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ABSTRACT

Rowell syndrome is a condition in which lupus erythematosus is associated with erythema multiformae-like target lesions.
The authors describe the condition in a middle-aged woman with drug induced lupus erythematosus and erythema
multiformae-like targetoid lesions who initially improved with systemic steroids and antimalarial but succumbed to

pulmonary embolism.

Key words: Rowell’s; Erythema multiformae-like lesions; Drug induced lupus; Pulmonary embolism

INTRODUCTION

Rowell syndrome is a condition in which lupus
erythematosus is associated with erythema multiformae-
like target lesions. The presence of targetoid lesions in
patients with lupus erythematosus was first described
by Scholtz in 1992 [1]. Rowell syndrome was first
described by Rowell et al. in 1963 in a study of 120
patients with discoid lupus erythematosus (DLE) out
of which four patients had erythema multiformae-
like target lesions. The syndrome included lupus
erythematosus with erythema multiformae-like
targetoid lesions, the presence of ANA positivity in a
speckled pattern, rheumatoid factor (RF) positivity
and precipitating antibody to a saline extract of human
tissue (anti-SJT) [2]. Zeitouni et al. in 2000 introduced
major and minor criteria for the diagnosis of Rowell
syndrome. According to Zeitouni et al., the presence of
all three major criteria and one minor criteria is required
for the diagnosis of Rowell syndrome [3].

The three major criteria are:

* Acute, subacute or discoid lupus erythematosus

* Presence of erythema multiformae-like target
lesions

* Positivity of ANA in a speckled pattern.

The minor criteria are:

e Chilblains

* Anti-Ro or anti-La positivity
¢ Positive rheumatoid factor.

There have been around 35 cases of Rowell syndrome
described in the literature [4]. Lupus erythematosus
can be induced by drugs, with procainamide and
hydralazine being the most common culprit agents.
Isoniazid, which is one of the anti-tubercular drugs, is
also known to induce lupus erythematosus [5].

We describe Rowell’s syndrome in a middle-aged lady.

CASE REPORT

A 40 years old lady presented to our emergency with

the complaints of

* Redness and swelling of face for 7 days

* FErosions and hemorrhagic crusting of lips for 5 days

* Painful supertficial erosions and ulcers on oral cavity
for 5 days.

The lady had been diagnosed with pulmonary
tuberculosis two months back based on history of
fever and cough for one month, suggestive chest x-ray,
sputum acid-fast bacillus stain and Mantoux test
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findings two months back and was subsequently put
on tablet isoniazid 300 mg once daily, tablet rifampin
450 mg once daily, tablet pyrazinamide 1500 mg once
daily and tablet ethambutol 1200 mg once daily for two
months. There was no history of a sore throat, joint or
muscle pain, pain abdomen, and chilblains. Her bowel
and bladder habits were normal.

Her physical examination revealed swelling of her face
including perioral and periorbital regions. There were
erosions on her lips (Fig. 1).

There were multiple discrete erythematous targetoid
lesions (Figs. 2 and 3) and non-blanchable purpura on
her back and extremities including palms and soles
(Figs. 3-5).

There were no other significant findings on cutaneous
and systemic examination.

Figure 2: Multiple discrete purpura and erythematous target-like
lesions on the back.
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The differentials that had been considered at the time

of diagnosis were:

* Stevens-Johnson syndrome secondary to anti-
tubercular therapy

* Drugreaction, eosinophilia and systemic symptoms
(DRESS) secondary to anti-tubercular therapy

* Anti-tubercular therapy induced lupus
erythematosus

* Erythema multiformae major.

Her investigation reports revealed the following:

* Haemoglobin - 10 g/dL (reference value: 12-14 g/dL.)

* Total count -11,580/mm’ (reference value: 4,000-
11,000/mm’)

Figure 4: Discrete purpuras on the right palm.

Figure 5: Purpura on her left forearm
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e Differential count — 86% neutrophils, 10%
lymphocytes and 4% cosinophils

* Platelets — 65,000/ mm’ (reference value: 1,50,000-
4,50,000/ mm’)

* ESR-56 mm in 1* hour

* Peripheral blood smear — normocytic normochromic
anacmia with poikilocytosis and anisocytosis

e Urea-7.9 mmol/mlL, Creatinine — 95 umol/L.

