American Journal of Ophthalmology Case Reports 25 (2022) 101236

Contents lists available at ScienceDirect cmakl "
AMERICAN

JOURNAL OF
OPHTHALMOLOGY

American Journal of Ophthalmology Case Reports

CASE REPORTS

journal homepage: www.ajocasereports.com/

FI. SEVIER

Bilateral ptosis/blepharitis due to lepromatous leprosy

Omar Igbal®, Marlyn P. Langford °, Ashley B. Flowers >’ James L. Caldwell?,
Nicolas A. Zaunbrecher °, William A. Byrd >

@ Department of Ophthalmology, Louisiana State University Health Sciences Center, Shreveport, LA, 71130, USA
b Department of Pathology, Louisiana State University Health Sciences Center, Shreveport, LA, 71130, USA

ARTICLE INFO ABSTRACT

Keywords: Purpose: To underscore the importance of histopathological evaluation in cases presenting with a constellation of
Acid-fast bacillus unusual ocular inflammation and physical findings.
Eye

Observation: A 51-year-old male, presented with a chief complaint of worsening visual field loss due to droopy
eyelids two months post excision of a right upper eyelid squamous cell carcinoma. His past medical history
included chronic edematous facial features, chronic sinusitis, unexplained peripheral neuropathy, and worsening
fatigue. Pre-blepharoplasty work-up revealed mechanical ptosis from lid edema, madarosis, a concave nasal
bridge, pancytopenia, and numerous burn marks due to inadvertent injuries. Bilateral blepharoplasty was per-
formed, and the excised tissue submitted for histopathological evaluation that revealed non-caseating granulo-
matous perineural inflammation with numerous acid-fast bacilli in dermal layers and nerves. These findings
prompted a diagnosis of lepromatous leprosy with suspected bone marrow involvement. The source of the
infection was unknown. The blepharoplasty restored his visual fields and multi-drug therapy (MDT) improved his
general health and wellbeing with concomitant reductions of pancytopenia, fatigue, and facial edema.

Conclusions and importance: Biopsy histopathology, in patients with longstanding ocular adnexal inflammation,
can facilitate diagnosis and treatment. To the authors’ knowledge, this is an unusual ocular leprosy presentation

Hansen’s disease
Mycobacterium leprae
Neuropathy
Pancytopenia

and represents the first leprosy case diagnosed via blepharoplasty.

1. Introduction

Leprosy, also known as Hansen’s disease, is a chronic bacterial
infection caused by Mycobacterium leprae (M. leprae)."* Since its intro-
duction into the United States,’ the number of new Hansen’s disease
cases has remained around 140 per year.” The mode of transmission is
not clear (possibly airborne droplets or prolonged contact with an un-
treated person), and it continues to spread resulting in about 200,000
new cases each year worldwide.”® Leprosy typically affects the integu-
mentary system, the nervous system, the nasal mucosa, and the eyes.”
The eyes are targeted due to the cooler environmental preference of
M. leprae.° Ocular manifestations in leprosy patients are estimated to
be 70-75%; 10-50% have severe ocular symptoms and 5% become
blind.* Ocular manifestations can range from adnexal involvement
resulting in lagophthalmos, orbicularis oculi weakness, ectropion,
entropion, trichiasis, loss of eyebrows, and blepharoptosis, to anterior
segment involvement resulting in impaired corneal sensation, corneal
ulceration, corneal opacity, and cataracts, to inflammatory changes

producing episcleritis, scleritis, iridocyclitis, iris atrophy, uveitis, as well
as other symptoms.*® We present a patient who complained of vision
loss due to bilateral droopy eyelids. The bilateral ptosis presentation
alone was unusual, but the persistent clinical manifestations, acid-fast
bacilli histopathology post blepharoplasty, and treatment response
were consistent with lepromatous leprosy.

