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Introduction

Ew ing's  s arcom a (Ew S) and pe riph e ral prim itive  ne uro
e ctode rm al tum our (PNET) are  now  re garde d as  a
s pe ctrum  of ne oplas m s  e xh ibiting ne uro e ctode r-m al
diffe re ntiation and colle ctive ly re fe rre d to as  Ew ing
fam ily of tum ours  (EFTs ).Th is  is  be caus e  >9 0%  of
th e s e  ne oplas m s  h arbour th e  s am e  t (11;22) (q 24;q 12)
ch rom os om al trans location, w h ich  re s ults  in th e
EW SR1-FLI-1 fus ion prote in.1-4 EFTs  involving th e
vulva or vagina are  e xtre m e ly rare  w ith  only 17
pre vious ly re porte d cas e s , 11 in vulva, 5 in vagina
and 1 cas e  involving re ctovaginal s e ptum . EFTs  w ith
m e tas tas is  are  e ve n m ore  rare  and only pulm onary
m e tas tas is  h as  be e n re porte d s o far. W e  h e re  in th is
article  re port Prim ary Ew ing’s  s arcom a of labia m ajora
in a 12 ye ar old girl and its  firs t cons te llation w ith
cranial m e tas tas is .
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Sarcom as  are  com parative ly rare  tum ors  of m e s e nch ym al origin, w h ich  m ay aris e  from  th e  s oft tis s ue s  and
vis ce ra. Vulvar s arcom as  are  ofte n m is diagnos e d, be caus e  of th e ir non-s pe cific clinical m anife s tations  and rare
occurre nce . Th e y are  ch aracte riz e d by rapid grow th , h igh  m e tas tatic pote ntial, fre q ue nt re curre nce s , aggre s s ive
be h avior, and h igh  m ortality rate . Ew ing fam ily of tum ours  (EFTs ) are  e xtre m e ly rare  in th e  vulva and vagina,
and only 17 cas e s  h ave  be e n re porte d. EFTs  w ith  m e tas tas is  are  e ve n m ore  rare  and only pulm onary m e tas tas is
h as  be e n re porte d s o far. W e  h e re  in th is  article  re port Prim ary Ew ing’s  s arcom a of labia m ajora in a 12 ye ar
old girl and its  firs t cons te llation w ith  cranial m e tas tas is .
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ABSTRACT

De partm e nt of Diagnos tic Radiology, Dr. Z iauddin H os pital, Karach i, Pak is tan

Case Report

A 12 ye ar old girl w ith  no s ignificant m e dical h is tory
pre s e nte d w ith  a large  painle s s  vulvar m as s  involving
th e  righ t labia m ajora th at w as  notice d th re e  m onth s
prior to cons ultation and w h ich  h ad incre as e d in s iz e
s ince  th e n. On ph ys ical e xam ination th e  patie nt w as
afe brile . A large  s olid s oft m as s  w as  palpable  in th e
righ t labia m ajora. Signs  of local inflam m ation w as
abs e nt. Initially it w as  tre ate d as  a large  barth olin
cys t.
For radiological w ork up MRI Pe lvis  w as  done . A large
e xoph ytic lobulate d s oft tis s ue  le s ion w as  s e e n aris ing
from  righ t labia m ajora involving is ch iocave rnos is  and
bulbos pongios is  m us cle s . Th e  le s ion w as  cros s ing
m idline  and caus ing pre s s ure  e ffe ct ove r le ft labia
m ajora. Th e  fat in is ch ioanal fos s a w as  als o infiltrate d.
Th e  le s ion appe ar h ypointe ns e  on T1W  and h ype r-
inte ns e  on T2W  im age s  (Fig. 1a, 1b) and s h ow e d
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Figure 1a, 1b: TIW  Axial and T2W  Coronal im age s  s h ow ing a
s oft tis s ue  le s ion involving labia m ajora

