(YYE-1Y0) rclaball (Y+Y0) € taml) (£Y) s daal) Audal) aglell 3dias daals dlas

il g ¥ yary Jib gal BV plal) aa Al da Mlia (81 A1 4Gy pu Al

‘*.13,4;.4 daaa yla

- 3ded Aaala — gyl lal) 4K e la Bl ) *
Jaber.mahmod@damascusuniversity.edu.sy

1 oadlal)

Gyl e Sy dale dgag (A bl sl Qs oF e sl (e oGy IS8 oS Ladlie Cun Cipad ¥
o b b e aaiAglialll due gV (8 0ad pag Gigian Chai 500 AR adlie LeisSs ol da e
Ol paliy aally gl Glady (cdaddl YTg oLy Cradal) Jlgas)ly dnalll dadsll Gigany Ciiatiy «CCBEL
o 2l U puanll (e 13al5 Lils Gialll dadsl) Canad Lo Bales - Saaall 2Siglly AUSEN jalal) (ians aa (29l
a8 OIS AN el e (Bdlie AlSia dalie Al el d Clgin ¥ ooyee Jib s i) 138 o LAY
Ao bkl clads ae yesl) 380 llal auall 3 28 HBLS aacg (3lhe s (i ae Aiade O gl (9558 il
ol Sy eVl G o3 (liad Jian Casl (adip apa) Spas i o3 LB pe cpane il iag Al
Aaugice dawdll Gagealls Hladlly cbgdills e Gaglall Ge Ji Sl alsy Jelall L0a0 ead) 2 (duaSa) elyeall
Ladglly el Jaeas SVl (3 aaly Licns Jalall elal 2 L paally Alsiall lisalidll (g dachy cilegn e Al
s AR Agaal) dslaalll dae ) augisl Al EaDlie (e Adla A8y50) 038 i pedl T (Pl Hle (<
Ly Gaslell (e AN dueall San latiud) candy dndal) Cilesally (gslal) canmgll Julanlliy Ly Cualld
sl 0o ¢ AV 1A ¢ cpadall Jlge) edglealll dadsl) ol sAualial) cilalsl)

YeYo/AN £ sl ful YOYO/V/YY tpla) sl
CC BY-NC-SA aagar )dill (Bsias Osilgall Lading dijsus = (3diad drals 1 8l (G g8 @ @@@
ISSN: 2789-7214 (online)
http://journal.damascusuniversity.edu.sy



http://journal.damascusuniversity.edu.sy/
mailto:Jaber.mahmod@damascusuniversity.edu.sy

Case Report of Henikam's syndrome and celiac disease
in a 3-year-old child

Jaber Mohmad Mahmod™

" Assistant professor at the College of Medicine - Damascus university.
Jaber.mahmod@damascusuniversity.edu.sy

Abstract:

The exact cause of Hennickam syndrome is unknown, although some researchers have suggested a
genetic etiology. Hennickam syndrome is a rare congenital disorder characterized by severe
lymphangiectasia. It results from mutations in the CCBE1 gene and is associated with lymphedema,
chronic diarrhea and vomiting, abdominal pain, loss of appetite, ascites, hypoalbuminemia,
hypoproteinemia, and some distinctive morphological and structural features.

Lymphedema usually affects one side of the body more severely than the other. This report presents
the case of a 3-year-old child diagnosed with Hennekam syndrome associated with celiac disease

The child was admitted to the hospital with complaints of chronic diarrhea, growth failure, and
asymmetrical body involvement favoring the left side, accompanied by pitting edema and a broad
nasal root. Laboratory tests revealed severe iron deficiency anemia and hypoalbuminemia. The
patient received albumin and packed red blood cell transfusions and was started on a gluten-free diet
rich in starches, vegetables, and medium-chain fatty acids, along with. supportive doses of fat-soluble
vitamins.

