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nporHo3. B craTse nmpencraBieHo KIMHIUECKOE HAOMI0eHNE pedeHKa 2 1eT 6 MecsaIeB ¢ IuMEpocTazom
NpaBoil BepXHeil KOHeYHOCTH, OTMEYAKIIUMCA ¢ poxkaeHusa. IlanueHTKe IMPOBeJEeHO KOMILIEKCHOe
J1ab0paTOpHOE M HHCTPYMEHTAJIbHOE 00CIeJOBaHNe, B X0Ie KOTOPOro ObLIN BHISIBJEHBI BHIPA'KEeHHAST
TUIOIPOTEHHEMU I, MHOKECTBEHHbIe PACCesIHHbIe KNIIeUHbIe JUM(PAHTHIKTA3UHU CIN3UCTOH 000I0Y-
KHY TOHKOM KMIIIKY, HA OCHOBAHHMH Yero yCTAaHOBJIEH TUarHo3 0ose3nu Baapamana. PeGeHky mogmoopana
HU3KOKHMPOBAs JUETa C IpeodjIafaHneM B PalliOHe CPeIHeNeI0YeYHbIX TPUTINIEPUA0B, Ha3HAUYeHA
o/IePKNBAIOINAs Tepanusi, Ha ()0He KOTOPHIX OTMEUYeHa BHIPAKEHHAS IOJOKHUTEJbHAS JUHAMIKA
cocrogHusa. Onucanne KINHUYECKOTO CIy4asi JeMOHCTPUPYET BasKHOCTh KOMILIEKCHOW OLI€HKHU COCTO-
HUS JeTel ¢ TuM@(OocTa3oM KOHEYHOCTeH ISl paHHel Bepu(uKauy JTUario3a NePpBUIHON KMIIeYHOH
JUM(pAHIIIKTA3UM ¥ CBO€BPEMEHHOr0 Ha3HAUYEHU A TePANeBTHYECKUX BMelIaTeJbCTB.

Knrwoueesle cnosa: nepsuinas Kuuleinas AUMParnzusxmasus, 6oae3nsv Baavdmana, skccydamusnas
aHmeponamus, AUMPOcmas, AUMPOneHus, ZunonpomeuHemus.

Hum.: EA. Ryneouna, A.H. Cypros, A.O. Anywenko, I.B. Moscucan, E.JO. [lvaxonosa, E.A. Pocaasyesa,
M.M. Jloxmamos, KA. Kyaurxos. Couemarnue aum@pocmasda 6epxHeil KOHELHOCMU U NepeuiHoil
KuweuHol aumpanzusxmasuu (6onre3nu Barvomana ) y pedenra 2,5 nem. Ileduampus. 2019; 98 (6 ):
240-245.

E.A. Kulebina, A.N. Surkov, A.O. Anushenko, G.B. Movsisyan, E.Yu. Dyakonova,
E.A. Roslavtseva, M.M. Lokhmatov, K.A. Kulikov

THE COMBINATION OF UPPER LIMB LYMPHEDEMA
AND PRIMARY INTESTINAL LYMPHANGIECTASIA
(WALDMANN DISEASE) IN A 2,5-YEAR-OLD CHILD

National Medical Research Center of Children's Health, Moscow, Russia

Primary intestinal lymphangiectasia is a rare disease caused by the expansion of intestine lymphatic
vessels with the formation of protein losing enteropathy. The main signs of pathology include
edema (up to the anasarca), lymphedema, diarrhea, lymphopenia, hypoproteinemia, deficiency of
fat-soluble vitamins. With a complicated disease course, the development of B-cell lymphoma is
possible. Considering the variety of clinical manifestations and disease severity, including potential
malignancy, early diagnosis is necessary to select a specialized diet and provide supportive treatment
that improves the quality of life of patients and further prognosis. The article presents the clinical
observation of a child of 2 years 6 months old with lymphostasis of the right upper limb, noted
since birth. The patient underwent a comprehensive laboratory and instrumental examination,
that revealed pronounced hypoproteinemia, multiple disseminated intestinal lymphangiectasias of
small intestine mucosa, and Waldmann disease was diagnosed. A low-fat diet with a predominance
of medium chain triglycerides in the diet and maintenance therapy were prescribed to the child,
that lead to pronounced positive dynamics. The description of the clinical case demonstrates
the importance of a comprehensive assessment of children with limb lymphostasis condition for
early verification of primary intestinal lymphangiectasia diagnosis and timely appointment of
therapeutic measures.

Keywords: primary intestinal lymphangiectasia, Waldmann disease, exudative enteropathy,
lymphostasis, lymphopenia, hypoproteinemia.
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IlepBuunaa KuiedyHas JuM@paHTrusKTas3usa (00JIe3Hb
Banbamana) — peakoe 3abojieBaHue, XapaKTepUayIolee-
csi pacmmpenueM JuM@GaTUUYECKUX COCYAOB B KUIIEU-
HUKE, YTO IPUBOAUT K IOTE€pPe JUMMBLI uepes3 IIPOCBET
TOHKOM KUIIKKA C Pa3BUTHEM IIPOTEUMHTEPSAIONIeN 9HTe-
pomaTuu, BeAyinei K TuMGONeHNN, TUI0ATE0YMUHEMUU
u runmorammaryobyauHemuu [1]. 3ab6ojeBaHue OOGBIUHO
IUATHOCTUPYIOT MO 3 JIeT, HO OMMCAHBI CJAy4Yau BBIABJIE-
HUA [aTOJIOTUU y JAeTeil OoJsiee crapiiero Bospacrta [2].
PacnpocTpaHeHHOCTh HEM3BECTHA: K HACTOAIIEMY Bpe-
MeHU B Mupe omnucano okoyso 500 mereit ¢ tuMpaHTUIK-
Tasueil KUIIeYHUKA, YTO 00YCIOBINBAET HEBOSMOYKHOCTE
SIUIEMUOJIOTUYECKOI'0 pacyera YacTOThl 3a00JIeBAHUS.

