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Sir,
French dermatologist Pierre Bazin was the first to coin 
the term malignant in a case of secondary syphilis. 
About 5  years later, it was defined as malignant syphilis 
by Dubue.[1] Malignant syphilis or lues maligna is an 
uncommon form of secondary syphilis, which usually 
occurs in immunosuppressed patients, mainly those who 
have HIV infection.[2,3] Skin lesions include pustules, 
nodules, and ulcers.[4] It may involve mucosa, lymph node, 
liver, and spleen. It is rarely reported in immunocompetent 
individuals. We are reporting a case of lues maligna in an 
immunocompetent female.

A 35‑year‑old married woman presented with skin 
lesions, fever, malaise, and arthralgia for 3  weeks. 
Dermatological examination revealed; skin colored 
to erythematous macules, papules and nodules. The 
relatively older papules and nodules had developed crust, 
collaret of scale, and few had ulceration on surface. The 
lesions were present all over the body with increased 
predilection for the extremities, trunk, face, genitalia, 
palm, sole, and scalp [Figure 1]. She also had curdy white 
vaginal discharge sticking to her vaginal wall associated 
with itching suggestive of candidiasis. Rest of mucosal 
surfaces were free of any lesions. The inguinal, axillary, 
and cervical lymph nodes were 1.5  cm  ×  1  cm enlarged 
and nontender. Other systemic examinations were 
unremarkable. Her husband denied history of extramarital 
sexual contact and was free of any skin and mucosal 
lesions suggestive of syphilis.

The hematological parameters were within normal limits. 
Her venereal disease research laboratory  (VDRL) and 
Treponema Pallidum Hamagglutination Assay(TPHA) 
tests were reactive with titers 1:64 and 1:160 dilutions, 
respectively. Test for HIV was nonreactive. Her husband’s 
VDRL test was reactive at 1:32 dilutions. Histopathology 

of skin lesion from leg showed the presence of plasma 
cells in the vessel wall and thrombosed vessels in the 
dermis with endarteritis  [Figure  2a and b]. Based on 
clinical, histopathological, serological, and associated 
systemic features, a diagnosis of lues maligna with 
vaginal candidiasis was made. The patient was sensitive 
to test dose of penicillin and hence, she did not give 
consent for injectable penicillin. She was treated 
with Doxycyline 100  mg twice daily for 21  days for 
syphilis and fluconazole 150  mg stat dose for vaginal 
candidiasis. The skin lesions of syphilis healed by 
60% within 14  days of initiation of medication without 
Jarisch‑Herxheimer reaction and vaginal candidiasis 
improved completely. The spouse also was treated with 
doxycycline 100 mg   twice daily for 21 days, as he 
refused to give consent for injectable penicillin. Repeat 
serology of patient and her  husband could not be done 
as both were lost to follow up.

Malignant syphilis is referred to as syphilis maligna 
praecox, lues maligna, and rupioid syphilis. It is a rare 
form of secondary syphilis and differs from classical 
manifestations of secondary syphilis by exuberant, 
pleomorphic, ulcerated, and necrotic lesions and associated 
systemic symptoms.[4] These lesions can occur on the 
entire body with increased predilection for extremities and 
face.[5,6] Because of wide range of skin and mucosal lesion 
it is often confused for other diseases.

The syphilitic lesions have been reported to mimic 
cutaneous T‑cell lymphoma, mycosis fungoides, persistent 
gyrate erythema, lichen planus, parapsoriasis lichenoides 
et varioliformis acuta, erythema exudativum, psoriasis, 
pustular psoriasis, histiocytoma, and sarcoidosis clinically 
and histopathologically.[7‑9] However, the diagnosis of 
lues maligna is based on three criteria: clinical and 
histopathological characteristics, presence of high titre 
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of antibodies in VDRL or a similar test, and intense and 
severe Jarisch–Herxheimer reaction and rapid resolution of 
lesions with adequate therapy.[10]

In the present case, the skin lesions were in the form of 
nodules and papules with ulceration on surface of few 
which usually occurs due to end arteritis obliterans in 
syphilis. In addition, reactive VDRL, positive TPHA 
test, corroborative histopathology, associated systemic 
features, and rapid response to doxycycline confirmed 
the diagnosis of lues maligna. Although severe Jarisch–
Herxheimer reaction after treatment is one of the criteria 
for lues maligna, our patient did not develop the same with 
treatment, which is quite unusual.

