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[laHHbI 0630p NOCBALLEH BONPOCAM KIVHWYECKOM KapTWHBI, NOAXOAAM K IUarHOCTMKe 1 Tepanim CMHAPOMA v 6one3H1 Kaponu
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summary

This review focuses on the clinical picture, approaches to diagnosis and therapy of Caroli's disease and Caroli’s syndrome
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Bonesup Kaponnu (BK, Caroli’s disease, CD) - penkas
BPOX/IeHHAsI aHOMA/IVsI BHY TPUIIEIeHOYHBIX XKeTIHbIX
[IPOTOKOB, XapaKTepU3yIasics UX 9KTasuelt 1 fua-
Talyeit, KOTOpasi MOXKeT BK/II0YAaTh XKETYHBI TPAKT
B JIOKa/IM30BaHHOI MM My/TbTU(OKaNbHOI popme (3,
26]. Yamie nposABIAeTCS Y UL MY>XXCKOTO mona. Ma-
HudecTHpoBaTh MOXKET B TI060M BO3pacTe, HO Hortee
XapaKTepHO B IETCKOM ¥ [IOf{POCTKOBOM II€PUOJiE XKU3-
HU. B HacToOsIee BpeMs OHa BK/IIOYEHA B 5-10 IPYIIITY
o knaccuduxanun Todani 3a60eBaHMIT )KETIHOTO
IIY3BIPSI V1 XKETIeBbIBOASIILINX IIyTell, M BIlepBble OblIa
omncaHa GppaHIfy3CKUMU racTposHTeponoramu JKak
Kaponu u gp. B 1958 ropy [1]. Kak nepsonavanbHO
COOO0IaTI0Ch, OCHOBY IIATONIOT MM COCTABISIIN:

nuaemunonorusa

Cratuctuyeckue JaHHBIC I1O BK mMoxxHO IIOTYy4YNUTDb
¢ 1984 r. B nacrosiee BpeMaA B IUTEpaType OMNCA-
HbI 0K0710 200 crydaeB aToro 3aboneanns:A. Yacrora

1. CermeHTapHas KMCTO3HaA AMIaTalMs BHYTPUIIe-
YEeHOYHBIX JKETYHBIX IIPOTOKOB;

2. Bblcokasi 4acTOTa BHYTPUIIE4EHOYHOTO XOJIE/TUTH-
a3a, XOJIaHI'UTa U TeYeHOYHBIX abCI[ecCOB;

3. OrcyTcTBUE IUPPO3a VM OPTANIbHON TUIIEPTEH3NY;

4. AcconunpoBaHHOCTD C pacuUIMpeHneM Tpybodek,
HapylLIeHueM HapeHXMMBI I0YeK, U3penKa — C KI-
CTaMM IOfKeTyTOIHOI JKere3sl [1, 3].

Coueranne 6one3nn Kaponu n BpoxxpeHHOro ¢u-
6po3a meyeHM U3BECTHO Kak cuHapoMm Kaponu. Bo-
7e3Hb, m160 cuuapoM Kaponn yacTo acconnnpyorcs
C ayTOCOMHO-Pel[eCCUBHBIM ITONNKUCTO3HBIM 3a601e-
BanueM novek (APII3II) [2, 25].

BcTpeyaemocTy BK paBHa 1 Ha 1000 000 mpepcTaBm-
Tejelt HonynAunm [6).
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leHeTnKa n naToreHes

IMbpuoHanbHOIt ocHOBOI BK siBisiercs medexr
nporoyHoit mnactuuku (OIITI), mpuBomsAmmit K mep-
CUCTEHIIMM 9MOPMOHAIbHBIX JKeTUYHBIX ITPOTOKOB.
BHyTpuMaToYHbIe COCYAUCTbIE HAPYUIEHN A JACTO
paccmarpuBarpTca Kak npuunna JI1I1. Yposenb BoB-
nedeHHOCTH xemyHbIX nyTeit B [ITIIT ompenenser ana-
TOMMYECKOE MPOsABNEHNE KMCTO3HOTO TOPaXKEeHNA
neyenn. [T 60/mee KpyTHBIX BHYTPUIIEYEHOUYHBIX
JKeTYHBIX ITPOTOKOB IIPMBOAUT K passuTuio bK, Torma

KnuHunyeckaa KapTuHa

B HacTosAmee Bpemsa onycbiBaeTcs gsa tuma bK. Tun I,
VJIV IIPOCTOIA, COCTOUT U3 M30/MPOBaHHBIX KMCTO3HBIX
IuIaTaluii BHYTPUII€Y€HOYHBIX )KETYHBIX IPOTOKOB,
T 11 (koMIIIeKCHBII), M3BECTHBIN Kak cuHppom Ka-
ponu (to ectb BK ¢ BpoxeHHbIM Ppubpo30oM neyeHn),
cBsi3aH ¢ pruOPO30M MV LUPPO3OM II€UEHM, TIOPTAIIb-
HoII runiepreHsuei [5, 10, 27].

