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ABSTRACT

Patients with autoimmune disorders are predisposed to developing a second autoimmune condition.
This can be applied to cutaneous conditions as well. Morphea or localized scleroderma is an
autoimmune inflammatory and fibrosing skin disorder due to increased collagen deposition.'? Patients
with morphea are four times likelier of having a concomitant autoimmune disease.! There have been
cases of systemic lupus erythematosus (SLE) with morphea, but the co-occurrence of discoid lupus
erythematosus (DLE) with morphea has been rarely reported, and never reported in patient with Beta-
thalamessmia.'>” Morphea and discoid lupus erythematosus can be found within one lesion or as
separate diagnoses. In this case, we describe a patient with morphea and discoid lupus erythematous
in the setting of beta thalassemia leading to diagnosis of SLE.

INTRODUCTION

An 18-year-old female with beta thalassemia
presented with a six-month history of rash.
Physical exam showed two depigmented
patches with surrounding hypopigmentation
on the left lower back (Figure 1), and
indurated, annular pink and brown plagues
on the scalp (Figure 2A) and left temple
(Figure 2B).

CASE REPORT

Two biopsies were performed of the
clinically distinct lesions on the scalp and left
lower back. Histopathology of the scalp
demonstrated irregular epithelial acanthosis,
perifollicular and band-like lymphocytic
infiltrate, thickened basement membrane

Figure 1. Depigmented patches with surrounding
hypopigmentation on the left lower back with
histology consistent with guttate morphea.

zone, slight mucin which was consistent with
the diagnosis of discoid lupus erythematous
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Figure 2. Indurated light brown plagues A) with
localized alopecia of the scalp and B) left temple

lupus (Figure 3A). The left lower back
consisted of sclerotic collagen bundles
within the dermis with perivascular interstitial
mononuclear cell infiltrate that was
consistent with morphea (Figure 3B).

Labs were obtained to evaluate for SLE,
which were significant for positive ANA, anti-
Smith antibody, and anti-RNP antibody. She
was subsequently diagnosed with SLE by
Rheumatology following the American
College of Rheumatology (ACR) with discoid
lupus findings (+4 points) and SLE specific
antibodies (+6), with a total score of 10,
fulfilling the criteria for SLE. She was
subsequently started on hydroxychloroquine
5 mg/kg and topical augmented
betamethasone dipropionate ointment twice
daily and educated on sun protective
measures. At her three month follow up, she
reported no new lesions or progression of
her current lesions.

DISCUSSION

Overlap syndromes are common in
connective tissue diseases.* There have
been few cases of morphea and DLE
presenting within the same site. Mir et al.
presented a case of 20-year-old woman with
a spreading hypopigmented plagque on her
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right arm with limited range of motion with
biopsy confirming DLE and morphea.®
Pascucci et al. reported a case of a 60-year-
old man with a progressive pruritic rash on
the upper back for 30 years with biopsy
revealing evidence of coexisting DLE and
morphea.*

Our patient had separate lesions of DLE and
morphea, with no overlap. To this date, only
one other case of DLE and morphea in two
different sites has been reported. In that
case, a 46-year-old woman with history of
depression and lithium-induced
hypothyroidism was diagnosed with DLE for
her facial lesions and linear morphea for
right axilla.®

Furthermore, there have not been any
reported cases of DLE and morphea in
patients with beta thalassemia to our
knowledge. There have been reports of
patients with beta thalassemia with
diagnosed SLE. Castellino et al. published a
case series of 177 patients with SLE, and 17
patients had beta thalassemia. Their study
demonstrated that the prevalence of SLE in
patients with beta thalassemia was far less
when compared to the general population.
However, when SLE and beta thalassemia
coexist, SLE seems to be more severe.®’
The association of SLE and beta
thalassemia is not fully understood but
theories include that the increased need for
blood transfusions in beta-thalassemia
patients can lead to formation of
alloantibodies which can place patients at
risk for infections and collagen vascular
disorders.® Whether or not having beta-
thalassemia increases the risk of
autoimmune skin disorders remain unclear.

CONCLUSION

In conclusion, we report the first case of
DLE and morphea appearing simultaneously
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Figure 3. H&E of scalp with perifollicular, band-like lymphocytic interface with vacuolar changes with mucin and
follicular plugging (A) and superficial perivascular lymphocytic (B) consistent with the diagnosis of cutaneous lupus.

in a patient with beta-thalassemia leading to
a diagnosis of SLE. An association with SLE
with beta thalassemia has been studied,
however the extent with autoimmune skin
conditions remains unknown.

Conflict of Interest Disclosures: None
Funding: None

Corresponding Author:

Payvand Kamrani, DO

Penn State Health Milton S. Hershey Medical Center
500 University Drive Hershey, PA 17033

Phone: 717-531-6820

Email: pkamrani@pennstatehealth.psu.edu_

References:

1. Leitenberger JJ, Cayce RL, Haley RW,
Adams-Huet B, Bergstresser PR, Jacobe HT.
Distinct autoimmune syndromes in morphea:
a review of 245 adult and pediatric
cases. Arch Dermatol. 2009;145(5):545-550.
doi:10.1001/archdermatol.2009.79

2. Pham AK, Srivastava B, Deng A. Pregnancy-
associated morphea: a case report and
literature review. Dermatol Online J.
2017;23(1):13030/gt5qv9ofoh3. Published
2017 Jan 15.

3. Bernardez C, Prieto-Torres L, Macias E, et
al. Concurrent presentation of cutaneous
lesions of deep linear morphoea and discoid
lupus erythematosus. Lupus.

2016;25(2):204-208.
doi:10.1177/0961203315604911

Pascucci A, Lynch PJ, Fazel N. Lupus
erythematosus and localized scleroderma
coexistent at the same sites: a rare
presentation of overlap syndrome of
connective-tissue diseases. Cultis.
2016;97(5):359-363.

Mir A, Tlougan B, O'Reilly K, et al. Morphea
with discoid lupus erythematosus. Dermatol
Online J. 2011;17(10):10. Published 2011
Oct 15.

Castellino G, Govoni M, Padovan M, Rizzo
N, Trotta F. Beta thalassaemic trait and
systemic lupus erythematosus. Ann Rheum
Dis. 2005;64(4):653-654.
doi:10.1136/ard.2004.023689

Agrawal BK, Marwaha S, Bhatnagar M, Parry
SA, Agrawal U. Association of Systemic
Lupus Erythematosus and Beta
Thalassaemia Trait- A Case Report. J Clin
Diagn Res. 2016;10(6):0D03-0OD4.
doi:10.7860/JCDR/2016/19803.7933
Swamy, M. Narayana, T. A. Shilpa, and
Stephen Benny. "Systemic lupus
erythematosus and beta-thalassemia

trait." APIK Journal of Internal Medicine 8.1
(2020): 22.

May 2022  Volume 6 Issue 3

(c) 2022 THE AUTHORS. Published by the National Society for Cutaneous Medicine. 245


mailto:pkamrani@pennstatehealth.psu.edu

