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Summary. Solitary fibrous pleura tumor is a rare primary intrathoracic tumor of the pleura. It usually has an 
indolent clinical course, but sometimes it can have an aggressive behaviour. In 1930 Doege and Potter inde-
pendently described this neoplasm, presenting with symptoms of hypoglycemia, hence the eponim of Doege-
Potter’s Syndrome. In this report, we illustrate a case of Doege Potter’s Syndrome, treated with complete 
surgical resection. (www.actabiomedica.it)
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C a s e  r e p o r t

Introduction

Solitary fibrous pleura tumors (TFS) are rare 
neoplasms, in fact they account for 5% of all pleuric 
tumors, and they are not correlated with exposure to 
cigarette smoke or asbestos.

These tumors usually have a slow growth, and 
are distinguished from malignant mesothelioma for 
radiological characteristics, for their macroscopic ap-
pearance, in addition to the immunohistochemical 
characteristics. About 80% of these tumors are benign, 
and usually appear as asymptomatic masses (or inci-
dentaloma) found during a routine chest x-ray.

Symptoms, when present, are represented by a 
cough, chest pain, dyspnea, hemoptysis, and rarely hy-
poglycemia. The latter (present in 2-4% of cases) was 
initially described by Doege and Potter in 1930, hence 
the name of Doege Potter Syndrome.

Here we report a case of syndrome, found at his-
tology a pleural malignancy.

Clinical case

Our case concerns a patient of 67 years, who went 
to the Emergency Department for the appearance of 
insomnia a few days before, associated with mental 
confusion.

There were also reported, for some months, re-
peated nocturnal awakenings, with shivering and men-
tal confusion, symptoms that would disappear after 
food intake.

The patient was not a current neither a former 
somker. On admission to the Hospital the patient was 
alert, cooperative, partially oriented in space and time, 
at times confused.

In his medical history was reported a previous 
road accident, about 30 years ago, resulting in thoracic 
lesion (parenchymatous formation to the right lung 
fields, with documented tac exam).

On physical examination we found normal neuro-
logical, thoracic and abdominal objectivity.
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The brain tomography performed showed no ab-
normalities; on chest radiography we discovered the 
presence of expansive injury in the lower third of the 
right hemithorax.

Blood tests showed severe hypoglycemia (39 mg/
dl), low values of HbA1c (33 mmol/mol), and the re-
maining exams, as well as the hormonal assays, were 
normal.

During the hospitalization repeated episodes of 
symptomatic hypoglycemia have occurred, and were 
adequately corrected by administering sugar.

The insulin dosages and c-peptide were in the 
normal range.

Chest and abdomen  tomography with contrast 
confirmed the presence of a massive solid mass of 
20x16 cm (Figures 1-2), occupying the middle third 
of the lower-right hemithorax, with irregular intral-

esional vascularization, and some holes in the context 
of degenerative necrosis, associated with pleural effu-
sion and atelectasis of consensual parenchyma. It was 
described as a pleural neoplasm: a fibrous tumor (in 
malignant degeneration or a sarcoma). No lymphade-
nopathy were described, nor signs of  bone infiltration, 
neither direct infiltration of the lung. Other organs 
were within limits.

Positron Emission Tomography showed small 
contrast accumulation, for the presence of areas ne-
crotic areas inside the massive solid mass in lower right 
hemithorax.

The patient was then evaluated by the team of 
Thoracic Surgery colleagues to schedule surgery for 
pleural resection of the tumor.

Histological examination on the surgical speci-
men showed a mesenchymal spindle cell neoplasm, 
hypercellular, with moderate atypia, hyperchromasia 
and nuclear pleomorphism, and architecture in small 
interwoven beams in a disorganized way. There was a 
variable deposition of extracellular collagen matrix and 
the capillary reticulum was woven with some branch-
ing ectatic vessels.

The tissue had an expansionary growth. Central 
areas of involution, with hyaline foci of spontaneous 
necrosis were also present (figure 3-6).