BK II Tma Mo>keT COIIpOBOXAATbCs XOMAHTMOKap-
LIHOMOJ, KaMHAMI BO BHYTPUIIEY€HOYHBIX IIPOTO-
KaX, XO/IaHTUTOM, KVCTOV TTOJKeTyJOTHOI XKee3Hl,
KJCTO3HBIM 3a00jIeBaHMeM TOYeK [9]. DTOT BapuaHT
BK MoxxeT paccMaTpuBaThCs Kak IpefpaKoBoOe CO-
CTOsIHME; Y TAKUX TAI[MEHTOB BEPOATHOCTD Pa3BU-
THA XONTAaHIMIOKapLMHOMBI cOCTaBsAeT 2,5-17,5%, 4yTo
B 100 pas BbIllIe, YEM Y MALMEHTOB C HOPMaAbHBIMU
remaToOMIMapHbIMI IPOTOKaMIL, 11 B 10 pas Brille, 4eM
y manueHToB ¢ KoHKpeMeHTamu. OpHako BK He mmeeT
MIaTOTHOMOHMYHBIX CMMIITOMOB IV IIPM3HAKOB, YTO
3HAYMTENbHO 3aTPYAHsET FUATHOCTUKY [4, 12, 14].

Hanbonee yactbiMyu cuMiToMamy 3a60jieBaHus y ma-
LIIEHTOB CTAHOBSTCs1 6OTIb B IIPABOM BepXHEM KBaJIpaHTe
JKIBOTA, INMXOPajiKa, aHOPEKCHsA, YCTa/OCTh, SKeNTyXa,
peXe — KOXKHBIN 3yMI; BIIOCTIEICTBUM MTPMCOETUHALTCS
KpOBOTeYEeHIe 13 BAaPMKO3HBIX BeH MUIIeBoAa. Y He-
60JIbILIOrO YKC/IA TALMeHTOB TeMIIEPaTypa He IIPeBbIIIaeT

OwnarHoctuka

1. XonaHrnorpaéus

30/I0TBIM CTAaHAAPTOM /IS AMATHOCTHKY GonesHn Ka-
POM TPaANIMOHHO CUMTAETCS MpsIMasi BU3yaIM3aliis
JKENTYHBIX ITyTell 9HOCKOIIMYECKOI PeTPOrpagHOil X0-
naHruonankpearorpaduet (SPXIIT) win ypeckox-
HOJI TpaHcremnaTuyeckoi xonanruorpadueit (YTX).
JlaHHDIe VCCIE[OBAHNS TO3BOJISIIOT BBUIBUTH IIPAMOE

2. MarHuTHo-pe3oHaHCHasA ToMmorpadus.

MarsuTHO-pe30HaHCHAs XONaHIMOIaHKpeaTorpadus
IpefCcTaBIsIeT CO60I METON BBIOOPA A/ISI FUATHOCTUKY
BK. HemHBa3uBHBIN XapaKTep UCCTEOBAHNA HAPALY
cero CHOCO6HOCTI)IO BBIAB/IATHD aHOMA/INN He‘leHO‘-IHOI/MI
HapeHXI/IMI)I Y1 OC/IOKHEHM A, TaKMe KaK IrerraToamnTmas
" 06'beMHbIe 06Pa30BaHN, 3AKPENIO €10 UCHIONbB30-
BaHIe B KaYeCTBEe HaYya/IbHOIO TECTa JJIA IMAarHOCTUKM
BK [12]. Tunuunbie MPT-cuMnTombl 60/1€3HM — CUM-
[ITOM «ITOCTIEJIOBATEIBHOCTY BUcepa» U3 IKTaTUYe-
CKUX BHyTp]/IHe‘-IeHO‘-IHI)IX JKeIYHbIX HpOTOKOB Nnn

3. Apyrne meTtoabl BU3yanusauuun

LlenTpanbHoe nosiBeHNe «dot-sign» TaTOrHOMOHWYHO
ns BK, BepBble 66110 onycaHo npu KT-Busyannusa-
IV, 2 TAK)Xe IIPY YIbTPa3ByKOBOM MCCIeTOBAHUN
(Y3M). Oba meTona MpUMEHSIIOT AJIsi HEMHBA3WBHOI

nekumsa | lection

KaK BpOXXZIeHHDIN Ppubpo3 meyeHu ABIAETCSA Pe3yib-
TaTOM IOPOKOB Pa3BUTHU HA YPOBHE MeXKIT0IbKOBBIX
JKeTYHBIX MPOTOKOB. Yallje BcTpedaeTcsa ayTOCOM-
HO-PeLleCCYBHOE, HO M3BECTHBI C/Ty4al 8y TOCOMHO-0-
MIMHAHTHOTO HaciefoBaHus [3, 5]. Parada et al. ompe-
menmuu HecbaTaHCHPOBAHHYIO TPAHCIOKALINIO MEXKY
xpomocomamu 3 u 8 (morepsi 3p u ycuneHue 8q) B TKa-
HI NedeH nanuenTa ¢ BK, n mpenmonoxmmm, 4To 3To
MOXXeT OBITh 3HAYMMO B Pa3BUTUM 3aboneBanmus (7, 8].

