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l'umonmnasust BHY TPHUIIEYEHOYHBIX KEITYHBIX MPOTOKOB XapaKTEPU3YEeTCS COKPAIIICHNEM KOJTUYECTBA MEXKIO0IBKO-
BBIX KEITYHBIX [TPOTOKOB 10 OTHOIICHUIO K MOPTAIBHBIM TPAKTaM NeueHH. BBIICISAIOT ABe ()OPMBI THITOTUIA3UN
BHYTPHUIICYCHOYHBIX KEITIHBIX TPOTOKOB: CHHAPOMAJIbHYI0, aCCOIMMPOBAHHYIO C Pa3IMYHBIMU BHETICUYCHOYHBI-
MU aHOMAJIMSIMH U HECHHPOMAJIbHYIO, TIPEACTABIISIONIYI0 COOON TeTePOTreHHYIO TPYIITY PACCTPOMCTB, BKIIFO-
Yarwolux BpPOXICHHBIC I/IHq)CKHI/II/I, MeTa6OJII/I‘-IeCKI/Ie, OHAOKPHUHHBIC, UMMYHHBIC HApYyHICHUA, XPOMOCOMHBIC
I[e(beKTI)I 1 Pa3jIMYHBIC APYTruc HAPYUICHHA. Bo Muormx ClIydadX TrunoIuiasusd BHYTPUIICYCHOYHBIX JKCITYHBIX
MIPOTOKOB OCTAETCs MAMONATHYEeCKOH. B 0030pe mpeacTaBiaeHbl BOMPOCHI TEPMUHOJIOTHH, OMMUCAHBI KIACCH-
(ukamu, MOpQoIOrnIecKas XapaKTepUCTHKA TUIIOIUIA3UH BHYTPUIICYEHOYHBIX KETYHBIX TIPOTOKOB, OTIHYHS
CUH/IPOMAJIFHON W HECHUHAPOMATBHON (POPMBI TUIIOIIIIA3UN BHYTPUIICYEHOYHBIX JKEITIHBIX MPOTOKOB, a TAKXKe
MPEICTaBICHbI TPUHIHITEI TU((EepeHITNATEHON IMarHOCTUKY TUIIOTUIA3UH BHY TPUTICYCHOYHBIX KETIHBIX MPO-
TOKOB M OMJIMAPHOM aTPE3HH.

Kniouesvie cnosa: cunopomanvuas u HeCUHOPOMATbHAS 2UNONLA3USL GHYIMPUNEYEHOYHBIX JHCETUHBIX
npomoxos, cunopom Alagille, bunuapnas ampesus, 6HeneueHOUHble U GHYMPUNEUEHOUHBIE JHCCTUHDLE
npoOmoKu.
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The paucity of intrahepatic bile ducts is characterized by reducing the quantity of interlobular bile ducts in re-
lation to portal tracts of the liver. There are two defined forms of paucity of intrahepaticbile ducts: syndromatic,
which is associated with various extrahepatic abnormalities and nonsyndromatic, being the heterogeneous group
of disorders, including congenital infections, metabolic, endocrine, immune disorders, congenital infections and
various other disorders. In many instances paucity of intrahepatic bile ducts remains idiopathic. The review
contains terminological issues, the description of the classification and the morphological characteristic, the dif-
ferences of syndromatic and nonsyndromatic forms of paucity of intrahepatic bile ducts, and also the description
of principles of differential diagnosis of paucity of intrahepatic bile ducts and biliary atresia.

Key words: syndromatic and nonsyndromatic paucity of intrahepatic bile ducts, Alagille syndrome, biliary
atresia, extrahepatic and intrahepatic bile ducts.

BBEAEHUE

B crpykType xonecrarnueckux 3a0ojaeBaHuil nede-
HU JeTel TWIIOIUIAa3Ws BHYTPUIICUEHOUHBIX JKEITIHBIX
MPOTOKOB 3aHMMAaET BTOPOE MECTO IMOoclie OMIMapHOM
aTpe3uH, STHOJIOTHS, TTaToreHe3 U MopQoIorusi KOoTo-
poii Obu1a omyorKoBaHa panee [1]. ['umomnasus BHYT-
PUIIEUEHOUHBIX KEIUYHBIX IIPOTOKOB XapaKTEPHU3YeTCs
COKpAII[eHHEM KOJINYECTBA MEXKIOJIBKOBBIX JKEITYHBIX
MIPOTOKOB 1O OTHOIIEHHUIO K MOPTAJIbHBIM TPAKTaM Iie-
yeHu [2, 3, 4].

XapakTepHbIM MOP(OIOTHIECKUM NPU3HAKOM TH-
MOIUIa3UU BHYTPUIICYCHOYHBIX JKEITYHBIX IPOTOKOB SIB-
JSETCS TyKTONEHHsI. DTOT MOP(OIOTHUECKIH MPU3HAK
TaKXe BBISBISICTCS MPH JIPYTUX 3a00JI€BaHUSIX TeNaro-
OMIIMapHOI CHCTEMBbI, KaK BPOXKACHHBIX, TaK U MPUOO-
PETEHHBIX, U MOXET BCTPEUAThCsl BO BCEX BO3PACTHBIX
rpymmax, Ho 0COOeHHO y meTreit [5].

['mnonnasust BHYTPUIEYEHOYHBIX JKETUYHBIX MPOTO-
KOB OblIa OTMMCaHa MO Pa3HbIMM HAa3BaHUSMU: BHYT-
pHIIeUCHOYHAs] OWJIMapHas THUIOIUIa3Usl, THUIOIUIA3Us
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MEXJI0JIbKOBBIX JKETYHBIX MPOTOKOB, CHHAPOM HCYE3-
HOBEHUSI MEX/J0JIbKOBBIX JKEITYHBIX TIPOTOKOB, BHYTPH-
TIeYCHOYHAsT OWIIMapHas arpesus, ITYKTYISpHAs THIIO-
miasus [2, 4, 6, 7].

B pycckos3piuHOl nMTeparype Hambolee dacTto
BCTpEUaeTcs TEPMHUH «THIOIIIa3Us BHYTPUIICUCHOU-
HBIX JKEIYHBIX NPOTOKOB» [8, 9]. DKBUBaJECHTHBIM
TEPMHUHOM B aHTJIOS3BIYHON JIUTEPAType SBISIETCS «HE-
JIOCTATOK BHYTPUIICUCHOUHBIX JKEIYHBIX MPOTOKOBY
(paucity of intrahepatic bile ducts) [5].

