHHOH JICKAPCTBEHHOW YCTOWYMBOCTH)
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Ha 7-#i xpomocome [1]. Ilpuumna xonectaza mpu
JAPBX oKOHUYaTe/IbHO HE YCTAHOBIICHA.

[TepBbie cumnTomel JIPBX mnosBisitorcs yaiue
BCErO B IMEPBOM JIECSATHIICTHH YXU3HU TAIIMEHTOB,
KOTOPBIM JUTUTENIEHOE BpeMsl JHarHo3 3a00IeBaHus
HE yCTaHABJIMBACTCS, HECMOTPS Ha MPOBOJIMMBIC
MHOXECTBEHHbIe 00cnenoanusi. CoriacHo 0000-
IIEHHBIM JINTEPATypHBIM JTaHHBIM [2, 3], K KpuTe-
pusAM, MO3BOJAIOLIIMM NOCTaBUTh auarto3 [APBX,
OTHOCSITCS CIEIyOIIHe:

- HaJIM4YWe B aHaMHE3€ TalMeHTOB KaK MHHHU-
MYyM JABYX 3TH30JI0B KEITYXH C KOXKHBIM 3yJIOM,
JUISIIIAXCSA OT HECKOJIBKUX HE/IEeN b JI0 MOoIyTopa JIeT
(B cpesHEM OKOJIO 3 MECsSIIEB); B MEPHOAAX MEKIY
NPUCTYNIAMU YKa3aHHbIE CUMIITOMBI OTCYTCTBYIOT,
nabopaTopHbIEe TTOKA3aTeNId HAXOMAATCS B TIpe/esiax
HOPMaJIbHbBIX 3HaYEHUH;

- mabopaTopHbIE MOKA3aTEeNH BBISBISIOT XOJeC-
Ta3: MOBBIIIEHHOE Co/IepKaHue o0IIero Onmmpyou-
Ha (00e ¢pakummn) u menouHor ocdarassl (LLID)
Opd HOPMajJbHOM 3HAUYEHHHM TraMMa-TIIyTaMuiI-
tparchepassr (I'TTII) u ypoBHE acniapTaT- 1 aJlaHu-
HamuHOTpaHcdepas (coorBercTBeHHO, ACT, AJIT),
MIPEBBITIAIONIEM HOPMaJIbHBIE TIOKa3aTes I He boee
4yeM B 2 pasa;

- OTCYTCTBHE W3MEHEHUI B COCTOSHUHM BHYTpPHU-
Y BHENCUEHOUHBIX KEITUIHBIX TPOTOKOB (110 JAHHBIM
XOJIaHTHOTIaHKpeaTorpadun);

- HaJIM4HMe TPU3HAKOB WHTPAKAHAIHKYJISPHOTO
X0JIECTa3a C COXPAaHEHHON HOPMAJIbHOM CTPYKTY-
poii TIeueHH MPU MUKPOCKOIMH OHONTATOB IEYEHH
BO BpEMs1 OUEPETHOTO PELN/INBA;

-MCKJIIOUEHHE JAPYTHX 3a00JeBaHUM, IPOTEKaI0-
IIMX C XOJIeCTa30M (IIEPBUYHBIA OMIHApPHBIA LIUP-
P03, MEPBUYHBINA CKJIEPO3UPYIOIIMIA XOIaHTUT, XO-
JIEAOXOIUTHAS U T. 1I.).

B HacTosiee BpeMsi (hakTopbl, CIIOCOOHBIE ITpe-
notBpaiiate obocrpenue JIPBX, HeusBecTHbl, Tak
JKe KaK U ero creuuduueckoe jJeyeHue. B tepanun
3a00JIeBaHUs UCIIONB3YIOTCS B OCHOBHOM TIperapa-
ThI YPCOJE30KCHXOIIEBON KUCIOTHI (ypcocaH). Yp-
cocaH o00NamaeT BBIPAKCHHBIM XOJEPETHISCKUM
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s dexTom, T. €. BIUAET HA ITATOTCHE3 3a00ICBAHN.
JIOTIOJIHUTENBHO TIpenapaT yCHIUBACT CEKPEIHIO
KOMIIOHEHTOB KEJTYH Yepe3 KaHAJIUKYJISIPHYIO MEM-
OpaHy TenaToluTOB, CTUMYJHUPYs IKCIPECCHIO Te-
HOB OEJIKOB-TPAaHCIIOPTEPOB U aKTUBUPYS ITU Oein-
ku. IIpu orcyrcTBun 3¢dpdekra oT mpuMeHEeHus yp-
cocaHa Ha3Havaercst pudamMnuiuH. MexaHusM ero
neiictBud nipu JIPBX 3akitodaercsi B yMEHbIIEHUN
KOHIICHTPAIINH JKETYHBIX KUCIIOT 33 CUeT CTUMYJIS-
WU 6-THIPOKCUIMPOBAHUST BTOPHUHBIX KETUHBIX
kuciaor [1]. IIpu pe3ucTeHTHOM K Tepanuu KOKHOM
3y/ie U3BECTHBI CIIy4au MOJOXUTENIBHOTO 3 dexra
OT HKCTPAKOPIOPAIBHOrO albOYMHUHOBOTO IHMAJIM-
3a, wia3Madepe3a U HEKOTOPBIX XHUPYPrHUECKUX
METOJUK (Hapy>KHOTO YPECKOXKHOTO Ype3NneyEéHo-
HOT'O JIPEHUPOBAHUSI OMIMAPHOTO TpaKTa, Ha300M-
JMapHOro apeHupoBanus) [3].

[ICBX pa3BuBaercsd B pe3yibTaTe HapyLICHUS
CTPYKTYpbl KaHaJIbLIEBOH MeMOpaHbl I'€NaTOLNTa,
MIPUYHHA KOTOPOTO — reHeTndeckuil medekrt. Jlan-
HOe 3a00JieBaHME HACJIEIyeTCs MO ayTOCOMHO-pe-
[IECCUBHOMY Me€XaHHU3My. BbIIensioT dersipe ero
tuna (tadin.) [7].

