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Leap padorsl. M3yueHne KIMHUKO-MOP(HOIOTHISCKHUX OCOOCHHOCTEH CHHIPOMAIILHOW W HECUHIPOMAIbHON
TUIOIUIa3UH BHY TPUIIEYEHOYHBIX JKEITYHBIX TIPOTOKOB Y JIETeH — peIUIIEeHTOB MeueHu. MaTepuasbl U MeTOAbI.
[Ipoananu3upoBaHbI ICTOPUH OOJIE3HH U BBHITIOJIHEHO TUCTOIIOTUIECKOE UCCIIeI0OBaHNEe HAaTUBHOM redenu 20 ne-
TEH, KOTOpbIE CTPafaiy TUIIOIUIa3Ue BHYTPUIIEYEHOUHBIX JKEITYHBIX IPOTOKOB M KOTOPBHIM ObLIa BBHIIOIHEHA
POZCTBEHHAs TpaHCIUIaHTalus Koy neueHu. Pesynprarel. [lodyueHHble JaHHBIE yKa3bIBAlOT Ha 00JIee BBICO-
kne 3HaueHnsT ACAT mpu HeCHHIPOMAaIBEHOW (hOpME THITOTUIA3UY BHY TPUTIEYEHOYHBIX JKEITIHBIX MPOTOKOB (P =
0,023). IIpn MopdoIOrHIeCcKOM HCCIEIOBAHNN 00JIee YaCThIM MTPU3HAKOM CHHIPOMAIBHOHN (DOPMBI THITOTUIA3AN
BHYTPHIICUECHOUHBIX YKEIUYHBIX MPOTOKOB OblIa aykroneHus (p = 0,01). IIpu HecunapomanbHOi dhopme dare
BBIABISICTCSL IPOIUEpalisl KJIETOK XKEIIHOTO SMUTENHsS, KOTOPbIe (HOPMHUPYIOT «IyKTYIOHOAO0OHBIE CTPYKTY-
pe» (p = 0,03). CreneHb BOCTIATUTENbHO-IECTPYKTUBHBIX H3MEHEHUH Oblila 0oJiee BBIPAKCHHOW MTPHU HECHUHI-
pomasibHOH (opme (p = 0,01). DudOpo3 uiau HUPPO3 NPH HECHHAPOMAIBLHOW THUIOIUIA3UH BHYTPHIICYEHOYHBIX
JKEITYHBIX MPOTOKOB, (hopmupyetcs yamie (p = 0,008). BoiBoabl. [lomyueHHble HAMH PE3yIbTaThl yKa3bIBAIOT Ha
OoJiee BBIpaKEHHBIE KIIMHUKO-MOP(OIOrHISCKHIE MPOSBICHHUS IPY HECUHIPOMATIBHOM opMe. ITO MO3BOJISET
YTBEPKAATh 0 O0Jiee TSHKEIIOM TEUCHUH 3a00JIeBaHus TEUEHH Y MAIMEHTOB C HECHHIPOMabHOM (opMoi Thmo-
TUTa3UH BHYTPUTIEUEHOYHBIX KETIHBIX TPOTOKOB.

Knroueswvie cnosa: CuH@pOMa]leaﬂ u HecuHaPOMa]leaﬂ cUnon1asusl 6HYmpuneyeHo4YHoblx JHCelI4Hblx
npoOmoKoe6, 6Hene4eHoOYHble U 6HYMPUNEeYeHOYHble JHCEIUHblE NPOMOKU, ()me0n€Huﬂ.
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Aim. To study the clinica-morphological features of syndromatic and nonsyndromatic paucity of intrahepatic
bile ducts in pediatric liver transplant recipients. Methods and results. The clinical records were analyzed and
histological studies of native livers of 20 children, who had suffered from paucity of intrahepatic bile ducts and
to whom liver transplantation were made, were completed. The obtained data indicate higher levels of AST in
patients with nonsyndromatic paucity of intrahepaticbile ducts (p = 0,023). Ductopenia was the more frequent
indication of syndromatic form of paucity of intrahepatic bile ducts (p = 0,01), while ductular proliferations,
which form «ductular structure», were discovered more often in nonsyndromatic paucity of intrahepaticbile
ducts (p = 0,03). The extent of inflammatory-destructive changes was more expressed in nonsyndromatic pauci-
ty of intrahepatic bile ducts (p = 0,01). Fibrosis or cirrhosis was formed more often in nonsyndromatic paucity
of intrahepatic bile ducts (p = 0,008). Conclusion. Our results indicate more severe clinical and morphological
manifestations in nonsyndromatic paucity of intrahepatic bile ducts. These findings may suggest about heavier
liver condition in patient with nonsyndromatic form of paucity of intrahepatic bile ducts.

Key words: syndromatic and nonsyndromatic paucity of intrahepatic bile ducts, extrahepatic
and intrahepatic bile ducts, ductopenia.
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[Mocne OunmapHOW aTpe3uy TUIOIUIA3Us BHYTPHUIIC-
YEHOYHBIX KEITUHBIX IIPOTOKOB 3aHUMAET BTOPOE MECTO
B CTPYKTYPE XOJECTaTUYECKUX 3a00JIEBAaHUN MICUCHH Y
JeTel U ABJISIETCS YacThIM IT0Ka3aHUEM K TPAHCIUIAHTA-
UM TIeYeHU. Briaemnsror 1Be GopMbl THIIOTUIA3UU BHYT-
PHUIIEUEHOYHBIX JKEIYHBIX MPOTOKOB: CHHAPOMAIBHYIO
U HecuHApomanbHylo [1, 2]. BonbLIMHCTBO ciydaeB
CHUHIPOMAJbHOM  T'MIIOIJIa3UM  BHYTPHUIIEYEHOUHBIX
KEITYHBIX TPOTOKOB TpPEICTaBICHbI CHUHApOMOM Ala-
gille [3], pexe — cunapomom Williams [4]. Hecunn-
pomanbHas (opMa TUIOIUIA3MH BHYTPUIICUCHOUYHBIX
KETUHBIX IIPOTOKOB NPEICTABIsIET COOON IeTeporeH-
HYIO TPYIIy paccTPOMCTB B pe3ynbTare Meradoinye-
CKUX, HH(QEKINOHHBIX, UIMMYHHBIX HapyIIeHUH, a Tak-
K€ XPOMOCOMHBIX JIe(PeKTOB [5, 6], 0OJHAKO BO MHOTUX
CIIydasiX 3THOJIOTHSI OCTAETCsl HE BBUICHEHHON — MAau-
oraTHyecKas THIOTUIa3usi BHYTPUIICYCHOYHBIX KeTd-
HBIX MIPOTOKOB [1, 2].

CreneHb BBIPaKEHHOCTH MOP(OJIOTUIECKUX H3Me-
HEHMH INEYEHM Y MAIMEHTOB C TUIOIUIA3Ue BHYTpU-
[EYCHOUHBIX JKEITYHBIX IPOTOKOB 3aBUCUT OT (hOPMBI
3a00JICBaHMs M HE 3aBUCUT OT BO3pacTa OONBHBIX [6].
Takas e TeHAeHIHM HAaOII0AaeTCsl B OTHOLUICHUH CTe-
neHu Guodpo3a u CpokoB (POPMUPOBAHUS IHPPO3A Tie-
qyenHu [2, 7].

B nureparype mMpoKo ONMMCaHbl KIMHUKO-MOP(O-
Jorudeckue ocodbeHHoctu cuHiapoma Alagille [3, §].
Taxke BcTpewaroTcsi pabOTHI, MOCBSILEHHBIE HCCIIE-
JOBAaHMIO HECHHAPOMAJIBHON I'MIOIUIa3UU BHYTpPHIIE-
YCHOYHBIX JKEITYHBIX MPOTOKOB, B TOM YHCJIE WINOIIA-
trdecko [5, 9]. OnHako UMeroecs myOInKaluu He
cofiepKaT KIMHUKO-MOP(OIOTHUECKUX AU PepeHITn-
QJIBHO-AMArHOCTUYECKUX KpUTEpueB 3Tux (opm 3a-
OoneBanus. Takke ocTaeTcsi HE OCBEHICHHBIM BOIPOC
KIIMHAKO-MOP(OIOrHuecKuX 0coOEHHOCTEeH THUIOILIa-
3M1 BHYTPHUIIEYEHOUHBIX )KETUHBIX IPOTOKOB HA KOHEY-
HOM cTaanu 3a00yeBaHMs, Korja MalueHTaM MoKa3aHa
TpaHCIUIaHTanus redeHu. [103ToMy 1eabIo HacTosen
paboThl SBUJIOCH U3YUYCHUE KIMHUKO-MOpQOIOrndec-

KHX 0COOCHHOCTEH NP CUHAPOMAIBHON U HECHHJIPO-
MaJbHOM THUIOMIA3UM BHYTPUIICUCHOUHBIX >KEITUHBIX
MIPOTOKOB y JI€TEH — PEUITUEHTOB MEYECHHU.