BaxxHO OTMETHUTBH, YTO TEPMHUH «BHYTpPHUIICUCHOYHAS
OmnmapHasl aTpesus», paHee MIHPOKO YHOTpeOIsIeMblit
B JINTEPATYPE U ABJISIOMNNACS CHHOHIMOM THIIOTUTa3HH
BHYTPHIICUEHOUHBIX JKEITYHBIX MPOTOKOB, B HACTOSIIEE
BpeMsl HE HCIOIb3yeTcs. DTO OOYCIOBIEHO TEM, YTO
BO3HUKAET MyTaHWIA B MHTEPIPETAIMH ITaTOJIOTHYe-
CKUX HM3MEHEHUH BHYTPUIICUYCHOUHBIX JKEITYEBHIBOJISI-
HIMX MyTel IBYX 3a00JeBaHUI: TUTIOTLIA3UN BHY TPHIIC-
YEHOYHBIX KEITUYHBIX MPOTOKOB KaK CaMOCTOSITEIIHHOM
TPyNIBl ¥ BHETIEYEHOYHOW OMIHMapHOW aTpe3wH, Tak
KaK B ITOCJIEJHEM Cllydae, HapsAIy ¢ IOpakeHHeM BHe-
MEYCHOUHBIX JKEIMYHBIX MPOTOKOB, OPAXKAIOTCSI BHYT-
pHIICYCHOYHBIC XKeTueBbIBosIMe myTH [2]. [Ipn aTOM
3apyOekHbIe TTATOMOP(OIOTH TPEAIOYUTAIOT BHETIe-
YEeHOYHYIO OMIIMApHYIO aTpe3ni0 Ha3bIBaTh TEPMUHOM
«OunmapHast arpe3us», 0e3 yKa3zaHusi BHEIICYCHOYHOM
W/WITM BHYTPUIICYCHOYHOM Jokanu3auui [ 10].

KAACCUPUKALLUA

Beinenstor nBe TpyNNbl TUMNOIUIA3UU BHYTPHIIE-
YCHOYHBIX JKETYHBIX MPOTOKOB: CHHAPOMAIBHYIO U
HecuHnpoMansHyto [11]. Cunapomanbraas gopma ru-
MOIUTA3MM  BHYTPHIICUEHOUHBIX JKEIYHBIX MPOTOKOB
ACCOIIMMPOBaHa C Pa3IHMYHBIMH JKCTParieueHOUHbI-
MU aHOMaJHsIMHU. PaHee CHHOHMMOM CHHAPOMAIbHOMN
(GOpMBI TUMOIUIA3UM BHYTPUIICUYCHOYHBIX IKETUHBIX
MPOTOKOB ObLT TepMUH «cuHApoM Alagille». Onnako B
HaCTOsIIIEee BPEMS 3T TEPMHUHBI HE OTOXIECTBIISIIOTCS,
TaK Kak B COBPEMEHHOH JIUTepaType XOPOILO OMHCAHBI
JIBA CHHIIPOMA, BXOJISIINE B TPYIIY CHHIAPOMAILHOU

THITOTIJIa3MH BHYTPUIICUCHOUHBIX KETUHBIX MPOTOKOB:
curapom Alagille u cunnpom Williams [5].

[epssiit — cuapom Alagille — Takke umeer Ha3Ba-
HHUE «apTEpPHUONEUEHOYHAs AUCILIa3us». DTO ayTOCOM-
HO-JIOMUHAHTHOE, MYJBTUCHCTEMHOE 3a0O0JIeBaHHE,
NPOSIBIISIIOIEECs TyKTOTIEHHEH U aHOMAaIMSIMHU pa3BU-
THSI TICYEHH, CKeleTa, ceplua, MOoYeK, IVa3, a TaKkKe
xXapakTepHoit BHEMHOCTEIO [ 12, 13]. Curnpom Alagille
CBs3aH ¢ MmyTaluei reHa Jagged-1 wiu rena Notch-2
[13, 14]. IIpu stom y 89% mnaumeHTOB OOHApyKe-
Hbl MyTauuu B rene Jagged-1 [15], a myrauuu B reHe
Notch-2 nabmonator meree yeM y 1% mannenTos [16].
3aboneBaemocTh cunapomMoM Alagille cocrapmsier 1 Ha
100 000 noBopokneHHbIX [11].

Knuanueckue ocobennoctu cunapoma Alagille
XOpomIo onucansl B muteparype [13, 17, 18]. Ilpusna-
KM 3a00JIeBaHMS TIEYCHU Yy MAIMEHTOB C CHHAPOMOM
Alagille 00bIYHO MPOSIBIISIIOTCS B TEUEHHE MIEPBBIX TPEX
MECSIIEB JKU3HU B BUJE KEITYXH, KOXKHOTO 3y/a U Mpo-
rpeccupoBaHusi cuHapoma xonecrasza [18]. OcHOBHBIE
JKCTpareuyeHOUYHbIC aHOMAITMH BKJIIOYAIOT B ceOsi: aHo-
MaJIMU Cep/lla, K KOTOPBIM OTHOCSTCSI CTEHO3 CTBOJIA
JIETOYHOW apTepyH W €€ BETBEH, BCTpEdYalomuecs y
67% nauuenToB, u terpaga Pamwio y 7-16% nauuen-
ToB [19]. K npyrum mopakeHUsSM cepama OTHOCSITCS
(B mopsinke yObIBaHUS): IeEKT MEXKKETyJOYKOBOM
MEePeropoaky, AePeKT MEKIPEACEPIHOH Meperopos-
KU, CTEHO3 a0pThI U KoapKTauus aoptel [19]. IIpu sTom
CHHJIPOME TaK)Ke BCTPEUAIOTCSI aHOMAJINU Oa3HIISIPHOH,
COHHOM U cpenHel Mo3roBoit aprepu [20].

