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Pesiome

CUHLPOM CTyLLEHMS XKENUM, UM BUANAPHBIA CNALLK, BbI3bIBAOLLMIA OBCTPYKLMIO OBLLETO KENYHOro NPOTOKa M HapyLleHWe naccaxa
XENYU B ABEHALLATUNEPCTHYIO KMLLKY, 3aHUMAeT BTOPOe MEeCTO CPefu «XMPYPruyYecKUX XKENTyx» Yy HOBOPOXAEHHbLIX U LeTel
paHHero Bo3pacTa. PaHHAg MarHOCTMKa CMHAPOMA HeobXoaMMa A1 CBOEBPEMEHHOMO NPOBEAEHUS KOHCEPBATMBHOW Tepanuu,
no3Bonstolein M3bexarb onepaTMBHOMO BMeLIATeNbCTBa M TaKMX OCIOXKHEHWIA, KaK OCTPbIA MaHKPeaTWT, OCTPbIA XONeLMCTHT,
Xen4yHokameHHas 6onesHb. K dhaktopam pucka CMHAPOMA CryLLeHUs XKenyu OTHOCATCS HEeAO0HOLEeHHOCTb, IKCTPEMabHO HU3Kas
Macca Npv poXAEHWUM, AIUTENbHOE NapeHTepanbHOe NUTaHWe, Ha3HaYeHWe AMypeTUKOB, LedanocnopuHos |l nokonexus. B cny-
4ae yrposbl GUAMapHOro cnamka nokasaHo nposeneHne Y3M opraHoB HGpIOLWHON NONOCTU B AIMHAMUKE U BbISIBNEHWE XapaKTep-
HbIX /1% 3TOr0 CMHLPOMA NPU3HAKOB: AMnaTauum OB6LLEro XenyHoro npotoka bonee 3 MM, HanM4Me HEOLHOPOAHOrO 0Cajka B
XENYHOM My3blpe M 06LLEM XEeN4yHOM MNpoToKe. B cTaTbe faeTcs KAMHMYECKMit pa3bop ciyvas CMHAPOMA CryLeHUs Kenyu y
[leBOYKM, POAMBLUEINCS C 3KCTPEMANbHO HU3KOM MACCOM M recTalMoHHbIM Bo3pacToM 29 Hen. COCTOSHME HOBOPOXAEHHOM Mpw
POXAEHWUM OYeHb Tskenoe. TaKecTb COCTOAHUS 00yC0BNEeHA CMHAPOMOM AbIXaTeNbHbIX PacCTPOMCTB 1-ro TMNa, Cpasy xe WUHTY-
6upoBaHa, Havyata MBJ1. B Bo3pacte 1 mec. 10 nHelt aeBoYka nepeBeaeHa M3 OTAENEHUS peaHUMALLMU U UHTEHCMBHOW Tepanuu
B OTAENEHNE AN HOBOPOXAEHHbLIX. 10 AaHHbIM Y3W KenyHblit ny3bipb 0BanbHOM GopMbl, pasmepamu 26 X 6 MM, 06beMOM
0,5 Mn, umeeTcs NabunbHbIi nepernd B 061aCTH TeNa U LWeRKKM, CTEHKM YTONLLEHbI 0 2 MM, CIOUCTbIE, MOBbILIEHHOM 3XOreHHOCTY,
B NPOCBETE rMNep3IXoreHHOe COAEPXKMMOE (3aMa3ko0bpa3Has Kenyb), YTo MO3BONNNO CAENATb BbIBOL, O HANMUYMM CUHAPOMA Cry-
weHmns xenyun. Cpasy xe nocne Y3M HasHaveHa ypcope3okcuxoneBas kucnota 20 mr/kr/cyt, cnycta 10 aHelt fo3a npenapata
6bina yBenunyeHa no 30 mr/kr/cyt. Cnycta aBe Henenu pebeHok Obln BbiMMCAH LOMOKW B YAOBNETBOPWUTEbHOM COCTOSIHUM Be3
NPU3HAKOB CMHAPOMA CryLLeHMS Xenyu. 3HaHue GakTOpOB puCKa OMIMAPHOro Crnagxa Mo3BONSET CBOEBPEMEHHO Ha3HaYWTb
MHCTpyMeHTanbHoe obcnefoBaHWe, 0b6ecneynTb paHHIOW AMArHOCTMKY M Ha3HAYeHWe KOHCEPBATMBHOW Tepanuu, UCKIKYWUTb
XUPYpruyeckune MeTonbl NeveHus.
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Abstract

Bile thickening syndrome or biliary sludge causing obstruction of the common bile duct and impaired passage of bile into the
duodenum ranks second among “surgical jaundice” in newborns and young children. The syndrome should be diagnosed early
to conduct timely conservative treatment to avoid surgical intervention and complications such as acute pancreatitis, acute
cholecystitis, cholelithiasis. Risk factors for bile thickening syndrome include prematurity, extremely low birth weight, long-
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term parenteral nutrition, administration of diuretics, third generation cephalosporins. If a threat of biliary sludge arises, repeat
abdominal ultrasound imaging and identification of the following signs of this syndrome are indicated: dilatation of CBD more
than 3 mm, the presence of heterogeneous sediment in the gallbladder and common bile duct. The article presents a clinical
discussion of a bile thickening syndrome case in a an extremely low birth weight girl born at 29 weeks’ gestational age. The
condition of the newborn at birth was very severe. The severity of the condition was caused by the type 1 respiratory distress
syndrome, the girl was immediately intubated and mechanically ventilated. At the age of 1 month 10 days, the girl was trans-
ferred from the intensive care unit to the neonatal unit. The ultrasonic imaging showed an oval-shaped gallbladder of 26 x 6
mm in size, 0.5 ml in volume, instable angulation of the gallbladder body and neck, the walls of up to 2 mm in thickness,
laminated, hyperechogenic, hyperechoic contents in the lumen (ointment-like bile), which allowed to draw a conclusion about
the presence of bile thickening syndrome. Ursodeoxycholic acid at a dose of 20 mg/kg/day was prescribed immediately after
ultrasonic imaging. 10 days later the dose of the drug was increased to 30 mg/kg/day. Two weeks later, the child was dis-
charged home in satisfactory condition without signs of bile thickening syndrome. Knowledge of the risk factors for biliary
sludge makes it possible to assign timely instrumental examination, establish early diagnosis and prescribe conservative
therapy, and exclude surgical methods of treatment.
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BBELAEHUME

