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B nepuod ¢ 2000 no 2016 2. 6bi1 npogeden
pempocneKkmugHbulil AHAAU3 YAbMPA3EYKOE0-
20 00cn€008GHUS OP2AHO8 2enamoOULUAPHOLU
cucmemul, cene3eHKU, cepieuHo-cocyoucmoil u
Mmouesvllenumenvroil cucmem 50 nayuenmos
¢ cundpomom Anaxcunns (nepsas zpynna) u
80 nayuenmos ¢ 6uauapHoii ampesueil (8mo-
pas epynna ). Bospacm demeil npu nocmyn.e-
HUu Ovln 1 mec HU3HU. AHAAUS YAbMPA3BYKO-
8bLX U3MEHEHUIL 2enamoOuiUApPHOlL cucmembl
U CeNle3eHKU NAYUEHMO8 OCYULeCMEAANLC 6
so3pacme 1, 2 u 3 mec i#usnu; cep0euHo-cocy-
Jucmoii cucmemv. — 1-3 mec; mouesvLOenu-
meavHoll cucmemvt — 1,2, 3,6 u 12 mec. IIpu
npogedenuu ROC-ananu3a (yuumoul8aiuch
YAbMPA36YKOBble U3MEHEeHUS, BbLAGLEHHbLE 8
meuenue 3 mec HU3HU) UHGOPMAMUBHOCTLDb
U30JUPOBAHHBLX YJLbMPAZBYKOBLLX U3MeEHe-
HUll zenamoOuLuapHoilL cucmemvl 8 OUA2ZHO-

cmuke cunOpoma Anaxcunns 6vlia He6blCOKA.
O0nako wyscmeumesbHoCms Yabmpa36yKo60-
20 cumnmoma “mpeyzonvHozo pyoua” & dua-
ZHOCMuUKe OUJUAPHOU ampe3uu COCmMAasuLa
50%, cneuyuguunocmsv — 100%, AUC — 0,750.
JyscmeumenbHOCMb U3MEHEeHUlL HCeAUHO020
ny3vips 6 gude €20 omcymcemeus u Qopmuvl Qu-
0po3HO20 maxca 6 duazHocmuke OULUAPHOU
ampesuu cocmasuna 88%, cneyupuunocms —
72%, AUC — 0,797. YyecmeumenbHOCMb CUM-
nmoma “nepunopmaJsvHozo (pubposa’ 8 dua-
ZHOCMUKe OUJUAPHOU ampe3uu COCmMAasuLd
100%, cneyugpuunocms — 88%, AUC — 0,940.
Heob6xo0umo ommemumbv, 4mo YKA3AHHbLE
6blUle NPUSHAKU BU3YANUSUPOBALUCH HA (POHE
KJAUHUKU X0JleCma3a, 2enamomezaii U cnJe-
Homezaauu (y 100% nayuenmos c 6uauapHoil
ampe3uetl 6 gospacme 3 mec Hu3nu ). Ocobenno
npusJjexamenbHblmu 015 OuppepeHyuaibHOl
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duazrnocmuKu cmaJu Yibmpa3eyKosvle uime-
HeHUs NoYeK, NPOABAAINULUECA K 3 MeC HUSHU
¢ nocaedyrwum 00CmoBepHbLM YEesUuYeHUeM
yacmomul ¥ 12 mec (P om 0,0295 do 0,0001 ).
IIpu 6unuapHoii ampe3uu u3meHeHUs CO CMo-
POHBL nouex omcymcmaeosanu. Ilogviulenue
9X02eHHOCMU KOPKO0B020 CJOS NAPEHXUMbL U
Hapyulenue KOPMUKO-MedYanipHoi Ouppe-
PeHyuUposKuU (COKpalerHue KOLU1eCmea nupa-
Mud enaoms 00 NOJLHO20 OMCYMCMEUSL UX BU-
3Yyanu3ayul, udmeHerue GopmovL nupamud ) Ha
(oHe KIUHUKU XOosecmasa umewom odocma-
MOYHO BblLCOKYW yyscmeumenvrHocmsv (70 u
64% ) na gone 100%-ii cneyuguurnocmu 6 dua-
eHocmuke cunopoma Anaxcuana (yiumoLéa-
AUCHL YAbMPA3BYKOBble USMEHEHUS, BbLABJLEH-
Hble 8 meyeHue 12 mec musdnu ). OmmevernHbLe
npu yabmpaseyKo6om uccielo6aHUL U3MeHe-
HUS 0pP2aH08 2enamoOuULUAPHOL cucmembvbl U
cese3eHKU, cepOeuHo-cocyOucmoil U MOouesbl-
OJeaumenvbHoll cucmem 0arm NONLE3HYI UH-
dopmayuio dns duppepenyuanvHoil duazHo-
CMUKU U a0eK8amHoill maKmuKu 6e0eHus na-
YUEeHMO8 DAHHez0 803PACMA C XO0JeCMA30M.

Kntouegwvle cnosa: yivmpasgyrkosas ouaz-
HOCMUKQ, X0J1ecmas, CUHOpom Anaxunns, ou-
JUAPHASL ampe3us, CUMNMOM “mpeyzonbHozo
pybua”, cumnmom “nepunopmaJioHozo @Quo-
po3a’, nosvluleHUe 3X02eHHOCMU NAPEeHXUMbL
nouex, HapyuwleHue KOPMUKO-MedYLAiPHOU
ougepenyuposru, demu parHezo 603pacma.

Humupoeéanue: Q@uaunnosea E.A.,
ITvitkoe M.U., Pviukosa B.9., [[eemsapesa A.B.,
ITyurkosa A.A. Yavmpaseykogoe uccuredosa-
Hue 8 duazHocmuke cuHOpoma Anaxcuiis //
Vavmpassykosas u @pyrkuuoHasvHas Ouaez-
Hocmuka. 2017. Ne 5. C. 40-53.

BBEJEHHE

Cunnpom Anaxxunina (Alagille syndrome)
(CA) — 5TO MyJIBTUCUCTEMHOE ayTOCOMHO-0-
MUHAHTHOe 3aboJieBaHWEe, IIPOABJISAIOINEECS
XO0JIECTATUYECKUM IMOPaKeHUeM IIeUeHu, aHo-
MaJUAMHU CEePAEYHO-COCYAUCTON CHCTEeMBI,
cKeJsieTa, IJa3 UM XapaKTePHBIM JIHIEBBIM
nucMmopdusMoM. PacmpocTpaHeHHOCTh 3a00-
aeBanus cocrasiser 1 : 70 000-1 : 100 000
JKUBOPOJKIEHHBIX HOBOPOMKIEHHBIX [1, 2].
JduarHocTMKa OCHOBBIBAETCS Ha BbISBJIEHUU

3 u3 5 BHIIIEIIEPEUNCICHHBIX TI'JIaBHBIX auAa-
rHoctTuueckux kpurepues [3]. IIpu Hemocra-
TOYHOCTU OUATHOCTHUUYECKUX KPUTEPUEB WJIU
COMHHUTEJbHBIX Pe3yJbTaTax BBIIOJHAITCS
MopdoJIoTHUecKoe HuccaeoBaHme OuoITaTa
IMeYeHn U MOJIeKYJISPHO-TeHEeTUYEeCKOe TeCTU-
poraume (JAG1, NOTCH 2) [4, 5].

JlaHHBIN cUHAPOM OBIJT BIEPBBLIE OIIKMCAH
D. Alagille et al. ma ocHOBaHUU BBHIABIEHHBIX
MPU3HAKOB BHYTPUIIEUEHOUYHOTO XOJecTasa
B1969r.[6].B1973r.G.H. Watson, V. Miller
[7] mobGaBunu TepMuH “apTepro-ledeHOUYHAs
OUCILIa3us”’, BBIAEJIUB COUYEeTAaHWEe BHYTPU-
IIeYeHOYHOr0 XO0JIecTasa U CTEeHO03a JIETOUHOI
aprepuu. D. Alagille et al. B 1975 r. [8] o6be-
IVHUJIUA B € IUHBIN CUMIITOMOKOMILJIEKC IIPU3-
HaKu JUIEBOro AucMopduaMa, aHOMaJINU Pas-
BUTHUS CepAIla, MO3BOHOUHHKA, OCOOEHHOCTHU
(busuUecKoro, MOJOBOTO U UHTEJLIEKTYaTbHO-
ro pasButud. B 1997 r. 6b11 ugeHTUQUITIPO-
Ban red JAGGED1 (JAG1) mHa xpomocome
20p12, xoTopslii onpeneasercsa y 95% maru-
eutoB ¢ CA [4, 9].

Bexgymum mposiBiieHreM, 00yCJIO0BJICHHBIM
U3MEHEeHUSIMU CO CTOPOHBI OPTAHOB I'eraToou-
JUapHOU cucTeMbl y manueHToB ¢ CA, aBiasder-
cA CUHIPOM XoJjiecTasa. B ero ocHOBe JIEIKUT
BpOKJeHHAA TUIOIJIa3uAd BHYTPUIEUEHOU-
HBIX KEJTUYHBIX IIPOTOKOB, CTEeIIeHb BhIpasKeH-
HOCTH KOTOPO¥ MOJKET IITMPOKO BapbUPOBATH
U OIIPEeeSATh KaK BpeMsA MOABJIEHUA MePBBIX
KJIWHUYECKUX CHUMIITOMOB, TaK U IIPOTHO3 3a-
O0oneBanus. IIpu runomaasum BHyTpUIleUe-
HOYHBIX KEJYHBIX IPOTOKOB 3aTPYyIHAETCS
OTTOK ’KeJUl, UTO MIPUBOAUT K HAKOILJIEHUIO
ee KOMIIOHEHTOB B KJIeTKax meueHu. sKerunbie
KHCJIOTHI IO MePe JOCTUKEeHUA OITpeIeIeHHO
KPUTUYHON BHYTPUKJIETOYHON KOHIIEHTPA-
MUY CTAHOBATCA TOKCUUYHBIMU [OJA KJETOK
ImeYeHu, CIOCOOCTBYS UX paspylIeHuIo.
OnucanHble U3MEHEHUST 0COOEHHO BhIPAKeHbI
B TeUeHUe IMepPBLIX 3—6 Mec :KU3HU, UYTO CBI3a-
HO C J0CTOBEpHO 0oJiee BBICOKUM YPOBHEM
CUHTEe3a KeJJYWM B 9TOM BO3pacTe IO CpaBHe-
HUI0O C JeTbMH 0oJiee cTapIllero BO3pacTa.
IToBrbIlIeHHOE COMEePIKaAHUE JKEJTUHBIX KUCJIOT
B CHCTEMHOM KPOBOTOKE CIIOCOOCTBYeT pas-
BUTHIO MYYHUTEJHLHOTO KOKHOTO 3y1a, 3HAUU-
TeJIbHO HaPYIIAIoIIero KauecTBO JKMU3HU 00JIb-
HbIX. C JOpyroi CTOPOHBI, HEIOCTATOUHOE
MOCTYILJIEHNE JKeJUW B KUIIEUHUK IPUBOIUT
K HapyIIeHUIO IIPOIECCOB BCACKIBAHUA, B TOM
YucJjie BCachIBaHUS KUPOPACTBOPUMBIX BUTA-
muHOB [10].
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CuHIPOM BHYTPHUIIEYEHOUHOTO XOJecTasa
MMOABJSETCS B IIepUOJe HOBOPOKIEHHOCTH,
peske B TeueHUEe IEPBBIX MECAIEB KUBHU.
OrMeuaroTcs KeJITyXa C 3eJIeHOBATHIM OTTEH-
KOM, yBeJInUeH1e IeUeH!, HeIIOCTOSTHHAA aX0-
JINS CTYJIA, TEMHBIH I[BeT Moul. B Ornoxumumye-
CKUX HCCJIEJOBAHUAX IPeobJIafaioT MOBBIIIIe-
HIe MapKepoB xoJjecTasa (mpamas Gparkius
ounupybuHa, ImesouHas gocdarasa, ramma-
ryraMuiTpancdepasa, XoJecTepuH, Oera-
JIUTIOTIPOTEUABI, JKEeJUHble KUCJOTHI) U yMe-
peHHoe TOBBIINIeHHEe (EPMEHTOB I[UTOJIN3a
(ananmHaMuUHOTpaHCcdepasa, acmapTaTaMuHO-
TpaHcdepasa). B mampHelimiem, K 4—6 wMmec
JKUBHU, XapaKTePHBI NCUEe3HOBEHNE JKeJITYXH,
CHUJKeHUe OuaupyomHa, HOpMaau3amus IiBe-
Ta cTyJa U MOuYU. IloCTeIeHHO IOABJIAETCS
KOYKHBIH 3y, KOTOPBIN B JAJIbHENIIIEM YCUJIU-
BaeTcA U CTAHOBUTCS BeAYIUM KINHUUYECKUM
CUMIITOMOM 3a00JIeBaHUsA, TOT[Ja KaK ApPyrue
MIPOSBJIEHUA MMEIOT MePeMEeHHBIN XapakTep.
IIo mepe mporpeccupoBaHUSA 3a00JieBaAHUS
oTMeYaloTcA TaK:Ke OTcTaBaHue aereli B pusu-
YeCKOM pasBUTHUU U NPUBHAKU Aeduiura
JKUpopacTBOPUMBIX BuTaMuHOB [10, 11].