Haubonee pacmnpocTpaHeHHBIM OQTaIbMOIOTHYE-
CKUM NPOSBIICHUEM SBIISICTCS Ie(EKT nepeHel Kame-
pHBI T71a3a — 3aHUH YMOPHOTOKCOH, BCTPEUAIOIIHIACS Y
78—88% manmenTos [12, 19].

K nHaumbonee yactoif aHOMaNIUK CKeJIeTa OTHOCHUTCS
JnedeKT ayr MOo3BOHKOB B (hopMe «0a00UKM», KOTOPBIN
yale BCEro BCTPEUAOTCs B IPYAHBIX IO3BOHKAX. DTOT
nedeKT BBIABISIETCA peHTreHoiormueckn y 33-87%
nanuenTos [12, 19].

Jlis nmuna XxapakTepHbI TUIIEPTEIOPU3M, BBITYKIIBIN
1100, TITyOOKO MOCAKEHHBIE I71a3a, MAJICHbKHE YEeIOCTH
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C OCTPBIM MOAOOPOAKOM. DTHU OCOOCHHOCTH MPHUIAIOT
JHIY BUJA TIEPEBEPHYTOTO TPEYrojbHUKA. THUIUYHBIC
YepTHI JIUIA PUCYTCTBYIOT y 95% NalMeHToB ¢ CHHJ-
pomom Alagille [2, 12].

K npyrum aHomanusiM, BCTPEYAIOLIMMCSI TIPU CHH-
npome Alagille, OTHOCSTCS: TMOUYEYHBIC aAHOMAJIWH,
BKJIIOYAIOIUE TYOYTOMHTEPCTHLUAIbHBIE U MeMOpa-
HO3HbIE He(POIaTHH, a TaKKe KUCTHI MOYeK. AHOMa-
JIUM TIoueK BeTpeyarotest y 23—74% mnaruenTos [2, 18].
OtcraBanue pocra HabmomaoT y 50 — 90% mnanuen-
TOB [2, 21] 1 3amepKKy MOJIOBOr0 CO3pPEBaHUS — Y yac-
™" neteit [18, 19].

Bropoii cunapom — cunnpom Williams, Taxke Ha-
3pIBaeMblli  cuHApoMoM Williams—Beuren, xapakre-
pu3yeTcs HapyLUICHHEM HEPBHO-TICUXHYECKOro U (Pu-
3UYECKOrO Pa3BUTHUSA B COYETAHUM C HaJAKJIAlaHHBIM
CTEHO30M a0pTHI WM BETBEH JIETOUHOU apTepuu [22].
[pyrue nmopoku pa3BUTHs, ONTUCAHHBIE MTPH CHHIPOME
Williams, BkitoyaroT B ce0sl: KOapKTalMiO0 a0pThl, TET-
pany danso, cTeHo3 nepeOpanbHbIX, COHHBIX, TOJKIIIO-
YMYHBIX, I0YEYHbIX U ME3EHTEPUAIIbHBIX apTepuil [5].
Jns cunzpoma Takke XapakTEpPHO YMEHbIIEHHE KO-
JUYECTBA MEKJOJIbKOBBIX >KETYHBIX MPOTOKOB [23].
Cungpom Williams cBs3aH ¢ MUKpOZAETNEIHeld ydacTka
JUTMHHOTO TuTeda 7-i Xxpomocomsl (7q11.23), Bkiouaro-
miero B cedst 26 reHoB [23].

Hecunapomanbhas ¢popma THIONIIa3HH BHYTpPHUIIE-
YEHOUYHBIX JKEITYHBIX MPOTOKOB HPEACTAaBISCT COOON
TETEPOTCHHYIO TPYIITY paccTpoicTB. OHA MOKET OBITH
CBsI3aHa C Pa3IMYHBIMU META0OINYECKUMH HApYIIICHHU-
SIMH, TAKUMH Kak Jeuuut o-1 anturpuncuna [24], ¢
MYKOBHUCIIMI030M [25], BpOXKACHHBIMUA HAPYIICHUIMHU
MeTaboM3Ma JKETIHBIX KHUCIOT [4], XpOMOCOMHBIMH
nedexramu (cuaapom Down u Turner) [4, 26], rema-
TOTOKCMHAMU (KapOaMa3ernuH, aMOKCHIIMIUTHH C KIIaBy-
JIAaHOBOM KUCIOTOH) [2] ¥ BPOXKICHHBIMUA BUPYCHBIMHU
nHpeknuamu [27].

OpHako BO MHOTHX CITydasX THITOTIA3Ws BHYTPH-
MEUEHOYHBIX JKEIYHBIX TPOTOKOB OCTAETCsA HIHOINa-
THYECKOH, TaK KaK HE YHAAeTCSl BBIACHUTH 3THOJIOTHIO
3a0oneBanus [11, 28].

Crnenyer OTMETHTB, YTO IYKTOIEHHS HE SBISICTCS
creun(UUecKuM TMPHU3HAKOM THUIIOIUIA3UM BHYTpPHIIE-
YEHOUYHBIX JKEJIYHBIX IIPOTOKOB U MOXKET BCTPEUaThCs
NPU HEKOTOPBIX JPYrux 3aboneBaHusix: Oone3np Nie-
mann-Pick tun C, rumonuTyuTapusm, HOPBEKCKHI
XOJIeCTa3, BPOXKICHHAS THUIIOIUIA3US MOHKEITYIOUYHON
KeJIe3bl, PEaKLUUs «TPAHCIUIAHTAT NPOTHB XO3SHMHAY,
XPOHMYECKOE OTTOPXKEHHE aJIOTpaHCIIaHTara Tede-
HHU, HEOHATAJbHBII CKIEPO3UPYIOUINM XoNaHTuT [5].
VY COBEpIICHHONETHUX AaHHAasi MaTOJIOTUSl HAa3bIBACTCS
HMIUOMATHICCKON TyKTOIIEHHEH B3pocibix [29, 30].

OOeiHEHNE JKETYHBIMU TPOTOKAMHU TOPTaJIbHBIX
TPaKTOB TaKyKe BCTPEUAETCs NMPH MO3HUX CTaJUsAX He-
KOTOPBIX XPOHMYECKUX 3a00JCBAHMU IEUEHH, TAKHX
KaK IEPBUYHBIN CKJICPO3UPYIOLUIMH XOJaHTUT, Ouinap-

Hasl arpesus, THCTHOIMTO3 U3 KieTok JlaHnrepranca u
NePBUYHBINA OMHapHbIi 1Hppo3 [2, 10].