CMHOPOM CryuleHus >Kenym - 3TO IKCTpaneyeHoyHas
0b6CTpyKUMS BUAMApHOro TpakTa BUAMapHbIM CnagkeM (Cau-
3UCTBIMU UM KENYHbIMKU NPOBKaMK) 6e3 NPU3HAKOB BPOXK-
[LeHHOM BunuapHoi ManbdopMauuu, 6e3 gedekta cuMHTe3a
XENYHbIX KMCnoT u 6e3 noBpexaeHus renatoumTos [1].
JKCTpaneyeHoYHble OTAeNbl BUIMApPHOro TpakTa BKJIKOYAKOT
06UWMIA NeyYeHOYHbIM NpPOTOK, OOWMIA KEeNYHbIA MNPOTOK,
Mny3bIPHbIMA MPOTOK M XKeNYHbIK Ny3bipb. Kak cnenyeT u3 onpe-
[LeNeHns CUHAPOMA CryLLEHMS XKeNUn, AN Hero He xapakTep-
HO pa3BMTME renaTouMToNM3a WM MoBblleHWE renatocnewum-
dnyHoro depmeHTa anaHMHaMMHOTpaHcdepasbl. Beoywmm
KNMHUYECKMM CUMMNTOMOM SIBNSIETCS NOSIBNEHME aXONMYHOrO
CTyNna BCNEeACTBME HApYLIEHWS Naccaxka Xenyu B ABeHaAla-
TUNEPCTHYIO KULLKY.

CuHapoM cryuienms xxenuun (Inspissated bile syndrome,
WK CUHAPOM «TPSA3HOM XENUM») OTHOCUTCS K PEAKMM MPUUK-
HaM xonecTas3a: y AeTeil paHHero BO3pacTa BCTPeYaeTcs B
cpenHeM B 1,36-6,2% Bcex BEpOSTHbIX MPUYMH KOHBIOTMPO-
BaHHOM (NpsMoi) runepbunupyburemmn [2, 3]. Cpean ocHOB-
HbIX BAPMAHTOB KXMPYPrUYECKMX XKENTYX» HA A0/ CMHAPOMA
cryLieHus xenym npuxoamtcs 8,2% [4], nmanpytoliee nonoxe-
HWe 3aHMMaeT bunmapHas atpesus (81,1%), Tpetbe MecTo npu-
Ha[IEXUT aHOMaNUKM Pa3BUTUS OOLLEro KEeNYHOro NpoToKa
(7%). B nopgasnstowiemM 60bLUMHCTBE ClyYaeB CMHAPOM Xapak-
TepeH A/1s AeTei NepBbiX TPeX MecsUeB XXM3HW, MOXET pas-
BMBaTbCS 6e3 npefpacnonaratlwmx GakTopos M CyLLeCTBOBATb
TOMbKO KakK paaMoNornyeckuin amarHos, korga Y3M BbigenseTt
0Ca0K B XENYHOM My3blpe M 0BLLEM XKENYHOM NpoToKe [3, 5].

3TUOJIOInNA, NATOTEHE3, ®AKTOPbI PUCKA,
NPOrHo3

CumntaeTcs, YTo OUAMAPHbLIA CNAagK (CUHAPOM CryLleHus
xenym) bbin Bnepsblie onmcaH B 70-X IT. NpoLwworo Beka 6na-
rogaps MOSIBNEHWMIO YNbTPa3BYKOBOro uccnenosaHus [6].
OpHako euwte B 1916 r. 6bim NpuBeaeHsbl NpuMepsl 06CTPyK-

LMK 0BLLErO KeNYyHoro NpoToka NpobkaMm U3 ryCToi, BA3KOw
xenym [7]. ObpasoBaHue cnagka 3aBUCUT OT GU3NKO-XUMU-
4eCKOoro B3aMMOAENCTBUS KOMMOHEHTOB Xenyu (CNOXHOro
pacTBOpa C MHOTMMW COCTaBASIOWMMM), HApYLWEHUS DYHK-
LMK CIM3UCTOM XKEeNYHOro ny3sbips U ero mMoTopuku [6, 8.
B coctaB cnagxka B nepByl0 o4epeib BXOAAT KPWCTanbl
MOHOrnapata xonecrepuHa u 6unmpybuHaTa KanbLus, B3se-
LEHHbIe (MW NPELUNUTUPOBAHHbIE) B CIU3M XKENYHOTO My3bl-
ps. KpoMe OCHOBHbIX KOMMOHEHTOB, CIaK MOXET BKIOYaTb
LLpyrue Conu KanbLus, NpOTEUH-IUNUAHbIE KOMMNEKCHI, MYLIMH
M KCEHOOMOTUKM, B YaCTHOCTH LiedTpuakcoH [8]. LedTprakcoH
3KCKPeTUpyeTCs B MOYY, HO 3HAYUTENIbHOE ero KOJM4ecTBO
(ot 30 po 60%) 3kCcKpeTupyeTcs B Xenyb Kak GUBANEHTHbIM
aHWOH [9], U B XXENYHOM Mny3blpe ero KOHLEHTPALMA MOBbI-
waetcs B 20-150 pa3s [10]. NMonobHo 6unupybuHy, uedtpum-
aKCOH MOXET BbiMagaTb B OC3AOK B BWMAE KOMMIEKCHOro
CoeaMHEeHMs «KanblUuit + LedTpuakcoH». Cpefn NaLMeHToB,
nonyyaBLUMX LedTpuakcoH, obpasoBaHue BunnapHoro cnaa-
Xa oTMevaeTcs B 25-46% cnyyaes [11].

