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PE3IOME

AkTyanbHocTb. KueyHas nuMbaHrMakTasnsa —oUeHb pefikas MaTosIorns, kKotopas passmsa-
eTCs BCNeACTBME NOBPEXAEHUA NMMPaTUUECKUX KanUNApOB TOHKOM KNLWKK. Bcnepcteme
yero passmBaeTca MMMPoONeHuns.

Llenb. MNpeactaBuTb akTyanbHble faHHble 06 3TUOMOrMK, MaToreHese, AMarHoCTuKe 1 ne-
YEHUU NaLMEHTOB C KULLEYHOM NMMbaHrnakTasmnen.

OcHoBHas YacTb. BbigensatoT nepBUYHYO U BTOPUYHYIO NUMdaHruakTasuto. lNepBuyHana -
BpOXAeHHas, Hanbosiee BEpOATHO reHeTUYeCKU IeTepMUHUpoBaHa. Ha poHe MyTaumm dop-
MUpytoTCca Mopdoornyeckas HECOCTOATENbHOCTb CTEHKM NTMMPaTUUECKUX Kanunnspos,
KOTOpasd NposAB/AEeTCA B OTCYTCTBUM KlanaHoB, AedeKTax aHAoTeNnnsa u cnabocTtu coeam-
HUTENbHOTKAHHOMO Kapkaca. OTO MPUBOAMUT K TOMY, YTO la>ke HOpMasibHoe nnMdaTnyeckoe
[aBrieHMe BbI3blBaeT UX NepepacTsHXKeHUeE N MOBbILLEHHY NPOHULaeMocTb. BTopuyHaa
pa3BuBaeTCca Ha GoHe 3aboNeBaHnd, BeAyLero K o6CTpykUMM NuMdaTmyecknx cocynos,
UYTO BefeT K NoBblWeHMo NuMbaTnyeckoro gasnenus. CneactemeM numdoneHnm asnseT-
ca dopMUpOBaHNE CUHAPOMa IKCCyAaTUBHOM aHTeponaTuu. [NoTeps 6eKoB Nnasmbl Be-
OET K runoanbbyMUHEMUU, CHUXKEHUIO OHKOTUYECKOro AaBfieHUsa NiasMbl U TMNONpoTen-
HeMuyeckuM oTékaM. MNMoTepa nuMmepoumToB 06opaunmBaeTca NMMMPONEeHUen U BTOPUYHbBIM
MMMYyHOLePUUNTOM. [ToTeps XMPOB M BUTaMUHOB NPUBOANT K CTeaTopee, rMnoxonecTe-
puHeMumn, nedbununTy.

3akntoyeHue. KnoyeBbiM 3TanoM IeYeHnsa KneyHom numdaHrmakTasmm asnseTcs aneTa
v cuMnToMaTmnyeckasa Tepanua. [pu BTopnyHOM NMMdaHIMaKTa3UM MPUOPUTETHBIM ABJIS-
eTcq yCTpaHeHWe NnepBonpuYmnHbI NIMMdbocTasa.

KnioueBble cnoBa: 6o5e3Hb BanbaMaHa, kuwevHaa nMMdaHrnakTasng

MHdopMaLms 0 KOHONUKTE MHTEPeCOoB: KOHOIMKT UHTEPECOB OTCYTCTBYET.
MHdopMaLms 0 cnoHcopcTBe: flaHHas paboTa He GUHaHCMpoBanach.

Insa untupoBanus: JloxmatoB M.M., Kopones I'A., ®ponosa A.C., TynbineHko A.B., Ongakosckuit B.M., Byokuua TH.,

MypawkuH H.H. Knweunas numdanrnsktasmus. Knunuyeckas sHpockonws. 2026;68(2):23-29.
doi: 10.31146/2415-7813-endo-68-2-23-29.
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SUMMARY

Relevance. Intestinal lymphangiectasia is a very rare condition that causes damage to the
lymphatic capillaries of the smallintestine. This condition is associated with the development
of lymphopenia.

The purpose of this study is to provide up-to-date information on the etiology, pathogenesis,
diagnosis, and treatment of patients with intestinal lymphangiectasia.

The main part. There are primary and secondary lymphangiectasia. Primary lymphangiectasia
is congenital and is most likely genetically determined. It is characterized by morphological
failure of the lymphatic capillary wall, which manifests itself in the absence of valves, endo-
thelial defects, and weakness of the connective tissue framework. This leads to overstretch-
ing and increased permeability of the lymphatic vessels, even when the lymphatic pressure
isnormal. Secondary develops against the background of a disease that leads to obstruction
of the lymphatic vessels, which leads to an increase in lymphatic pressure. The consequence
of lymphopenia is the formation of the syndrome of exudative enteropathy. Loss of plasma
proteins leads to hypoalbuminemia, a decrease in plasma oncotic pressure and hypoprotein-
emic edema. Loss of lymphocytes turnsinto lymphopenia and secondary immunodeficiency.
Loss of fats and vitamins leads to steatorrhea, hypocholesterolemia, deficiency.
Conclusion. The key step in the treatment of intestinal lymphangiectasia is diet and symp-
tomatic therapy. In the case of secondary lymphangiectasia, the priority is to eliminate the
underlying cause of lymphostasis.
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BBEAEHUE