WwmeroTcs OTHeJbHBIE COOOIEHUS O CeMeMHBIX (opMax
3aboseBanusa [3, 4]. OcHOBHOE HPOABIEHUE IMIATOJOTUU
— OTEUHBIA CHUHIPOM: OT€K OT YMEPEHHOTO J0 TSMKeJO-
ro, B T.4. aHacapka (IJIeBpaJIbHBIN BBINIOT, MEPUKaP-
nut, acrut). Kpome Toro, cpeau npusHaKoB 3a00IeBaHUA
MOJKHO BBIJEJUTH HEJOCTATOYHYIO IPUOABKY MAaCCHI TeJia,
nuapero, AedUIUT KUPOPACTBOPUMBIX BUTAMUHOB BCJIE-
cTBUe MasibabcopOIuu. Y HEKOTOPBIX MMAI[MeHTOB MMEeT
MecTo guMdeneMa KOHeUHOCTel [5—T].

duarHos MDOATBEPIKIAIOT IMPU SHIOCKOIUYECKOM
WCCJIeJOBAHUY TOHKON KHUIIKW C OUOICHEeN ee CJIM3U-
cTOil 000JI0YKM U Mop(doJsormueckoir omeHkoi [8—11].
HuddepeHIINATbHYI0 IUATHOCTUKY HEOOXOLMMO IIPOBO-




° 6

51/2019/Tom 98/

IUTDH C KUIITeUHO# TuMEpOMOii, 60JIe3HbIO Y UIILIA, 00JIe3-
Hbio KpoHa, Ty0epKysIe30M KHIIEYHUKA, CAPKOMI030M
WJIN CUCTEMHBIM cKJepo3oMm [12]. B mureparype omm-
CaHO pa3BUTHUE y IAIMEeHTOB ¢ 0o0Je3HBbIO Basbamana
B-kJjieTOYHBIX JIUM(POM, OTPAHUUEHHBIX IKEJYHLOUHO-
kumreuabiM TpakToMm (WKKT) (PKenymok, aBeHamIlaTH-
mepcTHasd, TOIasd, MOAB3AOIIHAA KuIka) [13, 14].

KiroueBasi mosumus Tepanuy MEPBUYHON KUIIIEU-
HOM JTUM(PaHTUIKTA3UYU — JUETA C HUSKUM COAEPIKaHNEeM
JKUPOB, € 0O0OraleHreM pPaloHA CPeIHEeIeN0YeYHbIMU
Tpurauinepugamu. OTCyTCTBHE KUPa B HOTPEOIAEMOM
Muine IpefoTBpaInaeT N30bITOYHYIO MPOAYKIIAIO JTUMObI
B IUMMATUYECKUX COCYJaX TOHKON KUIIKK, TE€M CAMBIM
mpenyIpeskaas WX DPas3pbIB C IOCJHEAVIOIIeill moTepeit
aum@sl. CpemHelenoueunble TPUTIUIEPUIBl abcopOu-
PYIOTCA HEIOCPEACTBEHHO B KPOBOTOK BOPOTHON BEHBI,
MUHYSA JuM@aTuYecKue COCybl, YTO CIIOCOOCTBYET JIyd-
IIeMy YCBOEHUIO KHPOB U IOCJIEAYIONIIEeH NPOAYKIIUHU
sHeprum ¢ mx yuactueMm [15, 16]. Ilommep:xuBaroiiiee
JieueHre — NHQY3UU aJbOYMUHA, [[EJIbI0 KOTOPBIX SBJIS-
I0TCA BOCIIOJIHEHUe geduiura OelKa U yMeHBIIEHUE
BBIPDAKEHHOCTH OTEUYHOrO0 CHHApPOMa. B pedpaxkTepHBIX
ciiydaax onmcano s(p@deKTuBHOEe IIPUMeHeHre OKTPEOTH-
a, IPU 9TOM MEXaHW3M ero NeWCTBUS IPU MePBUYHOMN
KUIIIeYHON TUM(MaHTUIKTa3UM U3yUeH HegocTaTouHo [17,
18]. B cayuae JIOKaJIM30BAHHOTO IIOPa’KEHUSA TOHKOM
KUIITKY BO3MOYKHO IIPOBEZeHNE XUPYPTUUYECKOU peseK-
uu yuyacTka JuMpanruskrasun [19].

ITenb onncaHUA KIUHUYECKOTO CIydYasd — MIPOJEMOH-
CTPUPOBATh Ba’KHOCTb KOMILJIEKCHOM OII€HKU COCTOSHUSA
nereit ¢ tuM@pocTa3oM KOHEUHOCTe! A1 panHel Bepudu-
Kaluy QUar€osa U CBOEBPEMEHHOI'0 HAa3HAYEHUs CIIeI[H-
aJIM3UPOBAHHON AUETHI, IPOBEJEHUS 3aMEeCTUTEJIbHOMN
uH()Y3UOHHON TEepalNy, YTO YJIYUIIaeT IPOTHO3 U CYIIe-
CTBEHHO IIOBBIIIAET KAYeCTBO YKU3HU IAI[eHTOB.

Knunuueckoe nadbnrodenue

OT poxureseil MaNWMEHTKU I[IOJYYEHO MNUCHbMEHHOE
I0OpOBOIbHOE MH(GOPMUPOBAHHOE COTJIacHe Ha MyOJnKa-
U0 OTIMCAHUSA KINHUYECKOTO Cayuad (JaTa HoAIUCaHuA
-4.06.2018).

ITanmuenTtka B., Bospact 2 roga 6 mec. 13 anamuesa
M3BECTHO, UTO HACJIEACTBEHHOCTS 110 3abosieBanusam KKT
OTATOIIeHA: Y MaTepPu XPOHWYECKUH TacTPONYyONEeHUT.
PeGernox ot marepu 26 jer, oria 29 ser, or I 6epemen-
HOCTH, IPOTeKaBIell (husnosorunyecku. Poxsl camocros-
TeJIbHBIE, Ha cpoKe 39 Hemesnb. Macca Tesia Ipu POKIEHUN
3500 r, nruHa Tena 51 cMm, orenka mo mkasie APGAR 8/9
6anmoB. PuU3NUECKOe U HEPBHO-IICUXUUECKOE DPa3BUTUE
B COOTBETCTBUM C BO3pacToM. I'pyZHOe BCKAapMJIUBAHUE
¢ poskaeHus n0 6 mecsames. C mepBbIX AHEH KU3HU oOpa-
mjaao Ha ce0s BHUMaHUE yBeJIUUeHNEe Pa3MepPOB JKUBOTA.
Ha 3-u cyTKM moCTHATAJBHOTO IIEePUOAA OTMEYeHa aCUM-
MeTpus JagoHei. B 4 Mecsa mo JaHHBIM KJINHAYECKOTO
aHajm3a KDPOBU, IIPOBEJEHHOTO Iiepe] IIJIAHOBOII BaK-
nuHanuel, saperucrpuposasa aumponenus 1,2+109/x
(mopma 4-13,5:109/1). B BospacTe 6 MecsAmes mocJe
TepeHeCeHHOH POTaBUPYCHON nH(pEKIINY IpoBeaeHo Y31
OPraHOB OPIOIIHOMN MTOJIOCTU: BHISIBJIEHBI MeIaTOMEerajns,
IuddysHOE YTOMII[eHNEe CTEHOK 000JOYHOM KUIITKY, O0JIb-
II10€e KOJIMUECTBO KUAKOCTHOTO COIEPIKMMOTO B IIPOCBETE
kumeunuka. C 11 mecsries, Mo JaHHBIM OMOXUMUYECKOTO
aHayim3a KPOBU, HEOOAHOKPATHO OblIa 3aduKcHUpOBaHA