W3meHeHMs rermaTobuIMapHON CUCTEMBI IPHU
CA ummeroT nBa BapuaHTa pa3BuTudA. IlepBbIi
BapuaHT, oTMeueHHbIH y 70% O6OJbLHBIX, Xa-
pakTepusyercsa (popMUPOBaHUEM IIATOJIOTHUE-
CKUX COCTOAHWIM, HAPYIIAIOIIUX KAadyecTBO
JKUBHU OOJIBHOTO W TPEOYIOIUX ITPOBEIeHUS
TpaHCIJIaHTAIlMM IedyeHu. [Ipu BTOpOM Bapu-
ante (30%) xapaKTepHO CYOKJIMHUYECKOE
TeueHue Oose3nu. Hopmanusamms ypoOBHS
OuampyOrMHa BO BTOPOM IIOJYTOAUU KUBHU
SIBJISIETCS IPOTHOCTUYECKU OJIarOmpPUSTHBIM
MIPU3HAKOM, CBUAETEJHCTBYIOIIUM O JIETKOM
BapuaHTe. ¥ OOJBIINHCTBA 00JbHBIX M3MeEHe-
HUSA CO CTOPOHBI ITeUEeHU ABJIAIOTCA BeAYIITUMHI
MIPOSBJIEHUAMU 3a00JIeBaHUSA, TOTJa KaK aHO-
Mauu 1 (UJan) IMOPOKU IPYTUX OPraHOB U CU-
cTeM MOTYT WMMEThb JIWIIL AUATHOCTHUUYECKOe
3HaueHue. B cBOIO ouepenb, M30JUPOBAHHBIE
M3MEeHEeHUs CO CTOPOHBI IeUeHU PACIIeHUBAIOT-
cdA KaK HeCUHAPOMaJIbHAs (popMa TMIOILIAa3UN
BHYTPUIEUEHOUHBIX JKEeJIUHBIX IPOTOKOB [12].

ViabTpasByKOBbIe KPUTEPUU UN3MEHEHUN
renatrobunuapaoi cucremsl mpu CA B oTeue-
CTBEHHOU U 3apy0eKHOM JInTepaType B HACTO-
diee BpeMsA MTOAPOOHO He OCBEeIeHHI.
lN'imonasuio BHYTPUIEUEHOUHBIX KEJTUHBIX
IIPOTOKOB CJIeyeT MOA03PeBaTh y MMAIlMeHTOB
C HEeOHATAJbHBIM XO0JIECTA30M, IIPOSBJAIO-
IITUMCS JKeJITYXO0H U IePUOINUECKUM aX0JIny-
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HBIM cTyjgoM. [uddepennuanibHasa AuarHo-
CTHUKAa JMOJI;KHA IIPOBOAUTHCA C APYyruMu (op-
MaMH X0JIeCTasa, B IEPBYIO ouepeab ¢ Ournap-
Hoi arpesueii (BA), mpu KoTopoii Tpedyercs
paHHee XUPYPruuecKoe BMeIIaTeIbCTBO, TOTAa
Kak IIpu IApyrux (GopmMax BaKHBIM ABJIAETCS
aTUOoIaTOreHeTHYecKasa Tepanusd [13].
N3mMeHeHUsT CO CTOPOHBI CEPAEUHO-COCY-
IUCTOI CUCTEMBI MOTYT OBITh KaK MUHUMAJb-
HBIMU (IPOABIATHCA JOOPOKAUYECTBEHHBIMU
IIyMaMu), TaK U 3HAUUTEJbHBIMU (CO CTPYK-
TYPHBIMH JedeKTaMu CepAlia U COCYI0B B BUE
KOMOMHUPOBAHHBIX ¥ M30JMPOBAHHBIX IIOPO-
KoB pasButus). B 85-97% ciayuaes mopaska-
IOTCA TPaBbIe OTJeJbl CePAIla C BOBJIEUEHUEM
CHCTEeMBI JIETOUHOU aprepum (KJallaH JIerod-
HOUM apTepuu, JerouyHas apTepus U ee BEeTBU)
[14]. XapaxkTepHOil aHOMaJueil, BCTpeUyaro-
mietica y 67-76% manueHToB, ABJIAETCS IIePU-
(bepruecKuii cTeHO3 UM TUIOIJIA3UA JETrou-
HOI apTepuu u ee BeTBei [15]. OTOT BpOKAEH-
HBIII TIOPOK MOMKeT OBITh HM30JUPOBAHHBIM
(565% ) nnu coueraThCsa ¢ APYTUMHU BHYTPUCEP-
meunbiMu mopokamu (24%) [16]. Terpazma
®anno (7-16%) saBaserca Hambojiee YaCTO
BCTpeuampIneiica KOMIIJIEKCHO aHOMAaJIuen
cepana [14]. I3 gpyrux mopoKOB BCTPEUAIOT-
ca qJedeKT MeKIKeJyJIOUKOBOM MeperopoaKku,
neeKT MeKIpeAcepAHON MeperopoaKu, aop-
TaJbHBIM CTEHO3 U KOapKTallus aopPTHI.
Hawu6osee Ts:Kesible TIOPOKU PA3BUTHUA CAYIKAT
OPUYMHON PaHHENW CMEePTHOCTH MaIMeHTOB
¢ CA. Cepaeunsnle ITyMblI IPU ayCKYJIbTAI[UN
BeIcaymuBaiorceda y 90-97% namuenTos [17].
B mociemHue TOabI JOTOJIHUTENIBHO K IIeUe-
HOYHBIM IIPOABJIEHUAM U U3MEHEHUAM CepAlla
B MCCJIEJOBAHUAX OTMEYAIOTCA N3MEeHEeHUA MO-
YEeBBIJEJINTEJIbHON CUCTEMBI. ABTOPHI OIMCHI-
BAIOT BOBJIEUEHUE IIOUEK U CBA3b IIaTOJIOTUU
mouek ¢ reHmHsiMu myrtanuamu [14]. Ilocpen-
CTBOM MOP(OJOTHUUECKOT0 U TeHEeTUYEeCKOTO
HUCCJIeOBAHUA PACKDPBITA CBA3L ITOPAKEHUS
KJIYOOUKOB, HEIOPas3BUTUA ITPOKCUMAJIbHBIX
U OUCTAJbHBIX KaHaJNbIEB, X AedopMaiiuu
¢ reHamu JAG1 u NOTCH 2, npu sTom oT™me-
yeHo, uTo red NOTCH 2 BnIsbiBaeT OGbICTpOE
pasBUTHE IOYeYHOH HemocraTouHoctu [18].
CorsiacHo JUTepaTyPHBIM JaHHBIM, y 23—74%
narnueHToB ¢ CA BbISBJIANACH pa3HOOOpasHas
rpybas martoJsiorusa mouek [19]. YabTpassy-
KOBbI€ MPU3HAKY MOYEUHOUN NUCILJIa3UU IIPO-
SIBJISIOTCS B BUJE IIOBBIINIEHUSA 9XOTEHHOCTU
IMapeHXnMbl IIOYeK C HaJuuyumeM WuJu 0e3 Ku-
CTO3HBIX BKJIOUEeHUN y 59% o00cieoBaHHBIX
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B Boapacte crapire 2 Jjetr [19]. OcranpHyIO
MMATOJIOTHIO IIOUYEK COCTABJAIOT: IMOYEUHBIH
TyOyasapHBIH anumnos (9,5%), myssIpHO-MOUe-
TOUHUKOBBIN peduamokc (8,2%), o6CTPpyKIUsS
MoueBbIX myTei (8,2%), ocTpas M XpoHUUE-
cKas ImodYeuyHas HemocTaTouHocTh (8,1%),
aununosd mouek (2,7%), poKaIbHBIA cerMmeH-
TapHLII TaoMepyJocKaepos (2,7%), mBycTo-
POHHUII CTEeHO3 IOYeuHbIX aprepuit (2,7%)
u op. [19].

B sureparype He IPUBOAATCA JaHHBIE O 060-
Jee meTaJbHON YJIbTPA3BYKOBOM XapaKTepu-
CTHKe IOoYeK y JAeTeili B paHHeM BoO3pacTe.
OgHaKoO B HMCCIeNOBAHUSIX, OCHOBAHHBIX HAa
MOP(OTOTUUEeCKOi AUAarHOCTUKE, BHIABJIAETCS
3aBHUCUMOCTh CTEIlIeH! IIOBPEe:KIeHUs, B OCHO-
Be KOTOPOH JIEKUT Me3aHTHOoJIunumo3 (yBe-
JUYeHue KJIyOOUKOB U MEe3aHTUAJbHOTO Mat-
puUKca C HaJIuYumeM KJETOK, COAep:Kalliux
KalleJbKU JUINUAO0B), OT BhIPAKEHHOCTU CUH-
npoma xojecrasa y aereii ¢ CA. OrMeueHo, UTO
TAKeJble TJOMEePYJSpPHBbIe IMOPa’KeHUus Ha-
GJrrofannch y geTeii Mianaiie 3 JeT, MOABIAACh
B 3 mec xku3Hu [20]. HexkoTopbie aBTOPHI TaK-
JKe CBA3BIBAIOT MOP(OJIOTUYECKe UBMEeHEeHU
B MMOYKaX C HapyIIeHWEeM JUIUIHOIO o0MeHa
Ipu CUHAPOME XoJiecTtasza y manueHToB ¢ CA,
a UMEeHHO yBeJIMUeHNeM COIePKaHUA X0JIecTe-
pYHA U TPUTJUIEPUAOB B CHIBOPOTKE KPOBU
BcJieficTBUE Ne(UIINTa aKTUBHOCTHU JIEITUTUH-
XoJiecTepuH-anuaTpanchepasbl U HTOHMKEHU ST
YPOBHS JIMIIONPOTEUAOB BBICOKOU IIJIOTHOCTHU
[20, 21].