MATEPUAA U METOAbI

[Ipoananu3upoBaHbl HCTOPUH OOJNE3HU U BBITIOIHE-
HO THUCTOJIOTHYECKOE MCCIIEJOBAaHHE HATHBHOW MEUYEHH
20 nmereid, KOTOpBIE CTPaJaIy TUIIOIUIA3UEH BHYTpHUIIE-
YEHOYHBIX JKEIYHBIX MPOTOKOB M KOTOPHIM ObliIa BBI-
MOJTHEHA TPaHCIUIaHTalus (hparMeHTa neyenu. B 3aBu-
CUMOCTH OT (DOPMBI THITOIUIA3UU BHYTPHUIICYCHOYHBIX
YKEITYHBIX TMPOTOKOB MAIMEHTHI OBLIM pa3ielieHbl Ha
nBe Tpymmbl: 1-g rpymma — 10 getedt (Mampamku — 2,
JIEBOYKH — 8) B BO3pACTe OT ISITH MECAIEB N0 TISTH
net (cpegnuit Bo3pact 21,7 £ 6,01 Mecsma) ¢ cuHa-
poMabHOHN (hOpMOW THIOIUTA3HH BHYTPHIIEYCHOUHBIX
JKETIHBIX TIPOTOKOB; 2-s1 rpymma — 10 meTeit (Mamsau-
KM — 7, 1€BOYKH — 3) B Bo3pacTe OT ueThIpex 1o 11 me-
csieB (cpenuuit Bospact 7 + 0,86 Mecsiia) ¢ HECUH/I-
poMaibHOHN (hOpMOW THMOIUIA3HH BHYTPHIICYCHOUHBIX
YKEITYHBIX TTPOTOKOB. [ pynmbl ObUIH cPOPMUPOBAHHI B
3aBUCHUMOCTH OT HaJIMUHsI LITH OTCYTCTBHUSI DKCTpareye-
HOYHBIX aHOMAJINH BHYTPEHHHUX OPTaHOB.

K Hambornee 4acTbIM 3KCTpanedyeHOUYHBIM aHOMAJIH-
SIM y TIAIIMEHTOB C CHHAPOMAJIHLHOMN TUTIOIIIa3hel BHYT-
PHIICYCHOYHBIX JKEIYHBIX TPOTOKOB OTHOCSTCSI aHO-
MaJIMU Cep/illa U COCYIOB, KOTOPbIE OBLTH BBISBICHBI Y
80% mnamuenToB. [Ipu 3ToM CcTeHO3 CTBOJA JIETOUHOH
apTepuu ObL1 y ueTbIpex nanueHToB (40%), creHo3 Ha -
KJIATTaHHOM YacTh aopThl — y ogHoro namnuenta (10%),
neQeKT MEeKIPEICEPIHON MePEeropoAKH BCTPETHICS Y
neoux aereit (20%), nedekt MexoKeTyI0u4KOBOH Tiepe-
ropoaku — y ogHoro pedenka (10%). K apyrum anoma-
JUSM, TATTAYHBIM JUTS1 3TOM TPYTITHI TAIleHTOB, OTHO-
CSITCSl aHOMAJIMM CKeJIeTa, IV1a3 U ModeK. XapaKTepHOu
aHOMaJIMel CKeyera sBiseTcs edopMaliyst IyT Tpya-
HBIX TIO3BOHKOB B BHJIe 0a00UKH, KOTOpasi ObllIa BBISB-
neHa y detbipex aeteit (40%). OcHOBHOM aHOMAaTHEH
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I1a3a sBJISIeTCs 3aJHUI SMOPHOTOKCOH, KOTOPBIM OBLI
oOHapyxeH y AByX naiueHtoB (20%). AHOMaIuu 1o-
YeK JAUarHOCTUPOBAHBI Y YeThlpex O0osbHBIX (40%), U3
HUX AHCIIIa3us Modek — y Tpoux namueHntos (30%), a
KHCTHI TOYeK — y 0jiHoro 6ombHOro (10%). V cemu mna-
eHToB (70%) ObTu XapakTepHbIe YepThl Jula (BbI-
MyKJIBIA 7100, TITyOOKO TIOCaKEHHBIE T1a3a, MaJeHbKHUE
YETIOCTH C OCTPBIM TOAOOPOAKOM), YTO TPHIABAJIO
JIUITY BUJ TIEPEBEPHYTOTO TPEYTOJIbHHKA.

Kak wu3BecTHO, UIi TOCTAHOBKHM KIMHUYECKOTO
nmuarHo3a «cuHgapom Alagilley HeoOxoaumo Hammune
TpeX W3 MATH OCHOBHBIX KIIMHUYECKHX IPOSBICHUH.
K xapakTepHbIM KIMHHYECKUM IIPU3HAKaM, CBOIC-
TBeHHbIM cuHApoMmy Alagille, oTHOcsTCS: XOnecras,
CTCHO3 JICTOYHOW apTepuH W/WIN Jpyrue aHOMalluu
cepjIa, aHOMaJIuy cKkenera (Jare Bcero 0abouKoBU/I-
Hast ieopMarust Iyr TPYIHBIX TO3BOHKOB), aHOMAJIUU
m1aza (3aHUH SMOPUOTOKCOH) M XapaKTEepPHbIC YepPThI
nuia [8, 10]. B Hamiem ucciaenoBaHUU Bce MATh KITH-
HUYECKUX MTPU3HAKOB MPUCYTCTBOBAIN Y OJHOTO OOITh-
HOTO, YETBIPE — Y TPOUX, TPH — Y IBOMX M TOJBKO JBa
XapaKTEPHBIX MPHU3HAKA — Y YETBIPEX JETCH.

Takum 06pa3om, Ha OCHOBAaHMH KIIMHHUYECKUX JaH-
HBIX JIECSITH TIAIIMEHTOB C CHHAPOMAaJIbHOW THITOTLIA-
3Well BHYTPHUIIEYCHOUHBIX KEITYHBIX MPOTOKOB y 60%
OonbHBIX ObLT BhIsIBIEH cuHIpom Alagille, a B 40%
HAOMIONICHUI — THUIOIUIA3Usl BHYTPUIICUCHOYHBIX HKell-
YHBIX MPOTOKOB C CHHIPOMAILHBIMU TPOSBICHUSMHU.
IIpu HecuHPOMAILHON TUIIOIJIA3UKM BHYTPUIIEUEHOYU-
HBIX JKEITYHBIX TPOTOKOB JKCTPATNICUCHOYHBIC aHOMa-
JIMM OTCYTCTBOBAJIH.

KiuHndeckas olleHKa OCHOBBIBAJIACH HA aHAIIN3E
JAHHBIX UCTOPHUU OOJIE3HH MAIEHTOB, BKIIIOYAIOIINX:
aHaMHe3 JKM3HW, aHamMHe3 3a00JIeBaHUs, CEMCHHBIN
aHaMHe3, JaHHblE WHCTPYMEHTAIBHBIX METOJOB HC-
cJeMOBaHUs M TIpoToKoia omeparuu. Orenka abo-
paTopHBIX TIOKazaTejel BKIoYasla OWOXMMHYECKHE
MPOSIBJICHUSI X0JIeCTa3a U OMOXMMUYECKOTO CHHApPOMA
nuTonm3a. Takke BCeM MareHTaM MpoBOINIIach OLEH-
Ka CHHTETHYECKOM (YHKIMM TIeYeHH, BKIOYAIOIIast
aHaJIM3 YPOBHsI CBIBOPOTOYHOTO anbOyMuHa, puOpruHO-
reHa u nporpomouHoBoro uHaekca (IITH). YunteiBanu
pe3ynbTaThl KIIMHUYECKUX H JIA0OPATOPHBIX HCCIEN0-
BaHUM, BBIIIOJHEHHBIX 3a 1—2 JHS 10 TpaHCIUIAaHTALUU
TIeYEHH.