CMHAPOM CryLLEeHMS XKenyu MOXKET pa3peLllnTbCst CMOH-
TaHHO (B 48,1% cnyyaeB, no faHHbIM E. Fitzpatrick et al.) nam
Ha @oHe Tepanuu ypcoaesokcuxonneson kucnoton (YOXK),
B 6,6% Ciy4aeB MMeeT MecTo 06pa3oBaHue KaMHel B 06LweM
XENYHOM NPOTOKE UK B XKENYHOM MNy3blpe, 0KoNo 4% neten
TpebytoT OnepaTMBHOIO BMeLaTenbcrsa [3]. bunmapHbin
Cnampk MOXeT MMeTb TakKuMe OCINOXHEHUS, Kak OunuapHble
KOMMKM, OCTPbIN MaHKPEATUT, OCTPbIA XONEeLUCTUT [6].

Bepywwmmum daktopamu pucka CMHAPOMA CryLLEHMS Kenyn
B 47% Cy4aeB SBNSIOTCS reMONIN3, CEeNCUC U HELOHOLWEHHOCTb.
OpnHako, KpoMe HuX, UrpatoT ponb cneaytowime [5,6,12-19]:

Hu3kag Macca npu poxaeHuu.

NapeHTepanbHoe nNuTaHue.

[ernapataums (Ha3HayeHue AMypeTUKOB).

femoTpaHcdy3nm.

KuctosHblh dpubpos.

BpoxneHHble 3aboneBaHms cepaua.

MHTpakpaHuanbHble, WUHTPaabLOMWHaNbHblE U peTpo-
nepuTOHeasnbHble KPOBOM3USHUS.
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Mape3s kuweyHumka.

InvTenbHoe rononaHue, 6bICTpas NoOTePS Macchl.

LedanocnopuHsl Il nokoneHns (uedoTtakcum n Ledtpu-
AKCOH).

Tepanus OKTPeoTUAOM.

TpaHCNAaHTaLMS KOCTHOrO MO3ra Uiu ApYrux OpraHos.

Cpenn nepeuncieHHbix GakTopoB pucka ocoboe MecTo
3aHMMaeT napeHTepasbHOE MWTaHWE: A0KA3aHO, Y4TO Yxe
yepes 3 Hep. MOMAHOrO MapeHTepPanbHOro NUTaHus Gunmap-
HbIi CNafX BbISBNSETCS He MeHee yeM Yy 6% MNauMeHToB,
yepes 4-6 Hen. -y 50%, nocne 6 Hen. -y 100% [20].

METOAbl ANATHOCTUKU BUNTMAPHOTO CNNALKA

[ng noaTBepXKAEHWS CUMHOPOMA CryLLEeHUs 3Kenyu Unu
BbISIBIEHMS €r0 PaHHUX NPU3HAKOB UCMOMb3YHTCS UHCTPYMEH-
TanbHble MeToAbl, B NepByt0 ovepenb Y3M. OCHOBHbIMM Mpu-
3HaKaMW CMHAPOMA CryLLEHWUS XKEeNuW SBNSKOTCS YMepeHHas
[MNaTaums MHTpaneyeHOYHbIX OTLENOB OGMAMApHOro TpakTa,
yBENMYEHME AMaMeTpa 0BLLEero XenyHoro Npotoka (MHoraa Ao
12,3 MM), rycTas BS3Kas xenyb (0CaA0K HMU3KOM 3XOreHHOCTH) B
YKENYHOM Ny3bIpe M XXen4HblX NpoTokax (puc. 1) 3, 5].

PucyHrok 1. CHLApOM CrylieHus xenuun. Junataums obuiero
XXENYHOro NpOTOKa. BunuapHbIi cnapgx B 06LLeM KenyHom
npotoke [21]

Figure 1.Bile thickening syndrome. Dilatation of the com-
mon bile duct. Biliary sludge in the common bile duct [21]

[vameTp 0b6LWero xenyHoro npoToka y AeTeit nepsbixX
3 MEeC. XM3HU He Oo/KeH npeBbiwath 1-1,2 mm. Kak nokasa-
nn pesyneTathl Y3W, npoaHanu3npoBaHHbix E. Fitzpatrick B
2010 r.y 878 peTeit nepBbix TpeX MECALEB XM3HM C X0NecTa-
30M, AMnaTaums obuero xenyHoro npotoka Gonee 1,2 MM
(o1 1,2 po 12,3 mM) 6bina obHapyxkeHa B 9% cnyyaes.
Ha ponto feteit ¢ CMHAPOMOM CryLLEHWS XXeNYuM B 3TOM rpynne
npuxoamnocb 71,1%. [okasaHo, 4to Amnatauus obuiero
KENYHOro npoToka 6onee 3 MM xapakTepHa Ans CMHApPOMA
cryweHus xxenum (4yscteutensHocTb 100% 1 cneunduyHocTb
87%). Hke Mbl NpMBOAMM yNbTPa3BYKOBbIE MPU3HAKM U3Me-
HEHWUS KenuW, MOMHOCTbI MOATBEPXKAAMOLWME [LOCIOBHbIN
nepeeoa, TepMuHa “Inspissated bile syndrome” - cuHapoM
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«TPAZHOWM enum» (MccnenoBaHWMe NPOBEAEHO BPa4yoM oTae-
NIEHUS NY4eBOM AMATHOCTUKKM BoNbHMLbI MM. 3.A. Bawnsesoin
t0.A. BpoHHukoBoK). Ha doTtorpadusax ¢ MoHuTopa (puc. 2A)
BMOHO, YTO COAEPXKMMOE KENYHOro ny3blips HEOAHOPOAHO,
npv BHMUMaTeNbHOM 0CMOTpe 0bpallaeT BHUMaHWe 0CafoK B
obnact oHa. Mcnonb3oBaHue 6onee 4yBCTBUTENbHOTO AAT-
YyMKa U yBenuyeHue m300paxKeHMs Ha dKpaHe MOHWMTOpaA
(puc. 2B) nossongetr 6onee 4YeTKO pacCMOTPETb Hanuume
0CafKa B KENYHOM My3blpe M MOATBEPAMTb HANMYME CUH-
LpOMa CrylieHnsa xenym [22, 23].

