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Abstract

Intestinal lymphangiectasia (IL) is a series of clinical symptoms caused by the increase of pres-
sure in lymphatic vessels and lymphatic fluid leakage into the intestinal cavity due to various
reasons. The main clinical manifestations are edema, diarrhea, abdominal distension, accompa-
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nied by ascites, fever, electrolyte disorder, etc. The diagnosis was made on the basis of typical
clinical manifestations, endoscopic lymphangiectasia, and histopathological findings. A low-fat,
medium-chain-triacylglycerol (MCT) diet was the primary treatment. Due to its rarity, the under-
standing of this disease is still limited. This paper reviews the literature on intestinal lymphan-
giectasia to obtain the latest progress in diagnosis and treatment of this disease and improve the
understanding of this disease.
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1. By

Tk

/N B 5K (Intestinal lymphangiectasia, 1L) X 44 Waldmann #5[1], T 1961 4F i1 Waldmann 1%
R, 2EAELME Protein-losing enteropathy, PIE)H)—Fh, Bl FARMEE K E R H ML T %
PR, WEENE IS, SUREREBR, SHE SO, a5, MR ERR AR 5 R
— RINIGAER « AR AL IR 240 T [ g A2 iy, 32 BER IR R [ IURE A 85000 A1 & 14 7K fie R ik
BRI, 8RS . BEMK. JRER RS . IL LD L, 2R FIE. RERIEAHKCIRE >, N
TR AL . IRPRR I AHE R . SWr. VRIT IS LA T T 018, DA SR A

2. fRE R A& mHRHLE

IL ARHEE R P PR 2RI JFR ERNGR P o R /N itk L9 7k (Primary intestinal lymphan-
giectasia, PIL)Z W T JLEMF 4E, KREZAE 3 DHTAM[2], ZEERKEEREARNE, H6IFHAm
Je RWGTE . A SO IE B 2[RI AR, 7525 I8 A o] fe A 8L mia . A HoEHKkE 52 PIL,
T 25 R A ] B A e AR Bt 8L (3]0 4k R I IL 240k T ge. M. TR, 4Ms . SR &,
TX LGP ] BB B BV AR e 2 Bk A AR By B JE R AR SO B A LR IR L WRIE . R RS Rk
ARG, GNP ZE, FREERZE4], SR ORI, SRR EE R TR, R,
FEURPRAEIR[5]. A HFFONT PIL ARV IL EHEMEE BABJE CT AT UK ILAR R IL FEtk 2 K
BARKAEFIC6], HARME IL @A RUEYT AR JEAERAE %, iERA R Z i DK E .

W E RN RARTRAS . BEXT R RBTE  Goge CR A LA BT A0 R 52 11 38 i A0 43 T oo b 4 B 22
ERT). FERBEFET, HEE N Z4IHE PROXL Al SOX18 #4351 & 1F F N M ik 1k, i
P 2 4 A K R T 32 44-3 (vascular endothelial growth factor receptor3, VEGFR-3) (H1 FLT4 Zfid) /S 115
SERARAE T R A R RO G [8]. Ak, GATA2 HILAIATY POX-1. FOXC2 fRiAZ 5ithD
ERERRZE9].1245 N1k, OA 27 MER I RAZ 5 IR B SR A AR S5 R Mk K i O E%5 CCBEL,
FLT4, FOXC2, GATA2, GJAl, GJC2., HGF. HRAS, IKBKG, ITGA9, KIF11, KRAS. PTPN11, PTPN14,
RAF1. RASA1l, SOS1, SOX18 #i1 VEGFC, V) CELSR1. EPHB4., FAT4. PIEZO1. RELN. RIT1, TSC1
I TSC2, IX LI [RI 24 (5 Ji R PRIk B /K i BB 38 1) =90 22— [10] o AH 3 [T (gl P AN 58 5| S ibk B2 A R B 1
R . M RR A R &) RE RS T 3 B0 R B A, RN R TR, SO EE T ik
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BERBR. WMERhE S EA R MREN, WA SIS . RE A ME. #ER R .
IL A8 IR G Bt Fi S vk 988 T e gt -5 b EEL 4 sl e 850 199 2 R o J% B2 s 4% K R AH G - CCBEL &
IRl AR 22 R IR S & Hennekam S-S B3 R A IL IMEUR LN, 5 VEGFR3, FOXC2 RAF S E 4N
JKFANTE, CCBE1 ZRAFH 5L 32 Mk /KB [11]. PIL A LAME L 42 SRR — 3 R B L, HE
ZEAAER) PIL AR HLETISR AR 0

