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H e m angiope ricytom a’s  are  a type  of vas cular tum ors  originating from  pe ricyte  ce lls  in th e  e ye  and th e y cons titute
only 3%  of all prim ary orbital tum ors .1 W h ile  m os tly acting as  be nign, th e s e  tum ors  h ave  a h igh  re curre nce  rate
in th e  cas e  of incom ple te  e xcis ion.2,3,4 W h ile  a re as onable  num be r of cas e s  of h e m angiope ricytom a h ave  be e n
re porte d in lite rature  none  of th e m  dis cus s  pre -ope rative  e m boliz ation and h ow  it im prove s  s ucce s s  rate  in
s urge ry.6,7,8 Th e  tre atm e nt of ch oice  for s uch  tum ors  is  com ple te  s urgical e xcis ion h ow e ve r due  to th e  vas cular
nature  of th e  tum ors , it is  not alw ays  ach ie ve d. Incom ple te  e xcis ions  com e  w ith  a num be r of ris k s  s uch  as
incre as e d ris k  of re curre nce  and m e tas tas is  of th e  tum or.
Th e  us e  of n-butyl cyanoacrylate  (n-BCA) in pre -s urgical e m boliz ation of fe e ding ve s s e l in controlling re curre nt
orbital h e m angiope ricytom a is  rare . W e  are  th e re fore  re porting a cas e  of pre -s urgical e m boliz ation in orbital
h e m angiope ricytom a, th at re curre d for th e  s ixth  tim e  afte r m ultiple  incom ple te  e xcis ions .
Ke y w ords : H e m angiope ricytom a; Em boliz ation; n-BCA; Adjunct Th e rapy
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Cas e  Re port

A 22 ye ar old w om an from  a rural are a, h ous e  s e rvant
pre s e nte d w ith  a s ixth  re curre nce  of orbital h e m angio-
pe ricytom a, 4 ye ars  follow ing radical e xcis ion of th e
tum or. Facial appe arance  at initial e xam ination re ve als
a protruding m as s  aris ing from  righ t low e r e ye lid and
cove ring w h ole  e ye  w ith  m ark e d s trabis m us . Th e
m as s  w as  m obile , on com pre s s ible  and th e  s k in
ove rlying w as  norm al and pinch  able  (Fig. 1). H e r
vis ual acuity w as  6/6 in le ft e ye  and h e r acuity w as
6/6 in h e r righ t e ye  as  w e ll, s ince  h e r fifth  re curre nce
w h ich  w as  m anage d w ith  radical e xcis ion and
e nucle ation righ t e ye . H e r s ym ptom s  s tarte d 8 ye ars
back  w ith  s w e lling uppe r e ye lid afte r trivial traum a
along w ith  dis com fort. Som e  of h e r s ym ptom s  th at
are  as s ociate d w ith  h e m angiope ricytom a w e re  e xtra-
ocular m otility lim itations  w ith  diplopia, dis place m e nt
of globe  and ve s s e l conge s tion in th e  conjunctiva.

Figure  1: Pre -Ope rative  Clinical Ph otograph  de m ons trating th e
orbital s w e lling.
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Pre vious ly h e m angiope ricytom a h ave  be e n m is diag-
nos e d be caus e  of s im ilar clinical pre s e ntation and
m icros copic picture . Re ce ntly advance d im m unoh is to-
ch e m ically te ch niq ue s  h ave  facilitate d a cle ar dis -
tinction. Diffe re ntiation of h e m angiope ricytom a from
SFT is  m andatory be caus e  h e m angiope ricytom a is
h igh ly aggre s s ive  tum or w h ile  SFT is  be nign le s ion.
H e m angiope ricytom a s h ow s  incons is te nt and w e ak
pos itivity to CD34, h ow e ve r, SFT s h ow s  s trong and
cons is te nt pos itivity to CD34.9 ,10

Tre atm e nt:
Cons ide ring th e  e xte ns ive  vas cularity, th e  tum or w as
pre -s urgically e m boliz e d us ing 1.2 Fr Progre at m icro
cath e te r s e le ctive ly place d dis tal to fe e de r. Th e
e m boliz ing age nt us e d w as  n-BCA dilute d in e th ane -
e th ane -diol oil. Th is  dilution w as  to facilitate  dis tal
m igration of th e  n-BCA s o as  to avoid dis tal re flux of
th e  age nt. 5%  de xtros e  w ate r w as  concom itantly
infus e d in th e  proxim al guide  cath e te r (Fig. 2B). Th e
tum or w as  com ple te ly and s ucce s s fully de vas culariz e d
as  a re s ult of th e  e m boliz ation. Th e re  w as  no fe ar of
com prom is e  of ce ntral re tinal arte ry as  e nucle ation
righ t e ye  w as  alre ady done  in pre vious  s urge ry.

