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CLINICAL CASE REPORTS

Rare Case of Paediatric Neuralgiform Headache with Autonomic
Symptoms: Diagnosis and Management Challenges
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ABSTRACT

Neuralgiform headache, though rare, presents a diagnosis challenge in paediatric patients. This case study describes a
13-year-old female who experienced intense, electric shock-like headaches for two months. The headaches were unilateral,
triggered by cold water, and associated with autonomic symptoms such as tearing, nasal congestion, and ptosis. Given the
patient’s clinical presentation, a diagnosis of short-lasting unilateral neuralgiform headache attacks with cranial autonomic
symptoms was proposed. Imaging tests revealed sinusitis and a dental periapical lesion. Surgical intervention and treatment
with gabapentin along with clinical hypnosis resulted in significant pain relief, although not complete. This case underscores
the importance of thorough investigation and multidisciplinary management in paediatric patients with complex headache
presentations. The long-term prognosis is variable, warranting ongoing follow-up.
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INTRODUCTION

Headache is one of the most frequent symptoms in the
paediatric patient population and can occur in both acute and
chronic contexts. It is one of the leading causes of disability
in adolescents and young adults (ages 10 to 24 years).*”
About 60% of children and adolescents experience headaches
deemed as significant at any point in their lives,*” but the
incidence is higher in female adolescents.®

According to the International Classification of Headache
Disorders, headaches can be classified as primary or
secondary.® Primary headaches can have a significant impact
on the quality of life of the child/adolescent, the ability to
participate in sports and social activities, on relationships with
peers and family, and school performance.” Additionally, they
have important financial implications, both at a personal and
community level.>® However, despite their high incidence and
widely recognized implications, they remain underdiagnosed
and undertreated worldwide, likely due to a low mortality
rate.(®

Trigeminal autonomic cephalalgias are primary headaches
that can be subdivided into several subtypes: cluster
headache, paroxysmal hemicrania, hemicrania continua,
and short-lasting unilateral neuralgiform headache attacks.®
The latter can be further subdivided into two groups: short-
lasting unilateral neuralgiform headache attacks with cranial
autonomic symptoms (SUNA) and short-lasting unilateral
neuralgiform headache attacks with conjunctival injection
and tearing (SUNCT).® The estimated prevalence of short-
lasting unilateral neuralgiform headache attacks is thought to
be 6.6/100,000 people with a typical age of onset of 35-65
years, although children and adolescents can also be affected.
@9 SUNCT is more common in males, whereas SUNA is more
frequently observed in females.®

CASE REPORT

A 13-year-old female adolescent presented to the
emergency department with intense electric shock-like
headaches lasting for two months. She described the
headaches as left-sided hemicranial, lasting for seconds,
with several episodes a day, without prodromal symptoms,
associated with ipsilateral eyelid paraesthesias, tearing,
nasal congestion and ptosis. Triggers were not constant:
water contact on the face during bathing or brushing teeth,
or cold pool water. Some of the longer-lasting episodes were
relieved with warm water. Associated symptoms included
ipsilateral ptosis and hypoacusis, upper eyelid myoclonias,
and occasional trismus. Coincidentally, in the previous
two months she had had multiple visits to the emergency
department and hospitalizations for acute suppurative otitis
media, initially on the right and subsequently on the left, with
associated otomastoiditis and external otitis. She was treated
with several cycles of topical and oral antibiotics. Regarding
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her medical history, she was an excellent student, practiced
synchronized swimming, and played a musical instrument (the
cello). Due to hypoacusis and worsening headaches with cold
water contact, she stopped exercising and playing the cello,
which also impacted her academic performance and caused
significant psychological distress.

She was admitted to the hospital for further investigation.
Physical examination during both the pain episodes and
periods without complaints revealed no neurological findings
other than profound allodynia in the peri-auricular area
(in both the trigeminal and cervical plexus areas), which
was intriguing. A computed tomography scan of the head
showed left frontal and bilateral maxillary sinusitis, with no
intracranial abnormalities. Subsequently, magnetic resonance
angiography was performed given the main diagnosis
hypothesis of neuralgiform headache with autonomic
symptoms, to exclude secondary lesions or vascular anomalies.
The imaging test revealed inflammatory polysinusitis with
acute exacerbation in the right maxillary sinus and a dental
periapical lesion protruding into the alveolar recess of the left
maxillary sinus (Figure 1), while the angiography was normal.

Figure 1 - Magnetic resonance revealing no structural
encephalic lesions, and patent cisternal spaces with a well-
defined appearance of the cranial nerves, particularly llland V.
Inflammatory polysinusopathy, with acute exacerbation in the
right maxillary sinus. Dental periapical lesion protruding into
the alveolar recess of the left maxillary sinus, likely associated
with tooth 2.6.

This lesion was considered an accidental finding, often found
in many patients. However, because it was not possible to
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exclude a secondary cause to the headache, the patient was
referred to a stomatology specialist. During hospitalization,
she was medicated with gabapentin 100 mg twice daily and
experienced pain relief, leading to discharge for outpatient
follow-up. The hypothesis of a diagnosis of neuralgiform
headache with autonomic symptoms was considered.