PucyHok 2.Y3W opraHoB 6ptowwHon nonocti. CUHApOM cry-
LLLeHMS XKEeNumn y IEBOYKM C BPOXKAEHHBIM NMOPOKOM cepLa

Figure 2. Abdominal ultrasound imaging. Bile thickening
syndrome in a girl with congenital heart disease

JAFKS wa A Bawnsenon
0019 10 4042 ADM

A - B 061aCTV AHA XXENYHOTO My3bIPsi U YaCTUMHO CTEHOK B3BECb CO C1AabOM IXOreHHOCTbIO;
B - n306paskeHune BbIMOIHEHO C MOMOLLbI0 Go/ee YyBCTBUTENbHOTO AaT4MKa, XOpOLLO onpe-
[leNnsieTcs HeoAHOPOAHasH B3BECh B MPOCBETE XENUHOro My3bips (BbinonHeHo KO.A. BpoHHMKo-
BOM, BPa4yOM OTAENEHUS Nly4eBOI AUArHOCTUKM BonbHULbI UM. 3.A. Balunsesoii).

B amarHoctnyecku TpyaHbIX Cayvasx Ans noatBepxae-
HWUS CMHAPOMA CryWleHWs >KenyuM npoBOAMTCS MArHUTHO-
pe3oHaHCcHasa xonanrnorpadus [1]. B nonb3y cuHapoma cry-
WEHUS KENYM CBUAETENbCTBYIOT MaNEHbKWUIA KENYHbIN
ny3bipb, AMDOY3HAS AUNATALMSA UHTPANEYEHOUYHbIX M 3KC-
TpaneyeHOYHbIX eM4YHbIX MPOTOKOB, pE3K0E CyXeHue oblLie-
ro )XeM4YHOro NpoToKa Moc/e 30Hbl AunaTaumn (puc. 3).

PucyHok 3. CUHAPOM CryLLEeHNs Kenun
Figure 3.Bile thickening syndrome

Y3U (A, B): yMepeHHas aunataums MHTpaneyeHOUHbIX XeNYHbIX MPOTOKOB, AUNATUPOBAHHBI
06LUMIA XeNYHbI NPOTOK, 3aMONHEHHbI HEOAHOPOAHOM IXOreHHOM MaCcCo.
MarHutHo-pe3oHaHcHas xonaHruorpadus (C): ManeHbKMiA KeNyHbli ny3blpb, yMepeHHas
[MnaTaumMs MHTPa- U IKCTPaneyYeHOUHbIX JKEIYHbIX MPOTOKOB, BHE3amHbIi 06pbIB 0bLiero
XKENYHOro MpOTOKa, OTCYTCTBME MACCaXa XeNuu B ABEHaALATUNEPCTHYIO KULIKY [1].



[ng AMAarHOCTUKM CUHAPOMA CTYLLEHWS KENYM UCTONb-
3yeTcs TakkKe M WMHTpaomnepaTuMBHas XonaHruorpadwms
yepes MyHKTUPOBAHHDbIN XKEMUYHbIA My3blpb, MO3BONAIOLLAS
BbISIBUTb MOJTHYI0 OBCTPYKLMIO 0BLLETO XKENYHOTO NPOTOKa
C AMnatauuei nysblpHOro MpoTOKa WM MeYeHOYHOro npo-
ToKa (puc. 4).

PucyHok 4. CUHLPOM CryLLeHns xenyun. YpeckoxHas xoneum-
CTOXONAHrMorpadus Yepes NyHKTMPOBAHHbIN XXENYHbI My3bipb.
Ounataums n 06pbiB 06LLErO XXENYHOro NPOTOKA M yMepeHHas
[MnaTaums MHTpaneyeHOoYHbIX XXeNYHbIX MPOTOKOB [24, 25]

Figure 4. Bile thickening syndrome. Percutaneous cholecys-
tocholangiography via a gallbladder puncture. Dilatation and
rupture of the common bile duct and moderate dilatation of
the intrahepatic bile ducts [24, 25]

Tepanua cuHApoMa CrylieHUs Xenuu y AeTer paHHEero
BO3pacTa BK/IOYAET XUPYPruvyeckMe M KOHCEpPBATUBHbIE
MeToabl. B onepatnBHOM neveHun, NO3BONSIOLWEM BOCCTa-
HOBUTb MACCaX XXenyn B ABEHAALATUNEPCTHYIO KULLKY, HYX-
[alTC MeHee 4% [eTeil C CMHAPOMOM CryLLEHUS Xenyu
(puc. 4). ctopnyeckn nepBbIM XMPYpPruyeckum BMeLlaTesb-
CTBOM Oblna n1anapotoMus C NoCAefylolWen wppuraumei
yepes [OCTYN B OOLWIMIA KENYHbIA MPOTOK WKW KENYHbI
ny3bIpb, BoinonHeHHas W.E. Ladd B 1935 1. [7, 26].

B HacToslee BpeMS CyLLeCTBYHOT B OCHOBHbIX Bapu-
aHTa OMepaTMBHOrO nevyeHus BUAMAPHOTrO CamXa: OTKpbI-
TbIi XUMPYPIrUYECKUIA APEHAX C MNOCIeLyIWMM aBaxeM
YKENYHbIX NMPOTOKOB GU3MONOrMYECKUM PAaCTBOPOM U ypCO-
nesokcuxonesowt kucnoton (YOXK) 1 ypeckoxHasg nyHKLmS
XKENYHOro nysblps nof KoHTponeM Y3M c nposeneHueM
xoneumcrorpadun M LpeHUPOBAHMEM >KENYHbIX NPOTOKOB
[1, 4, 13, 21, 25-30]. C uenblo nNpegynpexneHns yTeuku
XENn4Yn Hepenko MCNOob3yeTCs YPECKOXKHAs] TPaHCNeYeHou-
Has NMyHKUMS xenyHoro nysbips [13, 21, 26, 30].