B cBsA3U ¢ 3TUM 11€JIBIO HAIIIeTO MCCJIe0Ba-
HUA cTaj aHaau3 MH(GOPMATUBHOCTHU YJIbTPA-
3BYKOBBIX U3MEHEHUII OPTraHOB remaToomIap-
HOU U MOYEBBIJEJINTEJILHOM CHCTEeM B Auar-
Hoctuke CA ¢ yueToM KJIMHUKHU 3a00JieBaAHUA
u nuddepennuauu ¢c BA kak Haubosee arpec-
CHUBHOM ITPUYMHOM X0JiecTasa.

MATEPHAJI I METO/IBI
VCCJETOBAHUS

B mepuog ¢ 2000 mo 2016 r. 6bLT IIPOBEAEH
PEeTPOCIeKTUBHBIM aHAIU3 YJIbTPa3BYKOBOTO
obciiefoBaHUSA OPraHoB TremaToOuIMapHO
CHCTEMBI, CeJIe3eHKU, CepPAeUYHO-COCYIMUCTOMH
Y MOUYEeBBIIeJIUTeJbHON cucTeM 50 mammneHToB
(23 mampbumka u 27 peBouek) ¢ CA (mepBasd
rpynmna) nu 80 mammeHToB (37 MaJIbUYUKOB M
43 neBouku) ¢ BA (BTopasa rpymma). Bospact
IeTell IpW IOCTyIJeHNU ObLT 1 Mec KU3HMU.
C CA 11 pgereii 6bLIM OIMMOOYHO IIPOOIIEPU-

poBaHbl (oIeparus IOPTOSPHTEPOCTOMUSA IIO
Kacaw) B Bogpacte 2—2,5 mec :xusau. C BA 69 ne-
TAM ObLIa IPOBeJeHa OIepalius IIOPTOIHTEPO-
cromusa mo Kacau, us KoTopbix 13 mereil mpo-
orepupoBaHbl B 1,5 mec :KusHu, 22 pedbeHKa —
B 2—2,5 mec u 45 gereii — B 3—3,5 mec. Tarum
00pasoM, pasaudmnsa MeKAy 'PYIIaMu 110 IOy
¥ BO3PACTY OTCYTCTBYIOT.

Huaruos “CA” ycTaHaBIuBaJICsA Ha OCHOBA-
HUU KJIWHUKO-1a00pPaTOPHBIX MaHHBIX, pe-
3yJIbTATOB MHCTPYMEHTAJBbHBIX (TemaTo0nIm-
apuas cuuHTuUrpadusa (7 mamueaTos — 14%),
MarHUTHO-Pe30HaHCcHAasd ToMorpadmus (5 mau-
earoB — 10%), xonauruorpadusa (3 maiueH-
Ta — 6%), peHTreHorpadusa MTO3BOHOUHUKA
(22 manmuenrta — 44%)), MOp(dOIOTUUYECKUX
(nyHKIUOHHAA Ouorncusa mneuyeHu (23 maiueH-
Ta — 46% ), mocJsieonepaIinoHHOEe MOPQOJIOTHU-
yeckoe uccaenosanue (11 mamuenTos — 22%))
U MOJIEKYJIAPHO-TeHEeTUYeCKUX (BbIABICHUE
myranmuu JAG1l (20 mamumenToB — 40%))
uccaenoBanuii. Ilo TeXHUYECKUM HPUUYMHAM
reHeTUYECKUIl aHajJu3 IIPOBeJeH He BCeM
nanueaTamM. OKOHUATEIbHBINA MMATHO3 ycCTa-
HABJIMWBAJICS B TOM YKCJ€ IIPU BBLIABJIEHUU
XapaKTepPHbIX (PEeHOTUIIMUYECKUX IIPU3HAKOB
(mepudepuyeckuii cTeHo3 (TUIOMIABUA)
JerouHoil aprepuu (47 mamumenToB — 94%),
ambpuoTokcon (36 mamuentos — 72%), pac-
IIelJjeHe TeJ IO3BOHKOB B BUIe 0a00uKu
(22 manuenTta — 44% ), 0COOEHHOCTY CTPOEHU S
auinesoro uepemna (50 marmumentoB — 100%))
mmocJie KOHCYJIbTaIlUi KapAnoJora, OKYyJIUCTa,
HEBpOJIOTa, TeHEeTUKA.

Bepuburanusa gmarmosa “BA” mpoBomu-
Jlachb Ha OCHOBAHUM KJMHUKO-JIa00paTOPHBIX
IaHHBIX, PE3yJbTAaTOB HHCTPYMEHTAJbHBIX
(rematobunmapuasa cuuaturpadus (18 mamu-
eHToB — 23% ), MAarHUTHO-pPe30HAHCHAA TOMO-
rpadus (9 nanuenTos — 11%)) u mopdoJioru-
yecKux (IocjeonepanuoHHoe MopdoJsoruue-
ckoe ucciaenonanue (68 marmuenToB — 85%),
NYHKIMOHHAA Ouorncusa meueHu (12 maimuen-
ToB — 15% )) ncciaemoBaHuUii.

Y abpTpasByKOBbBIE UCCJIEIOBAHUA relaTo0u-
JIMapPHOM CHUCTEMBI, CEJIe3eHKH, CepreuHO0-Co-
CYAVCTOM M MOUYEBBIZEJIUTEIbHOMN CUCTEM IIPO-
BOAUJINUCH IO OOINENPUHATHLIM METOAUKAM Ha
crkaHepax Voluson E8 (GE Healthcare, CIITA)
(koHBeKcHBINT maTuuk 2,0-5,5 MI't, aumei-
HBIN gaTuyuk 5—12 MI'1T 1 CeKTOPHBIN TaTUUK
1,5-3,5 MTI'r), Aplio XP (Toshiba, Amnonus)
(KoHBeKCcHBIIT maTuuk 3,5—5,0 MI'1, aumeii-
HBIH maTtumk 7—9 MI'1, cCeKTOPHBIA mAaTUUK
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Puc. 1. IIpumepsl rUmoIIa3MPOBAHHOTO KEJIUHOro IIy3bIps y gereit ¢ CA B BospacTe 3 mMec.

1,50-3,75 MTI'm), Vivid 7 (GE Healthcare,
CIITA) (xomBekcHbIli matumk 2,4—5,0 MI'm,
auHenHbI gaTuuk 5—13 MI'1, ceKTOpHBII
matauk 2,2—5,0 MI'tr). Amanus maMeHeHUN
rermaToOMINAPHON CHUCTEeMbBI 1 CEeJIe3eHKHU IIa-
IIEeHTOB OCYIIECTBJSAJCA B Bo3pacte 1 (mpm
MOCTYILJIEHUN), 2 1 3 MeC KU3HU; aHaJIN3 13-
MEeHEeHUU CepAedyHO-COCYAUCTON CHUCTEeMBI —
1-3 mMec; aHaiIu3 M3MEHEHUN MOUYEBBIAEJIN-
TeJIbHOU cucteMbl — 1, 2, 3, 6 1 12 mec.

CraTtucTuueckas oOpaboTKa pe3yabTaToOB
IIPOBOAMJIACH CTAHAAPTHLIMHU METOLAMU C KC-
IIOJIb30BAHMEM IIaKeTa MNPUKJIATHBIX IIPO-
rpamm MedCalc. Kputuueckuii ypoBeHb 3Ha-
YMMOCTHU IIPU IIPOBEPKE CTATHUCTUUYECKUX TI'H-
IIoTe3 B JaHHOM KCCJIESOBAHUU IPUHUMAJCS
paBubIM 0,05. [[1 BBIABIEHUS JOCTOBEPHOCTH
pasauuuii 4acTOThl YIbTPa3BYKOBBIX MPU3HA-
KOB HCIOJB30BaJNu Kpurepuu ¥? m Pumiepa
(kauecTBeHHBIe TpusHaKu). IIpoBemen ROC-
aHaJIn3.

PE3YJIBTATBI HCCJIENJOBAHUA

I'enamobunuapraa cucmema u cene3enxa

IIpu yabpTpasByKOBOII OIIEHKE OPraHoB Te-
narobuanapHoi cucrembl v gereir ¢ CA u BA
OTMeYaJinuch CJIeAYIOIe IaTOJOTUUeCKue 13-
meHeHUs. Co CTOPOHBI MEeYEHU C PaA3JIUUHOU
CTEIeHbIO BHIPAKEHHOCTU OIIPEeNeJIANNCh: Te-
natomeranus (mpu CA yBennueHue pasMepoB
MIPENMYIIeCTBeHHO 3a CUeT JIeBOI Joau 1 1-To
cerMeHTa); MOBBIIIEHNE HXOTEHHOCTU IMapeH-
XUMBI II€UeHUN; CUMIITOM “IepUIIOPTAIHHOTO
¢pubposa” (B Bume aud@ys3HOTO IIOBBIIIEHUS
9XOTE€HHOCTH II0 XOAy CTBOJIa U BeTBeil BOPOT-
HOI BeHBI); CUMIITOM “TpPeyrojbHOro pyoia”
(“¢pubposuoii maomagku”’) (TpeyroabHas UIn
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TyOyJasipHaAA CTPYKTYpPa IIOBBIIIIEHHOM 3XOTeH-
HOCTH, PACIIOJIOMKeHHas B 00JIacTH IepemHeii
IMOBEPXHOCTU OUPYpPKAIIUU BOPOTHOM BEHBHI,
TONIUHON 4 MM U 6oJiee). CO CTOPOHBI JKeJIU-
HOT'O ITy3bIPA O0HAPYKEHbI: sKEeJTUHBIN ITy3bIPh
HOPMAaJbHBIX Pa3MepoB, HEIIPABUJIbHOUN (op-
MBI, C IpU3HaKaMu JedopMaIiuu 3a CUeT MHO-
JKeCTBEHHBIX IIePeruboB U MepPeTsasKeK; Kejd-
HBIA Oy3bIPb B (hpopMe (GuOPO3HOTO TsKA; TU-
momyiasus :KeauHoro nys3wipa (mpu CA aamHa
mo 19 mwm, npu BA — 1o 15 mm) (puc. 1); orcyT-
CTBUE KeJTYHOTO my3bips. IIpu olleHKe ceJe-
3€HKU PEeTruCTPUPOBaach CIJIEHOMEeTaaus.