KuweuHas numoaHruaktasusa (KJ1) - ato pegkoe 3abo-
neBaHuWe, 00yCNOBNEHHOE BPOXAEHHbBIM HapyLIeHWeM
Pa3BUTUA UK NPUOOPETEHHBIM NMOBPEXAEHUEM NINM-
baTMyecKnx KanunngapoBs KUWeYHMKa. Ta NaTonorus
MPUBOAMT K UX PaCLUMPEHWMIO U SKCTpaBasauum numMoa-
TUYECKOrO COLEPXMMOTO B MPOCBET KULIEYHUKA, YTO BbI-
3blBaeT aHTeponaTuio ¢ notepen benka 1, 2].

Hanbonee BecoMbli BKNag B ONMUCaHWE NEPBUYHOM
KuweyHom numdanruaktasuum (MKJ1) BHec natonoroa-
HaToM @pepnepwk YonapoH Yunn. B1945 rogy oH onucan
XapaKTepHble M3MEHEHWS B CTEHKE KULIEYHMKA - «pac-
WMPEHHbIE U NepenosiHeHHble NIMMbON TMMdaTuyeckne
Kanunnapsl, BocrnaneHue u ¢ubpos». Ero paboTbl 3an0-
XUNU GYyHLAMEHT LN TMCTONOrMYECKON ANarHOCTHUKM
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HapylWweHUn NMMPaTMYeCcKOn CUCTEMbI KULLEYHUKA,
BKJII0Yas MEPBUYHYIO KULIEUHYIO NMMMdaHTUIKTa3uIo.
Pewatowmn war 6uin caenat B 1961 rogy, korga rpynna
Bpayeln Bo rnase ¢ PobepToM BanbaMaHoM ony6uko-
Banu paboTy «KuweyHas nuMdaHrnaKTasmus: aHTepona-
Tva ¢ notepen benkar». OHW BNepsble NOLPo6HO onwuca-
NIV KAIMHUYECKYI0 KapTuHy 3aboneBaHus y 18 nauneHTos,
BbIENMB TPMAZY CUMNTOMOB: OTEKM, TMMOMNPOTEUHEMUS,
numoonenuns. UMeHHo 3Ta paboTa 3akpenuna TepMuH
«KuLweyHas nuMaHrnakTasus», a 3abonesaHue B HacTos-
Liee BPeMS Takke M3BECTHO Kak 6one3Hb Banbamata (BB).
ABTOpbI AOKa3anu, 4To NPUUYNHA CUMNTOMOB - NOTEPS
MBI Yepes pacluMpeHHble TMMpaTnyeckne Kanun-
Napbl KMWeYHuKa [3, 4].



CLINICAL ENDOSCOPY 2026 68(2)

