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Abstract

case of bilateral conjunctival nodules in Sweet’s syndrome.

The authors report a case with bilateral conjunctival nodules in Sweet’'s syndrome. The patient was a 47-year-old
Chinese male, who fulfilled the diagnostic criteria of Sweet’'s syndrome. Fever as well as erythematous papules and
blains on his face and arms resolved completely after administration of oral prednisolone. However, he developed
secondary facial milia and painless nodules in bilateral eyes. Two well demarcated conjunctival nodules with hyperemia
were found, one in the temporal aspect of the right eye and the other in the nasal aspect of the left eye. Excision biopsy
of the right eye’s lesion showed neutrophilic infiltration without vasculitis, the same histopathologic feature of Sweet’s
syndrome. The one in the left eye was responsive to local corticosteroids. To our knowledge, this is the first reported
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Introduction

Sweet’s syndrome (SS), also referred to as febrile neutrophilic
dermatosis, is an uncommon skin disorder characterized by fever,
neutrophilic leukocytosis, red papules, nodules and plaques that
respond readily to corticosteroid therapy [1]. Ocular manifestations are
rare in SS. We reported a case of SS who developed bilateral conjunctival
nodules. Excision biopsy of the right eye’s lesion showed neutrophilic
infiltration without vasculitis. The one in the left eye was responsive to
local corticosteroids.

Case Report

A 47-year-old Chinese male presented to the dermatologist,
complaining of fever of 38.5°C for 2 weeks as well as erythematous
papules and blains on his face and arms for 1 week on October 5th
2009. There was not any preceding upper respiratory infection, trauma
or drug ingestion. Laboratory tests revealed normal leucocyte count
with neutrophilia (neutrophils 78.5%). Erythrocyte sedimentation rate
(ESR) and hypersensitive C-reactive protein (hsCRP) were elevated
dramatically to more than 140mm/h and 10mg/L respectively. A
biopsy of blain in the arm showed dense neutrophilic infiltration with
no evidence of vasculitis (Figure 1). Other examinations, including
bone marrow aspiration, abdominal ultrasonography, chest computed
tomography, carcinoembryonic antigen, cancer antigen-125, 19-
9, 242, antinuclear antibody, antineutrophil cytoplasmic antibody,
complement, rheumatoid factor, anti-ENA antibodies, anti-double
stranded DNA antibody, were also undertaken to exclude systematic
diseases, but all the results were normal. Diagnosis of idiopathic SS was

made. Oral prednisolone of 50mg/day was initiated. Fever and skin
lesions promptly resolved, and disappeared 2 weeks later. Three weeks
after the treatment, the percentage of neutrophils decreased to 57.9%.
Prednisolone was tapered slowly.

However, despite of the resolution of erythematous papules and
blains, small white and firm papules developed on the face and fused
into plaques quickly. Histopathologic examination demonstrated
multiple milia (Figure 2), which was considered to be a secondary
lesion. Therefore, no specific treatment was given.

The patient was referred to Department of Ophthalmology on
November 12th 2009, complaining of bilateral painless nodules, which
developed simultaneously with the facial milia. Prominent white
plaques(milia) could be noticed on the face, especially around the nose
and mouth (Figure 3). Two well demarcated conjunctival nodules,
3mm in diameter with hyperemia, were found, one in the temporal
aspect of the right eye and the other in the nasal aspect of the left eye

Figure 2: Skin biopsy from the white plaque in the forehead showed several
cysts in superficial dermis, filling with a keratin like substance (Hematoxylin—
eosin staining).

Figure 1: Skin biopsy from the blain in the arm showed superficial dermal edema
and dense neutrophilic infiltration with no evidence of vasculitis (Hematoxylin—
eosin staining).
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Figure 3: Prominent white and firm plaques could be noticed on the face at the
initial visit to our department, especially around the nose and mouth.

(@) | (b)

Figure 4: Two well demarcated nodules were found, one in the temporal
conjunctiva of the right eye (Figure 4a) and the other in the nasal conjunctiva of
the left eye (Figure 4b).

Figure 5: Conjunctival biopsy of the nodule in the right eye showed neutrophilic
infiltration and vascular dilation without vasculitis (Hematoxylin—eosin staining).

(b)

Figure 6: Mild conjunctival edema resulting from the surgical removal of the
nodule in the right eye was noticed 10 days postoperatively (Figure 6a). Partial
resolution of the conjunctival nodule in the left eye was observed after treatment
with 1% prednisolone acetate for 10 days (Figure 6b).

