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Pesrome

[TpuBeneHo coO6CTBEHHOE KITMHMYIECKOE HAOITIO-
IeHVIe MaTbYMKA ¢ OEOK-TePAIOIIENT SHTEPOIA-
tueii nocne onepayuu Gornrena. Manpunk C. M.,
2 roj1a, MOCTYIINII C )Xao6aMu Ha 60N B XKUBOTE,
B3JyTUe U YBeJMYEHIE KNBOTA, YACTHII SKIJ-
KU1 CTyJI, nepudepuveckrie OTEKN HA PyKax
u Horax. ¥ pebeHKa B POAUIBHOM HOMe ObI
IMAarHOCTUPOBAH BPOXK/IEHHBIIT MOPOK Cepyla,
IUIST KOPPEKITMM KOTOPOTO MPOBeieHa omepa-
uus Qontena. Yepes 1 Mecs1 nosgBuIach Aua-
pest u OTéKU Ha nulle, pykax u Horax. Orexn
Ha BpeMsI YCTPAHSIINCh CUMIITOMATIY€eCKO
Tepanueil. B Bo3pacTe 2x neT pe6eHOK ObIN
TOCIIUTATM3NPOBAH B OTIeNE€HME TACTPOIHTE-
pororuu Haiero nentpa. [lpu obcnemoBanum
YCTaHOBJICHBI HU3K1e 3HaUeHM A 0011ero Henka
" anbOyMIHA, TOBBILIEHE 3HAYeH NI anbda
l-aHTHTpUICHHA. BB yCTAaHOBIIEH [MaTrHO3
6eIOK-TePAIONIAsI SHTEPOTIATH S TIOCTIE OTIEPAL[IN

®ontena. boiia Ha3HaueHa mueTa, o6oraleHHas
Cpe[IHEI[EMTOYEeYHBIMU TPUTTUIEPUTAMHA, Be-
PONINIMPOH ¥ MPeAHU30MOH. Uepes 6 MecsIeB
B KaTaMHe3e OTEKOB He Hab/II0anoch, obijee
COCTOsIHIE peOeHKa ObIIO YIOB/IeTBOPUTEIbHBIM.
OnHaKO B TEYEHUU MOC/IEJHETO TOhA O HACTO-
SIIIETO BPEMEHN y Ma/Ib4/Ka BHOBb IOSIBUJIIICH
He3HauMTe/bHble OTEKV Ha PyKaX, HOrax U Ha
JINIIE, B CBSI3M C Y€M OH IIEPUOAMNYECKN IOy daeT
anpoymuHorpancdysuto. Onepanns oHrena
U GeNIOK-TEPSIIOIAst SHTEPOIIATIS TIPEJICTABISA-
10T c060IT pasHble ACTIEKThI MEAUINHBI, OHAKO
MHOTMA OIVH JMArHO3 CTAHOBUTCH C/IECTBIEM
Apyroro.

MBI KONIEKTUB aBTOPOB IIPOBEIU UCCIIE-
foBaHue, 06paboTay, HONYIUIN Pe3yIbTar,
U MBI CYUTAEM, YTO MBI IIPABBL, U 3aABJISIEM, UTO
OTBETCTBEHHOCTD 3a PE3y/IbTAT I AKTUBHOCTh
B HATIMCAHUI MaTePHaIa OCTAETCS 32 ABTOPAMI.

KmroueBbie cnoBa: benok-Tepsomiasn sHTeponaTus, onepanusa ©PoHTeHa, BPOXX/I€HHBIN TOPOK

cepana, KIIMHNMYECKOE Ha6)’IIOJI€HI/Ie
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Summary

The clinical observation of a boy with protein-
losing enteropathy after the Fontan operation
is presented. The boy, S.M., 2 years old, was
admitted with complaints of abdominal pain,
bloating, enlarged abdomen, frequent watery
stools, and peripheral edema in the arms and
legs. The child was diagnosed with a congenital
heart defect at birth, for which Fontan surgery
was performed. One month later, diarrhea and
swelling appeared on the face, arms, and legs.
Edema was temporarily relieved by symptomatic
therapy. At the age of 2, the child was hospi-
talized in the gastroenterology department of
our center. Examinations revealed low levels
of total protein and albumin, and an increase
in alpha-1 antitrypsin values. The diagnosis
of protein-losing enteropathy after the Fontan

operation was established. The child was pre-
scribed a diet enriched with medium-chain
triglycerides, spironolactone, and predniso-
lone. After 6 months of follow-up, no edema was
observed, and the child’s overall condition was
satisfactory. However, over the past year until the
present, the boy has experienced slight swelling
in the arms, legs, and face, requiring periodic
albumin transfusions. Fontan operation and
protein-losing enteropathy represent different
aspects of medicine; however, sometimes one
diagnosis becomes a consequence of another.
As a collective of authors, we conducted the
research, processed the data, obtained results,
and we believe that we are correct. We affirm that
the responsibility for the results and activity in
writing the material remains with the authors.