For the following six months, gabapentin was increased
weekly, until reaching a dose of 300 mg twice daily,
resulting in progressive improvement of the pain episodes,
although without complete resolution. The patient still
reported having similar episodes, although less frequently.
Tympanometry and audiometry revealed mild left-sided
hypoacusis. She was evaluated by a stomatologist because
of the findings in the magnetic resonance imaging, and an
odontogenic origin was hypothesized. Exodontia of the lesion
was performed, requiring extensive reconstruction of the
left maxilla. Histopathological evaluation revealed later an
inflammatory lesion with probable odontogenic origin, without
other malignant findings. After surgery, she experienced
substantial pain relief, although complete resolution was not
achieved. She maintained treatment with gabapentin and
initiated clinical hypnosis, with clinical improvement, but still
reported sporadic episodes (at least one every three months),
though less intense. The pain characteristics were the same
as described initially. The patient continued to be monitored
by the maxillofacial surgeon, otorhinolaryngologist and a pain
specialist as an outpatient.

DISCUSSION

The diagnosis of neuralgiform headache, although rare,
should be considered in a patient with highly suggestive
clinical features, namely episodes of intense headaches
lasting for seconds, in the area of the trigeminal nerve, and
with neuropathic pain characteristics, such as pain felt as an
electric shock or stabbing and its triggers. Despite the fact
that the pain associated with SUNA is usually orbitary, the
neuropathic and autonomic exuberant characteristics of the
pain in this patient made the diagnosis very likely. The fact
that these episodes occurred both with and without triggers
also fits this diagnostic entity.

In the differential diagnosis, the intense pain associated
with touch, both in the preauricular area and the retroauricular
area, made the diagnosis of trigeminal neuralgia less likely,
given that the retroauricular area is innervated by the cervical
plexus. In a patient with several ear infections, Gradenigo’s
syndrome should also be ruled out. This syndrome manifests
as atriad characterized by otorrhea, abducens nerve palsy, and
pain in the trigeminal nerve distribution and can develop as a
result of an ear infection complicated with contiguous spread
of petrous apicitis to the nearby neurovascular structures. The
triad is rarely present in all of the patients, but the pain is not
usually associated with autonomic symptoms. Moreover, the
neuroimaging exams performed did not reveal any finding

suggestive of this pathology.”

The presence of uncontrolled pain for a long period of
time and recurrent episodes may have contributed to the
onset of allodynia and a lowered pain threshold, suggesting
dysregulation of the central nervous system. Usually,
SUNCT and SUNA are primary headaches, although there
are some described cases of neuralgiform headache with a
secondary cause, namely structural or anatomical changes
in the posterior fossa or pituitary gland. There are also some
cases of SUNCT and SUNA secondary to viral meningitis,
meningoencephalitis, traumatic brain injuries or periapical
inflammation.®** Neuralgiform headache can also be due to
neurovascular loops, which may justify vascular intervention.
7 These cases suggest that peripheral pain mechanisms
may play an important role in the pathophysiology of these
entities.

In order to consider neuralgiform headache as a possible
cause, the headache must meet the following criteria: a
close temporal relationship between the symptoms and the
appearance of the lesion (in this patient it was difficult to
pinpoint the timeline), concordance between the location of
the pain and the side of the lesion, and remission of complaints
immediately after removal of the lesion.®® In this particular
case, the presence of a maxillary lesion raised the suspicion
for secondary SUNA. However, after the surgery, the patient
still complained of pain episodes, although less intense and
less frequent.

One of the diagnostic criteria for neuralgiform headache
is that there is no other diagnosis that better explains the
symptoms.® The patient described in this report had a
simultaneous history of ear infections, including complication
with left-sided otomastoiditis, ipsilateral to the headache.
Althoughthe infection was initially accepted as a possible cause
for the pain, it was later considered unlikely because clearance
of the infection was not accompanied by resolution of the
headaches. The episodes were less intense after gabapentin
was initiated, but did not resolve completely, suggesting a
neuropathic mechanism for the pain accompanied by central
dysfunction of the pain regulation mechanisms. Due to the
periapical lesion protruding into the alveolar recess of the left
maxillary sinus, odontogenic headache was also considered,
but removal of the lesion was associated with partial pain
relief only, making this diagnosis challenging.

The preventive treatment for neuralgiform headache
includes various therapeutic interventions, namely
lamotrigine, topiramate, and gabapentin.® The reported
effectiveness of gabapentin for pain relief in SUNA varies
depending on the study: 39%"° vs. 10%.2°

There is not enough scientific evidence to provide an
accurate estimate of the long-term prognosis of neuralgiform
headache. Some patients may experience symptom relief
over months to years, while others may have persistent or
recurrent symptoms throughout their lives. In other types of
trigeminal autonomic headaches, many patients experience a
decrease in symptom frequency with age.*? In this case, the



patient has shown a favourable evolution, with significant
reduction in the frequency of the pain episodes, maintaining
only sporadic episodes after a few months of treatment.

CONCLUSION

Neuralgiform headache, despite its rarity, should be
considered in paediatric patients presenting with intense,
short-duration headaches in the trigeminal nerve area,
particularly when accompanied by autonomic symptoms.
This case highlights the complexity of the diagnosis and
the need for comprehensive evaluation, including imaging
and careful assessment of the medical history, to identify
potential secondary causes such as an odontogenic origin.
Early recognition and appropriate intervention can mitigate
the substantial psychosocial impact of this condition,
particularly in active adolescents. Continued research and
clinical awareness are essential to better understand the
long-term prognosis and optimise management strategies for
neuralgiform headaches in the paediatric population.
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