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Discussion
Chikungunya virus infection has recently been reported to 
cause diff erent ocular manifestations like non-granulomatous 
anterior uveitis, episcleritis, panuveitis, granulomatous 
anterior uveitis, optic neuritis, sixth nerve palsy, retrobulbar 
neuritis, retinitis with vitritis, neuroretinitis, keratitis, central 
retinal artery occlusion, multifocal choroiditis, exudative 
retinal detachment and secondary glaucoma.[4-8] Bilateral 
neuroretinitis is described in viral infections caused by 
measles, inß uenza, Epstein-Barr virus, dengue virus[9] and 
Rift  valley fever virus. This typically occurs subsequent to 
an acute viral systemic illness. In our case a typical picture of 
bilateral neuroretinitis was seen aft er two weeks of serology-
proven chikungunya infection. It is not clear whether the 
neuroretinitis is immunologically mediated or due to the virus 
itself. Systemic acyclovir has been given in some patients with 
ocular manifestations in chikungunya fever without evidence.[7] 
As there was optic disc involvement in our case we feel systemic 
steroids were indicated. Delayed onset of the eye problem aft er 
the fever subsided and prompt response to steroids in our 
case points towards an immune-mediated underlying cause. 
Optic neuritis following CHIKV infection has been treated 
successfully with parenteral steroids.[4] There are recent reports 
which show the need to institute early treatment aft er the 
onset of optic disc involvement. Delay in the treatment could 
result in poor visual outcome.[4] In our case visual recovery had 
been very satisfactory probably because there was no delay 
in  starting  systemic steroids. Being a single case report this 
result cannot be generalized to draw a conclusion regarding 
the prognosis of chikungunya neuroretinitis. We may be able 
to get a bett er picture once larger case series are published. 
To conclude, chikungunya neuroretinitis should be kept as a 
diff erential diagnosis of any bilateral neuroretinitis. We feel that 
to bett er understand and manage the full spectrum of ocular 

disease caused by chikungunya infection, all patients who have 
suff ered from chikungunya fever and have eye problem should 
be referred for detailed ophthalmologic evaluation.
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Primary mucinous carcinoma of 
eyelid: A rare clinical entity
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Primary cutaneous mucinous carcinoma of the eyelid, a 
rare pathologic entity, is an adenocarcinoma of the eccrine 
glands. Though it has low metastatic potential, it does have a 
signiÞ cant recurrence rate. We present the occurrence, clinical 

Primary cutaneous mucinous carcinoma (MC) of the eyelid 
is an adenocarcinoma of the eccrine glands. It is a rare tumor 
with indolent growth.[1] About 120 cases have been reported 
in literature so far, mostly as case reports.[2] We report a case 
of primary MC of the eyelid and present a brief review of  
literature on its pathology and treatment options.

and histological features, and management of this tumor in a 
62-year-old male who presented with a recurrent, Þ rm, nodular 
left  lower lid lesion. He underwent excision with a 5 mm margin 
and the defect was repaired with a Mustarde�s cheek rotation 
ß ap. A full oncological screening, including whole-body Positron 
Emission Tomography scan, excluded the presence of primary 
mucinous carcinoma elsewhere and any metastatic spread. This 
case underscores the importance of considering this tumor in 
recalcitrant eyelid lesions and highlights the pathology of this 
tumor.    
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The resultant defect involved the entire lower eyelid and was 
reconstructed by a Mustarde�s cheek rotation ß ap. This was 
a large skin ß ap which was rotated from the cheek. Incision 
began at the lateral canthal angle, extending upward onto 
the temple, and swinging posteriorly just anterior to the ear 
and then inferiorly across the mandible [Fig. 2]. Eight weeks 
postoperatively, there was marginal ectropion and lateral 
tissue sag [Fig. 3]. Gross pathology revealed a subcutaneous 
nodule of tan, gelatinous tissue measuring 4 x 2 x 1.0 cm. 
Microscopic examination revealed a dermal tumor composed 
of epithelial cell islands surrounded by lakes of mucin 
consistent with the diagnosis of mucinous carcinoma [Fig. 
4]. The lateral margins were tumor cell-free but the deep 
resected margin was involved. A thorough search for other 
possible sources of mucinous adenocarcinoma was made. 
Upper and lower gastrointestinal study, contrast enhanced 
computer tomography study of the chest and abdomen, as 
well as a whole body Positron Emission Tomography scan 
were negative for any other primary. 