Keywords: Protein-Losing Enteropathy, Fontan Operation, Congenital Heart Defect, Clinical
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BBenenue

Benox-repstomas suteponarus (BT9) nmu akc-
Cy[laTMBHAas 9HTEPOINATU IpefiCTaBIgeT CO00il
KIVMHUYECKNIT CUH/IPOM, IIPU KOTOPOM BCIIe]I-
CTBIE PA3TUYIHBIX IPUINH HIPOUCXORUT IIOTe-
P CBIBOPOTOYHBIX 0€JIKOB Yepe3 >KelyJOYHO-
KUIIedHblit TpakT. [loTeps Genka depes
KUIIEYHVK IPUBOJUT K TUIIOAIbOYMITHEMUM,
CHIDKEHUIO OHKOTMYECKOTO JaBIeHMs, OTEKY
Y TPaHCCY Bl )KUIKOCTHI B IIOJIOCTY OPTaHM3-
Ma [1]. BTD moxeT ObITh TePBUYHOI U BTOPUY-
HoiL. [lepBu4Has 6e/0K-TepsIIoLasi SHTEPOIIATIS
(cuuppom Banpmana) cBsi3aHa ¢ BpOXKIEHHBIMU
nedexramu muMdaTIUIECKOT CUCTEMBI, KOTOPbIE
MPUBOAAT K paclivpeHnio u gedopmanum mum-
¢daTmyeckux cocynos [2, 3]. Bropuynas 6emoxk-
TepsIIoIasi SHTEPOIATI s BOSHUKAET KaK ClIef-
CTBYE IPYTUX YCTIOBUIL VIV IIPOLIECCOB, TAKMX KaK
BOCIIaJIeHNe, MH(EKIVA, OYXO/IM V/IU TPAaBMBI,
KOTOpbI€e BBI3BIBAIOT IIOBPEX/IeHMsI TnMpaTiye-
cKoli cucrempl. Hanpumep, xupyprudeckoe BMe-
[IaTEThCTBO, OHKOIOTMYeCKIE 3a00IeEBAHIS VTN
XpOHMYECKIe BOCHIaTINUTEIbHbIE U Ay TOMMMYH-
HBIe IIPOLIeCChl MOI'YT HAPYLIUTb HOPMa/IbHYIO
CTPYKTYPY U PpyHKIMIO TUMPaTUIECKUX COCY-
IOB, YTO B UTOT€ IPUBOAUT K BTOPUYHOIT (op-
Me KuieqHou mumbanrnoskrasun (4, 5. Ogua
13 IPUYNH, [I0 KOTOPOIT MOXKeT HaOII0AaThCs

Pesynbrarsl

IIpencTaBisaeM KIMHUYECKOE HAOMIONEHNE By X-
neTHero pebenka mocie onepanun oHTeHa,
OCTIOKHUBIIENCA BTOpiaHOi BTO.

Bonbhoii C. 2 roma u 3 Mec, 06paTniics K Ham
¢ J)Kaj06aMu, co CJI0B MaTepy, Ha B3AYTUE XKU-
BOTA, HEYCTOMYMBBIN U XKUJLKUI CTYJI, HA CHU-
JKeHUe alIeTuTa, 9actbie ahThl B pOTOBOI
HOJIOCTH, CYROPOTY, IepudepndecKme 0OTeKI
Ha JIMIe, pyKaxX ¥ Horax. VI3 aHaMHe3a: pebe-
HOK OT TpeTbeli 6epeMeHHOCTH, BTOPBIX POJIOB.
BepemenHocTh mpoTekana Ha GoHe TOKCUKO3a
VI aHEMU.

bpax HeponcTBeHHBIIT. Poxbl mporekanu 6e3
OCTIOKHeHNIT. Mampank popuics Gpusnonormnde-
CKUM ITyTeM Ha 39-11 Heflenie recTaluy C BeCOM
3500 r, pinHOI Tena 48 cM. K rpyau nmpunosxen
cpasy. Pebenox 40 mHell J1e>Kas B OTJeIeHUMY T1a-
TOJIOTVY HOBOPOXK/IEHHBIX, Ifie ObUT AMarHOCTH-
POBaH BPOXX/IEHHDBIN IOPOK cepflia — ABOJIHOE
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BropuuHas BT3J, Bkioyaet 60IbHBIX, KOTOPbIE
neperecnu ornepanuio Gonrena [6], 4To sABISET-
51 )KU3HEYTPOXKAIOLIVIM OC/IOXKHEHVeM TaHHON
onepanuu. bT3 passusaercs y 4-13% manyeHros,
aCCOLMUPYETCA C BBICOKOV CMEPTHOCTDIO, a IIATHU-
JIETHSA BBIKMBAEMOCTb cocTaBiseT 46-50% [7, 8].
Ho HexoTopsie aBTOpbI 0OTMeYatoT, 4o BT pas-
BuBaeTcs yanle y 10-24% nereii. Bnepsrie o pas-
sutuu bTD, cBa3aHHOI ¢ oneparuert PoHTeHa,
coobmanock B 1980 r [9].

