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KUHU4eckue HabmiopeHnsa | clinical case

Pesrome

Cunppom Bagna — Knapu, xapakrepusyomuiicsi 06CTpyKIyeli Ie4eHOYHBIX BEH Ha TI000M yPOBHE, OT BBIHOCSAIIEI
JOTIbKOBOJ BEHBI 10 MeCTa BIIa/IeHU I HYDKHEI 1T0/I0J BEHBI B IPaBOe IpeicepAne, peKO BCTpeYaeTCs B AeTCKOM
Bo3pacTe. B crarbe mpeficTaBneHO HabMIOfleHIE XPOHMYECKOTO TedeHuA cuHapoma bagna — Kuapu y mogpocrka 16
JIeT C BeAYLIUM OTeYHO-aCHUTUIeCKUM CUHPOMOM, PE3UCTEHTHOTO K MeJUKaMeHTO3HOI Tepaluy U MOTpe6OoBaBIIero
NIPOBeJieHNsI OIIePaTUBHOTO JIe4eHUsI — TPAHCBHIOTY/ISIPHOTO BHYTPUIIEY€HOYHOTO TOPTOKaBaIbHOTO LIYHTUPOBa-
H1A. [IoCKOTBKY 3TOT CMHAPOM BCTpedaeTcs pefIko B eAuaTpuIecKoil IpaKTUKe, JaCTO JUATHO3 COIPOBOXKAAETCSA
C1oXHBIM ArddepeHIaTbHO-AMATHOCTUIECKUM IIOMCKOM ¥ CTaBUTCA C 3afiepKKoit. [laHHOe HabIofeHe TOAYePKI-
BaeT HeOOXOAMMOCTSH ITOBBIIIEHN I HACTOPOXKEHHOCTH [TefUAaTPOB B OTHOIIeHNY cuHApoMa bagna — Kuapw, a taxoxe
CKOpeJIIlIero HapaB/leHNs B ClellMan3upoBaHHOE NefiMaTpuIecKoe OTAeNeH e I/ ONpefie/leH s TAKTUKM JIeueHM .

KnroueBsble cmoBa: [ETU; CMHIPOM Ba)ma — KI/IaPI/I; ACHNT; I€Y€HNE, TPAHCDIOTY/IAPHOE BHYTPUIIEYEHOYHOE IIOPTOKA-

Ba/IbHOE€ IIYHTUPOBaHE

OKcrepyMeHTaNbHaA U KIMHNYeCKaA racTposHTeponorus 2014; 101 (1):113-116

Summary

The Budd — Chiari syndrome is a rare disease defined by the obstruction of hepatic venous outflow anywhere from

the small hepatic veins to the junction of the inferior vena cava and the right atrium. This syndrome is uncommon in

children. The article presents a case report of chronic refractory Budd — Chiari syndrome with a leading ascites in

16 years adolescent, which required surgical intervention — transjugular intrahepatic porta systemic shunt. As this

syndrome is uncommon in pediatric practice, complex differential diagnostic search and delays in the diagnosis are

frequent. This case report emphasizes the importance of a high index of suspicion in the diagnosis of pediatric Budd —

Chiari syndrome and highlights the importance of early referral to a specialized pediatric unit for the further treatment.
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Cunppom bappma — Kuapu xapakrepusyercs 06-
CTPYKIIMeil IeYeHOUYHbIX BeH Ha TI000M YpOBHeE, OT
BBIHOCSIIIIEN TOTbKOBOV BEHBI 10 MeCTa BIaJleHU S
HIDKHe II0JI0N BeHbI B IIpaBoe NpeficepAue, YTo Ipu-
BOAMT K HapyIIEHMIO OTTOKAa KPOBU 13 IedeHn [1].
B mupe exxerogHo perucrpupyerca 1 ciydait Ha 2,5
munnoHa Hacenenus [1]. Cungpom Bagna — Kuapn
PEeAKO BCTpedaeTcs B IeTCKOM BO3pPacTe, II0 JaHHBIM
JIMTEePaTypbl CPeSHMIT BO3PACT OONBHBIX COCTABISIET
35 ner [1, 2]. 9tnonorus curgpoma bagna — Kuapn
HemsBeCTHay yeTBepTy 60/bHBIX [1]. ¥ eTeit onmcaHbl
cllyday pasBUTHS CUHJPOMA IpU TPOMOOLMTEMUN,
monuuuTeMu, aHTUPOoCcHONNINTHOM CUHAPOME,
HepPOTUIECKOM CUHPOME, IIOC/Ie TPAHCIIIAHTALUN
nedeHn 1 T.4. [3-9]. Kpome Toro, K pasBuTHIO CUHAPO-
Ma bagna — Kuapy MoryT npuBoguTh DUppo3 edeHn,
TIpMMeHeHe OpalbHbIX KOHTPAllelITUBOB, TPaBMbI
M/VIIU BOCIIa/INTENbHBII IIPOLiecC B OPIOIIHOI O/TO0-
ctu [1]. B ntuteparype paccMaTpuBaeTCs BPOXK/ECH-
HBIT cuHApoM bagpma — Knapy, BosHuKaOmMui Ipu
BPO>K/IEHHOM CTE€HO3€ MV MEMOPaHO3HOM 3apallieHun
HVDKHeI 11071011 BeHs!I [1, 2].