* Na*-14] mEq/L, K* - 4.1 mEq/L

* Serology nonreactive for HIV, HBsAg and VDRL

* ECG - sinus thythm

*  Chest X-ray — patchy infiltration with well-defined
margins on right upper lobe

* ANA positive in a speckled pattern

e DsDNA - 225 [U/mL (positive if > 80 IU/mL)

* Rheumatoid factor — positive

* Anticardiolipin antibody — positive

* Anti-Ro and anti-La antibodies were not performed
as these investigations are not available in the
hospital and the patient could not afford the
investigation (all the investigations that were
available in the hospital were provided free of cost)

* Prothrombin time — 17 seconds (Reference value:
12 seconds)

e INR-1

* Activated partial thromboplastin time — 47 seconds
(Reference value: < 30 seconds)

* Routine urine microscopic examination — albumin
3+

* 24 hours urinary protein — 2.53 g/day.

Her diagnosis was revised as all three major criteria
and one minor criterion (rheumatoid factor positivity)
of Rowell syndrome was fulfilled. She also had renal
involvement demonstrated by 24-hour urinary protein

loss of 2.53 g/day.

She was subsequently admitted to medical intensive

care unit, her antitubercular medications were stopped

and she was started on

* Injection hydrocortisone 200 mg IV BD

* Tablet hydroxychloroquine sulfate 200 mg PO BD

* Nasogastric tube placement for enteral feeding

* Removal of hemorrhagic crusts on lips with saline
soaked gauze

* Chlorhexidine and lignocaine gel for oral ulcers.

Her condition improved dramatically in the first
few days with the decrease in facial swelling and oral
lesions. However, on the eighth day of admission, the
patient expired suddenly. Her fibrinogen degradation
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products were 36 mg/dL (Reference value: < 10 mg/dL)
and D-dimer level was 1.7 mg/L. (Reference value:
< 0.5 mg/L). She had not required ventilation and her
saturation was above 95% in the preceding days. Her
cause of death was suspected to be acute shortness of
breath secondary to pulmonary embolism. She had
not complained of chest pain, frothing from mouth
before death. On auscultation of her chest, there were
no abnormalities detected. She had not been put on
anti-coagulant therapy. Her skin biopsy, which had been
planned, could not be carried out.

DISCUSSION

Our patient fulfilled all the three major criteria of
Rowell’s syndrome proposed by Zeitouni [3] and one
minor criterion, positivity for RA factor. Her lupus
erythematosus was presumed to have been induced
by anti-tubercular therapy, as she did not manifest
any signs and symptoms of lupus erythematosus prior
to antitubercular therapy. Our patient’s condition was
finally diagnosed as Rowell’s syndrome secondary to
anti-tubercular therapy.

Although Rowell’s syndrome commonly afflicts middle-
aged women, studies have revealed the condition to be
present in other groups as well [6,7]. The treatment
regimens, which have shown promising results,
include prednisolone, azathioprine, antimalarials and
ciclosporin [8,9].

Our patient who had been put on injection
hydrocortisone and tablet hydroxychloroquine sulfate
had initially shown a dramatic improvement of her
symptoms. However, she succumbed to death within a
few days to shortness of breath secondary to suspected
pulmonary embolism. Although her autopsy was not
performed, her cause of death was suspected to be
pulmonary embolism because of raised fibrinogen
degradation products, elevated D-dimer levels, and
cardiolipin antibody positivity. She did not have
hypothermia (< 35°C) or fever above 38°C. There was
no drop in her arterial oxygen saturation in the last three
days prior to her death. Her arterial blood gas analysis
showed results within the normal limit. There was no
evidence of frothing from her mouth on inspection and
no abnormalities detected on auscultation of her chest.
Based on these findings and inherent increased risk of
pulmonary embolism in lupus erythematosus [10,11],
her cause of death was suspected to be a pulmonary
embolism.

202



www.odermatol.com

CONCLUSION

We recommend monitoring bleeding and clotting
parameters in all patients with Rowell’s syndrome
and lupus erythematosus and initiating anticoagulant
therapy to prevent thromboembolism.
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