Omneparust PoHTeHa 4aCTO IPUMEHSIOIASICS
15T JIedeHMsT CTIOKHBIX BPOXK/IEHHBIX IIOPOKOB
cepplia, IpefcTaBIsgeT cO00 XUPYPrUdecKyo
IIpOLIefy Py, HALIPABIEHHYI0 Ha Y/Iy4IlIeHue KPO-
BOOOpalljeHNs B YCIOBUAX HEIIOJIHOTO aTPUO-
BEHTPUKYILAPHOrO pasnenenuss. OHa HallpaB-
JIeHa Ha CO3JaHMe aJIbTePHATVBHOTO YT J/I
KpPOBH, IIO3BOJISIONIETO 000MTY HEMPaBUIbHO
Pa3BMBIINECS YaCTY CEPALa U TETKUX, I/Ist 00e-
CIie9eHu st HeoOXoaMMOoit okcureHamuu [11].

Hecmotps Ha ycrexu, JOCTUTHYTBIE B Befle-
HUM OOIBHBIX C eIHCTBEHHBIM XXeTYL04YKOM,
9TU IAIVIEHTBI TPEOYIOT JIUTENTBHOTO HAOIIO-
[eHUsI C 11e/IbI0 CBOEBPEMEHHOI IUarHOCTI-
KV PasBUTUS PA3TUIHBIX OCTIOKHEHMIT U UX
KOppeKIMM, KaK B paHHEM, TaK U B IO3HEM
[I0C/Ie0TIEPAIIMOHHOM IIEPUOfIax.

OTXO>K/IEHME€ Mar¥CTPaNbHBIX COCYJIOB OT IIpa-
BOTO >KeNy[J04Ka, JedeKT MeXKeTyL0uKOBOI
IIeperoponKy, oblee mpefceppme, IUIOIIa-
3114 NIeBOTO Kenypnodka. JJanmee no 1,5 Mecsnes
IOy Yasl JIedeHye B OT/ie/IeHNY 3a60meBaHml
fieTell paHHEro BO3pacTa B pailOHHOI OONTbHU-
Ie 110 MecCTy >XuTenbcTBa. C poxjeHus pebe-
HOK OBII Ha UICKYCCTBEHHOM BCKapM/IMBaHUM,
¢ 4 MecALeB Haya/IM [JaBaTb MOJOYHbBIE KA.
Manp4mK ¢ pOX/IEHUA COCTOUT Ha y4YeTe Y He-
BpOJIOTa U CTPafiaeT CYJOPOKHBIM CHH/[POMOM.
B 1 rop 7 MecsleB eMy OblIa IIpOBefeHa OIepa-
nus- Gonrena B Pecnybnukanckom JleTckom
Haumonanbuom llentpe. Ilocne BrInucku
yepes 6-7 JHeN OTMeYasics IO beM TeMIIepa-
TYPBL, B CBA3M C 4eM pebeHOK OBl rocnuTa-
JIM3UPOBaH B PaliOHHYIO OOJIBHUIY 11O MECTy
>)KuTenbcTBa. COCTOAHME CTANO YXyAIIaTh-
s, TOABMUINCDH OTEKU PYK U HOT, )KMBOT CTas
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yBeINYUBATbhCA B pasMepaXx. PeOeHOK BHOBb
6bUI rocINTaNU3NpoBaH B Pecriybmukanckmit
Herckuit HanmoHanpHblil LEHTP Ihe HaXOuJI-
cs 1 mecan. OTeku 6bUIM ycTpaHeHBI Ha poHe
¢dypocemua, HeOZTHOKpATHBIX MHY3UI 20%
anpbymuHa. CrrycTs 4 THA IOC/Ie BBIIUCKN Y pe-
6eHKa CHOBa HaYa/ICh OTEKM, )KUBOT CUIBHO
YBEIMYUICA B pasMepe, ObUI B3AYT U B BO3pacTe
1 rop 10 MecsALieB Ma/IbYMK ObII BHOBb TOCITITA-
nu3upoBaH B Jlerckuit HanmonanpHbIN LeHTP,
rje Oply1a BBITIOTHEHA KOHTPACTHAS PEHTTEHO-
rpadua XKKT (kenmyno4HO-KUIIEYHBI TPAKT),
cpenaH naccaxx JKKT u BbIABIEHBI TaCTPOIITO3
u monuxocurma. [locie meuyeHus cocTostHME He
YAY4IINIOCH, M B BO3pacTe 2X JIeT pebeHOK OB
rocuutanusuposad PCHIIMIIII B otpenenue
lactposuTeponorum.