(Figure 4). His visual acuity was 30/20 in both eyes. No abnormalities
were found in the anterior and posterior segment of both eyes.
Fluorometholone (0.1%) eyedrops six times/day was administered for
1 week. However, no resolution was noticed. Therefore, excision biopsy
of the right eye’s lesion was carried out on 19th November. No

scleral abnormalities were found during operation. Histopathologic
examination showed neutrophilic infiltration and vascular dilation
without any suggestion of vasculitis (Figure 5), similar to the primary
skin lesions (Figure 1). Prednisolone acetate (1%) eyedrops six times/
day was applied for both eyes. The stitches were removed on the
4th postoperative day. Mild conjunctival edema resulting from the
surgical removal of the nodule in the right eye was noticed as well
as partial resolution of the conjunctival nodule in the left eye on the
10th postoperative day (Figure 6). Prednisolone acetate was tapered
slowly over 1 month. At the final visit 2 months postoperatively, mild
conjunctival scarring in the right eye was observed, and the conjunctival
nodule in the left eye disappeared completely (Figure 7). All the active
skin lesions, including the primary papules and blains as well as the
secondary milia, disappeared, leaving small scabs in the peri-nasal and
temporal area (Figure 8).

Discussion

SS is an uncommon skin disease, which can present in three
clinical settings: classical (or idiopathic), malignancy-associated and
drug-induced [1]. Diagnosis of classical SS requires to fulfill both
major criteria (1 and 2), and two of the four minor criteria (3, 4, 5,
and 6): (1) Abrupt onset of painful erythematous plaques or nodules,
(2) Histopathologic evidence of a dense neutrophilic infiltrate
without evidence of leukocytoclastic vasculitis, (3) Pyrexia >38°C, (4)
Association with an underlying hematologic or visceral malignancy,
inflammatory disease, or pregnancy, or preceded by an upper
respiratory or gastrointestinal infection or vaccination, (5) Excellent
response to treatment with systemic corticosteroids or potassium
iodide, (6) Abnormal laboratory values at presentation (three of four):
erythrocyte sedimentation rate >20 mm/hr; positive C-reactive protein;
>8,000 leukocytes; >70% neutrophils. Bones, central nervous system,

(a) (b)

Figure 7: Mild conjunctival scarring in the right eye was found 2 months
postoperatively (Figure 7a). The conjunctival nodule in the left eye disappeared
completely after treatment with local corticosteroids (Figure 7b).

Figure 8: All the active skin lesions, including the primary erythematous papules
and blains as well as the secondary white milia, disappeared at the final visit,
leaving small scabs in the peri-nasal and temporal area.
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ears, eyes, kidneys, intestines, liver, heart, lung, mouth, muscles, and
spleen can be the sites of extracutaneous manifestations of SS [1].

With the fever, skin lesion and its histopathologic examination,
elevated ESR and neutrophilia, as well as the response to corticosteroids,
our present patient fulfilled the diagnostic criteria. The systematic
examinations did not find any evidence of hematologic disorders,
internal malignant diseases, or other autoimmune diseases associated
with SS. Kemmett et al. reported that resolution of the primary skin
lesions was occasionally followed by milia and scarring. [2]. Our patient
was a good case in illustrating this point.

Gunawandena et al. found that ocular manifestations occur in 4%
to 72% of patients with SS. [3] Conjunctivitis, [4,5] conjunctival and
limbal nodules, [6,7] scleritis, [8,9] retinal vasculitis, [10] and orbital
cellulitis [11] had been reported. However, most of the cases were
unilateral involvement and the development of ocular lesions was
coinstantaneous with fever and skin lesions. [6,7,9,11] Our case was
characterized by bilateral involvement and the solitary big conjunctival
nodule in both eyes, which was quite different from the cluster of small
nodules reported before. [6,7] Moreover, the conjunctival nodules
and facial milia developed simultaneously after the resolution of fever
and primary skin lesions. Conjunctival biopsy showed neutrophilic
infiltration without any suggestion of vasculitis, which was the
typical histopathologic feature of SS. Therefore, it was proved that the
conjunctival nodules were associated with SS rather than the secondary
milia. Prednisolone acetate (1%) eyedrops was administered in the left
eye according to the histopathologic result, and good response was
noticed, suggesting that local corticosteroids treatment was effective.
However, the initial fluorometholone eyedrops (0.1%) did not work,
which might be attributed to low concentration.

Our case is the first report with ocular surface abnormality in SS
in China, although 2 cases with retinal vasculitis have been reported
before [12].

Conclusion

Ocular manifestations in SS can present as a solitary big

conjunctival nodule in both eyes, which has the same histopathologic
feature of SS in the skin. The conjunctival nodules are responsive to
local corticosteroids.
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