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LEPROUS GANGLIONITIS AND MYELITIS

Case report. A 27-year-old Brazilian woman presented
with a 7-month history of progressive pain, tingling,
numbness, and weakness of the left upper limb, and
paroxysmal dysesthesia affecting the left foot. On
examination, there were erythematous, anesthetic
patches of skin overlying the metacarpophalangeal
joints and on the palmar surfaces of the hands (figure
e-1 at Neurology.org/nn). There was congenital,
bilateral campylodactyly and new flexion deformity of
the fingers of the left hand with an incomplete range
of passive extension. The intrinsic muscles of the left
hand were wasted, particularly the thenar eminence
and the Fasciculations were not
observed. There was marked tenderness in the

and the left

superficial radial nerve was palpable. There was severe

dorsal interossei.
antecubital fossa and at the wrist,

weakness of intrinsic finger movements, wrist flexion,
and extension. Left upper limb reflexes were brisk and
painful to percuss but tone, power, and reflexes including
plantar responses were otherwise normal. Sensation to
pinprick was reduced throughout the left hand with
loss of temperature, vibration, and proprioceptive
sensation distal to the wrist.

Routine laboratory blood tests were unremarkable
and screening for Strongyloides, hepatitis, human
T cell lymphotrophic virus, and HIV were negative.
MRI of the cervical spine (figure 1) revealed expansion
of the cervical cord with an intramedullary, enhancing
area of high signal at C5-C7 and ganglionitis.
The signal changes were most apparent on short
Tl-inversion recovery pulse sequences. CSF analysis
was not undertaken. There was neurophysiologic evi-
dence of multifocal sensory and motor neuropathy
with axonal degeneration and features of segmental
demyelination (table e-1). Using sonography, the left
ulnar, median at the wrist, and left distal superficial
radial nerve were seen to be grossly enlarged (figure e-2,
table e-2). Of note, there was focal enlargement of the
ulnar nerve above the elbow.' No organisms were seen
on microscopy or culture following an incisional skin
biopsy (figure e-3). The epidermis was hyperkeratotic
and mildly hyperplastic. Several well-defined non-
necrotizing granulomas were seen in the dermis. These
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were composed of epithelioid histiocytes, lymphocytes,
and occasional Langhans giant cells. These were seen
mainly in a perineural/periadnexal distribution but also
involved the papillary dermis in an interstitial pattern.
A focal lichenoid reaction was seen but a grenz zone
was not present. Zichl-Neelsen and Wade Fite stains
for micro-organisms were negative, but S100 and epi-
thelial membrane antigen antibodies highlighted resid-
ual nerve sheath cells and perineurium in among
deeper granulomas.

Treatment for borderline tuberculoid leprosy was
initiated with prednisolone 40 mg with rapid resolution
of pain; rifampicin and dapsone were added subse-
quently. Reduction in size of the peripheral nerves
was confirmed on ultrasound although they remained
enlarged (table e-2). Repeat neurophysiologic studies
demonstrated resolution of distal left median conduc-
tion block. MRI of the cervical spine repeated 3 months
after initiation of therapy showed partial resolution of
the cervical cord lesion (figure 1). Those changes con-
sistent with ganglionitis were also less marked.

A 6-month course of rifampicin and dapsone was
completed and the dose of oral prednisolone gradually
reduced over the same period. Hypopigmentation was
seen on the hands and there was evidence of severe left
ulnar and median neuropathies: clawing and wasting of
the hand with well-preserved power in abductor pollicis
brevis but paralysis of abductor digiti minimi and first
dorsal interosseous. Anesthesia persisted in the distribu-
tion of the ulnar and median nerves in the left hand.

Discussion. Our patient has 2 of the 3 cardinal man-
ifestations of leprosy—hypopigmented or erythema-
tous hypoanesthetic skin lesions as well as enlarged
and impaired peripheral nerves “of predilection.” The
absence of acid-fast bacilli in slit skin smears is not
unusual. Worldwide, there are few cases with MRI-
confirmed leprous ganglionitis and myelitis. We have
also demonstrated the utility of peripheral nerve
ultrasound for monitoring treatment response.

The advantages of sonography for the detection of
peripheral nerve disease are increasingly recognized.”
Several recent studies have reported the clinical utility
of peripheral nerve ultrasound in the diagnosis of
leprosy,"~> but our case also demonstrates that treat-
ment response can be monitored using sonography to
document reduction in peripheral nerve size.
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[ Figure 1 MRI of cervical spine ]

Sagittal T2 (A), FLAIR (B), STIR (C), parasagittal STIR (D), gadolinium-enhanced T1 with fat saturation (E), and axial T2 (F, H), gadolinium-enhanced T1 with fat
saturation (G), and gadolinium-enhanced T1 (I) MRIs. MRl demonstrated expansion of the cervical cord with intramedullary high T2 signal on the left at C5-C7
(A, F, and H). Intrinsic cord changes were poorly visualized on FLAIR (B) and were most marked on STIR (C) sequences. The dorsal root ganglia involving the
left lower cervical ganglia were swollen and returned high T2 signal compatible with ganglionitis. The intramedullary cord changes showed a degree of
enhancement with gadolinium (E, G, and I). Incomplete resolution of imaging changes was seen on repeat imaging at 3 months (H and I). FLAIR = fluid-
attenuated inversion recovery; STIR = short T1l-inversion recovery.

There is a paucity of literature on MRI of the spinal
cord in leprosy; we found only one published report of
MRI demonstration of lepromatous ganglionitis and
myelitis not associated with spinal degenerative disease
or concomitant infection.® We suggest that MRI, par-
ticularly with inclusion of short T1-inversion recovery
sequences, is a sensitive, noninvasive investigation for
the detection of both myelitis and ganglionitis second-
ary to leprosy although this requires confirmation in
larger studies.
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