B Tab6s. 1-3 mpezicTaBieHa yacToTa yiabTpa-
3BYKOBBIX M3MEHEHUH OPraHOB TemaTO0MJIU-
apHOIi cucTeMbl U ceje3eHKH y nmereir ¢ CA
u BA B Boadpacte 1 (IIpu HOCTYIJIEHUU),
2 u 3 Mmec Xu3uu. locToBEepHBIE PA3IUUUI
MEXKAY TPYHOIIaMU OIIPeNeasioTCS IIpaKkThude-
CKHU II0 BCeM IPU3HaAKaM.

Cepdeuno-cocyducmas cucmema

Y 47 (94%) mereit ¢ CA mpu sX0oKapauo-
rpaduu ObLIU BBIABJEHBI T'eMOAUHAMUYECKU
He3HAUYUMBbIHA mepudepudecKuii CTeHo3 U (HUJIn)
TUMOOILJIa3UA BeTBel JEerouyHoW apTepuu.
YV 9 (18%) mereii ObLI TaK:Ke TUATHOCTUPOBAH
Ie@exrT MeKIKeJIyJOUKOBO IMIeperopoaku,
v 5 (10%) — medeKT MeKIpencepaHON mepe-
ropoaku, ¥ 15 (30% ) — OTKPBITHIII aopTab-
HbIM mpoToK. Terpama Panio, KoapKTamus
aopThI, HAAKJAMAHHBINA CTEHO3 aO0PTHI C KJa-
MMaHHBIM CTEHO30M JIETOUHOW apTepuu, aTpe-
31 JETOUHOU apTepuy 2-T0 TUIIA C THUIIOILIA-
3uell CUCTEeMEI JIETOUHON apTepun ObIIN Peru-
crpupoBaubl o 1 (2% ) pasy. IIpu BA usmene-
HUSA CO CTOPOHBI CePAeUHO-COCYAMCTOMH CUCTe-
MBI ¥ 00CJIeIOBaHHBIX JETeH OTCYTCTBOBAJIH.
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Ta6auma 1. Yacrora yIbTpasByKOBBIX M3MEHEHUI OPraHOB rernaTo0MJINAapHON CHCTEMBI U CEJIe3eHKU Y IeTeil

¢ CA u BA npu nocrynienun (1 mec :Ku3HMT)

VY 1bpTpasByKOBBIE IPUBHAKYU ca BA P
(n =50) (n =80)
Tenmaromeranus 3(6%) 65 (81%) <0,000001
IloBhINIIeHYE HXOTeHHOCTY MAPEHXUMBI IeUeHN - 10 (12%) 0,006971
Cumnrom “nepumnopraibHoro gpubéposa” - 6 (7%) 0,081479
CumiroM “TpeyroJabHoro pyoma” - 10 (12%) 0,006971
OTcyTcTBUE KETIYHOTO ITy3hIPA 1(2%) 25 (31%) 0,000022
WKemuublit myssipb B hopMe pudOpPO3HOTO TsAKA 13 (26%) 45 (56%) 0,001019
T'unonnasusa KeJTIHOTO My36IPA 16 (32%) 9(11%) 0,005494
VlsMeHeHHBI JKeTUHBIN Ty3bIPh HOPMAaJbHBIX PA3MEPOB 20 (40%) 1(1%) <0,000001
CrteHOMeTaINA 5(10%) 40 (50%) 0,000002

IIpumevarue: fOCTOBEpPHbIE PABIUUNS BBIAEIEHBI KUPHBIM IIPUQPTOM.

Ta6auma 2. YacToTa yIbTPa3BYKOBBIX M3MEHEHUII OPraHoOB IellaTOOMIMAPHOI CUCTEMBI 1 CeJIe3eHKU Y JeTei

¢ CA u FA B 2 mec XusHu

YbTpa3ByKOBbIe IPU3HAKU CaA BA BA P
(n=50) (n=267) (n=80)

TemaTomeranus 11 (22%) 67 (100%) 80 (100%) | 0,000001
IloBbINIIeHYE H5XOTeHHOCTH MAPEHXUMBI IIeUeHN - 29 (43%) 29 (36%) 0,000001
Cumnrom “nepurnopranbHoro ¢pudposa” - 36 (54%) 36 (45%) 0,000001
CumnroMm “TpeyroJbHOro pyoma” - 26 (39%) 26 (33%) 0,000001
OTcyTcTBUE JKETYHOTO Ty3hIPSA 1(2%) 10 (15%) 25 (31%) 0,022993
JKemuublit myssipb B hopMe hudOpPO3HOTO TAMKA 13 (26%) 42 (63%) 45 (56%) 0,000090
T'unonnasus KeJTUHOTO My3bIPA 16 (32%) 9(13%) 9(20%) 0,022001
VlsMeHeHHBIH JKeIUHBIN TY3hIPh 20 (40%) 1(1%) 1(1%) 0,000001
HOPMAaJIbHBIX PA3MePOB

CrureHOMeTaIMsA 7(14%) 43 (64%) 63 (79%) 0,000001

ITpumeuanue: netu ¢ BA (n = 13), KOTOPBIM K 3TOMY BPeMEeHU ObLiIa IIPOBeIeHA OllepaIisa IOPTOIHTEPOCTOMU S
no Kacau, mckioueHbl M3 CPABHUTEJIBLHOTO aHA/IN3a B JAHHOM Bo3pacTHOM mepuoge. JKupHbIM IIpudTom
BBIJEJI€HBI [OCTOBEDHBIE DA3JINYUs, KYPCUBOM — [JaHHBIE OTHOCHUTEJHHO BCEH TIPYNNIBl MAIUEHTOB
(C MCKJIIOUeHHBIMY U3 CPABHUTEILHOTO aHAIN3A).

Ta6auna 3. HacTora yIbTpasByKOBHIX UBMEHEHU OPTaHOB IelaTOOMINAPHON CUCTEMBI U CEJIE3eHKN Y IeTell ¢

CA u BA B 3 mec »KusHu

Y 1bpTpasByKOBLIE IPU3HAKH CA cA BA BA P
(n=39) (n=250) (n = 45) (n=280)

Temaromeranus 17(44%) | 17 (34%) | 45(100%) | 80 (100% )| 0,000001
IloBeIlieHMe 9XOreHHOCTY apeuxuMbl meuernu | 6 (15%) 6 (12%) | 32(71%) | 62 (78%) | 0,000001
CummroM “mepunopraiabHoro pudposa” 6 (15%) 6 (12%) |45(100%) [80 (100%)| 0,000001
CummnToM “TpeyroJbHoro pyomna” - - 19 (42%) | 40 (50%) | 0,000001
OTcyTCTBUE JKEIYHOT'O ITY3hIPA - 1(2%) - 25 (31%) -
JKemunblii mys3sIpb B (popme pubposuoro tsxka | 2 (5%) 13(26%) | 20 (44%) | 45 (56%) | 0,000038
T'unomniasus KeJTIHOTo My3bIPs 16 (41%) | 16 (32%) | 9(20%) 9(11%) | 0,054797
VaMeHeHHBIH JKeTUYHBIN Ty3bIPh 20 (51%) | 20 (40%) 1(2%) 1(1%) | 0,000001
HOPMAJIbHBIX Pa3MepOB
CrreHOMeTaIus 12(31%) | 12 (24%) | 45 (100%) | 80 (100% )| 0,000001

ITpumeuanue: netu ¢ CA (n = 11) u BA (n = 35), KOTOPHIM K 3TOMY BpeMeHU ObLjIa IPOBeJeHA Olepalus
moprosHTepocToMusa mo Kacaw, MCKJIOUYEHBI M3 CPABHUTEJIBHOTO aHAIM3a B JAHHOM BO3PACTHOM IE€pPUOJE.
JKupHBIM IIPU(TOM BEHIJEJIEHBI JOCTOBEPHBLIE PA3JINYUs, KYPCUBOM — JAHHBIE OTHOCHTENBHO BCEH TPYIIILI
MaInreHToB (C NCKIIYEeHHBIMA U3 CPABHUTEILHOIO AHAIN3A).
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Puc. 2. [Ipumepsl HapyIIeHUs KOPTUKO-MenyJIapHoN nuddepennupoBku y gereit ¢ CA B Bodpacte 3 (a)
u 6 (6) mec.

]
— -

Mouesvidenumenvruasn cucmema

IIpu yabpTpasByKOBOIi OIlEHKE OPTaHOB MO-
YyeBBIAEJIUTEIbHON cucTeMsbl y aereir ¢ CA or-
MeYaJIuCh CJAeAVIONINe ITaTOJIOTUYeCKUe N3Me-
HeHUusA. Bo-mepBbIX, TOBBIIIIEHNE 9XOT€HHOCTH
KOPKOBOT'O CJIOA ITapeHXuMbl. Bo-BTOpPBIX, Ha-
pylieHne KOPTUKO-MeRyJLISAPHOU muddepeH-
IIUPOBKM 3a cueT pedopManuu NOHUPAMUL
(BRITAHYTas (popMa) U YMEHBIIEHUSA UX KOJIU-
yecTBa B cpese (0T 4 40 IIOJHOTO OTCYTCTBUSA

Puc. 3. IIpuMephl KMCTO3HBIX N3MeHEHNH B moukax y gereit ¢ CA B Bospacrte 3 (a) u 9 (6) mec.

Busyasusanuu) (puc. 2). B-tpeTrbux, mossie-
HUe MeJKUX ONWHOUYHBIX KHUCT B IIPOEKIIUU
KOPKOBOTO M MOBTOBOTO CJIOEB ITapeHXWMBI,
pasMepbl KOTOPBIX BapbupoBasu oT 1,5 1o
3,0 MM (pmc. 3). B-ueTBepThIX, IMOBLIIIIEHUE
WHAEKCca Pe3uCTeHTHOCTH (Ha ypoBHE CerMeH-
TapubIXx aprepuit) >0,80. Hacrora yiabTpa-
3BYKOBBIX M3MEHEHUI OPraHOB MOUYEBBIIE/IN-
TeJbHOU cucTeMbl y aeTeii ¢ CA nmpenacrasiieHa
B Tabia. 4. OTMeuasioch JOCTOBEPHOE YBeIMUe-

Ta6auna 4. Yacrora yIbTpa3ByKOBHIX n3MeHeHU mouek y aereii ¢ CA (n = 50) B mepBrIe 3 Mec KU3HU

Y IbTpa3BYKOBLIE TPU3HAKYT 1 mec 2 mec 3 mec P
TloBBIIIeHE 9XOTM€HHOCTH KOPKOBOTO CJIOS IAPEHXU MBI 2(4%) 5(10%) 16 (32%) 0,0002
HapymeHne KOpTUKO-MenyLIAPHON qudGepeHITuNPOBKYI 2(4%) 5(10%) 12 (24%) 0,0086
Kucrosubie nameHneHus - - 6(12%) 0,0019
WNupexc pesucrentaoctu >0,80 - - 1(2%) 0,3654
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Ta6auna 5. YacToTa yabTPa3BYKOBLIX udMeHeHU mouek y aereit ¢ CA (n = 50) B TeueHMe IePBOTO rofia KU3HU

VY IbTpasByKOBBIE IPU3HAKHI 3 mec 6 mec 12 mec P
TloBbIIIeHE 9XOT€HHOCTH KOPKOBOTO CJIOS HAPEHXUMBI 16 (32%) | 25(50%) | 35(70%) 0,0007
Hapyimenne KopTuKO-MeAyLIApHOM quddepeniiupoBku | 12 (24%) | 26 (52%) | 32 (64%) 0,0002
Kucrosuble n3aMeHeHUs 6(12%) | 16 (32%) | 16 (32%) 0,0295
Wunekc pesucrenTaocTu >0,80 1(2%) 14 (28%) | 19 (38%) 0,0001

HUe YaCTOThl YKasaHHBIX MPU3HAKOB HA IIPO-
Ts:keHun 3 Mec Kusuu. [Ipu BA usmeneHus
CO CTOPOHBI IIOYEK y OO0CJemOBaHHBIX IeTeil
OTCYTCTBOBAJIHU.

