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The diagnostic {eatures of Freeman
Sheldon Syndrome include cranial, carpal
and tarsal anomalies. The patient reported
here had classical whistling face and hand
abnormalities. However, several other mal-
formations such as convergent strabismus,
kyphoscoliosis(2), blepharophimosis, anti-
mongoloid eye slant(3) limited mobiiity at
shoulders and elbows, dccreased prona-
tion, supination(4), colobomata of nos-
tril(5) and renal abnormality(6) were ab-
sent in this patient. -

The condition is genctically hetcroge-
neous. In most cases the mode of inheri-
tance 1s autosomal dominant. Howcver, an
autosomal recessive mode of inheritance
has also been suggested(4). In this casc the
father had restriction opening of mouth al-
though no other stigmata were present. I it
is taken as formae frustee, the possibility of
dominant mode of inheritance in this case
can be considered.
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Askin Rosai tumor is one of the rarest
of the rare group ol chest wall tumors in
the pediatric %ige group. It is a small round
ccll malignancy with a differential diagno-
sis of ncuroblastoma, rhabdomyosarcoma,
Ewing’s sarcoma and malignant lym-
phoma. However, 1t can be differentiated
from thesc by abscnce of certain light mi-
croscopic findings and by doing other spe-
cial tests. Two cascs of Askin Rosai tumor
diagnosed by wedge biopsy are reported
here. Both these children presented with a
{irm to hard mass on the posterior thoraco-
abdominal wall.
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Case Reports

 Case I: A 4 -year-old girl was brought
to us with a swelling in the paraspinal
region below the scapula with a history of
mild fever and anorexia for a period. of
2 months. On cxamination, she was a well
child, mildly palc and had a swelling in the
region of right seventh rib, below the right
scapular angle, measuring 5 cm X 3 cm, ir-
regular, firm to hard, tendcr, nonpulsatile
and was {rcc from the skin but seemed to
be attached to the rib beneath, There was
no cvidence of dissemination to other
bones, joints and spinc being normal. The
examination of the respiratory system re-
vealed diminishcd air cntry in the right
lower zone corresponding to the swelling.

Investigations revealed a hemoglobin
of 8 g/dl with atypical lympocytes (reac-
tive) seen on the peripheral smear. Roent-
genogram of chest showed 7th rib spread-
ing on the right side (Fig. 7). Scrum LDH
and alkaline phosphatasc were elevated.
Urinary VMA was normal.

A finc necdle aspiration donc from the
swelling on the chest showed a small round
cell tumor. On wedge biopsy, it confirmed
a small round cell tumor with pseu-
dorosctte formation, the cclls had a faint
blue cytoplasm with a nuclcus with coarse
chromatin. No cytoplasmic cross striations
were seen. Mitotic figures were moderately
present.

The diagnosis of Askin Rosai tumor
was established by abscnce of nvestigative
findings suggestive of other round cell
tumors, i.e., Ewing’s Sarcoma (PAS for gly-
congen-positive), rhabdomyosarcoma (aci-
dophilic cytoplasm-spindle cells, cross
striations), ncuroblastoma (clevated uri-
nary VMA levels) and lymphoma (other
clinical fcatures like lymphadenopathy,
splenomegaly). |
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Case 2: A G-ycar-old boy presented
with a swelling on right lower chest wall
and upper abdominal wall posteriorly for a

Fig. 1. The Seventh nb spreading on right side in
the first patient.
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Fig. 2: Right sided pleural effusion in the second
patient.

period of 15 days. On examination this
child was also a well child, mildly pale and
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had a swelling in the region of right 12th

rib, on the postertor thoraco abdominal
wall measuring 5 cm X 7 cm, irregular,
firm to hard and non tender. On pcr ab-
dominal examination the liver was 8 cm
palpable, soft to firm, non tendcr, non pul-
satilc with a smooth surface and rounded
edge. Rest of the systemic examination was
normal,

On investigation, he had a hemoglobin
of 9 g/dl with a typical lymphocytes on pe-
ripheral smear. His X-ray chest showed a
right pleural effusion (Fig. 2). X-ray lumbo
sacral spine showed a scoliosis and a soft
tissue mass in the right hypochondrium
with destruction of the 12th rib. Urinary
VMA was normal. Ultrasonography of the
abdomen showed a solid tumor arising
from the posterior thoraco-abdominal wali
with intra-abdominal extcnsion causing dis-
placement of upper abdominal organs. A
diagnosis of Askin Rosai tumor was estab-

lished as in Case 1, after FNAC and wedge
~ biopsy; all other round ccll tumors were
similarly excluded.