Mopdonoruueckne MeTOABI BKIIOYAIH MaKpo-
CKOITMYECKOE OIMHMCAaHWE WM THCTOJIOTUYECKOE HCClie-
JIOBaHWE O00pa3loB yHaleHHOW MeYeHH NAaIeHTOB.
I'ucronorudeckuit Mmarepuan ¢puxcuposaiu B 10% 3a-
oydpepennom popmanune (pH 6,8-7), obe3BokuBaIH
B CIIUPTAaX BOCXOJAIICH KPEIOCTH, 3aJIMBAJIA B Iapa-
(mHOBBIE OJIOKH, U3 KOTOPBIX TOTOBUJIHM CPE3bI TOIIIIH-
HOU 4-5 MKkM Ha Mukpotome ¢pupmbl Leica RM 2145.
I'ucTonoruueckue cpesbl OKpalIMBaIM IeMaTOKCHUIIHU-
HOM W D03MHOM, TPUXPOMOM IO MaccoHy, a Takke
npoBoguin PAS-peakuuro. M3yuenuwe rucronorunye-
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CKHX CPE30B OCYIIECTBIISIIM C TIOMOIIBIO MHKPOCKOTIA
Leica DM6000 B. BvIlpakeHHOCTh BOCHAIUTEIHHO-
JECTPYKTUBHBIX U3MEHEHUH B Y/IaJIeHHO! IEUYEHH Ol1e-
HUBAJIH C UCTIOIH30BAHHEM HWHICKCA TUCTOIOTHYECKOM
aKTHBHOCTH XpOHWYEeCKHX remarutoB mo Knodell,
a TaKXKe OLECHHWBAJIHM JAUCTPOPHUECKHE W3MEHECHHUS B
rernaroluTax, CTENeHb BBIPAKEHHOCTH WHTpAIle-
JIOJIIPHOTO W TPOTOKOBOTO XOJIeCTa3a, HAIMYUE HITU
OTCYTCTBHE THUTAaHTOKJIETOYHOH TpaHcopManuu re-
MaTOIMTOB, BEIPAKEHHOCTh TyKTOTICHUH W/WJIN MTPOJIU-
(beparu KEITYHBIX MPOTOKOB B MOPTAIBHBIX TPAKTaX
u Gubpo3HbIX cenrax. s oneHkn crerneHu Guodposa
UCII0JIb30BaIM HHIEKC Desmet.

Craructudeckyro 0o0pabOTKy pe3yiIbTaToB IIPO-
BOJMJIM C HCIOJB30BAaHMEM MAaKeTa CTaTUCTUYECKHUX
nporpamm Statistica 7.0 (Statsoft). YuuTsiBas HeHOp-
MaJbHOE paclpelneieHne MOMyYeHHBIX ITOKaszaTeleH,
CpaBHEHHE JIBYX HE3aBHCHUMBIX T'PYII OCYIIECTBISIH
HeTnapaMeTpuIecKuMU MeTofaaMu. [lJisi aHanmu3a Koju-
YECTBEHHBIX JIAHHBIX UCTIONB30Banu U-kpurepuii MaH-
Ha—YuTtHU. J[JIs aHanu3a KaueCTBEHHBIX IPU3HAKOB
npuMeHsu kputepuit X*. KoppensuuoHHBIH aHam3
JTAHHBIX ITPOW3BOIMIIN C IpUMEHeHHeM KodddunmenTa
xoppersimun Crimpmana (Rs). JlocToBepHBIMU cUnTaIN
pasnuuns cpeqHux mpu p < 0,05.

PE3YABTATbI UCCAEAOBAHUA
N UX OBCYXAEHUE

Pe3ynbrarbl  KJIMHHYECKOIO  HMCCJIEAOBAHUS.
B rpymnme cuHApPOMaJIBHON THIIOIUIA3UM BHYTpPUIIEUE-
HOYHBIX JKEJIYHBIX TPOTOKOB Tpoe neterd (30%) Obutn
poxxaeHsl Ha 38-i Henene, ceMb nereid — Ha 40-i1 He-
nene 6epeMeHHOCTH. B Tpex HaOmomeHmsIX OepemeH-
HOCTB COTPOBOYK/IaJIach BHYTPUYTPOOHOM HH(EKINEH:
XJIAMHJIIO3, YpOIUIa3M03 U O0OCTpEHHE reprerniec-
Kol MHQeKuu. B rpynmne HeCHHAPOMANTBHON THITON-
JIa3UM BHYTPUIIEYCHOYHBIX KEITUHBIX IPOTOKOB BOCEMb
neteit (80%) OBITH POKICHBI B CPOK, OJUH PEOCHOK —
Ha 30-1i Henene U oivH — Ha 32-i Hejele OepeMeHHOC-
TH. B "eTpipex HaOMoOneHUsAx 6epeMEeHHOCTb MPOTeKa-
na Ha (OHE LUTOMETAIOBUPYCHON MH(EKLUH, B ABYX
HaOMroeHNsIX Ha (hOHE O0OCTPEHHS TeprIeTHYECKOM
uHeknuu. Crnenyer OTMETHTh, YTO B OJJHOM Halutozie-
HUHM POJUTENN OBLIM POACTBEHHHKAMH (IBOIOPOIHBIC
Opar u cectpa).

Croiikass WM TPEPBIBUCTAS KEITyXa ObIIa BBISB-
neHa y aeBsaTH manueHToB (90%) ¢ cuHApOManIbHON
TUIOIUIa3Uel BHYTPHUIIEUEHOYHBIX JKEIYHBIX MPOTO-
koB. IIpu sTom xentyxa y 80% nerel ompenensnach
¢ 1-3-x cyTOK H3HHM, a y OJHOIO MAalMEHTa XKEITyXa
OTMEUYEHa B BO3pacTe OJHOro Mecsua. KoxHbI 3yn
nOpUCYTCTBOBaN y msiTH mauueHToB (50%). Ctyn ObLa
OKpAIICHHBIM WM CIa00O0KpAlIeHHBIM Y BOCBMH IIa-
rueHToB (80%), a y aByx (20%) oTMedanach cToMKast
axoyus cryia. Y BCeX JEeTeHd ¢ HeCHHIPOMAalbHOW I'-
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MOIUTa3MeH  BHYTPHIICUEHOYHBIX JKEITYHBIX IPOTO-
KOB OIIpeaessiach JkenTyxa: y aearu pereid (90%) c
1-3-ro aHs x)u3HH, y oqHoro pedenka (10%) na Bropoit
Hezese mnociue poxzaeHus. KoxHbIM 3ynoM crpananu
nBa narenta (20%). Y mectu 6onbHbIX (60%) cTyn
OBUT OKpAIICHHBIM WM CIa00OKpAIICHHBIM, a y YeThl-
pex pereit (40%) — aXOTUYHBIM.

VYV Bcex NalnMeHTOB C THUIIOIJIa3Mel BHyTpHUIleue-
HOYHBIX JKEJIYHBIX TPOTOKOB MPUCYTCTBOBAJIA TEIATO-
MeTanus, KoTopas Onpeaessuiach naibnatopHo. Kpait
neyeHu Boictynan Ha 3,7 = 0,25 cm HiKe Kpast pedep-
HOHW IIyT'M IO CpeaHe-KIIOYMYHON JIMHUH y TallueHTOB
¢ cuHApoMalbHON Gopmoii U Ha 4,3 £ 0,21 cM — mpu
HECHHIPOMAIbHOW (OpME THUMOIUIA3UU BHYTpHIICUE-
HOYHBIX JKEJYHbIX NpoTokoB. CruieHomeranusi Obuia
BEISIBIIEHA y BoChMH TanueHToB (80%) ¢ cuHapoMas-
Ho# (B cpennem +3,0 = 0,68 cM) 1 y AeBITH NAIIMEHTOB
(90%) ¢ HecuHaPOMATBHOM TUIIOTIIA3UEH BHY TPHUIICUE-
HOYHBIX JKEITYHBIX MPOTOKOB (B cpemHeM +4,0 + 0,71).
I'enarocrenoMeranust Obia Gosiee BBIPAXKEHHON NPHU
HECUHJPOMAJIbHONW THUIOIUIA3UM BHYTPHUIIEYEHOUHBIX
KEITYHBIX MPOTOKOB, OJJHAKO Pa3INYHsl CTATUCTUYECKH
HE JI0CTOBEPHBI.

W3BecTHO, uTO y neTed C TUIOIUIa3uell BHYTpU-
[EYCHOUHBIX JKEJYHBIX IPOTOKOB YacCTHIMHM OBIBAIOT
3aJiepKKa pocTa U Ne(UIMT MacChl Tea, a Y HeKOTO-
pBIX OOJBHBIX — HApyIIEHHE IICUXOMOTOPHOTO Pa3BH-
tus [10]. B Hamem wuccienoBaHuU ypoBeHBb (HU3UYe-
CKOT'O Pa3BUTHSI M €0 TAPMOHUYHOCTH OIPEAEISUIN C
WCIIOJIb30BAHNEM TaONMIl CTaHAApPTOB IIEHTHJIHHOTO
tuna. JJeduuut wim u30BITOK Macchl Tena OICHUBA-
J¥ B NPOLEHTAaX C HCIOJb30BAHUEM BHEBO3PACTHBIX
MacCO-pOCTOBBIX LIEHTHJIbHBIX TAOIHUIl C YUETOM I10J1a
pebenka. Pacnpenenenue manueHTOB MO YpOBHIO (u-
3MYECKOTO Pa3BUTHSI IPEACTABICHO B Ta0M. 1.