3. ImPRZRI

PIL EJLKZ KM ARG N E AR, ZIEERE . (RE A MUE S BOSFRE . MK . Tk
EUKBCEAR M THE R G E AW a0 SRR, S0 S & ARk SRR AR T 4R RS 5
(¥ JR3 B K ) LE B> WL, RT EELAE 2 BV SRR A, SR HE AR AR ARMIBETE o b ELA AT 51 R K
PORSEAGERK, B LSRBUR RIS S DIRE T . RO VEZUR L. Stemmer il (55 —BET BRI 94T 4
M JE AN BER SRR ) T 262 59 bk EEL 7K PRI EL A B B B R /K B [12], 35— e BE R S A A AR SRR ) 4
PR[13]. RVERILA KL DG 2 A0 () KB EAE, P2 m] B FLBETS o« 38 mT DL BLR SR s B
Bk BEK S DOBUR)SHE MR . KRS . A 3OS, MEEY s KA TR 2 MR T =
R IE R A ESR, MARFLEMER G HAETREZ, WA BERAY KM, SR
PR AEK .

BT R ERE A EARR A BRI, BILE SIS FROR[14]554RIE 47 B/
itk Tk, 3547 B ARGy HI[15] 5 40E 21 /N EE Y TR, A 1921 Bl ARG BRE W
RURPIRIE G, AU . VB G D RS 18R RS,

A9 & LA VERRYS AT B KO BV R U B ZE AL (IR AR « ARBRIAE L AR5 MMUE), HLAMAEIR
WESE: ZJ). . . e, RSy Rk . SRR (RES IR, LAV AIE H i
[16]\ ¥4, W1 PIL JORAFse A —, AR N B WA R REIAE, IR AREIR t 2 AT, I
NG ADAERAE I

4, EEIEE
41 SIRERSE

1) FERE LR REARART SR>, iE A& REERE AW 1gG) K, CDA4.
CD8 Ltfilis/b, CD4/CD8 LLE | E . ibn] HBLMEES . FEAME4EE R4 AL 4i24E R D)FFIE, 1
AEAWDE. BB LR, IL BB MARRRICRI, AR5 KEEASEE I8 H & 4518 [15].
2) -1 Ui E OIS B E T DU 100 e i e B BRI O, H T H 2 R R i sgm, HARE BoR
WA B BARALE, WEIRIRII S A SZIR[17]. 3) ATAE ARG R, R—FatErEn,
WL, EEFRARKNEK, RASB®E, ERARLNEANE X REKE . A NEIHER, 1k
M EERRE . CAEMEREH TEBIIZE. IR L TE[18]. M 1L 8 7% L WU TS
{ELIE 75 58 2 I AL
42. HEFRE

— AR AR B A FE R A A CT. ARy k. AR IE/K, 1M PIL 78 S /s
IRIEA — ERHETE[19], [z pRetl R 2 “REIAE” , R R SR, ECAE, CDFI Al LA
WRILFAE ST CT W[ RICN/NGEERE ., KB, AR, HARRAR R,

B A 1E 52 (direct lymphangiography, DLG) VA G 2, 38 i 278 10 SRy 76 bk B4 A A 1) [
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AR, EDWPEA R KR L AR o H DR PE PR G R G, BRI IR D . 54 DLG
ARJ5 CT M E % (computer tomography lymphangiography, CTL)J V2 % [, CTL & —Ffh Rk B S
SEMADRE A QIR B AR A, AU RE A i B i A L e, IERRVPAN e B RS E
[l P AG AIAR L R B w4, X PIL B E MR E A2 Wi B E AN [20]

R 2R AR A SR RO R 19 5 R M P 1) B BRI B, A4 T ™ bid (A e BE BT (P Te™-DX) ik
EL% 2R BARA T brid AL 2R (I (PTCM-HSA) EUAZ R BAR . ST 211N ZE B2 T, A
THEBCE AT MRS IL e, HEME RS, —RAMEREIE.

43. AR

WEL T ISR I AN RO IE R, T IL SRR GRS AR A, R EER B2 N &
R A7 = B N R T LY Tk AR 25, W SRR R B R Ak, kb I G ) 4 U B R B A I
WK KB BSENEE T 8. SPGB R A, A EBUMETEI, B2 LA I
REIUEA — 8RB RAOTEOLY, BB NmEE . XU B b B RE N BEZ T RN 12 Wi itk
EEY HERMEE TR, RN 2E MR, ERIEW, AMUBE SRR
RGO, T EREXHR AR AR AL BGE R, R EAL T XDR AL EEAT IR T [22]. IRIEN B A ot AT
REBUMETOL23]. HBTHOR, Bk, BHSEIRE, 8BRSl B m s, (HNSERIMIIER
RIVEABRILE, HEPmE.

5. DHR

NG EEY SR RIS WbR Sy 1) AYAIEIRR I 2) AP Mk LA e s v- Hopk > 3) Ik
FERAA 1gG RN FHK; 4) WEISKSTFARIRAREIESLAE IL; 5) SLIUEARmEEREATRIEE .
HAHT 3 M52, A& 2 % RIFHiiZ[24].