HauOonee nzyuenssiii tun — [ICBX 1, nnaue
Ha3bpIBaeMbINl OoJie3HBIO baiinmepa. B ero ocHome
nexut HegoctaTok AT®azwl [l-tuma, jgokanuzy-
IOIUNACA HAa KaHAIBIICBOM MeMOpaHE TemaTOoINTa,
OTBETCTBEHHBIH 32 SKCKPELUI0 MPEeHMYIIECTBEH-
HO TIEPBUYHBIX JKEIYHBIX KUCIOT. B pesynbrare
MyTalli¥ TEPBUYHBIE JKEITUHBIE KHUCIOTHI JACTIOHH-
PYIOTCSL B KJIETKax MEYEHH M OO0yCIIaBIMBAIOT HX
nospexaeHne. KpoMe Toro, mepBUYHBIC JKEITYHBIC
KHCJIOTHI HE TOCTYMAIOT C KEJIYbI0 B KHUIIECYHUK,
YTO MPUBOAMUT K HAPYIIEHUIO IMpOIecca BcachlBa-
Hus. llepBble mpu3Haku Xxonecrasa, Kak MpaBHiIo,
OTMEYAIOTCsl Y HOBOPOXKAECHHBIX, PEXKE — B TEUEHHE
nmocneaytommx 1-10 mecsues. JlabopaTtopHO 3TOT
trm [ICBX xapakTepu3yeTcs HU3KOH aKTHBHOCTBIO
I'TTII u HU3KUM ypOBHEM XOJIECTEPHUHA KPOBH, HO
MOBBIILICHUEM aKTUBHOCTH IIeNOYHOH (ocdaTassl,
ypoBHel OunupyOuHa (3a cu4eT mpAMOM (Qpakiym)
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u xxemuHbix kucnoT. Pepment I'TTII oTHOCUTCS K
MeMOpaHOCBA3aHHBIM, JIOKAIM3YIOMIMMCS B DITUTE-
JIMAJIBHBIX KIICTKax BHYTpI/IHe‘IéHO‘IHBIX KCEIIYHBIX
npoTokoB. Ero skcmpeccuio CTUMYJIHUPYIOT KEId-
Hble KUCNOTHI, KoTopsle npu [ICBX oTcyTcTBYIOT
BO BHYTPHUIICYEHOUHOH sxeTuHOM cucteme [7].

XapaxTrepHble k1uHu4Yeckue nposiienus [ICBX
— JKenTyxa u 3yn. Ha HaganpHBIX cTaanax 3aboie-
BaHUS XOJIECTa3 pas3peliaeTcs CaMOCTOSITEIHHO B
TCUCHHUEC HECKOJBbKUX HEACIIb NI MECCALICB. Bwmecte
C TEM JKeJITyXa MOCTEIIEHHO HapacTaeT, Kajl CTaHO-
BUTCS CBETJIBIM, MOYa — TEMHOM. PerunnBel 3a0051€-
BaHUS MOTYT MTPOBOIIMPOBATHCS OCTPBIMU PECTIApa-
TOpHBIMU HHEKIUAMHA. Y JUIL ¢ O0sIe3HbI0 baitre-
pa HEPCAKO HaXOOAT ABJICHUA paxXuTa, HAPYUICHUC
pocTa ¥ reMopparuueckuii 1uaTes.

[Tpy rUCTONOrMYECKOM HCCIICAOBAaHUU OMONTA-
TOB TIEYCHH HA paHHEM dTare 3a00lleBaHUs cOXpa-
HSIETCSl HOpMaJIbHASI apXUTEKTOHUKA, HO B AalTbHEH-
[IeM OTMEYaeTcs MeperpyninrupoBKa TeMaTOINTOB,
oOpa3yroTrca TyOyNsipHBIE CTPYKTYpBI, IICEBIOKaA-
HaJIbIbI, TUIICPILIA3UA KEJIYHBIX IIPOTOKOB HUJIUM UX
penykuus. XoJjecTas BBIPaKEH KaK B JKEITYHBIX Ka-
HaJbIIax, Tak U B rernaronutax. [Iporpeccuposanmue
00JIe3HN MPUBOIUT K OMIHapHOMY IUppo3y [7].

I[ICBX MoXkeT mporpeccupoBaTh OBICTPO, C pas-
BUTHUEM IUpPpPO3a MNECUCHU YKE B paHHEM ACETCKOM
BO3pacTe, UM OTHOCUTEIBHO MEJIEHHO, COIIPOBO-
JK1asCh MUHUMAJIBHBIM (HOPO3UPOBAHUEM TICUCHH
K IOAPOCTKOBOMY Bo3pacty. OTHAKO B IEJIOM TIPO-
THO3 3a00JyieBaHus HeOMaronpusaTHeIN. [0 TpeTheit
JIeKabl JKU3HU 0e3 COOTBETCTBYIOUIETO JICUCHHS
JOKMBAIOT HEMHOTHE manueHTsl [2]. Ha ¢one mup-
po3a HepeJlKO pa3BUBaeTCs pak MEeYeHH.

OcHoBy jeuyenus: 6ose3nu baiinepa cocrasisier
MEJINKaMEHTO3HOE JICYeHHE, aHAJIOTMYHOe Jieye-
HUIO OmnuapHoro nuppo3a. OmHaKo ero pe3yibTa-
THl HEyTemmuTenbHbIe. [lanmeHTaM, Kak MpaBuIIo,
HA3HAYaI0T CUMIITOMAaTHYEeCKOe JIeUeHUEe, HalleTIeH-
HOE Ha NPOQUIAKTUKY U KOPPEKLHUIO OCIOKHEHUH
xosectaza. K HUM OTHOcATCS mpemnapaTsl ypcoje-

Tabnuya. — Tunbl 1 OCHOBHbBIE XapaKTEPUCTUKU MPOIPECCHPYIOIIEIO CEMEHHOTr0 BHYTPHIIEUEHOUHOIO

XoJjiecrasa

Table. — Types and main characteristics of progressive familial intrahepatic cholestasis

