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Lymphangiomas in children
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Summaty

Fol.rlr-one patients presented with u diagnosis ol
lyntphungionw to the Departnrent of Pediatric Srrrgeri'
bet*'een I 97 I - I 995 and J6 of thent *'ere treated. The disr-
ributrott oJ lynrlthungionkls tlus: ceryit'ul (4 l5 Vc), trunit
(17.1 lc), crank{ociul (1.1.6 Vc), intraubdominal 17 J Vc1,
u.rillar (73 Vo), e.rrrenrity (4.9 7o), cen'icoa-rillothorucit'
(2.4 9o) and ceryicoaxillar (2.4 %). Of 36 patienrs un-
dergoing primary tlvrapy, total excision *'as performed in
77.8 c/o and partial e.rcisiorr. in 16.7 ck *,ith r(currtnL'e
rutes of 3.6 9o ond 8J.3 7o, respectit,ely. Only tu'tt potients
required drainoge ulone n'ithou t'linital recurrente. Re-
setl iotr jor residuul ()r reLurrent diseuse uccounted l  l .1
o/o (51J11 of ol l  operuttons.

The postoperative conplication rare v'us 295 Vc. Seronn
was the leoding complication u'ith an incidence of 38.1 %.
Neither drains nor ailtihiotics x,ere found to be efective in
preventing tlte ocL'urrence r{ complicarions.The results of
patholrtgicul exctntinatiorrs ol this sc,rics n,erc' r'_r'sric'
lynrphun;gionru (55 9 c/c), sinryle lvnrphungionru (J2 - l  lc),
lynrplufitnrung,ionru (8.8 Vc), t'avernous ltnrphutrgiunnt
(2.9 c/c). The overull nortulity rute h'os 4.9 Vc. On!;- one
parient wcs lost in the t4serutire group due to pse-
udomono.s sepsis. The nwinstay of therupv for lvnryhon-
giomas is still complete resection of tumoral moss'tt,ithout
contprontising vital structures. lt appears thut local druins
and perioperatit,c antibiotics do not diminish ps-
Io1te rut ive contp I ic ut ions.

K e y vords : Lynryhun git nru, t h ildren

In t roduct ion

Lyrnphangicrmrs ure bcnign turnors of  the lynrphur ic
system lhrt rppclir lo i lr isc l iorn congeniral mal-
tbrmation of the lympharics. Hisrologically rhcy are
benign tuinors and malignant degenerarion in un-
likely. Thesc asympromaric, slowly growing lcsions
have a tendency of  massive expansion and in-
f i l t ra t ion of  surrounding ld jacenr t issucs.  

' lh is  
pro-

pcr ty  nrakcs tota l  rcscct ion chal lenging and ofrcn rn-

Address:  Al i  Avanot lu NtD, Ege Univcrs i ty  Faculry of  l r lcdic ine,
Dcpumrcnt  of  Pcr lutr ic  Surgcry,  J5l0O Bornova.  lzmir ,  Turxcy

2E

complete. Thirty lhree to si.rty seven pcrccnt of
lymphangiomas a-re apparent at birth, and most of
them appcar by the end of the second year (?-
.1,o.1{J. l l , l l - l5) .  There are many ser ies in  the l i rerature
deal ine wi th c l in ica l  character is t ics,  pathologrcal
trndings end surgical efforts.

In this report it is attempted to define the ma-
nagement of lymphangiomas, their outcome and fac-
tors that might be rclated to morbidity and mortality.

Mater ia ls  and ) le thods

A retrospective study was performed with rhe anal;-'
sis of records of 4l lynphangioma cases pr( setttvtg
berween 197 l -1995 to our departnrent. The patiertt
duta inclucle<l uge at diagnosis, se.t, srmptonts,
signs, locution, investigations, e.ytcnt of eac'lt t-tpc,-
ratirs inlsntention, use of drains ctnrl untibi<,tics,
pathology, complications and their treatment antl
oulcome.