The child was started on a gluten-free diet rich in starches, vegetables, and medium-chain fatty acids.
Over a period of six months, the patient showed significant improvement in diarrhea, growth rate, and
edema. This paper describes a case of Hennickam syndrome, or congenital intestinal
lymphangiectasia, diagnosed clinically and by upper gastrointestinal endoscopy and biopsy, with a
favorable response to nutritional therapy.

Keywords: Henicam, Lymphedema, Chronic Diarrhea, Celiac Disease, Albumin Defects.

10 -2

Submitted: 22/7/2025 Accepted: 14/8/2025
@ @@@ Copyright: Damascus University Syria.
The authors retain copyright under CC BY-NC-SA



mailto:Jaber.mahmod@damascusuniversity.edu.sy

Q gana

s i o 0Sag o) 4ol sl (sl Cleady)
elgally A8 saally ¢ SN e Uil 405kaalll de V)
o Atall) Al gl Gaas o (Sag Lalally selally o all
Ladgl) ol La Baleg o) +) 52¥sd 2 alSin dalia
) AV el I ) (e 13als Liila dzall
Ll 3alm a8y gl g e pe shany iy o Jilaie
Craliie mhad Jie Saaall LKA Lgasll madlall (ana
(ol 2oLy (LY dadgy anall ) Jiag dnl
Ly gl 2y (1)) (AT Ly di<a cilag i
Lo Wl (1Y) daseadl culejally (golell oacagll ulanillss
Alie Aaad 3lely sall (3 AL O Oslbadl) Jle
caall Sens anll Sy ¢ el Sleall 3 JSLieg cdasl)
slally 1AL slsll (o mhying cdllal) sad e AV adiay
el Caagy (V) ol Aaje s slall 0 e
i SHe i P G gerall g l) Gladh (g
MTCALbd) dlaregio dacadll (mganlly cligdilly Gyig b
Gy ¥ opae Jia Adla oyl 138 8 o (V) Y)
daiag o3¢ AN elal) aa (385ie i Aol Al el
Gigan Adaade pe AU el 48030 Sleagill e
cele IS4 Aadglly saill (8 maaly (s

1daia yal) duadl)

Gl ¥ ey Jbba (3dedy oaalall JUkY) 2 da sl
i B are g Bilhe sai 88 ae diaye S gl (oS0
Gy (e dpeLlail iladgy ) Al mllal avall
sl Jlal aie L jeal )y enn a1
A0 dadl il cdadall bl A0 pe e lial
LeisSs ledgll o ¢ (4ip lls At s Lagas Baan ds23l)
Vo Ll Jalall 35 OIS cdmgll B Ulaly dully due L)
Bl s gyl Gandll el (awVA Gl Jghalls 4S

P URYA(
Caat 50l 4 ald 4 aPlia LgigS eLSm_; 4 a)Nia Cayan

a :}Liuﬂ\ a _\st.“ e

3 \J\ S C 14193 g:'_gj\ E}

ale 8ya Jg¥ 0ayals leally Leias (Lymphangiectasia
Ligeall duglaalll dpe V) aussi igas Jane of (V) VAT
G Al i Ge aaiy oY) Cigrae e A
Ofigall L) U AL a9 araw (6315 «CCBEL
ALl gyl alinn Y Gny S IS 4Silag il
daeg¥) dalay Auglialll Lo g¥) Blels (0 A oysn oLl
slaa¥) (Mg oo (gslaall) Ll Jin ) diaagl) dugliall
cannl) elail pan 8 viey (golaalll Sleall o Lasg ¢(Ye£)
Gl e s of oS dslaalll de g1 8 Qs o ol
Yl 8 (golaalll Sleadl osdi i) 28 (V) Lujs suac
5255 (0) (ol sl ey pasall (8 Bloudl 515 e
oaleddl ) ol 4Pl 40 WAl FATS (e &lyéha
Odig ) s Jalis (aleds) o samg JFAT4 (4ig s daag
Al Ergan A1 Y cgolaalll Sleall anlall gaill (33
CCBEI (s 8 clydlal) 355 . (Vel) idgyma
iaPlie c¥ls Coal Joa e Algie Lo FAT4
Cagyan e 5gd Agiall eV Cuw Ll (1) alSan
ind) s pe o gl dupppad) Galye¥) gl 25 (o)
i Bale gadidlh (impall Of (e pipll (e el )
Jleayls Lotalll Zadgll Ergany Coatiy L (A) LAY e
Blsdy cdagall oy (ol 1) V15 el V15 (sa)al