T I'ennbIii MornekyJsipHbIe U3MEHEHHs HauanpHblii natoreHeTnyecKnit CBoeoOpasue MapKepoB
Jiind
nedext KaHAJIbIIEBOW MEeMOpPaHbI TenaTonuTa nedext XoJecraza
Huskas aktusHocts ITTII
I — 6onesnp Hapymenne skckpennn obenx .
. 18g21 Myranus [1-tuna ATdDas3sr HU3KUH YPOBEHb XOJIECTEPUHA,
Baiinepa MIEPBUYHBIX XKEJTTHBIX KUCIOT
noBblIeHue aktTuBHOCTH I[P
Ortcyrcrsue [I-rimukonentua
I (mpancnopmmuvlii 6en10k Kanaivyes Hapymenue sxkckperun Huskast aktusHocts ITTII
— CUHJPOM .
Baii 2q24 MemOparvl 2enamoyuma, 00ecrieYrBa- TPEUMYIIECTBEHHO HU3KHUH YPOBEHb XOJIECTepUHA,
aiinepa N .
IOIUI HKCKPELUIO TPEUMYLIECTBEHHO XEHOJE30KCHXO0JIEBON KUCIIOTHI noBbIIeHHe akTuBHOCTH LI[D
XEHOJIe30KCUXOJICBOU KU/C10Mbl)
OrcyrctBue MDR-3-II-rnukonporenHa
N Bblcokast akTUBHOCTB
(mpancnopmuas cucmema Kanabyegol N
III — medumut Hapymenue sxckpenyn I'TTII n BbIcOKMIt ypOBEHB
7q21.1 Membpansl cenamoyuma, OTBETCTBEH-
MDR-3 rena dochonunuaos XOJIECTEPUHA, TTOBBILICHHE
Has 3a 9KCKpeuto Gpochomunumos,
aktuBHOCTH I[D
npexze Bcero GocharuanixonnHa)
Myrtauuu 6eIKOB INIOTHBIX KOHTAKTOB Hapyienue cenaparun
v 9q21.11 Y 24 P Huzkas akrtuBrocts ['TTIT
TJP2 JKEJTYM OT IUIA3MBI
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30KCHUX0JIeBON KUCIOTHI (20-30 MI/KI/CyTKHM), KH-
pOpacTBOpUMBIE BUTAMHUHBI (KOMIICHCAITUS JHJIO-
reHHoro jaeduiura). B xommiekce ¢ BuramuHoMm D
MIPUMEHSIOT TIIOKOHAT KanbIs. C LENbl0 YMEHb-
IICHUS KOXHOTO 3yJ/ia HA3HAYAKOT: XOJCCTUPAMHH
(4-16 t/cyT), penobapouTan (5 mr/kr/cyr), pudam-
e (8-10 mr/kr/cyt). B Tepanuun 3aboneBaHus
HCITOJIB3YIOT TaKKE MUYPETHKH (BEPOIIITHPOH, Py-
poceMuI) U KeT4eroHHbIe cpeacTBa [7]. BoBpems
HA4YaTO€ CHUMIITOMATHYECKOE JICUCHHE TO3BOJISET
YIIYYIIUTh TPOJIOJKUTEILHOCTh U KAY4ECTBO KU3HU
MAI[UCHTOB.

Jnsa nedenust TICBX mpemsioxkeHO MCIOJIb30-
BaTh M HEKOTOPbIE BaPUAHTHI XUPYPTUIECKIX BME-
maTeNnbeTB. VX 1enh — yMEHbBIIIeHWE KOJIWYECTBA
UUPKYJIUPYIONINX COJEH JKETYHBIX KUCIOT, & TEM
CaMbIM CHIDKCHHUE 3yJa U 3aMEJUICHHE IIporpec-
cupoBaHus 3a0oneBaHus. B nmreparype onmcaHbl
CITy4ad HaJOXEHHS XOJEIMCTOCTOMBI, ITYHTHPOBA-
HUS TIOAB3I0NTHON KUIIIKH, YACTUYHOTO HAPYKHOTO
OTBEJICHUS KEIYHBIX MyTEH, YPECKOKHOTO JPCHH-
poBaHUA MEYEHOUHBIX TPOTOKOB [7, 8, 9]. OxHako
€JIMHCTBEHHBIM PAaJMKAIBHBIM METOJIOM JICUCHHUS
[ICBX mnpu3HaHa OpTOTONMYECKAs TpPaHCIUIAHTa-
[IUST TICYEHH.

Juddepennmanpaas  TUATHOCTHKA — MEXKIY
JAPBX u IICBX kpaiine 3aTpyaHeHa, 0 4eM CBH/Ie-
TEJIBCTBYET HAOIOICHUE, TIPUBEICHHOE HIDKE.

4 suBaps 2021 r. B oTneneHHE XUPYPIUU Ui
nanuenToB ¢ uHpeknuerdr Covid-19 Y3 «['pomuen-
CKasg YHHMBEPCUTETCKas KIWHHWKa» OBUI TOCIHUTa-
JU3UPOBAH TI0 AKCTPEHHBIM TMOKA3aHUSAM ITallieHT
I1., 1994 roma poxneHus, ¢ xajo0amMHu Ha >Kei-
TYIIIHOCTb CKJIEP U KOXHBIX ITOKPOBOB, MYYHUTEIb-
HBI KOXKHBIA 3yn. ONHUCAHHBIC BBHIINIE CUMOTOMBI
MOSIBUJIMCH Y HEro BIiepBble okoio 20 aHel Hazan,
yepes 2-3 AHs 1ocie NepeHEeCeHHOW OCTPOil peciu-
patopHoit Bupycuoit nadexiun (OPBU), comporo-
JKIABIICHCS TIOBBINICHUEM TEMIIEPaTyphl Tela 10
38°C. C TeueHueM BpEMEHH KENTYIIHOCTh CKIIep U
3y KOKM ycuIWiInch. HakaHyHe rocnuTain3aiuu
y TaIyenTa ObLT B3SIT Ha30(apUHTeATbHBI Ma30K
Ha Covid-19: PHK Sars-Cov-2 BrisiBnensl. Panee B
centsope 2020 T. MAIUEeHT CaMOCTOATEIBHO CIaBall
OMOXMMUYECCKUI aHAJIU3 KPOBH, B KOTOPOM YPOBEHb
o0rmiero OmupyOuHa ObLIT B HOpME.

