
250 Neurology India | June 2005 | Vol 53 | Issue 2

was elicited in his abductor pollicis brevis muscles bilaterally.

There was mild ptosis but the rest of the neurological exami-

nation was normal. Deep tendon reflexes and planters were

normal. Sensory and mental status and cerebellar testing were

normal. Neurophysiological testing disclosed normal motor

and sensory nerve conduction velocities and needle electromy-

ography revealed myotonic discharges in all muscles sampled.

A clinical diagnosis of myotonic dystrophy (DM) was made

and genetic testing was performed for both types 1 and 2.

The results of the test for DM2 were negative. Genetic testing

for DM1 showed a genotype of 505 and 14 CGG trinucle-

otide repeats in alleles 1 and 2 (normal range: 5-37 CGG

repeats) confirming the diagnosis.

Myopathies that have been reported to cause dropped head

syndrome include both genetic diseases such as Becker’s mus-

cular dystrophy, nemaline rod and mitochondrial myopathy,

and acquired disorders.[1,2]

Although neck flexor weakness is a common feature in both

DM1 and DM2, predominant or severe neck extensor weak-

ness is rare.[3] There has been one report of dropped head

syndrome developing in a patient with a clinical diagnosis of

PROMM (proximal myotonic myopathy) or DM2.[4] In that

patient, genetic testing for DM1 was negative. However, since

the genetic test for DM2 was not available at the time of the

report, the clinical diagnosis remains genetically unconfirmed.

There have been no reports of patients with DM1 present-

ing with head drop. The reason for such localized presenta-

tion of a disorder that is electrophysiologically generalized in

the muscles is not clear. It is possible that the variability in

the degree of muscle weakness could be related to somatic

heterogeneity of expansion mutation size. It may be that in

our patient, there may be more muscle fibers containing ex-

panded DM1 alleles relative to other muscles. Regardless of

exact pathophysiology, this case study expands the spectrum

of those neuromuscular disorders that can present with

dropped head syndrome and the range of clinical manifesta-

tions of DM1.
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Guillain–Barre syndrome
occurring in the course of
dengue fever

Sir,

Infections with various organisms have been reported pre-

ceding Guillain–Barre syndrome (GBS). Recent infections

with Campylobacter jejuni, cytomegalovirus, Epstein–Barr

virus, and Mycoplasma pneumoniae are specifically related to

GBS.[1] We report a case of GBS occurring in the course of

dengue fever (DF).

A 40-year-old man presented with fever, myalgias, se-

vere backache, and skin rash of 3-day duration. There was no

history suggestive of mucocutaneous bleeding. Clinical exami-

nation was essentially normal. Investigations showed

hemoglobin of 11.2 g%, total leukocytes count 4100/mm3 and

platelet count 30 000/mm3. Specific IgM antibody against

dengue virus was present. PCR for dengue was also positive.

He was conservatively managed. There were no acute compli-

cations of dengue virus infection. Seven days later, the pa-

tient developed acute-onset weakness of all four limbs associ-

ated with areflexia. Power was Grade 3/5 in all four limbs.

There was no clinical involvement of cranial nerves, sensory

system, or autonomic nervous system. Electrophysiological

studies showed grossly reduced amplitudes of all motor and

sensory nerves, distal latency, and conduction velocity being

normal. F-wave latencies were prolonged. Needle EMG showed

fibrillation potentials and positive sharp waves suggestive of

acute denervation. Cerebrospinal fluid analysis showed 5

leukocytes/mm3, protein 130 mg%, and sugar 98 mg%. A di-

agnosis of GBS – acute motor-sensory axonal neuropathy

(AMSAN) variant – was made and a course of intravenous

immunoglobulins was given. The patient made a significant

recovery and was able to walk 3 weeks later.

Guillain–Barre syndrome has been reported following a va-

riety of bacterial and viral infections. These infections are not

uniquely associated with any clinical subtype but severe ax-

onal degeneration is more common following C. jejuni and se-

vere sensory impairment following cytomegalovirus.[1] Den-

gue fever as an antecedent infection in GBS is uncommon.[2],[3]

To the best of our knowledge, this association has not been

reported from India.

Guillain–Barre syndrome has a wide clinical spectrum, rang-

ing from mild self-limiting disease to acute fulminant cases

with severe pandysautonomia. Electrophysiologically too, ax-

onal and demyelinating varieties are seen. These variations

are probably dependent on both the antecedent infection and

host immune status. Currently, efforts to correlate the clini-

cal picture with the inciting infection have not succeeded. The

previous cases of GBS associated with dengue virus were clini-

cally severe, requiring mechanical ventilation and were demy-
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was normal. Deep tendon reflexes and planters were
normal. Sensory and mental status and cerebellar testing were
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revealed myotonic discharges in all muscles sampled.
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dystrophy, nemaline rod and mitochondrial myopathy,
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syndrome developing in a patient with a clinical diagnosis of
PROMM (proximal myotonic myopathy) or DM2.[4] In that
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of a disorder that is electrophysiologically generalized in
the muscles is not clear. It is possible that the variability in
the degree of muscle weakness could be related to somatic
heterogeneity of expansion mutation size. It may be that in
our patient, there may be more muscle fibers containing expanded
DM1 alleles relative to other muscles. Regardless of
exact pathophysiology, this case study expands the spectrum
of those neuromuscular disorders that can present with
dropped head syndrome and the range of clinical manifestations
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tions or consanguinity.

