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Abstract 
Rowell syndrome is a disease diagnosed by three major and three minor cri-
teria. The major criteria include the presence of lupus erythematosus (sys-
temic, discoid, or subacute lupus), EM-like lesions (with or without involve-
ment of mucous membranes), and a speckled pattern of antinuclear antibo-
dies. The minor criteria include chilblains, anti-Ro and/or anti-La antibodies, 
and positive RF. In this article, we present a patient whose manifestation in-
dicated RS, because his diagnosis of Systemic lupus erythematosus was defi-
nite, and also onset with EM-like lesions and positive antinuclear antibodies. 
All these above are consistent with the three major criteria. In addition, his 
RF was positive, which was the complement for the minor criteria. 
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1. Introduction 

Systemic lupus erythematosus (SLE) is a chronic, inflammatory autoimmune 
disease with multi-organ system involvement. Early clinical manifestations in-
clude skin lesions, fever, and fatigue. Other systemic symptoms include weak-
ness and liver damage [1]. Erythema multiforme (EM) is considered a type 1V 
hypersensitivity reaction often associated with medication use and sometimes 
caused by a viral infection. It rarely manifests as a complication of SLE or disco-
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id lupus erythematosus (DLE). One study described Rowell syndrome by four 
patients with chronic DLE associated with EM who demonstrated the characte-
ristic immunologic pattern of a speckled type of antinuclear factor (ANA), an-
ti-SjT type of precipitating antibody to saline extract of human tissues, and 
rheumatoid factor (RF) [2] [3]. We present a case of systemic lupus erythema-
tosus (SLE) with concomitant EM-like lesions, which shared many similarities 
with Rowell syndrome (RS). The informed consent of the patient was obtained 
in this study. 

2. Case Report 

A 16-year-old boy presented to us on December 12th 2017 with a 5 month histo-
ry of intermittent fever and fatigue, deep yellow urine phenomenon for 14 days, 
hand-foot rash, cracked bleeding lips and diarrhea for approximately 10 days 
before hospitalization. The patient had no history of drinking ethanol, no drug 
abuse and no history of hemorrhage or viral-associated liver disease. 

His physical examination showed that he was febrile (39.6˚C), and tar-
get-shaped erythema was present on his hands and feet (Figure 1(a), Figure 
1(b)). Furthermore, the patient had chapped and bleeding lips, ulcerated oral 
mucosa, and his pharynx was covered with a white pseudomembrane (Figure 2). 
His skin and sclera were icteric, his abdominal muscles were tense, his upper 
abdomen was tender and the patient had a positive murphy’s sign. In addition, 
both lower extremities had slight edema.  
 

 
(a) 

 
(b) 

Figure 1. Target-shaped erythema was present on his feet and hands. 
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Auxiliary laboratory examinations demonstrated the following: liver function 
tests revealed alanine amino transferase (ALT) 298 U/L, aspartate aminotransfe-
rase (AST) 578 U/L, total bilirubin (TBIL) 185.2 µmol/L, direct bilirubin (DBIL) 
122.2 µmol/L, CHE 15,974.4 U/L, albumin (ALB) 29 g/L, A/G 1.38. Hepatitis B 
infection markers were negative. The abdominal ultrasound showed an en-
larged liver, echo enhancement, enlarged hepatic portal vein lymph nodes, a 
thickened gallbladder, splenomegaly and abnormal pancreatic and renal vein 
structure and hemodynamics. Antinuclear antibody spectrum revealed the 
following: nRNP/Sm +, anti-dsDNA ++ and ANUA ++. The patient’s immu-
noglobulin values were as follows: C3 0.63 g/L, C4 0.08 g/L. His throat swab 
indicated mycoplasma pneumonia with 5.88 × 103/copy. Rheumatoid factor 
was also positive. A biopsy of skin lesions from his palms (Figure 3) revealed 
histological hallmarks of erythema multiforme (EM) including lymphocytic in-
filtrate at the dermal-epidermal junction and widespread keratinocyte necrosis. 
Immunofluorescence examinations were not carried out because the patient can 
not afford the pay for these examinations. In addition, immunofluorescence 
examinations were not dispensable for his diagnosis. 
 

 
Figure 2. Chapped and bleeding lips, ulcerated oral mucosa, 
and the pharynx was covered with a white pseudomembrane. 

 

 
Figure 3. Lymphocytic infiltrate and widespread keratino-
cyte necrosis at the dermal-epidermal junction. 
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He was treated with methylprednisolone 240 mg for 3 days and then oral 
methylprednisolone tablets 60 mg/day for a duration of one week (followed by 
tapering of 2.5 mg fortnightly), mycophenolate mofetil 1500 mg/day, hydrox-
ychloroquine 400 mg/day and beta blockers (atenolol 25 mg/day). His clinical 
and laboratory parameters improved gradually over 3 weeks and he was dis-
charged. He is being followed up regularly and is symptomatically and clini-
cally better. 

3. Discussion 

After RS was first described by Rowell in 1963, Zeitouni et al. revised the di-
agnostic criteria for RS by three major and three minor criteria. The major 
criteria consist of the presence of lupus erythematosus (systemic, discoid, or 
subacute lupus), EM-like lesions (with or without involvement of mucous 
membranes), and a speckled pattern of antinuclear antibodies. The minor cri-
teria include chilblains, anti-Ro and/or anti-La antibodies, and positive RF [4]. 
All three major and at least one minor criteria must be present for a diagnosis 
of RS.  

Up to now, more than 40 cases of Rowell syndrome have been reported, most 
of which lacked the criteria originally described by Rowell et al. or Zeitouni et al. 
[5]. In most cases, the coexistence of lupus erythematosus and erythema multi-
forme is a kind of overlap syndrome [6]. 

This patient’s manifestation indicated RS, because his diagnosis of Systemic 
lupus erythematosus was definite, and also occurred with EM-like lesions and 
positive antinuclear antibodies. All these above are consistent with the three 
major criteria. In addition, his RF was positive and this was the complement for 
the minor criteria. However, therapeutic options for this type of presentation are 
not well-documented. 

Drug-induced hepatitis is one of the more common causes of liver damage in 
SLE patients. If the patient presents with fever, rash, decreased white blood cells, 
(acidophilic cells > 6%), drug-induced liver damage is a possibility [7]. SLE can 
also cause liver damage early in the disease course (≤3 months). The incidence of 
liver damage is up to 20% - 30% [8] and some researchers think anti-ribosomal 
P antibody is implicated [9] [10]. However, the mechanism is unclear, often ma-
nifest as hepatomegaly and/or abnormal liver function [11].  

Several therapeutic regimens are known, including corticosteroids, methotrex-
ate, dapsone, hydroxychloroquine, and azathioprine [12]. In the majority of cases, 
these drugs have been used to treat underlying lupus erythematosus. Maybe be-
cause EM always caused by drug eruption or virus infection that can also be cured 
with corticosteroids. 
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