Crenyroliiee HabmoOeHe CTY)XUT HPYMEPOM XpO-
HMYeCKOro TeyeHMA cuHpapoma bagna — Kuapu.

bonbHaas C., 16 neT, moCTynmIa B TACTPO3HTEPOJIO-
IMYeCKOe OTIeNeHre KIMHUKY C >KamobaMu Ha 60/
B JKMBOTE, yBeMYeHNe Pa3MepOB )XMBOTA 1 OTEKM Ha
HIDKHUX KOHEYHOCTAX. B aHaMHe3e y 1eBOUKM OTMe-
YaJICh JINTENbHBII CyOdeOpuInTeT, HENOCTOSIHHbIE
607111 B )KMBOTE, IIPEUMYIL}eCTBEHHO B 00/1aCTH IIPaBO-
ro nogpebepbs, a TAaKXKe KalllMIle0Opas3HbIil y4allleH-
HBIiT OOM/ILHBII CTYJI, B aHa/IM3aX KPOBY HAOMIOaIach

aHemus (remornobun — 84 r/n). B manpHeiuem npu
nposefeHny Y3V opraHoB OpIOIIHOI IOIOCTH O06Ha-
PY>KEH acLuT.

IIpy mocTymaeHUN COCTOsHMe pebeHKa 6bIIO
TSJKENIBIM 34 CYET OTEYHOI'O M aCTEHOBEreTaTUBHO-
ro cuHApoMoOB. TenocnoKeHne ruIepCcTeHndIecKoe,
BBIPa)XEHHas CYXOCTb KOXI JIafloHel, eJUHIYHbIe
Te/IeaHIMIKTA3MM, yTPeBasi ChINlb Ha JINIle, OTEKM Ha
HIDKHJX KOHeYHOCTAX. JKMBOT yBenuden B 06beMe,
yMepeHHO 00JIe3HEHHBII IIpY MaAbIalluM, IIPeUMY-
I[eCTBEHHO B IIpaBOM nofipebeppe 1 snuractpun. Ile-
YeHb IIPY NTa/IbIIaLlNM BBICTYIIaJIa U3-TIOf Kpas paBoit
pebepHoit myru Ha 2,5 cM, ceneseHKa — Ha 2 cM. Ctyn
KalnieoOpasHbliL, 10 5 pa3 B CYTKU.

B xozne nuddepeHnnanpbHON AUATHOCTUKY UCKITIO-
Yay1Cch 3a60/IeBaHNSI KMIIIEYHUKA, COIIPOBOXKAAOLIVE-
Cs1 CUHAPOMOM Masnbabcopbun, 3a60meBaHus IeYeH N,
6071€3HM TOYEK U CEPHLeIHO-COCYAUCTON CUCTEMBI.

