Review Article

*, REVIEW OF MESENCHYMAL HAMARTOMA
VW °* OF CHEST WALL IN INFANCY- AN UNUSUAL
TUMOUR

IJCRR

Section: Healthcare

Sci. Journal
Impact Factor
4.016

Ravi G. Patel, Sanjay V. Dhotre, Hansa M. Goswami, Hitendra P. Barot,
Manan P. Jadav

Department of Pathology, B. . Medical College, Ahmedabad.

ABSTRACT

Mesenchymal hamartoma of the chest wall (MHCW) occurs as intraosseous expansile mass involving the ribs typically present
at birth or in early infancy[1]. The incidence is about 0.03% among primary bone tumors with male predominance, and appro-
priately 100 cases have been reported. We present a case of 3-month-old female baby with slowly growing left sided chest wall
swelling since birth. Computerized tomography (CT) revealed a Approx. 58x55x64mm3 sized expansile heterogeneous soft
tissue density lesion (calcific, fluid and soft tissue) arising from posterior aspect of left fourth and fifth ribs with large intratho-
racic component resulting in compression of left parenchyma. The lesion causes mass effect in form of widening of 4th and 5th
intercostal spaces and shift of mediastinum towards left side. Rest of both lung fields appear normal. Thoracotomy with en bloc
excision of the tumor was performed and tissue was sent for histopathological examination. Microscopy revealed structure of
well circumscribed lesion chiefly consisting of fascicles of spindled shaped fibroblast admixed with cartilaginous and bony tissue
with evidence of endochondral ossification. A final diagnosis of mesenchymal hamartoma of the chest wall was made. Oncologist
deferred the chemotherapy The 80% of cases occur prenatally or within first 6 months of life and are usually solitary, but bilater-
ality or multicentricity also rarely occur[3,4]. Mesenchymal hamartoma is not a true neoplasm, but rather they are hamartomas
with focal overgrowth of normal skeletal elements with no propensity for invasion or metastasis. Malignant transformation in
MHCW is very rare[6]. The definitive diagnosis is established only by histopathological examination[5]. We hereby conclude that
these tumors are very rare and they look aggressive both radiologically and microscopically, so it is essential to be aware of this
condition, so that unnecessary over diagnosis and aggressive treatment with chemotherapy and radiotherapy can be avoided
considering the fast recovery of the patient when managed with surgery alone.
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INTRODUCTION

Mesenchymal hamartoma of the chest wall (MHCW) occurs
as intraosseous expansile mass involving the ribs typically
present at birth or in early infancy!!. The incidence is about
0.03% among primary bone tumors with male predominance,
and appropriately 100 cases have been reported. The distinc-
tion between this benign tumor and malignant tumors like
well differentiated chondrosarcoma is seldom clear cut!!l.
The aggressive clinical presentation, radiological features,
and histological features like actively proliferating fibroblas-
tic and chondroid elements can be mistaken for malignant
process [,

MATERIAL AND METHODS

We present a case of 3-month-old female baby with slowly
growing left sided chest wall swelling since birth. The pa-
tient was treated with thoracotomy and en bloc excision. A
3-month-old female baby presented with history of gradually
progressive left sided chest wall swelling since birth with
recent onset of breathlessness. Obstetric and developmental
history was uneventful. On examination, baby had a firm,
nontender, nonmobile, nonfluctuant swelling measuring 4x5
cm2 on the left chest wall. All hematological and biochemi-
cal parameters were within normal limits. Computerized
tomography (CT) revealed a Approx. 58x55x64mm? sized
expansile heterogeneous soft tissue density lesion (calcific,
fluid and soft tissue) arising from posterior aspect of left
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fourth and fifth ribs with large intrathoracic component re-
sulting in compression of left parenchyma. The lesion causes
mass effect in form of widening of 4th and 5th intercostal
spaces and shift of mediastinum towards left side. Rest of
both lung fields appear normal.

Thoracotomy with en bloc excision of the tumor was per-
formed and tissue was sent for histopathological examina-
tion. On Gross examination, encapsulated greyish brown
nodular hard tissue structure attached to ribs (3 ribs) noted
measuring 7x6x5 cm3 with cut surface showing partly solid
partly cystic, whitish areas (cartilage) with hemorrhagic ar-
eas. Microscopy revealed structure of well circumscribed
lesion chiefly consisting of fascicles of spindled shaped fi-
broblast admixed with cartilaginous and bony tissue with
evidence of endochondral ossification. A final diagnosis of
mesenchymal hamartoma of the chest wall was made. On-
cologist deferred the chemotherapy treatment. Diaphragm
and pericardium were free from tumour.