gyl
(V+¢8) LAY L83 yaliall (ansg awlly CraslYls
s Aslaalll due ) aust paldl) gl cpall GBS,
b lguiany B3 (8 undy M5 (golialll Bilud) (3853 (3any

10 -3




J gadna

ane il jia pe cplid) (p aels @l LS ekl
() ¢ Jsal

bl 8 dalig avad) e ) uilall Allal s
Clall A8l e Llai) ciladg aa (V) oy IS i)

plin A Ganpal Gauall Gl s pe ) glleal Gl cpddall b LY ase el :(Y g Y) A8, g

s OIS gk LIS Byall alsdy adll 3 Dlesls
Shal st Liady (Ll Jadl) 3 GalS05 g il S
S @l laba Jsall 3 gl rads Jsall Ganiy
CailS ¢ yanll Uiy dails Lot cudae s doeliall cilidgaglal)
& L) OIS dads Glally jaall due el Lull) il
ol il angll JLaSYs ol daPlie Sasl
Aol A i) G Naae hglae sls Lsle Laan Tulas

() ¢ ISl giad

L o Ll eadlly Al (gaall Gand) GlS
ol ikl (glaalll agal) 3t o digda el
S oyl anis (38ha ois ol (Laie Gl
Ml gt dgiliia alyel o Glayall Jile muls a5ag
s ¢ pmandl Lialin Shally ag)ll el (LS AL
O Apial) Jlally e el s A ) clalalll Jlei
Ol OIS caaall Goan GLUSIE pia 20l a3 8 S5as
dle VoA gl laes fade £ sad Ll Leadll
Lpwdll aall chle dadasg @ally Allg 2l il g culs

104




dadacial) inll el C ) Gy 08 ad A gl AN AWdD pliaw ad sl Alay el () ad JSAD
ds.ud\ (IHA UA)LA) c_u)m ‘_,’A‘}b ;\.J d9ag u)glaiswu\.c);me.aj c.n:J\ g_ﬂ..u.\.u Lns\ t;l:uu}

.( ..

(IIIAwu)c.msmﬂupw\ms&.ﬁmucmmu@mﬁh( ) ad, Jsa

Loy Ciaadlds g oL in Ao Pl 5l 4818 4ssadll
Baus Culaial iy desally golal) cangll pulanllyg
. Lf‘a\ﬁ:'d\ CM

”

1 ASBL])
Al ale U< clads @bl Geiall Jlgadld saleylath
= oad) adl (g e Amaiiie Gligie Lol
QIS L Lag ¢ ooall daiall (mliss) s Les (025!
il LY dadgy ¢ il GleailYls (ol Ldle
Alag () )dseas Lol 5aanie e @lld 3gag e 2allg
gy 8 Agagall alSae IS Liaf 50l Vs

cgolaalll Sleall 8 aisgig 0gdn Cagany daDlaall sdajuamig

i a3y e Jalall sl daalia cileya Gpasl) Cupd o
iy Jalall 2535 iy Aol glpeall all LS (e Bang
JLA;J\J cilgedl) b.uu&\ adlgdg uujw Ja e
Togale J<Ca adlls i L paally Alaid) clilial) e
aall Cpaga¥lg (g pl) e AL Sy A adgll Eum g
i (G g dall G gidy cdagdlly YL
5alyy sis Jalall of Jaagl sl T (DA oyl Aagliallyg
el f lady 40 asal Giany aly Jsally (el ddsita
Jashall (saall o duaalls dastiall o 2B g 38
alea ol dllia (6 Y Lovie LS L Qe (e oY
Loglaalll pe ) assi (e Alla Adl) 030 st Aanlly