38 °C, offHaKo Yalile BCTpeyaeTcsi MUpPeTIIecKas 1 IUIep-
nypeTnyeckas mxopaaka (39-40 °C), kotopast 06bIYHO
BBI3BaHA PELMVBUPYOLINM OaKTepyaIbHBIM XOTTAHIU-
TOM (2, 4, 26, 27]. Pe>xe BCTpevaroTCs Ayapest, TOLIHOTA,
PBOTA, OTEK HVYDKHUX KOHEYHOCTEI.

[Tpn pusnkanpHOM 06C/IETOBAHNY OOPALIAIOT BHIMA-
HJe TeIaTOCIUIEHOMET /IS, JKENTYXa, 100 U30MPOBaH-
Hble rel1aTo- Wiy CryteHoMerasmst. Takyke BCTPeYaroTcsl CIy-
Yau 6ECCHMIITOMHOTO TeYEHVIS]; TAHHAS TIATOIOTVIS] MOYKET
SIBUTBCSI CITY<ITHOI HAXORKOI IIPY IVTAHOBOM Me/VLIVH-
cxoM o6cnenoBanny. Mexpy nanentavy ¢ BK In I tuna
Ppas/munii B 4acTOTe CUMITTOMOB He onperiersiercs [11, 15].

ITpyt Ha/IMYUU CUMIITOMATYIKYL, [I03BOJIAIOLLIET TPEIIO-
7I0XuTh y manmenTta BK, He06X0MMO IIPOBOANTD HOMCK
ACCOLIMVPOBAHHBIX C TaHHBIM 3a00/IeBaHVeM BPOXKIIEH-
HBIX 11/VUIV IPHOOPEeTEHHBIX HAPYIIEHMWIE, B [IEPBYIO O4e-
Ppefb ay TOCOMHO-IOMVHAHTHOJA IIOTIMKVCTO3HOI G0/Ie3HI
nouex [5, 8]. Mimerorcst coobiienus o BK, accoymposan-
HOM ¢ crHApoMoM Lawrence-Moon-Biedl [4]. Onmcanst
CIy4ay CUCTEMHOro ammtonposa npu BK kak mposisre-
HJ€e CYICTEMHOTO BOCIIaJIeHNs, TPUITEPHBIM (PaKTOpOM
KOTOPOTO SIBJISICS PELUANBUPYIOINIT GaKTepyaIbHbII
xonmaHruT [7]. MoykeT BCTpeyaThCsi CUHAPOM M30bITOIHOTO
6aKTeprasbHOTO POCTA B TOHKOII KIIIIKE, HAPYIIEHIT
MMKpPOOMOLIEHO3a TOTICTOM KULIKM [22].

COeNMHEeHe MEeX/Y KUCTO3HBIMI Mab(OpMaLVisaMu
IIeYeHN M KeTYEBBIBOASIVMY Iy TAMU, YTO O3BOISET
¢ epeHIpoBaTh 9Ty 60/I€3HD OT M30/IMPOBAHHO
IIe4eHO4HOI KycThl. OIHAKO [PV TAHHOI MaHUITYIIALIAN
IIOBBIIIAETCS PYCK BO3HVMKHOBEHIISI XOJIAHITA, U €€ BCe
Jallle 3aMeHI0T HeMHBA3MBHBIMI VICCTIEROBaHsIMM [13].

«dot-sign», KOTOPBIT OTHOCUTCS K KMUCTAM C LIeHTPajib-
HBIM U1K nepudepudecKuM IOPTanioM, NN BETBb
TIeYeHOYHOI apTepuN P NMPOXOK/IEHUN TICEBOTIe-
peroponku yepes Hero. [lo3Bonaa BU3yannsupoBaThb
BCe JKeT4eBbIBOAAIINe MyTH 1 nevyeHb, MPT Taxxe
IIOMOTA€eT YCTaHOBUTD CTEIIeHb 1 TsKECThb 3ab0/IeBa-
Hus. ITo cpaBHEHMIO C YPECKO>KHOI XOMaHTorpaduei,
YYBCTBUTENBHOCTD U CleMPUYIHOCTh METOA PaBHA
97% 1 99%, COOTBETCTBEHHO, U OOHAPY>KEHNM BHY-
TPUIIeIeHOIHBIX KaMHeit [12, 13].

