CHAPTER 46

STEVENS-JOHNSON SYNDROME (L55.1)

Elif CETINKAYA!
Mehmet Yunus MEYDAN?

REMEMBER

Steven-Johnson Syndrome (S]S) is a potentially life-threatening drug reaction with mucocutane-
ous erythema, and dermo-epidermal detachment.

The disease generally occurs in adults, but it can also affect the pediatric population. The possibil-
ity of Hodgkin’s disease should not be forgotten in the pediatric SJS/toxic epidermolysis (TEN).

SJS and TEN are a spectrum of a disease. It is evaluated according to the involvement area in the
skin. It is defined as SJS <10%, SJS-TEN overlap between 10-30%, TEN >30% epidermal detach-
ment.

Steven-Johnson Syndrome should not be considered as a skin-limited disease, but a serious sys-
temic disease. The patients should be followed up in the burn unit, if possible.

Steven-Johnson Syndrome/toxic epidermolysis can cause serious complications in the pulmo-
nary, renal and hepatic systems, which can be fatal.

Most common culprit drugs associated with etiology: allopurinol, non-steroidal anti-inflamma-
tory drugs (NSAIDs), antibiotics (especially sulfonamides), and antiepileptics (e.g., carbamaze-
pine).

The disease may also be triggered by Herpes simplex virus and Mycoplasma infections.
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Nephrology

» Patients with SJS may develop acute renal
failure (ARF) due to intense trans-epider-
mal fluid loss. In the presence of increased
serum urea and creatinine, patients should
be consulted with nephrology for the treat-
ment of ARE

» Some cases have been reported to progress
to chronic renal failure.

Infectious Diseases

» Patients are at high risk of infection due to
impaired skin integrity. If infection is add-
ed to the existing picture, it may progress to
sepsis.

» Sepsis/septic shock is the leading cause of
death in these patients. In order to prevent
progression to sepsis, an infectious diseases
specialist should be consulted for the need
for appropriate systemic antibiotic therapy
in the early stage.

Nutrition and Dietetics

» There is intense protein loss in patients
due to deterioration of skin integrity, and
increased catabolism. There may also be
feeding difficulties due to oral involvement.
These patients should be consulted with a
dietitian for appropriate nutritional sup-
port.

Psychiatry

» Individuals with the disease have an in-
creased risk of major depression and
post-traumatic stress disorder. Psychiatric
evaluation before the discharge of the pa-
tients is strongly recommended.

REFERENCES

Hasegawa A, Abe R. Recent advances in managing and
understanding Stevens-Johnson syndrome and toxic
epidermal necrolysis. F1I000Research. 2020;9.

Lerch M, Mainetti C, Terziroli Beretta-Piccoli B, Harr T.
Current Perspectives on Stevens-Johnson Syndrome
and Toxic Epidermal Necrolysis. Clin Rev Allergy
Immunol. 2018;54(1):147-76.

Frantz R, Huang S, Are A, Motaparthi K. Stevens—johnson
syndrome and toxic epidermal necrolysis: A review
of diagnosis and management. Med. 2021;57(9):1-15.

Noe MH, Micheletti RG. Diagnosis and management of
Stevens-Johnson syndrome/toxic epidermal necrol-
ysis. Clin Dermatol [Internet]. 2020;38(6):607-12.
Available from: https://doi.org/10.1016/j.clinderma-
t0l.2020.06.016

Mockenhaupt M. Stevens-Johnson syndrome and toxic ep-
idermal necrolysis: Clinical patterns, diagnostic con-
siderations, etiology, and therapeutic management.
Semin Cutan Med Surg. 2014;33(1):10-6.

Lee HY, Walsh SA, Creamer D. Long-term complica-
tions of Stevens-Johnson syndrome/toxic epidermal
necrolysis (SJS/TEN): the spectrum of chronic prob-
lems in patients who survive an episode of SJS/TEN
necessitates multidisciplinary follow-up. Br ] Derma-
tol. 2017;177(4):924-35.