[Ipn cuHApOMaNnbHOM TI'MIOIUIA3UM BHYTpPHIIEUE-
HOYHBIX JKEIYHBIX MPOTOKOB Yy OONBIIMHCTBA MAallH-
eHToB (70%) ObLT BBISIBICH OYCHb HU3KHH YPOBEHb
¢u3nUecKoro pa3BUTHs, peXe HAOMIONANM HHU3KHUH
(10%), amxe cpenuero (10%) u cpenunii (10%) ypo-
BEHb (PU3NYECKOTO pa3BUTHA. B 3Tol rpymne nanueH-
TOB TPEBAIMPOBAIO AUCTAPMOHUYHOE pa3BUTHE (N =
9; 90%).

[Tpu HecuHapOMaNbHOW (hOpME THIOIIIA3HUH BHYT-
PUICYCHOYHBIX IKEIYHBIX IPOTOKOB YPOBEHb (hu-
3MYECKOTO Pa3BUTHS BapbhbHpOBall B Ooliee MIMPOKUX
Mpejenax: O4YeHb HU3KHH yPOBEHb (PU3NYECKOTO pas-
Butus — y 30% manueHToB, HU3KUM — Takxke y 30%
ManueHToB, cpenuuit — B 10% HaOmOICHUH, BBIIIC
cpennero — 10% u Beicokuit — y 20% nanuentos. ['ap-
MOHHYHOE Pa3BUTHE OMPEIENSIIOCh Y JIByX IalyeH-
TOB (20%), mucrapMOHUYHOE — y BochMU neteit (80%).

JeduuuT Macchl Mo AJMHE Tejla IPU CHHIPOMAIIb-
HOH THUIOIUIa3UU BHYTPUIIEUCHOUHBIX >KETUHBIX MPO-
TOKOB OBLT BBISBIICH y TATH maruenToB (50%) u co-
ctanisui B cpeaHeM 12,8 £ 2,15%, n30bITOK Macchl ObLT
y deTbipex O0onbHBIX (40%) U COCTaBISAT B CPEAHEM
26,3 + 12%. Y omHOro 0OJILHOTO OTKIOHEHUN MACChI
Tea OT pocTa He OTMEYCHO.

IIpyn HecMHApPOMAIBHON THUIIOIUIA3UM BHYTpUIICUE-
HOYHBIX KEJTYHBIX MPOTOKOB OBLIM TONYYEHBI CIEIy-
IOIIUE PE3YJbTaThl: JACQUIIUT MACChl Tela y BOCHMHU
narenToB (80%) B cpearem coctasisin 13,6 + 3,84%,
M30BITOK MAacChl TeJNa OBLI BEIBICH y IBYX OOJBHBIX
u coctaBian B cpeaneM 30,5 + 1,5%. Ilpu cpaBHeHnn
neduuTa Uik u30bITKa MacChl TeNla y JETeH C CHH/I-
POMabHOI ¥ HECHHIPOMAIIbHOM (POPMOii TUTIONIIa3uu
BHYTPUIICYEHOYHBIX JKETYHBIX IMPOTOKOB CTaTHCTHYE-
CKH{ JIOCTOBEPHBIX pa3iINyuuil HE MOTYUYEHO.

3anep)kKa MCUXOMOTOPHOTO Pa3BUTHS ObLiIa OTMe-
YeHa y OJJHOTO MallMeHTa C CHHAPOMAIFHON B y OJTHOTO
C HECHHJIPOMAJIbHOM THIIOIUIA3UEH BHYTPUIIEYEHOU-
HBIX KEITYHBIX TPOTOKOB.

Takum 00pazoM, Ha OCHOBaHWW MPOBEIEHHOTO HC-
CJIETOBAHMUS CTATHCTUYECKH JOCTOBEPHBIX PA3UIHA B
KIIMHAYECKUX MPOSIBICHUSX CUHIPOMATHHOU M HECUH-
JIPOMAaJIbHOM THUMOIIA3UM BHYTPUIICUCHOUHBIX KEId-
HBIX TIPOTOKOB HE OBIJIO BBISBIICHO.

Pesyabrarsl  J1a00paTOPHBLIX  HMCCJIEIOBAHUIA.
[Tpu cpaBHEHUH OCHOBHBIX J1aOOPaTOPHBIX MOKa3are-
niedt pyHKIUU MMeYCHH y MAIUSHTOB C HECUHPOMAIlb-
HOU IO CPaBHEHUIO C CHUHAPOMAJbHOM TUIOIUIa3uen
BHYTPHIIEYCHOUHBIX KEITYHBIX MPOTOKOB ObLTH OoJiee
BBICOKHE 3HAUEHHUS XOJiecTa3a M OMOXUMHYECKOTO
cuHIpoma nuTtonusa (Tabm. 2). YV mauumeHToB 00eHux
IpyTI TOBBIIICHHE YPOBHS OMIMPYOUHA B CHIBOPOTKE

Tabmuna 1

YpoBeHb GU3MUYECKOr0 Pa3BUTHS Y AeTell ¢ CHHAPOMAaJIbHOMI
H HeCHHIPOMAJIbHOM (opMoii rUNoON/JIa3uu BHYTPHIIEYEHOYHBIX KeTYHbIX IIPOTOKOB

Hecunapomanbhas popma CunapomanbsHas Gopma
VYpoBeHb (hrU3NUECKOTO pa3BUTHS THIOTUIA3UU BHYTPHUIICUYCHOYHBIX THIOTUIA3MH BHYTPUNICYCHOYHBIX p
JKETYHBIX TIPOTOKOB (n = 10) JKEITYHBIX TIPOTOKOB (n = 10)
OueHp HU3KUH (<3 neHTHIIeH) 7/10 3/10 0,07
Huszkwit (3—10 menTueit) 1/10 3/10 0,26
Hike cpennero (10-25 nenruieit) 1/10 0/10 0,3
Cpennwii (25—75 neHTuneir) 1/10 1/10 1,0
Beime cpennero (75-90 nenrueit) 0/10 1/10 0,3
Bricoxuit (90-97 nentueit) 0/10 2/10 0,14
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Tabnuua 2
JlaGopaTopHble NPOsIBJIEHUS TMIONJIA3UN BHYTPUIIEYEeHOYHBIX sKeJTYHBIX IPOTOKOB
y JeTeil ¢ CHHAPOMAJIbHON U HECHUHIPOMAJIbHOI (hopmoii
CunppomanbHast hopma Hecunapomanbhas Gpopma
Iokazaresnu THUIOTUIA3UU BHYTPUIICYCHOYHBIX THUIOTUIA3UHU BHYTPUNICYCHOYHBIX p
JKEITIHBIX MIPOTOKOB (n = 10) JKEITIHBIX MMPOTOKOB (n = 10)
BrmupyOus 00ImiA, MKMOJIB/JT 256,3 £ 63,38 361,0+41,21 0,14
BrmnpyOuH mpsiMoi, MKMOJITB/JT 141,9 +£33,19 195,0+ 19,31 0,24
P, EJl/n 682,3 £ 100,56 745,7 £ 106,26 0,75
T'TTIL El/n 116,7 £ 39,36 183,7 £72,72 0,49
XosecTeprH, MMOJIB/JT 8,0£2,51 5,5+0,92 0,21
AnAT, EJl/n 136,7 + 32,03 187,6 £29,26 0,21
AcAT, EJI/n 188,9 + 34,48 391,6 + 66,4 0,023
OO0t 6enoK, /71 76,5 + 1,89 77,5+1,63 0,54
AnsOymuH, T/1 37,3+2,18 40,2+ 1,83 0,3
IIpoTpomMOMHOBEI HHAEKC, % 70,1 £5,99 67,3 +£4,89 0,79
dubOpUHOTEH, MI/JT 2687,0 £293.9 2689,2 +£230,4 0,97
AUTB, cex 43,6 + 3,36 42,3 +6,56 0,23

MPOMCXOIUIIO B OCHOBHOM 32 CcYET IpsAMOi (pakuuu.
[loBBIEeHNE aKTUBHOCTH TpaHCaMHHAa3 ObLIO Oojee
BBIP@XEHO TaK)ke NMPU HECHHIPOMAIIbHOH (hopme TH-
MOITA3MH BHYTPHUIIEYEHOYHBIX JKEITYHBIX MPOTOKOB.
CrnenyeT OTMETHUTbH, YTO MOBBIIEHHE YpOBHA ACAT
ObII0 Oonee BBIpaKEHHBIM, 4eM ToBbIieHne ANAT.
CraTucTHYecKy 3HAYMMBbIe OTIMYHUS OBLUTH TOTyYEHBI
toibpko B oTHOmeHHH AcAT (p = 0,023). Koaddumm-
eHT je Putuca (orHomenue AcAT/AnAT) npu cunpo-
MaJbHOW THUIOIUIA3UU BHYTPUIICYCHOUHBIX KEITIHBIX
MPOTOKOB cocTarysul 1,4, Torma Kak Mpu HECHUHIPO-
ManpHON — 2,1, 9TO CBUACTEIBCTBYET O OOJiee BBIpa-
JKEHHOM JIECTPYKTHBHOM TOpaXeHUHU NeueHu. BaxxHo
OTMETHTH, YTO HApPYIICHHE CUHTETUYECCKOH (YHKIUH
MeYeHn OBUIO y BCEX MAIMEeHTOB 00X TPYIII, OHA-
KO K MOMEHTY OTIepaIliuil OMOXMMHUYECKHUE TTOKa3aTeH
OBLTH CKOPPEKTUPOBAHBI.