[oKa3aHMAMM NS KOHCYNbTalMM XMPYProM U pelleHus
Bonpoca 06 onepaTMBHOM fieyeHun pebeHka C CMHAPOMOM
CTYLLEHUS XKENUn SBNFIOTCS:

B Junataums obuiero xxenyHoro npoTtoka 6onee 3 mm [1, 3].
B TMepcucTupytollas Xentyxa U U3MeHeHus B BUoXmMMuUye-
CKOM aHanu3e KpoBU: HapacTaHue ypoBHs depmeHToB AJTT u
ACT, wenoyHon docdatasbl, 06Lero 1 npsMoro GunMpyobuHa,
[T, 25].

B OrtcyTctBue adpdekta OT NMPOBOLMMOW KOHCEPBATUBHOW
Tepanuu.

OnepatnBHOE NeyeHue NO3BONSET MOSHOCTbIO BOCCTAHO-
BMTb MACCaX Xenyu B ABEHAALATUNEPCTHYIO KMLLKY (puc. 5).

PucyHok 5.lonHoe BOCCTaHOBNEHME NACCAXA XXeNuu B ABe-
HaALATMNEPCTHYIO KMLLKY NMOC/E YCMELHOro OnepaTMBHOIO
neyeHns BUNMAPHOro CNaAXKa: M3MEHEHMe OKPacKM CTyna B
Teuenune 5 gHen [25]

Figure 5. Complete restoration of the bile passage into the
duodenum after successful surgical treatment of biliary
sludge: stool discoloration within 5 days [25]

HepocratkamMu onepaTMBHOrO BMELIATENbCTBA ABASOT-
CS OCNOXHEHUS U HEOBXOAMMOCTb AAUTENBHOrO A0CTyna
(B cpefHeM 26 gHEW) K XeNYyHbIM NPOTOKaM AN18 UX APEHMU-
poBaHua 1 nasaxa [13]. OAHUM M3 4aCTbIX OCNOXHEHW
(mo 50% cnyuaeB) cunTaeTcsa cMelleHue kaTeTepa, Tpeby-
louee ero nepeycraHosku [13], KpoMe 3TOro, BO3MOXHbl
KpOBOTEYEHMS, BUNMAPHBIA NEPUTOHUT U Apyrue MHbeK-
unn [26].

KoHcepBaTBHag Tepanus CUMHAPOMA CryLLEHUS XKENun y
HOBOPOXAEHHbIX M AeTel paHHero Bospacrta. [1IpuHLMMbI
KOHCEPBATMBHOM Tepanuu CUHAPOMA CryLLeHUs Xenuu B
nepByl0 o4Yepedb BKIKYAKT aHanuM3 MpPOBOAMMON MeLumKa-
MEHTO3HOW Tepanuu 1 UCKIKYEHNE U3 Hee CpeacTB, Cnocob-
HbIX BbI3BaTb CrylleHue xenun. HoBOPOXAEHHbIM, HAX0As-
WMMCS Ha UCKYCCTBEHHOM BCKAapMJIMBAHMU, PEKOMEHAYeTCs
Ha3HayeHWe aAanTMPOBAHHbIX CMecei, 060oraLleHHbIX cpes-
HeuenoyeyHbiMu Tpurmuepuaamm. Obg3aTenbHbIM GBASETCS
Ha3HayeHnne YOAXK 20-30 M™r/kr/cyT, XnpopacTBOPUMBbIX
BUTaMWHOB (mabn. 1) [6, 19, 24].

B kayectBe anbTepHATUBbI MHBA3MBHOMY XMPYPrUYecKo-
My BMELLIATENbCTBY PEKOMEHAYeTCS MCNOMb30BaHWe NOANHE-
HaCbILLEHHbIX XMPHbIX KMCNOT (puc. 6), Hanpumep 20%-HoMm

Ta6nuya 1. [103bl XMPOPACTBOPUMbIX BUTAMUHOB Y HOBOPOXX-
[leHHbIX U AeTel paHHero Bo3pacta ¢ xonectasoM (C. Dani et al.,
2015 r) [31]

Table 1. Doses of fat-soluble vitamins in newborns and
young children with cholestasis (C. Dani et al., 2015) [31]

Butamuu Loza
A 5000-25000 ea/cyt
D 800-5000 en/cyt
E 15-25 epn/kr/cyT
K 2,5-5 Mr ABaX[ibl B HEAENH0, BO3MOXEH eXeAHEBHbIN npuem
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XMPOBOW 3MYNbCUW AN  MNAPEHTEePanbHOro  MUTaHMA
SMOFlipid [32].B 1000 mn SMOFlipid coaepxutcs 60 r oun-
LEeHHOro Macna coeBbix 6060B, 60 r cpegHeLenoYeYHbIX
Tpurnnuepuaos, 50 r ounweHHoro onmMBkKoBoro Macna, 30 r
pblbbero xupa, oboraleHHOro oMera-3 noNMHeHachlLLEHHbI-
MW XKMPHbIMK KMCNOTaMK (O-TMHONEHOBOW, 31MKO3aneHTaeHo-
BOM M [0KO3arekCcaeHoBOW). TeopeTnyeckas OCMONISPHOCTb
3aMynbcum coctasnseT 380 MocMm/kr, BuoycsosemocTtb — 100%,
no pa3MepaM 4Yactuuy, W OMONOrMYECKMM CBOMCTBAM
SMOFlipid naeHTMYHa 3HOOrEHHbIM XMTIOMUKPOHaM. Kaxxapble
200 r »wupa B nutpe 20%-Hon amynbcum SMOFLipid copep-
at 0,6 r a-nmMHoneHoBoM, 0,6 r alikosaneHTaeHoBon 1 0,1 r
foko3zarekcaeHoBon kuanot. W.Y. Jun et al. [32] pekomeHayoT
ofHOBpeMeHHoe Ha3HauveHue YOXK 20 Mr/Kr/cyT u KnpoBo
amynbcumn 1,5 r/kr/cyt B TeyeHme 3 Hen. CKOpOCTb BHYTPW-
BEHHOrO BBEAEHMS XMPOBOM aMynbcum 1 mn/u [32].

