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extracellular spaces of the dermis and soft tissue.
Other uncommon differential diagnosis include
mucinous nodules overlying rheumatoid arthritic
joints, accelerated rheumatoid nodulosis secondary
to methotrexate therapy, synovial cysts over tendon
sheaths and bursae, tenosynovial nodules associated
with Human T lymphotropic virus-1, sarcoidosis,
subcutaneous and tendinous nodules in scleroderma
and rarely angioimmunoblastic t-cell lymphoma with
arthritis.
In our patient, the clinical features supplemented by
characteristic laboratory and radiological findings
helped in confirming the diagnosis. Complications of
gout include renal involvement such as nephrolithiasis
or acute and chronic gouty nephropathy.[1] In our
patient, renal function was deranged although a
detailed evaluation could not be undertaken.
Treatment of CTG includes diet modification, medical
and surgical therapy.[1] Medical treatment includes
NSAIDs, hypouricemic drugs like allopurinol and
uricosuric drugs like probenecid and sulfinpyrazone.
Surgery is usually avoided unless tophi are in a critical
location, drain chronically or there is intractable joint
pain, loss of motion and massive joint destruction.
The conventional enucleating procedure may lead
to complications such as skin necrosis, tendon or
joint exposure. A ‘shaver technique’ for deformity
management of CTG has been described.[6]
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Naevoid basal cell carcinoma
syndrome
Sir,
Nevoid basal cell carcinoma syndrome (NBCCS), also
known as Gorlin syndrome, is a hereditary condition
characterized by a wide range of developmental
abnormalities and a predisposition to neoplasms.
The syndrome, delineated by Gorlin and Goltz in
1960, was first reported in 1894 and has been given
several different names including Gorlin syndrome,
Gorlin-Goltz syndrome, Nevoid basal cell carcinoma
syndrome (NBCCS), multiple nevoid basal-cell
carcinoma syndrome (MNBCCS), multiple basal-cell
carcinoma syndrome, basal cell nevus syndrome
(BCNS), multiple basalioma syndrome, fifth
phacomatosis, jaw cysts-basal cell tumors-skeletal
anomalies syndrome, odontogenic keratocytosisskeletal anomalies syndrome, multiple nevoid
basal-cell epithelioma-jaw cysts-bifid rib syndrome,
hereditary cutaneomandibular polyoncosis and finally
epitheliomatose multiple generalisee.[1]
The estimated prevalence varies from 1/57,000 to
1/256,000, with a male-to-female ratio of 1:1.[2] Main
clinical manifestations include multiple basal cell
carcinomas (BCCs), odontogenic keratocysts of the
jaws, hyperkeratosis of palms and soles, skeletal
abnormalities, intracranial ectopic calcifications, and
facial dysmorphism (macrocephaly, cleft lip/palate
and severe eye anomalies).
In the current case series, we present three confirmed
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Table 1: Characteristics of the three patients with their
manifestations
Sex Age (yrs old) Characteristics
F

18

Multiple BCC† [Figures 1 and 2],
Meduloblastoma‡, Seizure, Palmar pits†
[Figure 3], a broad nasal bridge with ocular
hypertelorism and frontal bossing‡, Skull punch
out lesions

F

35

Multiple BCC†, Odontogenic mandibular
keratocyst†

M

45

Multiple BCC†, Congenital Kyphoscoliosis‡
[Figure 4], Frontal bossing‡

†

Major criteria; ‡Minor criteria
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Figure 1: Multiple BCCs on the scalp

Figure 2: Large BCC on the ear

Figure 3: Palmar pits

Figure 4: Kyphoscoliosis along with BCC on the back

cases of NBCCS with review of their manifestations
[Table 1].

fused vertebra, occipital-frontal circumference more
than 97 percentile with frontal bossing, cardiac or
ovarian fibroma, medulloblastoma, lymphomesentric
cysts, and congenital malformations such as cleft lip
or palate, polydactylism or eye anomaly (cataract,
coloboma, microphthalmus).[3,4]

The diagnostic criteria for NBCC was put forth by
Evans and Colleagues and modified by Kimoni in
1997. According to him, diagnosis of Gorlin syndrome
can be established when two major or one major and
two minor criteria as described below, are present.
Major criteria include more than two basal cell carcinoma
or one basal carcinoma at younger than 30 years of age or
more than10 basal cell nevi, any odontogenic keratocyst
(proven on histology) or polyostotic bone cyst, three
or more palmar or plantar pits, ectopic calcification
lamellar or early at younger than 20 years of age, falx
cerebri calcification and positive family history of nevoid
basal cell carcinoma.