Puc. 1. BHemrnuii Bux nanmueHTKN B. (a, 6): 606110} BBICTY-
MAUUHi KUBOT, JUM(MPATHYECKUIl OTEK IPaBOil BepXHe
KOHEYHOCTH.

runonporenHemusda g0 40 r/x (Hopma 5675 r/x). Ilocie
12 mecAneB KUBHU IEPUOIUYECKU HAOTIONAETCA Pa3iKIU-
JKeHHBIN CTYyJ 0 4 pa3 B CyTKU, 0e3 mpuMeceii; HOUHBIX
mederanuii He oTrMedaerTcA. CoxpaHAETCA yBeJIHMUEHUE
Pa3MepoB KMBOTA, IPOTPECCUPYET aCUMMETPUA BEPXHUX
KOHEUHOCTEH — B BO3pacTe 2 JIeT IpaBhIe JIaJOHb U IIPeJ-
ILJIeYbe 3HAUNUTEIHHO YBEJINUNBAINUCE B 00beMe. I1o mecTy
JKUTEJILCTBA MCKJIOUEHa IleINaKus: aHTUTeJa KJACCOB
IgA, IgG k ramaguHy U TKAHEeBOU TpaHCTJIyTaMUHAa3e B
CBIBOPDOTKE KPOBU OTpUIlaTeJIbHbIe. PeOGeHKY II0 MecTy
JKUTEJILCTBA YCTAHOBJIEH AMArHO3: «JlmMdocTas mpaBoit
BEePXHEN KOHEUHOCTH! » .

B cBA3U ¢ cOxpaHAIUMUCA KaJI00aMu Ha YBeJaIude-
HUe pasMepoB KMBOTAa, 00beMa IIpaBoOii BepXHeH KoHeu-
HOCTHU, EPUOAMUYECKU DAa3KIWKEHHBIH CTyJ o 4 pas B
CYTKU, IIOCJIe UCKJIIOUEHNA KUIIEYHON HEIPOXOAUMOCTH
u GonesHu 'MpIIIpyHTa B XUPYPTUYECKOM OTJEJIEHUN
C HEOTJIOKHOHN m miIaHoBoi momornbio PI'AY «HMMUIL
3I0pOBbs JeTeii» B BodpacTe 2 jeT 6 MecAleB peGeHOK
TOCIIUTAJN3UPOBAH B TaCTPOIHTEPOJIOTUUECKOE OT[eJIie-
HUeE C reraToJiornyeckoii rpymnmoii. IIpu ocmoTpe (puc. 1):
macca tesa 13,5 Kr, poct 88 cm — Qusuueckoe pas-
BUTHE cpenHee, rapmounudyHoe (SDS pocra —0,36, SDS
Beca —0,17). Ob6partanu Ha ce0sd BHUMAaHNE BhIpaKeHHAasa
aCHMMeTPUA BEPXHUX KOHEUHOCTEH — OTEK IIPaBbIX JIaL0-
HU, IPEAIJIeUbs, IIJIeUa, a TaKKe YBeJIUUeHHBIN B 00beMe
BBICTyHAIOIUH KUBOT. IIpy nmajnbpnanmuu — mOJIOMKUTEb-
HBIH cuMnOToM (uiokTyanuu. HuKHAA rpaHuila nevyeHu
BBICTyIIaJIa Ha 2 CM HUMKe Kpad IIpaBoil pebepHOI ayru,
Kpall ee dJIaCTUYHBIHM, cejle3eHKa He IaJbINPOBAJIACH.
OKpyKHOCTh KuBOTa 59 cMm (25-i nentuasr — 46,3 cm;
75-11 neatuas — 50,8 cm).

ITo mamHBIM aHANIM3a KPOBU 3aMUKCHUPOBAHBI JIUM-
domenus go 1,14 - 109/1, runoansbymunemus g0 22 r/,
runonporenHemMus g0 38 r/i, KoHIeHTpanud 1gG OnL1a
MeHee 2 T'/JI.

V3U oprasnoB OPIOIITHOM MOJOCTH: JKEeJIUHbBIN Ty3bIPh,
TIOJKeIyIoUHAas JKejie3a, ceje3eHKa — 0e3 IaTOJOTHU.
ITeuenr mMeeT pasMep BHIIIE CPEIHETO, JieBasd MOJA 55
MM (HopMa mJia pocta 80—89 cm — 45,7+3,3 cm), mpaBas
mossa 105 mm (Hopma ajisa pocta 80—89 cm — 73,6+6,8 cm),



Puc. 2. 9umockonuueckas kapruna CO nBeHa IIaTUIIEPCTHOMR
(a) u Tomeii (0) kmmku nauumeHTku B. 2 ger 6 mecsaues: CO
IBEeHAIIATUIIEPCTHON M TOIIel KHINKM TUIlepeMUpPOBaHa,
OTeYHA, OMPEIEeJISIIOTCI MHOKECTBEHHbIE PACCEesTHHbIE KPyII-
HbIe ¥ MeJIKMe, 04aroBO-CJIUBHbIe IUM(paHTUIKTa3un Oere-
coro uBera.