ANMMAEMUNONOIrnd U NATOreEHE3
JIMdaHrnakTasunio KUWEeYHNKa MOXHO PasfeNiuTb Ha
NEPBUYHYIO - BPOXAEHHYIO 1 BTOPUYHYIO - NpUobpeTeH-
Hyto. PacnpocTpaHéHHocTb [KJT 3a6oneBaHMa 40 KOH-
LLa HeusBecCTHa. 3aboneBaHue 06blYHO MaHudecTUpyeT
B paHHEM 1eTCKOM Bo3pacTe, fo Tpex net [4]. OgHako
B KJIMHWMYECKOW NpaKT1Ke BCTPeYaloTCca Cyyan ero se-
pudUKaLMm 1y BIpoCbIX naLmeHToB [5]. JocToBepHo
pasHuLibl B 3a6011€BaEMOCTH MO reHAEPHOMY MpU3HaKy
HE BbIIBIEHO, OIHAKO HEKOTOPbIE NCCNEef0BaHNS MOKa-
3blBalOT HE3HAUWTENbHbIN NepeBec ¢ NpeobnafaHneM
y MyxunH. [TKJ1 yacTo HoCKUT cnopaanyecknin xapak-
Tep, HO OnucaHbl M CeMelHble cyyau, Nnpeanonarato-
LMe ayTOCOMHO-peLLeCCUBHbIV TUM HacefoBaHwWA [4, 6].
Ha cerogHawHum gexb atnonorus MKJ1 octaetca He
MOMHOCTbIO U3yYeHHo. Hanbonee BepoaTHO, UTo LlaHHas
naToNorns reHeTUYeCckn fleTepMeHnpoBaHa. B pokyce
BHUMaHUS HaXOAATCH HECKONbKO FEHOB, KOLMPYIOLLMX
KtoyeBble perynatopbl numdarruoreHesa: VEGFR3 -
OCHOBHOW peLienTop Ans GakTopa pocTa 3HAOTENNS CO-
cynos, PROX1 - yyacTByeT B npoLecce GopMrpoBaHUs
nuMmoaTuyeckoi cetu, FOX2 - perynupyet dopMuposa-
HWe KnanaHoB B IMMdaTUYECKMX COCYAAX U NX 3PEeNTOCTb,
SOX18-urpaeT ponb Ha paHHWX 3Tanax IMMdaHrMoreHesa,
3anyckas nuMdaTnyeckyto nporpaMmy anddepeHLpoBs-
kun.[nnoTesa o HapyLweHWUn perynaumun nuMaxrnoreHesa
MpW NepBUYHON MMMPaHTUIKTa3UM KULLEYHMKA HAXOAWT
NoATBEPXXAEeHME B COBPEMEHHbIX NCCNefoBaHusX. B pa-
60Te ANOHCKMX yUYeHbIX Nog pykoBoAcTBOM Hokari, bbina
yCTaHOBNEHa U3MEHeHHas 3KCMPeCCHs BbllleyKasaHHbIX
perynsTopHbix Mosiekyn B buontaTax CiM3ncTon 06o-
NOYKM ABEHaALaTUNEPCTHOM KMLWKKM NaumerTos ¢ MKJI.
MyTaLwnK B 3TUX reHax HapyLLatloT HopManbHoe GOPMUPO-
BaHWe NMMdaTUYECKUX KanUINapoB, ienas UX CTPYKTyp-
HO HEMOJHOLLEHHbIMM ~ BO3HWKAeT annasus, rmnonnasus
wnu gunataums [7]. KnioueBbiM 3BEHOM naToreHesa cTa-
HOBWTCS MOpdOnornyeckas HeCoCTOATENbHOCTb CTEH-
KM NnUMaTUYEeCKUX KanunnapoB, KOTopas NposBseTcs
B OTCYTCTBUM KNanaHoB, fedekTax aHA0TeNUs U cnabo-
CTW COEMHUTENbHOTKAHHOrO Kapkaca. 3To NpUBOAUT
K TOMy, UTO Aaxe HopMasbHoe MMdaTnyeckoe gasne-
HUe BbI3bIBAET UX NepEPaCTSKEHME U MOBbILLEHHYIO NPO-
HMLLAeMOCTb. 3amnyckaeTcs NaTonornyeckas nocneaosa-
TENbHOCTb: HapYLUEHWE apXUTEKTOHUKU IMMBaTUYECKMX
KanunnspoB BEAET K NOBbILLEHHOW NPOHWULLAEMOCTU KX
CTEHKM, UTO BbI3bIBAET NpocaunBaHme numMobl B Npo-
CBET KWLIKW U UHTEPCTULMI U, KaK CeACTBUE, pa3Bu-
TWe CMHAPOMa SKCCY[aTUBHOW aHTeponaTuu. TakuM ob-
pasoM, npu MKJ1 natonorns UCXoanT «M3HYTPU» CaMoro
kanunnapa [8]. Kpome Toro, cylecTtByeT nccnefoBaHme

KIIMHNYECKAA KAPTUHA

KnuHnyeckas kapTuHa KJ1, He3aBncMMO OT ee npouc-
XOXAEHUS, ABASETCA NPSMbIM CIeACTBUEM NaTOreHes3a -
notepu nnMdbl BNPOCBET KMWeYHUKa. MaHndecTauums
3abonesaHns GopMUpyeTCs 3a CYET TPeX KITIoUYeBbIX
naTodn3nNoNornyecknx NPoLEeCccoB: 3KCCYaTUBHOM
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myTaumu reHa CCBET, o4HOro U3 HEMHOTUX reHoB, acco-
LIMMPOBaHHbIX C FeHepann3oBaHHOW Ancnnasnen nnum-
datnyeckux cocynos [8, 9].

BropuuHas kuweyHas numoaHrusktasusa (BKJ1) pas-
BMBAETCA KaK OCIIOKHEHWE UM CUMMNTOM ipYrux 3a60-
NeBaHMN, KOTOPbIE Bbi3blBAIOT NOBbILLIEHWE AaBAEHUA
B IMMdaTUYECcKon cuctemMe unm o6CcTpykumo numoa-
TUYeCKMx cocynoB. BcTpeuaeTcs yalle, OTHOCUTENBbHO
nepsuyHo GopMbl. Ee pacnpocTpaHeHHOCTb HanpsMyto
3aBWCKT OT YaCTOTbl OCHOBHbIX MPUYMHHBIX 3a60N1eBaHW
B nonynsuum [10].

S1nonorunyeckue GakTopbl BTOPUUYHON NTUMPaHrUIK-
Ta3nn MOXHO CUCTEMATU3NPOBATb CNELy oM 06pa3oM:

1. 3aboneBaHus, Bbi3blBatoLLMe OOCTPYKLMIO TUMbATU-
UECKOro OTTOKA: BHYTPUOPIOLLHbIE OMYXOnu 1 06b-
eMHble 06pa3oBaHuMs OpIOWHOM NoNoCTH (abro-
MUHanbHas GopMa MMMOOMbl XOAXKKMHA, CapKOMbI,
KapLMHOWA), XPOHWYECKMe BOCMaNUTENbHblE 3a60-
neBaHus KulweyHKnka (6onesHb KpoHa, Hecneundu-
Yeckui a3BeHHbIN konuT) [9, 11].