DISCUSSION

MHCW is a very rare benign tumor of bone which was first
described by Nash and Stout in 1961%. McLeod and Dahlin
coined the term hamartoma of the chest wall; however, many
authors coined in different names like mesenchymal, vascu-
lar, cartilaginous, and chondromatous hamartoma, whereas
the preferred term is mesenchymal hamartoma of the chest
wall?3. Almost 80% of cases usually occur in prenatal age
or within first 6 months of life. Lesions are usually solitary,
but bilaterality or multicentricity also occur in rare cases>*7.,
Typically, the lesion appears as a hard, immobile, subcutane-
ous, and extrapleural chest wall mass with deformed ribs.
Respiratory distress and ventilator dependence may occur
even in term or near-term newborns?. Mesenchymal hamar-
toma is not a true neoplasm, but rather they are hamartomas
with focal overgrowth of normal skeletal elements with no
propensity for invasion or metastasis”l. Malignant transfor-
mation in MHCW is very rarel®. Plain X-ray shows expan-
sile mass with well-defined sclerotic margins with secondary
aneurysmal bone cysts and popcorn-like speckled calcifica-
tions*31, CT scan is a better modality which helps to de-
termine the site of origin, tumor density, enlargement, and
effect on adjacent structures®®. Prenatal diagnosis is possible
by ultrasonography, but most are diagnosed postnatally. Ra-
diologically, MHCW can be confused with malignant tumors
like congenital neuroblastoma, Ewing’s sarcoma, and malig-
nant teratomal®. The definitive diagnosis is established only
by histopathological examination’®. Grossly, they are well
circumscribed comprising both cystic and solid areas. Mi-
croscopically they have immature spindle shaped mesenchy-
mal cells, osteoclastic giant cells, fragments of hyaline carti-
lage, areas of woven bone formation, areas of endochondral

ossification and aneurysmal bone cyst-like changes®.Im-
munohistochemically, chondrocytes stain for S-100 protein
and factor VIII highlighting the blood vessels. The differen-
tial diagnosis includes well-differentiated chondrosarcoma,
aneurysmal bone cyst (ABC), chondroma, osteosarcoma,
langerhans cell histiocytosis (LCH), and osteochondro-
mas!?>3), Chondrosarcomas occur at the periphery of the ribs
and grow rapidly with presence of atypical mitosis, hence
differentiated from MHCW. In the series of Ayala et al.,"”
one case of MHCW was misdiagnosed as chondrosarcomal®.
Presence of cartilaginous tissue with mesenchymal cells
ruled out the possibility of primary ABC. Tumors with such
huge size, cystic change, and hypercellularity with presence
of mesenchymal cells are usually not seen in chondromas.
Osteosarcoma, LCH, and osteochondromas can be ruled out
by the absence of pleomorphic spindle cells with malignant
osteoid, atypical histiocytes with longitudinal grooves in the
background of eosinophils and osteocartilagenous cap with
marrow tissue, respectively.

Symptomatic patients have compromised cardiorespiratory
function and it can cause deformity as well. They are best
treated by complete resection and prognosis is very good®!.
However, MHCW stops growing within the first year of life
and some patients may have an excellent outcome with con-
servative treatment alone>¥. Spontanecous regression has
been observed in children even with bilateral involvement
supporting the concept that conservative management is ap-
propriate for asymptomatic children. Chemotherapy as well
as radiation is not indicated in the treatment of MHCW. The
most important postsurgical complication is scoliosis seen in
20% of patients®.

CONCLUSION

We hereby conclude that these tumors are very rare and they
look aggressive both radiologically and microscopically, so
it is essential to be aware of this condition, so that unneces-
sary over diagnosis and aggressive treatment with chemo-
therapy and radiotherapy can be avoided considering the fast
recovery of the patient when managed with surgery alone.

Abbreviations
MHCW- Mesenchymal hamartoma of chest wall, ABC- an-
eurysmal bone cyst, LCH- Langerhans cell histiocytosis.
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Figure 3: Cartilaginous and Mesenchymal tissue (H and E
40x).

Figure 1: CT Scan of Thorax.

Figure 2: Cartilagenous and Mesenchymal tissue (H and E  Figure 4: Endochondral Ossification (H and E 100x).
40x).
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Figure 5: Endochondral Ossification (H and E 100x). Figure 6: Hyaline cartilage and Mesenchymal tissue (H and
E 400x).
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