KOHTYP POBHBIN, MapeHXNMa OJHOPOAHAs, CPeIHEeN 3X0-
reHHOCTH. BopoTHas BeHa 6 MM, ITeUeHOUHLIE BEHBLI HeE
u3MeHeHbI. I1eTsim TOHKOW M TOJICTOW KWIIIKU pacIlIupe-
HBI, C OOJIBIINM KOJHUYECTBOM JKUIAKOCTHOTO COHEPIKU-
MOTO CpeJHel 9XOreHHOCTH, IePUCTAILTUKA He YCUIeHa,
BUSYAIU3UPYETCA MEXKIIETJIeBas CBOOOAHASA »KUIKOCTD B
HEe3HAUNTEJHHOM KOJIMYECTBE, B MOJIOCTHA MAJIOrO Tasa B
yMepeHHOM KoJruecTBe (BU3yanabHO 0kos0 20—30 cm3).

930daroracTpoayoseHockonus (puc. 2): camsucTas
obosouka (CO) Tesa u cBOZA KeJIyaKa PO30Bas, IIagKasd;
B QHTPAJLHOM OTJeJie 0YaroBO T'MIIePeMHPOBAHA, yMe-
penno oreuna; CO nBeHaAIIATUNIEPCTHOM U TOIEH KUK
rUIePeMUpPOBaHa, OTEYHA, OMPEHe/IAI0TCA MHOMKECTBEH-
HbIe pacCeAHHble KPYIHBIE W MeJKHE, 04aroBO-CJIUB-
Hble JUM(AHTUIKTA3UN 0eJIeCOT0 I[BeTa, CKJIAJKU OTeU-
Hbl. Basara 6woncus CO aBeHaAIaTUIIEPCTHON U TOIEH
KUIIKU, [IPOBEJeHO MOP(OJOTUUECKOe WCCIeLOoBaHNe
(puc. 4): dparmenT CO TOHKOII KUIIKYU C BEICOKUMU BOD-
cunamu. B co6crBenHoil maactTuake CO HesHAUMTEIbHAA
aum@onnasmonurapias uHGUIbTpanusa. OTMmeuaercs
peskoe pacmuperue JuMGaTHYECKUX COCYILOB B COO-
crBeHHO# miactTuake CO u oTAeIbHBIX BopcuH. VIMeroTes
dparmMeHTHI TUM@PaTHIECKUX (POITNKYIOB.

i WCKJIIOUEHUs COINYTCTBYIOIIErO IOPaYKeHUs
HmxKHUX oraenoB JKKT pebeHKy mpoBemeHa KOJOHOCKO-
nua (puc. 3): OCMOTPEHO OKOJI0O 15 cM HOAB3IOIIHON
KUIIKYW, [IPOCBET COXPaHeH, CBOOOJHO pacIpaBJIsieTcs
npu uHcyhdaamuu, CO posoBas, YMEPEHHO OTEYHAd C
YMEPEHHO BBIPpAKEeHHOU JUMMOGOIINKYJIAPHON TUIep-
niasuveil, BODCUHYATHIN CJI0M BU3YAJIBHO IIPOCJIEIKUBACT-
Cs1, OIIPE/IEJISIOTC MHOKECTBeHHbIe KPYITHbIE JIUM(MaHT 1~
AKTa3uu 0eIecoro 1BeTa, OOJIbIINHCTBO U3 KOTOPBIX pac-
MOJIOYKEHO Haj JUMMPOUAHBIMU (DOJIIUKYIAMU, CKJIATKA
TOHKUE, IMUPKYJISAPHbIE, HECKOJIBKO CIJIAKEHBI 3a CUeT
oreka. OcTaJbHBIE OTHEbI — 9HIOCKOIMNYECKass KapTUHA
COOTBETCTBYET BO3PACTHOM HOPME.

KananuyecKnii [UartHos: MepBUYHAA KUIIEUHAS JIAM-
daurmoKTasuA (6ose3Hb Banbamana). JKccyZaTuBHAA
rUIONpOTeNHeMUYecKasa sHTeponatusd. Jilumdocras mpa-
BOI BepxXHell KOHEYHOCTH.

VuurbiBasg xapakTep TedeHus 3a00JIeBaHUS, IIPOBO-
nuaachk gudepeHIiuagIbHAA JUAarHOCTUKA MEeXXAY Ileana-
Kuell, BOCHAJUTENbHBIMMU 3a00JIeBAHUAMU KUIIIEUHU-
kKa. Ha MOMEHT MOCTYILJIEHHSI, ¢ YYETOM BBIPAYKEHHON
TUIIONPOTENHEMUM, JUMQOIEHNH 110 JaHHBIM aHaMHesa,
M30JMPOBAHHOTO OTEKa IIPAaBOM BEPXHEW KOHEUHOCTH,

Puc. 3. 9HIOCKONMUYECKAA KAaPTUHA CJIU3MCTON 000JI0UYKH
MOAB3MOUIHON KMIIKH (&, 6) maumueHTtkn B. 2 mer 6 mecsaues:
causucrasg 000J0YKAa PO30Basg, YMEPEHHO OTe€YHas C yMe-
PeHHO BhIpaskeHHOH JMM@MOMOIIUKYIAPHON T'UIepIJIa3uei,
BOPCHHYATHIN CJIOH BU3YaJIbHO IIPOCJEKMBAETCHA, OIPENeid-
I0TCA MHOKECTBEHHbIe KpynHbIe JuMbpaHrmosKTasum Oelre-
COro IBeTa, GOJBUIMHCTBO U3 KOTOPBIX PACIIOJIOKEHO HAaJ
JauM@pouHIMHI (HONINKYIAMU.

Puc. 4. T'ucrosioruueckoe McciegoBaHue CAU3NUCTON 000J10Y-
KM TOHKOW KMIIKM MalueHTKu B.: pacmmpenusiii aumgaru-
YeCKN KaMJLIAP B BOPCHHE CIU3UCTOH 000I09KH.

V8. 400, okpacka reMaTOKCUJINHOM U 903MHOM.