Patie nt h is tory found no pas t ne urological proble m s ,
h e adach e s  or s e iz ure s .

Inve s tigations :
W e  us e  radiology in de line ating th e  m orph ology of
th e  tum or prior to any inte rve ntion s trate gy. CT orbit
w as  pe rform e d, s h ow ing a w e ll circum s cribe d infraor-
bital m as s  w h ich  inte ns e ly e nh ance s  w ith  contras t.
Th e  findings  w e re  als o cons is te nt w ith  a h igh ly
vas cular tum or, e ith e r orbital h e m angiom a or h e m an-
giope ricytom a. Th e  vas cular nature  of th e  tum or and
th e  voids  in s ignal flow  th at w e re  obs e rve d in th e  MRI
h e lpe d conclude  th is  w as  a h e m angiope ricytom a.
Afte r dis cus s ion w ith  th e  patie nt and inte rnal de li-
be ration, our te am  de cide d to pe rform  a ce re bral
angiograph y to e m boliz e  th e  tum or pre -ope rative ly.
A diagnos tic ce re bral angiogram  s h ow e d h ype r
vas cular orbital tum or w ith  m ultiple  fe e de rs  com ing
from  th e  nas al-frontal branch  of th e  righ t inte rnal
m axillary arte ry. (Fig. 2).

Figure  2A: Se le ctive  cath e te riz ation and angiograph y of inte rnal
m axillary arte ry. Th e  tum or appe ars  to be  h igh ly vas cular w ith
m ultiple  fe e de r ve s s e ls  rais ing from  inte rnal m axillary arte ry.

Diffe re ntial Diagnos is :
Mak ing th e  diffe re ntial diagnos is  for orbital h e m angio-
pe ricytom a, w e  cons ide re d fibrous  h is tiocytom a, rare
fibroblas tic tum ors , ne rve  s h e ath  tum ors , m e ningiom a,
s ynovial s arcom a and s olitary fibrous  tum or (SFT).

B) Supe r s e le ctive  angiogram  th rough  1.2 Fre nch  m icro cath e te r,
n-BCA w as  inje cte d fe w  m m  aw ay from  m ain trunk , th e re  is  no

glue  re flux proxim al to m ain trunk .

Outcom e s  and Follow -Up:
Pre  s urgical e m boliz ation of orbital h e m angiope ricy-
tom a w as  follow e d by radical e xcis ion of tum or unde r
ge ne ral ane s th e s ia.
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Intraope rative ly th e  tum or appe are d re ddis h , h ype r
vas cular and fibrotic.
Es tim ate d blood los s  w as  1 lite r intra-ope rative ly. Th e
patie nt w as  dis ch arge d in s atis factory conditions  3rd
pos tope rative  day. (Fig. 3).

Path ological analys is  of th e  tum or de m ons trate d
h igh ly vas cular tum or w ith  variable  s trom al ce llularity.
In m os t are as , ne oplas m  w as  com pos e d of proli-
fe ration of num e rous  th ick  and th in w alle d s tag -h orn
patte rn blood ve s s e ls  agains t non-fibrillary back -
ground. Th e s e  ce lls  h ad round and oval nucle i,
e os inoph ilic cytoplas m  and indis tinct cytoplas m ic
borde rs , diagnos is  w as  s pindle  ce ll tum or. Im m uno-
h is toch e m ically s taining for CD34 w as  w e ak ly pos itive .
W ith  th e s e  m orph ological and im m unoh is toch e m ically
findings , th e  diagnos is  of h e m angiope ricytom a w as
m ade . Since  th e  patie nt pre s e nte d w ith  s ixth  re cur-
re nce , de cis ion of radioth e rapy w as  m ade  and s h e
w as  be ing s ubje cte d to radioth e rapy. Six m onth s  pos t
ope rative ly and pos t radioth e rapy th e  patie nt is  doing
w e ll w ith  no s igns  of re curre nce .

Figure  3: Pos t-ope rative  im age  s h ow ing no s igns  of re curre nce .