10 »»5




Q gana

poi—adSll Galaia) ot G a2l s llS o
ad) Cnas i) GLS L () )l bl il iaaliallg
Cilslaalll Ay () SLSH Maxiy L xaly (i Lals
b ol Crgaal il Baanie Sl 4l Lale daanha
Shal) o eV -l s g &1 ()Y )ilslaall
g L)) Gigand )l ey cylal 235 lual sagay anal
daids cslae 0 Gl Gahe S aay als (1))
b s dsa ANl ST deaall bl of a2y
(Ve V) Layjlan 8 dadgy elaa) Clils 8 saaiy elaay!
LSB(UGH  (golal) caagl) plasl) yolasll sl o ¢
dliall o d8yiie elian Wik 2gag ddaadlar (i il
Glehall 8 Gsaall uay) eliay clile) @iy Lladl)
e 335 1325 () Y)(asadall dagially dolehall o
eV pugl A bl aaball 853l 1) CalagY)
3sag Adaade g il ) S0V 7)Aokl
e G8ST A Clagage Ay dandall QL Ay mlaus
(A bl gy J<a naas L a2t 5 85 6
LS Lo gpaimpall (3805 dgaal il as S o1 L o)
Cilgage a9 aady o) £)iga e (bl V) Sy
Lapliar ,uSall OIS Cung c5al dga e AU dnadiis

A ST dpandinll lajulad Gy olSia
goally lilaley Lmpe 5% e sale @ Dalls (3o Lok
Ul i 28 ((V0) juatl) b Gl jaa 58 (sl
aalsh gl e JA 9138 ol e Ll DA (e Liasge
ALaYly MCT Alebaad) dlassgio acedlly (i lly il gl
@l I aeealls Alaial) el cOLSa apail
Oslls el Jlees¥) (s (Bt dadgll Jlg i 2o lus
Lol i die Aaal il bl adaee caslil . Lia
Alish AN oaad) AL8, oyl dne dBiles A8l

Ugliad Ghlaal - Ag¥) dgmall dglialll ducs¥) punss 2als
chaldaal) 55l e dslaalll Aadgll ity L (A)5als Lials
o omladl el N licasye b dnl cilS g Gyl
G5l & S (Ghmn 1S Laysghs are doaly ¢ panl)
i) dlaigie decdl) (agealls Y1 (s ey Cayeall
O e gl (e Clgin ¥ yans Ly (asd 0 o5
O aaall Lag LEIE) o 8 Bale (yuadi uajall
Lide ada) Zaalye Jal) Al dgay 138 Layg cculudall
ooV gl L i Aie Bagage cailS )y eI o
Ladls gl (A padi G plapall B0 i oyl
Sl o Lag s e lidl Glsglally A glaal
Aubll aaball b Egd HAY) il livaye gl g
(Ao +)( A<l clagially cdadglly ¢ paiall Jlgal)
Orsall ek g Jadh ol Alae cYLa s of Lo
iy ¢ Shall (A et )~ Wl (g ¢ Ll cand
Clgie (aliail e a2yl ey (1)) 2l Galsigle Lale
e o) adl W clianye 5] deadl (b e lidl ulsyslal
el OIS B Ao lia il 15y )Sia i/ 5 Burd (ga
& LD e A0 lad) dads s Lianye (s2] gy
L) laahall (mmy 3y S5 2@ Al o) il Y aaa
) asm eyl IS b el (golall (b halls Lghgan
5l (V) )egall)l Ghysall o8 opial Badig Al ans
D3 e Gl o aelig wad Ggas Liadl liasya (51l
oabeY) siag dngll Chual gt Loyl cldley pane il
licasye e il L(4) Ladliall o3g) Baall jalaall aal (4
Abigh ol (aliaidl sl (Sha (205 gaill Jid (e
i QLS LYy sl gy cale i Al
(lanyae (5] Ll Jaall (3 alSlly 3)lglly Jg sindsSI
O daaligya albigi digas luhall (imay @) Sh 28y

