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An extremely rare case of multiple calcifying
tumor of the pleura
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OZET

Cok nadir bir plevranin cogul kalsifiye tiimérii olgusu

Kalsifiye fibréz tiimérler nadir lezyonlardir. Bu lezyonlar psammoma benzeri lenfoplazmositer infiltrasyon ve yaygin distro-
fik kalsifikasyonlar iceren hiyalinize kollajendz fibrotik dokulardan olusmaktadir. Plevranin kalsifiye fibréz tiimérleri nadi-
ren sunulmustur. Cogul plevranin kalsifiye fibréz tiimérleri son derece nadiren bildirilmistir. Kirk yasinda erkek hasta kli-
nigimize nefes darligt sikayetiyle basvurdu. Toraks bilgisayarli tomografisinde en genis ¢apt 2 cm olan plevral yerlesimli
cogul yumusak doku olusumlart izlenmesi lzerine cerrahi girisim planlandi. Video yardimli torakoskopik cerrahi ile alinan
frozen plevra biyopsisi kesitleri kalsifiye fibréz timor olarak raporlandi. Lezyonlarin ¢ok sayida olmast ve plevral yapisik-
liklanin bulunmast nedeniyle ktratif plevral dekortikasyon uygulandi. Olgu, cogul plevranin kalsifiye fibréz tiimérlerinin
son derece nadir olmast nedeniyle sunuldu.
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SUMMARY

An extremely rare case of multiple calcifying tumor of the pleura
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An extremely rare case of multiple calcifying tumor of the pleura

Calcifying fibrous tumors are uncommon lesions. These lesions are made up of hyalinized collagenous fibrotic tissues in-
terspersed with lymphoplasmacytic infiltrates and extensive dystrophic calcifications mimicking psammomatous features.
Calcifying tumor of pleura is rarely presented. Multiple calcifying tumor of pleuras have been reported extremely seldom.
Forty-year-old male patient was admitted to our clinic with complaints of dyspnea. Because of the multiple soft tissue for-
mations at the pleural region with the largest diameter of 2 cm on thorax computed tomography, surgical intervention was
planed. Frozen sections of pleural biopsies that were taken during video-assisted thoracoscopic surgery were reported as
calcifying fibrous tumor. Because of the presence of multiple lesions and pleural adhesions, curative pleural decortication

was performed. This case is presented with extremely rare entity of multiple calcifying tumor of plevras.

Key Words: Calcifying fibrous tumor, multiple, pleura.

INTRODUCTION

Calcifying fibrous tumors are rare lesions. These lesi-
ons consist of hyalinized collagenous fibrotic tissues in-
terspersed with lymphoplasmacytic infiltrates and ex-
tensive dystrophic calcifications, often with psammo-
matous features (1-3). Most cases occur in children
and young adults with no sex predilection. Calcifying
fibrous tumors occur more often in the soft tissues of
the extremites, trunk, neck, scrotum, groin or axilla.
However, seldom cases have been reported in the me-
diastinum, pleura, and visceral peritoneum (4-7).

Originally, Rosenthal and Abdul-Karim described cal-
cifying fibrous tumors as a “childhood fibrous tumor
with psammoma bodies” in 1988 (8). In 1993, Fetsch
et al. reported ten additional cases and re-named the
entity as calcifying fibrous pseudotumor (CFP) (9). In
the recently published classification of the World Health
Organization (WHO), the term of calcifying tumor of
the pleura (CTP) is used for this entity (10).

In the literature, we could find only 11 reported cases
of CTP. Because of the presence of multiple CTP, we
reported this case with its rare entity.

CASE REPORT

A 40-year-old male patient was admitted to our clinic
with the complaints of gradually increasing dyspnea of
recent onset. On his physical examination, vital signs
were in normal limits. Respiratory system examination
revealed decreased respiratory sounds and dull percus-
sion over left hemi-thorax. Other system examinations
were unremarkable. Laboratory examinations revealed
slightly elevated serum ALT and AST levels. All the ot-
her laboratory results were in normal limits. Spirometry
was revealed normal respiratory functions [FEV,: 3.26
(80% of predicted), FVC: 4.5 (83% of predicted), and
FEV,/FVC: 80%]. Thorax computed tomography (CT)
showed multiple soft tissue formations including calcifi-
cations with the largest diameter of 2 cm at the level of
left lingular and left basal segments (Figure 1). There
was no pathological lymph nodes in the mediastinum.

Video-assisted thoracoscopic surgery (VATS) was per-
formed for monitoring the pleural lesions. Thoracosco-
pic examination demonstrated two well-defined pleural
lesions on the lateral wall of the left hemithorax and ex-
tensive pleural adhessions. A biopsy specimen was ob-