inte ns e  contras t e nh ance m e nt afte r contras t adm inis -
tration. (Fig. 2) It w as  m e as uring 9 .2 x 6.4 x 5.2 cm .
Multiple  e nlarge d lym ph  node s  w e re  als o pre s e nt
involving bilate ral inguinal and righ t e xte rnal iliac
ch ain. Radiological findings  w e re  s us picious  of a
ne oplas tic m as s  le s ion and biops y of th e  le s ion w as
re com m e nde d th at confirm e d Ew ing’s  Sarcom a of
Vulva w ith  e xte ns ive  are as  of h e m orrh age  and ne c-

ros is . Im m unoh is toch e m ical s tains  s h ow e d pos itive
CD 9 9 , focal pos itive  Cytok e ratin AE/AE3. De s m in,
Myo-D1 and Tdt w e re  ne gative . Mole cular ch arac-
te riz ation of th e  le s ion w as  not pe rform e d.
On s taging CT Scan, no abdom inal, pulm onary or
bony m e tas tas is  w as  found. Initially, 6 m onth s  of
Ch e m oth e rapy w as  give n but th e  tum or did not
re s ponde d and s urgical e xcis ion w as  done .
3 m onth s  late r th e  patie nt de ve lope d s w e lling in h e r
fore h e ad and righ t orbital re gion th at progre s s ive ly
incre as e d in s iz e  w ith  com plaints  of h e adach e , fits ,
de cre as e d vis ion and alte re d le ve l of cons cious ne s s .
MRI Brain w ith  contras t w as  pe rform e d th at s h ow e d
a large  infitrating m as s  le s ion involving th e  inne r and
oute r table  of righ t frontal bone  caus ing m ode rate
com pre s s ion ove r righ t late ral ve ntricle  along w ith
m ode rate  m idline  s h ift tow ards  th e  le ft s ide . Th e  dura
adjace nt to th is  s h ow s  th ick e ning and e nh ance m e nt.
(Fig. 3) Th e  e xtracranial com pone nt w as  infiltrating
righ t orbit and ante rior e th m oidal air ce lls .Findings
re pre s e nte d m e tas tas is  th at w as  late r confirm e d by
biops y.

1b

1a

Figure 2: Coronal s e ctionof TIW  pos t contras t im age  s h ow ing
inte ns e  e nh ance m e nt of th e  le s ion w ith  m ultiple  s e ptations  in it.
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Figure 1a, 1b: TIW  Axial and T2W  Coronal im age s  s h ow ing a
s oft tis s ue  le s ion involving labia m ajora

Figure 3a, 3b: Axial and coronal s e ctions  of MRI Brain w ith
contras t s h ow ing a large  infitrating m as s  le s ion involving inne r

and oute r table  of righ t frontal bone  and righ t orbit w ith  intracranial
e xtra-axial and e xtra-cranial s oft tis s ue  com pone nt w ith  inte ns e

h e te roge ne ous  e nh ance m e nt. It w as  caus ing m ode rate
com pre s s ion ove r righ t late ral ve ntricle  and m ode rate  m idline  s h ift
tow ards  th e  le ft s ide . Th e  dura adjace nt to th is  s h ow s  th ick e ning

and e nh ance m e nt.

3a

3b

Discussion

EFTs  m os t com m only aris e  in young patie nts  (th e
pe ak  incide nce  is  in th e  20s ) w ith  a s ligh t m ale
pre dile ction and occur at a varie ty of bone  and s oft
tis s ue  s ite s .1-4 Mos t e xtraos s e ous  ne oplas m s  involve
th e  s oft tis s ue s  of th e  ch e s t w all, pe lvis , parave rte bral
re gion and low e r e xtre m itie s . EFTs  / PNET of th e
e xte rnal ge nitalia us ually pre s e nts  as  a rapidly grow ing
m as s , w ith  w ate ry and foul s m e lling dis ch arge  pe r
vagina or w ith  pre s s ure  s ym ptom s  s uch  as  te ne s m us
and difficulty in pas s ing urine .5 Us ually Ew S of fe m ale
ge nital tract occurs  in young w om e n (age d 15-16
ye ars ) and w om e n of re productive  age  (age d 20-40
ye ars ).6 It is  aggre s s ive  w ith  a h igh ly m alignant cours e
and de ve lopm e nt of e arly m e tas tas is .7

