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Extramedullary Plasmacytoma of
the Head and Neck: Three Cases
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ABSTRACT

Plasmacytomas are relatively rare tumors that often appear in the head and neck region. They are characterized by monoclonal proliferation of plasma cells.
Three pathological forms of plasma-cell tumors are recognized as extramedullary plasmacytomas (EMP), solitary plasmacytomas of bone and multiple mye-
lomas (MM). EMPs account for 5% of all plasmacytomas. The incidence of EMPs in males is nearly threefold higher than in females, especially in the 5th
-6th decades of life. Approximately 80% of EMPs arise submucosally in the head and neck region, mostly in the sinonasal and nasopharyngeal areas. Three
cases of EMPs of the head and neck are presented in this manuscript, with the emphasis on the clinical, radiological, pathological features and manage-
ment of these tumors.
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ÖZET

Plazmasitomlar genellikle baş boyunda yerleşim gösteren, nadir tümörlerdir. Plazma hücrelerinin monoklonal proliferasyonu ile karakterizedir. Plazma hüc-
resi tümörlerinin üç formunu; ekstramedüller plazmasitom (EMP), kemiğin soliter plazmasitomu ve multipl myelom (MM) oluşturur. EMP ' lar tüm plazm-
asitomların %5'ini oluşturur. Erkeklerde üç kat daha sık ve özellikle 50-60 yaşlarında görülür. EMP'ların %80'i baş boyun yerleşimlidir, submukozal olarak
çoğunlukla sinonazal ve nazofarengeal alanda oluşur. Baş boyun yerleşimli 3 EMP olgusu; bu tümörlerin klinik, radyolojik, patolojik özellikleri ve tedavi
yaklaşımı eşliğinde sunuldu.
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IN TRO DUC TI ON

las macy to mas are ra re ma lig nan ci es that of ten
ap pe ar in the he ad and neck re gi on and are cha r-
ac te ri zed by mo noc lo nal pro li fe ra ti on of plas ma

cells. On both cli ni cal pre sen ta ti on and pat ho lo gi cal ex-
a mi na ti on, the se tu mors may be con fu sed with the com-
mon tu mors of the he ad and neck such as un dif fe-
ren ti a ted car ci no ma, non-Hodg kin’s lympho ma, ma lig -
nant me la no ma and est he si o ne u rob las to ma. Thre e pat -
ho lo gi cal forms of plas ma-cell tu mors are
ex tra me dul lary plas macy to ma, mul tip le mye lo ma and
so li tary plas macy to ma of bo ne.1-3 EMP ac co unts for 5%
of all plas macy to mas. Ap pro xi ma tely 80% of ex tra me -
dul lary plas macy to mas are lo ca ted in the sub mu co sa of
the up per res pi ra tory tract.1,2 The ir in ci den ce in ma les
is ne arly thre e fold hig her than in fe ma les, the 50-70 ye -
ar age gro up be ing the most af fec ted.4,5 EMP and so li -
tary plas macy to ma of bo ne can even tu ally turn in to
mul tip le mye lo ma.1,2 Be fo re ma king a di ag no sis of EMP
of the he ad and neck, it is man da tory to exc lu de mul ti-
p le mye lo ma by per for ming se rum pro te in elec trop ho -
re sis, uri naly sis for Ben ce-Jo nes pro te in, ske le tal sur vey
and bo ne mar row bi opsy. The ra ti o of plas ma cells sho -
uld be less than 5% in the bo ne mar row for the di ag no -
sis of EMP. 

Thre e ca ses of EMPs of the he ad and neck we re
pre sen ted in this ma nus cript du e to the ir no te worthy
scar city. The emp ha sis was ma de on the cli ni cal, ra di o -
lo gi cal, pat ho lo gi cal fe a tu res and ma na ge ment of the se
tu mors. In for med con sents we re ta ken from all of the
pa ti ents.

