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ABSTRACT

BACKGROUND. Even if it is a rare variant growth pattern of squamous cell carcinoma, sarcomatoid carcinoma seems to have
almost the same clinical manifestations and risk factors as conventional squamous cell carcinoma.

CASE REPORT. This paper presents a complex case of a 59-year-old female patient known with laryngeal papillomatosis, who
presented in our Department for moderate to severe inspiratory dyspnea associated with dysphonia and difficulty in swallowing.
We mention that the patient had been previously evaluated by a pneumologist for apnea, snoring and daytime sleepiness and
diagnosed and treated for sleep apnea syndrome. Clinical, laboratory, imaging and pathologic examinations revealed the as-
sociation of upper airway obstruction with laryngeal cancer. Surgical intervention consisted in total laryngectomy and selective
neck dissection associated with permanent tracheotomy. The microscopic appearance was that of a bilateral transglottic sarco-
matoid squamous cell carcinoma without metastasis in the right lymph node.

CONCLUSION. Itis important to evaluate the clinical and imagistic status of patients with laryngeal tumors in order to make
a correct decision concerning their treatment policy. We emphasize that cooperation between multiple departments is abso-
lutely necessary in order to adequately resolve, explore, diagnose and treat patients with laryngeal pathology.
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INTRODUCTION

Sarcomatoid carcinoma of the larynx is a rare form of
squamous cell carcinoma, representing almost 2% of
these tumors'®. The squamous cell carcinoma is the most
frequent type of laryngeal cancer, comprising more than
90% of all head and neck malignancies®. It is predomi-
nantly diagnosed in male patients, in the 6™ decade of
life, the literature reporting a mean age of 65.6 years'>%7.

The occurrence of laryngeal carcinoma is most of
the time related to alcohol or tabacco use, occupa-
tional factors, air pollution or gastroesophageal reflux
disease, Human Papilloma Virus infection*”®. There
are also cases in which a benign lesion, such as laryn-
geal papillomatosis, turns into a malignant one®!’.

The primary symptom is dysphonia, accompanied
in early stages by other nonspecific laryngeal symp-
toms, such as persistent caught, or feeling that some-
thing is stuck in the neck. In advanced stages, inspira-
tory dyspnea, daytime sleepiness, difficult swallowing
or stridor may be observed.

The aim of this report was to draw attention upon
the importance of a complete evaluation of a patient
with known laryngeal pathology, to present the malig-
nant transition of the laryngeal papillomatosis and
nevertheless to underline, once again if necessary, that
the multidisciplinary approach is essential in patients
with upper respiratory tract diseases.
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CASE REPORT

We present the case of a 59-year-old female patient,
who presented to the ENT Clinic of Targu Mures
Emergency County Hospital in 2011 for moderate to
severe inspiratory dyspnea associated with dysphonia
and difficulty in swallowing, symptoms aggravated
after an acute upper airways infection. During the an-
amnesis the patient reported that she had been previ-
ously evaluated by a pneumologist for apnea, snoring
and daytime sleepiness and diagnosed and treated for
sleep apnea syndrome. What drew our attention was
that the patient has been diagnosed in 1997 with laryn-
geal papillomatosis.

Between 1997 and 2000 she underwent 4 surgical
interventions. The anatomopathological exam per-
formed in 2000 revealed a malignant transformation
of the laryngeal papillomatosis — microinvasive epider-
moid carcinoma, stage T2NOMO. The cervical CT-scan
performed at that moment revealed a minor asymme-
try of the vocal cords due to a protruding mass with a
nodular appearance situated on the left vocal cord,
and an asymmetry at the level of the right ventricular
band.

Considering the new diagnosis, the patient was re-
ferred for radiotherapy, a total dose of 66Gy in 33 frac-
tions for 43 days. The therapy was well tolerated, with
a tumor regression to TONOMx. Between 2000 and
2010 our patient was followed-up periodically by the
ENT specialist and the oncologist.

Also, from the patient personal pathological history
we noted: type II non-controlled diabetes mellitus,
chronic viral hepatitis C, hypothyroidism, chronic is-
chemic cardiomyopathy with prior myocardial infarc-
tion sequelae, cerebral stroke sequelae.