HeJIb3sd OBLIO WCKJIIUYUTH KUIIEUHYIO JUMGMaHTUIKTA-
3uio. Jluarsos BepudUINPOBAH HA OCHOBAHUU COBOKYII-
HOCTHU JAaHHBIX aHAMHE3a, PUUKAJIBHOT0, IA60PATOPHOTO
o0cJIeJOBaHUI U JAHHBIX YHAOCKOMMYECKON KApPTUHBI C
MOCJIeYIOMUM MOP(OJIOrNUYECKUM IIOATBEPIKICHUEM.
PebeHOK IPOKOHCYJIBTUPOBAH [HETOJIOTOM, IIOJ0-
OpaHa HU3KOXKHPOBAs BBICOKOOEIKOBas AueTa C H00aB-
JIeHVeM B PaIlVOH CpeJHelelIOYEeUHBbIX TPUTJIUIEPULOB
U JKUPOPACTBOPUMBIX BUTAMUHOB. PeKOMeHIZOBaHHBIN
PaIMOH: MfCO — KPOJWK, KOHWHA, Kypulla, WHAENKA B
OTBapHOM BHJE, IITUILY OYUCTUTH OT KOKU. HeXupHasa
peI0a: MuHTAall, JeAdHasd pbida, JeMOHeMa, HaBara, OKYHb
peuHoli, Kapach, TpPecKa, IHUKINa, CyJaK, XeK, IIyKa,
HaJUM, HaBara, CyJak — B OTBAPHOM, 3aIll€U€HHOM BUJE.
fiina — TosBKO AMUYHBIN 0e0K. MoJIOUHBIE IPOAYKTHI:
00e3KUPEeHHOe MOJIOKO, Keup, Horyprel <1% KupHO-
cTH, 00e3’KUpeHHOoe coeBoe MOJIOKO (<1% JKupHOCTH),
ob6es:xupenHbIi TBOpOoT (0—1%), cvip m0 2% KUPHOCTH.
Cynsl Ha Boze (OBOIHBIE, KPYHsAHEIE). XJj1e000yI0UHbIE
uagenus: Jboi HecnoOHBIN XxJe0, JaBall, cyxue XJjeo-
IbI, XJI€0OHBIE ITAaJIOUKH, IIPOCThIE CYIIIKHU, KPYIbI JIIOObIE,
MaKapoHHBIe U3feausd 6e3 f00aBIeHus aull, KYKypysHasd,
pucoBas, NIIeHNYHAA KPYNa, XJIOIbdA, Mocau (6e3 III0K0-
aazxa). OBoIu: cBeKre, 3aMOPOKeHHBIe, OTBAPHbIE, KOH-
cepBUPOBaHHBLIE 0e3 M00aBJIeHUS JKUpPa WU coyca, Kap-
To()esIb — OTBAPHOM, IeYeHbIH, IMope Ha BOJe Winu 00e3-

1N N3 ITPAKTUKU
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JKUPEHHOM MOJIOKe. PPYKTBI, ArOAbl — JO0ObIE CBEKUeE,
3aMOPOJKEHHBIE, KOHCEPBUPOBAHHbBIE, CyXUe, (PYKTOBLIE
COKM, KOMIIOTBI, MOPCHI B jiio6om Buze. Ciagoctu u gecep-
TBI: caxap, CUPOIILI, BapeHbe, IyKeM, Mel, KOH(peTsl 0e3
JKupa — QpyKTOoBad (HEMOJIOUHAA) KapaMesb, MapMeJa,
GPYKTOBOE JKeje, KMCeaU, TUPOKHOE U3 AMYHOTO OesIKa:
«0ese», «MEPEeHIH», MOPOKEeHOe — U3 00e3KUPEHHOIO
MOJIOKa (3aMOPOXKEHHBIN HOTYPT) WU «3aMOPOIKEHHBIN
COK», «()DYKTOBBIH Jief» .

B KauecTBe MCTOUHUKA JKUPOB B PAI[MOH N0o0aBJIeHA
BBICOKODHEPTETUYECKAs OMYJIbCUS CPEJHeIeNOUedHBIX
TPUTJIAIEPULOB.

V3 nuTaHUs IOJHOCTHIO WCKJIIOUEHBI CJIeAYIOI[Ne
HUJKeIepeuncjieHHble IPONYKThI. Msico: roBsgmHa u
0apaHuWHA, CBUHWHA B JIIOOOM BHUJE, KapeHOe Ha MacJe
MfCO ¥ TTHUIA, OYJbOHBI HeO0e3KWpPEeHHbIe, KypUIla U
uHAEeHKa ¢ KoKell, jKapeHas Kypuila, yTka, I'ycb. Poiba:
JIOCOCEeBbIE — ceMra, Kera, ropoyiiia, daBblua, KUKy,
dopesb, oceTpuHa, ceBpiora, 0eayra, CTepJaAlb, CeIblb,
calipa, CapAWHBI, CKyMOpHUs, MaiTyC, KUJIbKa, MOWBAa,
gybaTKa, mejamMuga, COM, yropb; UKpa, IIMPOTHI, J00asd
puiba, sKapeHasd Ha MacJje, JoOble PHIOHBIE KOHCEDPBHI B
macye. CyOmpoAyKTHI: BeTUYNHA, KOJI0AChl, COCUCKH, KOII-
ueHas Kojbaca, MallTeTbl, MACHBIE JeauKaTechl. Sino u
MOJIOYHBIE TIPOAYKTBI: AUYHBIA JKEJITOK, IeJbHOe, KOH-
[EHTPUPOBAHHOE, CT'YII[EHHOE, CYX0e MOJIOKO, BCEe OOBIU-
HBIE CBIPBI, TBOPOT CBbIIIE 2% KUPHOCTU, CIUBKHU, CMe-
TaHa. Macjyia: KOKOCOBO€, IIaJIbMOBOE MAacJiO, CIMBOUYHOE
MAacJio, JKUBOTHBIN KUP (JIAPJ), calo, Maprapuubl, Maio-
Hes3bl, 3allPABKM HA OCHOBE JKEJITKAa, CMEeTaHbl, CJNBOK,
COyCHI Ha OCHOBE II€JILHOTO MOJIOKA, CIMBOYHOTO MacJjia,
JI100bIe OPeXu, MIOKOJIak]. XJa1e600yI0uHbIe U3eIUs: CL00-
HBbIEe COPTA BBINEUYKHU (C moOaBjeHMEM sAWI[, MaprapuHa
Uau Macjia), U3HEeJNs W3 CJIOEHOro TecTa (KPyacCaHBbI,
MUPOYKKU U IIP.), CLO0HOE IeYeHbe, eUeHbe — KPEeKephl
C MaprapuHOM, I'OTOBbI€ KE€KChI, TOPThI, OMCKBUTHI, IIOH-
YNKHN, IUPOTUA C KPEMOM U Ip., YUIICHI, MONKOPH. CyIbl:
Ha KPEIKOM, JKUPHOM OyJIbOHE, CYIBbI C J00aBJIeHHEeM
CMeTaHbl, CJIUBOK, YKMBOTHOTO JKHPA, KYPUHON KOMKU,
saun. Opomy, GPYKTHI, AecepThl: sKapeHble (HA CAMBOY-
HOM Macjie WU caje), OBOIIM ¢ No0aBJIeHUWEM Macja,
cbIpa, CJIMBOYHOTO Kpema, coyca, JKapeHblid KapTodeb,
(GPYKTOBBIE KOHCEPBBI M JECEPTHI CO CAMBKAMU, CMeTa-
HOM, MOPOYKEHBIM, MACJIOM, COeBble 0ATOHUMKY, UPUCKU,
CJIMBOYHOE MOPOYKEHOE, IJIIOMOUD.

