
249Neurology India | June 2005 | Vol 53 | Issue 2

Dropped head presentation in
myotonic dystrophy type 1

Sir,

Dropped head syndrome, alternatively known as head pto-

sis or head drop, is caused by a number of neuromuscular

conditions.[1,2] The most common of these disorders include

motor neuron disease, myasthenia gravis, and isolated neck

extensor myopathy. This is the first report of a patient with

genetically confirmed myotonic dystrophy type 1 (DM1) who

presented with the dropped head syndrome.

A 61-year-old man presented with a 10-year history of slowly

progressing neck extensor weakness. There was no family his-

tory of any neuromuscular disorder or other non-neurological

features suggestive of DM1. Neurological examination revealed

marked neck extensor weakness of Grade 1/5 (MRC scale).

He also had mild weakness, Grade 4/5, of neck flexors and of

the proximal muscles of arms and legs. Percussion myotonia
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hemangiopericytomas.[2],[4] These tumors follow a relatively

benign course when compared to hemangiopericytomas.[2]

These tumors present as dural-based masses and have been

reported to occur in both supra and infratentorial locations.[2],[3]

Spinal SFTs are even rarer and can occur in both intra and

extramedullary locations.[2],[3]

In the past, SFTs have been included along with meningi-

omas or hemangiopericytomas.[5] Solitary fibrous tumors are

cellular tumors that consist of spindle cells dispersed in fasci-

cles. There is a characteristic eosinophilic collagenous stroma

in which the spindle cells are present.[2],[3],[6] The pathological

spectrum extends from benign to anaplastic tumors.[2],[3] MIB-

1 labeling indices range from 1 to 18%.[3],[6]

Immunohistochemistry of SFTs show positivity for CD34,

bcl2, and vimentin and negativity for EMA and S-100.[2]–[6]

Strong CD34 and bcl2 positivity are characteristic immuno-

histochemical features of SFT.[2],[5] In contrast, meningiomas

show EMA positivity and hemangiopericytomas have a patchy

and weak reactivity to CD34.[4]

The origin of these tumors has been controversial and both

a mesothelial and mesenchymal origin have been hypoth-

esized.[6]

The natural history of SFTs is largely unknown due to lim-

ited follow-up data. Most of the reports suggest a favorable

outcome after complete resection and this suggests a benign

behavior.[2],[3],[5] Recurrences after subtotal excision have been

reported.[2] Extracranial metastases are rare.[7] There is a re-

cent report of meningeal SFT that progressed to malignant

transformation and CSF dissemination over a course of re-

peated recurrences.[8] The management of meningeal SFTs in-

volves total excision followed by regular clinical and radiologi-

cal follow up. In the rare cases of SFTs demonstrating ana-

plasia and mitosis, postoperative radiotherapy should be con-

sidered. Treatment options for residual and recurrent SFTs

Figure 2: Immunohistochemistry showing strong positivity for CD34
and bcl2, while epithelial membrane antigen (EMA) and S-100 are

negative

include surgery, radiotherapy, or stereotactic radiosurgery.[2],[8]
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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.

R. P. Grewal
New Jersey Neuroscience Institute,

JFK Medical Center, Edison,
New Jersey, USA.

E-mail: rgrewal@solarisha.org

References

1. Lomen-Hearth C, Simmons ML, DeArmond S, Layzer R. Adult-onset nemaline

myopathy: Another cause of dropped head. Muscle Nerve 1999;22:1146-50.

2. Rahim R, Gupta D, Bertorini TE, LeDoux MS. Dropped Head Presentation of

mitochondrial myopathy. J Clin Neuromusc Dis 2003;5:108-14.

3. Ranum LP, Day JW. Myotonic dystrophy: Clinical and molecular parallels be-

tween myotonic dystrophy type 1 and type 2. Curr Neurol Neurosci Rep

2002;2:465-70.

4. Evidente VGH, Cook A. Floppy head syndrome resulting from proximal myot-

onic muscular dystrophy. Ann Neurol 1997;42:17.

Accepted on 05-11-2004

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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