The clinical otorhinolaryngological and general ex-
amination performed at the admittance in our Depart-
ment in December 2011 revealed an altered general
state, cold and sweaty skin. The indirect laryngoscopy
and the nasopharyngeal fibroscopy showed a vegetat-
ing nodular lesion whose point of origin was the left
vocal cord, immobilizing the left hemilaryngeal part, a
mobile right vocal cord, a reduced glottis space and an
edematous hypopharyngeal wall. The cervical CT-scan
showed a left paramedian infraglottic space-occupying
mass measuring approximately 15x29 mm (Figure 1),
with precise outlines, with median destruction extend-
ing towards the posterior hypopharyngeal wall and an
adenopathy measuring 6 mm, localized on the ante-
rior cervical chain.

The decision was to perform a supraisthmic trache-
otomy and direct suspension laryngoscopy with biopsy.
The histopathological report revealed that the tumor
was a sarcomatoid carcinoma.

Considering patient’s comorbidities, a multidiscipli-
nary evaluation (cardiologic, infectious, laboratory,

pneumologic, diabetologic, neurologic and endocrin-
ologic) was carried out in order to evaluate the pa-
tient’s clinical status.

Considering the histopathological results, the indi-
cation was for a total laryngectomy. Because it was dif-
ficult for the patient to accept due to its psychosocial
impact as well as side effects that were hard to cope
with, the intervention was performed in March 2012.

At that time, a selective neck dissection associated
with permanent tracheotomy was performed. The his-
topathological findings showed a bilateral transglottic
sarcomatoid squamous cell carcinoma, without lymph
node metastases; clean surgical resection edges
pT3NOMx; microscopic description (Figure 2) show-
ing an infiltrative nodular proliferation at the trans-
glottic laryngeal level, consisting of elongated, spindle-
shaped tumor cells with rounded ends arranged in
long intersecting strands with hyperchromatic, pleo-
morphic nuclei and several atypical mitotic figures.
The tumor surface was almost completely ulcerated.

The thickness of the tumor invasion was 11 mm.
The desmoplastic reaction and the peritumoral
chronic inflammatory infiltration were moderate.
There were no noticeable lymphovascular emboli, but
perineural invasions were present. There were no me-
tastases noticed in the laterocervical lymph node sam-
ples and the surgical resection edges were clean. The
tumor cells showed positivity for SMA, and the reac-
tions to pancytokeratin, EMA, Desmin, S-100 and p53
were negative. The pathologist did not consider nega-
tivity to pan-Cytokeratin (AEI and AE3) to be an argu-
ment for a different diagnosis than sarcomatoid carci-
noma since he believed that tumor cells may have re-

Figure 1 Cervical CT-scan, axial slice - left paramedian infraglottic space-
occupying mass measuring approximately 15x29 mm
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Figure 2 Histopathologic exam - elongated, spindle-shaped tumor cells with rounded ends arranged in long intersecting strands with hyperchromatic,

pleomorphic nuclei and several atypical mitotic figures.

Figure 3 Cervical CT-scan, sagittal and axial slices - space-occupying mass located at the level of the hypopharynx, protruding from the left posterolateral
outline, measuring 14/10/16 mm and producing a marked asymmetry of the lumen, with bilateral laterocervical adenopathies measuring 8 mm.

acted negatively to this marker due to fixation and
staining, which could cause phenotypic alterations.
The immediate postoperative outcome was favour-
able and the patient received chemotherapy treatment
postoperatively. 6 months after the surgical procedure
the patient returned to our department complaining
of difficulty in swallowing, quasi-total dysphagia with
recent onset (approximately 3 days) with an extremely
fast progression, and micro-hemorrhages externalized
through the oral cavity. The ENT examination and the
flexible nasopharyngeal fibroscopy raised the suspi-
cion of a hemorrhaging tumor relapse, for which a
cervical tomography was repeated. The investigation
revealed the presence of a space-occupying mass lo-
cated at the level of the hypopharynx, protruding from

the left posterolateral outline, measuring 14/10/16
mm and producing a marked asymmetry of the lumen
(Figure 3), with bilateral laterocervical adenopathies
measuring 8 mm.

In light of the examinations that matched a tumor
relapse, the decision was to perform direct suspension
laryngoscopy for diagnostic purposes and a bioptic
sample excision treatment at the level of the hy-
popharyngeal tumor mass, as well as to reduce the
tumor size by excision and cauterization. The histo-
pathological findings from the bioptic sample taken
showed a tumor relapse histopathologically similar to
the tumor excised 6 months before.