C 3aMecTUTeIbHOI IeJIbI0 IJIA MOANEPsKaHUA OHKO-
TUYECKOTO JaBJEHUS IJIa3Mbl KDOBU IIPOBOAMJINCEH PEry-
JSIpHBbIe MHPY3UU aabbymMuHa yesoBeueckoro 20% 50 ma
Ne 3, ummyHOrJI00yIMHA YeJIoBeKa HopMmaJbHoro 2,5 r (50
M) Ne 3 ¢ mepuoamuHOCTHIO 1 pa3 B 3 MecAra.

Xupypruueckoe JIeUeHNE — PE3EeKIUs MOPAKEHHBIX
YYaCTKOB TOHKON KHIIKK BCJEACTBUE TOTAJbHOI'O €e
MMOPAYKeHUS He IIPEeICTABJISIETCA BOSMOYKHOM.

Ha done cobuiogenus cremuaan3upoOBaHHON JUETHI
¥ IIPOBOJUMOTO JIEUEHUS COCTOSHME PeOEeHKA C IOJIOMKI-
TeJbHOM IWHAMUKONM B BHUJE YMEHBIIEHUS OKPYKHOCTH
KuBoTa ¢ 59 10 54 cM, KoauuecTBa CBOOOTHOM »KUTKOCTHU
B OPIOIIHOM IIOJIOCTH IIO JaHHBLIM YJIbTPA3BYKOBOTO KOH-
TPOJISI, IJIOTHOCTH OTEKa IIPAaBON BepPXHEN KOHEYHOCTH.
OpHako npu JabopaTOPHOM OOCJIeLOBAHUU COXPAHAIACH
TEeHACHIUA K I'MIONPOTEeNHEMUN W TUIIOAJb0YMUHEMUN:
yepe3 3 Mecsdlla IIOCJIe Kypca 3aMeCTUTEJILHOI Tepanuu

CBIBOPOTOUHAA KOHIIEHTpanus ajbdbymuua 26,6 1/,
ob1rero 6enka — 43 r/J1, B CBA3U € UYeM TPEOYIOTCA PEry-
JIAPHBIE 3aMECTUTEJbHbIe NHQY3UU C IEJbI0 IOgaepiKa-
HUA OHKOTHYECKOTO JaBJIEHUA IIJIa3MbI.

JIumpaHTUIKTA3UA KUIIEUHUKA — TAKEI0e XPOHU-
yecKoe 3abojseBaHUe, TPeOyOIllee AJIUTENHHON IUETHI
C OrpaHHYEHUEM JKVPOB U IIpeoldJaflaHMeM B DaIUOHE
CPeIHEIeTIOUeYHBIX TPUraniepunos. OTek KOHEUHOCTEH
MOJKET IPUBECTU K MHMDEKITMOHHBIM OCJIOKHEeHUAM (I1eJ1-
JIIOJINT), TIO9TOMY HEOOXOIUMO COOJIIOEeHUE CJIEYIOIMIUX
PEKOMeHJaluii: HOIIIeHNe HOBASKU C HUBKUM DACTAKe-
HUEM, PeryJApHBI DPYYHOU JIUMOPATHYECKUN APEHAK,
YXOI 3a KOXKell, dJIaCTUUYHbIE YYJIOYHO-HOCOUHBIE M3Je-
aus. B aToM cayuae mMpOrHo3 MOKET OBbIThH OTHOCUTEIBHO
0JIarONPUATHLIM, OJHAKO OIMCAHBI CJIy4aw MaJUTHU-
danun — GopmupoBanue jguMdomMbl. Pe6GeHOK TOIKEH
PeryasapHO HaOJMIOJATHCA CIENUANNCTAMU — AETCKUMU
racTpPOdHTEPOJIOTAMU, COCYAUCTHIMU XUPYPraMu.

O6cy:xpenne. Knuuuueckuii mpuMep JeMOHCTPUPYET
coueTaHVe MEePBUYHON JUMGMAHIUIKTASUN KUIIEYHUKA U
MOPOKAa Pa3BUTUA JUM(PATUUECKNX COCYIOB IIPABOM BEpX-
Hell KOHEYHOCTHU C pasBurueM JuMpenemsol. IlepBbie mpu-
3HaKU 3a00JIeBaHUA OBLIN KJIACCUUYECKUMU AJIS TIEePBUY-
HOM JuMGpaHTUIKTA3UN KUIIIEYHNKA, & UMEHHO: Amaped,
yBeJIMYeHre Pa3MepOB JKUBOTA, IMIIOIPOTENHEMUS, TUIIO-
anpOymMmuHeMusi, auM@oIieHus. B mocaenyooiieM IuarHos
OBLJI IOATBEPIKIEH IIYyTEM 930(DaroracTpoAyOoneHOEIOHOCKO-
WU C OCMOTPOM [IBEHAAIATUIIEPCTHON U TOIIEN KUIIKU
¢ B3arueMm OmontaTroB CO u OIEHKON mx maTomMopdoJo-
roM. YKasaHHBIN AUATHOCTUYECKUHN MIYTh C IIPOBEJEHUEM
SHIOCKOMMYECKOT0 ¥ MOPGOJIOTUUECKOTO MCCJIEeLOBAaHUM
onucaH B 86% wumeromuxca nyoaukanuii [20] u aBisgerca
«30JIOTBIM CTAHZAPTOM» AWATHOCTUKYU IE€PBUYHON JIMM-
daHTUIKTA3UY KUIIeyHNKa [24].

