
rimary cardiac tumors are extremely rare tumors which are shown
to have an incidence between 0.001 and 0.28 among all cardiac tu-
mors in the autopsy studies.1 Primary cardiac leiomyosarcomas rep-

resent 8% to 9% of all cardiac sarcomas and less than 0.25% of all cardiac
tumours.2 Primary cardiac sarcomas are highly aggressive lesions, and ha-
ve an extremely poor prognosis with a median survival of approximately
12-16 months.3 However, extensive resection and reconstructive surgery
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Epithelioid Leiomyosarcoma with
Primary Cardiac Spindle-Celled and

is Emergency Surgery too Late?:
Case Report

AABBSS  TTRRAACCTT  Pri mary car di ac le i om yo sar co mas are ra re and ag gres si ve tu mors with let hal prog no -
sis. We pre sent a pa ti ent who un der went an emer gent car di ac ope ra ti on thre e months fol lo wing the
ini ti al mis di ag no sis. The de lay for ex ten si ve sur gery was ca u sed by the ear li er magnetic resonance
imaging fin dings sug ges ting the pos si bi lity of a be nign mass and sub se qu ent in ci si o nal bi opsy re sults
sug ges ting car di ac fib ro ma. Mi ni mally in va si ve sur gi cal, ec ho car di og raphy or CT gu i ded per cu ta -
ne us ne ed le bi op si es may be use ful for cer ta in in tra pe ri car di al or me di as ti nal mas ses. Ho we ver, the
li mi ted amo unt of tis su e col lec ted by the se met hods may not be ava i lab le for a spe ci fic di ag no sis and
may mis gu i de the cli ni ci ans. The ul ti ma te di ag no sis is ba sed on typi cal pat ho lo gic fe a tu res of the
tu mor which can be ex ci sed du ring open he art sur gery. If the re is a sus pi ci on for a ma lig nant in-
tra car di ac mass, even wit ho ut car di ac symptoms, a prompt car di ac ope ra ti on is the op ti mal cho i ce
for both di ag no sis and tre at ment.

KKeeyy  WWoorrddss::  Le i om yo sar co ma; emer gency tre at ment

ÖÖZZEETT  Pri mer kar di yak le i omi yo sar ko ma lar na dir gö rü len, ag re sif se yir li ve ölüm cül tü mör ler dir.
Bu ya zı da, baş lan gıç ta yan lış ta nı ko nan ve ilk ta nı dan üç ay son ra acil ko şul lar da ope ras yo na alın -
ma sı ge re ken bir has ta su nulmuştur. Kap sam lı bir ame li ya tın ge cik me si nin ve has ta için da ha güç
ko şul lar da ya pıl ma sı nın se be bi, o dö nem de ya pı lan manyetik rezonans görüntüleme kit le nin be nign
iz le ni mi ver me si ve iğ ne bi yop si si ile alı nan ye ter siz ma ter ya lin in ce len me sin de fib ro ma ta nı sı nın
kon ulma sı dır. Mi ni mal in va ziv cer ra hi gi ri şim le, eko kar di yog ra fi ve ya bil gi sa yar lı to mog ra fiy le
yön len di ri len iğ ne bi yop si si ile me di as ti nal kit le ler den do ku ör ne ği alı na bi li nir. An cak alı nan do -
ku mik ta rı ke sin pa to lo jik ta nı için ye ter li ol ma ya bi lir. Eğer ma lig ni te şüp he si olan bir in tra kar di -
yak kit ley le kar şı kar şı ya isek, kar di yak belirti ol ma sa bi le, hem ta nı hem de te da vi için
hız lan dı rıl mış bir ope ras yo nun en iyi ter cih ol du ğu na ina nı yo ruz. 