Kpome Toro, B rpymnmne CA ObLia mIpoaHasIn-
3WpPOBaHa YacTOTa YJIbTPa3BYKOBBIX H3MeHeE-
HUU OPraHOB MOUYEBBIAEJINTEIbHOU CUCTEMBI HA
mporskenun 12 mec xKusHu (tabua. 5). Orme-
YyeHa Ta JKe TeHJeHIINA JOCTOBEPHOr0 yBeIuue-
HUSA YaCTOTHI YJIBTPA3BYKOBBIX IIPM3HAKOB Ha
MIPOTSIKEeHN U Ha0JIi01aeMoro Iepuoa.

Ananu3 ungopmamuernocmu

YAbmpa3eyKo6ulx NPUIHAKO0E

IIpu npoBegernuu ROC-anHanusa (YyUUTHI-
BaJNUCh YJbTPA3BYKOBBbIE M3MEHEHUS, BBIAB-
JIeHHBLIE B TeueHHe 3 Mec KU3HU) mHpoOpMa-
TUBHOCTb MB30JIMPOBAHHBIX YJIbTPas3BYKOBBIX
M3MeHeHUH rermaTo0nInapHoii CUCTeMEI B [1ra-
raoctTuke CA ObLia HeBbIcOKa. OgHAKO B qud-
(hepeHITMATBHON TNAaTHOCTUKE X0JIecTasa y ae-
Tell IePBBIX 3 MeC *KU3HU UYBCTBUTEJIbHOCTH
YJIBTPa3BYKOBOTO CHMIITOMA “TpPeyrojibHOTO
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Puc. 4. ROC-kpuBasi TecTa “Hajauuue CUMIITOMA
«TpeyrojabHoro pyoma» — BA”. IlosicHeHUsA B TeK-
cre.

pyoma” B muarunoctuxe BA cocrasuiaa 50%,
cuenupuuaocTs — 100% , miIomanb mMom Kpu-
Bout (AUC)— 0,750 (puc. 4). HyBCTBUTEIBHOCTH
JKe M3MEeHEeHUH JKeJIUHOr0 Iy3bIPsS B BHUIE ero
oTcyTCcTBUSA U (POPMBI (PUOPO3HOr0 TAMKA CO-
crasuia 88% , cuenmupuunocts — 72% , AUC —
0,797 (puc. 5). HyBCTBUTEJIBHOCTh CUMIITOMA
“mepumopTaabHoro ¢Gubposa” cocrTaBua
100%, cuenupuuuocts — 88% , AUC — 0,940
(puc. 6). Heo6xoauM0 OTMETUTD, UTO YKA3aH-
Hble BBIIIe NPUBHAKU BU3YaJU3UPOBAJIUCH
Ha GoHEe KJIMHUKHU X0JIecTasa, refaToMerajann
u cmienomeranuu (y 100% mamuentoB ¢ BA
B Bo3pacTe 3 MecC JKU3HM).

OTcyTcTBHE YJIbTPa3BYKOBBIX H3MEHEHUH
CO CTOPOHBI IOUYEK y O00CJIeIOBAHHBIX AeTeil
¢ BA mpu manuuum psaga Hecnernu(prUIeCcKUX
YJAbTPasBYKOBBIX CHMIITOMOB y pPsga Iamu-
eaToB ¢ CA mHa (poHe KIMHUKHU XoJecTasa
BBITJIAAUT OOHAAEKUBAIOIIUM B IJIaHE OIleH-
KM MHOOPMATUBHOCTU IIOUYEUYHBIX KPUTEPUEB.
Pesyabrarsr ROC-ananusa MO4YeYHbBIX YJIbTPa-
3BYKOBBIX IIPUBHAKOB (YUUTHIBAJIUCH yJIbTPA-
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Puc. 5. ROC-xkpusasd Tecra “OTCyTCTBUE BU3YAJIN-
3aIMy °KEeJYHOTO IIy3bIPA WJINW BUBYyaJIM3aIud
JKeJTYHOTO IY3bIPA B BuAe (MUOPO3HOTO TAXKA —
BA”. IloacHeHus B TEKCTE.
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Puc. 6. ROC-kpuBasa Tecra “Hajudue CUMIITOMA
«unepunoprainbaoro Gudposzar — BA”. [loAacHeHus
B TEKCTe.

3BYKOBBbIe M3MEHEHUs, BHIABJIEHHBIE B Tede-
Hue 12 Mec KU3HM) IpHUBeNeHbI B TaOmd. 6.
Ha puc. 7 u 8 mpexacraBiensl ROC-KpuBbIe
Hambosiee THGOPMATUBHBIX TECTOB.

OBCY KJIEHUE

Huddepennuanibuad AUArHOCTHUKA XOJie-
cTasa y JeTell paHHero Bospacra, 00yCJI0BJIEH-
HOTO TAKMMH TSKEeJIbIMU 3a00/IeBAHUSIMHU, KaK
CA u BA, nmeer npuHIIUITHAILHOE 3HAUEHUE.
TakTHKa KJIANHUYECKOTO BeJeHUsS II0J00HBIX
OOJIBHBIX PE3KO OTJIMYaeTcss APYT OT Apyra.
IIpu BA, Korga guartHo3 HEOOXOJWMO IIOCTAa-
BUTH B IIepBbie 2—3 MecC KU3SHU, IIPOBOAUTCS
naJInaTUBHASA OIIePAIUA IOPTOIHTEPOCTOMMU A
no Kacau. 91o xupypruueckoe aeiicTBue mo-
MOraeT B KaKOI-TO CTeIIeH! HAJIAAUTD Iaccak
JKeJur. YJIydIlleHue COCTOSHUS 00JBbHOTO pe-
0eHKa, KOTOpoe B CpeJHeM MOKeT IIPOJ0JI-
JKaTbesa 2—5 Jer, M03BOJISEeT IIoA00paTh JOHO-
pa s eIUHCTBEHHO BO3MOYKHOI'O BapHaHTa
moMoIIK Pe6eHKY — TPAHCIJIAHTAI[UY HeUYeH!U
[12, 22, 23].

IIpu CA omepanusa Kacau He mmeeT cMbIC-
Ja, 6ojiee Toro — oHa BpegHa. B 30% ciyuaes
pebeHKy He0O0X0AUMO Cpa3y MIPOBOAUTDH TPAHC-
IJIAHTAIIUIO TeUueHU. B ocTajdbHBIX Caydasax
TeueHue 00JIe3HU IIPUOOpeTaeT IMANAIINNA Xa-
pakTtep [12, 13].

Ta6auna 6. T'HGOpMaTUBHOCTD YIBTPa3BYKOBBIX UBMEHEHU TOYEK

Tosrmmernie Hapymienne Nupexc
IToxasarennu 9XOTE€HHOCTH Py . Kucrosusie A
KOPTHUKO-MeAYJLIAPHON PEe3UCTEeHTHOCTH
MH(POPMATUBHOCTHA KOPKOBOTO CJIOS M3MeHeHUs
nuddepeHITuPOBKI >0,80
MapeHXMbI
YyBCTBUTEIBHOCTD, % 70 64 32 38
CrnenupuuHoCTh, % 100 100 100 100
AUC 0,850 0,820 0,660 0,690
100 100
80 80
X X
g a4
= [=
3 60Ff S 6ol
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) 0
= =
2 2
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m m
= =
o [&]
o m
> >
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Puc. 7. ROC-kpuBas TecTa “IOBBIIIIEHNE 9XOTEH-

HOCTH KOPKOBOro cJjosg mnapeHxuMbl — CA”.
IlosicHeHmMA B TeKcTe.
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Puc. 8. ROC-kpuBas Tecta “HapyIIeHre KOPTUKO-

MenyansapHoirt guddepennmupoBku — CA”.
IlosicHeHUA B TEKCTE.
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B pesyabTaTe HAIIEro UCCJIEJOBAHUSA OTMeE-
YeHO 3HAUUTEJbHOE yBeJIUYeHUEe pPasMepoB
IIeYEeHU C MOBBINIEHUEM 9X0TreHHOCTH, CUMIITO-
MaMHu “mepunoprajibHOTo Quoposa” u “rpey-
TOJBHOTO PyOIa” u cijieHoMeraJyiueir y 60Jb-
mnHCTBA netelr ¢ BA B mepBble 3 Mec JKU3HMU.
9Tu TNpPU3HAKU OIPENEJSJINCh JOCTOBEPHO
yarre, uem npu CA (P = 0,000001 gnxa scex
cpaBHeHU). BosMoxxHO, 53TO cBsA3aHO ¢ 6oJiee
BBIPAKEHHBIMH MOP(OJOTUUECKUMU H3MeHe-
HuAMHU pu BA, TaKMMU KakK XoJiecras, IIpo-
audepainusa KeJIdHbIX IIPOTOKOB m (hubpos,
KOTOpbIe 3HAYMUTEJNHHO HapacTalT K 3 Mec
JKUBHU ¢ (OPMHUPOBAHWEM HAYAJbHBIX ITPU-
3HAKOB IIupposa meuenu [12, 24, 25].

Oo6paraer Ha cebsa BHUMAHNE BBICOKOCIIE-
MUPUUHBIA CUMIITOM “TpeyrojbHOro pyora”,
KoTOpbIi oTcyTcTByeT y gereir ¢ CA.
YyBCTBUTEJIHHOCTD JAHHOTO YJIBTPa3BYKOBOTO
mpusHaka B fuarsoctuke BA cocrasuiaa 50% ,
cuenupuunocts — 100%, AUC 0,750.
ITo maruabIM S.0O. Choi et al. [26], nuarHocTu-
YyecKas TOYHOCTH STOTO IlapamMeTpa B Auar-
noctuke BA cocraBiser 95% , yBeaInunBasach
1o 100% mpwu coueTaHUU C OTCYTCTBUEM JKeJd-
HOTO TIYy3bIPA WU H3MeHeHHeM ero (popMmbl
U Pa3MepPOB, UTO TaKsKe MOATBEPIKIEHO oTeue-
cTBeHHBIMU aBTopamu [27]. B mamreit pabore y
meteir ¢ BA mocToBepHO yaIllle OTMeYaJInuCh 13-
MEHEHUS JKeJIHOTO My3bIPA B BUIE €TI0 OTCYT-
CTBUSA UJIU ollpeaeaeHus B popme (hruOpo3HOro
Td:Ka. YyBCTBUTENBHOCTH O0BEIUHEHHOTO
mpu3HakKa (OTCYTCTBUE JKeJIUHOI0 MY3bIPA UJIN
dopma B Buze (puOPO3HOTO TsKa) COCTABMIIA
88% mnpu cmenupuuaoctu 72% (AUC -
0,797). A.P. Tan Kendrick et al. [28] n1a nua-
THOCTUKY DA BBIIENIUJIN TPUAAY CUMIITOMOB,
BKJIIOUAIOIIUX CHUMIITOM “TpPeyroJbHOro pyo-
1ma”, n3MeHeHHbId BHYTPEHHUU KOHTYP CTEH-
KM KEeJUYHOTO My3bIPSd U CUMIOTOM “IepuIop-
TaJbHOTOo (prudposa”.