ITpn o6¢cnenoBanuy B 0011eM aHaIM3€e KPOBMU BbI-
ABneHo yckopeHue COD po 25 MM/4, B o01eM aHa-
M3e MOYM — CJIefioBas HPOTEMHYPU s, KOHIEHTpa-
LMOHHasA GYHKUMS IOYEK [0 pe3yIbTaTaM IPOOBI
110 3MMHUIIKOMY He HapylueHa. B 61oxuMudeckom
aHajaM3e KPOBM OTMeYa/NyUCh: TUIONPOTENHEMMNA
(o6mmit 6emox 48,1 r/m), runoansbymuaemus (25,4
I/71), He3HaUMTeNbHa A TUIepOouInpyouHemus (061mmit
6unupy6uH 24 MKMOJIB/TT); OCTa/IbHBbIe IOKa3aTen —
B npefienax Bo3pacTtHoit HopMbl (AJIT 18E/n, ACT
27 E/n, moueBMHa 2,57 MMOJIb/M, KpeaTUHUH KPOBU
42 MKMOb/M, TTI0K032a 4,99 MMOJIb//, X0/NeCTepUH
4,47 mMonb/n, amunasa 42,3 E/n, B-nunonpotenpst
322 mr%). B xoarynorpamme ypoBeHb GuOpUHOreHa



u nporpom6buHOBbIt nHAgeKC (IITY) 6b11Kt B HOpMe
(pubpuHoren 5,04 r/m, IITY 82 %).

ITo ganHBIM Y 3V 6pIOLIHON OJIOCTY U MaJIOTO Ta3a
ObITM 06HAPY)KEHBI YBeIMYeHME IeBO JOIU TIeYeHN
o 79 MM M HpU3HaKy IepUIopraabHoro ¢pubposa
¢ Konnarepanamu 1o 1,4 Mm; B ManoM Tasy 380 M
CBOOOIHO XUIKOCTH; B OPIOIIHOI IIOTIOCTI: B IIPABOM
60K0BOM KaHaie 1 1 cBOOOJHOM )KUAKOCTH, B IEBOM —
B 06'beMe 0K0J10 1200 MJI, B IIOJIIE4YEHOYHOM npo-
CTPaHCTBE — OKOJIO 1 JI, B MO/IOCTM MaIoro Tasa — 825
w1 IIpu npoBeneHNY 330¢aroracTposyoneHOCKOINN
BBIABJIEHBI BApMKO3HOE pacIIMpeHMe BeH NNINeBOfia
(BPBII) 2-11 cTeneHy, I’UIIePTEH3MOHHAS TACTPONATHSA
yMepeHHOII CTelIeH M, AYOeHOTaCTPaIbHbLI pedIIoKC
U 9pO3UM TYKOBULIBI BEHAJLATUIEPCTHON KUIIKMN.
B cBA3HM ¢ HaMMYMeEM OVCHENTUYECKNX PACCTPOIICTB
BBIIIOJIHEHA OMOIICUSA CIU3UCTON TOLLEN KMUIIKMN.
B 6uonTare Habm0famach aTpodus BOPCUHOK U YIIy-
671eH1e KPUIIT, YTO HAPAAY C KIMHUIECKUMU NIPOSIB-
JIEeHMAMMY Y BBICOKMMU TUTPAaMM aHTUTeJI K TKaHeBOI
TPaHCI/IIOTaMMHAa3€e IO TBEPAIIIO JMArHO3 LieTMaKUN.

Hanuyue cuHApoMa NOPTATbHON TUIIEPTEH3N, BBI-
Pa’XeHHOTO OTEYHO-aCIUTNYECKOTO CMHAPOMA I JIC-
K/II0YeH1e 3a60/1eBaHMII [IedeHN (BUPYCHBIE T€IaTUThI,
ayTOMMMYHHBIII renaTuTt, 60me3Hb Buabcona u mp.)
OIIpefie/INIO TOKa3aHM s K 6MOTICHM IIe4eH N, HECMOTPS
Ha COXpaHHOCTb ee pyHKUmIL ViccienoBanme 6uonrara
TleYeHN TT0Ka3ao, YTO TUCTONOTMIecKasd CTPYKTypa
IleYeH) HapylIeHa 3a cYeT HepPUIOPTaNIbHOrO pu-
6po3a, MHOXXEeCTBEHHBIX HOPTO-IIOPTAIbHBIX U HOP-
TO-L[eHTpaabHbIX Prbpo3HbIX cent. OMpenensinuch
HEeCKOJIbKO JIO>KHBIX To/ieK. BocmannuTenbHble U3MeHe-
HS, IPU3HAKM X0JIecTasa 1 Iponudepans HIpoTOKOB
orcyTcrBoBanu. Habmopaniuch MUHMMaTIbHBIE leTeHe-
paTUBHBIE M3MEHEHN A FeIaTOIVITOB, IPeACTAaBICHHbIE
OYaroBBIMM MMKPOBE3UKY/IAPHBIMU U3MEHEHNAMMU
" 903MHOQUIBHOI 3epHUCTOCTBIO. TakuM 06pasom,
y peberKa MOpGOIorndecKy KOHCTaTUPOBAH TSKE/IbLI
¢$ubpo3 meyeHu ¢ IEPEXOROM B LUUPPO3.

