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INTRODUCTION:  Congenital  or  neonatal  rhabdomyosarcoma  (RMS)  is  a rare  soft  tissue  tumor  with  the
most common  sites of  origin  in  genitourinary  tract,  head,  and  neck  regions  and  extremities  are less
commonly  involved.
PRESENTATION  OF  CASE:  In this  paper, a case  of  embryonal  RMS  with skin  lesions,  lymph  nodes  metastasis,
and  bone  marrow  metastasis  is reported  for  a 1-month  old  female  patient.
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DISCUSSION:  This  study  presents  how  within  8-months  of  chemotherapy,  the  lesions  got  subsided  and
the  patient  became  disease  free.
CONCLUSION:  Multiple  congenital  rhabdomyosarcoma  of  neonate  is a  rare  finding  that  should  be  consid-
ered as differential  diagnosis  of lymphoma  and  neurofibroma.

©  2017  The  Authors.  Published  by  Elsevier  Ltd  on  behalf  of  IJS Publishing  Group  Ltd.  This is  an  open
he  CC
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. Introduction

Rhabdoyosarcoma (RMS), which is a neoplasm of soft tissue,
s seen both in adults and children; however, its occurrence in
nfants is very rare [1]. RMS  is seen mostly in head and neck regions,
enitourinary system and extremities. The most common sites of
etastatic involvement are the soft tissues, serosal surfaces, lung,

one marrow, and lymph nodes; therefore, it can be mistaken for
cute leukemia and lymphoma [2]. To the best of our knowledge,
ess than 10 cases of congenital rhabdomyosarcoma have been
eported up to this time. We  present a case of congenital embryonal
habdomyosarcoma with unusual clinical features of multiple skin
odules and bone marrow metastases.

. Case report

A 6-month-old female, first child of a family, was  presented to
ur department with irritability and skin lesions which appeared
ince she was 1-month-old. Her parents noticed these skin lesions
s dark-purple swellings in different sizes, first at left extremity
nd short after throughout her body since she was 1-month-old
Fig. 1). Some of these lesions were waxed and waned over time,
ut didn’t have been improved. Lab findings revealed high ESR:

8 and LDH: 8932 and low Hemoglobin: 7.9 g/dl levels. Blood glu-
ose, liver function tests, electrolytes were all in normal limits.
inillylmandelic Acid (VMA) and homovanillic acid (HVA) tests
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for neuroblastoma were unremarkable. CT scanning of brain, tho-
racic, abdomen and pelvic organs revealed multiple subcutaneous
nodules in skull, chest wall, and abdominopelvic skin, some with
necrotic centers and the largest measured at 39*50 mm.  Multi-
ple lymphadenopathies were noted in supraclavicular, both axilla,
both iliac chain,inguinal and right paraaortic (27*15 mm). There
weren’t any significant organic abnormalities (fig2). Skin biopsy
was performed; histopathologic studies revealed proliferation of
small round dispersed cells, composed of primitive mesenchy-
mal  cells in various stages of myogenesis with scant to moderate
amount of deeply eosinophilic cytoplasm with occasionally cross
striations, eccentric, small oval nuclei, and inconspicuous nucleoli
(Fig. 3). Immunohistochemical staining revealed strong positiv-
ity for desmin and myoglobin (Fig. 4); while, it was  negative for
CD1a, LCA, CD68, CD99, Synaptophysin, Chromogranin and WT1.
IHC staining for S100 showed unspecific staining in tumor cell.

As the patient developed pancytopenia, she underwent bone
marrow aspiration, which showed monotonous infiltration of
large tadpole-like cells in bone marrow with abundant bluish
cytoplasm (fig5). On the basis of histopathology, diagnosis of
embryonal rhabdomyosarcoma was  made. Due to the observa-
tion of multiple lesions, the patient underwent chemotherapy with
Vincristine, Actinomycin, Cyclophosphamide, and Dexamethasone,
and remained disease free for 8 months after diagnosis.

3. Discussion

Rhabdomyosarcoma is a soft tissue tumor which accounts for

4–8% of all soft tissue tumors in children mostly occurring between
the ages of 3 and 12 years [1,8]; however, its occurrence in infancy
is extremely rare [1,2,5,6]. Males are affected more often, but there
is not gender difference in recent reported neonatal cases [4,7,8].
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Fig. 1. a,b; Subcutaneous nodules of rhabdo
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for ruling out other probable important differential diagnoses. As
ig. 2. Magnetic resonance imaging (MRI) findings show large subcutaneous nod-
les  with multiple lymphadenopathies, without organic abnormalities.