ITpu CA mo maHHBIM HAIIETO UCCJIeOBAHUS
yJIbTPa3BYKOBBIE IPU3HAKYU CO CTOPOHBI rema-
TOOMJIMAPHOM CHCTEMBI BCTPEUAJIUCH TOCTO-
BEPHO peKe U ObLIM MeHee BBIpasKeHbI, UTo,
BO3MOJKHO, CBSIBAHO C MEJIEHHBIM IIPOTPECCHU-
poBaHUEeM IIOpasKeHUs IedeHu. [0 HaHHBIM
JUTEePaTyphl, MOpPQOJOoTHYEeCKHe H3MEeHEeHUS
y ImeTell ¢ TUIOILIaduell BHYTPUIEUYEHOUHBIX
JKeJUYHBIX IIPOTOKOB B BHUAE YMEHBIIEHUS
KOJIMYeCTBa MEKI0JbKOBBIX BHYTPUIIEUEHOU-
HBIX IOPTAJbHBIX TPaKTOB, IIOPTAJBLHOTO
U TIepucuHycougaJabHoOro Gudposa ompeaess-
I0TCS y OOJIBIIIMHCTBA AeTeill K 6 Mec »KU3HU

[12, 14, 29]. ITlo muenuio Y. Mizuguchi [30],
MpU3HAKMW XOJiecTasda B MEPBBIM ToJ KU3HU
y nmereii ¢ CA Moryr OBITH BbIpaskKeHHBIMH,
ONHAKO B JaJIbHEHIIIeM BO3MOKHO yMeHBIIIe-
HIe U JasKe paspellleHue mpoiiecca. Y HeKOTO-
PBIX JKe MAIlMeHTOB AYKTOIEeHUS He IPOABJIA-
eTcs IO TpexJieTHero Bospacra, mostomy CA
He MOKeT ObITh UCKJII0UeH MOP(OIOTuUecKUM
MeTOJOM B paHHeM nercTie [13].

WsMmeHeHUA KEJTUHOTO IIy3BIPSA Yy JIeTel ¢
CA B HameM o0cjiefOBAaHUU TaKyKe UMeJINn
cBOU 0coOeHHOCTH. JKe/uHbIH IIy3bIPh JTOCTO-
BepHO duaIllle OblJ OOBIYHBIX Pa3MepOB, C Je-
(hopmarmeii 3a cueT MHOYKECTBEHHBIX II€Peru-
608 u mepers:kexk (P = 0,000001). YiasTpa-
3BYKOBBIEe U3MEHEHUS OPTaHOB rernaToouInap-
HOM cuCTEeMbI U cejie3eHKH y namueHToB ¢ CA
B OTE€UEeCTBEHHOI U 3apy0Oe:KHOH JuTeparype
[0 HACTOSAIIer0 BpeMeHU II0POOHO He u3yue-
Hel. Toapxo mo maHEbIM P. Subramaniam
et al. [31], y 28% mamueHTOB ¢ II0J03pEeHUEM
Ha CA BBISBJIEHBI OTCYTCTBHUE KEJIUYHOTO ITy-
3bIPA ¥ TUIOIJIA3US.

Takum o0pasom, cpaBHUBasA U3MEHEHUS
remaToOMJIMAPHON CUCTEMBI U CEJIe3eHKU IIPU
CA u BA, M0XHO yTBep:KIaTh 0 0ojiee 3Ha-
YUMBbIX m3MeHeHuAX npu BA. YUrto xacaercs
IIaTOJIOTUM APYTUX OPTraHOB U CUCTEM, TO IIPU
CA zamMeTHO yarre BbIABIAIOTCSI U3MEHEHU CO
CTOPOHBI CEPIEYHO-COCYAUCTOMN CUCTEMBI 1 T10-
yeK. B Halllem mcciie[oBaHUY reMOJuHAMUUe-
CKU He3HAUMMBIA HepudepuydecKuil CTeHO3
u (Nau) TUOOMJIA3WsA BEeTBell JIETOYHOM apTe-
pun OblIu 3adurcupoBausl B 94% ciayuaes.
ITo maHHBIM 3apy0e:KHBIX aBTOPOB, 3THU IIOPO-
KU BcTpeuaiorca y 67—76% 6Goapabix CA [15].

Oco0eHHO TpPUBJIEKATEJIbHBIMU AJA Aud-
(hepeHIIMATBHON AUATHOCTUKU CTAJU BBISB-
JIeHHBbIe HaMU M3MeHEeHUS MOYeK, ITPOABJIAIO-
mueca K 3 Mec JKU3HU C IOCJeIYIOIIUM JOCTO-
BEPHBIM YyBeJWUEHWEeM dYacTOThl K 12 mMec
(P ot 0,0295 no 0,0001). IIpu BA usmenenus
CO CTOPOHBI IIOUYEK OTCYyTCTBOBaJsiu. IIOBBI-
IIeHre dXOTEeHHOCTU KOPKOBOTO CJIOA ITapeH-
XUMbl U HapyIlIeHWe KOPTUKO-MeIyJIAPHOM
nuddepeHITTPOBKY (COKpAIlleHe KOJIUYeCTBa
MUPaMUL BILIOTH A0 MOJHOTO OTCYTCTBUS HUX
BUByaJu3aluu, udMeHeHre ()OPMbI TUPAMU)
Ha (hoHe KIMHUKU X0JIeCTasa UMeIOT JOCTaTOu-
HO BBICOKYIO YUyBCTBUTEJBHOCTH (70 m 64%)
Ha goue 100% -ii cunenuduunocTu. B ucciemno-
pauuu B.M. Kamath et al. [19] uyBcTBUTEB-
HOCTH IIOBBIIIEHUA SXOTE€HHOCTHU IapeHXMWMbI
MMOYEeK C HaJU4YneM WU 63 KMCTO3HBIX BKJIIO-
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yenuii cocrasuiaa 59% y obciemoBaHHBIX
crapite 2 jger. Takum 00pasom, HAIIIK PE3yJIb-
TaThl He IIPOTHUBOPEUYAT JUTEPATYPHBIM TaH-
HBIM ¥ JOKA3bIBAIOT MUATHOCTHUUYECKYIO BaXK-
HOCTD BBISIBJIEHHBIX VIbTPA3BYKOBBIX U3MeEHEe-
HuM nouek y gereit ¢ CA.

SARJIIOYEHHE

1) YabTpasByKOBbIEe NPU3HAKY ITOPANKEHUS
rernaToO0MIMapHON CUCTeMBI 1 CeJIE3eHKU Y JIe-
reit ¢ CA He aBiaAioTCA cueliu(pnIecCKUMU KPU-
repuaMu. OJHAKO OHU UTPAIOT BAXKHYIO POJIb
B nuddepeHIInaIbHON AUATHOCTUKE C TAKOM
HamboJIee TAKeJI0N aHOMaInell pa3BUTUSA BHE-
MMeYeHOUHBIX JKEJUHBIX MIPOTOKOB, Kak DBA,
KoTopasi TpedyeT CBOeBPEeMEHHON Xupypruye-
CKOM KOPPEKI[UH.

2) UyBCTBUTEIBLHOCTD YIbTPA3BYKOBOT'O CHIM-
nToMa “TpeyroJibHOro pyobra” B AUArHOCTUKE
BA cocrasuiaa 50% , cuenuduunocts — 100% ,
AUC - 0,750; nsmMeHeHUIT KeJTYHOTO MYy3bIPA B
BUZE €ro OTCYTCTBUA W (POPMBI (PrOPO3HOro
rsxxa — 88%, 72%, 0,797; cumnroma “mepu-
noprajabsHoro guoposa” — 100%, 88%, 0,940.
Vkaszanuble NTPU3HAKU BU3YAJIN3UPOBAJINCH
Ha (poHE KIWMHUKU X0JIeCTasa, relraToMeraaiuy u
crmenomerasuu (y 100% mnarmuenTor ¢ BA).

3) Ina nmuarmoctukm CA y mHOanueHTOB
C KJWHUKON XoJecTasa BBIABJIEHBI BBICOKO-
cuenuduunbie (100% ) yabTpasByKoBbIE IIPU-
3HAKU U3MEHEHUS IIOUEK B BUJE IIOBBLIIIEHUA
9XOTE€HHOCTH KOPKOBOTO CJIOA HapeHXWUMBI
W HAPYIIeHUS KOPTUKO-MenyaaapHoi gudde-
PEHIIUPOBKY, XapaKTePU3YIOIIHeCd JOCTATOU-
HO BBICOKMMU IU(ppaMy UyBCTBUTEIHLHOCTHU
(70 1 64% cooTBeTcTBeHHO). [[aHHBIE PE3YJIb-
TaTbl OAOT BO3MOYKHOCTH PEKOMEHIOBaTh
WCIIOJIb30BAHMWE BBHIABJIEHHBIX TNIPU3HAKOB
B quarHoctuke CA Hapsany ¢ IpyruMu JuarHo-
CTUUYECKUMU KPUTEPUAMU.

4) OTMeueHHbBIE ITPU YIbTPA3BYKOBOM HCCJIe-
MOBaHUM WM3MEHEeHUs OPraHoB TIelaTo0ouJImap-
HOM CHCTEMBI U CeJIe3eHKH, CEPIeUHO-COCYIU-
CTOA M MOUEBBIEJINTEJbLHONA CUCTEM IAIOT IIO-
JIe3HyI0 mHMOPMAITIO AJ1d nudepeHIInaaIbHOn
IVWATHOCTUKHU M afeKBaTHON TaKTUKW BeJeHUS
TIaIeHTOB PAHHET0 BO3PacTa C X0JIeCTa30M.

CIINCOK JINTEPATYPbBI

1. Danks D.M., Campbell P.E., Jack I., Rogers J.,
Smith A.L. Studies of the aetiology of neonatal
hepatitis and biliary atresia // Arch. Dis. Child.
1977. V. 52. No. 5. P. 360-367.

50

10.

11.

12.

13.

14.

Figiel S.C., Franco A., Pucar D., Lewis K.N.,
Lee J.R. Paucity of biliary ducts: A rare etiology of
neonatal cholestasis // J. Radiol. Case Rep. 2012.
V. 6. No. 2. P. 29-38. Doi: 10.3941/jrcr.v6i2.892.
Alagille D., Estrada A., Hadchouel M., Gautier M.,
Odievre M., Dommergues J.P. Syndromic paucity
of interlobular bile ducts (Alagille syndrome or
arteriohepatic dysplasia): review of 80 cases // J.
Pediat. 1987. V. 110. No. 2. P. 195-200.