IUArHOCTMKM IIpM nojo3penun Ha BK; ognako Y3
MOXXET VIMETb OIPaHMYEHHYIO CIIOCOOHOCTD OIIpefie-
JIATH abCLeCChl, CEKPET MO KeTyJOIHOI XKele3bl TN
nceBmoKucTsI (11, 13].
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4. AipepHas cunHTUrpadusa

s puarsoctuky BK mpu npoBefeHny remaro6mmm-
apHOII CUMHTUIPAQNM MCIOMb3YIOT AYMETHUTaMITHO-
IMYKCYCHYIO KVICIIOTY ¥ PaifOM30TOII TEXHeIM-99m,
YTO TO3BOMAET BHIABIATD XapaKTePHBIl BHEITHMI
BUJ| BHYTPUTIEYEHOYHDIX )XEIUYHBIX NMPOTOKOB.

OuddepeHumnanbHbIin guarHos
IuddepeHunanbHbIi fUaTHO3 [/Is NALMEHTOB, MMe-
fomux cuMnToMbl BK, oxBaTbIiBaeT mupoKuit Kpyr
3abo/eBaHMII U BKIIOYaeT B ceOs1 MePBUYHBIN CKITe-
posupyomuit xonaurut (IICX), penupnsupyouui
THOJHBII XOTTaHTUT, IIOTIMKICTO3HYIO O0/Ie3HD Tede-
HMU, XO/Ie[JOXa/TbHble KMCTDI, >KeTIHbIN MallnI/IOMaTO3
Y MHOTAA OOCTPYKTUBHYIO OV/IMAPHYIO AVIATALIVIO
(16, 17, 25-27].

[ICX v penuiMBUPYIOM NI THOMHBIN XOMAHTUT MO-
TyT OBITH CBSI3AHBI C AM/IATALIMEI IPOTOKOB, CTEHO30M,
BHYTPUIIEYEHOYHBIMM VICUVIC/IEHUAMMI U 37I0Kade-
CTBEHHBIMU HOBOOOpasoBaHusaMu. OFHAKO fujaTa-
uus nportokos 1pu IICX pefko ABnsAeTCA MELIOTYATOM
” 06bI9HO G0JTee M30MMPOBAHA I BEPETEHOBM/HAS,
4TO He XapakTepHo #nA BK. Kpome Toro, y 70% 6enbix
nanueHToB ¢ [ICX AnarHocTUpyIoT BOCIIanUTeNbHbIE
3a00/IeBaHMA KMIIEIHUKA.

Y ManueHTOB ¢ MOMMKUCTO3HBIM 3a00/IeBaHEM
KUCTBI MOTYT IPUCYTCTBOBATh KaK B ITeYEHM, TaK
u B toukax. OfHaKO KVICTBI IIPY MTOJIMKUCTO3E IIeYeHN
He IMEIOT COOOBIIeH NI C )KeTIHBIMI IPOTOKAMU, ITO
He XxapakTepHo is 6onesnyu Kaponn. Otu manyeHTs!
00OBIYHO MMEIOT HOPMa/IbHbIE, HeM3MEeHEHHbIE JKemd-
HbIe IPOTOKU [23, 26, 27].

Peunpusupyomnii rHOMHBIA XOMaHTUT ABAET-
cs1 Hambosee CIOXHBIM 1A fuddepeHManbHON
IVATHOCTUKMY, TIOCKOJIbKY Y HAI[MeHTOB C THOMHBIM
XOJIAHTUTOM MO>KET ObITh KIMHMKA CENCUCA M pac-
HIMpeHye BHYTPU- ¥ BHEIIEYEHOYHBIX JKETYHBIX ITy-
teit [29]. Hann4ye MeIoTyaTos AumaTaluy TOBOPUT
B 1onb3y bK, moTomy 4To cakkynspHaA gumaTanus
HeOoOBIYHA IIPYU PelUAVBUPYIOLIEM IHOMHOM XO-
JTAHTUTE.