IIpencraBieHHOE KIMHUYECKOE HAOIIOAEHNE TOTUED-
KHWBaeT BA'KHOCTb PaHHEW Bepu(pUKAIUU AUATHO3A I
Havaja crenu(p)mUyecKOd AMWETHI — KAaK IIepPBON JIMHUU
Tepanuu gaHHOi martosoruu [20]. PamHAA KoppeKnua
MUTAaHUA TOJI€3HA B OOJIBIIIMHCTBE CJIydYaeB, OCOOEHHO B
nmeguaTpuUUecKoi mpakTuke. Becem mamuenTam Tpebyercs
HUBKOKUpoBad amera (mpumepHo 15-20% ot obiero
CYTOUHOTO Kajiopaka, npu atom 60% KamopuiimocTu
"KUPOB [TOJI’KHO OBITH 00ECIIeueHO CpeaHeIell0YeYHbIMU
TPUTIUIEPUAAMHE) C JOMIOJHUTEIBHON JOTaI[UeH sKupopa-
CTBOPMMBIX BUTaMUHOB [21, 22].

ITepBuunaa KuiteuHasa JUMAAHTUIKTA3UA — 3a00-
JleBaHUE, KOTOPOEe AMATHOCTUPYETCS B BO3pacCTe 0 3 JIeT
[23]. Tem He MeHee, coobIIIaeTCa TaKKe O CIydadX O3/~
Hell guarHOCcTUKU [23, 24], uTO, O HAIlleMy MHEHUIO,
MOJKeT OBITH O0YCJIOBJIEHO HEJOCTATOYHOU MH(POPMUPO-
BaAHHOCTBIO Bpayell Ha dTalle OKa3aHUs IIEPBUYHOU MeIu-
IITHCKO¥ TOMOIIIY, & TAK)Ke TPYAHOLOCTYITHOCTHIO CIIeIH-
aJIM3UPOBAHHOU TeAUATPUYECKON MEIUITMHCKOM ITOMOIIII
B BHUJ€ IIPOBEJEHUA 330(DaroracTpomyo1eHOCIOHOCKOINY
u Mop@dostoruueckoro uccyenopanua CO.

PexomeHIanuy 10 JIEYEHUIO IEPBUYHON JIUMGBAHTU-
SKTa3UM B HACTOAIIEE BPeMA HEJIOCTATOUHO UYETKO OIIpe-
IeJieHbl 1M3-3a PEeNKOCTH 3a00JIeBaHUSA, UTO OOYCJIOBJIM-
BaeT HEBO3MOJYKHOCTh IIPOBEJEHUS PAHIOMU3UPOBAHHBIX
kauHnUYecKux wucciaenopanuii [20]. OcHOBO# JeueHUSA
KUIIIeUHOHN JINM(MDAHTUIKTAa3UU ABJIAETCA IUETA C HUBKUM
CoJlep:KaHUEeM JKUPOB U HOOABJIEHUEM CPeIHEIeIoded-



HBIX TPUIIUIEPUIOB, JKUPOPACTBOPUMBIX BUTAMUHOB, a
TaK:Ke MHPY3UU aap0yMuHa Ipu HeodxoaumocTu [22, 25,
26]. IIpeacraBiieHHOE KINHUYECKOE HAOJIIOLeHNe eMOH-
CTPUPYET XOPOIIWi oTBeT Ha amerorepamnuio. CorsacHo
MaHHBIM JIUTEPATYPbI, Y OOJBITNHCTBA MAIMEHTOB CIIeIK-
aJIM3VPOBAHHASA AWETa IO03BOJISET IMOJYYUTH KOHTPOJH
Haj 3abosieBanueM, oqHako 20% MarneHToB HYKIAIOTCI
B Tepanuy BTOPOH JIMHUU: OKTPEOTU] U IIOJIHOE MapeH-
TepajbHOE MUTaHWEe. PeluAUBbI MEePBUYHBIX CUMIITOMOB
HabJona0TCs B 1/, cTyuaes us-3a HeCOOIONEHNS JUETHI
[20]. Ocno:xkHeHnue, Takoe Kak JuMdomMa, HabIIOgaeTCA B
8% cayuaeB, 4TO MOJUEPKUBAET BAKHOCTH PETYJIAPHOTO
MeAUIMHCKOTO HAOII0[eHU MallieHTOB.

3akmouenue. Omnucanve TAHHOTO KJIMHUYECKOTO
ciayyasi [JeMOHCTPUPYET BAXKHOCTh KOMILIEKCHOUM OI[€HKU
cocTOAHUA AeTel ¢ aumdocrazom KoHeuHocreit. Ciexyer
obparaTb ocoboe BHUMaHNIE Ha CAyYau aCUMMETPUYHOTO
XapaKTepa IOPaKeHus, B COYETAHUN C IPU3HAKAMU JINM-

(homeHUU U TUTIOIPOTENHEMUU. ¥ UUTHIBAsI XapaKTep 3a00-
JIeBaHUs, HeOOXOAUMa PaHHAS BepudUKaInua IUarHosa C
1eJIbI0 CBOEBPEMEHHOTO Ha3HAUeHUS CIIeINaJN3upOBaH-
HOM AMeTHI U NIPOBEIeHUS 3aMeCTUTEeILHON MHDY3NOHHON
Tepanuyu, 4To YJIyYIllaeT IPOrHO3 BEIXKMBAEMOCTHY aIleH-
TOB U CYIIeCTBEHHO IOBBIIIaeT Ka4eCTBO KUBHU.
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Kongruxmunmepecos: a6mopbl 3aA6Uuiu 06 omcym-
CMEUU KOHGAUKMA UHmMepecos.
Kulebina E.A. @ 0000-0001-9798-9617
Surkov A.N. @ 0000-0002-3697-4283
Anushenko A.O. @ 0000-0002-1549-2728
Movsisyan G.B. @ 0000-0003-2881-4703
Dyakonova E.Yu. @ 0000-0002-8563-6002
Roslavtseva E.A. @0000-0002-3993-1246
Lokhmatov M.M. @ 0000-0002-8305-7592
Kulikov K.A. @0000-0002-8305-7592

Jluteparypa

1. Vigne S, Bellanger J. Primary intestinal lympha-
ngiectasia (Waldmann's disease). Orphanet Journal of Rare
Diseases. 2008 Feb 22; 3: 5.