PucyHok 6. accax xenyv B ABEHAALATUNEPCTHYIO KULLKY
nocne 3-HeaenbHo KoHcepBaTuBHoM Tepanum YOXK n 20%-Hoi
XunpoBoii amynbcueit SMOFLipid [32]

Figure 6. Bile passage into the duodenum after 3 weeks of
conservative therapy with UDCA and SMOFlipid 20% lipid
emulsion [32]

MoAMHEeHACHILLEHHbIE XMPHbIE KUCIOTbI MOMYT Ha3Ha4aTb-
€9 BHYTPb B kancynax (npenapat Omacor, W.Y. Jun et al.) kak
3aMeHa BHYTPMBEHHOMY BBELEHWMIO >XMPOBOM 3MYyNbCUM.
Kaxpas kancyna Omacor cogepxut 460 Mr 3tmnosoro agupa
3MKo3aneHTaeHoBoW 1 380 Mr 3TMN0BOro 3dMpa LoKo3arekca-
eHoBOM kucnoTbl. CornacHo pekomeHAaumsm [32], HOBOPOX-
[leHHbIM W [eTAM paHHEero Bo3pacta C CMHAPOMOM CryLLeHUs
xenun pekomeHayetcs no V42 kancynel Omacor 4 pasa B AeHb
B TeyeHue 3-4 mec. ABTOPbl UCCNef0BaHMS [32] CUMTALOT, 4TO
oMera-3 MoAMHEHACHILLEHHbIE XXMPHbIE KUCIOTbl MOTYT UrpaTb
pO/b XONEPETUKOB. MeXaHW3M LeNCTBUS MOAMHEHACHILLEHHbIX
XMPHBIX KWUCIOT BKMIOYAET YIyYWEHWE KIUpeHca NUMnuAoB,
MHOYKUMIO OKMCIEHUS MEeYEHOYHbIX XMPHbBIX KMCNOT, MOAYNS-
LMI0 BOCMANeHMs 1 MeTabonmaM XKenuHblx KMCnoT [33-35].

KIMHUYECKUIA CNTYYAN

[esoyka I. poaunack Ha 29-i Hepd. rectaumMm C Maccom
900,0 r v oueHkor no wkane Anrap 3/5 6annos.HeoHaTanbHbIM
N KAapAMOCKPUHUHT oTpuuatenbHble, rpynna kposu O(l) nep-
Bas, Rh (+), deHotvn CcDEe, Kell oTpmuatensHbii.
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Matepu peberka 23 rona, 6epeMeHHOCTb NepBsas, npoTe-
KaBLUAs C TOKCMKO30M B NMEPBOM TpUMeCTpe U recto3oM. Posbl
onepaTuBHble (3KCTPEHHOE KecapeBO CeYeHWe M3-3a Hapac-
TatoWwen rUMNoKCMM nnopda), B AroAMYHOM MNpeanexaHuu.
OkononnofHele Boabl ceeTnble. lpynna kposu matepu 0(l), Rh
(+). Bo Bpems 6epemeHHOCTV Yy MaTepu pebeHKa BbisBEH
BbICOKMI TUTP aHTUTeN knacca IgG k Tokconnasme n CMV.

CocTosiHME HOBOPOXAEHHOM MPU POXOAEHUM OYEHb TSXKeE-
noe. TskecCTb COCTOSHMS 0BYCNOBNAEHA CUHLPOMOM AblXaTeNb-
HbIX PaccTpoicTB 1-ro TMNa, cpasy e MHTYbMpoBaHa, HayaTa
MBJ1. Cnycta 6 mMuH. nocne Havana MBJ1 nepeBeneHa B otae-
NIeHWe peaHMMaUmMm U MHTEHCMBHOW Tepanun. TaM sHOOoTpaxe-
anbHO BBeAeH cypdakTaHT. Ha 6-e cyT. ku3Hu Hbina nepese-
[eHa Ha ocumnnatopHyto MBJ1, Ha KoTOpon Haxogunacb Ao
23 CyT. K13HW. B oToeneHnn peaHMmaumMm 0TMeYanocb 04HO-
kpaTtHoe nosbiweHne CPB go 220,9 mr/n, NnoCTosSHHO peru-
CTPMPOBANOCh NOBbILLEHKE WenoyHol docdaTassl (0T 871 oo
1500 en/n), AnAT 1 ACAT bbinn B Npeaenax HopMbi.

B Bo3pacte 1 mec. 10 gHeW peBoyka nepeBefeHa w3
OTAENEeHNS peaHMMaLMK U MHTEHCMBHOW Tepanuu B oTaene-
HWe ang HoeopoxaeHHbix N22 MK nm. 3.A. bawnsesown B
COCTOSIHUM CpefHei CTeneHu TSKeCcTM C  [OMarHo3oMm
«HepoHoweHHOCTb 29 Hep. NOCTKOHLENTYanbHbIA BO3pacT
35-36 Hen. bpoHxoneroyHas amcnnasus, Hoeas (opMa,
cpepHeTskenoe Teverue. [IH 0-1-i1 cteneHn. lMnokcuyeckm-
nwemnyeckoe nopaxeHune LIHC I-Il cteneHun, cuHapoMm
yrHetTeHms 6e3ycoBHO-pe®NeKTOPHON AedTeNbHOCTH, CUH-
[LpOM BereToBMUcCLEpanbHOW AUCHYHKUMKU. BpoxpeHHas
NMHEBMOHMS, pekoHBanecueHT. OyHKUMOHUpPYoWme deTanb-
Hble KOMMYHMKaUWW: OTKPbITbI apTepuanbHbIiM MpPOTOK.
OTkpbiToe oBanbHoe 0kKHO. HK-0. AHeMUS HeLOHOLEHHbIX.
HeoHatanbHas TpombouuToneHus. TpaH3MTOpHAs HeoHa-
TaNbHAs TUMNOTIUKEMUS»,

Bec npu noctynneHun B otoenenne 2000,0 r. KoxHble
NMOKPOBbI PO30Bble, CTY/1 OKPALLEH.