OcnoxHeHuAa

[enatonutmnas

M3-3a oTHOCUTENbHON pefnkocTu BK panHble 0 ya-
CTOTE CBS3AaHHBIX C Hell OC/IOXXHEHMII OTpaHMYEHBI.
lemaTonuTmas BCTpevaeTcsA IPUMEPHO y TPETH IIa-
yueHToB [18]. XoTs 60/1bUIMHCTBO KOHKPEMEHTOB

XonaHrut

BaKTepI/Ia)’IbHI)IﬁI XO/JIAHTUT ABIAECTCA Ham60nee pac—
HpOCTpaHeHHbIM OCIIO>KHEHUEM BK OH BbI3bIBAa€T
JINXOpPanKy, 60/1b B XXMBOTE U yCuneHue XenTyxu,
a B HEKOTOPBIX CIy4asix IPUBOFUT K 06pasoBaHMIO ab-
CIIE€CCOB IICYECHU U cencmcy. 3T0 OCJIOXKHEHUNe pa3BI/IBa-
eTCsA }'II/I60 CIIOHTAaHHO, ]II/I60 II0C/IE€ SOHJOCKOIMMNYECCKUX

XonaHrnokapumnHoma

Puck pasBuTuA KapUMHOMBI COCTaBIAET 0KOIO 7%,
HO 9TOT II0Ka3aTeab MOXKeT 6bITh U Bbiwe [1, 4, 27].
3acToit XKem4y U CBA3AHHBIN C HUM XPOHMYECKUA
XOJIAaHTUT IpeJpacloNaraloT K pa3BUTUIO JMUCIIIA-
3MM 3MUTENNA KeTYHBIX IPOTOKOB, ¥ XOJaHTUO-
KapumHoMa — Hanbosee pacpoCcTpaHeHHOe 3/10Ka-
YeCcTBEHHOe 3a00/IeBaHMe ¥ 9TUX NaLMeHTOB [14].

CuyHTUrpadsi MOXKET UTPATh PEUIAIOLIYIO POTIb B I~
artoctuke BK, 0cO6eHHO y IIallieHTOB, KOTOpbIe He
ABNAIOTCA KaHAMJATaMM Ha BHYTPUBEHHOE BBeleHNe
KOHTPACTa, HAIIPUMeP, PV HAIMIII aCCOLUMPOBAH-
HOII MONMKUCTO3HOM 60e3uu mouek (APII3II) (13, 14].

Kak BK, Tak u xonegoxanbHble KMCTHI IpeJIIOa-
raloT aHOMAJIMIO >KeJTYHBIX IPOTOKOB, HO BK mpen-
CTaBjIeHa BPOXK/IEHHBIM pacIIVpeHNeM CerMeHTap-
HOTO-BHYTPHUIIEU€HOYHOTO JKETYHOTO JiepeBa, TOIfa
KaK XOJIe[J0XaJIbHbIe I[MCThl BK/IIOYAIOT KICTO3HYIO
IVUIaTaIVIo 061Iero )XeT4YHoro MpoToKa [25, 28].

IIpu BK pacmmpenHbie >kem4Hble IPOTOKU MMEIOT
CITy4YalHBIN TPUYYAINBBIA XapaKTep, U CYyIeCTBYIOT
04YaroBble 00/1aCTY KUCTO3HO 9KTa3UM. ITO OT/IMYAET
3ab0jIeBaHIe OT 0OCTPYKTUBHOI AMIATAL[UY )KETIHBIX
IPOTOKOB, I/je paciinpeHns Hanbojee BbIpaXKeHbI [0
LEHTPY, CY)KalTCs K nepudepnn 1 He UMEIT 04aro-
BBIX 00/1acTel KMCTO3HOI gumatanuu [20, 22].

ToduHas 9acTOTa BHENIEUEHOYHOTO TOPAXKEHN S ITPO-
tTokoB 1pu BK HensBectHa. B 0630pe nmureparypsl
1o 46 ciydasM Oplla O6HApyKeHa BHEIIeYeHOTHA S
aunaTanusy 21% nanuentos [19]. B pa6ore Levy A.D.
et al., BkmroyaBueit onucanue 17 mauuentos (5 us
HUX ¢ cuHppomoM Kaposn), aTo cooTHoIIeHMe 661710
emte Bbile —y 53% MalueHTOB ¢ BHENIEYEHOYHON
IytaTanyei nporokos [19]. [ToBTOpHBIE PUCTYIIBI
XOJIaHTUTA, XOJIEOXOIUTUA3 U JKeTUHbIE KOMTUKU MO-
TYT OOBACHUTD BHEIIEUCHOYHYIO AM/TATALIMIO KaHasIa
y HEKOTOPBIX [TAIIVIEHTOB € 60/IE3HBIO MU CUH/IPOMOM
Kaponn [19].

Ipu puddepennmanpuoit fuarnoctuke BK u mep-
BUYHOTO OMJIMApHOTO LMPPO3a C/IeyeT yUYUThIBATD,
YTO JI/IA IOC/IEeTHEr0 XapaKTepHO J/INTe/IbHOE OBBI-
nreHue 1enoyHoi ¢pocdaraspl MeIEHOYHOTO MPONC-
XO>XK/IeHM 1, BBISIBJIEHVIe aHTVMMTOXOH/IPUA/IbHBIX aH-
TUTE, IOATBEPXKIeHNe ITpK Ouomncuu, oGHapysKeHme
HETHOIHOTO JIeCTPYKTMBHOTO XO/IAaHTUTA, TUINYIHO
MIOBBILIEHME UMMYHOIIOOy/IMHa M 1 X0/lecTepuHa.