Figure 1. Thorax computed tomography showing pleural calcified soft tissue formations with the largest size of 2 x 1.5 cm at
the left hemithorax.
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tained and sent for the frozen section examination. The
frozen section revealed a benign/calcifying tumor. In
order to achive an exact diagnosis, curative treatment,
and presence of pleural adhessions, left thoracotomy
was performed instead of VATS. The left hemi-thorax
could be visualized via left thoracotomy incision thro-
ugh the 5% intercostal space. In the detailed examina-
tion, four lesions of pleural origin were detected. Each
lesions were removed by pleural decortication. No lesi-
on was palpated in the lung paranchyme. Macroscopi-
cal evaluation revealed 4 well-defined, unencapsulated
masses, the largest of which was nearly 2.2 x 1.5 x 1
cm in diameter (Figure 2A). Histopathological exami-
nation of all these lesions were revealed the diagnosis
of “CTP” with psammomatous calcifications and
lymphohistiocytic inflammatory cell infiltrations in hya-
linized collogenous fibrotic tissue (Figure 2B). In the
immunohistochemical staining, the fibrous tissue was
positive for vimentin and inflammatory cells were posi-
tive for CD45 and CD68. However, it was stained nega-
tive for actin, desmin, S100 protein, CD31, and CD34.
Also, no positive staining was determined in the cont-
rolled histochemical staining for amiloid. All chest tu-
bes of the patient were removed at the postoperative
1%t and 3 days. No complications were observed, and
the patient was discharged at the end of the postopera-
tive 15" week.

DISCUSSION

Calcifying fibrous tumor is a rare benign soft tissue en-
tity with unique histologic features originally reported
by Rosenthal and Abdul-Karim as a pediatric fibrous
tumor with psammoma bodies in 1988 (8). In 1993,
Fetsch et al. reported an analysis of 10 additional ca-
ses and re-named the entity as calcifying fibrous pse-

udotumor (9). In the recently published classification of
the WHO for tumors of the lung, pleura, thymus and
heart, the term of CTP is suggested for this entity (10).

Calcifying fibrous tumors are uncommon lesions and
usually found in children and young adults with no sex
predilection (5). Calcifying fibrous tumors more often
occur in the soft tissues of the extremites, trunk, neck,
scrotum, groin or axilla. However, pleural or mediasti-
nal involvements are extremly rare reported localizati-
ons for calcifying fibrous tumor (5). In the literature, we
could find only a few multiple CTP cases (1,3,4).

Calcifying fibrous tumors are generally solitary lesi-
ons. Their etiology or pathogenesis has not been de-
fined. The complaint upon presentation is usually
nonspecific pain. The lesions are unencapsulated and
originate from parietal or visceral pleura (2,5,10). In
the literature, we could find 11 reported cases of CTP.
With respect to number of the nodules, distribution of
these cases was described as 4 multiple, 4 solitary, 2
disseminated and 1 bilateral lesions (1-5,11-13). In
our case, CTP was in the form of multiple lesions lo-
cated in the left hemithorax and treated with total de-
cortication.

Histologically, calcifying fibrous tumor consists of
hyalinized collagenous fibrotic tissues interspersed
with lymphoplasmatic infiltrates and extensive
dystrophic calcifications, often with psammomatous
features (6).

CTPs have to be differentiated from other pleural lesi-
ons such as solitary fibrous tumor (SFT), calcified gra-
nulomas, calcified pleural plaques and chronic fibrous
pleuritis (3-6). In the differential diagnosis, immunohis-
tochemically, SFTs are often positively stained with

hyalinized collagenous fibrotic tissues, which contain psammoma-like dystrophic calcifications and lymphoplasmacytic infiltra-
tions (HE, x100).
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CD34 and do not contain extensive dystrophic calcifi-
cations. In calcified granulomas, residual histiocytes
and multinuclear giant cells are present. It should be
kept in mind that calcified pleural plaques and calcifi-
ed chronic fibrous pleuritis contain diffuse pleural thic-
kening that can not form a pleural mass.

CTPs are often confused with intrapulmonary lesions
such as hyalinized granulomas, inflammatory myofib-
roblastic tumors, and amyloid (5,7,10). Inflammatory
myofibroblastic tumors are positive for vimentin as well
as for smooth muscle actin and rarely for desmin. Hya-
linized granulomas, however, involve foreign body res-
ponse areas around central keloid-like hyalinized colla-
gen. This appearance usually mimics nodular amilo-
idosis, but with specific stains, they are amyloid nega-
tive which is differential characteristics for hyalinized
granulomas. Amiloidosis can be diagnosed via specific
histochemical staining.

Calcification characteristics of CTPs cannot be shown
through standard posterior-anterior and lateral chest X-
rays, although they can be evaluated in detail through
with thorax computed tomography. Closed pleural bi-
opsies and thoracoscopic pleural biopsies can be used
for diagnostic purposes. However, the principal method
of treatment is complete resection with open surgery
(5,7). In the literature, complete resection was perfor-
med for 9 of 11 cases and no recurrence has been re-
ported. Thoracoscopic complete resection also repor-
ted (2). In case of incomplete resection, tumor continu-
es to grow, and thus, a second operation may be ne-
eded (3).

Multiple CTPs are uncommon pleural lesions. They
should be differentiated from pleural lesions such as
solitary fibrous tumors, calcified granulomas, calcified
pleural plaques and chronic fibrous pleuritis as well as
intrapulmonary lesions such as hyalinizing granuloma,
inflammatory pseudotumour and amyloid (14). Thora-
coscopic interventions can be sufficient for diagnosis.
However, the principal treatment method is open sur-
gery because the total excision of the lesions even that
cannot be radiologically imaged can be achieved.
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