Tepanus B oTaeneHUM AN HOBOPOXKAEHHbBIX 60bHULLbI
um. 3.A. bawnsesoi

JleyebHO-0XpaHWUTENbHBIN PeXMUM (HAXOLUTCS B YCI0BU-
X TePMOKPOBATKM).

JHTepasbHOe KopMieHue (COCKa/30HA) Kaxable 3 4 Mo
45-50 Mn CUEXEHHbIM TPYAHbIM MOMIOKOM, AOKOPM CMEChH
«[peHAH».

Snbkap 30% no 5 kanenb 3 pasa B CyTKM per os.

Butamuu [13 no 2 kanam (1000 ME) x 1 pa3 B cyTku.

Manbtodep 5 mMr/kr/cyT (4 kanaun x 1 pas B cyTku).

Butamuu E 10% 2 kannau x 1 pas B cyTku.

®onunesas kucnota 50 Mkr x 1 pas B cyTku.

B 6onbHuue um. 3.A. bawnseBor cocTosHMe cpenHeWn
TSHKECTH, HAa3HAYEeHHbIA 0O6beM MUTAHUS YCBAMBAET, KOXKHbIE
MOKPOBbI PO30Bble, CTyN okpaleH. OgHaKo, yYnuTbiBas Hanu-
yms GaKTOPOB pUCKA CMHAPOMA CryLLEHUS Xenun (IKcTpe-
MaNbHO HM3Kas Macca Npu POXAEHWW, reCTalMOHHbIA BO3-
pact 29 Hen.) M UMelLMecs paHee B OTAENEHUU peaHnMa-
LMK NPpU3HAKK XonecTasa (MOCTOSHHOE MOBbIWEHME LLEenoY-
HoM docdaTtasbl), NS UCKIOYEHUS BUAMAPHOro Cnagka Ha
11- neHb rocnuTanmsaumm nposeneHo Y3 opraHoB 6proL-
HOW MonocCTu.



Mo paHHbIM Y3 xenyHblii Ny3blpb OBanbHOM (GOpMbI,
pasMepoMm 26 x 6 MM, 06beMom 0,5 mn. MimeeTcs nabunbHbli
nepervb B 061aCTV Tena u LWenKM, CTEHKM YTONLWEHbI A0 2 MM,
CNOMCTbIE, MOBbILLIEHHOM 3XOreHHOCTH, B MPOCBETE MMNEepP3Xo-
reHHoe cogepxmmoe (3amaskoobpasHas >xenyb). Hanuune
3aMa3Kko0bpa3HOM >Kenuu Mo3BONMAO CLeNnaTb BbIBOA O
HanMuuMKM CMHApPOMA cryweHus xendn. Cpasy xe nocne Y341
Ha3HayeHa ypcogesokcunxonesas kncnora (YOXK) 20 mr/kr/cyr.
B 3TOT e AeHb B3gTa KpOBb A4S MPOBeAeHUs Buoxmmumye-
CKOro aHanm3a KpoBW. B BMOXMMMUECKOM aHanuse KpoBsw
BbISIBIEHO HE3HAYUTENbHOE MOBbILEHWE YPOBHS 06LLero
6unnpybuHa 1 wenoyHom docdartassbl (mabsa. 2). OctaBneHa
HasHayeHHasa po3a YOXK (20 mr/kr/cyr).

Ta6bnuya 2. Buoxmmnyeckunit aHanms Kposu Ha 11-i aeHb
rocnuTanusauum
Table 2.Biochemical blood test on Day 11 of hospitalization

Mokasatenb Pesynbrar Hopma
06wt brunnpybuH 27 MKMONIb/N 1,7-21
MpsimMoit Gunnpy6uH 5 MKMonb/n 0-5
AcAr 36 en/n 0-35
AnAr 15 ep/n 0-45
nar 576 ep/n 0-430
LllenoyHas docdarasa 788 en/n 0-727
[nioko3a 5,3 MMonib/n 1,9-55
rmn 179 en/n 0-200
CPb 9 mr/n 0-10

Cnyctsa 10 pHew ot Havana Tepanuu YOXK Ha 21-11 neHb
rocnutanusaumm peberka B 6onbHMLy UM. 3.A. balwnseBoi
NOBTOPHO NpoBefeHo Y3 opraHoB GptoLLHOM NOAOCTU.

Pe3ynbraTtbl nosTopHoro Y3U

JKenuHbIn my3bipb 0BanbHOM GopMbl, pazMepamu 30 x 5 MM,
obbeMoMm 0,4 mn. MmeeTtca nabunbHblt nepernb B obnactm
Tena u weikn. CTeHKM HEPABHOMEPHOM TONLLMHBI, MaKCK-
MyM A0 1,5 MM, NMOBbIWEHHOW 3XOreHHOCTW, B MpOCBETe
YEMYHOTO My3bIps TMNEeP3XOreHHble BKIOYEHUS L0 3 MM B
nmameTpe, 6e3 aKyCTU4eCKOoM AOPOXKKMU, KOHTYPbl HEPOBHbIE,
HeyeTkne (3amazkoobpaszHas >enyb). OOWMIA KenyHbIN
NpOTOK AMaMeTpOM 10 5 MM, NPOCNEXUBAETCS Ha paccTos-
Hum 0o 20 MM, CTEHKM HEPOBHbIE, HEYETKME, MPOCBET MUMOo-
3XOreHHbIN.

