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ABSTRACT

Priapism is prolonged penile erection that persists beyond or is unrelated to sexual stimulation and this is associated
with significant psychological, socioeconomic and physical morbidity. It is a urologic emergency as delayed
intervention may result in penile fibrosis and consequent erectile dysfunction. The aim of this paper is to present our
experience in the management of the rare occurrence of stuttering priapism in a 32 years old man following surgical
excision of cervical schwannoma during the early postoperative period and review relevant literature on management
of this urologic entity. Stuttering priapism may complicate cervical spine tumor excision but may demonstrate

complete patient recovery.
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INTRODUCTION

Priapism which is prolonged penile erection that persists
beyond or is unrelated to sexual stimulation is associated
with significant psychological, socioeconomic and
physical morbidity. It is a urologic emergency as delayed
intervention may result in penile fibrosis and consequent
erectile dysfunction. Stuttering priapism is a variant of
ischaemic type and is characterized by episodes of
painful erections lasting less than four hours. It has
commonly been reported in patients with sickle cell
disease.? Priapism though a predominantly a male
affliction has been rarely reported in females.®

We present our experience in the management of a 32
years old man who developed stuttering priapism in our
practice following surgical excision of cervical spine
schwannoma that occurred during the early postoperative
period and to review the relevant literature on the
aetiology, pathogenesis and management of stuttering
priapism.

CASE REPORT

We are presenting the clinical case of Mr. MM, a 32
years old male patient who was seen and evaluated at the
neurosurgery clinic with complaints of gradual and
progressive weakness of all the limbs associated with
paraesthesia for over 14 months. He had no previous
history of trauma to the neck and no other complaints. He
had no history of hypertension, diabetes, mellitus,
bronchial asthma or previous surgery and had no history
of symptoms suggestive of sickle cell disease. He did not
smoke cigarettes or consume alcoholic beverages. There
was no documented history of drug allergies.

Clinical examination revealed a young male patient,
wheel chair-bound, not in any obvious distress, blood
pressure was 120/80 mmHg, pulse rate of 88 beat per
minute. The chest was clinically clear. The abdomen and
pelvis were normal. Neurologic examination revealed
power of 2/5 in all the limbs, global hypertonia and
sustained provoked knee and ankle clonus bilaterally. He
had normal muscle bulk and normal skin.
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Basic investigations that included urinalysis, full blood
count, electrolyte, urea and creatinine, clotting profile,
chest X-ray and abdominal ultrasound and all these tests
were all normal.

Cervical spine magnetic resonance imaging (MRI)
showed an intra-dural, extramedullary lesion spanning
from C3 to C6. The lesion was isointense on T1, hyper
intense on T2 and had homogeneous enhancement on
contrast injection. He had cervical laminectomy under
general anaesthesia with complete tumour excision.

He was admitted into the intensive care unit (ICU) and on
the day 2nd post-operative he started having recurrent
penile erections up to a total of 4 episodes at intervals of
time varying from 1 to 3 hours. The urologist was invited
and who made a diagnosis of stuttering priapism. In
addition to the continuation post-operative intravenous
fluids, he had aspiration of the corpora cavernosa with the
resultant penile detumescence. There were no more
episodes of penile erections. He underwent post-operative
physiotherapy for the quadriparesis for which he showed
full recovery of power in all the limbs nine months post
operatively. Patient during subsequent had normal
erectile function. Histology of the surgical specimen
concluded it to be that of schwannoma.

B "\

Figure 1: Stuttering priapism with erect penis.

Figure 2: Penile detumesence after corporal
aspiration.

DISCUSSION

Normal penile erection is due to complex physiologic
processes that result from inter-play of vascular, neural,
endothelial, humoral, hormonal and smooth muscle
events arising from auditory, visual, olfactory as well as
penile stimulation.* Penile erection is initiated by
activation of the parasympathetic nerves upon sexual
stimulation which causes vasodilatation of the cavernous
hellicine arteries and relaxation of the trabecular smooth
muscles.> Research in this century has led to
identification of key neurotransmitters and signalling
pathways such, as nitric oxide, adenosine, melanotropic
peptides, and endogenous urotensin 11.5° Priapism
represents an abnormality of the normal penile erection
and results from a combination of disturbances involving
the regulatory mechanisms that control penile
tumescence, detumescence and the maintenance of penile
flaccidity state and may be due to excess release of
contractile neurotransmitters, malfunction of the intrinsic
detumescence mechanism, obstruction of draining
venules or prolonged relaxation of intra-cavernous
smooth muscles.! Stuttering priapism which may also be
termed recurrent or intermittent type is characterized by
recurrent/repetitive episodes of unwanted, persistent,
painful penile erections with intervening periods of
detumescence with each episode lasting less than four
hours.® The recurrent episodes of stuttering priapism in
the patient sometimes may increase in frequency and
duration and thus progress to major episodes of ischaemic
events with the resultant penile fibrosis and erectile
dysfunction and therefore the need for emergent
treatment.

Stuttering priapism is an erectile disorder that occurs
mainly in the male as was found in our index patient,
however, this disorder has been rarely reported in females
and manifests as prolonged erection of the clitoris leading
to clitoral engorgement, swelling of the clitoris and
vulval pain.® Stuttering priapism has been reported
mainly in association with haematologic diseases such as
sickle cell disease, glucose-6-phosphate dehydrogenase
deficiency, hereditary spherocytosis and the use of
psychoactive drugs.'**® Priapism resulting from acute
spinal cord injury have been reported to be of the non-
ischaemic  variety and may be  managed
conservatively.**>  However, priapism due to
neurosyphilis, sickle cell disease, leukaemia are usually
of the ischaemic type.5°

In our index patient, there was no clinical evidence of
sickle cell trait or the disease and the episodes of
stuttering priapism occurred only after excision of the
cervical spinal tumor. Neurological diseases such as
trauma and infection have been implicated as probable
causes of stuttering priapism in some reports.?° Gottsch et
al in their series found that the second most common co-
morbid condition that manifests as priapism was
neurologic injury as a result of acute central nervous
system injury.? Priapism in this setting results from the
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pathologic stimuli of the cervical spinal cord from acute
injury or surgery as was present in our index patient.??
However, several patients presenting with priapism have
been found not to have any distinct aetiology leading
these referred to as idiopathic priapism.?