Unfortunately, at the moment of writing this report
the patient had died.
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DISCUSSIONS

Even if it is a rare variant growth pattern of squa-
mous cell carcinoma, sarcomatoid carcinoma seems
to have almost the same clinical manifestations and
risk factors as conventional squamous cell carcinoma.
In this particular type of laryngeal neoplasm, the
literature suggests that radiation therapy can be con-
sidered an etiological factor, the latency period being
described between 1.2 to 16 years from the radiation
exposure*>"1"13 In our case the patient underwent 43
days of radiotherapy 11 years prior to the development
of the sarcomatoid carcinoma.

This present clinical case is important because the
apnea and the daytime sleepiness, for which the
patient was first evaluated by the pneumologist, were
produced by a laryngeal malignant tumor. Very rarely,
but the tumoral pathology can be the etiology of sleep
disordered breathing. It is important to establish the
real cause of sleep problems, before saying that it is or
not an obstructive sleep apnea.

It is very well known that obstructive sleep apnea
syndrome is a common sleep-disordered breathing,
characterized by recurrent episodes of upper airway
obstruction and a significant decrease (hypopnea) or
cessation (apnea) in airflow in the presence of thora-
coabdominal breathing movements'*'8. Each episode
lasts at least 10 seconds'*!"!*2!. The implication of
craniofacial anomalies, laryngeal morphology and pa-
thology is very important in the evaluation of patients
with OSAS'#% The diagnosis of obstructive sleep
apnea is based on otorhinolaryngological examina-
tion, nasopharyngeal endoscopy / nasolaryngoscopy,
imagistic examinations, polysomnography with a min-
imum of 7 channels and a multidisciplinary evaluation
(ENT, pneumologist, cardiologist, dentist and neu-
rologist). So, the obtained data must be correlated and
analyzed in order to identify the cause of the symp-
toms and then the cause of the apnea must be treated
with high efficiency'"2025:24,

In our case, not the sleep apnea was the important
factor for daytime sleepiness, but the dyspnea. It would
have been important to take into consideration the
pathologic history of the patient and to make an early
evaluation of the larynx. During the 15-year period
since the initial diagnosis, repeated histopathological
examinations showed relapsed laryngeal papillomato-
sis that in 3 years underwent malignization for which
the patient had received radiation treatment.

It is essential to diagnose the laryngeal cancer in
early stages when the survival rate can be higher than
80%**. Five-year survival rate is reported as being of
60%"*.

The swift progression of the disease, in our case,
required major therapeutic measures such as emer-
gency tracheotomy, total laryngectomy, treatments

that were difficult for the patient to accept because of
their psychosocial impact, as well as side effects that
were hard to cope with. Although the disease had not
caused any particular problems in 10 years’ time, the
outcome was highly unfavourable despite the fact that
the emergent tumor was surgically dealt with in an ad-
equate stage, excised within safe limits, and did not
metastasize.

The clean surgical edges in the case of the sarcoma-
toid carcinoma in a patient with reduced immunity are
not a prognosis factor that can guarantee the absence
of a tumor relapse, as it can be seen in our patient.

Given this case, we have become determined to
follow-up more closely and request additional testing
to monitor the patients with laryngeal papillomatosis.
Also, it is important to evaluate the extension and the
histopathologic type of the tumor in correlation with
the clinical status of the patient, the age and the risk
factors®*.

CONCLUSIONS

Considering the case presented, we believe that it is
important to evaluate the clinical and imagistic status
of patients with laryngeal tumors in order to make a
correct decision concerning their treatment policy.

Since patients with sleeping disorders end up at a
neurologist, a psychiatrist or a pneumologist where
they are treated symptomatically, as it was in this case,
we believe that it is very important for them to also
have a complete otorhinolaryngological evaluation in
order to exclude diseases affecting the upper respira-
tory tract.

In case of tumors, repeated biopsies do not exclude
malignization, and thus are no guarantee that a be-
nign mass will not become malignant.

As a consequence, we emphasize that cooperation
between multiple departments is absolutely necessary
in order to adequately resolve, explore, diagnose and
treat patients with laryngeal pathology.
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