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Congenital infantile fibrosarcoma (CIFS) is a rare 
pediatric soft tissue tumor; clinically, it presents 
as a highly vascular mass and may simulate a 
hemangioma. It usually occurs in the first year 
of l i fe and has a relatively better prognosis 
compared to other aggressive spindle cell sar-
comas of childhood. We report a patient with 
CIFS who presented with a nonspecific ulcer-
ated mass lesion over the right shoulder region 
that was clinically diagnosed as a benign vas-
cular lesion. Histology revealed a highly cellular 
tumor with closely packed fascicles of spindle 
cells. Immunohistochemically, the tumor cells ex- 
pressed vimentin.
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Congenital infantile fibrosarcoma (CIFS) is 
a malignant soft tissue tumor originating  
from fibroblasts.1 It is an uncommon pediat-

ric malignancy with a good prognosis. The diagnosis 
is made on the basis of clinical, pathological, and 
immunohistochemical examination. As a hypervas-
cular tumor, it can be misdiagnosed as congenital 
hemangioma on clinical and radiological grounds.1-3 
We describe a patient with CIFS who presented 
with an ulcerated mass lesion over the right shoulder 
region. Clinical and radiological diagnosis suggested 
a hemangioma.

Case Report
A 6-month-old female infant presented with a hem-
orrhagic and ulcerated mass over the right shoulder 
region. The mass initially started as a painful swelling 
that later ruptured and became ulcerated. Clinically, 
the mass measured 635 cm and was present over the 
right shoulder region, reaching the clavicle anteriorly 
and spine of scapula posteriorly. The lesion was highly 
vascular and reddish in color with irregular borders 
and areas of ulceration. Ultrasonography revealed 
a heterogeneous, lobulated, hypoechoic mass with 
increased vascularity. There also was evidence of effu-
sion in the right shoulder joint. Clinical and radio-
logical diagnosis suggested a hemangioma. Images 
were not taken because the lesion was clinically 
and radiologically characteristic of a benign vascu- 
lar lesion. 

The mass was surgically removed and sent for his-
topathologic examination. Grossly, the tumor was in 
multiple fragments measuring 6.53534 cm. The tis-
sue fragments were grey-white in color, focally encap-
sulated, and showed areas of congestion. Multiple 
sections showed a highly cellular tumor. The tumor 
cells were closely packed and present in fascicles 
with a prominent hemangiopericytomalike vascular 
pattern (Figure 1). The tumor showed minimal pleo-
morphism and high mitotic activity (1–4 per high-
power field)(Figures 2A and 2B). Individual tumor 
cells were spindled with ovoid to spindle-shaped 
hyperchromatic nuclei and had variable amounts 
of tapering cytoplasm (Figure 1). There were focal 
chronic inflammatory cells and areas of necrosis 
were absent. Immunohistochemically, the tumor cells 
expressed vimentin (V9; 1:500 dilution; Santa Cruz  
Biotechnology, Inc) and were negative for 
CD34 (clone QBEnd 10; 1:50 dilution;  
DakoCytomation), smooth muscle actin (clone 1A4; 
1:100 dilution; DakoCytomation), and S-100 
protein (clone 15E2E2; 1:80 dilution; BioGenex  
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Figure 1. Histology of the tumor showed high cellularity and pleomorphic, small to large spindle cells arranged in 
fascicles with a prominent hemangiopericytomalike appearance (A and B)(H&E; original magnifications 340 and 
3200, respectively).
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Figure 2. Photomicrograph showed tumor cells (A) with individual cell pleomorphism and mitosis (B)(H&E; original 
magnifications 340 and 3400, respectively). Immunohistochemistry revealed CD34 positivity in blood vessels (C)
(original magnification 340); however, tumor cells were positive for vimentin diffusely (D)(original magnifica-
tion 3200).
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Laboratories, Inc)(Figures 2C and 2D). Based on  
these findings, a final diagnosis of CIFS was made.