In our first case, two major (multiple BCCs at younger
than 30 years old, and palmar pits) and one minor
(medulloblastoma) criteria were met, which were
indicative of Gorlin syndrome. The second case had
two major criteria (multiple BCCs before 30 years
and odontogenic keratocyst), which confirmed Gorlin
syndrome. The third case had one major criterion
(multiple BCCs) and two minor criteria (congenital
skeletal anomaly and frontal bossing) which confirmed
Gorlin syndrome.

Minor criteria include congenital skeletal anomaly,
bifid, fused, splayed, missing or bified rib, wedged or

Early diagnosis and treatment is important to prevent
long term squeals of this syndrome that include
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malignancy and oromaxillofacial deformation and
destruction. Aggressive BCC causes death of the
patient as a result of tumor invasion to the brain or
other vital structures and medulloblastoma associated
with the syndrome causes death during infancy.[5]
Because of recurrence of odontogenic keratocysts,
varying degrees of jaw deformity may result from
operations for multiple cysts.
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Generalized granuloma annulare
with tuberculoid granulomas:
A rare histopathological variant
Sir,
Colcott Fox first described granuloma annulare (GA)
in 1895[1] and in 1902 Radcliffe-Crocker labeled it
as Granuloma annulare.[2] Granuloma Annulare is a
benign granulomatous disease of unknown etiology
characterized by multiple erythematous and annular
plaques with histopathological features of necrobiosis
and palisading granulomas. The clinical variants
include localized, generalized, perforating and
subcutaneous types. Common histological variants
are palisading and interstitial granulomas, however,

tuberculoid or sarcoidal granulomas occur rarely.[3] We
report a case of generalized granuloma annulare with
tuberculoid granulomas.
A 65-year-old female presented with multiple well
defined annular erythematous plaques on both hands
and lower legs of two years duration [Figure 1]. On
examination, the sensations over the plaques were
intact and there were no palpable nerves. A clinical
differential diagnosis of granuloma annulare and
Hansen’s disease were made. Histopathology
revealed a normal epidermis with mid to deep dermis
showing perivascular and periadenexal collection
of lymhocytes. Multiple ill defined granulomas
composed of epitheloid cells and Langhans giant cells
[Figures 2- 4] with fibrin and altered collagen were
also found. Alcian blue stain showed mucin deposits
in the dermis [Figure 5]. Fite stain was negative.
With these histopathological findings a diagnosis
of tuberculoid variant of generalized granuloma
annulare was made.
Granuloma annulare is a granulomatous disorder,
which is more common in females. The age of onset
is usually less than 30 years. Several precipitating
factors have been proposed, which include sun
exposure, insect bites, viral infections, thyroiditis,
tuberculin skin tests and trauma.[1] Granuloma
annulare (GA) has varying clinical presentations that
include localized, generalized, subcutaneous, and
perforating forms. A generalized form of granuloma
annulare can occur in up to 15% of patients,
and is characterized by multiple, asymptomatic,
erythematous or skin-colored plaques located
primarily on neck, trunk and extensor surfaces
of extremities.[4] Generalized granuloma annulare
is characterized by a later onset, poorer response
to therapy and an increased prevalence of the
HLA-Bw35 allele.[4] Alterations in the lipid profile
(hypercholesterolemia, hypertriglyceridemia, or
both) were found to occur in 45% of patients with
generalized granuloma annulare.[4] Generalized
granuloma annulare may represent a paraneoplastic
phenomenon in patients with lymphoma or other
malignant conditions.
Granuloma annulare is characterized by three different
histolopathological patterns. The most common is
the interstitial pattern, in which histiocytes infiltrate
between collagen fibers and minimal degenerated
collagen is noted. The second is the classic pattern, in
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