2.3aboneBaHns, HeMoCpPeACTBEHHO MopaXatoLye M-
daTnyeckyto cucteMy: TMMpaHrnoMaTos, reHepasnu-
30BaHHasA MMMbaHIM3KTasng, TPOMB03 UM 06CTPYK-
LM BEPXHEN NoJIoN BeHbl, rpyaHoOro npoToka [9].

Ha doHe MexaHWuecKom 06CTpYyKLMU, HA TOM UM UHOM
ypoBHe nuMdaTnyeckoro pycna, passusaercs MMMGoc-
Ta3, KOTOPbIN NOCTENEHHO MPUBOAUT K NepepacTske-
HUIO U3HaYaNbHO MHTaKTHbIX TMMbaTUUECKMX Kanunns-
POB KULLeYHWKa. [laTonornyeckas nocnefoBaTenbHoCcTb
pa3BopayMBaeTCca CrefyolmnM 0bpa3om: 06CTpyKLUs
nuMdaTUYECKMX NyTel BbI3biBAET NOBbILLEHWE TUAPO-
CTaTMYECKOro faBneHns B nepudepuyeckux numbatu-
YeCKMX COCYAax, YTo MPUBOAUT K NaTONOrNYECKON inna-
Talymn 1 pa3pbiBy paHee HopMasbHbIX TUMdaTUYeCKmX
KanunnspoB U, Kak UTOT, UCTEYEHMIO NMMbbI B NPpOCBET
KnLwku. Takum obpasoM, npu BKJT nospexnaeHue cocyna
MPOUCXOANT «CHapPYXW» 13-3a MEXaHUYeCKoro nepepa-
CTSXeHWs. HecMOTps Ha pasHuLLy B MYCKOBbIX MEXaHW3MaX,
O6LLMI KOHEYHBIN NYTb YHMBEPCaneH Ans 06enx Gopm.
CnepcteueM numdoneHuu asnaetca GopMmMpoBaHue
CVHLPOMa 3KCCYAATUBHOM 3HTeponaTum. [loteps 6enkos
nna3Mbl BeLLET K runoanbbyMUHEMUMN, CHUKEHWUIO OHKO-
TUYECKOrO laBNeHNS Na3Mbl ¥ TUNONPOTEUHEMUYECKUM
oTékaM. [Toteps nuMmdounToB obopaunsaeTca numdone-
HUWeW 1 BTOPUYHBIM MMMyHoLLedULMTOM. [oTepst X1poB
¥ XXMPOPaCTBOPUMbIX BUTAMUHOB NPUBOLMT K CTeaTopee,
runoxonectepvHemun, neduunty sutamuuos A, D, E, K
1 NoTepe He3aMeHUMbIX XMPHbIX KucnoT [11].

3HTeponatuu, nuMboneHun n Manbabcopbummn nu-
nupos [12]. JOMUHMPYIOLWKUM KNMHUYECKUM NposiBRe-
HWEM BbICTYMaeT OTEYHbIN CUHAPOM, XapaKTepusyio-
WMICa pa3BUTUEM NepUPEPUYECKUX OTEKOB MATKMX
TKaHel ANCTaNbHbIX OTAENOB HUXKHUX KOHEUHOCTEN,
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Puc. 1. SHpockonnyeckas kapTHa NepBUYHOM KULIEYHOM NMPaH-
rMIKTa3Wu B ABEHaALaTUNEPCTHON KuLke y fesoykm 10 net (33oda-
roracTpoAyoaeHoCKonus).

Fig. 1. Endoscopic picture of primary intestinal lymphangiectasia in
the duodenum in a 10-year-old girl (esophagogastroduodenoscopy).

C BO3MOXHOW reHepanu3auuei BnnoTs 4o aHacapku [13].
Bbinu Takxe BbisiBIeHbl 3Xorpadpuyeckmne npusHaku
acuwuta y nnoga [14]. MapannensHo HabnofaeTcs pas-
BUTUE CMHAPOMa Maflbabcopbumm, xapakTepusytolle-
roca cteatopeew ¢ BblieNieHneM 0bUNbHOTO 3/T0BOH-
HOTO aXOJIMYHOTO Kasla C MOBbILEHHbIM COePXaHNEM
KUPHbBIX KUCITOT M HEMTpanbHOro xupa. Hapywexue
abcopbumnm NIMNULOB CONPAXEHO C AeDULUTOM XKMPO-
PaCTBOPUMbBIX BUTaMUHOB: ieduLNT BUTaMUHa K npose-
ngeTca reMopparmyeckMM CUHAPOMOM, FTMMOBUTAMIUHO3
BUTaMWHa D MpuBOAMT K OCTEOMANALMM U MbILIEYHON
amctpodum [15, 16], HeAOCTaTOUHOCTb BUTaMUHa A Bbl-
3biBaeT KCcepohTanbMuio 1 reMepanonuio, a Aebuumnt

ONATHOCTUKA

B HacTofLLee BpeMa AnMarHocTuka KuweyHom nuMban-
TMIKTa3nUU NpefCcTaBseT cCoboi KOMMNIEKCHbIN MHOTOY-
POBHEBbIN NMPOLLECC, KOTOPbIN BKIIIOYAET B Ce69 IHA0CKO-
nMyeckme MeToabl U MOpdONOrNYCEKME NCCIef0BaHNS
61oncuiHoOro Matepmana, a Takxxe MeTofibl y4eBOMn an-
arHOCTUKM W TabopaTopHble UCCefoBaHuma.