HpeJCTaB/IAT co60il NPeNMYIleCTBEHHO OUIIpY-
OMHOBBIC KAMHU, aHA/IV3 >KEJTIHBIX aCIIMPATOB U3 JiBe-
HaIlaTUIePCTHON KMIIKM TaK)Ke BBIABWII UX IIepeHa-
ChblllleHye KPUCTa/l/laMI XOTIeCTEPUHA.

WY XUPYPTUYECKUX BMEIIATENbCTB, M MOXKET PEIly-
nuBMpoBaTh. Hanmvue rematonurmasa MoxxeT npef-
pacnonaraTh K XXeTYHOMY CTa3y, YTO IOBBIIIAET PUCK
XOTaHruTa. B crryyae He06X0OAMMOCTY MOXKHO U3B/IeYb
MHTPA/lyKTa/IbHble KAMHU, HO XO/TAHTUT MOXET CO-
XpaHsATHCS B T€YEHMe HEKOTOPOTro BpeMeHu [9, 13, 17].

XOoTs1 HEKOTOpPbIE ABTOPHI BHICKA3BIBAIOT MHEHME, ITO
pe3eKuys ImeYyeHu IPU OFHOLONIEBOM MMOPAXKEHU N
CHIDKAET PUCK PaKa, eCTh COOOIUIEHUSI O XOMAHTHO-
KapLWHOME [OC/Ie XUPYPIUIECKOrO JTeYeHNs — MO-
HOOJIOYHON pe3exuuyu nedeHu. B KoHeYHOM nTOTE
TpebyeTcsl OpTOTONMYeCKasI TPAHCIIAHTALIMA IIe-
yenu (OTII) [15].
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MopTanbHaA runepTeHsna

CI/IHJIPOM Kapom/{ YaCTO OCIIOXKXHACTCA HOpTaJ‘IbHOf/I n-
nepTeHsmeﬁ, KOTOpasA CO4YETACTCA B pAHHEM [JETCKOM BO3-
pacte co CIUIeHOMeI‘aIII/(ef/[, ACIVITOM ¥ KPOBOTE€YEHNEM
3 BapMKO3HO-PaCIIMPEHHbIX BeH muieBoya. [Togo6Hoe
KpOBOTe‘{eHI/IC y ITUX IIALJMIEHTOB JO/IXKHO KyHI/IpOBaTbCﬂ

JleyeHne

1. Ypcoaeokcuxonuepas kucnora (YIXK) nucnonpsy-
€TCs VICTIONb3YeTCA C IIe/IbIO JIeYeHN A U ITpefloTBpa-
IeHN A OYAYLIX 311M30[,0B IEPBIUYHOTO T'eIIaTONN-
THasa u xomaurura [7, 15, 27]. Ros et al. coobmaror
o 17 mauueHTax c cugpomom Kaposu c nepBuyHbI-
MU BHYTpUIIeYeHOYHBIMY KaMH MM, KOTOPBbIE JIeqM-
much YIXK [16]. BonpIIMHCTBO KaMHell II0 COCTaBy
OB XO/TeCTePUHOBBIMIL. Bce maryeH oI JOCTUTIN
YCTOMYMBOJ PEMUCCUN B T€Y€HME 2 MECALIEB ITOCTIe
tepanun. [Tocnepyrommusi Y3VI-koOHTpOIb MOKa3asn
nonHoe (n = 3) n yacTu4Hoe (n = 9) pacTBOpeHue
KOHKPEMEHTOB ¢ HOpManusanueil QyHKIMOHaIb-
HBIX TeCTOB IledyeHN. Bce, KpoMe [IByX IMalVIeHTOB,
KOTOpBIe ObLTN HeKOMIUTaeHTHBI K iedennio YIXK,
0CTaBa/lNUCh CBOOOHBIMYU OT OO/ B SKETYHOM Y-
3bIpe MM XOo/aHrura [16].

YIIXK Tak>ke UCTIONb3yeTCsA B COYETAHUN C [IPY-
TMMU COCOOaMM TePATINY, TAKMMU KaK 9KCTPaKoOp-
HopasIbHasA yiapHOBOMHOBasA muToTpuIcusa (Y BJI)
[3, 11, 15]. VimetroTcs faHHBIE 06 3 deKTUBHOCTU
oucKpeTHoro mnasmadepesa Ha poHe Tepanun
VIOXK [23, 26].