Pe3yabTarbl MaKpOCKONMHYECKOr0 MCCJIEN0Ba-
HHsA. Y BCEX MAIMEHTOB ¢ HECHHPOMAILHOU U Y CEMH
narerToB (70%) ¢ cuHApoManbHON (opmoil THIO-
TUIA3UU BHYTPUIICYCHOYHBIX JKEITYHBIX MPOTOKOB MakK-
POCKONUYECKH MEeYeHb ObUIa MEIKO3EPHUCTOM, IBET
BapbHPOBAJl OT JKEIITO-3€JICHOTO A0 TEMHO-3€JIEHOTO.
B Tpex mabmromenmsx (30%) cuHApOMambHOW THIIO-
TUIA3UU BHYTPHIICUCHOYHBIX JKEITYHBIX MPOTOKOB IIe-
YeHb MMeJa MIAAKYI0 TOBEPXHOCTh U KOPUYHEBYIO OK-
packy.

W3 nureparypsl H3BECTHO, YTO THITOILTA3HS BHYTPH-
MEYEHOYHBIX JKETIHBIX MPOTOKOB MOJKET COYETAThCS C
AHOMAJIMAMHU HAPYKHBIX JKEITUEBBIBOAAIIMX MmyTei [1].
B Hamiem mccie0BaHUM TUIOIUIA3HS KETUYHOTO ITy3bI-
ps Obuta BBIsIBIEHA y AeBatd neteir (90%) ¢ cuHmpo-
MaJIbHOW THUMOIUTa3ued BHYTPUIICYCHOUHBIX KETIHBIX
MIPOTOKOB U y BOChbMH manueHToB (80%) ¢ HECHHAPO-
MaJIbHOH THIOIUIa3ued BHYTPUIICUYCHOUHBIX JKETIHBIX
MpoTokoB. [ Mmornnasus xonemoxa uMena MeCTo y Iec-
™1 OonbHBIX (60%) ¢ cunapomanbHOl U cemu (70%)
MAIMeHTOB ¢ HECHHPOMAaIIbHOW TUTIOTIIa3ueil BHY TPH-
MIEYEHOYHBIX KETIHBIX MTPOTOKOB.
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VY omHoro pebenka (10%) ¢ cuHapomanbHON (op-
MO THITOTUIa3UY BHYTPHUIIEYCHOUHBIX JKEITYHBIX TPO-
TOKOB B TIPOEKITMH TMApEeHXHMBI BCEX CETMEHTOB IIe-
YeHU OBbUTM BBISIBICHBI MHOXKECTBCHHBIC KHCTO3HBIC
paCHIMpPEHUs BHYTPUIICUCHOUHBIX KEITUHBIX MPOTOKOB
pasmepamu ot 5,0 mo 30,0 mm. IlogoOHBIE M3MEHEHUS
BHYTPHUTICUEHOYHBIX KEITIHBIX TPOTOKOB TPU CHHIPO-
Mme Alagille oncansl B tuteparype [11].

Pe3ynbTarhl rHCTOJIOTMYECKOT0 HCCJIETOBAHUS.
[latorucronornueckne 0COOEHHOCTH YyHAJICHHOW Ha-
TUBHOW TE€YEHU JETEH-PEIUIIMEHTOB C CHHAPOMAalib-
HOW W HECHHAPOMAaJIHHON (HOPMOI THTIOTUTA3UH BHYT-
PUIEUYCHOUHBIX JKETYHBIX MPOTOKOB MPEICTABICHBI B
Taom. 3.

OCHOBHOH T'MCTOJOIHYECKOM  XapaKTEPUCTUKON
CUHJIPOMAJIbHOM W HECHHAPOMAJbHOW THIOIUIa3UM
BHYTPHUIICUCHOUHBIX JKEITYHBIX TPOTOKOB SIBIISCTCS
JTyKTOTICHUSI, KOTOPAst OMPEIEIISIETCS KAK CHUKEHUE KO-
JIUYECTBA JKEITYHBIX TPOTOKOB 110 OTHOIIEHUIO K KOJIH-
YeCTBY MOPTAJILHBIX TPakToB [6]. B Hamewm uccremno-
BaHWU IYyKTOMECHUS ObUIa BhIsiBICHA Y 90% marmeHToB
C CUHJIpOMaJbHON (HOPMOW THIOIIA3UU BHYTpUIICUE-
HOYHBIX JKEITYHBIX TPOTOKOB. B OombpIIMHCTBE TOp-
TaTbHBIX TPAKTOB MPH HAIWYHH apTEPUX U BEHBI OT-
CYTCTBOBAJIM JKEJIYHBIE MPOTOKH (pHc. 1), Torma Kak
MIPH HECUHIPOMATIBLHON (POpME TYKTOTICHHS OTIpEIeIs-
nack Tonpko B 30% Habmronenuit (p = 0,01). Ilo man-
HBIM JIUTEPATypbl, AYKTOIEHUS MPH CHHIPOMAIIbHOM
dbopMe THUIOMIA3UK BHYTPHUIICYCHOUYHBIX IKEIIHBIX
MIPOTOKOB y AETeH cTapiie 6 MecsAleB BCTpEUaeTCs B
90-95% nabmnronenwii [7, 10].

[Ipomudeparnust >KETIHBIX TPOTOKOB JIETKOW HITH
YMEPEHHOH CTEIEHHU B IOPTO-TMOPTATbHBIX (PUOPO3ZHBIX
CEeITax B COUYCTAHUU C UCUC3HOBCHHUEM KECITUYHBIX MPO-
TOKOB B MOPTaJIbHBIX TPAKTaX ObLIa OTMEYEHA y YEThI-
pex narmenTos (40%) ¢ cuHAPOMaIbHOMN TUIIOIIIA3NEH
BHYTPHUIICUCHOUYHBIX >KETUHBIX IPOTOKOB. Y ITUX HaIH-
€HTOB MpoNUQepaIns KeITIHBIX TPOTOKOB COYETAIACh
C pa3BHTHEM LHpPpO3a B TpeX HAOIIOMEHHSX, YTO CO-



TPAHCIAAHTALNS OPTAHOB

Tabmwnia 3

OcHoBHBIe MOpdoJIoTHYeCKHe TPU3HAKH THIONIA3UH BHYTPHIIEYeHOYHBIX KeTYHBIX MPOTOKOB
y AeTeil ¢ CHHAPOMAJIbHOM ¥ HeCHHAPOMAJIBLHOM opmoii

