Letter

Arg Neuropsiquiatr 2010;68(6):962-964

Correspondence

Carlos Mauricio de Castro Costa
Rua Cel. Nunes de Melo 1315
60430-270 Fortaleza CE - Brasil
E-mail: mcastro@ufc.br

Received 25 June 2009

Received in final form 11 January 2010
Accepted 18 January 2010

962

Polymyositis in childhood as clinical
manifestation associated with HTLV-1
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The HTLV-1 (human T-cell lymphotro-
pic virus type 1) is a retrovirus etiologically
associated with tropical spastic parapare-
sis/HTLV-1 associated myelopathy (TSP/
HAM) and adult T-cell lymphoma/leuke-
mia (ATLL). These two forms of clinical
presentation are the best known and stud-
ied, although the virus may be also relat-
ed with other clinical conditions, among
them, the polymyositis. In Jamaica and Ja-
pan, the association between HTLV-1 se-
ropositivity and polymyositis has been de-
scribed in 85% and 16%, respectively'.

In the present study, we report a case
of polymyositis associated with HTLV-1
as an uncommon form of clinical mani-
festation in a 10 years-old child mimick-
ing muscular dystrophy.

The possibility of vertical transmission
(breast feeding) is outlined in this case.
The parents of the patient signed a con-
sent form.

CASE

KSS, 10 years-old, Caucasian female,
coming from Canindé-CE, was admitted
in the Service of Neurology of the Univer-
sity Hospital Walter Cantidio of the Fed-
eral University of the Ceard, for diagnos-
tic evaluation. Daughter of non-consan-
guineous parents, evolved with adequate
neuropsychomotor development, acquir-
ing independent walk with 1 year and 3
months of age. When she was 5 years-old,
she presented muscular weakness, initially

in the lower limbs, progressing to the up-
per limbs, with change of the walk pattern,
and significant worsening after the age of 7
years, but without bladder dysfunction.

The neurological examination evi-
denced muscular weakness, mainly pelvic
and scapular, normal muscular tonus, pre-
served osteotendineous reflexes in the up-
per limbs, but with bilateral Achilles hy-
perreflexia. She walks without aid and her
locomotion speed corresponds to 50% of
the expected for her age. She showed in-
capacity of standing up from the ground,
even with the aid of a support, and she uses
wheelchair for community locomotion.

The laboratorial findings showed ele-
vated muscular enzymes: total creatine ki-
nase of 5,910 UI/L (up to 225 UI/L), aldo-
lase of 28.9 U/L (up to 8.8 U/L), lactic de-
hydrogenase of 373 U/L (up to 100 to 190
U/L). Positive serology for HTLV-1 (ELISA
and Western blot). Non-reagent research
for antinuclear factor and rheumatoid-la-
tex factor of 8.5 Ul/mL (up to 20 Ul/mL).
General and specific cerebrospinal flu-
id study without changes (toxoplasmosis
research, schistosomiasis, Mycobacteri-
um tuberculosis, varicela-zoster, cytomeg-
alovirus, electrophoresis of proteins, Ep-
stein-Barr, HIV and HTLV-1/2, herpesvi-
rus-1/2, VDRL).

Electroneuromyography had myopath-
ic pattern (Fig 1), and the somatosenso-
ry evoked potential was normal. The mag-
netic nuclear resonance evidenced diffuse
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muscular atrophy, suggestive of muscular inflammatory
process (Fig 2A and 2D).

Biopsy of the left brachial biceps muscle showed find-
ings compatible with inflammatory myopathy of the pol-
ymyositis type.

The immunohistochemistry with marker for T-lym-
phocyte was positive. Part of the material was fixed in gl-
utaraldeyde and sent for electronic microscopy. The re-
sults showed ultrastructural changes compatible with in-
flammatory myopathy, without, however, evidence of vi-
ral particles in the examined material. It was also per-
formed immunohistochemistry with the following mark-
ers: merosin, spectrin, dystrophin, myotilin, dyspherlin
(HAM-1 and HAM-3), sarcoglicans o, 3, d and y and dys-
troglican B, which did not show specific deficiencies.

DISCUSSION

The forms of clinical presentation of the HTLV-1 in-
fection may be varied, but TSP/HAM and ATLL are the
most common forms®®. Although many aspects of the
events that lead to development of diseases associated
with HTLV-1 is not established, the variation in immune
response is probably responsible for the diversity of clin-
ical manifestations in infection by this retrovirus.

Only around 5% of the HTLV-1 carriers will become
symptomatic years or even decades after the infection.

Polymyositis associated with HTLV-1 has a low in-
cidence, and mainly in childhood, with just a few cases
described in the medical literature®. This condition may
also be associated with uveitis’. Inclusion-body myositis
has also been described in patients infected with HIV and
HTLV-1°, and some cases are associated with TSP/HAM
and polymyositis with respiratory failure’. There is also
report of this condition not associated with TSP/HAM®.

Diffuse muscular atrophy was detected in the MNR,
with signals of effective inflammatory activity (Fig 2) giv-
ing support to the diagnosis of polymyositis’.

In the study of this association (HTLV-1 and polymy-
ositis), without spinal cord manifestation, but with im-
mune inflammatory muscular involvement mediated by
the virus, there is a predominance of CD8 lymphocytes,
macrophages and CD4 lymphocytes'’.

The epidemiological data of the child and her parent’s
seropositivity indicated a possible association of the dis-
ease with the vertical (breast feeding) infection.

Studies showed that there is no specific and efficient
treatment for this infection. Therapy with immunossup-
pressants and immunomodulators, specially corticoster-
oids, are used as support for the stabilization of the clin-
ical picture'™'%

Despite reports in the medical literature of similar
cases of the association of polymyositis with HTLV-1,
the alleged relation of cause and effect has not yet been
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Fig 1. Needle electromyography of the right brachial biceps mus-
cle. [A] Fibrillation potentials and positive waves during the mus-
cular rest; [B] Motor unit potentials with diminished duration and
amplitude and paradoxical recruiting.

Fig 2. Muscular MNR. With images in the axial plan, sequences of
T1 Fast Spin Echo (FSE) [A and C] and Short Tau Inversion Recov-
ery (STIR) [D]. Diffuse muscular atrophy of the lower limbs is ob-
served with compromise of the pelvis [A] and proximal extremities
[B] more accentuated than in distal extremities [C]. STIR sequence
in the proximal level shows hypersignal representing edema in the
left semitendinosus muscle [arrow in D].

defined. In any way, HTLV-1 infection is a risk factor for
muscle diseases.
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