W3 anaMHe3a manueHTa yCTaHOBJICHO, YTO B IIsi-
TUJIETHEM BO3pPAcCTe Ha MPOTSHKEHUH TPEX MECSIIEB
y Hero HabIoJaIack xKentyxa. EMy ObIT BEICTaBIIeH
KITMHIYECKNN TUarHo3 rermatuTta A 1 MpoBeeHO CO-
OTBETCTBYIOIICE JICUCHHE.

OuepenHoil AMU304 JKENTYyXW TOBTOPUIICS B
2011 r. [ManueHt npoxojwin oOCieIOBaHUE U Jie-
YeHHE B PAfOHHOMN IEHTPaIbHOW OOJBHUIIE TIO Me-
CTy JKHTENbCTBA. B TOT mepmoj BpeMeHn B ero 00-
mem ananuse kpoBu (OAK), obmieM aHammnsze MOYH
(OAM), xoarymorpaMme OTKJIOHEHHUN OT HOPMBI
HE BBISIBJIICHO. B OMOXMMHUYECKOM aHaau3e KPOBU
(BPAK) o6mwmit 6unupyoun — 360 MKMONB/J, Tpsi-
Mot omnmupyouH — 249 mxmons/n, AJIT — 76 En/n,
ACT — 59 Ex/n, MmoueBrHA — 6,3 MKMOJIB/JI, aMuJjIa-
3a — 65En/m, ceiBopoTouHOE Xenme3o — 47,2 MK-
Mouib/n. Tlpu Y3U opraHoB OpIOIIHOW IOJIOCTH:
neyeHb — mpasast gois 127 mw, neBas — 62 MM,
OJHOPOJHASI, CPEIHE3CPHUCTAs, TOBBLIIICHA 3XO-
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TE€HHOCTb, COCYIUCTBIH PUCYHOK cOXpaHeH. BHy-
TPHUIEYEHOYHBIE MPOTOKN YIIJIOTHEHBI, HE PaCIIu-
pensl. JKemuublid my3pips 64x12 MM, MOJHOCTBHIO
COKpallleH, IPOCBET HE olpeneisercs. XoJaenox
2 MM C YIUIOTHEHHEM, BOpPOTHas BeHa — 7-8 MM.
[omxemynodnas xene3a — KOHTYPbl Y€TKHE, POB-
HBIE, TOJIOBKA — 26 MM, Teno — 12 MM, XBOCT —
21 MM, ogHOpOIHAs, HOPMAJIHLHOW HSXOTCHHOCTH.
UJIC ne pacmupena. Cene3énka 104x38 MM, KOH-
Typbl YETKHE, POBHBIE, DXOT€HHOCTh HOpMaJlbHas.
Cene3énouHast BeHa y BOpOT 5-6 MM.

C KIMHMYECKUM JMArHO30M «IO3IHSS aTpe3us
JKETYEBBIBOSIINHN ITyTeH, MEXaHHUYECKas KENTyXa»
MaIeHT OBUT TepeBeicH B [ pogHeHCKYIO 00acT-
HYIO JIETCKYIO KIMHUYECKyI0 O0onbHUIly. B MOMeHT
TOCIIUTAIN3ALMN B KIMHUKY YBEJIHMYMINCH MOKa3a-
Tenu obmero ommupyouna (1o 389 MkMoIb/1), ie-
nouHo Qocdarazsr (1o 974 En/m). B To xe Bpems
3HaueHus ['TTII, neaéHoUHBIX (pepMEHTOB, KpeaTH-
HUHA ¥ MOYEBWHBI HAXOWJIHCH B TIPE/IEIIaX HOPMBI.
Bomuanounslit antukoarynsuT Obi1 paBeH NLR —
0.97, LacScreen 41.3, R — 1.18, Laccont 35.6, R —
1.215. OTpuLaTenbHBIMU OKA3aJIUCh aHATU3bI KPO-
B Ha WUEPCHUHUO3, IUTOMETAJIOBUPYC M BUPYCHBIC
renatutbl. [Ipu moBTopHOM Y3U, BBINIOTHEHHOM
yepes 2 HeJleH TT0CIe TIEPBOTO, Pa3MePHI JKETIHOTO
my3bIpsi cocTaB 59%12 MM. OH UMeIN OBaJIbHYIO
¢dopMy, YTONIIEHHBIE CTEHKH W TPOCBET, 3aroji-
HEHHbI HEOJHOPOAHON T'MIIEPIXOT€HHOM CTpYyK-
Typo#t (cryctku sxemun). Mmenmach akyctudeckas
TeHb. /lmamerp 0OIIero KerqyHoro MpoToKa M XO-
nenoxa ObUTH B HOpME, BHYTPUIICYEHOTHBIE JKEITd-
HbIe IpOTOKH He pactupessl. [lo manasiM OI'/IC,
OONBLION TyOJIeHaNbHBI COCOK HE MMeI MpH3HA-
KOB BOCHAJICHHUS U MAaTOJIOTHYECKUX 00pa30BaHMU.
OpHaKO MOCTYTUICHUS JKETYU Yepe3 Hero B IBEHA -
[MATUIIEPCTHYIO KAIIKY He Habmonanock. [lamuent
MoJTydasn TpenapaThl YPCOAE30KCHXOJIEBOW KHC-
JOTHI, (DePMEHTHI MOJHKETYAOUHON JKENe3bl, dccel
¢dopre, muanakt, napysun 10% anpOymuna.