Hecunnpomanbnast CunzpomanbHast
(hopma rurmornIazuu (hopma rurmormIazun
[Mpusnak BHYTPHIICYECHOYHBIX BHYTPHIICYEHOYHBIX p
XKEJTYHBIX IIPOTOKOB XKEJTYHBIX IIPOTOKOB
(n=10) (n=10)
AxTHBHOCTH Bocnajienus mo Knodell, 6aminl 29+043 1,6 +£ 0,37 0,01
IlepumopTasibHBIE 1 MOCTOBUIHBIC HEKPO3BI 6/10 4/10 0,37
BryTtpuonskoBbie GoKanbHbIe HEKPO3bI M OaJUIOHHAS TUCTPO- 7/10 4/10 0,18
(bus renaronuToB
BocnanurensHast ”HQUIBTpaLUs HOPTATIbHBIX TPAKTOB:
MOHOHYKJIEapHas 7/10 6/10 0,64
TIOJIMHYKJIeapHast 0/10 1/10 0,3
Crenenb BbIpaskeHHOCTH (pudpo3a no Desmet, 6anbl: 39+0,1 2,7+0,37 0,008
mopTansHBIN Guodpo3 6e3 cent (1 Gamr) 0/10 2/10 0,14
MOPTaNBHBIN GHOPO3 C SAMHUIHBIME cenTaMu (2 Oama) 0/10 2/10 0,14
MHOTOUHCIICHHBIC CEIThI 0e3 1uppo3a (3 Oasa) 1/10 3/10 0,26
nuppo3 (4 6aa) 9/10 3/10 0,01
IlepucunyconnanbHeIi GUOPO3 8/10 4/10 0,07
CKJ1ep03 CTEHKH IIEHTPaJIbHBIX BEH 10/10 8/10 0,14
IIpomudepanus KeTIHBIX IPOTOKOB 7/10 4/10 0,18
JNECTPYKIHS (AUCTPOHS 1 HEKPO3) KICTOK KETIHOTO 7/10 4/10 0,18
SMUTEINUS
npoaudepanus KJIeTOK KeJTYHOI0 NMUTeTUs 4/10 0/10 0,03
(hopMUPYIOIIHX «TYKTYJIONO100HbIE CTPYKTYPHD»
Jykronenust 3/10 9/10 0,01
Jluctpodus U CKIICpO3 HHTUMBI apTEPHI MOPTATBHBIX TPAKTOB 1/10 3/10 0,26
CrerneHb BRIPAKEHHOCTH XOJIeCTa3a:
3aCTOM KETIN BHYTPUKICTOUHO 9/10 8/10 0,53
3aCTOM JKETYHU B KETIHBIX KaMMIIIAPax 9/10 8/10 0,53
3aCTOM KEJTUN B JKCITIHBIX POTOKAX 7/10 5/10 0,36
BenkoBast nucTpodus renaronuToB 9/10 7/10 0,26
JKuposast muctpodus renaronuToB 1/10 1/10 1,0
T'uranTokeTouHas TpaHCc(hOopMAaIHs TeaTOIUTOB 4/10 1/10 0,12
KosprieBuHOE pacipeiesieHue XpoMaTHHa B sipax 2/10 1/10 0,53
TeNaToIITOB «IIECOUHbIE SIpary
Pacmmpenne u MoTHOKPOBHE CHHYCOUIOB 5/10 6/10 0,65

Puc. 1. CunzppomanbHasi THHOIUIA3USI BHYTPUIIEYEHOUHBIX
JKETYHBIX MIPOTOKOB Yy MAJIBYMKa CEMHU MecsleB. B moprains-
HOM TpPaKTe UMEIOTCSI apTepHs, BEHa U OTCYTCTBYET JKeld-
HBIN TIpoTok. OKpacka TpuxpoMoM 1o Macony. 40x10
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OTBETCTBYET AAHHBIM JINTEpaTypsl [12]. BeipaxkenHast
npomudepanys >KeTIHBIX MPOTOKOB MPH HECHHIPO-
MaJIbHON THIOINIa3HuH BHYTPUIICYCHOYHBIX KCITYHBIX
MPOTOKOB ObLIA BBISBICHA Y ceMu narueHToB (70%).
[Ipu sTOM cliemyeT OTMETUTH Pa3iuuusl B CTPYKType
npoi(eprupOBaHHBIX KEITYHBIX MPOTOKOB TPH CHH-
JIPOMaJIbHOM U HECUHAPOMAJIbHOW THMIOIIIa3UK BHYT-
PHIIEYEHOYHBIX KETYHBIX MPOTOKOB. Ha puc. 2 BuIHBI
npoauQepupyIoLIre KeIuHble TPOTOKU ¢ AuCTpodueit
W HEKPOTUYECKUMHU W3MEHEHHUSIMH XOJAHTHOIMTOB Yy
MalKeHTa ¢ CUHJPOMaIbHON TUIOIIIa3ueld BHyTpUIIe-
YEHOYHBIX JKEITYHBIX TIPOTOKOB.

VY Bcex mamMeHToB ¢ mpoiudepanueil KeadHbIX
MPOTOKOB TMPH HECHHAPOMAIBHON (opMe THIIOIIa-
3UU BHYTPHUIIEYEHOYHBIX JKEITYHBIX MPOTOKOB TaKKe
OBUTH BBISIBJICHBI AUCTPO(HS U HEKPO3 IIHUTEITHOIH-
TOB JKEIYHBIX MPOTOKOB. OHAKO B YETHIpEX HaOII0-
neHusx (40%) XO0MaHTHOLUTHI paclojarajuch IpyI-
naMu, GOpMHUPYS «ITyKTYIOTOAO0HBIE» CTPYKTYPHI B
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Puc. 2. Jluctpodust 1 HEKPO3 AMUTETHOLUTOB KEITIHBIX PO-
TOKOB B IOPTAJILHOM TPAKTE MEYEHH y MaJIbYHKa MIECTH Me-
CSIIIEB C CHMHJIPOMAJILHOM T'MITOIUIA3MeH BHYTPHUIIEUCHOUHBIX
JKETTYHBIX IPOTOKOB. OKpacka TpuxpoMoM 1o Macomny. 40x10

¢ubpo3HBIX cenTax (puc. 3) U BOKPYT COCYAOB HOp-
TaJbHBIX TPakToB (puc. 4). [lpu cunapomManbHOM TH-
NOIJIA3UN BHYTPHUIIEYCHOUHBIX >KEIYHBIX HMPOTOKOB
(bopMupoBaHHE TYKTYIOMOIO0HBIX CTPYKTYpP OTCYTC-
TBOBAJIO, 3TO pa3iMyuhe CTATUCTHUYECKH TOCTOBEPHO
(p = 0,03). DT 0COOCHHOCTH MOTYT OBITH CBSI3aHBI C
HapyIieHneM SMOpHoTeHe3a BHY TPUTIEYEHOYHOTO OH-
JIMApHOTO JiepeBa (HapylIeHUEe pa3BUTHUS IPOTOKOBON
mnactunbl). Kak m3BecTHO U3 auteparypsr [12, 13],
OTCYTCTBHE HOPMAJIbHBIX JKEIYHBIX POTOKOB M MPO-
mudepanuns Hec(HOPMHUPOBAHHBIX KEITYHBIX IPOTO-
KOB C paclpeieeHUeM I'MIIOIUIa3UPOBaHHBIX KJIETOK
JKEITYHOTO SIUTENUsl BOKPYT apTEepPUH M BEHBI IOP-
TaJbHBIX TPAKTOB SIBISIOTCS CICICTBUEM HapYILICHUS
sMOpHOreHe3a BHYTPUIICYCHOUHBIX XKETYHBIX IPOTO-

KOB TP TUNOIJIA3UU BHYTPHUIIEYCHOUYHBIX JKETUYHBIX
MPOTOKOB.

[Ipu cpaBHEHUM CTENICHU XOJIeCTa3a MEKAY IpyIina-
MU CUHAPOMAJIBHON U HECUHAPOMAJIBHON TUIOILIA3HU
BHYTPHIICYCHOYHBIX JKEITYHBIX TIPOTOKOB CTATUCTHYEC-
KM 3HaYMMBIX pa3In4uii He BeIssBIeHO. [Ipu 006enx dop-
Max TUMOIUIa3MU BHYTPUIICUCHOUYHBIX >KEIYHBIX MPO-
TOKOB OBUIT BBISBIIGH YMEPCHHBIA MHTPALCILTFOISIPHBINA
XOJIECTa3, HAKOIIJICHUE YKEJTUH B JKEITYHBIX KalTWLIsIpax,
B )KEJYHBIX [TPOTOKAX IMOPTAJIbHBIX TPAKTOB U (HUOPO3-
HBIX cenT. Tak, MHTpaLesUTIONIIPHBINA X0oecTa3 ObLT BbI-
siBneH y 80% mauueHToB ¢ cuHApoManbHou Uy 90% c
HECUHJIPOMAJIbHHOW THITOTIA3UeH BHY TPUIICYSHOYHBIX
JKEITYHBIX MPOTOKOB, HAKOTUICHUE KEITYM B JKEIYHBIX
kamuisipax — B 80 u 90% HaONIOACHUN, B JKEITYHBIX
MIPOTOKAX MOPTAIBHBIX TPAKTOB U (PMOPO3HBIX CENT — B
50 u 70% HabIIOEHNI COOTBETCTBEHHO.