CA SE RE PORT

Ca se 1

A 44-ye ar-old fe ma le ad mit ted to the hos pi tal with
the comp la ints of dif fi culty in swal lo wing and na sal ob-
s truc ti on. On physi cal exa mi na ti on, a gray-whi te sub-
mu co sal mass lo ca ted in the la te ral wall of na sop harynx
and a poly po id mass of 2x2 cm on the left ar ye pig lot -
tic  and ves ti bu lar fold  we re ob ser ved (Fi gu re 1). His -
to pat ho lo gi cal exa mi na ti on of both si tes re ve a led a
ne op lasm con sis ting of uni form, aty pi cal mo no nuc le ar
cells si mi lar to plas ma cells. In im mu no his toc he mi cal
exa mi na ti on, the tu mors we re po si ti ve for CD 38 and
Kap pa light cha in whi le ne ga ti ve for lamb da light cha -
in (Fi gu re 2). Se rum and uri ne pro te in elec trop ho re sis

we re nor mal. Re pe a ted bo ne mar row bi op si es and ske -
le tal sur vey we re nor mal. Fol lo wing en dos co pic ex ci -
si on of the  la ren ge al tu mor un der ge ne ral anest he si a,
the pa ti ents was tre a ted with ex ter nal ra di ot he rapy of
the in vol ved si tes. The re was no re cur ren ce af ter 4 ye -
ars of fol low-up.

Ca se 2

A 50-ye ar-old fe ma le pre sen ted with a pa in ful
mass over her left eyeb row. On physi cal exa mi na ti on
the re was a mass of 3x4 cm over the left fron tal and tem-
po ral bo nes. Ma xil lo fa ci al com pu te ri zed to mog raphy
(CT) scan ning sho wed 3 fo ci of ho mo ge no us, mo de ra -
tely en han ced le si ons with bo ne des truc ti on and in trac -
ra ni al and in tra or bi tal in va si on. Mul tip le lytic le si ons at
fron tozy go ma tic su tu re and ex pan ding in to or bi tal fos -
sa we re ob ser ved on mag ne tic re so nan ce ima ging

Figure 1. Endoscopic view of the laryngeal lesion on the left aryepiglottic fold.

Figure 2. Uniform, atypical mononuclear cells similar to plasma cells (H & E
X 220).
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(MRI). Fi ne ne ed le as pi ra ti on bi opsy of the mass re ve -
a led the di ag no sis of plas macy to ma. Uri ne Ben ce Jo nes
pro te ins we re ne ga ti ve. Se rum mo noc lo nal  pro te in le -
vels we re nor mal. Re pe a ted bo ne mar row bi op si es we -
re nor mo cel lu lar at the ti me of pre sen ta ti on. The pa ti ent
was di ag no sed as mul ti cen tric EMP. The mas ses we re
re mo ved sur gi cally, pos to pe ra ti ve co ur se was une vent -
ful. 30 Gy ra di a ti on the rapy (RT) was app li ed af ter -
wards. Fol lo wing 5 months of the ir ra di a ti on, she
pre sen ted with pa in in left arm.

The ra di o lo gi cal and scin tig rap hi cal analy sis sho -
wed a pat ho lo gi cal frac tu re in hu me rus and al so le si ons
on ster num sug ges ting mul tip le mye lo ma. Bo ne mar-
row bi opsy re ve a led 12% plas ma cells. This ca se de -
mons tra ted con ver si on to mul tip le mye lo ma. Che mo-
t he rapy was gi ven. She di ed 4 months af ter the che mot -
he rapy.