[Ipu ocmoTpe 0b61iee COCTOsIHUE CpefHeit
TsKecTU. Bec mpu mocrynnenun 12 xr (Hop-
Ma), pocT-82,5 cM (-1 Z-score 1o KpuTepusam
BceMmupHoOIl opranusanuu 3gpaBooxpaHe-
HISI) Macca pocToBoit nHpekc (+1 Z-score) [12].
Ko>xHbIe ITOKPOBBI VI BUAMMBIE C/TM3UCTBIE Y-
crole u 6meuble. [T0JKOXKHO-KIMPOBas KiIeT-
YyaTKa pasBMTa YMEPEHHO, MbIIIEYHBI TOHYC
coxpaHeH. HabmrofaooTcst He3HaYMTEbHBIE OT-
€KJ Ha HIDKHMX KOHEUHOCTSAX M KUCTAX PYK.
CnusucTasi monocTu pra 671eJHO PO30BOTro [[BETa,
Ha MOMEHT ocMoTpa adpT HeT. ANNETUT CHU-
KeH. [lepudepnyeckne mumbarigeckye y3bt
He yBe/IYeHbI, ITO/|BVDKHBIE. MbIIIeYHbIil TOHYC
coxpaHeH. Kocrnas cucrema 6e3 gedopmarnm.
MosouHble 3yObl IIOTHOCTHIO IIPOPE3aNNUCh,
YaCcTOTa JAbIXATEIbHbBIX NBVKEHUI 26 B MUHY-
Ty, caTypanua-98%. B merkux ayckynbTaTus-
HO BBICTYIIMBAETCA BE3UKYNIAPHOE JbIXaHME.
CeppuebueHne puTMUYHOE, TOHBI IIPUTTTYIICHB,
ITynbc-110 B MuHyTY. JKUBOT yBenudeH B 00b-
eme-48 cM, B3y T, CUMMETPUYHBIN, COCYJUCTAS
CeTb He BUJIHA, YYACTBYET B aKTe [IbIXaHU s, IPK
MabIaluy MATKUI, 6e3007me3HeHHbIN. [ledyeHb
1 cene3eHKa He yBenuuenbl. CTyn 4-5 pas B cyT-
K1, TONTyo(OpMIICHHBLIT. ModYenciyckaHue CBO-
6opnHOe.

IIpu 0bcnedosanuu B 061eM aHaIN3e KPOBMU OT-
MedeH JiefiKoruTos- 13,34*10°/n (Hopma 4-9*10°/m).
B 6uoxuMudeckoM aHaIn3e KpOBY — TUII0aIb0Y-
MuHeMuA 1o 34 r/n (HopMa 38-54 /i), rUIOnpo-
TerHeMusA — 55 1/ (Hopma 6080 r/;m). AHTHTeTa
K TKaHeBOJ TpaHcrnyTaMmmuHase Ig A- 2,0 E/mn
(mpm HOpMe <10 E/mn). Ig A- 0,84 r/n — HOpMa.

®exanbHblil a-1- anTUTpUIICKH — 120 Mr/nn (HOp-
Ma 10 26,8 Mr/mr). OO uit aHaIu3 MOuM — 00K
(abs), neitkoruTel — 1-2/1, OKcanaThbi+. YIeabHblii
Bec 1027 r/n1. B ananuse Kana Heli TpaIbHbBIN XMP +
M KUpHBIE KUCTOTHI +. VIOA Ha BUY nudexiuro-
OTpUIIATE/TbHBII.

ITpy nmpoBefeHNM UHCTPYMEHTA/IBHOTO 006-
C/IeIOBAHMIA ITOTTY Y€HBI C/IeA YOI e Pe3y/IbTaThl:
Ha ynbpTpa3ByKoBOM MCCIeJOBAHUY OPTaHOB
MMIeBapeHNA OTMeYasICs BBIPaKeHHBIN ITHEeB-
MaTo3 KnmleyHnka. Kapriuua ractponrosa npn
MpOBeJieHN M KOHTPACTHOI peHTreHoTrpadun
JKKT. Ha uppurorpauu- peHTreH KapTuHa
TONMXOCUTMBI.

Ha ocHoBaHMM aHaMHe3a: MOSIBJIEHUE U TI0-
BTOpsIOIMECs nepudepriecKiie OTeKN HOCe
npoBefeHnA onepanuy QoHTeHa, HU3KNE 3HA-
JeHN 001ero 6eka 1 arbOyMuHa, HOBBIIIEHN A
3HaueHMII heKabHOrO anbga-1 aHTUTpUIICHHA
ObLI yCTAaHOBJIEH CIeAYIOLINIT JUAaTHO3:

Knunuueckuti douaznos: Bmopuunas 6enox-
mepsIou,as IHMeponamus, nocie onepayuu
Donmena.

ConyrcrByromunit fuarHos: [actponros.
Jonuxocurma, B cTafuu CyOKOMIIeHCALIMN.

bonpHOMY 6bl/1a Ha3HaYeHa AMeTa C HUBKUM
copiep>KaHMeM JIITHHOIIETIOYeYHBIX KM PHBIX
KICTIOT, 000TraleHHast CpeiHelieI0ue I HbIMY TPU-
rnepuaMu. bobHOI B OTHE/IeHNN Oy Yast
JIEBOKaPHUTUH, I[MHK, BEPOIITVPOH, PETUAPOH,
HUYpOKcasuy, IpoOMOTUKN. [JOIOTHUTENTLHO
ObI1 peKOMEHIOBAH B Ka4eCTBe NMUTaHUS
IlenmTaMeH IOHMOP ¥ TOPMOHOTEpANNUs Ipef-
HIM30/IOH B Tab/meTKax 13 pacyera 1 MI/KT Beca
B TedeHue 10 gHe C MOCTeNeHHBIM CHUYKEHVEM.