MOP®OAOIUA

l'mmornasust BHYTPUIIEYCHOUHBIX JKETIHBIX TIPOTO-
KOB XapaKTEPU3YETCs COKPAIICHUEM YHCIIa MEXIO0Jhb-
KOBBIX KEIYHBIX IPOTOKOB B IOPTAJBHBIX TPaKTax
nedeHu (nykronenwus). llpu cunapoManbHOU ¢opme
TUTIOTUIA3UH BHYTPHUIIEYCHOYHBIX JKEITYHBIX IPOTOKOB
JIYKTOIICHHMSI SIBJISICTCSI OJIHOM M3 OCHOBHBIX MOP(OJI0-
rHYECKUX 0COOEHHOCTEH 3a00JIeBaHus, TOT/IAa KaK MPH
HECHUHPOMAIbHON THIOIIA3UU BHYTPHUIICYCHOYHBIX
KEITIHBIX TIPOTOKOB — JIUIIh YacThl0 3a0oJeBanus [5].
Kak y)xe roBopmioch, HECHHAPOMAIbHAS THITOTLIA3HS
BHYTPHUIICUCHOYHBIX KEIYHBIX IPOTOKOB IPU OTCYT-
CTBUU KaKOW-THOO YETKOW ITUOJIOTUU SIBIISICTCS UIAHO-
narnyecko [26]. Ograxo Hadchouel [3], mo kpaiineit
Mepe y TOJOBHHBI OONBHBIX C WANOMATHYECKOW TH-
MorJia3uedl BHYTPHUIICUCHOUHBIX JKEITYHBIX IPOTOKOB,
BBISIBUJI CKJICPO3UPYIOLINH XOIAHTUT. ABTOpP TOJIaraer,
YTO y MAIMEHTOB C TaK Ha3bIBAEMOW HIMOTIATHIECKOM
TUTIOTUIa3Ue BHYTPHUIIEYCHOUHBIX IKETYHBIX IIPOTO-
KOB, B OyjyiieM OyayT BBISBJICHBI HOBBIC 3THOJIOTH-
yeckre ¢axroppl. C MOMEHTa MyOIMKalUH MPOILIO
noute 20 JIeT, HO MO-MIPEKHEMY Y YaCTH IMMAlUEHTOB C
TUIIOIUIA3UEeH BHYTPUIICUCHOUHBIX KEIYHBIX MPOTOKOB
STHOJIOTHS OCTACTCS HEBBISICHEHHOM.

JlykronieHus MOXeT ObITh HaiiieHa TOJIBKO TPHU TUC-
TOJIOTUYECKOM HWCCJISIOBAHUN II€YeHH Ha OCHOBaHUHU
COOTHOUICHHST KOJMYECTBA JKEIUHBIX IPOTOKOB MOP-
TaJBbHBIX TPAKTOB K MX 0011eMy uucny B ouonrare [28].
IIpu Mopdooruueckoii TMarHOCTHKE TyKTOIICHHH HE-
00XOIIMO MIMETH JIOCTATOYHO OOJBIIONW TIO TUTOIIAIH
TUCTOJIOTHICCKANA Ccpe3 Oumomrara, ConepKaniuii Mu-
HUMYM 10 MOJIHBIX MOPTaJIBHBIX TPakToB [3, 28]. Jns
00JIeT4YeHUsT BU3yalU3al[ul MEXIO0JIBKOBBIX JKEITYHBIX
MIPOTOKOB HCITOJB3YIOT HMMYHOTHCTOXUMHUYECKHE Me-
TOIBI UACHTH(DUKAIIITN MOJIEKY KepaTuHOB [31], koTo-
pbIe MPEICTABISIOT CO00H MPOMEKYTOUHBIE (hUTAMEH-
Thl LUTOCKEJIETa, XapaKTePHBIC JIs JIHUTEITHAIBHBIX
kietok [32]. Ilpuuem st BBISBIECHUS SIUTEINOLUTOB
KEITYHBIX MPOTOKOB NMPUTONHBI aHTHUTENA HE KO BCEM
keparuHaMm. V3BECTHO, YTO MOHOKJIOHATHHBIC AaHTUTE-
na kK keparuHaMm Ne 8 u Ne 18 BBIABIAIOT U KeTYHbBIE
MPOTOKH, U TeTIaTOLUTHI, B TO BPeMsI KaKk MOHOKJIOHAITb-
Hble anTHKepaTHHBI Ne 7, Ne 19, Ne 20 uperTHdUIHpY-
FOT UCKITFOYUTEIIBHO JKeITIHbIC TTPOTOKH [31-35].

VY 370pOBBIX HOBOPOXKICHHBIX HOPMAJIbHOE CO-
OTHOIIICHUE MEXOJIbKOBBIX JKEITYHBIX MPOTOKOB K
o0IIeMy 9YHCIy MOPTAIbHBIX TPAKTOB HAXOIUTCS B
npenenax 0,9-1,8 [28]. OgHako HEOOXOAUMO YUH-
THIBaTh, 4TO K0d(dunment menee 0,9 BcTpeuaercs y
HEJIOHOIIIEHHBIX HOBOPOXICHHBIX, KOT/Ia OUOTICHS Tie-
YeHU BBINOJIHIETCA A0 38-1 Hexenu recranuu. 1locie
38-11 HEEeIM COOTHOIIECHHUE MEXIOIBKOBBIX JKEITUHBIX

137



BECTHNK TPAHCHAAHTOAOTUN N1 NCKYCCTBEHHbBIX OPTAHOB

ToOM XV Ne 2-2013

MPOTOKOB K MOPTAIBHBIM TPAKTaM PaBHO WM OOJbIIe
0,9 [36]. IloaToOMy AMAarHoCTHKa THIIOIUIa3UM BHYTPH-
MEYCHOYHBIX >KEIYHBIX IPOTOKOB y HELOHOLICHHBIX
JeTel BO3MO)KHA HAa OCHOBAHMHU MCCJIENOBaHUS OMO-
NTaToOB IEUeHH JeTel Tonbko nocie 38-if Henmenn Oe-
peMeHHOCTH. [IpH COOTHOILIEHNH JKEIYHBIX MPOTOKOB
K TIOpTajJbHBIM TpakTaM MeHee 0,5 AMArHo3 rumoruia-
3UM BHYTPHUIIEUCHOUYHBIX JKEIYHBIX IIPOTOKOB CTaHO-
BUTCS OeccriopHbIM [2, 28].