Th e  im aging fe ature s  of prim ary tum ors  of Ew S on
contras t-e nh ance d CT or MRI w e re  ge ne rally ch arac-
te riz e d as  bulk y h e te roge ne ous  m as s e s  w ith  fre q ue nt
local invas ion or a m as s  e ffe ct to adjace nt organs .
Inde e d, th e  m e an large s t tum or dim e ns ion w as  9 .1
cm  (range , 1.3 - 23.0 cm ). Th e  m ajority of tum ors
s h ow e d h e te roge ne ous  e nh ance m e nt. Ne crotic foci
w e re  obs e rve d in (71.9 % ). Alth ough  th e s e  tum ors
ge ne rally s h ow e d a re lative ly w e ll-de fine d m argin,
local invas ion to adjace nt organs  w as  als o com m only
obs e rve d. In particular, local invas ion w as  com m only
note d in tum ors  of th e  abdom e n, pe lvis , and th orax.
Th e s e  tum ors  s h ow  low  s ignal inte ns ity on T1-
w e igh te d MRI and is o-s ignal inte ns ity com pare d to
th at of m us cle . All tum ors  s h ow e d h igh  T2-w e igh te d
s ignal inte ns ity th at w as  e ith e r h om oge ne ous  or
h e te roge ne ous . Prim ary abdom inal and pe lvic Ew ing
Sarcom a tum ors  appe are d as  large  re trope ritone al
m as s e s . PET CT Scan s h ow s  avid FDG activity.8

Th e  m os t fre q ue nt s ite  of m e tas tas is  are  lym ph  node s ,
follow e d by bone , lung, abdom inal s olid organ, pe rito-
ne um , ple ura, and brain.8 De finite  diagnos is  w as
ach ie ve d on m icros copy couple d w ith  im m unoh is to-
ch e m ical s tains  and m ole cular re s ults . Morph ologically
Ew S us ually dis plays  a lobulate d arch ite cture , com -
pos e d of s olid aggre gate s  of ce lls , s om e tim e s  form ing
ros e tte s .9  H is tologically it s h ow s  th e  typical fe ature s
of Ew S: m onom orph ic population of s m all round blue
ce lls  w ith  cytoplas m ic glycoge n, w h ich  is  confirm e d
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by pe riodic acid-Sch iff.10,11 Im m unoh is toch e m is try
s h ow s  m e m branous  pos itivity for CD9 9  and Fli-1 in
anucle ar patte rn. A Ew S / Fli-1 fus ion trans criptcan
be  e vide nce d by polym e ras e  ch ain re action.12

Th e rape utically, m os t of th e  e arlie r docum e nte d cas e s
w e re  tre ate d w ith  s urge ry and s pe cific adjuvant
ch e m oth e rapy, including th e  pre s e nt cas e , w ith
optional radioth e rapy in ce rtain cas e s .7,9 ,10 Our patie nt
initially unde rw e nt ch e m oth e rapy but it did not
re s ponde d and th e  s iz e  of th e  le s ion incre as e d s o
s urgical tum or re s e ction w as  pe rform e d. Pos t s urge ry
ch e m o-radioth e rapy w as  give n. Unfortunate ly, s h e
de ve lope d cranial m e tas tatic le s ion for w h ich  palliative
tre atm e nt w as  give n.
Prognos is  is  poor, and de pe nds  m ainly on th e  s iz e
of th e  prim ary le s ion, tum or invas ion, and m itotic
activity. Le s ions  gre ate r th an 5 cm  in diam e te r, w ith
infiltrating m argins , e xte ns ive  ne cros is  are  as s ociate d
w ith  e ve n poore r prognos is  and indicative  of pos s ible
re curre nce  afte r s urgical re s e ction.

Conclusion

Sarcom as  of th e  vulva are  rare  m alignant ne oplas m s
w h ich  ofte n le ad to m is diagnos is . It is  im portant to
cons ide r vulvar s arcom as  in th e  diffe re ntial diagnos is
of non-s pe cific vulvar le s ions  in orde r to e s tablis h  an
e arly accurate  diagnos is  and appropriate  tre atm e nt.
M e tas tatic dis e as e  rath e r th an loco-re gional re cur-
re nce  s e e m s  to be  th e  m ain caus e  of de ath .
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