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Pleomorphic hyalinizing angiectatic tumor of  soft parts 
with unusual lipoma‑like clinical morphology

Sir,
A 63‑year‑old woman presented with a solitary, 
asymptomatic, subcutaneous swelling in the medial part 
of the left crura of seven months duration. Examination 
revealed a nodule which was 4 cm × 4 cm in size, 
skin‑colored, partially mobile, relatively well‑demarcated 
and non‑tender [Figure 1]. The patient did not show 
any systemic symptoms or regional lymphadenopathy. 
A provisional clinical diagnosis of lipoma was made. The 
nodule was completely removed surgically with healthy 
tissue margins.

A histological image (hematoxylin and eosin stain) 
revealed clusters of thin‑walled, markedly dilated vessels 
of various calibre with fibrinous eosinophilic material 
in their walls [Figure 2]. We distinguished two types 
of tumor cells – spindle cells arranged in bundles and 
round epithelioid cells with marked cellular and nuclear 
pleomorphism [Figure 3]. Sporadically, intranuclear 
pseudoinclusions were found. Occasionally, inconspicuous 
erythrocyte extravasation and hemosiderin deposits were 
seen. Mitoses in tumor cells were not observed. The tumor 
was located subcutaneously with infiltrative growth into 
the dermis. Immunohistochemically, we observed a diffuse 
positivity for vimentin and CD34 and negativity for S100, 
SMA, desmin, EMA, HMB45 and CD31. Listed findings 
confirmed the diagnosis of pleomorphic hyalinizing 
angiectatic tumor of soft parts.

The current WHO classification of soft tissue tumors 
considers pleomorphic hyalinizing angiectatic tumor a 
locally aggressive lesion of borderline behavior and uncertain 

differentiation.1 Recent studies assume that pleomorphic 
hyalinizing angiectatic tumor, hemosideric fibrolipomatous 
tumor and myxoinflammatory fibroblastic sarcoma are 
morphological variants of the same genetically defined 
entity, but only the last‑mentioned variant has a potential to 
metastasise.1

Pleomorphic hyalinizing angiectatic tumor occurs from the 
fifth to eighth decades of human life; the average age is 
55 years. It is slightly predominant in female patients, at a 
4:3 proportion. The tumor is frequently located in the lower 
extremity (63%), especially feet and ankles (27%).1,2

A majority of the literature characterises the clinical 
presentation of pleomorphic hyalinizing angiectatic tumor as 
a reddish‑purple or livid/violaceous lesion that may imitate 
hematoma, Kaposi sarcoma or other vascular lesions.1‑3 
Some studies refer to it as an unspecific subcutaneous mass 
of clinically normal skin which resembles lipoma, Baker’s 
cyst, desmoid tumor or other benign or malignant tumors of 
clinically uncharacteristic morphology.3 Moreover, one study 
describes it as a combination of both clinical presentations 
as a hematoma‑like area on the surface of a subcutaneous 
resistance.4 Some authors have described it as a case of 
circumscribed, painful, erythematous edema located in 
the lower third of crura, supporting the diagnosis of fatty 
necrosis, erythema nodosum or pretibial myxedema.5 Based 
on the findings from the literature, we may consider the 
spectrum of clinical manifestation of pleomorphic hyalinizing 
angiectatic tumor to be wider than expected. Clinically, the 
appearance of pleomorphic hyalinizing angiectatic tumor is 
non‑specific; therefore, histopathological analysis followed 
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Figure 1: Palpable, relatively well‑demarcated and slightly prominent lipoma‑
like lesion in the medial part of left crura

Figure 2: Pleomorphic hyalinising angiectatic tumour: Clusters of thin‑walled, 
fibrin‑filled, dilated blood vessels (H and E, ×200)

by immunohistochemical methods is the standard for the 
current diagnosis.