6. JAFT

kR L LIVRYT R AR N . BT PIL MJCREREYT i, KR M A & & R H I =E5(MCT)
ey BT R BRI 7 KBEH I = BE I SR BE ORI TE 2 L RN I, W] 5 R A
FIFF AR A T T Tk B O RO T MCT X FIELER AN Sl AR AN, 72 1 P 2 5 KR [25],
AT ELFERE TR, AT D Wk LR B U, AR BB BRI . MCT IR ETRYT AT el PIL BEIR I
FRARAE T2 [26], BGR TR ™ B R R DA S K i 0] I iE AR Th e I se S Rl 2%, I BRI 5=
[27].

BRI EE SR EIRITEE RN . AHRE[281IN A, EIREIRIT 1~2 AR IS 1) &
RN EE 2 SR YT (FR IR IR YT RIGUE B R A kG YT, RIELEE BT . Bl BT AR (R
FHIRTR) . el RS . s 2 A T4k P 1L IR B3R T o« BRI —Fh AR KB e, T 1998
U TRIT IL [29]0 X5 1L BIVEFILEI M ANTE 2, A8 A AN A o 3 3 0 ) 9k S PR 0 s 9D T
= BRI SGR BRI /E[30], A HGER S A KA T—#1 63 2 i2Wr PIL 1) 554 8 5 0E IR B B o
[31]s X TR VRTT TCRHIMEEPE 1L, I Btk o] 2 38 et R IR [32] . A LA I (B FH IR IR)
YBIT PIL A F9H k1 H I fHRIE [33] [34]. XTIk & BBk ARG ER B, GIE Il FI(FE 2 = a])n)
TENIZ 1L Ik 259[28]. 762 525 (T A ) /& mTOR 5], AR abe, BRI Tk i
Y20 mTOR {55, UMM ELE W R A GE, A SAME T, KBHEMESERERTTHESHN
CCSP/VEGF-C % H: P 7N B (1% 28 /)8 Bl 2 H WS ABL T2 I PR b E2 38 7 sk (1) 8 e 5 ) P S el il /> e
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WREVE I S R A IE R AL, AN S R IE H R AT [35]. FE 7825 FE HOR R M L RS
TR BIEE >, DL L2 TE A B A B = 45— AR, I LR 5 R AR Y Bl Je 7 R A Bk
FH o X550k 7K T ) S5 8 Lk e ) 248 245900 (o 2 3% 0 8 1 /I ARG 24070 (a2 o ) T A 200k 2 bk 2 7K il
MIZ RN EE Y TR T REA B RER, 0B B NS TR L E IR S AR E IR, N
TG AR I AORE S S AR A PIL R B AL T SRR AN R 3 AV ML 22 [36] . HoAthya YT e BAERTRETR
J7, WEEAEA. BREA. FIURA. fhRSREgEE R MANE TR BIT R R

SR WRHATT, S BHER AT LIS B M . (Hl TR i I M ZE SR IR, X TR R R
WEHEYT RG], FERASNEFFEARIGIT o B0 ToR@ RN, VIR Z hB 5 Rama s
fiE, HAREFIEZEBIA IR BYSRR A WEE & KA (lymphatic-venous anastomosis, LVA)
T A8 A bk P2 45 # 48 R (vascularizad lymph node transfer, VLNT) R] DL bk EUE7 FE Jp FIpk ER 0 AR, DAusk2b>
M4 R DA R b 4TI H (371, B ARk E K REIR o 7 00 75 S 55 B R bk C A B R N, 7 I
ERHOMEERAEE B, w74 IR R KK P (VEGF-C), il ¥R Bk B 1) 4 1 [38] . BETS
FIF 1L B30 75 o 2 4R R STk

I W A K FF-C (VEGF-C). I I B2 AR KR 752 4K-3 (VEGFR-3) L IE SEAEMR L RS AR Kk
FREZEEN, SHEREE TR R RERCER AN EZEE SR T —, BOTERERGIT
(A 2 [39] 0 FE IR E FRehs 1) /)y BRABEZRY Hp e F AR P N E 2 VEGF-C 8l AR 1A VEGF-C [l kL, R
BEMRELVE I, SR ENR, AR, CNARSRI IR IR AL T B B AR [40]

7. WS

RS T/ Ntk A SAE A U 1 JC KB GE T BERE . ARTE A5 itk BT W (L HEFE 10~15 42 )5
BL[A1] 0 DR AR U U7 508 S8 P B2 8 B I R (175 00 28 O T 22 o AR 8 58 25 [42] s MR 15]  FRok[14]
ERNE[4315E NFIRGE, R IL TS RiF. BE4™ IR EIR T LOERSTa, SR S
B, DEBERERRBE AR, AW BEEILT. REREHIRAAEREE. DMK
FRALAT BEDIAR G ? 20 B KA TR RGBS A 2« BEVTI RS R A TE 2, 075 208 2 B AN
B
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