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UROONCOLOGY
Case Report

Testis-sparing surgery of unilateral testicular large-cell calcifying
Sertoli cell tumor: a sporadic case

Unilateral büyük hücreli kalsifiye Sertoli hücreli testis tümöründe testis koruyucu
cerrahi: sporadik vaka
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ABSTRACT

Testicular sex cord- stromal tumors constitute a small portion of all types of testicular tumors. Only 1% of
these tumors are pure Sertoli cell tumors. Sertoli cell tumors have three identified subgroups: large- cell
calcifying (LCCSCT), sclerosing Sertoli cell and general type. Up to 40% of LCCSCT are associated with
the genetic syndromes like Carney complex, Peutz-Jeghers syndrome. These lesions are usually benign,
only 17% of the cases show malignant behaviour. Herein, we report a case of unilateral LCCSCT in a 37
year-old man without any hormonal symptoms or inherited diseases which was succesfully treated with
testis-sparing surgery.
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Testisin seks-kord stromal tümörleri, tüm testis tümörlerinin küçük bir bölümünü oluşturmaktadır. Bu
tümörlerin sadece %1 saf sertoli hücreli tümörlerdir. Sertoli hücreli tümörler kalsifiye büyük hücreli
(LCCSCT), sklerozan sertoli hücreli ve genel tip olarak 3 alt gruba ayrılmıştır. LCCSCT' lerin yaklaşık
%40 kompleksi Carney komplex (CNC), Peutz-Jeghers sendromu gibi genetik sendromlar ile ilişkilidir. Bu
olguda, herhangi bir hormonal semptomu veya genetik hastalığı olmayan tek taraflı LCCSCT saptanan 37
yaşında erkek hastanın testis koruyucu cerrahi ile başarılı şekilde tedavi edildiği bildirilmektedir.
Anahtar Kelimeler: Büyük hücreli kalsifiye Sertoli hücreli tümör; parsiyel orşiektomi; testis tümörü.

Introduction

Case presentation

Testicular sex-cord stromal tumors constitute a
small portion of all types of testicular tumors.
Large- cell calcifying Sertoli cell tumor (LCCSCT) is an exceedingly rare lesion of the testicle.[1] It is commonly seen with Carney complex (CNC) or Peutz-Jeghers syndrome (PJS).
[2]
We now report a case of unilateral LCCSCT
in a 37 year-old man with no other conditions
or a genetic syndrome, such as PJS or CNC
who was succesfully treated with testis-sparing
orchiectomy.

Thirty-seven-year-old patient was admitted to
hospital with a right scrotal pain and right leg
pain. On physical examination there was no
palpable testicular mass. Doppler ultrasound
examination revaled 9x7x8 mm cyctic mass
containing 2 mm calcified foci and solid areas
with increased blood flow. Preoperative tumor
markers as lactate dehydrogenase (LDH), alpha-fetoprotein (AFP), beta-human chorionic
gonadotropin (β -hCG) levels were within
normal range. Chest and abdominal computed
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tomography (CT) showed no metastasis or any other abnormality. Patient was also evaluated with cardiac echocardiography
for Carney’s complex. We decided to perform inguinal exploration. Consequently, right partial orchiectomy was attempted
with the peroperative color doppler ultrasound guidance (Figure
1). Intraoperative frozen section examination revealed the lesion
as LCCSCT. Microscopically there was a well defined tumoral
nodule within testis (Figure 2a). Tumor was composed of neoplastic cells arranged in nests, cords, trabeculae or diffuse sheets
in a hyalinized myxoid stroma. Calcification was prominent in
the stroma (Figure 2b). Tumor cells were stained strongly positive with Inhibin, S-100, SMA, beta-catenin and weakly positive
with calretinin which supported a stromal origin (Figure 2c).
They stained negatively with SALL 4, OCT4 and pancytokeratin which excluded a germ cell tumor or a tumor with epithelial
origin, and the final histopathological report was LCCSCT.
There was no tumor recurrence or metastasis during a followup of 12-months. Testosterone level and sperm parameters remained within normal level. Informed consent of the patient was
obtained.

Figure 1. Intraoperative image of partial orchiectomy
a

b

Discussion
Large- cell calcifying Sertoli cell tumor is a very rare subtype of
Sertoli cell tumor. It was first described in 1980 by Proppe and
Scully[3] and up to now more than 70 cases have been reported in the litarature. LCCSCTs are divided into two subgroups
as early-onset LCCSCT and late-onset LCCSCT. Early-onset
LCCSCT is generally bilateral, hereditary and usually seen before the age of 17 and associated with dysplastic syndromes.
As seen in our case, late-onset LCCSCT is usually a unilateral,
solitary lesion and it onsets at an average age of 39 years.[4,5]
In contrast to other types of testicular tumors, LCCSCT affects
both testicles in 20% of sporadic cases.[2] LCCSCT is associated
with the genetic syndromes such as Carney complex (skin pigmentation, cardiac myxoma, endocrine overactivity) and Peutz
–Jegher syndrome (gastrointestinal polyposis, mucocutaneous
pigmentation). In PJS, disease generally starts at an early age
between 6-7 years and tumors are bilateral and multifocal.[6] In
CC, more than 50% of the male patients have testicular tumours.
Almost all testicular tumors seen in CC show benign characteristics except 1 patient.[7] In sporadic cases like our patient there
is no skin pigmentation and cardiac abnormality in echocardiographic examination. If the final pathological report of the testis
tumor is LCCSCT, patient and family members should be reevaluated from the point of genetic syndromes. These tumors
are usually benign, however 17% of the cases show malignant
features. Malignant types are usually found in an older population and tend to be larger, unilateral and monofocal. Kratzer et
al.[8] have defined the criteria to be malignant when they fulfil 2
or more of the following criteria: extra testicular involvement,
testicular size more than 4 cm, mitoses more than 3 per 10 high
power fields, extensive nuclear atypia, necrosis, or lymphoreticular invasion. As we know that these tumors are usually benign,
we can perform testis- sparing orchiectomy instead of radical
orchidectomy. However, testis-sparing surgery is a rational approach only if certain criteria are fulfilled. Firstly, intraoperative
c

Figure 2. a-c. (a) (H&E 4X): Well defined tumoral nodule within testis. (b) (H&E 20x): Large eosinophilic tumoral cells forming small
nests and cords within hyalinized stroma containing prominent calcification. (c) Strong and diffuse inhibin staining in tumor cells
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frozen section analysis must be performed to prove the benign
character of the tumor. Secondly, the tumor has to be smaller
than 20-25 mm. Finally, preoperative testicular function has to
be normal as documented by testosterone level.[9] All of these
criterias have been fulfilled for the present case.
Large-cell calcifying Sertoli cell tumor should be evaluated for
the genetic dysplastic syndromes. Due to benign behavior of this
tumor, partial orcihidectomy should be the treatment of choice if
the tumor is eligible for the organ-sparing surgery.
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