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The FTD diagnosis is mainly clinical; we rely on the DSW
IV criteria, consisting of personality changes, alterationsin
behaviour and inlanguage, among others. Greater relevance
should be given to psychotic disorders such as paranoid
delusions, which barely receive importance in most studies.
However, one study hasobserved it in up to 30.3%of patients
as a first complaint, and in up to 69.2%in the first visit'.

We must remember that with the use of imaging
techniques it is possible to find frontotemporal atrophy in
62% and even decreased glucose metabolism in frontal
areas*®. However, this is not always the case and we may
not find atrophy or, as in this case, an atrophy of temporal
areas in isolation, without a frontal condition.

The incidence of FTD in Soain is 14/ 100,000 inhabitants,
and the incidence of ALSis 5-6/ 100,000 in Western European
countries; only 2%do develop the ALS-dementia complex”é.
This indicates that it is highly unlikely for the two diseases
to occur together, but there are studies showing that in up
to 10% of FTD cases, where there was no MND clinic, a
motor-neuron condition can be observed*®.

In our case, we noticed the speech alteration described
by the patient’s family, which led us to objectify the
hypoglossal paresis and thus to search for MND, as she
presented no other clinical manifestations that made us
think of it.

Both diseases usually occur almost simultaneously and,
when this happens, have a severe, rapid progression®'. In
this patient, contrary to what has been described, the MND
appears (currently, subclinical) after 1 year of evolution of
the FTD, no doubt of slow evolution, which confers her
better prognosis than expected. Although at present she
only presented affection of the lower motor neuron, she
will most likely end up suffering first motor neuron lesions.

Theprognosisinthesecases, wherebothneurodegenerative
diseases coexist, is very unfavourable; it can vary between
4 and 10 years®. For all these reasons, it isvitally important
to search for such an association, to anticipate all the
processes that may be necessary in the case of future
complications, specific to the disease progression.

Ultimately, this case highlights that the occurrence of
MND is not always simultaneous with that of FTD, nor must
it be accompanied by a terrible evolution. We therefore
consider that, in patients with FTD, adequate clinical
monitoring and thorough neurological examination designed
to accept that signs of motor-neuron disease might coexist

are of great importance. Thisrequires keeping it in mind in
our differential diagnoses when faced with a cognitive
impairment of the frontal type.
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PANDAS: adult variant
PANDAS, variante del adulto

Dear. Editor:

Sreptococcal infection in childhood is usually benign and
with a self-limited presentation, although a small percentage
of children may develop neurological and/ or neuropsychiatric
disorders'. Sydenham chorea () isthe best known of these

entities, but PANDAS(Paediat ricAutoimmuneNeuropsychiatric
Disorder Associated with Sreptococcal throat infection) is
another well-defined syndrome in which tics and obsessive-
compulsive disorder (OCD) may be caused by beta-haemolytic
group Astreptococci (BHGAS) infection. SCisthe neurological
manifestation of rheumatic fever (RF) and, although it is
true that there may be overlap between this entity and
PANDAS the latter is well distinguished from SC by the
absence of carditis (with equal prevalence in the general
population) and chorea infection itself23.
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This was an 18-year-old female, veterinary student, who
underwent tonsillectomy at age 16, without a family history
of movement disorders, who referred a clinical case of
abrupt onset, of 36 hours of evolution, characterised by
involuntary movements (occasionally controllable for a
short period) that began at the proximal level in arms, trunk
and neck; these movements disappeared with sleep and
increased with stress and lack of rest. A few days before
these clinical signs commenced, she presented an isolated
fever spike, without an apparent infectious focus. She
denied consumption of toxic substances, oral contraceptives
or other drugs.

The general physical examination was unremarkable (no
fever). No skin nodules or erythematous lesions were
observed. In the neurological examination, higher functions
and language were normal. The cranial nerves were also
normal and eye-tracking was good. Segmental force was
preserved 5/ 5, with a myotatic reflexes symmetrically alive
+++ ++++, with Gordon’s phenomenon present (Hung-Up
Knee Jerks). Discrete generalized hypotonia was observed,
and there were also some complex movements (with
choreiform elements and motor tics) in the arms, trunk and
neck. There were no data of motor impersistence. She did
not present associatedbradykinesia. Sensitivity, coordination
and gait were preserved.