YMeHbIICHHE KOJIMYECTBa MEKAOJIBKOBBIX JKENd-
HBIX IPOTOKOB SIBJISIETCS OCHOBHBIM MOpPQosoruye-
ckuM mpu3HakoMm cuHApoma Alagille m BeiABISIETCS Y
90% nereit [2]. Y nanuentoB ¢ cuHapomom Alagille
WCUE3HOBEHUE MEXKIOJbKOBBIX JKEIYHBIX IPOTOKOB,
HaYMHASCh BHYTPUYTPOOHO, MPOJOIKAECTCSA IOCIe
POXICHUS C TOCTENEHHBIM YBEJIMYEHHEM OOJIM IOp-
TaJbHBIX TPAKTOB, JIUIIEHHBIX )KEITYHBIX MTPOTOKOB [5].
Emerick ¢ coast. [19] uccrnenosanu cepuiinbie OHOI-
TaThl NIeYeHu JieTeld ¢ cunapomomM Alagille u BeisiBUIN
IyKToneHuto y 60% nereil B BO3pacTe 10 IECTH MecCs-
ueB u 'y 95% nereii crapiie momyroga. ¥ HEKOTOPBIX
MAIMEHTOB AYKTONCHUSI HE TPOSIBISIETCS J0 TpPeXJeT-
Hero Bo3pacTa [5]. B ¢BsI3U ¢ 3TUM aBTOP CUMTAET, YTO
cunapoM Alagille He MOKET OBITH UCKITIOUEH B paHHEM
NETCTBE, AaXKe IPU HOPMAJIbHOM KOJINYECTBE JKETUHBIX
MPOTOKOB B OHOMTATE.

Berman c¢ coaBt. [6] 0OHapyXuiau, 4TO MpPOTpec-
CHUBHOE MOPAXKEHHUE KEITUYHBIX IPOTOKOB B OPTAIBbHBIX
TPaKTax He CBA3aHO C BOCIAIUTEIbHON MH(UIBTpALY-
eil mopTaJbHBIX TPAKTOB, IPOTpecCHpoBaHUEM (HUOPO-
3a WJIM pa3BUTHEM LIUPPO3a IEYCHHU.

B TeueHue mepBBIX JIET KU3HU JACTEH CTENEHBb XO-
JIecTa3a MOXET MEHSThCS. XOJecTa3 OCOOEHHO BBI-
pakeH B mepBbie 12 MecsieB KU3HH, MMO3HEE MOXKET
CHIDKAThCSl M JaXke paspemarbcs ¢ BO3pacToM [5].
B nepuropTanbHbIX rernaronuTax MpoucXoIUT aKKyMy-
ssiist Menn [6]. HakoruieHue Meau ObUTO MOJTBEPXKIe-
HO KOJIMYECTBEHHBIMU MeTofaMu. OTIOKEHUE MEIHU B
rernaTonuTax BIABISUIN Y MALMEHTOB KAaK IPU CHHAPO-
MaJIbHOM, TaK ¥ HECUHPOMAJIbHOW TUIOIIa3uu BHYT-
PHUTEYEHOUHBIX JKETUYHBIX IPOTOKOB [2].

Kpome Toro, npu cunnpome Alagille pazsuBaercs
MPOTOKOBBII XonecTas, Jierkas auMdonHas nHPUIb-
Tpauusl IOPTAJIbHBIX TPAKTOB, JIETKasl CTEIICHb I'MIaH-
TOKJICTOKJIETOUHOW  TpaHC(OpPMAIM  TeraToluTOB,
pacimpeHre BeH B MOPTaJbHOM TPakTe, a TaKkKe He-
KOTOpasi CTENEHb T'enaToLEIUTIONIIPHOrO Hekposa [5].
Desmet [37] BBIIBHI NIpH3HAKH HAPYIICHUS Pa3BHTHS
MPOTOKOBOM TIJIACTUHBI Y HEKOTOPBIX MAIMEHTOB C
CHUHIpOMalbHOU nykroneHued. Hashida ¢ coast. [38]
oOHapyXHJM y mauueHToB ¢ cuaapomoM Alagilla mpo-
TOKOBBIE SHHUTEIHOLUTHI, 00pasyrolmue AyKTYJIO0IHo-
JOOHBIE CTPYKTYPBI, KOTOPBIE PACIIONaraliich BOKPYT
COCY/IOB MOPTaJIbHBIX TPAKTOB. Y HEKOTOPBIX IMaIHeH-
TOB HAOJIOIAETCsl CHUYKEHHE KOJIMYECTBA MOPTaJIbHBIX
TPaKTOB U YMEHbLIEHUE UX pazmepa [39].

[Ipu cunnpome Alagille mepunopransusiii Gpudpos,
KakK TpPaBUJIO, JIETKUHA M OCTAeTCS HEU3MEHHBIM IPH
MOCJICAYIONUX HCCIeNOBaHUIX [2]. DTO MOXKET OBITh
oT4acTd OOBSICHEHO OTCYTCTBHEM Y ITHX TAIMEHTOB
nponrdepaniy JKeITIHBIX MPOTOKOB, KOTOPAs MPOWC-
XOJIUT TapajuiebHo ¢ pudbporeHezom. Bmecte ¢ Tem y
HEKOTOPBIX ManueHToB ¢ cunapomoM Alagille onmca-
Ha AyKTylsipHas nponudepanus ¢ pa3ButueMm Gpuodpo-
3a ¥ nuppo3a nedeHu. [Ipu 3ToM mopTanbHbIA GUOpPo3
pacrpocTpaHsieTcss HepaBHOMEPHO M 0ojiee BBIPAXKCH
BO3JI€ BOPOT I€UYEHH, HE3aBUCUMO OT COCTOSIHUS TPO-
XOAMMOCTH BHETIEYCHOUYHBIX JKEIUYHBIX MPOTOKOB [38],
YTO HPUBOAUT K MOTEHUUATbHOW JUArHOCTUYECKOU
nytaHuie ¢ ouiamapHoi arpesueii [11]. Emerick ¢ co-
aBT. [19] oTMeuanu, 4To LUPPO3 NMEUEHN PU CHHIPOME
Alagille pa3BuBaercsa y 15% mamnuentoB. B HacTosmee
BpeMsi HEBO3MOKHO Tpe/ICKa3aTh, y KaKuX JeTel maro-
jorusi OyAeT MPOrpeccUpoBaTh JIO KOHEYHOH CTaluu
3a00eBaHMS TICUeHU [5].