AAnnaahh  ttaarr  KKee  llii  mmee  lleerr:: Le i omi yo sar ko ma; acil te da vi
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fol lo wed by che mot he rapy and/or ra di ot he rapy
ap pe ars to im pro ve sur vi val in pa ti ents with pri-
mary le i om yo sar co mas.4,5 As the se tu mors are
highly ma lig nant and spre ad very ra pidly, early di-
ag no sis and prompt sur gery is es sen ti al for bet ter
pal li a ti on.6

CASE REPORT
We re port a pa ti ent with ra pidly gro wing pri mary
le i om yo sar co ma of left at ri um, in ter fe ring with
the mit ral val ve func ti on, and obs truc ting both
pul mo nary ve in ope nings and left at ri al outf low
tract. Sixty ye ar-old fe ma le pa ti ent was hos pi ta li -
zed ur gently be ca u se of signs of mit ral val ve obs -
truc ti on and ra pidly prog res sing pul mo nary
ede ma. Thre e months pri or to this event, she had
be en hos pi ta li zed in anot her hos pi tal for an epi so -
de of acu te cho lecy sti tis. Un til that ti me, she was
fre e of any car di ac or cons ti tu ti o nal symptoms.
She had no his tory of em bo lic phe no me na. Du r-
ing ro u ti ne tests and exa mi na ti ons for cho lecy sti -
tis, signs of pe ri car di al ef fu si on had be en
dis co ve red. Trans tho ra cic ec ho car di og raphy had
re ve a led a left at ri al mass on the epi car di al sur fa -
ce. Mag ne tic re so nan ce ima ging (MRI) had disc -
lo sed a 4.2 x 5.9 x 7 cm epi car di al mass in fil tra ting
the left at ri al and left ven tri cu lar fre e walls, and
ex ten ding in to the left at ri um. Sig nal in ten sity of
the tu mor was iso in ten se or hypo in ten se re la ti ve
to the myo car di um on T2-we ig hed (ci ne tru e-
FISP) ima ges. Du ring dyna mic con trast en han ced
se qu en ces, the mass de mons tra ted less-no nen -
han ce ment with res pect to the myo car di um, sug-
ges ting a po orly vas cu la ri sed fib ro us tis su e. The re
was no tab le pe ri car di al ef fu si on sur ro un ding the
he art. The mass was ex ten ding in to the left at ri -
um to wards the mit ral val ve, but was not in ter fe -
ring with the func ti on of the val ve. Fol lo wing
the se in ves ti ga ti ons, she had un der go ne a li mi ted
an te ro la te ral tho ra co tomy for an in ci si o nal bi -
opsy. The his to pat ho lo gic exa mi na ti on was sug-
ges ting a car di ac fib ro ma. As she had had no
ma jor car di ac comp la ints, and a be nign co ur se of
the di se a se con fir med by her physi ci ans, she had
re fu sed furt her elec ti ve car di ac ope ra ti on. She

had be en disc har ged ho me with no furt her car di -
ac wor kup.

On ad mis si on to our hos pi tal, she had signs of
pul mo nary ede ma. Chest ro ent ge nog ram re ve a led
car di o me galy and bi la te ral ple u ral ef fu si ons. Trans -
tho ra cic two-di men si o nal ec ho car di og ra hic 
fin dings we re al most the sa me as the pre vi o us one
with ex cep ti on of se ve rely im pa i red mit ral val ve
func ti on. A few ho urs fol lo wing the ad mis si on, the
pa ti ent was trans fer red to the ope ra ting ro om be ca -
u se of se ve re hypo ten si on be ing un res pon si ve to
me di cal the rapy. At emer gent sur gery vi a me di an
ster no tomy, car di o pul mo nary bypass was es tab lis -
hed by bi ca val can nu la ti on. The re we re mas si ve
pe ri car di al and bi la te ral ple u ral ef fu si ons. Both the
pe ri car di um and the pa ri e tal ple u ra e we re mar -
kedly thic ke ned, and a hard mass was pal pa ted in
the left at ri al ro of and left ven tri cu lar ba sal re gi on.
Pos te ri or pe ri car di al ca vity was wi dely in va ded by
the tu mor, ex ten ding from left at ri al ap pen da ge to
the di ag raph ma tic re gi ons of right ven tric le and
left at ri um. The ori gin of the tu mor se e med to be
the ba sis of the left at ri um. In si de the left at ri um,
the tu mor in va ded pul mo nary ve in ope nings and
mit ral an nu lus, li mi ting in tra car di ac blo od flow.
An ag gres si ve tu mor re sec ti on was per for med, in
or der to al low nor mal blo od flow thro ugh the left
at ri um. In ad di ti on, the left at ri al tis su e aro und the
left at ri al ap pen da ge was re sec ted. This part of the
at ri um was re cons truc ted pri ma rily. The pa ti ent
was we a ned from car di o pul mo nary bypass wit ho -
ut any ha e mody na mic com pro mi se.  