Ha gannoMm stare 6611 BoIcTaBIeH fuarHos: Lnppos
neyeHy (KpUIITOT€HHBII), Kacc A o Yaingy. Acuur.
[TopranbHas runeprensus ¢ BPBII 2-i1 crenenu, ru-
NepTeH3NoHHoI ractponarueit. llennakusd. beina Ha-
3Ha4eHa aI7iMafiHOBasA IMeTa, Tepalus JUypeTUKaMu,
a TaK>Xe KoppeKLus runonporenHemun. Ha fannoit
Tepanum JOCTUTHYTA HOMOKNTeNbHaA AnHaMuKa. Ox-
HaKO B lajibHeleM 60/1bHa 51 HEOLZHOKPATHO TOCIINTA-
JIM3UPOBAIACh B OT/ETIEHYIE TI0 IIOBOAY PeLMAVBUPYIO-
11[ero acIjiTa M OTEKOB HIDKHIX KoHeyHocTell. Ha done
yCUIeHUA AUYpPeTUdecKo Tepaluy U KOppeKun
IUIIONIPOTEMHEMUN HAOMIORA/ICA KPaTKOBPEMEHHBI
TIOTIOXXUTENbHBII 3 DeKT.
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BBupay Bepubnxanuu 1upposa MedeHu ¢ TKeTbIM
OTEYHO-aCLYTUYECKIIM CHHAPOMOM O0/IbHA s KOHCYIb-
tuposaHa B ®I'BY «DenepanbHblit HAYyYHBDII LIEHTP
TPAHCIUIAHTOJIOTUM ¥ MICKYCCTBEHHBIX OPTaHOB VIMEHN
axagemuka B. V. lllymakosa» Munsgpasa Poccun, rae
Obl/1a PeKOMEHIOBAHA Ollepalyist — OPTOTOMMIECKas
TPAHCIIJTAHTALUA TIEYeHM, HO B CBA3U C OTCYTCTBMEM
MIOfIXO/AIEr0 JOHOPA BLIIIOTHEHNME OTlePaLiMy OTIIO-
KU

ITpu fuHaAMMYeCKOM HaOTIOEHNN B KITMHUYECKOI
KapTHHe OTMedasach OTpuIaTeNbHasA AMHAMMKA:
OTEYHbII CHHAPOM YCYTyOMICA — B GPIOIIHOI 11070~
CTH BU3yaNTU3UpOBaIach CBOOOMHAS KULKOCTD {0 3 11,
HabMIofaINCh BEIPa>KeHHbIE OTEK) Ha HOTaX.

YauTpiBasA HaaM4uMe BhIPaXKEHHBIX OTEKOB Ha HIK-
HUX KOHEYHOCTAX U pe(ppaKTepHOTO aCIINTa, C [[e/IbIO
peBU3NM MarHO3a IIPOBOAVIIVCEH JOIOTHUTENbHbIE
uccnegoBanus. IIpu BeInonHeHNN Horieporpadun
HiokHel onoit Benbl (HIIB), mogB3goIHbiX BeH BO3-
HUKJIO II0fj03peHMe Ha Haau4dne Tpomba B HIIB, tak
KaK B ee IIpPOCBeTe Ha 3,5 CM HIMJKe YCThbA BU3Ya/N-
3MpPOBaOCh M309XOT€HHOE 06pa3oBaHue pa3MepoM
19 * 9 MM, pUKCHpPOBaHHOE K IepenHeit cTeHke. I1o
pesynbratam PKT opraHoB 6pIOLIHOI IIOIOCTY IOMHU-
MO IIPU3HAKOB LIMPPO3a IeYeHM BBIABIEHO CYXKeHUe
HIIB, HO JOCTOBEPHDIX AaHHBIX 3a TpoM603 HIIB He
obHapyxeHo. [l onpenenenns npoxopumocty HITB
IIPOBOAM/IACH HIDKHAS KaBOrpadus, B X0fie KOTOPOil
OMATHOCTMPOBAH CTEHO3 BHYTPUIIEYEHOTHOTO Cer-
menTa HIIB.