Dis cus s ion

Th e  firs t de s cription of H e m angiope ricytom a (H PC)
w as  done  by Stou and Murray in 19 42, w h o found
th is  to be  a vas cular tum or of m e s e nch ym al origin.11

It w as  cons ide re d a controve rs ial tum or and its
clas s ification h as  be e n de bate d. Late s t s tudie s  now
clas s ify it as  a le s ion w h ile  pre vious  clas s ifications
place d, h e m angiope ricytom a, as  a ce llular ph as e  of
fibrous  SFT.12 SFT/H CP find th e ir origins  in z im m e r-
m an pe ricyte s , w h ich  are  s m all s indle  ce lls  locate d
in capillarie s  and pos t capillary ve nule s . Th e  tum or
is  cons ide re d h igh ly rare  m ak ing up only 2.5%  of s oft
tis s ue  s arcom as .13

“In 2013, th e  w orld h e alth  organiz ation re clas s ifie d,
e xtra ple ural s olitary fibrous  tum ors  to be  a “ubiq uitous ”
m e s e nch ym al tum or of fibroblas tic type  and re s cinde d
th e  te rm  “h e m angiope ricytom a” (H CP)”.14

Th e re  is  s om e  am biguity re garding th e  m anage m e nt
of th e s e  le s ions  and only a fe w  re ports  re garding its
clinical m anage m e nt h ave  be e n publis h e d s ince  H PC
is  a ve ry rare  k ind of tum or. H ow e ve r, total re s e ction
is  a de finitive  tre atm e nt to re duce  lik e lih ood of re cur-
re nce , m alignant trans form ation or ne e d for re ope -
ration.15,16

Intraope rative  h e m orrh age  is  a conce rn in th e s e
cas e s ,17,18 s om e  auth ors  h ave  s ugge s te d pre  s urgical
e m boliz ation to re duce  th e  ris k  of intra-ope rative
ble e ding. As  a vas cular tum or H PC is  am e nable  to
trans  arte rial e m boliz ation w h ich  h as  als o be e n
s ugge s te d to re duce  tum or s iz e  prior to e xcis ion.19 ,20

M e th ods  of e m boliz ation h ave  include d polyvinyl
alcoh ol, onyx and particulate  e m bos ph e re s  (150-
300um ).21,22,23 Couch  e t al,24 dis cus s e d 4 cas e s  of
orbital varice s  th at w e re  tre ate d w ith  pre -ope rative
pe rcutane ous  inje ction of n-BCA to e m boliz e  th e
varicos itie s  prior to re s e ction. In our cas e , w e  us e d
n-BCA, to occlude  th e  inte rnal m axillary arte ry. Once
th e  vas cular s upply of tum or is  cut off, s ignificant
blood flow  w as  re duce d by ove r 9 0%  in our cas e .
Surge ry s h ould be  pe rform e d 24-48 h ours  afte r
e m bolization. A care ful vis ualiz ation of pos t proce dural
angiogram s  can h e lp de ciding re ce s s ion by s e e ing
a vis ual de cre as e  in th e  tum or blus h .
Th e  ris k  as s ociate d w ith  e m boliz ation is  inadve rte nt
e m boliz ation of ce ntral re tinal arte ry. Th is  ris k  s h ould
alw ays  be  w e igh e d agains t th e  be ne fit of m inim iz ing
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intraope rative  blood los s .
Radioth e rapy w h e n adde d adjace ntly, le s ions  m ay
not be  com ple te ly e xcis e d or in advance  and re curre nt
cas e s  as  palliative  tre atm e nt.25 Th is  h igh  re curre nce
rate  m ay tak e  place  ye ars  afte r th e  initial s urge ry and
long te rm  follow  ups  are  h igh ly re com m e nde d. Th is
m ak e s  ours  an e xtra ordinary cas e  of a ve ry advance d
h e m angiope ricytom a, w h ich  w as  com ple te ly re m ove d
w ith  m inim al blood los s  afte r pre -ope rative  e m boli-
z ation w ith  n-BCA glue  w ith  th e  proxim al de xtros e
pus h  te ch niq ue .

Conclus ion

Solitary fibrous  tum ors  or H e m angiope ricytom a’s  are
uncom m on orbital ne oplas m ’s  th at pre s e nt in advan-
ce d m anne rs  w ith  h igh  ris k  of intraope rative  ble e ding
and m alignant trans form ation. Th e  ble e ding can be
m anage d e ffe ctive ly by pre -s urgical e m boliz ation w ith
n-BCA follow e d by a com ple te  s urgical e xcis ion.

Ke y Le arnings :
•   Th e  tre atm e nt of orbital h e m angiope ricytom a is
s urge ry h ow e ve r pre -s urgical e m boliz ation can be
done  as  an adjunct th e rapy to im prove  s urgical
outcom e .
•   Pre -Surgical e m boliz ation can radically im prove
ch ance s  of re ce s s ion and re cove ry.
•   n-BCA as  an e m bolic age nt is  h igh ly e ffe ctive  in
e m boliz ing vas cular s upply of h igh ly vas cular
h e m angiope ricytom a.
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