Split-hand/split-foot malformation (SHFM) is a limb mal-

formation involving the central rays of the autopod, present-

ing with syndactyly, median clefts in hand or foot and aplasia

or hypoplasia of metacarpals or metatarsals. Failure to main-

tain median apical ectodermal ridge (AER) signaling is the

main pathogenic mechanism for which genetic causes are im-

plicated. Five loci for SHFM have been mapped: SHFM1 on

chromosome 7q21, SHFM2 on chromosome Xq26, SHFM3

on chromosome 10q24, SHFM4 that is caused by mutation

in the TP63 gene on chromosome 3q27, and SHFM5 on 2q31.

SHFM may occur as an isolated entity or as part of a syn-

drome. Scherer et al. in 1994[1] have classified ectrodactyly in

to nine types after reviewing the published literature on clini-

cal and genetic data. Both dominant and recessive pattern of

inheritance have been documented in SHFM.

Our proband had no family history on pedigree evaluation

for three generations and he was born of a nonconsanguineous

parentage. In the reported case, prenatal exposure to valproate

appears to be the only risk factor involved, but a chance asso-

ciation cannot be excluded.

Several limb reduction deformities have been reported with

the use of valproic acid in clinical[2]–[7] and experimental set-

tings.[8] But split-hand malformation deformity in relation to

valproate exposure has not been reported earlier.
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elinating in nature;[2],[3] however, our patient had milder dis-

ease and the GBS was of axonal type. Thus, dengue virus

infection too does not seem to result in any specific pattern of

GBS. However, all the reported cases survived and recovered

with appropriate therapy.

In conclusion, in patients presenting with GBS in whom

no usual antecedent infections are identified, screening for

dengue virus infection may help in identifying a rare cause.
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Split-hand/split-foot
malformation associated with
maternal valproate
consumption

Sir,

We examined a 3.5-year-old boy with congenital malforma-

tion of both upper limbs. His mother was taking sodium

valproate 800 mg daily for complex partial seizures through-

out pregnancy. There was no history of antenatal infection or

exposure to any other medications, alcohol, smoking, or expo-

sure to X-rays.

Both hands of the boy were malformed [Figure 1]. Below

the wrist, his palms were split into two parts, the distal end of

which had two fingers on the left and three fingers on the

right side. The fingers and parts of the palms could be moved

volitionally. He had mild hypertelorism and mild equinovarus

deformity of the right foot. Rest of the examination was nor-

mal.

X-rays [Figure 1] showed agenesis of two metacarpal bones

on the right side and three on the left side with phalanges

attached to them, resulting in a characteristic split-hand mal-

formation. There was only one carpal bone on the left side

and none on the right side. A detailed pedigree evaluation for

three generations failed to reveal any congenital malforma-

Figure 1: Photograph and X-ray of the hands. X-ray shows agenesis of two
metacarpal bones on the right side and three on the left side with phalanges

attached to them, resulting in a characteristic split hand malformation
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Split-hand/split-foot
malformation associated with
maternal valproate
consumption
Sir,
We examined a 3.5-year-old boy with congenital malformation
of both upper limbs. His mother was taking sodium
valproate 800 mg daily for complex partial seizures throughout
pregnancy. There was no history of antenatal infection or
exposure to any other medications, alcohol, smoking, or exposure
to X-rays.
Both hands of the boy were malformed [Figure 1]. Below
the wrist, his palms were split into two parts, the distal end of
which had two fingers on the left and three fingers on the
right side. The fingers and parts of the palms could be moved
volitionally. He had mild hypertelorism and mild equinovarus
deformity of the right foot. Rest of the examination was normal.
X-rays [Figure 1] showed agenesis of two metacarpal bones
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X-rays [Figure 1] showed agenesis of two metacarpal bones
on the right side and three on the left side with phalanges
attached to them, resulting in a characteristic split-hand malformation.
There was only one carpal bone on the left side
and none on the right side. A detailed pedigree evaluation for
three generations failed to reveal any congenital malforma-
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tions or consanguinity.
Split-hand/split-foot malformation (SHFM) is a limb malformation
involving the central rays of the autopod, presenting
with syndactyly, median clefts in hand or foot and aplasia
Figure 1: Photograph and X-ray of the hands. X-ray shows agenesis of two
metacarpal bones on the right side and three on the left side with phalanges
attached to them, resulting in a characteristic split hand malformation
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median apical ectodermal ridge (AER) signaling is the
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on chromosome 10q24, SHFM4 that is caused by mutation
in the TP63 gene on chromosome 3q27, and SHFM5 on 2q31.
SHFM may occur as an isolated entity or as part of a syndrome.
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genetic data. Both dominant and recessive pattern of
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Scherer et al. in 1994[1] have classified ectrodactyly in
to nine types after reviewing the published literature on clinical
and genetic data. Both dominant and recessive pattern of
inheritance have been documented in SHFM.
Our proband had no family history on pedigree evaluation
for three generations and he was born of a nonconsanguineous
parentage. In the reported case, prenatal exposure to valproate
appears to be the only risk factor involved, but a chance association
cannot be excluded.
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