[TanveHT HAXOAUJICS HA IEYEHNY B OT/IEIEHU U
14 mHe, Ha (bOHe jledeHns oblee cOCTOsAHME
pebeHKa yIy4dlINIoCh, )KUBOT YMEHBIINUIICA
B o6beMe. ITokasaTenn obuiero 6enka u anboy-
MITHa HOpMa/IM30BaJIiCh.

Masnpunk 6T OCMOTpEH 4epes 3 Mecsina. 3a
YKa3aHHBII Teproj Ha pOHe JUEThl ¢ HUSKUM
cofiep>KaHMeM JIIMHHOIIETIOYEeYHBIX KM PHBIX
KUCTIOT pebeHOK IpuOaBIII B Bece 2 KT ¥ BBIPOC
Ha 6 cM. Uepes 6 Mecs1ieB B KaTaMHe3e OTEKOB He
HabITI0/1a10Ch, 0011ee COCTOsIHIE pebeHKa ObITo
ynosineTBopuTenbHbIM. OlHaKO B TeYEHNN T10-
CJIeIHETO TOfia 10 HACTOSAIIETO BPEMEeH) Y Majlb-
Y1fKa BHOBb IMIOSIBU/ICh HE3HAYNTETbHbBIE OTEKU
Ha pyKaXx, HOTaxX ¥ Ha JINIie, B CBA3Y C TeM OH Ile-
PUOMYECKY IIONTy4YaeT aIbOyMUHTPaHCDY3NIO.



O6c¢cyxnenne

HecmorTps Ha ycnexit, JOCTUTHYTbIE B BeleHUN
60n1bHBIX ITOCTTe oneparun OOHTEeHA, 9TY MAIN-
SHTBI TPeOYIOT I/IUTEILHOTO HaOIIONEH A C Lie-
JIBI0 CBOEBPEMEHHOIT JMATHOCTUKY Pa3BUTHSA
Pa3TUYIHBIX OCTIOXKHEHWI ¥ X KOPPEKINN, KaK
B paHHeM, TaK U B [I03[{HEM I10CTIE0ePAIIIOHHOM
nepuopax. K HuMm otHocurcsa BT3, koTopas
4aCcTO HEJJOOIIEHNBAETCS IIPK BbIOOpe Tepanuu
[6,7]. Crupi nepspiM omnucan BT y manuenta
C eIHCTBEHHBIM >KeTyI0YKOM I10CIIe Ollepalium
®ontana [13]. CuuraioT, YTO OFHON U3 IPU-
yyH pa3sutuA bT3 nocne onepanuu PonraHa
SIBJISIETCSI TIOBBIIIIEHE CUCTEMHOTO BEHO3HOTO
maBnmeHus [14].

V/I3BeCTHO, YTO Y HEKOTOPBIX HMAllMEHTOB
KIMHNYecKue npossiaeHns bTI mporekawor
6ostee BSIO, TUIIOTIPOTENHEMM ST MOXKET BO3HU-
KaTb IIPU OTCYTCTBUM FaCTPOMHCTECTUHAIBHBIX
CUMIITOMOB 3a00eBanst. Hawyasmo 60ne3un nan
ee 000CTpeHNe Y NAIVIEHTOB YaCTO BOSHMKAeET
B Te4eHe 2-3 Hefie/ny I0oC/ie BUPYCHOI NHeK-
nuu [15]. Takasi ske cuTyauys IpocaexXuBanach
U B HallleM CIyd4ae.

OCHOBY BOCIIONIHEHU s 6ENTKOBBIX IIOTEPD CO-
CTaBIISIET {MeTa, BKIIIOYAIOIasl BBICOKOE COflep-
XKaHue 6enKoB (6oyee 2 I/KI' B CyTKMU), HU3KOE
copiepxaHue XK1pos (MeHee 25% Kanmoparxa) ¢ uc-
K/TIOYEHMEM XXMPOB XMBOTHOTO ITPOMCXOXK/Ie-
HUA U 607Iee BBICOKUM, YeM B HOpMe, YPOBHEM
CpeIHeLeII0YeYHBIX TPUTTUIEPULOB, MONIEKY-
JIBI KOTOPBIX IMIPOXOMSIT MUMO TUMaTIIeCcKOil
CHCTEeMBI KUIIEYHMKA U BCACBIBAKOTCA HEIO-
CPefICTBEHHO B KPOBOTOK. Takoii MyTh BCcachbIBa-
HUA MUHYeT HapyIlleHHble (IMIATHPOBAaHHBIE)
XWIE3HBIE IIPOTOKM KUIIeYHUKA U yIydlIaeT
OO HYTPUTUBHBII CTaTyC y HAIeHTOB [16].
Bmecre ¢ teMm, J. Rychik cunraet, 4To fuernye-
CKUe Y HyTPUTUBHBIE MeporpuaThs 9 HexTus-
HBI K HeKOTOPbIX popmax BTD, cBsA3aHHBIX
C He Kap[MaqibHbIMI IPUIMHAMY; aBTOPHI He
OOHApYXXM/IU CYLIeCTBEHHO MOb3bl OT HUX
y nanuenTos ¢ bT3 mocne onepanun @oHTeHa.
YBenudenue norpebnenns 6enka, XOTs U MO-
JKeT ObITh MOIE3HBIM B HEKOTOPBIX OYEHb JIeT-
KUX C/Iy4asAX, pegKo KOMIIEHCUPYET NOTepH,
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IIpOMCXOA Al e Ha 9HTepaTbHOM ypoBHe [15].
B cnyvae fanbHeiIIero NporpeccupoBaHusd
BTO nepBbIM LONOTHNUTENBHBIM [IPENAPATOM
CTaHOBUTCS SHTEPAIbHBII TOMNYIECKIIT TTTIOKO-
KopTuKouz — 6yneconns [17].