CrerneHb TUCTONOTMYECKON aKTUBHOCTH MPU TUIIO-
IUTa3UM BHYTPHUIIEYEHOYHBIX JKEITYHBIX TPOTOKOB ObLIA
OlleHEHa B Oaju1ax ¢ ucroiab3oBanreM uHaekca Knodell.
YV nauueHToB ¢ HECUHAPOMAIbHOW IMIOIIa3Uel BHYT-
PHUIEUEHOYHBIX JKEIYHBIX MPOTOKOB BOCHAIUTEIHHO-
JEeCTPYKTUBHBIE M3MEHEHUsI ObUIN TOCTOBEPHO Oolee
BBIPOKEHHBIMHU, YEM MIPU CHHAPOMAIILHON TUIIOTUIA3UI
BHYTPHIICUEHOUHBIX JKEITYHBIX MpoTokoB (p = 0,01).
CrnenyeT OTMETUTb, YTO IPH HECUHAPOMAIILHON (hopme
HEPUNIOPTAIbHBIE U MOCTOBHIHBIC HEKPO3bl, a TAKKE
BHYTPHJIOIBKOBBIE (DOKAIbHBIE HEKPO3bI U OaITOHHAS
quctpodus renarouuToB (puc. 5) Obuth Ooliee BbIpa-
JKeHHbIMH. CTaTHCTUYECKH AOCTOBEPHBIX pa3iIuuuii
B YacCTOTE BBISBJICHUS STHX MPHU3HAKOB HE OTMEUECHO.
CreneHb BOCHMANHATENBHON WHOWUIBTPAIMKA TOPTaIb-
HBIX TPAKTOB ObLIa MHHUMAJIBHON B 00CHX TpyIIax U
NpEACTaBIeHa B OCHOBHOM MAaJbIMU JIMM(POLUTAMHU.
OTMeTHM, YTO CyMMapHas OLIEHKa THCTOJIOTHYECKOI

Puc. 3. XonanruouuTsl B pUOPO3HBIX CENTAX PaCIONaraiT-
csl rpynnaMu, GOpMHPYs «TyKTYIOIOLOOHBIE» CTPYKTYPHI y
MaJIBYMKa B BO3pACTe YEThIPEX MECSIIEB C HECHHIPOMaIbHON
THIOIIIa3MeH BHYTPUIIEYCHOUHBIX JKEITYHBIX MPOTOKOB. OK-
packa TpuxpomoMm 1o Macony. 40x10
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Puc. 4. TunonnasupoBaHHbIE JKEITYHBIC TPOTOKK pacIpese-
JIEHbl BOKPYT apTepHUil MOPTaJIbHOTO TPAKTA y JEBOUYKHU Ue-
TBIpEX MECALEB ¢ HECHHIPOMAJILHOMN TMITOIIa3Uuell BHYTPHU-
MEUEHOYHBIX JKETUHBIX MPOTOKOB. OKpacka TPUXPOMOM IO
Macomny. 40x10
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Puc. 5. OuaroBsiit Hekpo3 B 1-i 30He anuHyca y JEBOYKH
BOCBMHU MECSILIEB C HECHHAPOMAJIBHOM T'MIIOIUIa3UEN BHYT-
PHIIEUCHOYHBIX JKEITYHBIX HPOTOKOB. OKpacka TPUXPOMOM
o Macomny. 10x10

aktuBHOCTH 110 Knodell B 00enx rpyrmmnax Obliia MUHH-
MaJIbHOU WITH C1a00BBIPaKEHHOM.

®dopmupoBanue (pudpo3a 1 LUPPO3a MedeHH, ObLIO
Oosiee BBIPAKECHO y TAIMEHTOB C HECHHIPOMAIBbHOU
THITOTUIA3Uel BHYTPUITIEYEHOYHBIX JKEITUHBIX TPOTOKOB
(p = 0,008). V nesti naunentos (90%) ¢ Hecuuapo-
MaJIbHOW TMIOIUIa3Hel BHYTPHIICUCHOYHBIX JKETUHBIX
MPOTOKOB OBUIN BBISIBJICHBI TUCTOJIOTHYECKHE TPH3HA-
KH [TUppo3a redeHu (puc. 6), Torna KaKk uppo3 medeHn
NPU CHHIPOMAIIBHOM MITOIUIA3UH BHYTPUTICYEHOUHBIX
JKEITYHBIX MPOTOKOB MBI HAOIIOAANHM TOJNBKO y TPOUX
oompHBIX (30%). [lomyuyeHHBIE HaM¥l JaHHBIE COOT-
BETCTBYIOT pe3ynbraraM pabor Emerick ¢ coast. [7]
u Geller ¢ coaBt. [2], KOTOpBIE TaKXke OTMeUan OoJiee
4acToe pa3BUTHE IUPPO3a NIEUCHU NTPH HECHHAPOMAIIb-
HOHM THIIOIUIA3UHM BHYTPHUIICUCHOYHBIX JKEITYHBIX IPO-
ToKOB (Oomee 50%), wem mpu cuaapomansHOU (15%
HaOJIIOICHHIA ).

CreneHb nepucHUHycOUIaNBHOTO Grbpo3a (puc. 7)
Takke Obla Oonee BBIpaKEHA MPU HECHHIPOMAIb-
HOW, 4eM TpH CHHIPOMAIBHOW (OpMe THUIOIIa3uu
BHYTPHUIIEUEHOYHBIX KEMYHBIX MpoTokoB: 80 u 40%
COOTBETCTBEHHO. Kpome TOoro, TrUTraHTOKJIETOYHAs
TpaHchopMaLusl renaTouuToB BCTpeyagach yauie npu
HECUHIPOMAJIbHOW, YeM MpU CHUHAPOMAJILHON (opme
THITOTJIA3MH BHYTPHIICUEHOUHBIX KETUHBIX MTPOTOKOB!
40 1 10% cootBeTrcTBeHHO. OTHAKO Pa3IUYUS B HACTO-
T€ MEePUCUHYCOMAATBHOTO (GrOPO3a U TUTAaHTOKIETOY-
HOHM TpaHC(OPMALUK T'eNaTOIUTOB CTaTUCTUYECKU HE
JIOCTOBEPHBI.

B tpex natmonenusnx (30%) mpu CHHIPOMAIbHOM
dopMe THIOIUIA3UM BHYTPHUIICUCHOYHBIX IKSITUHBIX
MPOTOKOB B MBIIICYHOM CJIO€ apTepuil MOPTAIbHBIX
TPaKTOB ObLIA BBISBICHA aTPO(HS TNIAJIKOMBIIICYHBIX
KIIETOK C 3aMEIeHHEeM WX COCIUHHTEIbHOW TKAHBIO
(puc. 8). Y manueHToB 00euX IpyI ObLIM BBISBJICHBI
TaKWe TUCTOJIOTHYECKHE MPU3HAKU, KaK paclIMpeHHe
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Puc. 6. Lluppo3s nevenn y Massanka 11 Mecsmes ¢ HeCHHIPO-
MaJIbHOHM T'HIIOIUIa3Heil BHYTPHIICYEHOUHBIX JKEITYHBIX MPO-
ToKOB. OKpacka Tpuxpomom o Macomny. 10x10

Puc. 7. IlepucunyconanbHbli (PUOPO3 U raraHTOKIETOUHAS
TpaHcOopManus renaToruToB Y MaJIBINKa YETHIPEX MECSIIEB
C HeCHH/IPOMAJIbHOMU TUITOIUIA3Hel BHY TPUTICYCHOYHBIX XKeJl-
YHBIX TPOTOKOB. OKpacka Tpuxpomom mo Macony. 40x10

Puc. 8. Arpodus m1aIKOMBIIIEYHBIX KIETOK C 3aMElCHUEM
UX COCAMHHTENIFHON TKAaHBIO B MBIIIEYHOM CIIO€ apTEepHu
MOPTAJIBHOTO TPaKTa y JIeBouku 40 MeCsIEeB ¢ CHHAPOMAIIb-
HOH TUIOIUIa3Uuell BHYTPHUIICYEHOUHBIX JKEITYHBIX IPOTOKOB.
Oxkpacka TpuxpomoMm 1o Macomny. 40x10
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W TIOJIHOKPOBHE CHHYCOHJIOB, (hOPMHPOBAHHE «IICEB-
JOTYOymm» W3 IemaToLHTOB, KOJBLEBUIHOE pacipeie-
JICHHWE XPOMAaTHHA B SIIPAX IeMNaToLMUTOB C HOSIBICHUEM
TaK Ha3bIBAEMBIX «IIECOYHBIX siAEP». DTH MOP(POIOrH-
YecKue MPU3HAKU MOYTH B PABHOM CTENEHU BCTpeya-
JUCh MPH CHHAPOMANBHOW M HECHHAPOMAIbHOH TH-
MOIUIa3UU BHYTPUIIEYEHOUHBIX KEITUHBIX IPOTOKOB.