She had a ro u ti ne intensive care unit (ICU) co -
ur se and we a ned from the res pi ra tor at 24 ho urs.
The re was no ne ed for inot ro pes. His to pat ho lo gic
exa mi na ti on sho wed an epit he li o id and spind le-
cel led cel lu lar tu mo ur that in va ded in to epi car di al
fat and myo car di um, and in vol ved sur gi cal re sec ti -
on mar gins. Most of the tu mor cells sho wed mi ni -
mal ple o morp hism, ex hi bi ting small nuc le i and
spar se cytop lasm. Ho we ver, the se cells we re
strongly po si ti ve for both des min and smo oth mus-
c le ac tin.

In for med con sent was ob ta i ned from pa ti ent
be fo re she was disc har ged.



DIS CUS SI ON
Ma lig nant car di ac ne op lasms are clas si fi ed by tis su e
type as me sench ymal (sar co ma), lympho id (lympho -
ma), and me sot he li al (me sot he li o ma).2 Car di ac sar co -
ma rep re sents the se cond most com mon pri mary
car di ac ne op lasm af ter myxo mas.4 Ho we ver pri mary
car di ac le i om yo sar co mas are ex tre mely ra re ma lig -
nant me sench ymal tu mors with high deg re e of in-
va si ve ness. To our know led ge, our ca se is the se cond
re por ted ca se from Tur key.7 The se tu mors are highly
ag gres si ve and ca u se the de ath of the af fec ted pa ti ent
wit hin 3 months to 1-ye ar af ter di ag no sis.4 The tu -
mor may prog ress so ra pidly that wit hin a month af -
ter the on set of symptoms, it may ca u se an outf low
tract occ lu si on, re qu i ring ur gent sur gi cal re sec ti on.8

Ho we ver, the re are re ports of sur vi val up to 7 ye ars
with com bi ned ap pro ach of early ex ten si ve sur gery,
me di cal and ra di a ti on the rapy.9 Ho we ver, comp le te
mac ros co pic re sec ti on is pos sib le in only one third
of the ca ses.3 In con trary, car di ac fib ro ma is a con ge -
ni tal ne op lasm that typi cally af fects chil dren.4 Ho -
we ver, ap pro xi ma tely 15% of car di ac fib ro mas oc cur
in ado les cents and adults.10 Car di ac fib ro mas may
ma ni fest as a dis cre te mu ral mass or fo cal myo car di -
al thic ke ning with no nen han cing are as at MRI ima -
ging.4 Car di ac fib ro mas may re ma in stab le in si ze for
ye ars or may even reg ress.11

Two-di men si o nal ec ho car di og raphy is cur-
rently the most wi dely used di ag nos tic pro ce du re
to de tect he art tu mors.1,2 Ga ted car di ac MRI plays
a sig ni fi cant ro le in the eva lu a ti on of car di ac mas -
ses and is of gre a test va lu e when ec ho car di og rap hic
fin dings are equ i vo cal or su bop ti mal or when the
le si on has an aty pi cal lo ca ti on or ap pe a ran ce. MRI
can al so de mons tra te with pre ci si on the tu mo ral
mass and pe ri car di al or gre at ves sel ex ten si on as ex-
pe ri en ced in the ca se re por ted. The se two di ag nos -
tic mo da li ti es are re cog ni zed to be cor re la ti ve.
Ho we ver, iso-hypo in ten sity of the mass re la ti ve to
the myo car di um on T2-we igh ted ima ges and less-
no nen han ce ment of the con trast re la ti ve to the
myo car di um we re sug ges ting po orly vas cu la ri sed
fib ro us tis su e (Fi gu re 1). Furt her mo re, his to pat ho -
lo gic exa mi na ti on of the pre vi o us bi opsy spe ci men
col lec ted at the ti me of left an te ro la te ral tho ra co -
tomy con fir med a car di ac fib ro ma. Sin ce the tu mor
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FI GU RE 1: Mag ne tic re so nans ima ging sho wing the left at ri al tu mo ur with
pe ri car di al ef fu si on (stars). A) Ver ti cal long axis tru e-FISP. B) Ho ri zon tal long
axis tru e FISP. C) Short axis tru e-FISP. D) Last ima ge of the myo car di al per-
fu si on se qu en ce. Iso-hypo in ten se tu mo ral mass (ar rows) in va des the left ven-
tric le fre e wall and left at ri um, prod ru de to the left at ri al ca vity. No con trast
en han ce ment is de tec ted (D). It do esn’t obs truct the mit ral val ve (ar row he -
ad) and ca u ses mas si ve.

