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A case of Frey's syndromeA case of Frey's syndrome

Sir,
Frey’s syndrome is characterized by episodic flushing, 
paraesthesia, and hyperhidrosis in the preauricular 
region. Frey’s syndrome emerges 3-24 months after 
surgery involving the parotid or temporo-mandibular 
joint.[1,2] This syndrome may also develop due to 
auriculo-temporal nerve injury in patients who 
underwent closed treatment for maxillo-mandibular 
joint trauma. In the recovery process, misdirected 
regeneration of sympathetic nerve fibers innervating 
vessels and parasympathetic nerves innervating 
salivary glands was suggested to be involved in the 
pathogenesis of Frey’s syndrome.[3] Herein, we describe 
a female patient who developed Frey’s syndrome after 
mandibular surgery following a bicycle accident. 
This case report demonstrates a localized gustatory 
hyperhidrosis on the right zygomatico-facial nerve 
distribution, which is an unusual presentation of 
Frey’s syndrome.

A 38-year-old female patient presented with episodic 
flushing, burning sensation, and sweating on her right 
cheek after eating especially spicy and sour food. She 
did not remember exactly when these complaints 
had begun; however, she had a history of a bicycle 
accident and open surgery due to mandibular condyle 
fracture. Dermatological examination revealed a rapid 
onset of diffuse erythema on the right cheek after she 
ate lemon. Minor’s iodine starch test demonstrated a 
localized hyperhidrosis on the periorbital area over the 
right zygomatic arch [Figure 1]. The right mandibular 
condyle was smaller than the left one on the panaromic 

chin radiograph. Based on these findings, the patient 
was diagnosed as having Frey’s syndrome.

Frey’s syndrome, which is also known as auriculo 
temporal syndrome or gustatory hyperhidrosis, was 
first described by a neurologist named Lucie Frey in 
1923.[4] About 2.6%-97.6% of patients who undergo 
parotid surgery may have this syndrome, and severe 
symptoms may be observed in about 15% of them.[1,5] 
The etiopathogenesis of Frey’s syndrome was suggested 
to involve misdirected nervous regeneration. The 
auriculo temporal nerve is a mixed nerve consisting of 
both sympathetic and parasympathetic fibers. Nerve 
fibers innerving salivary glands may be cut during 
surgery or after trauma. During the regeneration of 
parasympathetic nerve, a misconnection with distal 
sympathetic nerves of subcutaneous sweat glands was 
suggested to lead to development of new reflex arcs. 
Frey’s syndrome is diagnosed depending on the history, 
symptoms, and assessment with Minor’s iodine starch 
test.[1] Treatment choices include surgery, application 
of topical and systemic anticholinergic agents, 
antiperspirants, and botulinum toxin injections.[1,5] 
In our case, the patient had a diffuse flushing on the 
whole cheek but only a localized hyperhidrosis over the 
zygomatico-facial area. To the best of our knowledge, 
there is no similar case with Frey’s syndrome presenting 
with these unique features. We cannot conclude the 
exact cause for our case since both trauma resulting 
in condylar fracture and management with surgical 
operation might have resulted in Frey’s syndrome. We 
suggest that a misdirected regeneration process might 
have developed to an aberrant anasotmosis between 
the auriculo-temporal nerve and the zygomatico-facial 
branch of the maxillary nerve innerving sweat glands.
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Figure 1: Positive iodine starch test: gustatory hyperhidrosis 
became visible on the distribution of zigomaticofacial nerves
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Late onset localized Late onset localized 
steatocystoma multiplex of the steatocystoma multiplex of the 
vulvavulva

Sir,
Steatocystoma multiplex is a hamartomatous 
malformation of the pilosebaceous duct junction, and is 
often familial with an autosomal dominant inheritance. 
The lesions typically appear in adolescence or early 
adulthood; however, steatocystoma multiplex can first 
develop late in life. Although it is principally located 
on the upper anterior portion of the trunk, upper arms, 
and thighs, several reports of localized steatocystoma 
multiplex limited to the face, scalp, groin, and vulva 
have been described.[1] This case report describes 
an 82-year-old woman diagnosed with sporadic 
steatocystoma multiplex strictly confined to the vulva, 
the oldest patient and the most late onset known in 
the literature.

An 82-year-old woman presented to the dermatology 
outpatient clinic for a slowly growing skin lesion 
on the vulva of about 6-month duration [Figure 1]. 
Physical examination revealed multiple non-tender 
white to yellow cystic papules and nodules of various 
sizes on her vulva. She had no family history of skin 
lesions or nail dystrophy, and the results of routine 
laboratory testing were within normal limits. A skin 
biopsy from one of the cysts showed a stratified 
squamous epithelium with an absent granular layer. 
Sebaceous glands were located in the cyst wall, and 
there was a homogeneous, undulating, eosinophilic 
cuticle on the luminal side wall [Figure 2]. Based on 

these pathological and clinical findings, we made the 
diagnosis of a localized variant of vulvar steatocystoma 
multiplex.

Although our case demonstrated the characteristic 
histopathological findings of a steatocystoma, its 
unusual location and late onset were particularly 
interesting. In contrast to the typical steatocystoma 
multiplex seen in patients, the lesions in this case were 
limited to the vulva. To date, only four cases dealing 
with vulvar steatocystoma multiplex have been reported 
in the literature.[2,3] In 1948, Lewis was the first to 
describe a 37-year-old woman with multiple sebaceous 
cysts confined only to the vulva, but histopathological 
findings were undefined. The case was familial and 
the lesions were suppurated.[2] The second patient 
was a 40-year-old woman with the familial form. The 
patient received surgical treatment to address pain. 

Figure 1: Multiple cystic papulonodules of varying sizes on the 
vulva

Figure 2: Sebaceous glands located in the cyst wall, and a 
homogeneous, undulating eosinophilic cuticle seen on the luminal 
side of the wall (H and E, ×100)
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