T'ucronornueckas kapTuHa Mpu HECUHAPOMAJILHOM
JQYKTOTICHHH BKJIFOYAaeT B ceOsl MPU3HAKH XOJecTa3a u
TUTAHTOKJICTOYHYIO TpaHC(OpMAIMI0 TeHaTOIMTOB;
MIPUYEM TeTaToLEeIUTIONAPHBINA XonecTa3 ObiBaeT Oojee
BBIPOKEHHBIM, YeM TIPOTOKOBBIA [28]. Bocmamurens-
HOE TIOBPEXKJICHUE C pa3pyIICHUEM JKEITYHBIX TPOTOKOB
yare HaOMIONASTCs MPU HECHHIPOMAJILHOU JIyKTOIIe-
Huu [28].

HecMoTpsi Ha pa3snu4HyI0 STHOJOTHIO HECHHAPO-
MaJbHON JyKTOIIEHUH, Ui HEe XapakTepHo Oojee
yacToe U paHHee (HOpPMHUPOBAHHE MOPTAIHLHOIO U Iie-
pUcHHYcOUJaIBHOTO (prubpo3a, B OTIIMYHE OT CHHJIIPO-
ManbHOU nykroneHuu [39]. Lluppo3 neueHu pa3BuBa-
etcst Oosee ueM y 50% OonbHbIX [28].

Kahn ¢ coaBr. [26] w3y4anmu OuwonTarel M ayTo-
MICUIHBIA MaTepuan nedyeHu 17 nerel, B Bo3pacTe OT
1-if Heenu 10 S JNeT, ¢ HECUHAPOMAJILHOM THIIOIUIA3H-
efl BHYTPUIICUCHOYHBIX JKEITUHBIX MPOTOKOB. DTHOJIO-
rusi OblIa pa3auyHoil: cuaapoM [layna (n = 2), rumnomnu-
TyuTapusm (n = 2), mykoBucuuao3 (n = 1), nepunur o-1
aHTATpUIIcHHA (n = 1), BpOX/IEHHAs ITUTOMETAIOBH-
pycHas uHdpeknusg (n = 1) u cuaapom Ivemark (n = 1).
VY neBsiTu eTeld STHONOTHS He ObLia BBISBIEHA — UINO-
MaTU4YeCcKas THIOTUIA3US BHY TPUIICYCHOYHBIX JKEITUHBIX
mpoTokoB. [larorucronorndeckas kKapTuHa IEYEHU Jie-
TeH 710 IEBTHOCTOAHEBHOTO BO3pAcTa BKITFOYaIa YMEHb-
IIEHUE KOTMYECTBA MEKOTBKOBBIX )KETTIHBIX IIPOTOKOB
Y nopTasbHbIA (uOpP0o3. B neueHOUYHBIX JOIbKax OTMe-
YEeHBl XOJIECTa3, TUTAHTOKIIETOYHAas TpaHchopMarus
TeTaTOINTOB, 0OYaru SKCTPaMeTy/UIIPHOTO KPOBETBOpe-
HUSI U TIEPUCUHYCOUIANBHBIN Guopo3. [Tocie peBsHOC-
TOJTHEBHOT'O BO3PACTa UMEJI0 MECTO YMEHbIIIEHHE YHC-
J1a MEeXKIOJIBKOBBIX JKEITYHBIX TPOTOKOB, IOPTAIBHBINA U
MIEPUCHHYCOHUIANBHBINH (hHOPO3.

Kocak ¢ coaBr. [4] u3y4anu OMONTATHI ICUSHH AECsI-
TH JIeTell ¢ WANONMATHYeCKON TUIOIUIa3uel BHyTpHIIe-
YEHOYHBIX KETUHBIX MPOTOKOB. BUOMCHIO BBITOIHSIIN
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JeTsiM B Bo3pacte oT 20 mHel a0 Tpex JeT. B xaxmom
Ouonrare UMeJI0 MECTO OTCYTCTBHE MJIM 3HAUYUTEIBHOE
YMEHBIICHHE KOJIMYECTBA MEKIOJIBKOBBIX JKEIYHBIX
MTPOTOKOB (COOTHOIICHUE KEITIHBIX MPOTOKOB K 00TIIe-
My YHCIYy MOPTajbHBIX TPakToB ObUIO MeHbIe 0,5).
[Tarorucronornyeckas KapTuHa BO BCeX HaOMIONECHHUAX
TaKXe BKJII0Yajia BHY TPUKIIETOYHbIH XonecTas. Lluppo3
MIEYCHU C y3JIaMH pereHepaunuyu Obll BBIABICH y IBYX
MAIMeHToB B Bo3pacte 19 mecsies u Tpex yeT. Jlerkas
W yMepeHHas CTeleHb mopTajibHOro Guodposa Oblia y
ISITH TALKEHTOB B BO3PACTE OT MOJYMECSIA A0 OJHOTO
roga. I'mranroxsietouHas TpaHcopMaiys rernarouu-
TOB OOHapy)KeHa y JIByX IMAallMEHTOB B BO3PACTE YETHI-
PEX U CEMHU C IIOJIOBUHOU MECSLEB. Y IISTU NALUEHTOB
B BO3pacTe OT JIBYX MECSIEB JI0 TpeX JieT OblJI0 OTMe-
YEHO HapyLICHHWE CTPYKTYpPbl IeNaToOLMTOB, a y TPex
OONBHBIX — MHQHUIBTPAIS MOHOHYKJICAPHBIMHU KJIET-
KaMH{ TMOPTaJbHBIX TPAKTOB JIETKOM CTENeHH (BO3pacT:
MoJIMECSA — OJVH Tox).

