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ABSTRACT

 

Trigeminal trophic syndrome is an uncommon clinical entity in which cutaneous trophic ulceration develops
with continuous manipulation of trigeminal dermatomes. Patients spontaneously refer picking, rubbing
and/or scratching at the affected areas because of hypo-anaesthesia, paraesthesia and/or pain following
damage of the sensory trigeminal fibres or nuclei. We herein describe a patient who developed the syndrome
as a sequela of brain stem infarction. Diagnosis by scrape cytology in ruling-out basal cell carcinoma and
other ulcerative skin diseases is discussed and the importance of neurological examination in disclosing
hemi-anaesthesia of trigeminal dermatome(s) is emphasized.
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Introduction

 

Neurotrophic ulceration in the trigeminal area

 

1,2

 

 is a well-

recognized, although rare, complication of alcohol injections into

the Gasserian ganglion for trigeminal neuralgia therapy.

 

3

 

 This

so-called trigeminal trophic syndrome (TTS) is also encountered

in several other neurological diseases, such as neoplasms,

 

4

 

infarction,

 

5

 

 syringobulbia

 

6

 

 and leprosy.

 

7

 

We report here an example of TTS following occlusion of the

posterior inferior cerebellar artery.

 

Case report

 

A 64-year-old Caucasian man presented with multiple

facial ulcers that had been present for 18 months. He reported

that the cutaneous lesions first appeared 6 months after a

cerebellar apopletic stroke. Since then he had experienced

pronounced paraesthesias, mainly consisting of a crawling

and tickling sensation strictly limited to the right side of the

face and scalp. The man reported picking at and scratching the

affected areas.

Dermatological examination evidenced six distinct

ulcers (fig. 1), all strictly limited to the right side of the

face; the tip of the nose was spared. Each ulcer showed

well-defined borders with irregular, sometimes bizarre out-

lines and no nodularity.

A scrape cytology smear and a subsequent punch biopsy

fragment were taken at the border of the ulcer located on the

right nasolabial fold. The cytopathological picture showed only

inflammatory cells, elastic fibres and a few hyperplastic basal

cells (fig. 2); histology revealed chronic non-specific ulceration

(fig. 3). Neurological examination disclosed loss of the left

corneal reflex and anaesthesia to touch, temperature and

pinprick in the distribution of V

 

1

 

, V

 

2

 

 and V

 

3

 

. Computed tomo-

graphy examination failed to reveal any area of parenchymal

damage outside the cerebellum. A psychiatric consultation gave

unremarkable results.

The patient was treated with vitamin B supplements and

amitriptyline, and a protective device was applied in order to

prevent manipulation during night. However, the clinical

improvement was minimal and the patient was lost to follow-up.

 

Discussion

 

TTS, neurotrophic trigeminal ulceration, and ulceration en

arc

 

1

 

 indicate facial ulceration(s) that follows damage to the

fibres conveying pain and temperature sensation in the tri-

geminal area.
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The first case of TTS was reported by Loveman in 1933 as a

‘carcinomatous-like ulcer’ following resection of the Gasserian

ganglion.

 

2

 

 A brain infarction, as observed in our patient, may

cause a TTS when the vascular damage takes place along the

posterior inferior cerebellar artery, which supplies both the

cerebellum and the trigeminal nuclei of the brain stem. In such

a case, the trophic disease appears to be direct proportional to

the degree of residual analgesia in the trigeminal areas.

Clinically, the typical picture of TTS is one or several cres-

centic ulcers that often begin at one side of the nose, sparing the

tip. The ulcers are strictly monolateral and painless, but often

cause considerable distress; bleeding may be troublesome.

In virtually all cases, patients spontaneously refer paraesthe-

sias (burning, itching, crawling and/or tickling sensations) and

repeated manipulations (picking, rubbing and/or scratching)

at the affected areas. Therefore, the differential diagnosis of TTS

from factitial skin syndromes, such as neurotic excoriations,

can be easily made even on the basis of the patient’s report

alone. Moreover, factitial skin syndromes differ from TTS by

showing normal sensitivity, an abnormal personality of the

obsessive-compulsive type, and a bilateral (and often symmet-

rical) distribution of the skin lesions.

 

8

 

The differential diagnosis of TTS must also include basal cell

carcinoma, squamous cell carcinoma, lethal midline granuloma,

herpetic reactivation and ulceration, syphilis, leishmaniasis,

leprous trigeminal vasculitis, yaws, blastomycosis, paracoccidi-

omycosis, pyoderma gangrenosum, Wegener’s granulomatosis.

 

9

 

Cutaneous histopathology of TTS is not specific 

 

per se

 

, but

allows the exclusion of most of the above-mentioned entities.

In our opinion, in an adequate clinical context, even a scrape

cytology sample is sufficient to rule out both neoplastic and

granulomatous skin diseases;

 

10–12

 

 compared with biopsy his-

topathology, scrape cytology sampling is less traumatic, less

expensive, and a shorter technical procedure.

In order to achieve the final diagnosis of TTS, one must keep in

mind the following problems: (i) patients almost invariably report

paraesthesias in the trigeminal area; however, paraesthesias

fig. 1 Multiple monolateral ulcers with minimal inflammatory response.

Fig. 2 Elastic fibres, inflammatory cells and hyperplastic basal cells on scrape

cytology (Papanicolaou, original magnification × 400).

fig. 3 Histological examination showing a non-specific ulceration (haematoxylin

and eosin, original magnification × 200).
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are symptoms, i.e. subjective (and not objective) data; (ii) con-

tinuous manipulations at the affected areas are spontaneously

referred as well (these are not pathognomonic and may be

superimposed on other dermatoses); (iii) in the case of post-

apopletic TTS, neuroradiological examinations may give negative

results when the vascular damage of the brain stem is restricted

to small areas; and (iv) cutaneous cytohistopathology is

non-specific.

For these reasons, in our opinion, the final diagnosis of TTS

must be based on neurological examination: the finding of

hypo-anaesthesia within the trigeminal dermatome(s) allows

evaluation of the neurological impairment, which is the patho-

genetic basis of the syndrome.

The therapy of TTS often proves unsatisfactory. Good results

are occasionally reported with plastic surgery in which innerv-

ated flaps from the unaffected side of the midline are used to

cover the defect.

 

13

 

 In other cases, either cervical sympathec-

tomy

 

14

 

 or transcutaneous electric stimulation

 

15

 

 are effective,

thus providing evidence for a trophic effect of the normal

trigeminal innervation on its dermatomes; the repeated trauma

could act as a precipitating factor, as observed in cases of dia-

betic neuropathy in diabetic foot ulcers.

 

16
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