CHAPTER 6

CUTANEOUS LUPUS
ERYTHEMATOSUS (M32.9)

Burak UNLU!
Ayse Nilhan ATSU?

REMEMBER

Lupus erythematosus (LE) is a multisystem autoimmune connective tissue disease that also af-
fects the skin.

Skin lesions may occur solely (cutaneous lupus erythematosus (CLE)) or develop within the
course of systemic disease (systemic lupus erythematosus (SLE)).

The strongest factor influencing the risk of lupus is the gender. The number of women with sys-
temic lupus erythematosus (SLE) is much higher compared to men. Since SLE occurs most often
in women during their childbearing years, hormonal factors are likely to trigger the disease. The
prevalence of SLE in African-American women is four times higher than in Caucasian-American

women.

Neonatal lupus erythematosus: Neonatal lupus erythematosus is an autoimmune disease acquired
in fetal life due to the transplacental transmission of maternal antibodies such as antinuclear au-
toantibodies (ANA), anti-U1 ribonucleoprotein (anti-U1-RNP), anti-Sjogren’s syndrome-asso-
ciated antigen A (anti-SSA/Ro), or anti-Sjogren’s syndrome-associated antigen B (anti-SSB/La).
Skin lesions, cytopenia, hepatobiliary involvement, and congenital heart block may occur. Prog-
nosis may be poor in cases with cardiac involvement.

Between 5% and 25% of patients with cutaneous lupus erythematosus (CLE) may progress to sys-
temic lupus erythematosus (SLE) during the course of the disease.
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tion. Thus, cardiac examination is impor-
tant and patients should be followed up by
a cardiologist.

Gastoenterology

» Abdominal pain is a common complaint in
SLE patients. It may be related to pancrea-
titis, and mesenteric vasculitis. Care should
be taken in this respect.

» Protein-losing enteropathy, intestinal pseu-
do-obstruction, inflammatory bowel dis-
eases, eosinophilic enteritis, and celiac dis-
ease can also occur in SLE patients.

» Hepatosplenomegaly may develop in ap-
proximately one third patients. An increase
in liver enzymes may be detected in active
disease and/or due to drugs. Patients should
be evaluated by a gastroenterologist.

Pulmonary Medicine

» SLE may involve the lung parenchyma, air-
way, vascular structures, pleura, and/or res-
piratory muscles.

» The most common pulmonary finding in
SLE is pleuritis. Pleural effusion is observed
in almost half of the patients.

» Patients are also at risk for pneumonia, pul-
monary hemorrhage, embolism and hyper-
tension. For these reasons, patients should
be evaluated by a pulmonologist.

Psychiatry

»  Psychiatric comorbidities are common in
SLE. Psychosis, mood disorders, depression,
and anxiety can be observed in patients.
Psychiatric examination and follow-ups are
necessary.

Medical Oncology

» The risk of malignancy may be increased in
patients with systemic lupus erythematosus.
Brain, thyroid, stomach, lung, cervix, and
bladder carcinomas are observed more fre-
quently in individuals with SLE compared
to the normal population. Therefore, in case
of doubt, evaluation by an oncologist is re-
quired.

REFERENCES

Petty AJ, Floyd L, Henderson C, Nicholas MW. Cutaneous
Lupus Erythematosus: Progress and Challenges. Curr
Allergy Asthma Rep. 2020;20(5):1-10.

Fortuna G, Brennan MT. Systemic lupus erythematosus.
Epidemiology, pathophysiology, manifestations, and
management. Dent Clin North Am. 2013;57(4):631-
55.

Okon LG, Werth VP. Cutaneous lupus erythematosus: Di-
agnosis and treatment. Best Pract Res Clin Rheuma-
tol [Internet]. 2013;27(3):391-404. Available from:
http://dx.doi.org/10.1016/j.berh.2013.07.008

Derdulska JM, Rudnicka L, Szykut-Badaczewska A,
Mehrholz D, Nowicki R], Baranska-Rybak W, et al.
Neonatal lupus erythematosus — Practical guidelines.
] Perinat Med. 2021;49(5):529-38.

Borucki R, Werth VP. Cutaneous lupus erythematosus
induced by drugs - novel insights. Expert Rev Clin
Pharmacol [Internet]. 2020;13(1):35-42. Available
from: https://doi.org/10.1080/17512433.2020.16982
90

Walling H, Sontheimer R. Cutaneous lupus erythema-
tosus: Issues in diagnosis and treatment. Am J Clin
Dermatol. 2009;10(6):365-81.

Chasset F, Franceés C. Current Concepts and Future Ap-
proaches in the Treatment of Cutaneous Lupus Ery-
thematosus: A Comprehensive Review. Drugs [Inter-
net]. 2019;79(11):1199-215. Available from: https://
doi.org/10.1007/s40265-019-01151-8

Dorner T, Furie R. Novel paradigms in system-
ic lupus erythematosus. Lancet [Internet].
2019;393(10188):2344-58. Available from: http://dx.
doi.org/10.1016/S0140-6736(19)30546-X

Onno Teng YK, Bruce IN, Diamond B, Furie RA, Van Vol-
lenhoven RE, Gordon D, et al. Phase III, multicentre,
randomised, double-blind, placebo-controlled, 104-
week study of subcutaneous belimumab administered
in combination with rituximab in adults with system-

25



26

Dermatology Remember-Consult

ic lupus erythematosus (SLE): BLISS-BELIEVE study
protocol. BMJ Open. 2019;9(3):1-8.

Furie R, Rovin BH, Houssiau F, Malvar A, Teng YKO, Con-
treras G, et al. Two-Year, Randomized, Controlled
Trial of Belimumab in Lupus Nephritis. N Engl ]
Med. 2020;383(12):1117-28.