She underwent the following additional tests: complete
blood count, basic biochemistry, polymerase chain reaction
(PCR), variant surface glygoprotein (VSG), toxins in urine,
alcohol in blood, iron study, lipid profile, ceruloplasmin,
tumour markers, thyroid hormones, lead, copper, zinc,
urine sediment, study of autoimmunity (antinuclear
antibodies, anti-DNA, anti-SV, anti-RNP anti-Ro, anti-La,
anti-Jo1, antimitochondrial antibodies, anti-LKM, IgG
antireticulin antibodies, anti-smooth muscle antibodies,
parietal cells antibodies, anti-TPO (antimicrosomal)
antibodies, anti-thyroglobulin (Tg) antibodies, ANCA
antibodies, IgA and IgG anti-gliadin antibodies, 1gG and
IgM  anticardiolipin  antibodies), peripheral blood
acanthocytes, B2-glycoprotein |, serology for HIV, HBV,
HCV, syphilis, HSV-1 and Il, varicella zoster, CMV, EBV, Paul-
Bunnell, VH6, VH8, rubella, measles, mumps, Rickettsia
conorii, parvovirus, Brucella, Borrelia, HTLV-1 and I,
enterovirus, and leptospirosis, all within normal limits. A
lumbar puncture was also carried out, with biochemistry,
anatomical pathology and microbiology for neurotropic
viruses (including PCR for EBV), culture and gram-
negatives. An antistreptolysin Otest (ASOT) wasrequested,
with atitration of 439 IU/ ml (below 200). The pharyngeal
exudate was negative. Additionally, ECG, chest radiograph,
cranial CT, brain MRl and transthoracic echocardiography
were also conducted: all results were within normal
limits.

While admitted, the patient was treated with 1 daily
intravenous bolus of 1000 mg methylprednisolone for 3
consecutive days, and 1 intramuscular injection of 1,200,000
IU of benzathine penicillin G. The evolution during hospital
stay was favourable. Home therapy with amantadine (every
24 h) and Zyprexa 2.5 mg (every 12 h) was instituted. In
consultation one month after discharge, the ASOT titration
had fallento 401 IU/ ml and the pharyngeal culture remained
negative. At present, the patient has clearly improved from

theinitial symptoms, but they still remain at a more discreet
level and there is evidence of a worsening during periods of
stress.

As explained previously, the patient was diagnosed with
the adult variant of PANDAS Among the 5 diagnostic criteria
for PANDAS are: the presence of OCD and/ or tics, onset in
paediatric age, episodic course of symptom severity,
association with streptococcal infection (BHGAS and
association with neurological disorders, such ashyperactivity
or associated, choreic-type involuntary movements. Several
variants have been described, such as the dystonic,
myoclonus, chronic and adult variant.

Until the nineties, SCwasconsidered the only neurological
sequelae associated with streptococcal infection®.
Qubsequently, the spectrum of neurological manifestations
was expanded and it currently includes entities such as
PANDAS Tourette syndrome, attention deficit disorder with
hyperactivity, dystonia, myoclonus, anorexia nervosa and
others™®.

The term PANDAS coined by Svedo', is an acronym that
refersto a paediatric autoimmune neuropsychiatric disease
associated with streptococcal infection''. With respect to
its etiopathogenesis, it has been hypothesised that its
symptoms are due to the antibodies produced as part of the
immune response to suberic bishydroxamic acid (SBHA)
surface proteins, which have antigenic similarities with
proteins from the central nervous system®. We would thus
face an autoimmune process affecting the basal ganglia,
triggered by a streptococcal infection in genetically
susceptible patients'.