C nuarHo3oM «XpOHHYECKHUM TernaTUT HEsICHOU
stronorud. [umnepounupyOnHeMus» MalueHT ObLI
Hanpasied B PHIII] «TpaHcmiantomorun opra-
HOB U TKaHeW». Pe3ysbTarsl MPOBEJEHHOIO B II€H-
Tpe TUIHUpOBaHUs Ha Oone3nb KunnpOepa, 601e3Hb
Bunbcona-KonoBanoBa, reMoxpomaro3a ObUTH OT-
punarenbHbIMU. [HcTONIOrNYECKOe HCCIeI0BaHUE
MyHKIIMOHHBIX OHMOMNTATOB TIEUSHH, MOJYYSHHBIX
noj1 Y3M-KoHTpoJieM, CBUIETEILCTBOBAIO O HE3HA-
YUTEITFHOM PACHIMPEHUH TOPTAIBHBIX TPAKTOB H
HAJIMYMU JKETYHBIX TpoMmOoB. [lanmenTy npoBoam-
JIOCh KOHCEPBAaTHUBHOE JIEUEHNE, KOTOPOE BKITIOYAIIO
2 ceanca miasMadgepesa, Tpanchysun 10% anply-
MHHA W CBEKE3aMOPOKEHHOHW TUTa3MBbl, TpenapaThl
YPCOIAE30KCUXO0JIEBOM KHCIOTHI, BUTaMuHbl C 1 B1,
rentpal, nHy3noHHYI0 Tepanuio. C He3HAYUTEIb-
HBIM CHIDKCHHEM YPOBHSI 0OlIero OuiampyOuHa u
ero ¢paxkuuii manueHT ObLT BBINKCAH Ha aMOyna-
TOPHOE JICYEHNE C PEKOMEHAUAMHU IIPHEMA YPCO-
cana (1000 mr/cytkn) u meapona (4 mr mo 5 Ta0.
YTPOM C TIOCTETICHHBIM yYMEHBIICHHEM J03WPOBKH
Ha 1 Tabn. B Henmenio). Ha done mpoBoaumoit Tepa-
MUK YPOBEHb OMITMPYOMHA COXPAHSIICS BHICOKUM Ha
MIPOTSKEHUHU TEPBBIX 3 MecsieB. B mocnemyromnem
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OH CTaJl CHWXKAThCA W JOCTUT HOPMAJBHBIX 3Hade-
HUHU CIIyCTs 9 MECSIIEB.

B Hos6pe 2017 r. manmueHT TOCMUTATH3UPOBAH
B COCTOSIHUU cpefnHell Tsokectd B Y3 «l'ponHeH-
cKas o0JyiacTHasl KIMHUYECKash OOJILHUIIA» B CBS3H
C MYYHUTEIBHBIM 3yZIOM U HAapacTAIOIIUMHU TOKa3a-
TexsiMu OmnnpyouHa. [lpu moctymnieHnn B KIMHU-
ky OAK, OAM, xoaryiorpamMma, 3Ha4CHHUS Kpe-
ATUHMHA, MOYCBUHBI, NMCUEHOUYHBIX (PEPMEHTOB HU
I'TTII oTKJIOHEHUI OT HOPMBI HE UMEIU. YPOBEHb
obmero OwnupyOuHa coctaBui 128,8 MKMOIIB/T,
npsiMoro — 52,1 MKMOJIB/J1, TiieniouHon ocdaTasbl —
362 en/n. B teuenne 37 mHEH rocnHTaNM3alA Ha
(oHE TIPOBOIMMOTO JICUCHHS 3HAYCHHUS OOIIETO
OnTMpyOMHA TOBBICHIIUCH J10 518,2 MKMOJIB/JI, TIpsi-
Moro — 10 199,4 Mxmonb/n, menouHo# dochaTazsl
— 1o 392 en/n. Pe3ynbraThl CTaTUYECKON CIUHTH-
rpacuu nedenn ¢ Tc99 kommon0M CBUIETENECTBO-
BaJi 00 YMEpEeHHOM yBEIIMYeHNE Pa3MEPOB ITEUCHH
3a CUeT JIEBOH JIOJN, O HATMYUN KapTHHBI HE3HAYH-
TEJIbHBIX TUPPY3HBIX U3MECHECHUN €€ MapeHXUMBI.
[Ipu »30daroracTpoayoaeHOCKONHHA TUATHOCTH-
POBaHbI CIUHUYHBIC TOBEPXHOCTHBIC IPO3UU B JIy-
KOBUIIE JIBeHajarunepctHoi kumku. H. pylorit.
VY pTpa3ByKOBOE HCCIIEI0OBAaHIE OPTAaHOB OPIOIITHOM
nosiocté (Y3 OBII): KOHTypHI TIEYECHU POBHBIC,
CTPYKTypa OJTHOPOJIHAS, 3XOT€HHOCTh HOPMaJIbHas,
Kocoii Beprukansbsiit pazmep (KBP) npasoii nonu
130 MM, TonuuHa aeBoi goau 55 mm. CocyaucTsiit
PUCYHOK HE WM3MEHEH. BHyTpured€HOYHbIe Keird-
HbIE€ MPOTOKU HE paciiupeHbl. JKemyHblld My3bIph
35%13 MM (cokparieH). Bopornas Bera 10 M, Xo-
nenox 5 mM. TlomxkenyaouHas xene3a ¢ pOBHBIMU
KOHTYPaMH, OJJHOPOJAHON CTPYKTYpPbl, HOPMAJILHOMI
9XOT€HHOCTH U pa3mMepoB (27x14x25 mm). Cenes3en-
ka 105%30 MM, onHOpOHAS, KOHTYPBI poBHbIE. [Ipn
KOMITBIOTEPHOH TOMOTpauiyi OpraHoB OPIONIHOMH
nostoctd (KT OBII) ¢ 60foCHBIM YCHIICHHEM YCTa-
HOBJIEHO, YTO TIeYe€Hb HOPMAJIbHBIX pa3MepOB, C POB-
HBIMH YE€TKUMHU KOHTYpPaMu, OOBIYHOM IIJIOTHOCTH, B
S8 B apTepuanbHOil aze onpenenseTcs runepueH-
CHUBHOE OKpyTriioe oOpa3oBaHHe cedyeHuem 13,5 MM
I0THOCTHIO okoJ10 158HU. BHypu- 1 BHEeneuéHou-
HbIE KEJIUYHbIC MPOTOKU HE paciiupeHsbl. JKeruHbii
IIy3bIpb CHABIINICS, U30THYT. [lokenynounas xe-
ne3a, cene3éHKa, HAAMOYEYHUKH, TOYKH, CeueHHUEe
A0pTHI HAa PA3HBIX YPOBHSX, AUAMETP BOPOTHOU U
HWKHEW 100N BeH 0e3 ocobeHHocter. Orpenens-
JUCHh TapaaopTajbHble JTUM(POY3IBl CEYCHUEM [0
8 MM. CBOOOMHAS )KUIKOCTH B OPIOIIHON TTOIOCTH
He BH3yanu3upoBasachk. lIpoBomumoe KoHcepBa-
TUBHOE JICUCHHE OCHOBBIBAJIOCH HA BHYTPUBEHHBIX
uH(y3usx 5% pacTBopa IIHOK03bl C aCKOPOMHOBOM
KHCJIOTOM, HATPUS XJIOpU/IA, aIEMETHOHUHA, OPailh-
HOM TIpHeMe TIperapara ypcoae30KCHX0IeBON KHUC-
JIOTHI, METHJITIPEAHU30JI0HA, OMETIPa30ia, a TakxKe 3
ceaHcax ria3madepesa. YUuTbIBask OTCYTCTBHE TMO-
JIO’)KUTEIIbHOU IMHAMUKU OT IIPOBOJMMOI TEPAIIUH,
MaIUeHT ObLT HANPaBJICH Ha KOHCYJbTAIUio B Pe-
CIyOJIMKaHCKUH TacTPOIHTEPOIIOTHUECKUH IICHTD,
T7ie eMy BBITIOJIHEH ellle OJIMH ceaHc miazMadepesa,
K JICYCHHUIO J00aBICH pr(DaMITUITIH U IPOMET0TaK-
THUBUPOBAHHBIHN yIroJib.