Mpu nposepernn SMAC MakpockonMuecknMmn Mapke-
paMu 3ab0n1eBaHMA CNyXaT MHOXECTBEHHbIe GeflecoBa-
Tble NATHa, BU3yanM3npyeMble Ha CIM3NCTOM 0605104Ke
TOHKOW KULLIKM U OMUCHIBAEMbIE KaK «CHEXUHKIY, UK
npuaatoLie BOPCUHKaM KPEMOBO-KENTbIN OTTEHOK, 4TO
NaTOrHOMOHWYHO A1 CKOMJIEHUS XUTOMUKPOHOB B iU~
NaTUPOBaHHbIX TMMPaTUYECKUX Kanunaspax (puc. 1, 2).
YyBCTBUTENIBHOCTb METOAA MOXET ObITb MOBbILEHA 3@
cyeT NpefBapuUTesIbHOM NIUNUAHON Harpy3ku (Npuem
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BUTaMuHa E MoxeT obycnaBnmBaTtb HEBPONOrMyeckme
paccTpomncTsa v remonus [17]. BaxHenwnm guarHocTtu-
YeckuM MapkepoM aBnaeTcs NMMMAONEHNS, BO3HMKaIO-
Las BCNeACTBMeE NOTEPU MMMPOLIUTOB C KULLEYHON TUM-
bon. 3HaunTENbHOE CHMXEHME KonnyecTBa T-KneTok
Y UMMYHOTNO6YIMHOB NPUBOANT K BTOPUYHOMY UMMYHO-
LedULMTY, UTO KIIMHUYECKM BbIPAXKAETCS B MOBbILIEHHOM
BOCMPUUMUYMBOCTM K OMMOPTYHUCTUYECKMM, BUPYCHBIM
M rpnbKoBbIM HOEKLMAM, @ TaKXKe MOXKET CONpPOBO-
XAAaTbCA HapyLWeHWeM KIeTOYHO-0NOCPeA0BaHHbIX
MMMYHHbIX peakLuit. XpOHUYECKMit XxapakTep 3abone-
BaHUs obycnaBnvBaeT pa3BUTHE OOLMX HYTPUTUBHbIX
HapyLIEeHWIA: NpOrpeccupytoLLee CHKeHUe MacChl Tena,
MbllleYHas aTpodus, 3afiepkka GU3NYECKOro pa3BUTMS
y BeTew, 061,a9 cnaboCTb U CHUKEHUE TONEPaHTHOCTU
K du3mnyeckon Harpyske. BropnyHble MeTabonnyeckue
pacCTPOMCTBA BKITIOYALOT 371€KTPONUTHbIN AncbanaHc,
rmnokanbuueMuto, 4ePULUT He3aMEHUMbIX XXKUPHbBIX
KMCNOT U runoxonectepuHemMuto. KnuHunyeckoe teue-
HUWe XxapakTepwuayeTcsa BapuabenbHOM BbipaXXeHHOCTbIO
CUMMNTOMOB - OT CYOKNUHNYECKUX GOPM A0 THXKENbIX
XKU3HEYrpoXakoLWMX COCTOSAHUIM. Hago oTMeTUTb, YTo
NPy BTOPUYHBIX TMMOAHTUIKTA3UAX KMLLIEYHWUKA KK~
HUYecKas KapTMHa YacTo Hac/lauBaeTcs Ha CUMNTOMbI
OCHOBHOTO 3a60/1eBaHUs, YTO MOXKET 3aTPYAHATL nep-
BUYHYIO AMarHocTuky [4, 6,18,19].

LJIMHHOLLeNOYEYHbBIX TPUTINLLePUA0B 3a 24-72 yaca o
nccneposanus) [20, 21].

«30510TbIM CTaHLapToM» AnarHocTukmn KJ1 aensetcsa
TMCTONOrMYeckoe UccneoBaHue 6MONTaToOB CIM3UCTOM
obonouku [6]. TucTonornyeckas KapTUHa xapakTepusy-
€TCA HaNMYMeM PE3KO PacLUMpPeHHbIX TMMPaTUYECKUX
Kanunnapos B COBCTBEHHOW NAaCTUHKE U MOACAN3N-
CTOW OCHOBE MpPW OTCYTCTBUM NMPU3HAKOB BOCTaneHNs
nnm atpodumn BopcuHok [22, 23]. CtaHpapTHas buoncums
W3 IBEHaALATUNEPCTHOM KMLIKM MOXET BbITb HEMHPOP-
MaTWBHOWN MpW CErMEHTapHOM WU AMUCTaIbHOM Xapak-
Tepe nopaxexus [6].