2. Boursier V, Vignes S. Lymphangiectasies intestinales
primitives (maladie de Waldmann) révélées par un lymphceedéme
des membres. J. Mal. Vasc. 2004; 29: 103—-106.

3. Waldmann TA, Steinfeld JL, Dutcher TF, Davidson
JD, Gordon RS. The role of the gastrointestinal system in
«idiopathic hypoproteinemia». Gastroenterology. 1961; 41:
197-207.

4. Le Bougeant P, Delbrel X, Grenouillet M, Leou S, Djossou
F, Beylot J, Lebras M, Longy-Boursier M. Familial Waldmann's
disease. Ann. Med. Interne. 2000; 151: 511-512.

5. Goktan C, Pekindil G, Orguc S, Coskun T, Serter S.
Bilateral breast edema in intestinal lymphangiectasia [letter].
Breast J. 2005; 11: 360.

6. Lee WS, Boey CC. Chronic diarrhoea in infants and
young children: causes, clinical features and outcome. J.
Paediatr. Child Health. 1999; 35: 260—-263.

7. Lobo B, Casellas F, de Torres I, Chicharro L, Malagelada
JR. Usefulness of jejunal biopsy in the study of intestinal
malabsorption in the elderly. Rev. Esp. Enferm. Dig. 2004; 96:
259-264.

8. Chamouard P, Nehme-Schuster H, Simler JM, Finck G,
Baumann R, Pasquali JL. Videocapsule endoscopy is useful for
the diagnosis of intestinal lymphangiectasia. Dig. Liver Dis.
2006; 38: 699-703.

9. Vignes S, Bellanger J. Intérét de 1'entéroscopie par
vidéocapsule dans le diagnostic des lymphangiectasies
intestinales primitives. Rev. Med. Interne. 2007; 28: 173—-175.

10. Fang YH, Zhang BL, Wu JG, Chen CX. A primary
intestinal lymphangiectasia patient diagnosed by capsule
endoscopy and confirmed at surgery: a case report. World J.
Gastroenterol. 2007; 13: 2263—-2265.

11. Rivet C, Lapalus MG, Dumortier J, Le Gall C, Budin
C, Bouvier R, Ponchon T, Lachaux A. Use of capsule endoscopy
in children with primary intestinal lymphangiectasia.
Gastrointest. Endosc. 2006; 64: 649-650.

12. Gattorno M, Buoncompagni A, Barabino A, Barbano G,
Loy A, Toma P, Picco P, Marmont AM.Severe hypoalbuminaemia
in a systemic lupus erythematosus-like patient. Eur. J. Pediatr.
2002; 161: 84-86.

13. BouhnikY, Etienney I, NemethJ, Thevenot T, Lavergne-
Slove A, Matuchansky C. Very late onset small intestinal B cell
lymphoma associated with primary intestinal lymphangiectasia
and diffuse cutaneous warts. Gut. 2000; 47: 296-300.

14. Laharie D, DegenneV, Laharie H, Cazorla S, Belleannee
G, Couzigou P, Amouretti M. Remission of protein-losing
enteropathy after nodal lymphoma treatment in a patient with
primary intestinal lymphangiectasia. Eur. J. Gastroenterol.
Hepatol. 2005; 17: 1417-1419.

15. Alfano V, Tritto G, Alfonsi L, Cella A, Pasanisi F,
Contaldo F. Stable reversal of pathologic signs of primitive
intestinal lymphangiectasia with a hypolipidic, MCT-enriched
diet. Nutrition. 2000; 16: 303—-304.

16. Aoyagi K, Iida M, Matsumoto T, Sakisaka S. Enteral
nutrition as a primary therapy for intestinal lymphangiectasia:
value of elemental diet and polymeric diet compared with total
parenteral nutrition. Dig. Dis. Sci. 2005; 50: 1467-1470.

17. Kuroiwa G, Takayama T, Sato Y, Takahashi Y, Fujita
T, Nobuoka A, Kukitsu T, Kato J, Sakamaki S, Niitsu Y.
Primary intestinal lymphangiectasia successfully treated with
octreotide. J. Gastroenterol. 2001; 36: 129-132.

18. Klingenberg RD, Homann N, Ludwig D. Type I
intestinal lymphangiectasia treated successfully with slow-
release octreotide. Dig. Dis. Sci. 2003; 48: 1506—-1509.

19. Chen CP,Chao Y, Li CP, Lo WC, Wu CW, Tsay SH, Lee
RC,Chang FY.Surgical resection of duodenal lymphangiectasia:
a case report. World J. Gastroenterol. 2003; 9: 2880—-2882.

20. Prasad D, Srivastava A, Tambe A, Yachha SK, Sarma
MS, Poddar U. Clinical Profile, Response to Therapy, and
Outcome of Children with Primary Intestinal Lymphangiectasia.
Digestive Diseases. 2019; 37 (6): 458—-466.

21. Traul KA, Driedger A, Ingle DL, Nakhasi D. Review of
the toxicologic properties of medium-chain triglycerides. Food
Chem. Toxicol. 2000 Jan; 38 (1): 79-98.

22. Alpers DH, Stenson WF, Bier DM. Nutritional planning
for patients with protein and calorie deficiency. In: Alpers DH,
editor. Manual of nutritional therapeutics. 3'd ed. Brown,
Boston: Lippincott Williams & Wilkins, 1995: 265.

23. Freeman HJ, Nimmo M. Intestinal lymphangiectasia
in adults. World J. Gastrointest. Oncol. 2011 Feb; 3 (2): 19-23.

24. Abramowsky C, Hupertz V, Kilbridge P, Czinn S.
Intestinal lymphangiectasia in children: a study of upper
gastrointestinal endoscopic biopsies. Pediatr. Pathol. 1989; 9
(3): 289-297.

25. Vignes S, Bellanger J. Primary intestinal lymphan-
giectasia (Waldmann’s disease). Orphanet J. Rare Dis. 2008
Feb; 3 (1): 5.

26. Copland AP, DiBaise JK. Protein Losing Enteropathy:
diagnosis and Management. Pract. Gastroenterol. 2017; 162:
22-35.