2. 9HpocKonmmyecKoe 1edeHne. XoTs pUCK XO/NaH-
TUTa TEOpPEeTUYECKM BO3pacTaeT C 9HAOCKOIMYe-
CKOJI peTpOrpajiHOI XOTTaHIMONIaHKpeaTorpadueit
(SPXIIT), ecTh cy4am yCIEUIHOTO 9HOCKOIU-
4eCcKOro BMelnarenbcTBa npu 6omesuu Kaponn.
Ciambotti et al. Betu manmenTa ¢ oHONMETHEI
6onesupto Kaponu, koropomy nposenn IPXIIT,
B XOJie KOTOPOJ1 ObL/1a BHIIIOTTHEHA SHIOCKOMIMYeCKa st
COUHKTEPOTOMMS C IIOCTAHOBKOJ CTEHTa B COYETa-
Hun ¢ YIXK-tepanueit [6].

Caroli-Bosc et al. onmcanu mects nmaiueHToB
C renaToNMUTUA30M U XOJAHTUTOM MU 6e3 Hero,
KOTOPBIM IIpoBoAMnachk TepanesTndeckas SPXIIT;
YeTplpeM HallVieHTaM Tak>ke Obl/Ia BBIIIO/TIHEHA SH-
HocKommyeckas cGUMHKTEepOTOMMS, XMPYprudecKas
cOUHKTEPOIIaCTHKA. B ueThIpex clydaax npume-
Hamch OYBJI unm mHTpafyKTanbHasa 37MeKTPOTrn-
apasnudeckas murorpuicus (VMISJT) [8]. ABropsr
He Hab/II0any yBeIMYEHN A YaCTOThI XOMaHTUTA
B 9TOJ1 TpynIe nanyueHToB. OHM TaK>Ke IO/IaraoT,
YTO MaIlMeHTaM C YaCTBIM XOJTAHTMTOM CIIeflyeT
MIPOXOAMTH SHJOCKOMMYeCKoe HabMofieH e KaXKjble
6-12 MecALeB IPU YCIOBUM, YTO IAHHOE OC/IOXKHE-
HIe CBSI3aHO C FeIIaTO/MNTIA30M U OM/IapHO A1Ia-
tanueit. OHaKO y MallYIeHTOB C HeYaCThIMM 91IN30-
JaMU XOJIAaHTMTa SHIOCKONMYeCKIie BMellaTe/IbCTBA
MOTYT He TPOBOANTLCA. B KaXKJIOM KOHKPeTHOM
crry4yae He0OXOAMMO OLIEHMBATb PUCK OCTIOKHEHMI
U TIOJIOKUTETbHOTO MCXOMa, C YYeTOM aHaMHe3a
1 ocobeHHoCTel TedeHus 3aboneBanns [8].

HecmoTps Ha TO, 4TO 9HA,O0CKOIMYECKUIT peHasK
MO>XeT YMEHbIIUTD 4aCTOTY XONaHIUTA, €r0 POJb
B CHYDKEHUU PUCKA Pa3BUTH A XONTaHTMOKAPIIMHOMBI
coMHUTeNbHA. ['enaTonnTas u penquauBUPY LM

nekumsa | lection

AHAJIOTMYHO APYIUM BUIAM BapUMKO3HOTO PacCIIVpeHyst
BEH, 9H/IOCKOIIMYECKIM IUTMPOBAHUEM y3/IOB WM CKIIe-
porepanueil. TpaHCBIOTY/LIPHOE BHYTPUIIEY€HOUHOE
MIOPTOCUCTEMHOE pa3MellieHNe IIYHTA Y TPaHCIUIaHTALA
TleYeHy TaKKe sIBJISIIOTCS BapuaHTaMu iedenns [3, 6, 12].

XOJTAHTUT OCTAIOTCS Hanbosee YaCTHIMU [TOKA3AH M-
AMMU K SHAOCKonuu [4, 9, 14].

3. Xupyprudeckas peseKuys (4acTUUHas FeltaToSKTOMIS,
JI069KTOMIST) OCTAETCS MPENIIOYTUTENBHBIM BEIOOPOM
L CETMEHTapHOTO MY OHOCTOPOHHETO MOpaXKeH A
neveny mpu 6omnesun Kaponu 6e3 pricka MMMyHOCY-
MIpeCcCUM, CBA3aHHOI ¢ TPAHCIUIAHTALMEN [TeYeH.

