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INTRODUCTION

Discoid lupus erythematosus (DLE) is the most
common form of chronic cutaneous lupus erythe-
matosus, an autoimmune skin disease that
commonly involves photodistributed areas on the
head and neck.' Involvement of the nails has been
reported previously but is extremely rare.”” We
describe a case of DLE in the nail, which was
ultimately treated with thalidomide after it was
proven to be refractory to many therapies.

CASE REPORT

A 59-year-old woman with a 13-year history of
systemic lupus erythematosus (SLE) with discoid and
tumid lupus erythematosus of the face and scalp
presented in October 2016 for an evaluation of
recalcitrant onychodystrophy. A punch biopsy of
the fifth fingernail of the left limb was performed
earlier that month, which revealed basal layer
squamatization, vacuolar interface change, base-
ment membrane zone thickening, superficial and
deep dermal perivascular mononuclear cell infiltrate,
and diffuse hyalinized, hypocellular change with
necrosis involving the reticular dermis, consistent
with the connective tissue disease presumed to be
DLE.

At the time of presentation, her systemic and
cutaneous lupus were mostly controlled with hy-
droxychloroquine (200 mg twice daily), metho-
trexate (20 mg weekly), and aspirin (325 mg daily).
However, the patient had a few newly developed
erythematous plaques on the scalp (responsive to

Abbreviations used:

DLE: discoid lupus erythematosus
SLE:  systemic lupus erythematosus

topical halobetasol 0.05% cream) and uncontrolled
nail disease of the third, fourth, and fifth digits of the
left hand. Dermatologic examination at the time of
presentation revealed active DLE at the proximal
nailfold with resultant onychodystrophy, subungual
thickening, onychauxis, and atrophic scarring on the
third, fourth, and fifth digits (Fig 1). The patient’s nail
disease had previously failed to respond to multiple
other medications, including mycophenolate mofe-
til, prednisone, azathioprine, and epratuzumab (SLE
clinical trial).

At the time of presentation, 0.1 cc of intralesional
triamcinolone (5 mg/cc) was injected into the third,
fourth, and fifth digits of the left hand. In place of
hydroxychloroquine (200 mg twice daily), the pa-
tient was given chloroquine (250 mg daily) owing to
its increased bioavailability.” One month later, upon
re-evaluation, little improvement was seen and sys-
temic therapy was adjusted to include thalidomide
(50 mg 3 times per week) in place of methotrexate
(20 mg weekly). Thalidomide was chosen as it has
been shown to be effective in recalcitrant discoid
lupus that has failed other treatments.”

After 5 months of treatment with thalidomide
(50 mg 3 times weekly), new nail involvement of the
second digit developed. The thalidomide dose was
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Fig 1. A 59-year-old woman with a 13-year history of
systemic lupus erythematosus (SLE) with biopsy-proven
discoid and tumid lupus erythematosus of the face and
scalp with recalcitrant onychodystrophy. November
2016, Discoid lupus erythematosus at the proximal nail-
fold with resultant onychodystrophy, subungual thick-
ening, onychauxis, and atrophic scarring on the third,
fourth, and fifth digits of the left hand. February 2017,
New nail involvement of the second digit after 5 months of
treatment with thalidomide 50 mg 3 times weekly.
November 2017, Index and small fingers with intact
nail plates and minimal erythema with remarkable
improvement in nail disease after increasing the dose of
thalidomide to 50 mg 5 times weekly and using as-needed
topical corticosteroids.

subsequently increased and adjusted over the next
year based on the patient’s tolerance. The only dose-
limiting side effect of thalidomide for this patient was
a mild tremor. Topical corticosteroids were pre-
scribed for as-needed use, although the patient
used them sparingly due to personal preference.
Regarding the patient’s most recent visit in April
2023, her nail disease has markedly improved with
intact nail plates and minimal erythema of the index
and small fingers. She is currently stable and
receiving thalidomide 50 mg 5 times weekly, with
no noted adverse effects (Fig 1).
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DISCUSSION

DLE is the most common (73%-85%) and re-
fractory (30%-40%) form of cutaneous lupus erythe-
matosus.° It typically presents as persistent scaly,
disk-like plaques with a chronic course, as seen in
this patient. Although 25% of cases of SLE present
with nail disease, nail involvement in DLE is very rare
and has only been reported in a handful of pa-
tients.”” It has been posited that nail dystrophy in
DLE may indicate severe disease conditions demon-
strated by increased capillaroscopic abnormalities
and high damage indices, such as elevated endothe-
lial cell activation markers and autoantibodies.” This
case was confirmed by biopsy as connective tissue
disease, presumed to be DLE, although the differen-
tial of DLE-related nail dystrophy should include
onychomycosis, psoriasis, lichen planus, Darier dis-
ease, and nail trauma.’

First-line therapies for DLE include antimalarial
agents, topical steroids, and sun protection.’
However, refractory cases often require a combina-
tion of antimalarial and other immunosuppressant
therapies. The few reported cases of DLE involving
the nail required a combination of systemic cortico-
steroids, retinoids, and antimalarials to achieve nail
improvement™ Although thalidomide is known to
be an effective therapy for treating DLE, to our
knowledge, this is the first report of the use of
thalidomide to control DLE-related nail disease.”

Thalidomide has been shown to be effective
against multiple chronic refractory inflammatory
dermatologic conditions, including refractory DLE,
with doses up to 400 mg/day.”” Its mechanism in
DLE is thought to be due to cytokine inhibition,
inhibition of macrophage activation, Treg response
regulation, inhibition of angiogenesis, T-cell modu-
lation, and promotion of NK-cell-mediated cytotox-
icity.” Side effects of high-dose thalidomide limit its
use to refractory cases. However, low-doses at 50 mg
every day or every other day have been shown to be
sufficient to maintain the remission of DLE without
adverse drug effects.” As shown by our patient’s
marked improvement, thalidomide may be particu-
larly useful in the treatment of DLE-associated nail
dystrophy.
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