Rcsu l ts

Out  of  4 l  cases t rvcntv- two were nt i l le  and l9 werc
female wi th a sex rat io  of  1.2,  and mean age was 3.3
years (Table I). The location of lymphangromas
was:  cerv ica l  17 (4 1.5 7o) ,  t runk 7 (11 . l  Vo) ,  cra-
n iotac ia l  6  (  14.6 7o) ,  in t raabdominal  3,  ax i l lar  3,  exr-
rcnr i ty  2,  ce n, icoaxi l lo tht - r ractc l ,  ccrv icoa.x i l l i r r  I
and  mu l t i p l c  l .  Symp toms  a t t r i bu rab l c  t o  rhc
lymphangioma were repor ted in  t rvo par ienrs (4.8 %)
at presenlation and included symptoms secondnry to
local  in fect ion in  one and vomit ing and inabi l i ty  in
swal lowing in  the othe r .

Physical  s igns t - r f  lynrphangionta \ !e  re rcpor tc( l  in  a l l
thc pat icnts.  An iso lutcd mass wi ls  prescnt  inJ. t .7  ' / t .

(29111) and c.xpanding in  addi t ion ' . t l  1 .9 o/o ( l / -+t ) .
Othcrs inc luded abdominal  d is t ' :n t ion 91 i l - r , r r - . .n i ;111
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l i igurc l .  ( i ' l ' imagc of  e g ianl  l .vmphungioma cusc.

Inrss in  4.  s igni f icant  dcformi ty  such as l ingual  or
r icrvrcnl  g igant ism in 4,  c lepant i r rs is  in  onc.  cu-
t rncous t 'cs ic lcs in  one pat icnt .

ln addition to simple radiographs, ultrasonography,
cornputerizcd tomography or magnetic resonance
imaging werc also performed in I I (27 7o) patients
(Fig. l) . Lymphoscintigraphy wa.s performed in 2

naticnt.s and splenoportography in one. In our senes
thcrc is only one patient who was diagnosed in the
antcnatal period by ultrasound. 36 out of 4l patients
wcrc operatcd on in our department by the same sur-
gical tcam. Total and partial excision was performed
irt 28/-1(r (1'1.8Cc\ and in 6/36 (16.1 7o'). respectivcly.
Ort ly  t rvo pat icnts rcqui rcd dra inagc akrnc 

"v i thotr t
c l i r r ica l  rccurrcnce ( .5. -5 7c) .  Rccurrcncc ratcs l 'or
iot;rl rnd partial cxcision wcrc lound to bc -1.6 7c and
3.1.1 %. respcct ive ly .

r\ totrl of 44 opcrations wcre performed in 36 pa-
l icnts r rndcrgoine opcrat ion for  pr imary and rc-
currcnt  lvr r rpharrr : iomas.  Rcscct ion l i r r  rc .s idunl  or  rc-
currcnt  drscasc lccounte( l  ior  l l .4  % (-5 l ,14)  o l '  a l l
r r l r t - : rx1 ip65.  Thc compl icat ion ratc was 29.-5 ch ( l3 l
4J) .  Di .s t r ibut ion of  thcse compl icat ions is  depictcd
rn Tablc IL Local drains were used in 25 operations
(5(r.8 9'i) (9 hcmovrc. [6 penrosc). The avcrage du-
iat ion of  dra in s tay in  thc opcrat ion f ie td t 'or  hc-
nr( )v i lc  rnd pcnrosc drn in.s  is  6 and 3.3 days.  rcs-
pcct ivc l r " .  Ant ib iot ics rvcrc g iven pcr iopcrnt ivc ly  in
Itl i .1(r paticnts (5-S.5 7o). Othcr paticnts wcre handlcd
rv i (hout  ant ib iot ics.  Compl icat ion rates in  ant ib iot ic
rntl nrrnrntihiotic group rvcrc lbund to bc 2-5 96 (-5l

l ( l i  nnr l  13.7 f i  ( . l i  l6) ,  rcspccr ivc l ) i  (p>0. f ) -5) .

