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ABSTRACT

Leprosy is a systemic disease with predominant involvement of skin and nerves; articular manifestations are common
and, in some cases, represent the initial complaint. We describe the case of a female patient with borderline leprosy,
which manifested, initially, with symmetric polyarthritis, cutaneous ulcerative lesions on the lower limbs, and systemic
manifestations mimicking rheumatic disease. The authors emphasize the importance of the differential diagnosis of the
systemic, joint and, cutaneous involvement of leprosy with rheumatic diseases.
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INTRODUCTION

Leprosy is a chronic infectious disease caused by Mycobacterium
leprae, an acid-alcohol resistant bacillus with affinity for skin
and peripheral nerve cells.!

This disease can present a wide range of clinical
manifestations, including those secondary to systemic
involvement, which is seen especially in m\ultibacillary
patients (borderline and lepromatous). Those manifestations
are uncommon; however, they are important due to the
similarity of the clinical presentation to rheumatic diseases.>*

We present a case of leprosy in which the patient presented,
initially, asthenia and weight loss followed by symmetrical
polyarthritis, involving small and large joints, associated
with ulcerative skin lesions on the lower limbs suggestive of
vasculitis, mimicking a connective tissue disease.

CASE REPORT

This is a 58-year old patient who, in January of 2009, developed
asthenia, progressive muscle weakness, and skin ulcers on
the lower limbs associated with symmetrical polyarthritis of
the hands, wrists, knees, ankles, and feet. After three months
her symptoms worsened, with a 10 kg weight loss, secondary
infection of the skin lesions, and difficulty walking. She
went to the dermatology outpatient clinic and, at that time,
presented with generalized xerodermia, predominantly of
the legs, feet, and hands; cyanosis of the 5" right finger and
of the 2™, 3 and 4" left toes (Figures 1A and 1B), edema
and ulcerative lesions on both legs (feet, ankles, and the area
of insertion of the Achilles tendon) of different sizes, with
elevated and hyperemic borders surrounding a center with
purulent secretion (Figures 2A and 2B) were observed. The
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Figure 1. Cyanosis of the extremities. A) Edema of the proximal interpha-
langeal joints and cyanosis of the right 5" finger; B) Edema and cyanosis
of the extremities of the toes associated with ulcerated lesions on the left
4t toe and lateral aspect of the left foot.

skin lesions were biopsied and antibiotics were instituted.
Laboratorial tests revealed hypochromic microcytic anemia
(hemoglobin = 9.5 g/dL, hematocrit = 24.7%), eosinophilia
= 11%, erythrocyte sedimentation rate (ESR) = 64 mm,
C-reactive protein = 6 mg/dL, rheumatoid factor (latex) = 64
IU/mL, antinuclear factor (ANF) HEp 2 1:160 fine speckled
pattern, aspartate aminotransferase (AST) = 115 U/L, and
alanine aminotransferase (ALT) = 83 U/L. Imaging exams:
X-ray of the lower limbs, knee and ankles, and lumbar spine
without changes; total abdominal ultrasound (US) with signs
of hepatosplenomegaly and periportal lymph nodes. Due
to the polyarthritis and severe pain in the cervical spine,
the patient went to the rheumatology clinic where non-
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Figure 2. Ulcerated lesions with elevated borders, hyperemia, and signs
of necrosis of the left ankle (A), which are deeper and more extensive in
the lower third and dorsal aspect of the right foot (B).

steroidal anti-inflammatories were prescribed. On follow-up
appointment, the patient referred subtle improvement of
the skin lesions, but systemic symptoms (severe asthenia,
anorexia, and fever) and polyarthritis of large and small
joints persisted. The histopathological report was consistent
with mycobacteriosis (epidermal hyperplasia, severe dermal
fibroplasia, inflammatory infiltrate with macrophages,
lymphocytes, and plasma cells in the cutaneous adnexa),
and countless fragmented acid-alcohol resistant bacilli. Fite-
Faraco-Wade staining showed several fragmented acid-alcohol
bacilli. In May, after the biopsy results, the patient was referred
for baciloscopy, and the presence of a positive baciloscopy
index (BI — 2.25) confirmed the diagnosis of borderline
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borderline (BB) leprosy, and polychemotherapy (PCT) with
60 mg of prednisone a day was instituted. After the second
cycle of PCT and on 10 mg of prednisone a day, the patient has
had improvement of the systemic manifestations, skin lesions,
and polyarthritis. On 07/07/09, prednisone, 40 mg a day, for
ten days, was instituted, which was subsequently reduced to
10 mg/day. It has been planned to maintain her on specific
therapy for 12 months.