Camas 6osnblIast cepusi MCCIELOBAHMIL, BKIIIO-
YaBIIMX Pe3eKINIO IeYeH) B Pa3IMIHOM 0bbeMe
mns nedenus BK, 6puta mpoBenena Kassahun et al.
[20]. ABTOpBI OMMCany 27 HAIMEeHTOB, IIePeHeCIINX
PeseKunIo neveHn ¢ uim 6e3 6GMIMOTUreCTVBHOTO
aHaCTOMO3a /ISl JIOKa/IM30BaHHBIX GOpM 60/Ie3HN.
ABTOpBI YKa3bIBaIOT Ha HEOOXOMMOCTD Telaroe-
IOHOCTOMUH B 3aBUCUMOCTU OT CTEIIEeHU TIXKECTU
nanyenTa. [Toutu 75% manyeHTOB paHee MOMyYann
teparmyio aHTu6MoTKamu (71%) mmn YIXK (74%).
87,2% OONBHBIX HE IME/IY 3HAYNUTEIbHBIX IIOC/IEOIIe-
PALMOHHBIX OC/TOXKHEHNL, @ 84% 60MbHBIX (BK/IIOYAs
IBYX, KOTOPBIM Obl/Ia BBIIIOJIHEHA OPTOTOMNYECKAs
TPAHCIUIAHTALMS TI€YeHN) IPOJOJDKAIN XXUTh 6e3
Xorecrasa B Tedenue 3, 7 niert [7, 8, 11].

4. TpaHCITaHTaL s IeYEHM — eAMHCTBEHHBI CII0C06
Jle4eHM A, JOCTYIIHbIN i nanuenTos ¢ BK, korto-
pas He OrpaHMYeHa OHUM CETMEHTOM MM JJONIel
nevyenn. OHO U3 CaMBIX PAHHUX COOOLIEHNTT 06
oproTonMYeckoit Tpancinantanuu nedenn (OTII)
(ortotopic liver transplantation) mpu BK 6p1710 omy-
61mkoBaHo M. Sans et al. B 1997 rony, KoTopbie
omMcaIy AByX nauueHTos ¢ BK ¢ penuausupyio-
I MIM XOJIaHTYITOM, KOTOPBIM YCIIELIHO BBITTOTTHU/IN
TpaHCI/ITAaHTALMIO TledeH [2, 9].

S. Habib et al. npuBopsT onucanue 30 mareHToB
¢ BK mocrne rpancinantanyn [7, 8]. OHu coobummm
0 BBIKMBAEMOCTH IpuMepHO 50% TpaHCIIIAHTaTOB
4yepe3 4000 gHeit mocye oreparuu 1 60ree BEICOKOI
00111ei1 BBKMBAEMOCTH MALIIEHTOB B TeYEHVE TOTO
Ke Iepuopia Habmopenus. IalueHTsl ¢ BpOXKIeH-
HbIM pubpo3om nevenn (cuuppom Kaponn), umenn
607ee HM3KYI0 BbDKMBaeMOCTh. CriefiyeT 3aMeTUTh,
4YTO OO/NBUIMHCTBO MALVIEHTOB B MCCIE[OBAHNY
S. Habib et al. umenu npusHaky ne4eHOIHO FEKOM-
neHcamyu (acuTt, sH1edanonaTIo, KOaryJIonaTuo,
HOPTAIbHYIO TUIIEPTEH3NIO, XKENTYXY, yAINHEHNE
IPOTPOMOUMHOBOTO BPeMEHM UM YMeHbIIeHNE
ypoBHs anpbymuHa [7, 8, 10].

Hesaponro fo ny6nmkanmum OnuCaHHOTO BBIIIE
uccnegosanus, De Kerckhove et al. usyunnn 22
panee usBecTHbIX cnydaeB OTII, BrImONTHEHHBIX
npu 6omesunu Kaponn, n mpoaHannsuposanu eB-
poOIeNcKMl peecTp TpaHCIIAaHTATOB 1A 110 ma-
nuenTos, npoiuepmne OTII ¢ 6onesupio Kaponu.
ITATHIeTHSAS BBDKMBAEMOCTDb TPAaHCIIaHTaTa OblTa
ycraHoB/IeHa y 68%, a 76% NalMeHTOB Jake Ipeo-
monenu pybex B 5 et [11, 14, 15, 20].
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3aknuyeHune

BK - Bpojx/ieHHas1 KUCTO3HasA 00JIe3Hb IeYeHM, KOTOpas
MOJKET COYEeTaTbCA C BPOXKICHHBIM PuOpO30M IeUeHN.
Ona MaHudecTnpyeT B paHHEM [ETCTBE CUMITOMaMMU
TrelaToNNTNa3a WY PeLMANBUPYIOILEro Xomaurura. Pe-
KOMeHJIyeTcs1 IpMMeHeHne Xomanrno-MPT B kadecTse
AMATHOCTIYIECKOro MHCTpyMeHTa py BK. 9toT MeTox
YCIIEITHO BBITECHSAET SHAOCKOIMYECKYIO MM YPECKOX-
HYIO XOJIaHTHOTpaduIo, MOCKOIBKY MCCIeOBaHE He
VHBAa3MBHO, IOMOTaeT B BBIAB/ICHUN COIYTCTBYIOLIEN
IIaTOJIOTYIM TI€YEHY ¥ OCTIOKHEHMI 3a00/1eBaHuA.
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