Saeed H, Mantagos IS, Chodosh J. Complications of Ste-
vens-Johnson syndrome beyond the eye and skin.
Burns [Internet]. 2016;42(1):20-7. Available from:
http://dx.doi.org/10.1016/j.burns.2015.03.012

Kohanim S, Palioura S, Saeced HN, Akpek EK, Amescua
G, Basu S, et al. Stevens-Johnson Syndrome/Toxic
Epidermal Necrolysis - A Comprehensive Review
and Guide to Therapy. I. Systemic Disease. Ocul Surf.
2016;14(1):2-19.

King D, Roberts K, Stenton S, Jenkins A. Stevens-John-
son syndrome associated with Hodgkin’s lymphoma.
Pediatr Dermatol. 2021;38(5):1347-8.

Yoshitake T, Nakamura K, Shioyama Y, Sasaki T, Ooga S,
Abe M, et al. Erythema multiforme and Stevens-John-
son syndrome following radiotherapy. Radiat Med -
Med Imaging Radiat Oncol. 2007;25(1):27-30.

Dash S, Sirka CS, Mishra S, Viswan P. COVID-19 vac-
cine-induced Stevens—Johnson syndrome. Clin Exp
Dermatol. 2021;46(8):1615-7.

Woolum JA, Bailey AM, Baum RA, Metts EL. A Review
of the Management of Stevens-Johnson Syndrome
and Toxic Epidermal Necrolysis. Adv Emerg Nurs J.
2019;41(1):56-64.



BOLUM 47

STEVENS-JOHNSON SENDROMU (L51.1)

Elif CETINKAYA!
Mehmet Yunus MEYDAN?

HATIRLA

Steven-Johnson sendromu (S]JS) mukokutanoz eritem ve dermo-epidermal ayrigsmanin izlendigi,
olumciil olabilen bir ilag reaksiyonudur.

Genellikle erigkinlerde goriilmekle beraber pediyatrik yas grubunda da ortaya ¢ikabilir.

SJS ve toksik epidermoliz (TEN) bir spektrumdur. Derideki ayrismaya gore degerlendirilir. SJS
<%10, SJS- TEN overlap %10-30 arasi, TEN>%30 epidermal ayrisma olarak tanimlanir.

Steven-Johnson sendromu sadece bir deri hastalig1 olarak goriilmemeli ve ciddi bir sistemik has-
talik olarak, miimkiinse yanik iinitesinde takip edilmelidir.

Steven-Johnson sendromu/ toksik epidermoliz pulmoner, renal ve hepatik sistemde 6liimctil ola-
bilecek ciddi komplikasyonlara neden olabilir.

Etiyolojide en ¢ok suglanan ilaglar: allopiirinol, steroid olmayan anti-inflamatuvar ilaglar
(NSAIl’ler), antibiyotikler (6zellikle sulfanomid grubu) ve antiepileptiklerdir (6r: karbamazepin).

Herpes simpleks viriis ve Mycoplasma enfeksiyonlar: tarafindan da SJS tetiklenebilir.
Radyoterapi sonrasinda da SJS/TEN tablosu ortaya ¢ikabilir.
Bazi HLA tipleri (HLA-B*15:02) SJS/TEN hastaliklar1 i¢in yatkinlik olugturmaktadir.
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tabloya enfeksiyonun eklenmesi halinde
sepsise ilerleyebilir.

>  Sepsis/septik sok bu hastalarda baslica 6lim
nedenidir. Sepsise ilerlemenin Onlenmesi
i¢in erken dénemde uygun sistemik antibi-
yoterapi ihtiyact agisindan enfeksiyon has-
taliklarina danigilmalidir.

Beslenme ve Diyetetik

» Deri bitiinliigiiniin bozulmasi ve artan ka-
tabolizma nedeniyle hastalarda yogun pro-
tein kayb1 mevcuttur. Ayni zamanda oral tu-
tuluma bagli beslenme giigliigii de olabilir.
Bu hastalar uygun nutrisyonel destek ama-
cryla diyetisyene danigilmalidir.

Psikiyatri

» Hastalig1 geciren bireylerde major depres-
yon ve post-travmatik stres bozuklugu riski
artmigtir. Taburculuk 6ncesi psikiyatrik go-
riisme mutlaka 6nerilir.
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