2. Case report

A 51-year-old male was referred to our oculoplastics service with a 1-
2-year history of worsening bilateral visual field loss due to droopy
eyelids. His immediate past medical history was significant for squa-
mous cell carcinoma of the right upper eyelid excised 2 months earlier.
His past medical history included hypertension, obesity, alcohol
dependence, tobacco use, unexplained peripheral neuropathy and fa-
tigue, chronic sinusitis, polyarthralgia, and a 40-pound unintentional
weight loss over the past 2 years. His external physical exam upon
presentation was significant for coarse facial features, facial edema,
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redundant eyelid skin, thickened forehead and eyelid skin, madarosis
and a concave nasal bridge that had developed over the last 25 years
(Fig. 1A-C). A right upper eyelid scar was noted consistent the carci-
noma excision. He recounted no personal or family history of ocular
disease, diabetes, cancer, or immunosuppression. He denied interna-
tional travel, but his spouse of 15 years is a Naval Commanding Officer
and served overseas as needed. Currently unemployed, he previously
worked as a farmer, welder, and mechanic. As a welder, he reports
suffering from numerous inadvertent burn injuries to his extremities due
to his inability to perceive pain or changes in temperature. Numerous
burn injury scars on his extremities and overall body swelling and ery-
thema were noted (Fig. 1D) as well as a marked decrease in sensation to
both pinprick and dull touch in his upper and lower extremities but
normal reflexes and strength. A previous evaluation had concluded the
neuropathy was likely the result of a “peripheral vascular anomaly/
neuropathy worsened by alcohol dependence” for which a lower
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extremity color doppler with ankle brachial index (ABI) was scheduled.
A blood analysis including hemoglobin and hematocrit, comprehensive
metabolic panel, hemoglobin Alc, and thyroid-stimulating hormone
was ordered and all returned within normal limits.

His ophthalmic exam at presentation revealed edematous and
thickened eyelids, bilateral ptosis with levator function, and derma-
tochalasis (blepharochalasis) (Fig. 1B and C). His visual acuities were
20/25 OD and 20/30 OS and intraocular pressures were 10 mmHg OD
and 11 mmHg OS. His pupils were equally round, and reactive and
extraocular movements were full. His confrontational visual fields were
limited temporally OS>OD. His palpebral fissures measured 6 mm OD
and 4.5 mm OS. Marginal reflex distance-1 was 0.5 mm OD and 0 mm
OS. His lid creases were 9 mm OD and 11 mm OS. Slit lamp examination
revealed bilateral Meibomian gland dysfunction, posterior blepharitis,
and bilateral early nuclear sclerotic cataracts. He denied a prior history
of ptosis, repeated eye rubbing, intraocular surgery, contact lens use, eye

Fig. 1. Clinical presentations pre and post blepharoplasty. (A) Photo of patient in mid-twenties. (B) Coarse facial features, bilateral ptosis, excessive and
redundant eyelid skin, loss of eyelashes and eyebrows, and wide nasal bridge. (C) Side facial view showing his concave nasal bridge, excessive/redundant eyelid skin,
and loss of eyelashes. (D) Thickened/edematous features of his hands with scars/burn marks. (E) Five days post surgery. (F) Six-months post surgery/MDT.
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pain, trauma, or muscular dystrophy. The bilateral ptosis was unre-
sponsive to eyelid and jaw movement and did not fluctuate throughout
the day. The patient was diagnosed with blepharoptosis with excessive
upper eyelid skin obstructing his field of vision prompting a bilateral
blepharoplasty treatment plan.

His preoperative labs, performed a week prior to surgery, were
within normal limits except for pancytopenia [WBC: 3.14 K/pl (Neu-
trophils 1.74 K/pl, Lymphocytes 0.99 K/ul), RBC: 3.89 m/jl, platelets
92] and an elevated mean corpuscular volume (MCV; 109 fL). Addi-
tional labs were prompted by the elevated MCV but were within normal
limits.

On the day of blepharoplasty surgery, the patient was noted to have
diffuse tarsal and facial erythema, as well as bilateral eyelids swelling,
but no levator deficiency or dehiscence. Due to pre-operation detection
of increased erythema, lid swelling, and recent history of squamous cell
carcinoma and the broad constellation of unexplained signs and sys-
temic symptoms, and undiagnosed pancytopenia, an intraoperative de-
cision was made to send surgical specimens for histopathological
interpretation. The patient reported peripheral vision improvement and
was very satisfied with his results 5 days post surgery (Fig. 1E).