Ca se 3

A 66- ye ar-old ma le with comp la ints of na sal obs -
truc ti on, epis ta xis and al te ra ti on of pitch  in his vo i ce
for the past 6 months, was ad mit ted to our cli nic. On his
physi cal exa mi na ti on the re was a mass of 7x4 cm in his
na sop harynx (Fi gu re 3). His for mer bi opsy from the na-
sop harynx was re por ted as an gi o fib ro ma in anot her in-
s ti tu ti on. Na sop harynx CT and mag ne tic re so nan ce
ima ging scan re ve a led the pre sen ce of a 65x35x50 mm
mass ob li te ra ting the pos te ro su pe ri or wall of the na sop -
harynx, ret rost ylo id and pa rap hary nge al spa ces (Fi gu re
4). Bo ne scan ning sho wed no evi den ce of le si ons. The
sec ti ons of the in ci si o nal bi opsy  of na sop harynx we re
re-exa mi ned in our pat ho logy de part ment. The di ag no -
sis was re por ted as plas macy to ma. Se rum mo noc lo nal
pro te in le vels we re nor mal. Bo ne sur veys we re un re -

mar kab le. The pa ti ent re ce i ved 40 Gy RT  and ac hi e ved
a comp le te res pon se. At the end of 10 months of fol low-
up, the pa ti ent ex hi bi ted no evi den ce of re cur ren ce.

DIS CUS SI ON

Iso la ted ex tra me dul lary plas macy to mas ma ke up
ap pro xi ma tely 4-5% of all plas ma cell tu mors. They ha -
ve bet ter prog no sis than so li tary plas macy to ma of the
bo ne.1,6 The so li tary le si ons may even tu ally prog ress in -
to the dis se mi na ted form or in to mul tipl mye lo ma,
which is en co un te red in 17-40% of ca ses. Tu mors with
the ex pres si on of lamb da cha in are mo re pro ne to evol -
ve in to mye lo ma. The pre sen ce of 10% or mo re plas ma
cells in the bo ne mar row bi opsy and in vol ve ment of
mul tip le si tes in di ca te pre dis po si ti on for trans for ma ti -
on to mul tip le mye lo ma.7

Plas ma cell tu mors ha ve a ma le pre di lec ti on (ma -
le: fe ma le = 3:1). Se venty-fi ve per cent of the se tu mors
ap pe ar in the sixth de ca de of li fe.8 In the cur rent study,
two wo men and one man are pre sen ted. The me di an age
at the ti me of di ag no sis was 53 ye ars (ran ge 44- 66 ye -Figure 3. Extension of the nasopharyngeal mass into the oropharynx. 

Figure 4. Nasopharynx CT scan revealing a 65x35x50 mm mass obliterating
the posteriosuperior nasopharyngeal wall, retrostyloid and parapharyngeal
spaces.  
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ars). One pa ti ent had lary nge al and na sop hary nge al
plas macy to ma, one had mul ti cen tric EMP on the fa ce
whe re as the third pa ti ent had  na sop hary nge al plas ma-
cy to ma. 

Eighty per cent of ex tra me dul lary plas macy to mas
oc cur in the he ad and neck, com monly in the ton sil lar
fos sa, pharynx, na sal ca vity and pa ra na sal si nu ses.2,6 La-
ry nge al and na sop hary nge al EMP com monly show up
with na sal obs truc ti on, lo cal pa in, epis ta xis, full ness of
the ear and ho ar se ness; as se en in our pa ti ents. Most of
the le si ons grow su be pit he li ally as soft, gray, ses si le or
poly po id mas ses. The se fe a tu res we re con sis tent with
the fin dings of our pa ti ents. All pa ti ents, pre sen ted with
lo cal symptoms. Ten to 20% of pa ti ents with EMP may
de ve lop cer vi cal lymph no de me tas ta sis.5 No ne of the
pa ti ents sho wed cer vi cal lymph no de in vol ve ment.