DISCUSSION

The different clinical complaints related to leprosy that
often resemble other disorders with insidious clinical
evolution, make this chronic disease a diagnostic challenge
in the first months to years. Fever, fatigue, paresthesia, and
musculoskeletal complaints, associated with skin lesions and
visceral involvement, contribute for the similarities between
leprosy and other disorders.'

Active M. leprae infection is characterized by a wide
diversification in clinical course, ranging from pauci- to
multibacillary types, according to the bacillary load of the
lesions'. The similarities between the clinical and laboratorial
manifestations of leprosy and connective diseases have been
known for a long time.?

The literature describes leprosy patients who were initially
diagnosed with and treated for systemic lupus erythematosus
(SLE), rheumatoid arthritis (RA), dermatopolymyositis,
and systemic vasculitis.>®* Those systemic manifestations
are seen mainly in multibacillary leprosy, especially during
reactional states, and are secondary to the direct infiltration
and proliferation of the bacillus in the affected organ.>?

Systemic manifestations include malar erythema,
subcutaneous nodules, ulcerations, purpuras, ischemic
necrosis, Raynaud’s phenomenon, polyneuropathy, multiple
mononeuritis, muscle weakness, generalized lymphadenopathy,
hepatosplenomegaly, and glomerulonephritis.>®'° The presence
of rheumatoid factor, anti-cyclic citrullinated antibodies, ANF,
anticardiolipin antibodies, antineutrophil cytoplasmic antibodies,
and others are among the serologic changes observed.”!!

Joint involvement is seen especially in reactional types
and erythema nodosum leprosum is the most common
manifestation. Other types of joint involvement include
Charcot’s arthropathy, post-traumatic non-specific septic
arthritis, and specific arthritis due to the direct infiltration of
M. leprae.'>" In the present case, although synovial biopsy was
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not performed, we believe that the polyarthritis was caused by
the presence of bacilli in the joints and, therefore, a specific
polyarthritis caused by M. leprae. Although rare, polyarthritis
may be explained by the elevated bacillary load and the fact
that specific treatment was not instituted. The insidious and
progressive development of polyarthritis is similar to the
clinical presentation of rheumatoid arthritis.’

In the present case, clinical manifestations, such as
exuberant polyarthritis and necrotic skin lesions, and
laboratorial findings were suggestive of a connective tissue
disease, but the identification of Hansen’s bacillus in the
biopsy specimen was diagnostic of multibacillary leprosy.
The multisystem involvement most likely was secondary to
bacillary infiltration and consequent focal granulomatous
reaction. The presence of bacillemia has been described,
especially in non-treated LL patients, and histopathological
exam shows the presence of bacilli in macrophages, endothelial
cells, lumen of end-circulatory blood vessels, and marginal
sinus of lymph nodes, phagocytosed by macrophage or
free inside the sinus. Bacilli can, therefore, reach multiple
sites, proliferating and stimulating granulomatous reaction.
Involved organs include lymph nodes, liver, spleen and bone
marrow, synovial membranes, mucous membranes of the upper
respiratory tract, and testicles.!*

Skin necrosis in leprosy are attributed to vascular
thrombosis induced by the direct invasion of the wall of the
blood vessels and endothelium by Hansen’s bacilli.’> In the
present case, the presence of several cyanotic, ulcerated,
and necrotic skin lesions on the extremities, similar to Lucio
phenomenon, which is characterized by necrosis of erythema
nodosum lesions during the evolution of a leprosy reaction
in non-treated multibacillary leprosy, was most striking.
However, our patient did not complain of lesions similar to
erythema nodosum, which were also not observed on the
physical exam. The histopathology of Lucio phenomenon
shows endothelial proliferation, thrombosis, ischemic necrosis,
discrete mononuclear infiltrate, and countless bacilli around
and in the walls of blood vessels, which was not described in
the biopsy of this patient.'

With the advent of PCT and programs for the early detection
of the disease, cases of multisystem involvement, as the one
reported here, are becoming increasingly uncommon; however,
the rheumatologist must be attentive for its development, since
those are the ones that resemble the clinical and laboratorial
manifestations of rheumatic disorders.
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