B nopo6HbIX cyyasx HesaMeHUMbIM METOL0M CTa-
HOBMWTCA KancynbHasa 3HAOCKOMNWA, MO3BONAIOLLAA He-
MHBA3MBHO OLLEHUTb BCIO MOBEPXHOCTb TOHKOW KULLKMU,

Puc. 2. SHpocKonuyeckas kKapTHa NePBUYHON KULIEYHOW NMMPAHTUIKTa3nM B MOAB3AOLHON KULLIKe Y Manbykka 8 net

(BMAeOKancynbHas aHTEpPOCKONWA).

Fig. 2. Endoscopic picture of primary intestinal lymphangiectasia in the ileum of an 8-year-old boy (video capsule enteroscopy).
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onpenenuTb pacnpocTpaHEeHHOCTb U Tonorpaduto no-
paxeHus. K orpaHnyeHnaM MeTofia OTHOCUTCS HEBO3-
MOXHOCTb MoJlyYeHuns buoncunHoro Matepuana [20, 24].

[ins pelueHwns aToM 3afaun npuMeHseTcs 6annoHHas
3HTepoCcKonus, KoTopas obecneynBaeT He TONbKO Ae-
TanbHY0 BMU3yaNnu3aLmio NaToNormMyeckmx y4acTkoB Ha
BCEM MPOTAKEHUM TOHKOW KMLLKM, HO W MO3BONSAET NpO-
M3BEeCTU NPULLENbHYI0 BUONCHIO, UTO lenaeT ee Hanbonee
MHOOPMaTUBHBIM METOLOM A1 OKOHYaTeNIbHOW BepudH-
Kauuu finarHo3a kulweyHas nuMdaHruakTasms [25, 26].

HewHBa3vBHble METOLbI BU3YaANMU3aLMU UTPAIOT KJTlOYe-
BYIO POJIb B KOMMEKCHOM OLLeHKe COCTOSIHMSA NaLueHTa,
BbISIBJIEHWUW OCIOXHEHWI M MpoBeAeHWUN AnddepeHLn-
anbHoOW AnarHoCTUKW. [pu NpoBEAEHUN PEHTIEHOKOH-
TPacTHOro UccNefoBaHus ¢ bapneM MoryT BU3yanusu-
POBAaTbCS YTOMLEHHbIE CKNAAKM CIU3UCTON 06010YKM
W HoZyNsipHble 06pa3oBaHus, COOTBETCTBYIOLME NNM-
dbaHrnakTasam [27].

Takxe MHPOPMaTUBHBIMU METOAAMM ABNAIOTCS KOM-
NbloTepHas ToMorpadus 1 MarHWTHO-pe30HaHCHas To-
mMorpadusa. KT-kapTuHa yacTo BkJoyaeT: anddysHoe
YTOMNLEHNE CTEHKU TOHKOM KMULLKM; CUMMTOM «Opeona»,
COCTOWT W3 T'MMOLEHCHOTO BHYTPEHHErO Koblia (0TeK
NOACNN3NCTON OCHOBbI U INNaTUPOBaHHbIE TMMbaTHye-
CKMe Kanunnspbl) 1 6onee NNOTHOTO BHELIHEro Mbllley-
HOrO KOJbLLA, a TakXXe Hannumne KOCBEHHbIX MPU3HaKOB:
acuMT, NneBpanbHbIi BbINOT, 0TEK Opbixenku [28].

Be3koHTpacTHas MarHUTHO-pe3oHaHcHas nMdorpa-
dua, no3BonseT HENOCPEACTBEHHO BU3yanu3npoBaTb
NMbaHTNIKTa3bl B CTEHKE KULIKM KakK 30Hbl FTUMEpPUH-
TEHCMBHOIO CUTHana, a TakXXe OLLeHUTb COCTOsIHME 3a-
OpIOLWMHHOrO NPOCTPAHCTBa M rpyAHoro npotoka [30].

JInmdocumHTUrpadms MoXeT AEMOHCTPUPOBATL NaTO-
norunyeckoe HakonneHue pagnodapmnpenapara B npo-
CBeTe KWLWeYHUKa, noaTBepxaas dakt numbopen, on-
HaKo B PyTUHHOM NpakTu1kKe npuMeHseTcs peako [31, 32].

JlabopaTopHble nccnepoBaHns HanpaeieHbl Ha Nof-
TBEPXAEHUE CUHPOMa 3KCCYAAaTUBHOM SHTeponaTum