Takum 06pa3om, Ha OCHOBAHIY KIMHNYECKMUX JaH-
HBIX U pe3y/NIbTaTOB NPOBEJEHHBIX MCCIEeNOBAHMIA,
OB BHICTABJIEH OKOHYATE/IbHBII A1arHo3: CHHAPOM
Bagna — Kuapu. CreHO3 HYDKHeN! 11010V BeHbI (Hey-
TOYHEHHOII aTnonorun). LIuppos nedenn, kimacc A o
Yaitnpy. [lopranbaas runeprensus. BPBII 2-i1 crenenm.
I'mnepTeHsnonHas racrponarus. Hemmaknus.

bonpHasA nomydyasna MOCTOAHHYIO KOHCEPBATUB-
HyIo Tepanuio. Ho, HecMOTps Ha 3TO, OHa HY>K7anach
B TOCIIMTAN3AINN He pexke 2 pa3 B MeCsIl, TaK Kak
OTeKM Ha HYDKHUX KOHEYHOCTAX COXPAHANCD U YCy-
rybnanucs — 3a 10 fHelt npubaBKa Beca COCTaBIANA
1o 5-8 xr. [IpyHMMas Bo BHMMaHVe Pe3y/IbTaThl IIPO-
BeJleHHBIX MCCIeOBaHNIT ¥ pedpaKTePHOCTD 3abo7te-
BaHMA K IPOBOJIMMOII Tepalnny, BHOBb BO3HUK BOIIPOC
0 TTOKa3aHMAX K OTIepaTMBHOMY BMEIIATe/TbCTBY U BBI-
60py onepanum.

B pamkax 61arorBoputenbHolt akyuu Ilepsoro
KaHasa TeleBugeHusa Poccun pebeHOK OB IPOKOH-
CY/IBTUPOBAH BefYIIMMU CIIeLaTUCTaMu B 00/1aCcTH
rernatonoruu llenTpa usydyenns nedenu Jlongona
(Institute of Liver Studies, King's College Hospital),
KOTOPBI€ ITPEJIOK VI BHITIOMTHUTD TPAHCBIOTY/IAPHOE
BHYTPUIIeYEHOYHOE MOPTOKABATbHOE IIYHTUPOBAHME
C IOMOUIBIO CTEHTOB B ycnoBusAx Ilenrpa. B pesynbrare
IIPOBeJIeHHOJT Olepaliy OB IOy YeH XOPOLINIT KU~
HIYeCKNit 3¢ deKT — KyNMpOBaH OTEYHBII CUHIPOM,
IIOBBICUJICS YPOBEHb 00111er0 6e/Ka, 10 JaHHBIM SHJIO0-
CKOTIMYECKOTO MCCIelOBaHNA YMEHbIINIACh CTENIeHb
BPBII.

B HacrosAIlee BpeM: 1eBOYKa YUUTCS, BEHET aKTUB-
HBIil 06pa3 XM3HU ¥ He HY>K/[JAeTCS B IIOCTOSIHHBIX
TOCIIMTANIN3ALNAX.

B 3akr04eHe XOTeNIOCh Obl HOYePKHY Th YHUKA/Ib-
HOCTb JAHHOTO K/IMHUYIECKOTO C/Ty4as BBU/Y HaTMINA

Puc. 1.

Benorpamma HM>KHeI OO
BeHbl. CTeHO3 BHyTpUIle4e-
HOYHOTO CerMeHTa HIKHeN
10107 BEHBL
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OIHOBPeMEHHO ABYX TaKNX CepPbe3HbIX 3a00IeBa NIl
KakK Lennakus u cuaapoM bagna — Kuapu. Cunppom
bappma — Kuapu nMeeT cepbe3HBIl HIPOTHO3: NIPK
ocTpoit popme O6obHBIE TOTNOAIOT B TedeHMe 2-3 He-
Ienb, IPY XPOHMYECKOI (PopMe MPOJOIKUTETBHOCTD
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