] Fernando Arevalo, Careen Y Lowder RM-M. Ocular
manifestations of systemic lupus erythematosus. Curr
Opin Ophthalmol . 2002;13(6):404-10.

Filotico R, Mastrandrea V. Cutaneous lupus erythemato-
sus: Clinico-pathologic correlation. G Ital di Dermat-
ologia e Venereol. 2018;153(2):216-29.

Garelli CJ, Refat MA, Nanaware PP, Ramirez-Ortiz ZG,
Rashighi M, Richmond JM. Current Insights in Cu-
taneous Lupus Erythematosus Immunopathogenesis.
Front Immunol. 2020;11(July):1-11.

Zhou W, Wu H, Zhao M, Lu Q. New insights into the pro-
gression from cutaneous lupus to systemic lupus er-
ythematosus. Expert Rev Clin Immunol [Internet].
2020;16(8):829-37. Available from: https://doi.org/1
0.1080/1744666X.2020.1805316

Bair MJ, Krebs EE. In the clinic®: fibromyalgia. Ann Intern
Med. 2020;172(5):ITC33-48.

Clarke AE, Pooley N, Marjenberg Z, Langham J, Nicholson
L, Langham S, et al. Risk of malignancy in patients
with systemic lupus erythematosus: Systematic re-
view and meta-analysis. Semin Arthritis Rheum [In-
ternet]. 2021;51(6):1230-41. Available from: https://
doi.org/10.1016/j.semarthrit.2021.09.009

Choi MY, Flood K, Bernatsky S, Ramsey-Goldman R,
Clarke AE. A review on SLE and malignancy. Best
Pract Res Clin Rheumatol [Internet]. 2017;31(3):373-
96. Available from: https://doi.org/10.1016/j.
berh.2017.09.013

Carrion-Barbera I, Salman-Monte TC, Vilchez-Oya F,
Monfort J. Neuropsychiatric involvement in system-
ic lupus erythematosus: A review. Autoimmun Rev.
2021;20(4).

Chen ], Tang Y, Zhu M, Xu A. Heart involvement in
systemic lupus erythematosus: a systemic review
and meta-analysis. Clin Rheumatol [Internet].
2016;35(10):2437-48. Available from: http://dx.doi.
0rg/10.1007/s10067-016-3373-z

Fujieda Y. Diversity of neuropsychiatric manifestations in
systemic lupus erythematosus. Immunol Med [Inter-
net]. 2020;43(4):135-41. Available from: https://doi.
org/10.1080/25785826.2020.1770947



BOLUM 24

KUTANOZ LUPUS ERITEMATOZUS (M32.9)

Burak UNLU!
Ayse Nilhan ATSU?

HATIRLA

Lupus eritematozus (LE) deriyi te etkileyen multisistemik otoimmiin bag doku hastaligidur.

Deri lezyonlari tek basina (kutanoz lupus eritematozus (KLE)) ya da sistemik hastalik (sistemik
lupus eritematozus (SLE)) ile beraber olabilir.

Lupus riskini etkileyen en giiclii faktor cinsiyettir. Sistemik lupus eritematozuslu (SLE) kadinlarin
say1s1 erkeklere oranla ¢ok fazladir. SLE, kadinlarda en sik dogurganlik yaslarinda meydana geldi-
ginden, hormonal faktérlerin hastalig: tetiklemesi muhtemeldir. Afro-Amerikan kadinlarda SLE
prevalansi, Kafkas kokenli Amerikali kadinlara gore dort kat daha fazladir.

Neonatal lupus eritematozus: Maternal antiniikleer otoantikorlar (ANA), anti-U1 riboniikleopro-
tein (anti-U1-RNP), anti-Sjogren sendromu ile iliskili antijen A (anti-SSA/Ro) veya anti-Sjogren
sendromu ile iligkili antijen B’nin (anti-SSB/La) transplasental gegisi sonucu fetal yasam sirasin-
da edinilen otoimmiin bir hastaliktir. Deri lezyonlars, sitopeniler, hepatobiliyer tutulum ve konje-
nital kalp blogu, izlenebilir. Kardiyak tutulumda prognoz kétii olabilir.

Kutanéz lupus eritematozuslu (KLE) hastalarin %5 ila %25’i hastaligin seyri sirasinda sistemik
lupus eritematozusa (SLE) ilerleyebilir.
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veya ilaglara bagl olarak karaciger enzimle-
rinde arti saptanabilir. Hastalarin gastroen-
teroloji uzmani tarafindan degerlendirilmesi
uygun olacaktir.

Gogus Hastaliklari

» SLE akciger parankimini, hava yolunu, vas-
kiiler yapilari, plevrayr ve/veya solunum
kaslarini tutabilir.

» SLE’de en yaygin pulmoner bulgu plevrittir.
Plevral efiizyon, hastalarin hemen hemen
yarisinda goriiliir.

> Hastalar ayrica pnomoni, pulmoner kana-
ma, emboli ve hipertansiyon riski altindadir.
Bu nedenlerden dolayi hastalar gogiis hasta-
liklar1 uzmaninca degerlendirilmelidir.

Psikiyatri

» SLE’de psikiyatrik komorbiditeler yaygin-
dir. Hastalarda psikoz, duygudurum bozuk-
luklari, depresyon ve anksiyeteyi izlenebilir.
Psikiyatrik muayene ve takipler 6nemlidir.

Medikal Onkoloji

»  Malignite riski sistemik lupus eritematozus-
lu hastalarda artmis olabilir. Beyin, tiroid,
mide akciger, serviks ve mesane karsinom-
lar1 normal poptilasyona oranla SLE’li bi-
reyler daha sik izlenir. Bu nedenle, siiphe
halinde, onkoloji uzmani tarafindan deger-
lendirme gereklidir.
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