Tablc l .  Agc et  d iagnosis of  lymphangioma

-/6.\ gc

r004 lTotal

Antenalal
Newborn
< l  y r
I yr-5 yr
>5 yr

I

t 1

l 7
7

1 l

1 r  t

4 t . 5
l ' l  . l

l 3Total

Tablc l l .  Compl icr t ions in .1.{  operst ions lor  lymphangiomas

Type

.Scroma
l lcnr: r toma
Wounr l  rnfcct ion
Sk in  l l , r p  ncc ros i q
Facial  ncrvc pals l '
Systcmic infcct ion
Chylothorrr
Ptozis
Shon bowcl syndromc

The results of pathological exarninations of this seri-

es were: cystic lymphangioma 55.9 7o (19/34) simp-
le lymphangioma 32.3 ( l  l /34) ,  lymphohemangioma
8.8 9o Q/3a\ ,  cavernous lymphangioma 2.9 7o ( l /

3a) .  Thc ovcra l l  morta l i ty  rate was 4.9 qo Ql{ l \ .
Onc pr t icnt  d icd duc to laryngcal  prcssurc bcfore thc
opcrat ion.  The other  pat icnt  wi th a compl icat ion of
chylothorax dicd of pseudomonas sepsis in her pos-

topcrative 27th day.

Discussion

Congcni ta l  abnormal l t ics of  lymphat ic  systcm na-

mcly lymphangiomas arc rare lesions cause of which

arc bclicved to bc a developmental dcfect or primary

mal format ion of  lymphar ic  channcls (12) .  Thc t ruc

inc idcncc is  not  kno' . ' rn ,  and cmbryological  cvcnts

that  lcad to thcsc rnal fon 'nnt ions arc s t i i l  unclcar  (  I '
I t . l 0  l l . l r . l - s ) .  I t  i s  r cponed  tha t  t hcse  l es ions  p rcscn t

at  b i r th  in  33 7o to 5 ' l  la  of  cascs (2- '1  6 '10 ' l l '15) .  Jn

the prcscnt scries one patient was diagnosed in the
prenatal period and 51.2 7o (2ll4l) were noted at

b i r th .
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The most commonly involved regions are head and
ncck with an incidcnce of 36 7o ro 88 7c of lesrons
(2 '3 'J-7,10 '13 ' l { ) .  In  rhe presenr ser ies 60.9 Vo (25i l l )
cases wcre head and neck tumors including cra-
niofacial, cervicoaxillar and ccrvicoaxillorhoracic.
Thc trunk followcd by thc aMomen, axilla and cxt-
remity tumors, were next most frcquent sites. \ta-
jority of patienrs (70.1 Vo) presenred with a simple
mass and gradually expanding in addirional 4.5 Vo,
comparcd wirh 17 7o in Brock's series (l). Ir is re-
ported that 16 7o of cascs present wirh local in-
fection (13). In thc prcsent series this occurrcd in 4.8
% of patients. Following clinical asscssment. ult-
rasound, computerized tomography and magneric re -

sonance imaging are the most useful investigarions
for conforming rhe diagnosis and esnblishment the
relationship to neighboring srucrures.

Atthough spontaneous rcgrcssions of thcsc lesions
have been rcportcd !o occur (l l '13), 151r was not
found in any of parients in the presenr series. Ex-
cision remains the uearment o[ choice oncc the di-
agnosis is established. Because, as the rrme passes,
incidence of infections, hemorrhage and progrcssive
growth that makcs operative resection challenging
increases. There are other methods of trcatment inc-
luding aspiration, incision and drainage, irradiarion
and chemical sclerosis. But the results of thcse rrc-
atment modalit ies have been unacceptable (1.3-
6 '10 ' l l '13-15) .  Aspi rar ion may sr i l l  havc a ro le in
emergency decomprcssion but is not a definitive rrc-
atmen!. It may precede rescction for massive lesions
that cause respiratory obstruction. In our serics one
patlent with facial and lingual lcsions was handlcd
emergcntly wirh aspiration. Elecrive surgical re-
moval wil l be performed later on.

Rceurrcnce rates range from 0 Vo to 27 7o after total
cxcision and up to l@ 7o following panial excision
( l '7 ' f  l . l4 '15) .  ln  thc prescnt  scr ies i i .7  vo of  lcsrons
werc totally cxciscd whcrcas 16.6 Vo (6/36 werc par-
tially cxciscd with recurrent rates of 3.6 ?o (.l i2g)
and 83.3 o/o (5/6), respccrively. Rcsecrions for re-
sidual or recurrent disease accounted for ll.4 Vo of
all operations performed for lymphangiomas. Thus,
morbidity in rerms of additional operation is sig-
nificant for partially excised cases in this senes.
Complctc resccr ion is  rhe a im of  surg ical  rhcrapy.
But it is knorvn that thesc lcsions are nol malignant.
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so an extensive operation with sacrit ice of vitai
structures is not waranted (2-4'11). Recurrenccs gc-
nerally occur within the first year following rc-
section, in our series this period lasted as long as l0
years after the initial opcration (7'l I'14).