VY HEKOTOpBIX NAlMEHTOB THIOIUIA3Us BHYTpHIIC-
YEHOYHbIX JKEJIYHBIX IIPOTOKOB MOXKET COUCTATBHCS C
aHOMANHUAMU HAPYKHBIX JKEITYEBBIBOIALINX IyTEH, B
YaCTHOCTH C THUIOIUIa3Ued Hapy>KHBIX KeT4eBBIBOJS-
LIMX OPOTOKOB M/MJIM TUIOILIA3HEH JKEITYHOIO ITy3bIpsi
[11, 40, 41]. I'mnommasusi HAPYKHBIX JKEITIEBBIBOIIS-
HIAX MPOTOKOB (CHHOHMM — OWJIMapHas TUIIOTLIA3Hs)
XapakTepu3yeTcs HaJINYMEeM 3HAUYUTENbHO CYKEHHBIX,
HO PEHTTCHOJIOTHYECKH MPOXOIUMBIX M OTUYCTIMBO
BUIMMBIX 3SKCTPAIlEYCHOYHBIX JKETYHBIX IIPOTOKOB
[2, 42]. IIpu 5TOM OMIMapHas THIOTUIA3UA HE SIBISETCS
CaMOCTOSITEJIbHBIM M30JIMPOBAaHHBIM 3a00JIeBaHUEM, a
MpeAcTaBIsieT coOOi MpOSIBICHUE TenaTOOMIMAPHBIX
PaccTpOMCTB, aCCOLIMUPOBAHHBIX C TUIIOIIA3UEH BHYT-
PpHUTIEYEHOYHBIX JKEITYHBIX TIPOTOKOB [2]. bunmapHas ru-
NOTUTA3Ksl TIPU 3TUX 3a00JI€BaHUSIX OOBSICHAETCS aTpo-
(relt HapyXKHBIX JKEITIHBIX TIPOTOKOB OT O€3MEHCTBUS
B pe3ylbTare yMEHBIICHHs BblieieHud xemun [42].
Bunuaphyro runomnnasuio (Ha Haml B3MVISA, NPaBUIIb-
Hee TOBOPUTH O OMIMApHON aTpoun) Py TUIOILIA3UH
BHYTPHIICUEHOUHBIX JKEIYHBIX IPOTOKOB HE CIEIyeT
MyTaTh C aTpe3uel Hapy>KHBIX KeTIEBBIBOJAIINX MPO-
TOKOB, SIBJISIFOLLIEHCSI CAMOCTOSITETILHBIM 3a00JICBaHUEM.

ANPPEPEHUUAABHAR AUATHOCTUKA
TMNONAA3UN BHYTPUMEYEHO4HbBIX
XEAYHbIX NPOTOKOB U BUAUAPHOMU
ATPE3UU

BaxubiM siBisieTcs mpoBeaeHue auddepeHunanb-
HOW IMarHOCTUKU MEXIy THIOIUIa3ueill BHyTpHIIede-
HOYHBIX KETYHBIX MPOTOKOB M OMJIMApHOH arpe3uet,
4T00Bl M30€KaTh HEOOOCHOBAHHOTO XHPYPrHUECKOTO
BMeIIaTeNnbeTBa — noprosntepoctomun [10]. Crnenyer
YUUTBIBAaTh, YTO OMIIMAPHAs TMIIONJIA3HsI HE MOAJAETCs
Xupypruueckomy sedenuto [42]. [laromopdonorude-
CKOE HCCIIeIOBaHUuEe OMONTATOB MEUCHH SIBIISICTCS Hau-

0osiee TOUYHBIM METOJIOM JTMAarHOCTHKU W THUIOILIa3UH
BHYTPHIICUEHOUHBIX KEIYHBIX TPOTOKOB [2] 1 Ounuap-
Hoil arpe3un [10, 43]. BmecTe ¢ TeM st AMarHOCTUKU
9THUX 3a00JI€BaHUI BaKHBIMH, HO HE OCHOBHBIMH, SIB-
JIIOTCS anmaparHble U WHCTPYMEHTAIbHBIE METOIBI —
VABTPa3ByKOBOE  HCCIIEIOBAaHHE, TernaToOniIuapHas
CUMHTHUrpadusi, MAarHUTHO-PE30HAHCHAST XOJIaHTNOTPa-
¢Gust 1 3HIOCKOIIMYECKas! PETPOrpaaHasl XOJIaHTuorpa-
¢wust. [IpriMeHeHne nX B coueTaHuU ¢ OUOTICHEl ITeueHH
MOMOTaeT B JMU(PPEPEHIIUAIBHON JTUATHOCTUKE 3TUX
3aboneBanuii [11, 44]. [Ipu npoBeaeHUM 3HIO0CKOMU-
YECKOW PETPOTPasHON XoJmaHruorpadpuu y neTei ¢ Tu-
MoTIa3nell BHYTPHUIIEYCHOYHBIX JKEITYHBIX MPOTOKOB
BBISBJIAIOT CYXXEHHME W CHIKEHHE pa3BETBICHHOCTH
BHYTPHIICUECHOUHBIX KETUYHBIX MPOTOKOB, HHOI/IA OYa-
TOBYIO JUJIATallMI0 BHYTPHUIICUEHOUYHOI'O OMIMApHOIO
JiepeBa, a TAaKXKe Cy>KCHHE BHEIICUCHOUHBIX OMIMAapHBIX
npotokoB [11, 40, 45, 50]. Cuunturpadus 4acro mo-
Ka3bIBaeT 3aJIEPXKKY BBIJICIEHUS paAHON30TOIHOIO Be-
1eCTBA U3 M€YEHN B TOHKUI KuieyHuk [11].

[TpuHIUIBI HHCTPYMEHTAJIBHOW IAMAarHOCTHKH OU-
JIMApHON aTpe3uM TaKXke IIHPOKO OCBEIIEHBI B JIUTE-
patype [46, 47, 48]. Tak, npu yabTpa3ByKOBOM HCCJIE-
JIOBAaHUM JKEJIYHBIN My3bIpb HE BU3YAIU3UPYETCS WIN
BHU3yaJlIM3UPYyETCs B BUJIE THIIEPIXOTEHHOTO Tshka [49],
TaK)Ke MOXET BBISBIISITHCS 3HAK TPEYTOJIBHOTO TSIKA,
KOTOPBIH TpencTaBisieT co0oi o0nuTepupOBaHHbIE
YKEJTYHBIE TIPOTOKHU B BOpOTax mnedenu [47]. Xomanrno-
rpaMMa, Kak MpaBWIO, JEMOHCTPHUPYET MOTEPI0 Mpo-
XOJIMMOCTH BHETIEYEHOUHBIX JKEITUHBIX MPOTOKOB [11].