Ecnu ke yepes 1-2 Mecsinia OT HavYasa 1edeHn st
OyeCOHMIOM COXPAHSIOTCA U/IU IPOTPeCcCh-
pytor cumnromel bT9, crepyer paccmoTrpers
IOTIOTHUTENbHbIE TIPerapaTsl. BBIOOP TaKTUKYU
Ta/IbHEIIETO TeYeH A 3aBUCUT OT KITMHIMYECKOI
CUTyallUy KOHKpeTHOTo manuenra. [Tpu Hamu-
YUU JAHHBIX 32 IOBBIIIEHHOE COPOTUBIIEHE
KPOBOTOKA B MEJIKVIX COCYaX IETKMX Ha3HAYAIOT
cunpeHadu A1 TOCTVOKEHU ST Ba30OMIaTal{ 1N
JIETOYHBIX COCYJOB M YIYYlIeHUs TPAHCIIY/Ib-
MOHApHOTo KpoBoToKa [15]. Cnenymowmum sTa-
IIOM B cr1y4ae Hea(pPeKTUBHOCTYU CHIfeHadu-
JIa SIBJISIETCS] Ha3HAYeHMe MTPeSHM30/I0Ha UK
IIOJKOXXHOTO BBEJIeHM I HUSKOMOJIEKYISIPHOTO
renapuHa. CrepoupHas tepanus sdpdexTnpHa
y HEeKOTOPBIX ITALIMEHTOB IIPYU UCIONb30BAHUA
BBICOKUX 103 (1-2 MI/KT B 9KBUBaJIeHTE IIPeJ-
HM30JI0HA) B T€YEHIE [I/IUTETbHOTO BpeEMEHN
(OT HECKONMBKMX HeMleNb 10 HECKOTbKIUX MeCs-
es) [18, 19]. ITo ganubiM Andrew P. Copland
KOPTUKOCTepOM bl 3¢ PeKTUBHBI MIMEHHO Y 9TOM
TpyIIIBbI ManyeHTos [20].

B namem cnydae Mbl 3aUKCUPOBANM OT-
HOCUTE/IbHO JIINTEIbHYI0O peMUCCHUIO Ha (HOHe
MpeJHU30/I0HA U JMeThl C HUSKUM COfepiKa-
HMEM [UIMHHOIENOYETHBIX XUPHBIX KUCTIOT,
o6oraieHHOI CpefHelelOYHbBIMI TPUTTHIIE-
pumamn.

Ecnu vy OfUH U3 3TUX METOOB HE SIBISETCS
3¢ PeKTUBHBIM, PACCMAaTPUBAIOT BO3MOKHOCTh
npoBefeHus peHecTpaL My IpefiCepPIHO TIepe-
ropognku. [Tanuents! ¢ BT nocre onepanun
@®oHTeHa, KOTOPbIe HE OTBEYAIOT Ha IPOBO/N-
MYIO TepaIMIo UM HaXOHATCS B TPYIIIE BBI-
COKOTO PUCKAa CMEPTHOCTH, JOJIKHBI IIPOXO-
BUTh 00CIeoBaHNe Ha IPeMET POBeIeH NS
TpaHcmaHtanuu ceppua. OeHKa BO3MOX-
HOCTM TPAHCIIAHTAINY J{O/DKHA IIPOBOJAUTHCS
OJTHOBPEMEHHO C JTI0OBIM 13 METOIOB JIeYeH S,
ommcaHHbIX paHee [11, 21].
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Knuanaecknin
cayyvan

3akK/auYeHne

Omnepannsa @onrena u BT npexcrasnsioT co-
6011 pa3Hble aCIIeKThI MEAMLIMHBIL, OfjHA CBA3aHA
C XUpypruei ceppilia fijis IeyeHusA BpOXK/I€HHBIX
IIOPOKOB, a Pyras — C PeIKUM PacCTPOIICTBOM
numdarndeckor cuctemsl. OHAKO, 3a9aCTyI0
IIpMMEHEHMe NIePBOII BleYeT 3a CO00I MOAB-
neHue #pyroii. JJaHHble maTonoruyu Tpedy-
0T CIelMaNu3NPOBaHHOTO IOAX0/a K /iede-
HUIO U BeJJeHNA ONBITHBIMU MEeIUIVHCKUMHA