The mitotic index stood at 9X 10 HPF, in most 
active areas, with Ki67 proliferative index of 15%.

The immunistochimical showed CD34, CD99, 
BCL-2, Vimentin, Desmin (focal) reactivity; no ex-Figure 1. Surgical mass of solitary pleuric tumor, intraoperatory 

specimen: neoformation grayish white, at 26x18x12 cm, with 
polylobate margins, joined thin lung tissue portions. To cut the 
tumor had elastic texture and grayish white color, with alternat-
ing brownish areas and foci of necrosis plots

Figure 2. Mass of solitary pleuric tumor, surgical specimen
Figure 3. Microscope magnification, 5X: the border area is de-
fined between the part of non-necrotic and necrotic
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pression of EMA, SM actin, cytokeratin pool, c-kit, 
myogenin and s-100. IGF1 R was weakly expressed. 
All of these findings were subjestive for malignant 
solitary fibrous pleura  tumor.

Discussion

Solitary fibrous pleura tumor (TFS) are rare neo-
plasms, in fact account for 5% of all pleuric neoplasms 
(1), and they are not correlated with cigarette smoke or 
asbestos exposure (2).

These tumors usually have a slow growth, and are 
distinguished from malignant mesothelioma for their 
radiological characteristics, for macroscopical appear-
ance (3), as well as immunohistochemical characteris-
tics: TSF tipically presents with reactivity for CD 34, 
and negativity for cytokeratin markers .

Only about 13% of TFS described in literature 
have aggressive behavior, with massive local infiltra-
tion, local recurrence or distant metastasis. The re-
maining 87% have benign characteristics, and surgical 
resection is usually curative. The distribution between 
sexes shows no difference.

For  their slow-growing attitude, they usually pre-
sent as an accidental mass found on chest radiography.

Only in cases of voluminous masses, with ma-
lignacy features we could find symptoms that may be 
tipically of pulmonary relevance, such as cough, chest 
pain, dyspnea and hemoptysis (the latter very rare) or 
systemic symptoms such as fatigue, weakness, night 
sweats , weight loss, or frequent hypoglycemic crisis.

The presence of the latter symptom outlines the 
Doege- Potter Syndrome, characterized by frequent 
hypoglycemia in patients suffering from TFS. The 
causes of hypoglycemia are not certain, and there are 
several theories: it may be related to paraneoplastic se-
cretion of insulin-like substances (IGF 2, insulin-like 
growth factor) directly by tumor tissue, or  to some 
defects in the compensating mechanisms by counter-
regulatory hormones secretion. Finally it could also be 
related to an accelerated consumption of blood glucose 
by neoplastic cells (4). 

The hormone secretion IFG2 or other pro-insu-
lin-like hormones determine an increased glucose up-
take by insulin-sensitive tissues (muscle and adipose 

Figure 4. Microscope magnification, 10X: in highlight the ne-
crosis area

Figure 5. Microscope magnification, 20 X: in highlight the 
marked cellularity

Figure 6. Magnification microscope, 40 X: in highlight mitosis
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tissue), and can also stimulate the glucose uptake by 
the tumor itself. Laboratory methods capable of dos-
ing these hormones, however, are not yet available on 
a large scale (5).

Many studies were made, also using continuous 
glucose monitoring (CGM) applied to patients before 
and after surgery, and they confirm that hypoglycemic 
episodes disappeared after the surgical mass resection 
(6).

The neoplasm size correlates with the prognosis: 
tumors of major size have a greater degree of malig-
nant histological features and a poor prognosis (7).

The diagnostic process usually does not use CT 
guided needle aspiration, as often this is not nullifying 
(8). If clinical conditions are stable, surgery is always 
the preferable approach, with thoracotomy and com-
plete excision of the lesion. 

Usually after surgery patients have the complete 
regression of symptoms (9), however is recommended 
a long term instrumental follow-up,  given the high 
risk of recurrence or malignant transformation of even 
seemingly benign growths. 
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