[To nanHbBIM BbIOJNIHEHHOM B 1IeHTpe MPT-Xxo0-
JieIoXonaHKpeaTorpaduu, IKEIYHbIE MPOTOKH HE
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Crnyuail U3 npakTHKH

pacmmpensl, (oxyc ciado noseienHoro MP-cur-
Haja Ha T2 B 6/8 mpaBoii mom TIeYeHN 0€3 YETKUX
KOHTYpOB — 30Ha creato3a? Muoe? K 23 nuio cta-
[IMOHAPHOT'O JIEYEHHsI B TaCTPOIHTEPOIOTHIECKOM
LEHTpe HaAOJI0JANIach TOJOXKUTEIbHAS JIMHAMUKA
B COCTOSIHUM MAIlMEHTA: KOKHBIN 3y11 ucue3 Ha 6-7
IleHb Ha GoHe mpreMa pudaMITAIINHA; 3HAYUTEITHHO
YMEHBIINIACh HHTEHCUBHOCTH KEJTYITHOTO OKpa-
[ITUBAHUS KOXKHBIX TIOKPOBOB; YIIYUIIAIUCH TIOKa3a-
TeJM OMOXUMHYECKOTo aHaiu3a KpoBu. Ha ocHoBa-
HUUW aHaMHe3a 3a0oJieBaHus (Hamudue 2 3130708
JKEATYXU B 5- 1 1 7-eTHeM BO3pacTe, BIIOCIEICTBUN
MOJTHOCTHIO Pa3pPEIIUBIINXCSA), YAOBIETBOPHUTEIH-
HOTO COCTOSTHHISI TTAITMEHTa B TIPOMEKYTKAX MEKIY
SNU30JaMHU KEITyXH C IOJHOW HOpMalIu3auuei
MEYEHOYHBIX IOKa3aTeseil, MPOBEAEHHBIX paHEe
o0cieIoBaHMiA 110 UCKITFOUYCHUIO HACIIECTBEHHBIX
3a0oscBanuii  (0onesnn  Bubcona-KonoBanosa,
JKunms0epa, remoxpomarosa), xkanoO (TOsBIICHHE
3yIa, a 3aTeM JKEITYXH), JTaDOpaTOPHBIX TaHHBIX
(ToBBIIIICHUE YPOBHS OMIMpYyOMHA 3a cueT 00enx
¢pakuuit u mwenouHoi Qocdarazel IpU HOpMAIIb-
HBIX 3HAUEHUSIX TPAaHCAMHHA3, KOJICOAHUU YPOBHS
ramMMma-riyTaMAJITPAHCTIENTHAAa3bl OT HEOOJBIIIO-
TO TIOBBIMIEHHSI 10 HOPMAJBHBIX BEIWYNH, HUZKHUH
YPOBEHb XOJIECTEPHHA), OTCYTCTBHS IPU3HAKOB Tie-
YEHOUHOU dHIE(DATONaTu U BBIPAKCHHOTO Hapy-
HICHUS OOILEro COCTOSHUS TallMeHTa, UCKITIOYCHUS
OPraHMYECKUX M3MEHCHHU TapEHXUMBbI TICUYCHU U
JKeTueBbIBOAAIIMX MyTed, mo ganusiM PKT opra-
HOB OptromHo# monoctu (OBbII), Y3U, MP-XIII,
HeahpexTuBHOCTH puema Y JIXK u npegamn3onona
MAIMEeHTy BBICTAaBJIEH AMarHo3 «JlobpokauecTBeH-
HbIl pEeLUIUBUPYIOIIUNA BHYTPUIIEYEHOUHBINH XO-
JiecTa3, TpeTUH penuauB (B aHAMHE3E PEIHIUBEI
B 1999, 2011 rr.)». C 11e1bI0 TOATBEPIKICHUS JTHa-
THO3a MAIMEeHTy TOBTOPHO BBITIOTHEHA YPECKOKHAS
ouorcust mederu moa Y 3M-konTposeM. ['ucromoru-
YEeCKUe TMpenapaThl OKPAIIeHbl TeMATOKCHINHOM U
903MHOM. MUKPOCKOITMUYECKOE 3aKIII0YeHUE — par-
MEHTBI TKaHH TICUYCHU C OYaroBOW BHYTPHUIOIBKO-
BOH KPYTJIOKJIETOYHON WHQWIbTpanueld W HHTpa-
KaHAJIMKYJSIPHBIM XOJecTa3oM. Busyammsupyercs
OIMH TIOPTANBHBIN TpakT. PUOPO3 OTCYTCTBYET.
[larmeHT BhIMHMCAaH W3 CTallMOHApa C YIyYIICHH-
eM. PexoMeHIoBaHO TpoJOIDKaTh Ha amOynaTop-
HOM 3Tane npueMm pudamnuunHa BHyTps 300 Mr B
CyTKH. B KOHTpOIBHOM OMOXMMHYECKOM aHAIN3e
KpoBH uepe3 1 Mecsr o0muii OMTupyOrH paBHSIICS
40,1 mxMomb/i (ipsiMast ppakiust 9,8 MKMOIB/T) U
yepe3 3 mecsia — 18,9 MKMoIb/m.