Kamunosa AntuHoi TypcyHOBHa, /1.M.H., Npodeccop, pyKoBo-
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YcmoroBa Komona LLaBKaToBHa, MaaLLmMI HayYHbI COTPYAHVK
oTAena raCTpO3HTEPONOTUN U HYTPULIMONOT N
Y6arixomkaeBa Xunona Typanxof)kaeBHa, Bpay opanHaTop
OTAeNa raCTPO3HTEPOSIOTUN W HYTPHLMONOT N

JIutepatypa | References

1. OzenA.,Lenardo M.]J. Protein-Losing Enteropathy.
N Engl ] Med. 2023 Aug 24;389(8):733-748. doi:
10.1056/NEJMra2301594.

2. Agrawal A., Pandey V.P,, Shende A. Primary
Intestinal Lymphangiectasia (Waldmann’s Disease)
A Rare Case of Protein Losing Enteropathy. J Assoc
Physicians India. 2020 Jan;68(1):89. PMID: 31979845.

3. Kamilova A.T., Sultankhodzhaeva Sh.S., Azi-
zova G.K., Dustmukhamedova D. Kh. A case of
primary lymphangiectasia of the small intestine
associated with coeliac disease. Vopr. det. dietol.
(Pediatric Nutrition). 2016; 14(5): 65-69. (in Russ.)
doi: 10.20953/1727-5784-2016-5-65-69.

Kamnnosa A.T., Cynranxomxaesa III.C., Asuso-
Ba [.K,, Jyctmyxamenosa JI. X. Crnyuaii mepBiMaHON
JIMM(pAHTYOKTA3UI TOHKOI KK, ACCOLMVPOBAH-
HOII ¢ IlenmaKuert. Borpocsl eTcKoil JueTonornm.
2016;14(5): 65-69. doi: 10.20953/1727-5784-2016-
5-65-69.

4. Kamilova A.T., Geller S.I., Ubaykhodjaeva X.T.
Description of a clinical case of combination of celiac
disease and ichthyosis in a girl. Meditsinskiy sovet =
Medical Council. 2021;(11):134-139. (In Russ.) doi:
10.21518/2079-701X-2021-11-134-139.

Kamusosa A.T., Terep C.J1., Yoarixomxkaesa X. T.
Omnncanne KIMHIUYECKOTO CTy4Yast COYeTaHs e/
aKWUM U MXTHO3a y fieBouku. MenuuyHckuit CoBer.
2021;(11):134-139.doi: 10.21518/2079-701X-2021-
11-134-139.

CHelMaaucTaMi ISl JOCTVKEHU A HaMy 9IINX
pe3ynbTaToOB B YIyYIIEHUY 300POBbA MalN-
€HTOB. B 11e/10M, HeCMOTps Ha OrpaHUUYEHHbIe
JaHHBIE O IPOTHO3€ U 3HAYMUTENbHbIE TPYJ-
HOCTU B JICYCHNM, paHHee OOHapyXKeHMe, KOM-
IUIEKCHOE JIeYeHIIe, 2 TAK)Ke COOMTIofIeH1Ie MeP I10
MpefOTBPAIeHNIO OCTOKHEHNUI CYLIeCTBEHHO
CHVDKAT Bo3fiericTBre BTD Ha KaueCTBO )KM3HU
marueHTa.

Altina T. Kamilova, Dr. Sci. (Med.), Professor, Head of the De-
partment of Gastroenterology and Nutrition; ORCID: 0000—
0003-1695-0978, Scopus Author ID: 6603459264, Researcher ID:
GMR-9389-2022

Komola Sh. Usmonova, Junior Researcher, Department of Gas-
troenterology and Nutrition; ORCID: 0009-0009-6384-8176
Khilola T. Ubaykhodzhaeva, resident doctor Department of
Gastroenterology and Nutrition

5. Usmonova K. Sh., Kamilova A.T., Dustmukhame-
dova D. Kh., Makhmudov A.S. Severe course of
celiac disease complicated by stress-induced hy-
perglycemia. Vopr. det. dietol. (Pediatric Nutrition).
2023; 21(6): 78-84. (In Russ.) doi: 10.20953/1727—
5784-2023-6-78-84.

VYemonosa KU1, Kamunosa A.T., [lyctmyxamerno-
Ba [I.X., Maxmypos A.C. Tsxenoe Tedenne Lenu-
aKIU, OCTIO)KHEHHOI CTPECCOBOI TUIIePITIMKEMMEIA.
Bompocsr gerckoit sueronorun. 2023; 21(6): 78-84.
doi: 10.20953/1727-5784-2023-6-78-84.