Warthen D.M., Moore E.C., Kamath B.M.,
Morrissette J.J., Sanchez-Lara P.A., Piccoli D.A.,
Krantz I.D., Spinner N.B. Jaggedl (JAG1) muta-
tions in Alagille syndrome: increasing the mutation
detection rate // Hum. Mutat. 2006. V. 27. No. 5.
P. 436-443.

McDaniell R., Warthen D.M., Sanchez-Lara P.A.,
Pai A., Krantz 1.D., Piccoli D.A., Spinner N.B.
NOTCH2 mutations cause Alagille syndrome, a het-
erogeneous disorder of the notch signaling path-
way // Am. J. Hum. Genet. 2006. V. 79. No. 1.
P.169-173.

Alagille D., Borde J., Habib E.C., Thomassin N.
Surgical attempts in atresia of the intrahepatic bile
ducts with permeable extrahepatic bile duct. Study
of 14 cases in children // Arch. Fr. Pediatr. 1969.
V. 26. No. 1. P. 51-71.

Watson G.H., Miller V. Arteriohepatic dysplasia:
familial pulmonary arterial stenosis with neonatal
liver disease // Arch. Dis. Child. 1973. V. 48. No. 6.
P. 459-466.

Alagille D., Odievre M., Gautier M., Dommer-
gues J.P. Hepatic ductular hypoplasia associated
with characteristic facies, vertebral malforma-
tions, retarded physical, mental, and sexual devel-
opment, and cardiac murmur // J. Pediatr. 1975.
V. 86. No. 1. P. 63-71.

Oda T., Elkahloun A.G., Pike B.L., Okajima K.,
Krantz I.D., Genin A., Piccoli D.A., Meltzer P.S.,
Spinner N.B., Collins F.S., Chandrasekharappa S.C.
Mutations in the human Jaggedl gene are respon-
sible for Alagille syndrome // Nat. Genet. 1997.
V. 16. No. 3. P. 235-242.

Herckasa racrposnreposiorus / Ilox pexg. A.A. Bapa-
woBa, E.B. Kiuummamckoii, I'.B. Pumapuyk. M.:
HIT3I PAMH, 2002. 592 c.

Myxwuna IO.T'., HerrapeBa A.B., Moposos U.A.,
Tymanosa E.JI., Tamamnaes A.I'. IlaTodusuosio-
rMYecKue OCHOBBI (DOPMUPOBAHUSA HEOHATAJIHLHOTO
xosecrada // TIacrposureposorusa. 2003. T. 3.
C.179-191.

Herrapesa A.B. [TuddepeHnuansbHas AUarHOCTUKA
W MPUHIUNOBI STHOMNATOT€HETUYECKOTO JIEUEHUS
3a001€BaHUII II€UEeHU U JKEJYHBIX IIyTell y HOBO-
POXKIEeHHBIX U JeTeil paHHero Boapacra: [uc. ..
IOKT. men. Hayk. M.: PITMYV, 2008. 237 c.
Upsimkus O.E., Unsuackuit 1.M., lHupyasHUKO-
Ba 0.M. I'unoniasusa BHYTPUIIEUEHOUHBIX MKETUHBIX
TPOTOKOB // BecTHUK TpPaHCIJIAHTOJIOTUU U UCKYC-
cTBeHHBIX opranos. 2013. T. 15. Ne 2. C. 123-134.
Doi: 10.15825/1995-1191-2013-2-123-134.
Emerick K.M., Rand E.B., Goldmuntz E.,
Krantz I.D., Spinner N.B., Piccoli D.A. Features
of Alagille syndrome in 92 patients: frequency and
relation to prognosis // Hepatology. 1999. V. 29.
No. 3. P. 822-829.



YNibTpa3BykoBOE UCC/IEA0BaHNE B ANArHOCTUKE CUHAPOMAE ANaXusisis

E.A. ®unnnnosa n coasT.

15.

16.

17.

18.

19.

20.

21.

22.

23.

24.

25.

26.

27.

28.

McElhinney D.B., Krantz I.D., Bason L.,
Piccoli D.A., Emerick K.M., Spinner N.B., Gold-
muntz E. Analysis of cardiovascular phenotype and
genotype-phenotype correlation in individuals with
a JAG1 mutation and/or Alagille syndrome //
Circulation. 2002. V. 106. No. 20. P. 2567-2574.
Kamath B.M., Spinner N.B., Emerick K.M.,
Chudley A.E., Booth C., Piccoli D.A., Krantz I.D.
Vascular anomalies in Alagille syndrome: a signifi-
cant cause of morbidity and mortality // Circulation.
2004. V. 109. No. 11. P. 1354-1358.

Turnpenny P.D., Ellard S. Alagille syndrome:
pathogenesis, diagnosis and management // Eur.
J. Hum. Genet. 2012. V. 20. No. 3. P. 251-257.
Doi: 10.1038/ejhg.2011.181.

Kamath B.M., Spinner N.B., Rosenblum N.D.
Renal involvement and the role of Notch signal-
ling in Alagille syndrome // Nat. Rev. Nephrol.
2013.V.9. No. 7. P. 409-418.

Doi: 10.1038/nrneph.2013.102.

Kamath B.M., Podkameni G., Hutchinson A.L.,
Leonard L.D., Gerfen J., Krantz 1.D., Piccoli D.A.,
Spinner N.B., Loomes K.M., Meyers K. Renal
anomalies in Alagille syndrome: a disease-defining
feature // Am. J. Med. Genet. A. 2012. V. 158A.
No. 1. P. 85-89. Doi: 10.1002/ajmg.a.34369.
Habib R., Dommergues J.P., Gubler M.C.,
Hadchouel M., Gautier M., Odievre M., Alagille D.
Glomerular mesangiolipidosis in Alagille syndrome
(arteriohepatic dysplasia) // Pediatr. Nephrol.
1987. V. 1. No. 3. P. 455-464.

Benoit G., Sartelet H., Levy E., Boule M.E.,
Alvarez F., Abed L., Merouani A. Mesangiolipidosis
in Alagille syndrome — relationship with apolipo-
protein A-I // Nephrol. Dial. Transplant. 2007.
V. 22. No. 7. P. 2072-2075.

Dehghani S.M., Haghighat M., Imanieh M.H.,
Geramizadeh B. Comparison of different diagnostic
methods in infants with Cholestasis // World J.
Gastroenterol. 2006. V. 12. No. 36. P. 5893-5896.
Gauthier F., Luciani J.L., Chardot C., Branche-
reau S., de Dreuzy O., Lababidi A., Montupet P.,
Dubousset A.M., Huault G., Bernard O., Valayer J.
Determinants of life span after Kasai operation at
the era of liver transplantation // Tohoku J. Exp.
Med. 1997. V. 181. No. 1. P. 97-107.

Balistreri W.F., Grand R., Hoofnagle J.H.,
Suchy F.J., Ryckman F.C., Perlmutter D.H.,
Sokol R.J. Biliary atresia: current concepts and
research directions. Summary of a symposium //
Hepatology. 1996. V. 23. No. 6. P. 1682-1692.
Hadchouel M. Paucity of interlobular bile ducts //
Semin. Diagn. Pathol. 1992. V. 9. No. 1. P. 24-30.
Park W.H., Choi S.0O., Lee H.J. The ultrasono-
graphic “triangular cord” coupled with gallbladder
images in the diagnostic prediction of biliary atre-
sia from infantile intrahepatic cholestasis // J.
Pediatr. Surg. 1999. V. 34. No. 11. P. 1706-1710.
Turosa E.A. YViabTpasByKoBas SUArHOCTUKA OUJIN-
apHOIl arpe3uu y gereii: luc. ... KaHj. MeJI. HaVK.
M.: PMAIIO, 2009. 126 c.

Tan Kendrick A.P., Phua K.B., Ooi B.C., Tan C.E.
Biliary atresia: making the diagnosis by the gall-
bladder ghost triad // Pediatr. Radiol. 2003. V. 33.
No. 5. P. 311-315.

29.

30.

31.

Hadchouel M., Hugon R.N., Gautier M. Reduced
ratio of portal tracts to paucity of intrahepatic
bile ducts // Arch. Pathol. Lab. Med. 1978. V. 102.
No. 8. P. 402.

Mizuguchi Y. Liver Biopsy in Modern Medicine.
InTech, 2011. Pesxum moctyma: // https://www.
intechopen.com/books/citations/liver-biopsy-in-
modern-medicine, cBoGogHBI. 3ary. ¢ sKpaHa.
10.06.2016.

Subramaniam P., Knisely A., Portmann B., Qure-
shiS.A., Aclimandos W.A., KaraniJ.B., Baker A.J.
Diagnosis of Alagille syndrome-25 years of experi-
ence at King’s College Hospital // J. Pediatr.
Gastroenterol. Nutr. 2011. V. 52. No. 1. P. 84-89.
Doi: 10.1097/MPG.0b013e3181f1572d.

REFERENCES

Danks D.M., Campbell P.E., Jack I., Rogers J.,
Smith A.L. Studies of the aetiology of neonatal
hepatitis and biliary atresia // Arch. Dis. Child.
1977. V. 52. No. 5. P. 360-367.

Figiel S.C., Franco A., Pucar D., Lewis K.N.,
Lee J.R. Paucity of biliary ducts: A rare etiology of
neonatal cholestasis // J. Radiol. Case Rep. 2012.
V. 6. No. 2. P. 29-38. Doi: 10.3941/jrcr.v6i2.892.
Alagille D., Estrada A., Hadchouel M., Gautier M.,
Odievre M., Dommergues J.P. Syndromic paucity
of interlobular bile ducts (Alagille syndrome or
arteriohepatic dysplasia): review of 80 cases // J.
Pediat. 1987. V. 110. No. 2. P. 195-200.

Warthen D.M., Moore E.C., Kamath B.M., Morri-
ssette J.J., Sanchez-Lara P.A., Piccoli D.A.,
Krantz I.D., Spinner N.B. Jaggedl (JAG1) muta-
tions in Alagille syndrome: increasing the mutation
detection rate // Hum. Mutat. 2006. V. 27. No. 5.
P. 436-443.

McDaniell R., Warthen D.M., Sanchez-Lara P.A.,
Pai A., Krantz 1.D., Piccoli D.A., Spinner N.B.
NOTCH2 mutations cause Alagille syndrome,
a heterogeneous disorder of the notch signaling
pathway // Am. J. Hum. Genet. 2006. V. 79. No. 1.
P.169-173.

Alagille D., Borde J., Habib E.C., Thomassin N.
Surgical attempts in atresia of the intrahepatic
bile ducts with permeable extrahepatic bile duct.
Study of 14 cases in children // Arch. Fr. Pediatr.
1969. V. 26. No. 1. P. 51-171.

Watson G.H., Miller V. Arteriohepatic dysplasia:
familial pulmonary arterial stenosis with neonatal
liver disease // Arch. Dis. Child. 1973. V. 48. No. 6.
P. 459-466.

Alagille D., Odievre M., Gautier M., Dommer-
gues J.P. Hepatic ductular hypoplasia associated
with characteristic facies, vertebral malforma-
tions, retarded physical, mental, and sexual devel-
opment, and cardiac murmur // J. Pediatr. 1975.
V. 86. No. 1. P. 63-71.