ITpu nmpoBeneHny renaroOMIMapHON CUUHTUTpadun
OTMEYArOT OTCYTCTBHUE NOCTYIICHUS PAJUON30TOITHOTO
BEIIIeCTBa B KHUIIIEUHUK. BMecTe ¢ TeM HakomuTeIbHAas
(YHKIMSI IEYEHH OCTAaeTCs YIOBICTBOPUTEIbHOM [44,
48]. Tak, Shah ¢ coasr. [47], oOcienoBa 28 MaueHToOB
¢ OmnmapHOii arpesnel, BBIABIIN OTCYTCTBHE MTOCTYII-
JICHWs PaIMOU30TOITHOTO BEIIECTBA B KHUILEYHUK B Te-
yeHue 24 yacoB y 78,6% manueHTos.

[Ipy rUCTONOTHYECKOM HCCIEIOBaHUM OuIMapHas
aTpe3usi UMEeT XapaKTEepHbIE OCOOEHHOCTH, KOTOpbIE
MOJPOOHO OMHCAaHBI B paHee OMyOIMKOBAHHON HaMHU
pabote [1].

BaxkHo emie pa3 MOAYEpKHYTh, YTO BBHINIOJTHEHHE
oneparuu Kasai y mamueHToB ¢ cuaapomoM Alagille
WIA ApyruMu (popMamMyu HECHHAPOMAJIBHOW JTyKTOIle-
HUU OKa3bIBa€T HETraTMBHOE BJIMSHHME HAa PE3yJbTaThl
neuenus [5, 42,]. Tak, IporHo3 y feTeil ¢ CHHAPOMOM
Alagille mocne npoBenenus oneparuu Kasai nzydancs
Kaye ¢ cost. [49]. lnarno3 cuaapoma Alagille mon-
TBEpKJaJiCsl TeHEeTHMYECKUMH HCCIIEOBAHUSAMH, TPHU
KOTOpBIX Obla BbIsIBIEHAa MyTauusi rena Jagged-1.
W3 430 nanmentoB ¢ cuaapomom Alagille, 19 manuen-
TaMm ObIJa BBITIONIHEHA oreparus Kasai. B koHTpoih-
HYIO TPyHIy BXonwin 36 TalMeHTOB C CHHAPOMOM
Alagille 6e3 mpoBe/ieHUsT OMEPATUBHOTO BMEINATEIIb-
cTBa. B xaxxno# rpynne oOumit OnnupyOuH Ha 1mec-
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TOU U JECATON Heaee OB DKBUBAIICHTEH: 9,6 MI/ 11 1
8,7 mr/mn coorBeTcTBeHHO. YpoBeHb GGT Obu1 BhIlIe
B KOHTpOJbHOU Tpymme (574,4 exn./m), 4em B rpymie
MIPOOTIEPUPOBAHHBIX OONBHBIX (493,4 en./m). B rpyn-
ne MpPOOTEPUPOBAHHBIX MAIEHTOB TPAHCITAHTAIMS
MeYeHu BhINONHsUIack vaine (9 manuentam [47,3%])
M0 CpPaBHEHUIO C KOHTPOJIBHOH rpymmoi (5 manueH-
TOB [13,9%]). Paznuuuns ObuM CTaTHCTHYECKH TOCTO-
BepHbIMU (p = 0,01), a Taxxe BbIsIBIEHA OoJiee BHICO-
Kas CMEPTHOCTh y TMAalMEHTOB, MPOOTICPUPOBAHHBIX
no Kasai, yeM B koHTposbHOW Tpynme: 6 [31,6%] u
1 [2,8%] coorBercTBenHO (p = 0,005). Takum obpa-
30M, aBTOPBI 3aKJII0YAOT, 4To orepanus Kasai Hedd-
¢dexTrBHA y manueHToB ¢ cuHapoMmoMm Alagille, a ee
BBIMOJIHEHUE OTPULATEILHO CKa3bIBAETCSI HA Pe3ysIbTa-
Tax JIEYCeHUSI.

3AKAIOYEHUE

Takum 00pa3oM, TUarHo3 rUMOIUIA3HH BHY TPUIICUE-
HOYHBIX JKEITYHBIX ITPOTOKOB CIIEIyEeT PACCMaTpUBaTh y
NeTeH C XO0JIecTa3oM, 0COOCHHO TIPH KEITyXe W TepH-
OJTMYECKOM aXOJIMYHOM CTyJe, TUPPEPEeHIUpPYs €€ OT
npyrux (opM 0O0CTPYKTHBHOTO HEOHATAJIHLHOTO XOJIeC-
Ta3a, B YaCTHOCTH BHETIEYCHOUHOW OMIIMApHOU aTpe-
3UH, YTO OCOOCHHO Ba)KHO B paHHEM JIETCTBE, YTOOBI
n30eXaTh HEHYKHOTO XHPYPTrHYECKOTO BMEIIaTeNbC-
TBa. MOp(}oJoruueckoe UCCIeI0BaHUE OCTACTCS OC-
HOBHBIM METOJIOM B JUArHOCTHKE 3THX 3a00JICBAHMIM.
JluarHocThKa CHHIPOMAIBHOM M HECHHAPOMAIbHOMN
TUIIOIIJIa3MN BHYTPHUIICUCHOYHBIX KCJIYHBIX IIPOTOKOB
JO0J’)KHA OCHOBBIBATHCA HaA KIMHUKO-aHATOMHWYCCKOM
aHaJlM3e, BKIIOYAIOIIEM JIAaHHbIC aHAMHE3a U Pe3yJIbTa-
ThI JTA0OPATOPHO-WHCTYMEHTAIBHBIX, a TAK)KE THCTOJIO-
THYECKUX METOIOB MCCIIETOBAHUS.
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