Taxum o6pazom, Moporrorndaeckas KapTHHA ITPH He-
CUHJPOMAJIBHOM, B OTIIMYKE OT CUHJAPOMAJIBHOM, THIIO-
TUIa3UU BHYTPUIIEYEHOYHBIX JKETYHBIX MMPOTOKOB Xapak-
Tepusyercs Oojee rpy0oil CTPYKTYPHOH TepeCcTpOiKoit
Kak [apeHXUMblI (00s1ee BEIpasKeHHbIE IEPUIIOPTAIbHbBIE
HEKpPO3bl, (POKaIbHBIE HEKPO3bl M TUCTPOGUS Tenaro-
LUTOB, IMOSIBICHHE OOJNBIIOTO KOJMYECTBA TUTAHTCKHX
MHOTOSIJICPHBIX I'eIIaTOLUTOB, a TAK)KE 04aroB MepHCH-
HyCOMIaIbHOTO (PUOPO3a), TAK U MOPTATBHBIX TPAKTOB
(OTCyTCTBHE HOPMATBHBIX JKETYHBIX MPOTOKOB, PEIKO
BU3YaJIU3UPYIOTCS] apTepUU U BEHBI, SKCIPECCUs Mpo-
mudepanun Hec(HOPMUPOBAHHBIX JKETYHBIX MPOTOKOB
¢ pacmpocTtpaHeHneM Ha (GUOpoO3HBIe cenThl). bomee
YacTbIM IAaTOMOP(OIOrMYECKUM IPU3HAKOM CHHJ-
poManbHOM (HOPMBI THIOIIIA3MH BHYTPUTNICYCHOYHBIX
JKEITYHBIX MPOTOKOB siBsieTcs aykronenus (p = 0,01).
YacTbIM MPOSIBICHUEM HECHHIPOMAJIbHOW T'MIIOINJIA-
3UM BHYTPUIICUYCHOUYHBIX KETUHBIX IIPOTOKOB SIBIISIIOT-
csi mponr(epUpOBaHHBIE KIIETKH JKETYHOTO SITUTENHS,
(bopMUpYIOIIHE «ITyKTYIOMOAOOHbBIE CTPYKTYPB) (p =
0,03). CreneHb BOCHAIUTEIBHO-ACCTPYKTUBHBIX H3MeE-
HeHU# Obla Ooiee BRIpAKEHHOH TPH HECHHIPOMATh-
HOHU (pOopMe THIOTIIa31H BHY TPUTICYCHOYHBIX JKEITTHBIX
npotokoB. PuOPo3 MK LUPPO3 NPU HECUHAPOMATILHON
TUIOIJIA3UH BHYTPHIICUCHOUHBIX KEIUHBIX MPOTOKOB
¢dopmupyercs garie (p = 0,008).

C 1enpio BBISBICHUS KIMHUKO-MOP(OIOTHYECKON
B3aMMOCBSI3M y NAIIMEHTOB ¢ CHHPOMAJIbHON 1 HECHH-
JpOMasbHOM pOpMON THITONIIa3UH BHY TPUIIEYEHOYHBIX
KETUHBIX MPOTOKOB ObLI MPOBEAEH KOPPEJSLUOHHBII
aHammn3. CpaBHUBANIM OMOXMMHYECKHE ITOKA3aTeNn C
BBIPaXEHHOCTBHIO BOCHAJIUTENIbHO-IECTPYKTUBHBIX H3-
MEHEHHH U ypoBHeM (hrbpo3a meyeHu, oHako Koppe-
JSIIIMOHHBINA aHAJIN3 HE BBISBHJI CBSI3M MEXKIy OMOXH-
MHUYECKUMH IOKa3aTelsiMU C YpOBHEM (QuOpo3a HIu
AKTHUBHOCTBIO JI€CTPYKTHBHO-BOCIAJIUTEIBHBIX H3Me-
HEHUII [TeYEHHU.

3AKAKOYEHUE

[lonmyuenHsle HaMM JaHHBIE YKa3bIBAIOT Ha Ooee
BBIPOKEHHBIE KIMHUKO-MOP(OIOrHuecKue MposiBiie-
HUSl TIpU HECUHJPOMAJIBHOM THIOIUIa3UM BHYTpUIIE-
YEHOYHBIX JKEIYHBIX IPOTOKOB. IIpm mccienoBanumn
KJIIMHAYECKUX JIaHHBIX JOCTOBEPHBIX pa3Iuduil Ipu
CUHJPOMAJIbHOW U HECHUHJPOMAIbHOW THUIIOILIA3UU
BHYTPHUIICYEHOUYHBIX KEIYHBIX IIPOTOKOB HE IOJIYYEHO.
bbulM BBIABIEHBI TOCTOBEPHO 3HAYUMBbIC PA3JINYMs B
OMOXUMHUYECKOM MPOSIBICHUH CHHIPOMA [IUTOIN3a TIPH
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HECHHJJPOMAIBLHOW (OpME THUIOIUIA3UN BHYTpHIICUE-
HOYHBIX JKETYHBIX MPOTOKOB (ypoBeHb AcAT).
Mopdornorudeckoe HcciaeJOBaHUE IOATBEPKIACT
Oonee yacToe BBISBICHHE NpONH(EepHpOBaHHBIX He-
c(hOpPMUPOBAHHBIX KEITYHBIX TPOTOKOB Y TAIUEHTOB C
HECHHAPOMAIILHON (OPMOH TMIOIUIA3WH BHYTpHIICUE-
HOYHBIX JKETYHBIX TPOTOKOB. [IyKTONEHUS BBISBIAETCS
yauie Npu CUHAPOMAJIbHOM (opme THIoIa3uu BHYT-
PHUIEYEHOUHBIX JKETYHBIX MPOTOKOB. CTereHs Bocma-
JIUTETBHO-IE€CTPYKTUBHBIX HW3MEHEHMH TeYeHH TIpu
HECUH/IPOMAJIBHOM THUIOIMJIAa3ul BHYTPHUIIEUEHOUHBIX
KETYHBIX IIPOTOKOB SIBIIsieTCs Oosee BeIpakeHHOH. Tak-
Ke TIpH 3TOM dopMme Oojiee BeIpakeH (HUOPO3 W daIle
(dopMupyeTcsi IUppO3 MeUeHU. DTH PE3YAbTAThI T03BO-
JISIFOT YTBEPKAATH O OoJIee TSHKEeNIOM TeYeHUH 3a00i1eBa-
HUSI IEYCHH Y ALMEHTOB C HECUHAPOMaJIbHON (hopMOit
TUIIOIIIA3UN BHYTPUIIEYEHOUHBIX KETUHBIX IIPOTOKOB.

CMUCOK AUTEPATYPbI

1. Figiel S.C., Franco A., Pucar D., Lewis K.N., Lee J.R.
Paucity of biliary ducts: A rare etiology of neonatal cho-
lestasis // J. Radiol. Case. Rep. 2012; 6 (2): 29-38.
Geller S.A., Petrovic L.M. Biopsy Interpretation of the
Liver, 2nd. ed. Lippincott Williams & Wilkins. 2009: 416.
Kamath B.M., Schwarz K.B., Hadzic N. Alagille syndro-
me and liver transplantation // J. Pediatr. Gastroenterol.
Nutr. 2010; 50 (1): 11-15.

Pober B.R. Williams-Beuren syndrome. The New Eng-
land Journal of Medicine. 2010; 362: 239-252.

Kocak N., Giirakan F,, Yiice A., Caqlar M., Kale G., Go-
qus S. Nonsyndromic paucity of interlobular bile ducts:
clinical and laboratory findings of 10 cases // J. Pediatr.
Gastroenterol. Nutr. 1997; 24 (1): 44-48.

Mizuguchi Y. Liver Biopsy in Modern Medicine. InTech.
2011: 378.

Emerick KM., Rand E.B., Goldmuntz E., Krantz 1.D.,
Spinner N.B., Piccoli D.A. Features of Alagille syndro-
me in 92 patients: frequency and relation to prognosis //
Hepatology. 1999; 29 (3): 822-829.

Turnpenny PD., Ellard S. Alagille syndrome: pathoge-
nesis, diagnosis and management // Eur. J. Human Gene-
tics. 2012; 20 (3): 251-257.

Kahn E.I, Daum F., Markowitz J., Teichberq S., Duf-
fyv L., Harper R., Aiges H. Nonsyndromatic paucity of in-
terlobular bile ducts: light and electron microscopic eva-
luation of sequential liver biopsies in early childhood //
Hepatology. 1986; 6 (5): 890-901.

Burt A.D., Portmann B.C., Ferrell L.D. MacSween’s Pa-
thology of the Liver, 5th. ed. / Churchill Livingstone.
2006: 992.

Gorelick F.S., Dobbins J.W., Burrell M., Riely C.A. Bi-
liary tract abnormalities in patients with arteriohepatic
dysplasia // Dig. Dis. Sci. 1982; 27 (9): 815-820.
Hashida Y., Yunis E.J. Syndromatic paucity of interlo-
bular bile ducts: hepatic histopathology of the early and
endstage liver / Pediatr. Pathol. 1988; 8: 1-15.

Desmet V.J. Pathogenesis of Ductal Plate Abnormalities.
Mayo Clinic Proceedings. 1998; 73 (1): 80—89.

10.

11.

12.

13.