Discussion
First described by Lenox et al.,[3] in 1951, primary mucinous 

Figure 1: Tumor involving entire lower eyelid (left) with resection 
margins inked out

Figure 2: Reconstruction with Mustarde�s Flap
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Case Report
A 62-year old male presented to the oncology center for 
evaluation of a painless, superÞ cial nodular lesion over 
his left  lower eyelid that had slowly grown over the course 
of approximately 18 months, to measure 4.0 x 2.0 cm. 
Patient gave history of a similar swelling at the same site 
which had appeared in July 2005 and aft er a similar slow, 
painless progressive increase in size, it had been excised 
in February 2006. The histopathology report from the 
previous surgery was not available for review. The swelling 
recurred within six months and displayed a painless, 
gradual, progressive increase in size till he presented at our 
center. On examination, he had a well-deÞ ned, irregularly 
marginated nodular lesion over the left  lower eyelid [Fig. 
1]. The overlying skin was normal in appearance and freely 
mobile over the underlying nodular lesion except for an 
area of 1 x 1 cm at the lateral end, where the scar of the 
previous surgery was tethered to the mass. There was no 
regional lymphadenopathy. The lesion appeared free from 
the underlying orbital ridge. Fine needle aspiration cytology 
from this lesion reported a benign adenexal tumor. The lesion 
was excised with 5 mm margins under general anesthesia. 

Figure 3: Postoperative Week 8 Figure 4: Histopathology: H and E (x100) (a) Epidermis (b) Dermal 
adnexa (c) Mucin matrix (d) carcinoma cells. Inset (e) x400 view of 
carcinoma cells within mucin matrix
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carcinoma of the skin (MCS) is a rare subtype of sweat 
gland tumor. While some debate exists as to the apocrine 
or eccrine origins of this tumor, most authors favor 
eccrine diff erentiation based on evidence obtained from 
immunohistochemical studies and electron microscopic ultra 
structural analysis.[4] MC most commonly arises in the head 
or neck, with the eyelid being the most common site. Men 
are more aff ected than women in a 2:1 ratio and it tends to 
occur in more elderly individuals (average age 62 years, 
range 34-84 years).[5]

Primary mucinous carcinoma of the skin typically has 
an indolent course. Local recurrence occurs frequently 
(29.4%) following excision, but the rate of metastasis is low 
(9.6%) and most metastases are to regional lymph nodes.[2,5,6] 
Primary MC has distinctive histochemical and ultrastructural 
features. The tumor is composed of small, irregular clusters 
of tumor cells around a ductal lumen in mucinous stroma. 
The tumor cells have a centrally placed, cuboidal nucleus and 
eosinophilic cytoplasm with litt le mitosis. Mucin production 
is consistent with retained cellular function and an indication 
that the tumor is well-diff erentiated. Additionally, mucinous 
carcinomas are typically avascular, a factor that helps explain 
their low rate of metastasis.[4] The mucin is diastase-resistant, 
periodic acid Schiff-positive, hyaluronidase-resistant 
and alcian blue-positive (pH 2.5). This histochemical 
proÞ le is consistent with the presence of a non-sulfated 
mucoprotein, most likely sialomucin. Indeed, in the largest 
series on the subject described by Kazakov et al., authors 
conclude that primary cutaneous  MCs span a morphologic 
spectrum compatible with their mammary counterparts.
[7] It is recognized that distinguishing primary cutaneous 
adnexal neoplasms from metastatic carcinomas can be 
diffi  cult and hence organ-speciÞ c immunostaining proÞ les 
using multiple markers can be used with high sensitivity, 
speciÞ city, and positive predictive value in detecting primary 
adenocarcinomas.[8] Although multiple markers may help to 
diff erentiate primary MC from metastatic adenocarcinomas, 
histologic and immunohistochemical Þ ndings of the two 
forms tend to overlap, and therefore, a careful workup 
to rule out metastatic tumors is necessary in all cases of 
primary cutaneous MC. To this end an extensive search for 
other possible primary site was done with relevant imaging 
procedures. 

Treatment for primary MC of the skin is wide local 
excision and since there is a significant risk of local 
recurrence, it has been recommended that the excision be 
done with at least 1 cm margins.[1,9] Some authors have 
suggested Moh�s micrographic technique as an alternative 
to wide local excision.[2] It is also recognized that these 
tumors have a locally invasive natural history and there 
is a high risk of local recurrence despite Moh�s surgery.[9,10] 
In our case as the lower eyelid was involved into entirety, 
such wide margins could not be possible. Nevertheless, the 

5 mm margin we could achieve was suffi  cient to have clear 
lateral margins on histopathology. Opinion is divided over 
the use of adjuvant radiotherapy with some favoring it,[11] 

while others not favoring it.[12] We have scheduled the patient 
for adjuvant external beam radiotherapy as the deep margin 
was positive for tumor deposit.

This case brings forth a rare skin adnexal tumor involving 
the lower eyelid. Surgeons and ophthalmologists should 
be aware of this tumor in the periocular region and should 
consider these carcinomas in the diff erential diagnosis of 
cystic/solid eyelid lesions even though they appear benign 
on clinical course. 
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