Malignant syphilis is frequently associated with 
HIV‑  co‑infected patients.[2,3] It has been suggested that 
in patients co‑infected with HIV, the immunodeficiency 
favors the predominance of the virulence of the agent 
in the agent‑host contest.[2] Other predisposing factors 
include malnutrition, alcohol abuse, and concomitant 
debilitating illnesses.[11,12] Our case did not have any 
predisposing factor and was negative for HIV. In such 
cases, it is difficult to suspect and diagnose the case 
as lues maligna. However, widespread pleomprphic, 
nodulo‑ulcerative lesions along with associated systemic 
symptoms even in an immunocompetent individual should 
lead to suspicion of lues maligna, so that the disease can 
be diagnosed and treated at the earliest. Simultaneously, 
the partner should be treated to prevent reinfection to the 
spouse and transmission to community as we did in our 
case. On review of literature, we found few reports of 
lues maligna in immunocompetent adults, hence our case 
will add to the pool of evidence.
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Figure  1: (a) Papule and nodules with crust on surface on extremities. 
(b) Nodules with crust on surface

b

a
Figure  2: (a) Hematoxylin and eosin; 40×: Dermis showing endothelial 
swelling with infiltration of histiocytes and plasma cells. (b) Hematoxylin and 
eosin; 40×: Dermis showing proliferation of blood vessels with obliteration 
of vascular lumina with infiltration of plasma cells and histiocytes
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Sir,
A 36‑year‑old female presented with an asymptomatic 
lesion over the vulval area for the last 2 years. Cutaneous 
examination revealed a single, well‑circumscribed 
smooth surfaced, skin colored, firm, nontender, 
0.5  cm  ×  0.5  cm  ×  0.5  cm nodule located at the right 
interlabial sulcus [Figure  1]. Inguinal lymph nodes were 
not enlarged on either side. Our differential diagnoses 
were epidermoid cyst and hidradenoma papilliferum. 
Histopathological examination showed a well‑demarcated, 
unencapsulated neoplasm in the dermis and subcutis, 
extending up to the base of biopsy specimen  [Figure  2a]. 
It was composed of multiple neoplastic cell nests that 
contained oval and irregular tubules  [Figure  2b]. These 
tubules were lined by an epithelium, which was mainly 
two‑layered, but also multilayered at some places. The 
inner layer was formed by cuboidal cells that showed 
decapitation secretion, and the outer layer was composed 
of two types of cells: flattened and cuboidal  [Figure  2c]. 
The intervening stroma was minimal and fibrous in 
nature, with virtually no inflammatory infiltrate. On 
clinicopathological correlation, the diagnosis of tubular 
apocrine adenoma was made and complete surgical 
excision was advised.

Tubular apocrine adenomais a rare benign adnexal 
neoplasm that exhibits apocrine differentiation. It was first 
described by Landry and Winkelmann in 1972.[1] It usually 
presents as a slow growing well‑circumscribed nodule. The 
most common site of involvement is the scalp. Although 
it has also been reported to occur at other sites like face, 
neck, axilla, trunk, upper and lower extremities, but female 
genitalia is a rarely documented site.[2]

Recently, anogenital mammary‑like glands have been 
identified as a type of cutaneous adnexal gland, localized 
to the anogenital area of both sexes, with characteristics of 
modified eccrine and apocrine glands. It has been suggested 
that the lesions arising in anogenital area like apocrine 
adenoma, fibroadenoma, hidrocystoma, and hidradenoma 
papilliferum may originate from these glands. Hence, 
tubular apocine adenoma is likely a type of adenoma of 
anogenital mammary‑like glands.[3]

Histopathologically, it is a well‑demarcated, unencapsulated 
neoplasm located in the dermis, sometimes extending in 
the subcutis. It is composed of scattered neoplastic cell 
nests that contain round, oval, or irregular tubules, lined 
by two‑layer or multilayered epithelium. The inner layer is 
formed by cuboidal or columnar epithelial cells that often 
show decapitation secretion and the outer layer is composed 
of basal cells or myoepithelial cells. The stroma is minimal 
and fibrous in nature, with paucity of inflammatory cell 
infiltrate.[4]

Tubular apocrine adenoma, syringocystadenoma papilliferum, 
and apocrine cystadenoma  (apocrine hidrocystoma) 
constitute neoplasms with apocrine differentiation. As per 
recent study by Ansai et al., all these three neoplasms have 
similar components, but they show different architecture. 
The authors also described composite entities that showed 
features of two or three of these neoplasms, which they 
labeled as tubulopapillary cystic adenoma with apocrine 
differentiation. They concluded that these three neoplasms 
represent parts of the same spectrum.[4]

Syringocystadenoma papilliferum is an endophytic 
neoplasm. It shows cystic invaginations from the 