PANDAS is a mainly paediatric disease, predominant in
males (2.6:1). Its onset age varies from 3 years until the
beginning of puberty, although there are variants of this
disorder in adulthood. The beginning of the condition is
abrupt, but its resolution is usually slow and gradual over
weeks, months or even longer. It may present remissions
and new relapses due to new streptococcal infections once
the autoimmune process has been activated by the prior
infection. Neuropsychiatric symptoms include not only the
tics and OCD, but others such as difficulty in reading,
attention deficit disorder, hyperactivity, depression, anxiety,
emotional lability, sleep disorders, eating disorders, autism,
paroxysmal dyskinesias, Parkinsonism and even acute
disseminated encephalomyelitis®.

Among the treatment options, and given that we would
be facing an autoimmune disease, immunosuppressive
therapy is a more than reasonable option for symptom
control (corticosteroids, immunoglobulin and
plasmapheresis). Tonsillectomy (as in SC) has been
proposed, although there have been cases like that of our
patient, in which the intervention precedes the onset of
neuropsychiatric symptoms'. Antibiotic therapy at the
time of diagnosis has also been proposed, to eradicate
streptococcal infection. In addition to the treatment of
acute infection; although there are no controlled studies
in this regard, it has also been postulated that there is a
potential benefit resulting from the use of prophylactic
penicillin to prevent recurrences. The therapy used to
treat ticsand OCD (such as selective inhibitors of serotonin
reuptake, neuroleptics and  cognitive-behavioural
therapy'+'®) have also been proposed as a first line of
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treatment. In addition, the symptomatic efficacy of
amantadine in other types of chorea'® is also well known.
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Primary sciatic nerve lymphoma

Linfoma primario del nervio ciatico
Dear Editor:

Neurolymphomatosis is a well-known complication of lym-
phoma that involves the infiltration of cranial nerves, spi-
nal roots or peripheral nerves by lymphoma cells from a
systemic or central nervous system (CNS lymphoma'.
However, a lymphoma arises in the peripheral nervous sys-
tem (PNS) only infrequently. In a recent paper, Descamps et
al.2 described a patient with a primary lymphoma of the
sciatic nerve and reviewed the literature. They found refe-
rences of only eight patients with sciatic nerve lymphoma*
¢ and another five who had primary condition of other peri-
pheral nerves. Snce the publication of that article, we
have found only one case of primary lymphoma of the scia-
tic nerve'. To these ten cases, we add a new patient who
presented a mononeuropathy of the common sciatic nerve
and was diagnosed with diffuse B cell lymphoma of the
sciatic nerve.

This was an 89-year-old man with a history of arterial
hypertension, hyperlipidemia, diabetes mellitus and a
smoking habit. In March 2005, he began to feel pain in his
left leg and a tingling sensation in his left toes.

Subsequently, he noticed increasing difficulty in mobilising
his left foot. He underwent an ultrasound of the calves
and the popliteal bursa, which was normal, at another
centre. Three monthslater, he wastreated at our Neurology
Clinic; the exploration showed distal paresis of the left
lower extremity affecting foot dorsiflexion, 0/5; plantar
flexion, 2/5; foot eversion, 0/ 5; foot inversion, 0/5, and
extension of thefirst toe, 1/ 5. Knee flexion was preserved;
ankle reflexes were abolished. Algesic and tactile
sensitivities were decreased in the lateral side of the left
leg and the dorsum of the homolateral foot. The left
plantar cutaneous reflex was indifferent. A paresis of the
left common sciatic nerve was suspected.

A blood test showed the following values: glucose, 171
mg/ dlI; variant surface glygoprotein (VSG), 86 mm first hour;
lactate dehydrogenase (LDH), 282 IU/ |. Aneurophysiological
study showed a disease of the internal and external popliteal
nerves and signs of denervation in the muscles depending
on the common sciatic nerve, with the exception of the
long and short heads of the bicepsfemoris. Apelvic magnetic
resonance imaging (MRI) was normal; an MRl of the left
thigh showed a fusiform tumour of 16 x 3 cm, located in the
posterior side of the thigh, depending on the sciatic nerve,
hyperintense on T2 and short Tl inversion recovery (STIR)
sequences and that captured contrast homogeneously after
gadolinium administration (Fig. 1).