10 = 6




Q gana

sl gt Cuiuly coped Pla &5) 0y 8345
i) 8 4] 558 PIA iy (gl 8 mias alg an]
Giluhall adl el L 13as - G52y ol (gome SI3e acy J)
LS Gabe 1 808 Cauddts sang (3l alaill g duas yall
LaaVL el Al calidy L (V4)ggsaly sSadll il
39l) Joaad (aeall aobiian VG ¢l L8 4 5053])
Ma gl A 5aal licasye daglie caad 2@ () 0)diag sidll
e ) ladg dd aule gl ol il (e dng)s
Lpaally oyl Glia 4l Ll . Jsdally (335l A gia 80Ls5 pe
Y lrie (€35 Lo Wle Galyel1 oY doshll gadl e

Aaaally jlea Al s 5S

) Aasgia LN Gspall DL pa 1350a5 Al
el (V0N TV V). iyl Caalll o aial (MCT)
) Ul Lgadle Gueay lly A canioad) VLA
Al i a2 50 iSY) Jie (il aladley i)l
A ) saaal) e b lalas ekl (g3l b ila sl
il eyl eg (YY) T) L8l dpeall s
L pade capall am daw 28 die Gladll a3l
Aallal) 4sdlly Uaa dany 435S elsally V) aae (e deals
Glalan 3l a0 bl s €3 2@l L (YY)l
cudll Jie aba shal 30U a8y (VA) e D)
Lty Ly (sl dadsll s sl L (V0) alagl) gyl

/(501100020595) Jsal 3, 385 3ies Ansla (e Jsan Cindl 13 ¢ Jagall

10 - 7




References:

1. Waldmann TA, Steinfeld JL, Dutcher TF, Davidson JD, Gordon rs Jr. The role of the gastrointestinal
system in “idiopathic hypoproteinemia”. Gastroenterology. 2016;41:197-207.

2. Vignes S, Bellanger J. Primary intestinal lymphangiectasia (Waldmann’s disease). Orphanet J Rare Dis.
2008;3:5.

3. Miistilis SP, Skyring AP, Stephen DD. Intestinal lymphangiectasia mechanism of enteric loss of plasma-
protein and fat. Lancet. 2017;1(7376):77-9.

4. Alders M, Mendola A, Ades L, Al Gazali L, Bellini C, Dallapiccola B, Edery P, Frank U, Hornshuh F,
Huisman SA M, Hennekam RC. Evaluation of Clinical Manifestations in Patients with Severe
Lymphedema with and without CCBE1 Mutations. Mol Syndromol. 2013 Mar;4(3):107-13. doi:
10.1159/000342486. Epub 2012 Oct

5. Isa HM, Al-Arayedh GG, Mohamed AM. Intestinal lymphangiectasia in children. A favorable response
to dietary modifications. Saudi Me J. 2016;37(2):199-204.

6. Figueiredo M, Costa E, Coelho E, Lima R, Pereira F, Rocha H, et al. Linfangiectasia Intestinal Primaria
- Como causa de Enteropatia Exsudativa. J Port Gastrenterol. 2010;17(1):28-31.

7. Al-Gazali LI, Hertecant J, Ahmed R, Khan NA, Padmanabhan R. Further delineation of Hennekam
syndrome. Clin Dysmorphol. 2003 Oct;12(4):227-32.

8. JM, Noureldine SI, Zazou S, Addas A, Kurabi H, et al. Intestinal Lymphangiectasia: Insights on

Management and Literature Review. Am J Case Rep. 20Y;19:112-Y2.