Oda T., Elkahloun A.G., Pike B.L., Okajima K.,
Krantz I.D., Genin A., Piccoli D.A., Meltzer P.S.,
Spinner N.B., Collins F.S., Chandrasekharappa S.C.
Mutations in the human Jaggedl gene are respon-
sible for Alagille syndrome // Nat. Genet. 1997.
V. 16. No. 3. P. 235—-242.

51



YJIbTPA3BYKOBAS V1 ®YHKLIMOHAJIBHAS IMATHOCTUKA

Ne 5, 2017

MN3AATENANBCTBO

BMNAAP

MEAVNUWHCKAS
ANTEPATYPA

VHTEPHET-MAIA3IH
http://vidar.ru/

|/ IHTEpHET-MarasyH [/13A3TeAbCTsa «BrAap»
NPEAAAraeT CBOVIM NOKYNaTeASIM
NPOMECCIOHAABHYIO MEAVLIVHCKYIO
AATEPATYPY MO V3AGTEALCKVM LieHaM!

Mkl MpeAraraem BaM HECKOABKO BapUaHTOB
AOCTaBKW: CaMOBBIBO3, AOCTaBKa KypbepOM
no Mockse, AOCTaBKa NOHTONM B APYrie
per1oHbl.

>Kaewm Bac Ha HaleM NHTepHeT-pecypce.
Takke Bel CMOXKETe O(OPMUTL MOAMUCKY
Ha elLe He BhILUeALIVIE V3A3HIAS 1 KYMIATL VX
no Bonee BbIrOAHOW LieHe!

KOHTaKTbI:
+7-495-768-0434; +7-495-589-8660

52

10.

11.

12.

13.

14.

15.

16.

17.

18.

19.

20.

21.

22.

23.

Pediatric Gastroenterology / Ed. by A.A. Baranov,
E.V. Klimanskaya, G.V. Rimarchuk. Moscow:
SCPH, 2002. 592 p. (Book in Russian)

Mukhina Yu.G., Degtyareva A.V., Morozov I.A.,
Tumanova E.L., Talalaev A.G. Pathophysiology
in neonatal cholestasis // Gastroenterology. 2003.
V.3.P.179-191. (Article in Russian)

Degtyareva A.V. Differential diagnosis and treat-
ment of liver and biliary tract diseases in newborns
and infants. PhD Thesis, RSMU, Russia, 2008.
237 p. (PhD Thesis in Russian)

Iryshkin O.E., Iljinsky I.M., Tsirulnikova O.M.
Paucity of intrahepatic bile ducts // Russian
Journal of Transplantology and Artificial Organs.
2013.V. 15. No. 2. P. 123-134.

Doi: 10.15825/1995-1191-2013-2-123-134.
(Article in Russian)

Emerick K.M., Rand E.B., Goldmuntz E.,
Krantz 1.D., Spinner N.B., Piccoli D.A. Features
of Alagille syndrome in 92 patients: frequency and
relation to prognosis // Hepatology. 1999. V. 29.
No. 3. P. 822-829.

McElhinney D.B., Krantz I.D., Bason L.,
Piccoli D.A., Emerick K.M., Spinner N.B., Gold-
muntz E. Analysis of cardiovascular phenotype and
genotype-phenotype correlation in individuals with
a JAG1 mutation and/or Alagille syndrome //
Circulation. 2002. V. 106. No. 20. P. 2567-2574.
Kamath B.M., Spinner N.B., Emerick K.M.,
Chudley A.E., Booth C., Piccoli D.A., Krantz I.D.
Vascular anomalies in Alagille syndrome: a signifi-
cant cause of morbidity and mortality // Circulation.
2004. V. 109. No. 11. P. 1354-1358.

Turnpenny P.D., Ellard S. Alagille syndrome:
pathogenesis, diagnosis and management // Eur.
J. Hum. Genet. 2012. V. 20. No. 3. P. 251-257.
Doi: 10.1038/ejhg.2011.181.

Kamath B.M., Spinner N.B., Rosenblum N.D. Renal
involvement and the role of Notch signalling in
Alagille syndrome // Nat. Rev. Nephrol. 2013. V. 9.
No. 7. P.409-418. Doi: 10.1038 /nrneph.2013.102.
Kamath B.M., Podkameni G., Hutchinson A.L.,
Leonard L.D., Gerfen J., Krantz I.D., Piccoli D.A.,
Spinner N.B., Loomes K.M., Meyers K. Renal
anomalies in Alagille syndrome: a disease-defining
feature // Am. J. Med. Genet. A. 2012. V. 158A.
No. 1. P. 85-89. Doi: 10.1002/ajmg.a.34369.
Habib R., Dommergues J.P., Gubler M.C.,
Hadchouel M., Gautier M., Odievre M., Alagille D.
Glomerular mesangiolipidosis in Alagille syndrome
(arteriohepatic dysplasia) // Pediatr. Nephrol.
1987. V. 1. No. 3. P. 455-464.

Benoit G., Sartelet H., Levy E., Boule M.E.,
Alvarez F., Abed L., Merouani A. Mesangiolipidosis
in Alagille syndrome — relationship with apolipo-
protein A-I // Nephrol. Dial. Transplant. 2007.
V. 22. No. 7. P. 2072-2075.

Dehghani S.M., Haghighat M., Imanieh M.H.,
Geramizadeh B. Comparison of different diagnostic
methods in infants with Cholestasis // World J.
Gastroenterol. 2006. V. 12. No. 36. P. 5893-5896.
Gauthier F., Luciani J.L., Chardot C., Branche-
reau S., de Dreuzy O., Lababidi A., Montupet P.,
Dubousset A.M., Huault G., Bernard O., Valayer J.
Determinants of life span after Kasai operation



YNibTpa3BykoBOE UCC/IEA0BaHNE B ANArHOCTUKE CUHAPOMAE ANaXusisis

E.A. ®unnnnosa n coasT.

24.

25.

26.

27.

at the era of liver transplantation // Tohoku J.
Exp. Med. 1997. V. 181. No. 1. P. 97-107.
Balistreri W.F., Grand R., Hoofnagle J.H.,
Suchy F.J., Ryckman F.C., Perlmutter D.H.,
Sokol R.J. Biliary atresia: current concepts and
research directions. Summary of a symposium //
Hepatology. 1996. V. 23. No. 6. P. 1682-1692.
Hadchouel M. Paucity of interlobular bile ducts //
Semin. Diagn. Pathol. 1992. V. 9. No. 1. P. 24-30.
Park W.H., Choi S.0., Lee H.J. The ultrasono-
graphic “triangular cord” coupled with gallbladder
images in the diagnostic prediction of biliary atre-
sia from infantile intrahepatic cholestasis // J.
Pediatr. Surg. 1999. V. 34. No. 11. P. 1706-1710.
Titova E.A. Ultrasound in diagnosis of biliary atre-
sia in infants. PhD Thesis, RMAPE, Russia, 2009.
126 p. (PhD Thesis in Russian)

28.

29.

30.

31.

Tan Kendrick A.P., Phua K.B., Ooi B.C., Tan C.E.
Biliary atresia: making the diagnosis by the gall-
bladder ghost triad // Pediatr. Radiol. 2003. V. 33.
No. 5. P. 311-315.

Hadchouel M., Hugon R.N., Gautier M. Reduced
ratio of portal tracts to paucity of intrahepatic bile
ducts // Arch. Pathol. Lab. Med. 1978. V. 102.
No. 8. P. 402.

Mizuguchi Y. Liver Biopsy in Modern Medicine,
https://www.intechopen.com/books/citations/liv-
er-biopsy-in-modern-medicine (2011, accessed 10
July 2016).

Subramaniam P., Knisely A., Portmann B., Qure-
shiS.A., Aclimandos W.A., KaraniJ.B., Baker A.J.
Diagnosis of Alagille syndrome-25 years of experi-
ence at King’s College Hospital // J. Pediatr.
Gastroenterol. Nutr. 2011. V. 52. No. 1. P. 84—-89.
Doi: 10.1097/MPG.0b013e3181f1572d.

Ultrasound in Alagille syndrome diagnosis
E A. Filippova!, M.I. Pykov?, V.E. Rychkova?, A.V. Degtyareva!, A.A. Puchkova'

I Research Center for Obstetrics, Gynecology and Perinatology, Moscow

2 Russian Medical Academy of Continuous Professional Education, Moscow

E.A. Filippova — M.D., Ph.D., Head of Ultrasound Diagnostics Department in Neonatology and Pediatry, Research
Center for Obstetrics, Gynecology and Perinatology, Moscow. M.I. Pykov — M.D., Ph.D., Professor, Director,
Division of Pediatric Radiology, Russian Medical Academy of Continuous Professional Education, Moscow.
V.E. Rychkova — M.D., Ph.D. fellow, Division of Pediatric Radiology, Russian Medical Academy of Continuous
Professional Education, Moscow. A.V. Degtyareva — M.D., Ph.D., Professor, Head of Department of Neonatology
and Pediatry, Research Center for Obstetrics, Gynecology and Perinatology, Moscow. A.A. Puchkova — M.D., Ph.D.,
Head of Pediatric Department, Research Center for Obstetrics, Gynecology and Perinatology, Moscow.

50 patients with Alagille syndrome (first group) and 80 patients with biliary atresia (second group )
were investigated in the 2000—-2016 period. A retrospective analysis of hepatobiliary system, spleen,
cardiovascular, and urinary systems ultrasound results was done. The age of the children at admission
was 1 month of life. Ultrasound examinations of hepatobiliary system and spleen were carried out at the
age of 1, 2 and 3 months of life; cardiovascular system — 1-3 months; urinary system — 1, 2, 3, 6 and
12 months. When carrying out ROC-analysis the ultrasound changes of hepatobiliary system, identified
within three months of life, were taken into account. Diagnostic value of an isolated hepatobiliary sys-
tem ultrasound pathologic signs in Alagille syndrome diagnosis was low. However, the sensitivity of
ultrasound “triangular cord” sign in biliary atresia diagnosis was 50%, specificity — 100%, AUC — 0.750.
The sensitivity of gallbladder absence or fibrous cord gallbladder form sign in biliary atresia diagnosis
was 88%, specificity — 72%, AUC — 0.797. The sensitivity of diffuse periportal echogenicity sign in the
biliary atresia diagnosis was 100%, specificity — 88% and AUC — 0.940. It should be noted that above
mentioned signs were found on background of cholestasis, hepatomegaly and splenomegaly (100%
patients with biliary atresia at the age of 3 months old ). Pathologic changes of kidneys, manifested by
3 months of life, were significantly increasing in occurrence frequency by 12 months (P from 0.0295 to
0.0001 ). In biliary atresia ultrasound changes in the kidneys were absent. Iincreased renal echogenicity,
decreased corticomedullary differentiation on background of cholestasis have a relatively high sensitiv-
ity (70% and 64% respectively ) and 100% specificity in the diagnosis of Alagille syndrome (ultrasound
signs identified at 12 months of life). Ultrasound findings in hepatobiliary system organs and spleen,
cardiovascular and urinary systems provide useful information for differential diagnosis and adequate

treatment of infants with cholestasis.

Key words: ultrasound diagnostics, cholestasis, Alagille syndrome, biliary atresia, “triangular cord”,
diffuse periportal echogenicity, increased renal echogenicity, reduced corticomedullary differentia-

tion, infants.
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