ULusLARARAST HEMATOLON-ONKOLOJI DERGISI International Journal of Hematology and Oncology

Priapism as Presenting Manifestation of
Germ Cell Tumor in a Child

Orhan OZBEK!', Yavuz KOKSAL?, Osman KOC!, Cuneyt KARAGOL?, Seda OZBEK?®, Mehmet KILIC*

' Selcuk University Meram Faculty of Medicine, Department of Radiology
* Selcuk University Selcuklu Faculty of Medicine, Department of Pediatric Oncology
* Konya Training and Research Hospital, Department of Radiology
* Selcuk University Meram Faculty of Medicine, Department of Urology, Konya, TURKEY

ABSTRACT

Priapism, defined as prolonged and persistent erection of the penis without sexual stimulation, is rarely seen in children. We
report a 2-year-old boy who was admitted with priapism with a history of the perineal trauma. Doppler ultrasonography
revealed signs of high-flow priapism. Magnetic resonance imaging revealed an intrapelvic mass beside the root of the penis.
The serum alpha-fetoprotein level was 54.600 ng/ml (Normal range: 0-9 ng/ml). Tru-cut biopsy was performed and endo-
dermal sinus tumor was diagnosed. At the fourth day of chemotherapy, the penis became progressively less turgid and soft.
After the first cycle chemotherapy, priapism had completely resolved.
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OzET
Bir Cocukta Priapizm ile Prezente Olan Germ Hiicreli Tumor

SeksUel uyar olmaksizin peniste ereksiyon halinin olmasi durumu olarak tanimlanan priapizm, gocuklarda nadir gorultr. Per-
ineal travma OykUsU olan 2 yasinda erkek hasta priapizm yakinmasi ile basvurdu. Dopler ultrasonografisinde yiksek akimli
priapizm tanisi konuldu. Manyetik rezonans gérintlleme yénteminde penis kdktne uzanim gdsteren intrapelvik kitle sap-
tandi. Alfa fétoprotein dizeyi 54.600 ng/ml (Normal aralik: 0-9 ng/ml) idi. Tru-cut biyopsi uygulanan hastaya endodermal
sinds tumaord tanisi konuldu. Kemoterapinin 4. guinU penisteki sertlik yumusamaya basladi ve birinci kutr kemoterapi son-
rasinda tamamen kayboldu.

Anahtar Kelimeler: Cocuk, Endodermal sinUs timord, Priapizm
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INTRODUCTION

Priapism, a urological emergency, refers to a persis-
tent erection not accompanied by sexual desire or
stimulation, usually lasting for >6 hours and typi-
cally involving only the corpora cavernosa. This
condition has many different causes.' In children,
the majority of children with priapism, however,
are those with sickle cell disease although a number
of different etiologies have been reported.”* In so-
me malignancy disease such as leukemia, priapism
may be as a presentation symptom. Herein, we re-
port an endodermal sinus tumor case presented with
priapism.

CASE

A 2-year-old boy with a history of perineal trauma
was admitted with painless rigid erection of 25
days. Physical examination revealed a painless ri-
gid erection. Penile doppler ultrasonography reve-
aled signs of high-flow priapism. The peripheral
blood count showed a hemoglobin level of 12.4
g/dl, a hematocrit value of 39.3%, platelet count of
362.000/mm® and a white blood cell count of
8.000/mm* with normal differential. The serum bi-
ochemistry was normal except for a slightly eleva-
ted lactate dehydrogenase level (470 U/L, Normal
range: 98-192). Hemoglobin electrophoresis was
normal. Abdomen magnetic resonance imaging re-
vealed a mass lesion placed in the right pelvis,

which made invasion to iliac bone, rectum, iliopso-
as muscle, muscles of proximal tigh and penil
stump and was contrasted heterogenously with
contrast dye (Figure la and 2b). Chest X-ray and
thorax computed tomograhy showed numerous no-
dules located in the lungs parenchyma. The serum
alpha-fetoprotein level was 54.600 ng/ml (Normal
range: 0-9 ng/ml). Tru-cut biopsy was performed
from the pelvic mass and endodermal sinus tumor
was diagnosed. The chemotherapy including cisp-
latin, etoposide and bleomycin was given. At the
fourth day of chemotherapy, the penis became prog-
ressively less turgid and soft. After the first cycle
chemotherapy, priapism had completely resolved.

DISCUSSION

Priapism is the occurrence of any persistent erecti-
on for more than six hours duration in the absence
of sexual stimulation. There are two categories of
priapism: low-flow and high-flow. Low-flow type
of priapism is the result of blood being trapped in
the erection chambers and it often occurs without a
known cause in men who are otherwise healthy, but
also affects men with sickle cell disease and leuke-
mia. The other type, high-flow type of priapism, is
more rare than low-flow and usually less painful. It
is the result of a ruptured artery from an injury to
the penis or the perineum (area between the scro-
tum and anus), which prevents blood in the penis
from circulating normally."?

Figure 1. T1 weighted sagittal image with contrast (a) and T2 weighted axial image (b) show a mass lesion placed in the right
pelvis, which made invasion to iliac bone, rectum, iliopsoas muscle, muscles of proximal tigh and penil stump and was contrasted
heterogenously with contrast dye.
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Causes of priapism are different medications, he-
matologic diseases (sickle cell anemia, leukemia,
thalasemia, multiple myeloma), metabolic disease
(amyloidosis, gout, Fabry disease, diabetes), infec-
tious, neurologic diseases (myopathies, transverse
myelitis), trauma (the spinal cord or genital area),
and tumor (especially perineal masses).’

Various solid tumors including bladder and prosta-
te cancer, renal cell cancer have been associated
with priapism are well known. Malignant infiltrati-
on may obstruct venous drainage, thereby promo-
ting stasis and thrombosis in the tissues. Specific
chemotherapy and radiotherapy may be helpful in
such cases.' In children, leukemia is the majority
cause of priapism due to malign diseases.”” In a re-
port by Krawczuk-Rybak et al."”, priapism was re-
ported in a child with endodermal sinus tumor ari-
sing in the prostate. The priapism subsided after the
second cycle, while the tumour and the metastases
showed a good response.

The goal of all treatment is to make the erection go
away and preserve future erectile function. Treat-
ment options include: ice packs, surgical ligation
(used in cases where an artery has been ruptured),
intracavernous injection (used for low-flow pri-
apism), surgical shunt (used for low-flow priapism,
a shunt is a passageway that is surgically inserted
into the penis to divert the blood flow and allow cir-
culation to return to normal) and aspiration.'

In our patient, he had a history of the perineal tra-
uma and was admitted priapism. Magnetic resonan-
ce imaging revealed an intrapelvic mass beside of
the root of the penis. The serum alpha-fetoprotein
level was high. After tru-cut biopsy, endodermal si-
nus tumor was diagnosed. At the fourth day of che-
motherapy, the penis became progressively less tur-
gid and soft.

In conlusion, priapism occasionally can be the pre-
sentation of hematological malignancies in child-
ren. To our knowledge, it has been reported the se-
cond case in children with endodermal sinus tumor.
The goal of the treatment of priapism should be the
prevention of erectile dysfunction and conservative
management such as chemotherapy might be ade-
quate for malignancy related with priapism in
children.
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