JIEMEHUE

OcHoBononaratoLwmM NpuHLmMnom asnsetca uddepeH-
LMaLusa Mexay NepBuYHoON (ManonaTnyeckon) 1 BTo-
pUYHOI dopMaMu 3a60N1eBaHUS, MOCKONbKY BO BTOPOM
Cnyvae ycunus npexne BCero LOMKHbI OblTb Hanpas-
NeHbl Ha yCTPaHEHWe OCHOBHOrO 3ab0eBaHws, YTo Mo-
XeT NPMBECTU K NMOJTHOMY perpeccy TMMdaHrnaKTasum.
B cnyuae xe [1KJ1 ocHOBOW KOHCEPBATUBHOMO leYeHMs
aBNAeTCA AUeToTepanus, Lefibio KOTOPOM ABNSETCS CHU-
XeHue obbeMa UMb, GOpMUPYIOLLECS B KULLEYHON
cTeHke. [locTuraeTcs 310 3a CYET CTPOroro orpaHuye-
HUA NOTPE6NEHNA ANIMHHOLENOYEYHbIX TPUMULEPULOB,
KOTOpble Nocne BcacbliBaHWS IHTepoLMTaMu 0bpasyioT
XUNOMUKPOHBI U TPAHCMOPTUPYIOTCS UCKITIOUNTENBHO
yepes NMMdaTUYECKYIO CUCTEMY, CO3AaBast 3HAUNTENb-
Hylo Harpysky. Mx 3amelleHne cpefHeLenoyeyHbiMm
TPUrNULEPUAAMU SBNFETCSA NAaTOreHeTUYeCckn 060CHO-
BaHHbIM, NOCKOJbKY CpefHeLenoyeyHble, abcopbupyscs,
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Y BbISIBJIEHWE COMNYTCTBYIOWMX HapyLeHni. KnoyeBbiM
BUOXMMUYECKUM MapKEPOM AIBASIETCS KMPEHC al-aHTu-
TpuncuHa. [laHHbI 6e10K yCTONUMB K GepMeHTaTUBHOMY
PaCLLENIEHWMIO B KNLLIEYHWKE, @ er0 MOBbILEHHaN IKCKpe-
ums c Kanom (>24 mn/24 4y peten v >15 Mn/24 uy B3poc-
NbIX) ABNSETCA NPAMbIM JOKa3aTeNbCTBOM NoTEpH 6enka
uepes XenyLoYHO-KMLLeYHbI TpakT [33].

B cbiBOpOTKE KPOBUM perncTpmpyeTcs BbipaxeHHas
rMnoanbbyMUHeMus, runoraMMarnobyanHeMus (CHuxe-
Hbl IgG, B MeHblei cTeneHn - 1gA n IgM) n abcontoTHas
numdoneHuns, 3aTparneatoLLas NpenMyLLecTBeHHO No-
nynsuuio CD4+ T-numdountos [21].

BaXKHbIM KOMMNOHEHTOM 06CNeoBaHNs ABNAETCS
OLieHKa HYTPMTUBHOTO CTaTyca: onpefeneHne ypoBHen
XunpopactsopuMblx BuTaMmuHoB (A, D, E, K), Mukpoane-
MEHTOB (LIMHK, CENEH, XKeNe30) U He3aMEHUMbIX KMPHbIX
KWUCNOT AN CBOEBPEMEHHON KoppeKLuuu aeduunTos [6].

Tak1M 06pa3soM, AnarHoCcTKa KMeYHon nuMdaHru-
3KTa3nu TpebyeT MyNbTUANCLUNINHAPHOTO NOAXOA],
06beMHAIOLWErO flaHHble 3HA0CKONMM, Mopdonoruy,
NyyeBbIX METOL,0B M TabopaTOPHbIX aHaNN30B. ANFOPUTM
06cnefoBaHNs TIOTMYHO HaYMHaTb CO CKPUHMHIOBbIX
METOAOB: ONpefeNeHNs KNnpeHca al-aHTUTpuncuHa
n npoeeferus KT/MPT ans oLueHKM COCTOSIHUS KuLley-
HUKa U nckNoYeHna ocnoxHeHun. AMAC ¢ buoncuen
BNISeTCA METOZLOM NepBOro Bbibopa ANs BepudukaLmu.
lMpu oTpuLLaTeNbHOM pe3ynibTaTe W BbICOKOW KNMHMYe-
CKOW BEepOSATHOCTM MOKa3aHO NPOBEAeHUE KamnCybHOM
3HLOCKOMWW, C NOCNEefyOLLMUM NPOBEAEHWNEM 6aNNOHHOM
3HTEPOCKOMUM ANS NONyYeHUs BUONCHUIHOTO MaTepua-
na. Takov nocniegoBaTenbHbIN U KOMMAIEKCHbIA NOAXO[,
MO3BONAET yCTaHOBUTbL TOYHbIN iMarHo3, NpoBecTu And-
depeHLManbHyo AMarHoCTUKY C BTOPUYHbIMU GopMaMu
KJ1 M MHBIMW NPUYMHAMK SKCCYLATUBHOM SHTeponaTuy,
a TakXXe He3aMeanNTeNbHO HauyaTb NaTOreHeTUYeCKYIo
Tepanuio, HanpaBneHHYIO Ha KOPPEKLMIO HYTPUTUBHbIX
HapyLleHn 1 NpefoTBpaLLeHe NPorpeccupoBaHms
3abonesarusa [6].