FI GU RE 2: In so me are as ode ma to us fib ro us tis su e con ta i ning many ca pil -
la ri es we re de tec ted. So me ves sels con ta i ned trom bus and re ca na li sa ti on
mi mi cing or ga ni sa ti on of a trom bus. In so me are as bland lo o king spind le cells
ar ran ged as in ter sec ting bun dels. So me spind le li ke cells sho wed litt le ple o -
morp hism (A). Im mu no his toc he mi cally tu mo ur cells ex press dif fu se cytop -
las mic vi men tin, des min (B) and smo oth musc le ac tin. Mostly ple o morp hic
cells ar ran ged in com pact bund les. Gi ant cells we re al so se en. High mi to tic
ra te and nec ro sis we re de tec ted (C). In a small lo ca li zed are a his to lo gic chan -
ges li ke bi opsy ma te ri al we re al so de tec ted. Ne op las tic cells ex press vi men -
tin, smo oth musc le alp ha ac tin and des min (D). The fi nal di ag no sis was
le i om yo sar co ma.



en han ce ment on MRI and the sub se qu ent in ci si o -
nal bi opsy ca u sed a mis di ag no sis, an early elec ti ve
sur gery was aban do ned. Un for tu na tely our pa ti ent
pre sen ted a ra pidly gro wing tu mor. Thre e months
la ter she re qu i red an emer gency ope ra ti on for in-
tra car di ac obs truc ti on. 

Mi ni mally in va si ve sur gi cal, ec ho car di og raphy
or computer tomograhpy (CT) gu i ded per cu ta ne us
ne ed le bi op si es may be use ful for cer ta in in tra pe ri -
car di al or me di as ti nal mas ses. Ho we ver, the li mi ted
amo unt of tis su e col lec ted by the se met hods may
not be ava i lab le for a spe ci fic di ag no sis and may
mis gu i de the cli ni ci ans.12 When exa mi ning a bi -
opsy from a car di ac tu mor, it must be kept in mind
that tu mors from this lo ca ti on may show he te ro -
ge ne o us morp ho lo gi cal pat terns as ob ser ved in our
ca se. In the ca se of sar co mas his to lo gi cal clas si fi ca -
ti on con ti nu es to be con fu sing.6 The bi opsy ma te -
ri al may not be rep re sen ta ti ve of the con di ti on or
may ca u se mis di ag no sis. Es pe ci ally, as de mons tra -
ted in our ca se, fib rob last-rich are as or or ga ni zing
throm bus may be mi sin ter pre ted (Fi gu re 2). When

a tu mor with spind le cells for ming bund les li ke fi-
b ro mas or le i om yo mas are de tec ted in the he art,
im mu no his toc he mi cal eva lu a ti on with smo oth
musc le mar kers sho uld be per for med. De mons tra -
ti on of smo oth musc le cell de ri va ti on vir tu ally con-
firms ma lig nancy. 

CONC LU SI ON
In sum mary early di ag no sis and ra di cal sur gery
pro vi des the best chan ce for pal li a ti on of car di ac
le i om yo sar co mas. The ul ti ma te di ag no sis is ba sed
on typi cal pat ho lo gic fe a tu res of the tu mor which
can be ex ci sed du ring open he art sur gery. If the re
is a sus pi ci on for a ma lig nant in tra car di ac mass,
even wit ho ut car di ac symptoms, a prompt car di ac
ope ra ti on is the op ti mal cho i ce for both di ag no sis
and tre at ment. Comp le te re sec ti on is best per for -
med with to tal car di o pul mo nary bypass and car di -
ac stand still. The ti me win dow bet we en the
di ag no sis of an in tra car di ac mass and ex ten si ve sur-
gery sho uld be mi ni mi zed and ad ju vant the rapy
sho uld be con si de red for a bet ter out co me.
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