Comment
Congenital infantile fibrosarcoma is a malignant soft 
tissue tumor that clinically presents as a mass lesion 
ranging in size from 1 to 20 cm.4 The distal segments 
of the limbs are described as the most frequently 
involved sites (71%), whereas axial locations repre-
sent only 29% of cases.5 However, in our patient, the 
lesion was present at the shoulder region, infiltrating 
into the joint cavity. More than 300 cases of CIFS 
have been reported in the literature but few have 
been reported as a clinical mimicker of congenital 
hemangiomas.2,3 Congenital infantile fibrosarcoma 
may mimic hemangioma clinically, but the dis-
ease courses vary. Features that are similar to both 

congenital hemangiomas and CIFS include occur-
rence of both in neonates; history of rapid growth; 
vascular, sometimes hemorrhagic, appearance; and 
consumption coagulopathy.2 Regrettably, radiologic 
imaging techniques have shown poor discrimination 
between highly vascularized CIFS and congenital 
hemangiomas.6 Magnetic resonance imaging (MRI) 
for CIFS depicts a well-circumscribed mass that is 
isointense on T1-weighted MRI and hyperintense on 
T2-weighted MRI because of a high cellular compo-
nent. Sometimes CIFS may appear heterogeneous, 
septate, and strongly enhanced.6 There are various 
differentiating features between CIFS and congenital 
hemangiomas that can help clinicians to make an 
accurate diagnosis (Table). However, none of the 
clinical features are specific for either CIFS or con-
genital hemangioma in an individual case. Likewise, 

Features CIFS CH

Age at presentation Uncommon tumor; one-third to more 
than half of these lesions are present 
at birth 

Most common tumor of infancy; 
usually appears in the first weeks  
of life

Sex More likely in males More likely in females

Site Head, neck, limbs Extremities, trunk, head, neck

Consistency Firm, shiny Softer and compressible

Clinical presentation Spherical and protruding; poorly 
circumscribed; infiltrative; often fixed 
to underlying tissues; light grey

Plaquelike with lobular borders; well-
circumscribed; mobile

Histopathology Sheets of small, uniform, solidly 
packed spindle cells; collagen and 
mitotic figures; richly vascular areas

Distinctly lobulated with centrally 
located feeder vessels 

Immunohistochemistry Vimentin CD34

Cytogenetics t(12;15)(p13;q26) and ETV6-NTRK3 
fusion positive

Negative

Treatment Surgery, chemotherapy; may regress Resection; spontaneous regression 
in most cases 

Abbreviations: CIFS, congenital infantile fibrosarcoma; CH, congenital hemangioma; ETV6, ets variant 6; NTRK3, neurotrophic tyrosine kinase 
receptor, type 3.

Clinicopathological Differences Between CIFS and CH  
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in our patient, the lesion was diagnosed as a vascular 
lesion. It is to be noted that the index patient was 
female and the lesion was not present at the time 
of birth. Therefore, histopathology is always impor-
tant to make the correct diagnosis. Both the clini-
cian and pathologist should be aware that CIFS can  
present as a subtle benign vascular lesion. There 
should be a high index of suspicion for CIFS, as prog-
nosis differs from benign hemangiomas.

Histologic mimickers of CIFS include infantile 
fibromatosis, particularly a cellular variant; inflam-
matory myofibroblastic tumor if a prominent chronic 
inflammatory infiltrate is present7; and spindle cell 
variant of embryonal rhabdomyosarcoma. Immuno-
histochemically, the spindle cells of CIFS stain for 
vimentin and variably for muscle markers including 
muscle specific and smooth muscle actin. Desmin 
rarely is expressed.8

Congenital infantile fibrosarcomas are classified 
as low-grade sarcomas of fibroblastic/myofibroblastic 
differentiation. Ultrastructural examination reveals 
dilated rough endoplasmic reticulum, intracytoplas-
mic intermediate filaments, lysosomes, and focal 
basement membrane–like material.9 Unfortunately, 
we could not perform cytogenetics and ultrastructural 
analysis in our patient due to a lack of facilities. 

Congenital infantile fibrosarcomas are associated 
with a high risk for local recurrence in up to 50% of 
cases.4,5 Surgical resection with a wide margin is the 
treatment of choice. Adjuvant chemotherapy has 
been advocated to reduce the risk for local recurrence 
and distant metastasis. The most common chemother- 
apy regimen consisted of vincristine, actinomycin D, 
and cyclophosphamide. In a few cases, ifosfamide is 
substituted for cyclophosphamide or doxorubicin for 
actinomycin D.10 In our patient, surgical resection was 
performed due to the large size and deep infiltration. 
However, tumor margins were involved; therefore, 
the patient was referred to the tertiary center for close 
follow-up and further treatment. 

Conclusion
It is clear from this report that CIFS can clinically 
present as a hemangioma; therefore, histopathology 
is important to make the correct diagnosis, which is 
essential for the prognosis and treatment to be given. 
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