nocTynaloT HENOCPEACTBEHHO B MOPTasbHbIN KPOBOTOK,
MUHYA NuMbaTUYeckue Kanunnapsl. [apannenbHo He-
obxofMMa AiveTa C BbICOKMM CoflepxKaHuneM benka fns
KOMMeHcaLMn MaCCUBHBIX SHTEPONaTUI U AOMNOSHU-
TesIbHOe Ha3HayeHWe XMPopPacTBOPUMbIX BUTAMUHOB
(A, D, E, K) nna koppekLum nx HemsbexHoro geduunta.
MOHWUTOPMHT 3GPEKTUBHOCTH AneTOTepanum BKItOYa-
eT He TOMbKO KJIMHUYECKYIo OLEHKY (peayKLunsa OTEKOB,
AMapeun), Ho U perynapHbii 1abopaTopHbIA KOHTPOSb
YPOBHS anbbyMunHa, UMMYHOTIO6YIMHOB U XMpOpac-
TBOPMMbIX BUTAMUHOB B CbIBOPOTKE KPOBW. BaxHbIM Ao-
MOJIHUTENbHbIM, XOTA U He aBCOMIOTHBIM, MapKEPOM CJ1y-
XUT ypOBeHb GpekaNibHOro a-1-aHTUTPUMNCUHA, KOTOPbIN
OTpaxaeT cTeneHb notepu 6esika u 06bIYHO CHUXKaeTCA
Ha GOHe yCMEeLHOro NIeYeHNs, faxe eCNu He HOpManuay-
€TCAMOSIHOCTbIO, YTO MOYEPKUBAET CUMMTOMATUUYECKUA,
a He KypaTMBHbIN XxapakTep BMelwaTensCTBa. B cnyyvasx,
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KOT/la OTBET Ha iMeTOTepanuio okasblBaeTcs HEMOJTHbIM
WAK OTCYTCTBYET BOBCE, TEPANeBTUYECKUI anNropuTM
npennonaraeT Nepexof K papMakoTepanum BTOPO in-
H1KW. BbI6OP KOHKPETHOTO areHTa B HaCcTosLLEE BPEMS BCE
B 6ONbLUEN CTENEHN OMPEAENSETCS AaHHbIMU TONUYECKON
AMarHoCTMKM (C MOMOLLLbIO KancyNibHOM 3HA0CKONMUK, MP-
numdaHruorpadum), nozsonsioLei anddepeHLMpoBaTh
0yYaroBoe nopaxexue ot AndPy3Horo UM reHepanmso-
BaHHoro [34, 35, 36].

[lnq nauMeHTOB C M30NMPOBAHHbBIM KULLIEYHbIM NOpa-
KeHMEM, 0COBEHHO C BbIpaXEeHHbIM AMapEeNHbIM CUHAPO-
MOM, UICTOPUYECKM NPUMEHSIETCA OKTPEOTHS, - CUHTETUYE-
CKWM aHanor coMaTocTatuHa [37]. Ero npeanonaraembii
MeXaHW3M IeNCTBUS BKIIIOYAET MHIMBUPOBaHUe cekpe-
LMK Ba30aKTUBHbIX KMLLEYHbIX NENTULOB U CHUXEHUE
abcopbLum XMpPOB, 0fHAKO NPY PacnpPOCTPaHEHHbIX,
reHepanun3oBaHHbIX GopMax MMMpaHrMakTasum ero sd-
beKTUBHOCTb NPU3HaHa OrpaHUYEHHON, @ AOCTUTHY Tble
YNyULIEHUS YacTO HOCAT TPaH3UTOPHbIN XapakTep [38].

CoBpeMeHHbI B3rNsA Ha Tepanuio pacnpocTpaHeH-
Hbix popm MKJ1 cMelaeTcs B CTOPOHY TapreTHbIX Npe-
napaToB, MHIMOMPYIOWMX CUrHanbHbIA nyTe MTOR, Ta-
KUX Kak cMponuMyc (panaMuunt) u aseponumyc [39].
Nx dyHpaMeHTanbHOe NPenMyLLECTBO 3aK/toyaeTcs
B BO34eMCTBMM Ha caMy NaToGU3NONOrMYeckyto OCHO-
BY 3a60/1€BaHMA - HEKOHTPONMpPYeMyto NponndepaLmio
nMdaTUYECKNX IHAOTENMNANbHBIX KNETOK. [TofaBnsas
nponndepaumio 1 Bbi3biBas anonTos, 3T NpenapaTbl
CMocobCTBYIOT PEMOAENMPOBaHUIO TUMbATUYECKMX Ka-
nunnapoB. KnuHnyeckue HabnogeHns AeMoHCTpUpYy-
0T, YTO OTBET Ha Tepanuio CUPOIMMYCOM Yy NaLWUEHTOB

3AKJTIOMEHUE

TakuM 06pasoM, COBPEMEHHOE BefleHNe KULIEYHOM INM-
dbaHrnakTasunm TpaHchopMMpPOBaNOCh B CTOPOHY nep-
COHaNIM3MPOBaHHOW MOAENY, Fae BbIGOP CTpaTerum - Hy-
TPUTUBHON, MEANKAMEHTO3HOM UM MHTEPBEHLMOHHON
Tepanuu - onpeaenaeTca pesynbTaToM TWaTeNbHOro
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