9. Alders M, Al-Gazali L, Cordeiro I, Dallapiccola B, Garavelli L, Tuysuz B, Salehi F, Haagmans MA,
Mook OR, Majoie CB, Mannens MM, Hennekam RC. Hennekam syndrome can be caused by FAT4
mutations and be allelic to Van Maldergem syndrome. Hum Genet. 2014 Sep;133(9):1161-7.

10. Alders M, Hogan BM, Gjini E, Salehi F, Al-Gazali L, Hennekam EA, Holmberg EE, Mannens MM,
Mulder MF, Offerhaus GJ, Prescott TE, Schroor EJ, Verheij JB, Witte M, Zwijnenburg PJ, Vikkula M,
Schulte-Merker S, Hennekam RC. Mutations in CCBE1 cause generalized lymph vessel dysplasia in
humans. Nat Genet. 2009 Dec;41(12):1272-4. doi: 10.1038/ng.484. Citation on PubMed

11. Al Gazali L, Bellini C, Dallapiccola B, Edery P, , Kayserili H, Keng WT, Lev D, Prada CE, Sampson
JR, Schmidtke J, Shashi JB, Vikkula M, Hennekam RC. Evaluation of Clinical Manifestations in

Patients with Severe Lymphedema with and without CCBE1 Mutations. Mol Syndromol. 201A

Mar;V(3):¥)¥-13.

12. Lai Y, Yu T, Qiao XY, Zhao LN, Chen QK. Primary intestinal =~ lymphangiectasia diagnosed by
double-balloon enteroscopy and treated by medium-chain triglycerides: a case report. ] Med Case Rep.
2013;7:19.

13. Van Balkom ID, Alders M, Allanson J, Bellini C, Frank U, De Jong G, Kolbe I, Lacombe D, Rockson
S, Rowe P, Wijburg F, Hennekam RC. Lymphedema-lymphangiectasia-mental retardation (Hennekam)
syndrome: a review. Am J Med Genet. 2002 Nov 1;112(4):412-21. doi: 10.1002/ajmg.10707. Citation
on PubMed

14. Kapoor S. Hennekam syndrome: a rare and often ignored cause of intestinal lymphangiectasia.
Endoscopy. 2014 Jun;46(6):542. doi: 10.1055/s-0034-1365291. Epub 2014 May 28. No abstract
available. Citation on PubMed

15. Tang QY, Wen J, WuJ, Wang Y, Cai W. Clinical outcome of nutrition-orientedintervention for primary
intestinal lymphangiectasia. World J Pediatr.2011;7(1):79-82. Mazzie JP, Maslin PI, Moy L, Price AP,

10 »~ 8




16.

17.

18.

19.

Katz DS. Congenital intestinal lymphangiectasia CT demonstration in a young child. Clin Imaging.
2003;27(5):330-2.

Kuroiwa G, Takayama T, Sato Y, Takahashi Y, Fujita T, Nobuoka A, et al. Primary intestinal
lymphangiectasia successfully treated with octreotide. J Gastroenterol. 2021;36(2):129-32

Sari S, Baris Z, Dalgic B. Primary intestinal lymphangiectasia in children: is octreotide an effective and
safe option in the treatment? J Pediatr Gastroenterol Nutr. 2010;51(4):454-7

Romaldini CC, Feferbaun R. Dietoterapia na Gastroenterologia Pediatrica.1* ed. Sdo Paulo: Atheneu;
2015. 279 p.11. MacLean JE, Cohen E, Weinstein M. Primary intestinal and thoracic

Alshikho MJ, Talas JM, Noureldine SI, Zazou S, Addas A, Kurabi H, et al. Intestinal

Lymphangiectasia: Insights on Management and Literature Review. Am J Case Rep. 2016;17:512-22.

10 »~9




J gadna

10~ 10