[MonyyeHHble pe3ynsTaThbl (HANMYME B NPOCBETE XKENYHO-
ro ny3bips rMNep3xoreHHbIX BKAOUYEHMIM Be3 aKkyCTUYecKoi
[LOPOXKM C HEYETKUMK KOHTYpaMW, yBeNUYeHne AuaMeTpa
00bLLero xen4yHoro NpoToka A0 5 MM) No3Bonwnau NOATBEP-
[UTb HanMyMe CUHLpOMa cryleHus xenyu. CnepyeT obpa-
TUTb BHMMaHWeE, 4TO OKpacka CTyna B AeHb NOBTOPHOrO Mpo-
BefeHns Y3 6bina 06bI4HOM, HO, YUUTbIBAS OTPULLATENBHYIO
[LMHaMUKy No AaHHbIM Y3U, B 3TOT e feHb fo3a YOXK 6bina
yBenuyeHa no 30 mMr/kr/cyT.

Ha cnepytowmii aeHb nocne npoeeaexuns Y3 u ysennye-
Hus fo3bl YOXK y pebeHka NosBMACS axonunyHbli cTtyn (puc. 7).
B 31OT e aeHb Obin B3ST BMOXMMMYECKMIA aHaNM3 KpOBM
(mabn. 3). B 6BUOXMMMYECKOM aHaNM3e KPOBM BbISIBNEHA OTPU-
LaTenbHas AMHaMMKa: KOHbIOrMPOBaHHas runepbunupybuxe-
Mus (06K BUAMPYBUH 46 MKMONb/N, NpSMOi BUnMpybuH
31 MKMO#b/NT), COXPAHSIOCh MOBbILLEHMWE LenovHo GocdaTtasbl.
B cBg31 C nosBneHnemM axonmM4HOro CTyna, yBenuyeHnem aua-
MeTpa 0OLLero XenyHoro npoToka 6onee 3 MM (B HaleM
cnyvae Ao 5 MM), HapacTaHWeM xonectasa, HeCMOTPS Ha Npo-
BoaMMmyto Tepanuto YOXK, nesouka 6bina 0CMOTpeHa AETCKUM
XWUPYProM 1§ pelueHns Bornpoca 0 HeobxoamMocTu onepa-
TUBHOTO NleYeHUs.

PucyHoK 7. AXONVYHBIV CTYyN y A€BOYKM 2 MeC. C CUHAPOMOM
CryLLeHUs Xenun

Figure 7. Acholic stool in a 2-month-old girl with bile thick-
ening syndrome

Y4nTbIBAS OTCYTCTBME CMHAPOMA renaTouMToNm3a, He3Ha-
yuTeNbHOE MOBblEeHNe obuwero 6unmMpybuHa, CHUXKeHWe
wenoyHon docdartasbl N0 CPABHEHUIO C NpeablayLLMM aHa-

Ta6nuya 3. bOXMMMUYECKMI aHaNn3 KPOBM Ha 21-i aeHb
rocnuTanusauum
Table 3.Biochemical blood test on Day 21 of hospitalization

Mokazatenb Pesynbtar Hopma
06wt brunnpybuH 46 MKMonb/n 1,7-21
Mpsmoii 6unupybuH 21 Mkmonb/n 0-5
AcAr 50 en/n 0-35
AnAr 21 ep/n 0-45
nar 608 en/n 0-430
Lllenoynas docdataza 744 en/n 0-727
[ntoko3a 4.6 MMOnb/n 1,9-5,5
T 189 en/n 0-200
CPb 37,7 mr/n 0-10
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NIM30M M HOPManbHbIl ypoBeHb [TTT1, 6bin0 NpUHATO pelle-
HWEe O MpoAoMKeHUM KoHcepBaTueHOM Tepanun (YOXK) u
HabnogeHun 3a pebeHkOM B AMHamuke. Ha BTOpoOW [LeHb
nocne ysenuueHus Ao3bl YOXK noseBunocb okpalmBaHuWe
CTyna, Ha TPeTUi LeHb OKpacka cTana 6onee MHTEHCMBHOM.
Tepanua YOXK 6bina npoponxeHa B pose 30 Mr/Kr/cyT.
Cnycta aBe Hepenw pebeHok Obin BbIMMCAH LOMOW B YAOB-
NeTBOPUTENBHOM COCTOSHUM Be3 NPU3HAKOB CMHApPOMA Cry-
LLEeHUS Kenuu.

[penctaBneHHbIN KNUHUYECKUIA CNyYyaid OEMOHCTpUpYeT
PaHHIOK AMArHOCTUKY CMHLAPOMA CryLLEHWUS Kenun M ero
6naronpuaTHbIA UCxogd y 2-MecsyHoro pebeHka Ha (oHe
Tepanun YIXK 6e3 onepatMBHOro BMeLlaTensbCrBa.

3AKJTIIOMEHME

CUMHAPOM CryLIEHUS XXeNYM OTHOCUTCS K PEAKMM MPUYMHAM
XONecTasa y HOBOPOXIEHHbIX M AeTei paHHero BO3pacTta, B
HEKOTOPbIX Clyyasix TPebYHLMM OrNepaTMBHOMO BMeELLATENb-
CTBa. 3HaHMe (HaKTOpOB puUcka BUNMAPHOTO Clamka No3BonseT
CBOEBPEMEHHO HA3HAYMTb MHCTPYMeHTanbHoe obcnenoBaHue,
B nepBylo ouvepedb Y3M, obecneunTb paHHIOW AMArHOCTUKY
CMHOPOMA CTyWEHUS XeNun U Ha3HaYeHWe KOHCEepBATMBHOWM
Tepanuu, UCKIIKOYUTb XMPYypryeckne MeTofpl neyeHms.
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