6. Patel J.K., Loomes K.M., Goldberg D.]., Mercer-
Rosa L.,Dodds K., Rychik J. Early Impact of Fontan
Operation on Enteric Protein Loss. Ann Thorac Surg.
2016 Mar;101(3):1025-30. doi: 10.1016/j.athorac-
sur.2015.09.036.

7. Mertens L., Hagler D.J., Sauer U., Somerville J.,
Gewillig M. Protein-losing enteropathy after the
Fontan operation: an international multicenter
study. PLE study group. ] Thorac Cardiovasc Surg.
1998 May;115(5):1063-73. doi: 10.1016/s0022—
5223(98)70406-4.

8. Johnson J.N., Driscoll D.]J., O'Leary P.W. Protein-
losing enteropathy and the Fontan operation.
Nutr Clin Pract. 2012 Jun;27(3):375-84. doi:
10.1177/0884533612444532.

9. Thacker D.,Patel A.,Dodds K., Goldberg D.]., Semeao
E., Rychik J. Use of oral budesonide in the manage-
ment of protein-losing enteropathy after the Fontan



10.

11.

12.

13.

14.

15.

16.

operation. Ann Thorac Surg. 2010 Mar;89(3):837-42.
doi: 10.1016/j.athoracsur.2009.09.063.

Hjortdal V.E. The Fontan operation: when and why?
Eur J Cardiothorac Surg. 2022 Feb 18;61(3):495-496.
doi: 10.1093/ejcts/ezab395.

Rao PS. Fontan Operation: Indications, Short
and Long Term Outcomes. Indian ] Pediatr. 2015
Dec;82(12):1147-56.doi: 10.1007/s12098-015-1803-6.

Guideline: Updates on the Management of Severe
Acute Malnutrition in Infants and Children. Geneva:
World Health Organization; 2013. PMID: 24649519.

Crupi G., Locatelli G., Tiraboschi R., Villani M., De
Tommasi M., Parenzan L. Protein-losing enteropathy
after Fontan operation for tricuspid atresia (imper-
forate tricuspid valve). Thorac Cardiovasc Surg. 1980
Oct;28(5):359-63. doi: 10.1055/s-2007-1022109.

Senzaki H., Masutani S., Kobayashi J., Kobayashi T.,
Sasaki N., Asano H., Kyo S., Yokote Y., Ishizawa A.
Ventricular afterload and ventricular work in
fontan circulation: comparison with normal
two-ventricle circulation and single-ventricle cir-
culation with blalock-taussig shunts. Circulation.
2002 Jun 18;105(24):2885-92. doi: 10.1161/01.
¢ir.0000018621.96210.72. Retraction in: Circulation.
2012 Jun 12;125(23): €e1020.

Rychik J. Protein-losing enteropathy after Fontan oper-
ation. Congenit Heart Dis.2007 Sep-Oct;2(5):288-300.
doi: 10.1111/j.1747-0803.2007. 00116.x.

Gandaeva L.A., Basargina E.N., Borovik T.E.,
Zvonkova N.G. Nutritional status correction options

17.

18.

19.

20.

21.

ApxuB megyaTpun 1 gerckoit xupyprun Nel [2] 2024 ropa @

in children with congenital heart disease. Kazan
medical journal. 2015;96(4):654-659. (in Russ.) doi:
10.17750/KMJ2015-654.

lanpaesa JI.A., bacapruna E.H., boposuk T.3.,
3BonkoBa H.T. BosMoXHOCTM KOppeKIuy Hy Tpu-
TUBHOTO CTaTyca y JieTeil ¢ BpOXKJEHHBIMI IT0PO-
Kamu cepaia. Kasanckmit MeMIMHCKIA Ky pHaJl. —
2015. - T. 96. — Ne 4. — C. 654-659. doi: 10.17750/
KM]J2015-654.

Edsbicker S., Andersson T. Pharmacokinetics of
budesonide (Entocort EC) capsules for Crohn’s
disease. Clin Pharmacokinet. 2004;43(12):803-21.
doi: 10.2165/00003088-200443120-00003.

Rothman A., Snyder J. Protein-losing enteropathy
following the Fontan operation: resolution with
prednisone therapy. Am Heart J. 1991 Feb;121(2
Pt 1):618-9. doi: 10.1016/0002-8703(91)90743-2.

Rychik J., Piccoli D.A., Barber G. Usefulness of
corticosteroid therapy for protein-losing enterop-
athy after the Fontan procedure. Am J Cardiol.
1991 Sep 15;68(8):819-21. doi: 10.1016/0002—
9149(91)90667-a.

Copland A.P. Protein Losing Enteropathy: Diagnosis
and Management. PRACTICAL GASTROENTER-
OLOGY. APRIL 2017. SERIES 162.

Feldt R.H., Driscoll D.J., Offord K.P.,, Cha R.H.,
Perrault J., Schaff H.V,, Puga EJ., Danielson G.K.
Protein-losing enteropathy after the Fontan opera-
tion. J Thorac Cardiovasc Surg. 1996 Sep;112(3):672-
80. doi: 10.1016/S0022-5223(96)70051-X.

169