MS  is classified into three types of embryonal, alveolar and pleo-
orphic, as well as several subtypes and possibly minor categories

1–9]. Embryonal type variants and related tumors include botry-
id, pleomorphic, clear cell, rhabdoid, spindle cell and sclerosing
ypes [10–12].
Embryonal rhabdomyosarcoma is the most common type in
nfancy and children among above-mentioned three types [4,7].
his tumor type arises from undifferentiated mesoderm and is

Fig. 3. low power(a) & High power(b) skin lesion microsco
myosarcoma in a 6 month old female.

common in the head and neck region (particularly the orbit,
nasopharynx, middle ear, and oral cavity), retroperitoneum, bile
ducts, and urogenital tract [7,13]. Less commonly it may  occur in
the extremities and skin. Among these sites, survival rate is less
in those with affected extremities [14]. Clinically, its differential
diagnoses are neuroblastoma, lymphoma, leukemia, neurofibroma,
hemangioma and fibromatousis [2,15]. The most common sites
of metastatic involvement are soft tissues, serosal surfaces, lung,
bone marrow, and lymph nodes[19]. In comparison with other
soft tissue tumors, lymph node metastasis is frequent in rhab-
domyosarcoma and is of a great value in tumor staging [19,20].
The prognosis of embryonal rhabdomyosarcoma has markedly
improved following multimodality treatment with excision, radia-
tion therapy, and multidrug chemotherapy [1,4,7,8,20]. This case
is worthwhile to report because of extreme rarity of RMS  in
neonates. Furthermore, its fast growth in less than one month
was noteworthy; otherwise, the patient seemed to be normal at
birth and the symptoms began one month after. Most of the previ-
ously reported congenital embryonal RMS  had male dominancy,
but our patient was  female [1,6,16,17]. The radiological exami-
nation revealed multiple involvements through the whole body,
including subcutaneous lesions and several lymphadenopathies.
Although the metastases to bone marrow was established through
histologic examination of bone marrow aspiration, it was  uncer-
tain whether it has multiple primaries, or from the left extremity
and metastasize to other sites. Imunohistochemical staining con-
firmed the diagnosis, as rhabdomyosarcoma shows positivity for
desmin and myoglobin. We  examined other markers in this case
Synaptophysin, chromogranin, LCA(CD45), CD99, WT1, CD68 and
CD1a were negative, besides immunopositivity for muscle mark-
ers, Neuroblastoma (Synaptophysin+, chromogranin+,Myogenin-,

py, showing multiple rhabdomyoblasts in this field.
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Fig. 4. Immunohistochemical staining of tumoral cells in dermal lesion show strong immunopositivity for Myogenin in low power microscopy(a) and high power (b) and
strong  positivity for Desmin in low power microscopy(c) and high power (d).
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ig. 5. Bone marrow involvement by rhabdomyosarcoma in high power microscopy
b).

esmin-), Large cell lymphoma(CD45+, B/T cell markers present,
esmin-), Acute lymphoblastic leukemia(LCA+, CD99+, Myogenin-

 Desmin-), Wilms  tumor(WT1+, Myogenin-, Desmin-), Ewing
arcoma (CD99+, Myogenin-, Desmin-) and Langerhans cell histio-
ytosis(CD68+ and CD1a + ) were excluded;, hence, our case did not
t any of these diagnoses [18–20].

. Conclusion
We  describe a patient with unusual presentation of multiple
habdomyosarcoma of a female neonate. it was uncertain whether
t has multiple primaries, or from the left extremity and metastasize
e tadpole like tumoral cell is seen in the center of this field in oil power microscopy

to other sites. This rare condition should be considered clinically in
the differential diagnosis of neuroblastoma, lymphoma, leukemia,
neurofibroma, hemangioma, fibromatousis and mastocytosis. It is
important to keep in mind that Rhabdomyosarcoma can be seen as
multiple congenital lesions in neonates, therefor necessary diag-
nostic imunohistochemical staining should be done to the better
management of the disease.
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