The left upper eyelid skin histopathology report (obtained 4 d post
surgery) was significant for non-caseating granulomatous inflammation
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in the superficial and deep dermal layers (Fig. 2A) that differ from
regular granuloma due to the lymphocytes surrounding the thickened
nerve fibers (Fig. 2B). Numerous groups and singularly dispersed acid-
fast bacilli were detected in the superficial and deep dermis, as well as
nerve fibers (Fig. 2C), consistent with lepromatous leprosy. The non-
caseating granulomatous inflammation differs from regular granu-
lomas due to the lymphocytes surrounding the thickened nerve fibers
(Fig. 2B). In consideration of the acid-fast bacilli and histology, his un-
diagnosed signs and symptoms, peripheral neuropathy, and his pancy-
topenia there was high suspicion for lepromatous leprosy with bone
marrow involvement. The patient was referred to the Hansen’s Disease
Infectious Disease Center, where the diagnosis was confirmed, and he
was started on standard MDT (rifampicin 600 mg once monthly, Clo-
fazimine 50mg daily plus 300mg once monthly, and Dapsone 100 mg
daily for 12 months). His general health improved over 6 months with
reductions of fatigue, pancytopenia, and facial edema (Fig. 1F). The
patient and spouse are being followed at the Hansen’s Disease Specialty
Center, Baton Rouge, LA.

3. Discussion

The ocular leprosy presentation of bilateral ptosis/blepharitis was

Fig. 2. Biopsy histopathology. (A) Hematoxylin-stained eyelid skin section showing numerous non-caseating granulomas (arrows). (B) Granulomatous inflammatory
cells surrounding nerve fibers (arrows). (C) Numerous acid-fast bacilli seen in groups and singly dispersed within the dermis. Note the acid-fast bacilli in the

nerve (arrow).
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initially misdiagnosed, as with many leprosy cases, delaying treatment.”
The peripheral neuropathy and thickened skin are suspicious for
leprosy, but the histopathologic findings of non-caseating granuloma,
thickened nerve fibers, and acid-fast bacilli are pathognomonic for
M. leprae infection. In retrospect, the classical manifestations of Han-
sen’s disease’ were present, such as a prolonged facial swelling, mada-
rosis, concave nasal bridge, numbness and tingling in the hands and feet,
skin with decreased sensation, painless skin burns or wounds, and pol-
yarthralgia. Ocular manifestations in leprosy patients are common” and
eyelid diseases in long-standing leprosy includes eyelash ptosis,
lagophthalmos, and lower lid ectropion.®® While bilateral ptosis is rare,
Guimaraes and Cruz reported a 12.2% incidence of blepharoptosis in
leprosy patients.®

The source of infection in our patient is uncertain. The transmission
mode of M. leprae is not fully established, but there is an increased risk
for individuals living in close contact with leprosy patients. Anthro-
ponotic (mosquito), or zoonotic (armadillo) transmission’ cannot be
ruled since he resides in an endemic area.” However, he reported no
armadillo consumption or contact. His asymptomatic spouse’s military
assignments were unobtainable, but military personnel deployed to
endemic areas are at risk for M. leprae infection.®

Blepharoplasty treatment of his vision complaint was successful, and
he responded very well to the WHO recommended lepromatous leprosy
MDT. MDT rapidly interrupts M. leprae transmission but does not
guarantee ocular symptom resolution or prevent ocular complications
(leprosy reaction).>*® Long-term monitoring is advised due to relapse
because of incomplete treatment, drug resistance, drug sensitivity, and
late-onset leprosy reactions.**1° There is no approved leprosy vaccine,
but a vaccine is being evaluated to inhibit infection in at-risk persons in
disease-endemic regions.'’

Hansen’s disease is endemic in several countries worldwide
including the United States.” Comparative genomic and phylogeo-
graphic analysis of M. leprae has linked the global spread of leprosy with
human migration.”” New leprosy cases are rare, but generally occur in
travelers from endemic areas. Leprosy remains endemic among
native-born Americans and immigrant populations from the world’s
endemic areas.”® '° The range and complexity of zoonotic leprosy is
expanding, and new active and latent cases are arising, making an early
diagnosis and MDT crucial to effectively stopping transmission, aiding
normal function restoration, and identifying contact persons. The cor-
rect diagnosis in patients with longstanding orbit and ocular adnexa
inflammation may necessitate aspiration or biopsy histopathology.'?

4. Conclusions

The challenge for eye care providers in identifying ocular leprosy is
overcoming the stigma of the diagnosis. A differential diagnosis should
include leprosy if the person gives a history of long-standing edematous
inflammation in exposed skin with associated peripheral sensory neu-
ropathy, resides in or traveled from an endemic area, or lives in contact
with a person with Hansen’s disease. The lepromatous leprosy diagnosis
in a suspect patient is substantiated by detection of acid-fast bacilli in
affected tissue.
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