B ¢erpane 2018 r. manueHT BKIIOYEH B PETUCTP
PEIKMX HACIEJCTBCHHBIX 3abosieBaHuii. B atom
ke 2018 r. y ero pomHoro miaamiero opara (2001
roJla POXKICHUS) TIOSBHIIUCH TIPU3HAKH JKEITYXH C
HapacTaHHEeM KOKHOTO 3y/ia M TIOBBIIIEHUEM TTOKa-
3areneil ounupyouna. Ha ocHoBaHMM MOJEKyJsip-
HO-T€HETUYECKOI'0 aHajM3a BBICTABJIEH JHMAarHo3:
[IPOTPECCUPYIOLINI CEMEMHBIN BHY TPUIIEUEHOYHBII
xonecras, 1 tun. B cBs3u ¢ atum namuent 1. mo-
BTOPHO OOCIIEZIOBaH B OTJICIICHUH MEINKO-TEHETH-
YECKOTO KOHCYJBTHPOBAHUA C IEIhI0 YTOYHEHHS
nuarnosa. IloaTBepaeHo HOCHUTENBCTBO MYyTaIlUH
c.2614C>A B 22 sx30He reHa ATPS8B1 B romo3u-
TOTHOM COCTOSIHUHM. [lalieHTy BhICTABICH AUATHO3:
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MIPOrPECCUPYIOUIUI CEMENUHBII BHYTPUIICUEHOUHBIN
xosecras, 1 Tui.

[Tpu nocryruienuu B Y3 «I'ponHeHckas yHUBEp-
cuTeTckas kinHukay 4 saBaps 2021 r. manueHt Ha-
XOJIWJICS B YZIOBJIETBOPUTEIHLHOM COCTOSIHUU M TIpe-
TIBSIBIISUT KaOOBI Ha 3y/1 KOXKHBIX MTOKPOBOB. Tem-
neparypa Tena u catypanus Obutd B HopMe. CKIeps
1 KOYKHBIE TIOKPOBEI XKeNTyIIHbIe. JKUBOT mpH maib-
MManyy MSITKUi, 0€300/1e3HEHHEINH BO BCEX OT/IENaX,
neyeHb 1oja peOepHOoi Oyroi, MepuTOHEAIbHbIE
CUMTOMBI oTpunarenabubie. CTyll eXeqHEBHBIH,
O(OpPMIICHHBIN, CBETIIO-XKENTOTO IBeTa. Moueuc-
MmyckaHne cBoOomHOe, Oe3005e3HeHHOe, IUype3
JIOCTaTOYHBIA, MOYa TEMHOTO 11BeTa. [TanueHTy BbI-
nosiHeHbl AIJIC: naTonoruu He BoISIBIICHO; (paTepoB
COCOK HE YBEJHMYEH B pa3Mepe, BO BpeMs OCMOTpa
OTTOKA KEJIYU HET; B IPOCBETE KUIIKHU KEIYU HET.
VY31 OBII: xem4HbIi My3bIps UMEET BBHITAHYTYIO
(opMy, TIPOCBET MPAKTUYECKH HE OIPEIeIseTCH.
MPT OBII: gaHHBIX 32 HAPYIICHHE OTTOKA KEITIH
He nonydeHo. JlabopaTopHble TOKa3aTeIu MpH IMo-
crymienun: OAK, koarynorpamma 06€3 OTKJIOHSHHI
ot HopMbL. B OAM 6unmnpy6una 50 mxMons/i. Mo-
yeBrHa, nmeu€Hounble pepmentsl u I'TTII B pene-
J1aX HOPMBI. 00mui oumupyounH — 954,9 MxMoIb/7,
npsMoit — 376,2 MKMOIB/J, menodHas ¢ocdarasza
— 342 en/n, kpeatuHuH — 369 MkMoJb/J1. [lanuenty
Ha3zHaueHo jeyeHue: rento-PH, Bukacon, omenpa-
3011, MPEAHU30JI0OH, YPCOKAIIC, JOpaTaguH, JaKTy-
no3a, MH(QY3NOHHAS Tepamnus, HHPY3UH PacTBOPOB
10% anpOymuHa. BeinonHeHs! Tpu ceaHca mia3ma-
(depeza. [lokazarenu OwnmpyOWMHA W KpeaTHHHHA
CHIDKAJINCh JIMIIb HAa KOPOTKUH MPOMEXKYTOK Bpe-
menu. K neuenuro no6asiieH enobapOuTan B J10-
supoBke 100 Mr/cyTku, BAHKOMHLMH BHYTPb 1 T' B
CYTKH, TIPOBEJICHBI JOMOIHUTEIFHO TPU €KEIHEB-
HBIX ceaHca ImiasMadepesa. Ha ¢one storo nede-
HUS Ha 15-11 IeHb ToCUTAIM3ALUM TTOJTYYEHBI Clie-
nytorue madopatopusie mokazarenu: OAK, OAM,
Koarysiorpamma 0e3 OTKJIOHEHUH 0T HOpMbL. Moye-
BUHA, IEYEHOUHBIE (PEPMEHTHI B MIPEAeIax HOPMBI.
bumupyoun o6mmii — 475,8 MKMONB/IT, IpSIMON —
203,1 mxMounb/i, menouHas gocdaraza — 215 en/m,
kpeatuHuH — 344 mxmons/1, I'TTIT — 100 en/m.