Complication rate following resection for lymphan-
giomas ranges from 19 Vo ao 33 Vo {J'I l '13). In the
present series this rate was found to be 29.5 Vo. Thc
local wound and neurological complications ac-
counted for 61.5 Vo and 15.3 Vo, respectively and
werc similar those rcported. However, we also ob-
served chylothorax and short bowel syndrome after
surgical removal of the original (umor.

Thc use of drains and antibiotics at the time of ope-
ration has been addressed in some series. There is
suggestion of usage of drains to prevcnt seroma for-
mation by some authors (2'a). Complications oc-
curred in 48 o/o (1225) of our cases in whom local
dra ins were use d.  Ant ib iot ics werc g iven pc-
noperatively in 55.5 Eo (20136). Complications inc-
luding those wirh int'ecrious origin werc seen in 25
Vo (5120) of these operations as compared wirh I8.7
Vo (3/16) in which antibiorics were no( used sug-
gesting that usage of antibiotics do not diminish pos-
toperative complications. However, the numbers arc
small and controlled studies are necessary to es-
tablish the sraristical significance of these ob-
se ryatlons.

The overall mortality rare for lymphangioqas rangcs
from 3.4 c/o ro 5.7 Vo G). ln this series thc ovcrall
mortality rare is 4.9 ok (2/41). If nonoperative group
is excluded, only one case in this series was losr duc
to pseudomonas sepsis in her late postop€rativc co-
urse.

Although it is reported that intralesional thcrapy
wi th b leomycin and OK-432 may be an a l tcrnar i re
therapy,  rcscct ion st i l l  remains thc mainstay of  thc-
rapy (e) .  Complete excis ion wi thout  compromis ing
the vital structures is the gold standard of rherapy lbr
lymphangiomas. The benefits of drains and pe-
rioperative antibiotics are unclear, because they do
not appear to diminish postoperative complicarions.
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QOCUKLARDA LENFANJIOMLAR

l97l-1995 yrllan arasrnda Qocuk Cerrahisi servisine baqvuran 4l lenfanjiom olgusundan
36'sr tedavi edilmigtir.  Lenfanjiomlarrn dalrhmr: Servikal (oh4l,5), g6vde (o 17,1).
kraniofasial (%14,6), intraabdominal (o 7,3), aksi l ler (o 7,3), ekstremite (o/o4,9),
servikoaksil lotorasik (oh2,4), servikoaksil ler (%2,4)'dur Primer tedavide 36 hastarun
oh77,8' inde total eksizyon uygulanrrken 0416,7'sinde parsiyel eksizyon uygulanmrg ve
ntiks oraru strasryla oh3,6 ve oh83,3 olarak bulunmuqtur. Klinik rektirrens olmaksrzrn
sadece 2 hastada drenaj gerekmigtir. Rezidtrel ya da rektirren lenfanjiomun rezeksiyonu
tUm operasyonlann oZl 1,4'uni) (5144) olugturmaktadrr.

Postoperatif  komplikasyon oranr oh29,5'trr.  Seroma %38,4 i le en baqta gelen
komplikasyondur. Komplikasyonlarrn olugunrunu onlernekte ne antibiyotiklerin ne de
drenin etkin oldulu g6zlenmigtir. Patolojik incelemelerin sonuglarr: Kistik lenf-anjionr
(o 55,9), basit lenfanjiom (oh32,3), lenfohemanjiom (8,8), kavernoz lenfanjiom
(o/o2,9)'dur. Oltim oranr oh4,9'dur. Operatif grupta bir hasta Pseudomonas sepsisi
nedeniyle kaybedilmigtir.  Lenfanjiomlarrn tedavisindeki ana yontem hala tUmoral kit lenin
vitai yaprlara zarar vernteksizin komplet rezeksiyonudur. Lokal dren ve perioperati f
antibiyotiklerin postoperatif  komplikasyonlarr onlemede yetersiz kaldrgr gorulmugtUr.