Bi opsy of the le si on which is the first step in con-
fir ming the di ag no sis, re ve a led mo noc lo nal plas ma cell
his to logy. The di ag no sis of EMP is ba sed on the morp -
ho lo gic and im mu no his toc he mi cal fin dings of lo ca li zed
col lec ti on of mo noc lo nal plas ma cells  in the bo ne mar-
row bi opsy; plas ma cells not ex ce e ding 5% of all nuc -
le a ted cells in ad di ti on to nor mal ske le tal sur vey and
ab sen ce of Ben ce-Jo nes pro te ins in uri ne samp le.1,9 El-
e va ted se rum mo noc lo nal pro te in le vels can be se en in
20-25% of pa ti ents.1,3

In our ca ses, se rum pro te in elec trop ho re sis we re
nor mal with no evi den ce of a pa rap ro te in. Uri ne exa mi -
na ti ons for light cha ins we re ne ga ti ve. Se rum Ig G, Ig A,
Ig M and B2 mic rog lo bu lin le vels we re wit hin  nor mal
ran ges. Im mu no his toc he mistry was po si ti ve for CD38
and Kap pa cha in but ne ga ti ve for lamb da light cha in.

Cur rently, the re is no ge ne ral ag re e ment for the tre -
at ment of pa ti ents with EMP. Ho we ver, it is well-known
that EMP is highly ra di o sen si ti ve. The re fo re, ra di ot he -
rapy is the ma ins tay of tre at ment and ac hi e ves go od suc-

cess ra tes for lo cal con trol. In the tre at ment of EMP, to -
tal ra di a ti on do se of 40-60 Gy over 4-6 we eks is re com-
men ded.1-3,9 Sur gery may be com bi ned with ra di o-
t he rapy to pro long sur vi val.1 Ad ju vant che mot he rapy
has be en cla i med to leng then sur vi val and de lays con-
ver si on to mul tip le mye lo ma. On ce the con ver si on to
MM oc curs, the me an sur vi val drops to 2-3 ye ars.2,9 One
of our pa ti ents de ve lo ped MM and she di ed be ca u se of
the di se a se. Twenty-two per cent of all pa ti ents tre a ted
for EMP ex pe ri en ces re cur ren ce, and 16-32% of them
shows con ver si on to MM.1-3,9 Af ter a fol low-up of 15
months, the pa ti ent with na sop hary nge al EMP re ma ins
di se a se-fre e (Tab le 1).

No wak-Sad zi kows ka and We iss6 re por ted fi ve ca -
ses of EMP of the glot tis. They we re tre a ted with ex ter -
nal ir ra di a ti on of 60 Gy and we re fre e of di se a se af ter a
fol low-up of ten ye ars. Kost10 re por ted fo ur ca ses of
EMP of the larynx, of which one had a glot tic EMP. This
pa ti ent re ce i ved 7000 cGy ir ra di a ti on and un der went to -
tal lary ngec tomy ni ne months la ter du e to ra di o nec ro -
sis. Af ter a fol low-up of se ven ye ars, no evi den ce of
re cur ren ce was fo und.10 In the pre sent ca se of lary nge -
al and na sop hary nge al plas macy to ma; lary nge al pat ho -
logy was ex ci sed ini ti ally and than ex ter nal ra di ot he rapy
was gi ven. The re was no re cur ren ce af ter 5 ye ars, which
is re le vant with the li te ra tu re. The de ta i led fol low-up of
the thre e pa ti ents is des cri bed in Tab le 1.

EMP and MM sho uld be con si de red when de a ling
with dif fe ren ti al di ag no sis he ad and neck mas ses.11,12

Re gu lar an nu al fol low-up of the pa ti ents with pri mary
EMP, sho uld inc lu de se rum im mu nog lo bu lins, uri ne ex-
a mi na ti on for Ben ce-Jo nes pro te ins and se rum pro te in
elec trop ho re sis. Mo ni to ring with CT scan is al so man -
da tory. Long term fol low-up is re com men ded for de tec-
ti on of any re cur ren ces and con ver si on in to mul tip le
mye lo ma.

Table 1. The primary treatment and follow-up of the patients.

Age Gender Site Primary treatment Relapse Outcome
44 F Nasopharynx RT (30 Gy in 25 fractions) None Disease free 60 months

Larynx
50 F Paranasal sinuses RT (30 Gy in 25 fractions) 5 months Died 

Multiple myeloma 9 months
66 M Nasopharynx RT (40 Gy in 20 fractions) None Disease free 15 months
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