Dominant histological features include large pleomorphic 
spindle and epithelioid cells with bizarre hyperchromatic 
nuclei, intranuclear pseudoinclusions and abundant 
eosinophilic cytoplasm.1,2 Mitoses are absent or occur rarely. 
Groups of large, fibrin‑filled, thin‑walled blood vessels are 
typical. The stroma of the tumor often shows hyalinization. 
The tumor is located subcutaneously, possibly spreading 
into the dermis. The margins are microscopically infiltrative. 
Immunohistochemically, the cells are positive for vimentin, 
CD99 and CD34.1,2

The histopathological differential diagnosis of pleomorphic 
hyalinizing angiectatic tumor includes schwannoma, 
undifferentiated pleomorphic sarcoma and pleomorphic 
lipoma.1,2 In a schwannoma, the areas with ancient changes 
and hyalinized vessels may resemble pleomorphic hyalinizing 
angiectatic tumor, but an encapsulated schwannoma shows 
Verocay body formation, and the cells do not contain 
intracytoplasmic hemosiderin. Immunohistochemically, 
schwannoma cells show strong S100 protein positivity and 
CD34 negativity. An undifferentiated pleomorphic sarcoma 
is characterized by the population of highly atypical spindled 
or polygonal cells with marked nuclear pleomorphism and 
abundant atypical mitoses. Cells lack the intracytoplasmic 
hemosiderin and intranuclear pseudoinclusions. CD34 
staining is negative or only focally positive in sarcomatous 
cells. In pleomorphic lipoma, strong diffuse CD34 positivity 
is also present as in pleomorphic hyalinizing angiectatic 
tumor, but the cells have a bland spindle cell morphology 
without mitotic figures. Typical features are the “ropey” 
collagen bundles and floret‑like giant cells. Adipose tissue is 
also usually present.

The therapy of pleomorphic hyalinizing angiectatic tumor is 
based on a complete surgical excision of the tumor.2,4 Relapse 
of pleomorphic hyalinizing angiectatic tumor seems to occur 
only in cases of incomplete excision of the tumor.1,2 Some 
authors recommend a wide local excision with a 3‑cm margin 
and an excision depth reaching deep fascia or periosteum.2,5 
Metastases of pleomorphic hyalinizing angiectatic tumor 
have not yet been described.1,2

In conclusion, pleomorphic hyalinizing angiectatic tumor 
is a rare locally aggressive soft tissue tumor which exhibits 
great diversity in its clinical manifestation. Histopathological 
examination plays a key role in the diagnosis of clinically 
uncertain subcutaneous lesions.
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Figure 3: Pleomorphic hyalinising angiectatic tumour: Spindle and 
pleomorphic tumour cells with nuclear atypia, no mitoses (H and E, ×400)
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Hypopigmented and acneiform lesions: An unusual initial 
presentation of  adult‑onset multisystem Langerhans cell 
histiocytosis

Dear Sir,
Langerhans cell histiocytosis is a rare neoplasm of Langerhans 
cells.1 Its incidence in pediatric population is 4–5 per million, 
whereas incidence in adults is approximately one‑third of 
this.2 The cutaneous involvement in adult‑onset Langerhans 
cell histiocytosis commonly encountered in association with 
multisystem disease. Isolated cutaneous Langerhans cell 
histiocytosis is rare. Heterogeneous cutaneous manifestations, 
such as intertrigo, perianal erosions, centrofacial fleshy 
plaques and prurigo‑like nodules, have been described in both 
multisystem and isolated cutaneous variants of adult‑onset 
Langerhans cell histiocytosis.3,4 Here, we describe two adult 
patients presenting with hypopigmented and acneiform 

lesions finally being diagnosed as multisystem Langerhans 
cell histiocytosis.

Case 1: A 35‑year‑old man presented with multiple, discrete, 
2–3 mm, nonscaly, hypopigmented to depigmented macules 
on the back which were noticed recently [Figure 1a]. He also 
had recalcitrant papulopustular lesions with crusting on scalp 
for 5 years [Figure 1b] and nail dystrophy [Figure 1c]. Several 
finger and toenails had thickening, discoloration, paronychia 
and onychorrhexis. Potassium hydroxide mount and fungal 
cultures were negative from nail clippings. Mucosae and 
hair were normal. There was no lymphadenopathy or 
hepatosplenomegaly.
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