Management of stuttering priapism has been a therapeutic
challenge to the urologists as most treatment modalities
have not demonstrated consistent efficacy. The goal of
the management of a patient with stuttering priapism is
the prevention of future episodes, while the management
of each episode should follow the specific treatment
recommendations for acute ischaemic priapism. The
management of the patient can be achieved by surgical
intervention, hormonal manipulation, and
pharmacotherapy by increasing corpus cavernosum
smooth muscle tone.?*

Management of the patient with ischaemic priapism that
is as a result of worsening of the stuttering state is similar
to that of ischaemic priapism which comprises of a step-
wise algorithm of corporal aspiration, irrigation
combined with intra-cavernous alpha adrenergic agonists
and the creation of distal to proximal shunts.!! Our index
patient only had corporal aspiration which resulted in
penile detumescence and there was non-recurrence of the
priapic state. However, in patients in whom initial
corporeal aspiration and intra-cavernous alpha-adrenergic
agonists irrigation fail, creation of distal cavernosal
shunts becomes necessary to preserve penile structural
and functional integrity.?®

A modified technique of treatment of recurrent priapism
that involves combined creation of a Winter’s shunt and
continuous cavernosal saline irrigation without the
addition of alpha receptor agonist has been described.2®

Use of oral systemic pharmacologic agents in the
management of stuttering priapism aim at preventing
additional episodes that may progress to major events
through hormonal manipulations and increasing the tone
of the smooth muscle of the corpus cavernosum.?

The primary goal of hormonal therapies for stuttering
priapism is suppression of serum testosterone which has
been known to have central or peripheral action in
controlling the priapic state.?’ These hormonal agents
include oestrogens in form of stilbesterol, gonadotropin
releasing hormone agonists (GnRH), alpha reductase
inhibitors,  anti-androgens, and  ketoconazole.?®%?
Antiandrogens including flutamide and bicalutamide
bring suppress testosterone action by direct suppression
of androgen receptors.®! Dutasteride and finesteride, both
of which are 5 alpha reductase inhibitors inhibit the
conversion of testosterone to the more metabolically
active dihydrotestosterone and these molecules have
been utilized in the long-term prevention of stuttering
priapism.%°

Ketoconazole, an anti-fungal agent, due its inhibition of
testicular and adrenal androgens synthesis has been used
singly or in combination with prednisone in a reported
case series of patients with recurrent ischaemic
priapism.32

The draw-back to the long-time use of hormonal agents
in the management of stuttering priapism is the
occurrence of substantial adverse effects such as erectile
dysfunction, loss of libido, gynaecomastia, metabolic and
cardiovascular complications.®

Other pharmacological therapies which act by increasing
corpus cavernosum smooth muscle tone have been
investigated and applied in treating and preventing the
occurrence of stuttering priapism. Phosphodiesterase type
(PDE-5) inhibitors have been administered at low doses
to control occurrence of recurrent ischaemic priapism in
sickle cell disease patients.** A double-blind placebo
controlled study that involved administration of 50 mg of
sildenafil to sickle cell disease subjects with recurrent
ischaemic priapism demonstrated a four-fold reduction in
priapism in those subjects who had adhered to their drug
treatment though the result of the study did not
demonstrate a statistically significant difference with the
placebo group.®

Digoxin, is a cardiac glycoside that acts to inhibit smooth
muscle sodium-potassium ATPase thus preventing efflux
of calcium from the cell thus increases the intracellular
calcium level with the resultant smooth muscle
contraction and penile tumescence.®® Digoxin impairs
nitric oxide mediated smooth relaxation of the human
corpus cavernosum. However, its side effects profile and
the need for regular blood level monitoring may preclude
it from being of first-line use in patients with prolonged
recurrent episodes of stuttering priapism.¥’

Terbutaline is a beta-2 agonist that causes relaxation of
vasculature smooth muscles. In the sickle disease patient,
it promotes oxygenated arterial blood flow in the
cavernosa thus washing out stagnant sickle cells.?” Oral
terbutaline has been used in the treatment of stuttering
priapism either of the idiopathic or pharmacologically
induced varieties.®

Certain patients may present with recurrent priapism that
is refractory to the usual pharmacologic agents mentioned
above. In such patients, baclofen, a centrally acting
gamma amino butyric acid B agonist usually
administered in the treatment of spasticity in patients with
upper neurone syndromes becomes useful in such cases.*

Gabapentin, an anticonvulsant, antinociceptive and
anxiolytic agent that has been has been reportedly used in
the treatment of recurrent refractory idiopathic priapism
as it was administered in titrated doses beginning from
400 mg six hourly to a total of 2400 mg daily with
complete resolution of the priapism.*°
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CONCLUSION

Stuttering priapism mainly result from haematological
disorders but rarely from neurological trauma to the
cervical spine. Conservative management and corporal
aspiration and irrigation may suffice for some patients.
However, for treatment of refractory cases and in the
prevention of future episodes of priapism, an array of
hormonal and pharmacological therapies is available.
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