YuureiBas 0€3ycCIenHOCTh MPOBOIUMOTO Jieue-
HUS, TALUEHT NepeBeIeH /I JalbHEeHIIero ie4eHus
B PecryOnukaHCKUil UEHTP TpaHCIIAHTALMU C JH-
arHO30M: «IIPOTrPECCUPYIOLIUN CEMEHHBIN BHYTpU-
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MeyéHOYHBIN XoJiecta3, Tum 1. 'ematopeHanbHBIN
cuaapoM. Octpoe moBpexaeane mouek. Covid-19
uHdeknus. beccumntoMmHoe TeueHne. PekonBanec-
HeHT». B pecnyOnMKaHCKOM LEHTpE MalMeHT Mo-
Jy4all Tpernaparhbl ypcoIe30KCUXOJICBON KHUCIIOTHI,
pUpaMIHIINMH, TeNaTONPOTEKTOPHI, BBITOJIHEH OJHH
ceanc mrasMadepesa. Uepes 17 gHelt nmpeObIBaHUS
B IICHTPE y HETO JKEITYIIHOCTh KOKHBIX TIOKPOBOB
W CKJIEp 3HAYUTEIBHO yMEHBINWIACh, OWIMpYyOUH
0o0mmmii cocrasuia 180 mxmonb/n. [TanuenT Binucan
B YJIOBJICTBOPUTEILHOM COCTOSIHUU Ha aMOyJaTop-
HOE JICUCHHE.

3axknrouenue

JloOpokauecTBEHHBIN PEIUIUBUPYIONIHI BHY-
TPUIIEUEHOYHBIN X0JIECTA3, TAK K€ KaK U IPOTrPECCHU-
pYIOLUI ceMEWHBIN BHYTpUIIEYEHOUHBIN X0JIecTas,
— pexaxue 3aboneBanus. VX nuarHocTuka cBsi3a-
Ha ¢ OOJIBIIMMH TPYAHOCTAMHU. DaKTOPOM, AOMOJ-
HUTEIIBHO YCJIOKHAIOIIUM IIOCTAaHOBKY JHArHoO3a,
BBICTyIIaeT BO3MOXKHOE DPAa3BUTHE HECKOJIBKHX 3a-
OoJieBaHMIA B pe3yJIbTaTe OJHON U TOM e MyTalluu
reHoB. Y manuenta ll. knMHHYecKH mposiBisiIach
KapTuHa J00pPOKAaYEeCTBEHHOTO PEIMIUBHUPYIOLIE-
ro BHYTPUIIEYEHOUHOTO XojecTasa. Jlmarsos mpo-
TPECCUPYIOIIET0 CEMEHMHOr0 BHYTPUIIEUEHOYHOIO
X0JIecTa3a €My BBICTABIIEH C YYETOM OTSTOIIEHHO-
ro CeMEHHOro aHamHesa. Tem He MeHee, BO BpeMs
4-ro peuuaMBa KEJITYXH IOKa3aTenud oO0Iero Ou-
TUpyOHHA OKa3aJIMCh 3HAYUTEIBHO BBILIE, YEM IIPH
npeapIayIux 00oCcTpeHnsx. Bbicokue 3HadeHus
KpeaTHHUHA IOABUIMCH Brepsble. HeoObluHBIM B
aHAITM3UPYyEMOM KIIMHUYECKOM HaOJIOJICHUU SIBIIS-
eTcs MeJJIEHHOE NPOrpeccHpoBaHKe 3a00JeBaHuUsI.
Hecmortpst Ha Bo3pact 26 neT, y mauueHTa He pas-
BHJIOCH TaKO€ OCIIOKHEHHE, KaK LIUPPO3 MEYEHH, a
ypoBeHb OMIHpyOWHA HECKOJIBKO MECAIEB A0 TO-
CIMTAIN3aLUK ObUI B HOPME, YTO TAK)XKE CBUETEIb-
cTByeT B nois3y /IPBX, Ho He [ICBX.

B nureparype ommcaHbl HECKOJBKO JECATKOB
nanueHToB ¢ [ICBX, u cronbko xe ¢ JIPBX. He-
OOJBIION OIBIT JICYCHUS TAKUX MALMEHTOB 3aTPYyA-
HSIET CBOEBPEMEHHYIO JTMAarHOCTUKY 3a00JIeBaHUs U
MIPOBEJICHHE COOTBETCTBYIOIIETO JICUECHHUS, OKOHYA-
TEJIHBIN alITOPUTM KOTOPOTO TpeOyeT THIaTeNbHON
pa3pabotku. Bpauam HEOOXOIMMO JEIUTHCS CBOU-
MU HaOJIIOACHUSIMH, B CBSI3H C YEM aBTOPBI M PELIH-
JIY ONUCATh JaHHBIN cIydail U3 MPaKTHKH.
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PROGRESSIVE FAMILY INTRAHEPATIC CHOLESTASIS:
DIAGNOSTICS, TREATMENT (CLINICAL OBSERVATION)
A. R. Obuhovich’, N. N. Iaskevich?

'Grodno University Clinic, Grodno, Belarus
’Grodno State Medical University, Grodno, Belarus

Jaundice is a manifestation of many diseases both benign and malignant. Genetic progress allowed to distinguish
the group of unknown earlier rare cholestatic jaundices, which are resulted from gene mutations. There are no
described algorithms of their diagnosis or treatment. In this article case report of the patient with benign recurrent
intrahepatic cholestasis type 1 is presented. There is also literature analysis of this theme.

Keywords: jaundice, benign recurrent intrahepatic cholestasis type 1, progressive familial intrahepatic cholestasis
type 1.
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