Both these children were given weekly
injections of a combination of vincristine
and cyclophosphamide in the dose of 1.4
mg/m? and 600 mg/m? respectively for
seven doscs followed by local radio-therapy
up to a total of 4000 rads. The local swel-
ling regressed with the first course of che-
motherapy in both our paticnts but in the
first child a maxillary metastasis was scen 8
weceks after diagnosis. She developed mul-
tiplc metastasis within six months after di-
agnosis involving the right orbital region,
vault of the skull, lumbo sacral spine and
head of the femur and she expired within
cight months of diagnosis. The second
child was lost to follow up 6 months after
diagnosis.

Discussion
Primary malignant tumors of the chest
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wall and/or lung excluding the medi-
astinum are infrequent in childhood and
adolescence as is evident in various large
series in literature. Askin Rosai tumor is
even rarer. It was first described by Askin
and Rosai in 1979, as a distinct clinicopa-
thological entity of uncertain histogenesis.
So far therc have been only 3 major series
reported in literature, first in 1979, by the
original authors Askin and Rosai wherein
they discussed 20 cases(1). All these con-
sisted of a common histologic appearance
of malignant round cells which had oc-
curred at a particular anatomical site. The
second serics consisting of 15 cases was
reported by Linnoila et al. in 1986(2). Re-
cently in 1988, Parikh et a/. from India have
published their data on thcrapy in 15
cascs(3). Askin and Rosai found a fcmale
preponderance with median age at presen-
tation beitg 14.5 years and 25% of their
patients were below the age of 6 years.
Parikh et al. have described a male domi-
nance, median age of prescntation being
17.9 years. Our paticnts werc 6 ycars and 4
years old respectively.

A thoracoabdominal mass with or
without pain was thc most consistent clini-
cal presentation. The duration of symp-
toms prior to diagnosis ranged from a lew
days to six months. Certain atypical presen-
tations described in literature are: (i) mass
filling pericardial cavity, (if) an abdominal
mass which was found to be an extrapul-
monary intrathoracic mass depressing the
diaphragm and involving the chest wall
The latter presentation is similar to that
found in the second case of ours.

The radiological findings, according to
literature, could be variable and include
pleural disease manifested by fluid and/or
tumor, pulmonary parenchymal disease,
rib destruction, rib spreading and diffuse
osteoblastic mctastasis. In the first of our
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paticnts, the 7th rib was spreading (Fig. 1)
and in the second paticnt, 12th rib destruc-
tion was scen along with right sided pleural
eflusion (Fig. 2).

Pathological Findings: The tumor may
be round, ovoid, multinodular or lobulated
measuring between 2 and 4 c¢cm in the
greatest dimensions. A greyish white ap-
pearance with a granular to glistening tex-
turc characterized the cut surface. Small,
nonconfluent arcas of hemorrhage and ne-
crosis may be seen. Most of them arc cir-
cumscribed but encapsulation is not a fea-
turc. Histopathologically, compact shcets
of cells, a nesting arrangement of cclls with
an intervening fibrovascular stroma and
serpiginous bands of cclls with necrosis are
the three basic microscopic pictures des-
cribed. The individual cclls measure 10-14
in diamcter. The nucleus has a course but
evenly dispersed chromatin,

The diagnosis of Askin Rosai tumor is
made by light microscopic exclusion of the
following: Ewing’s sarcoma (light and dark
cell pattern, glycogen on PAS stlaining),
rhabdomyosarcoma (acidophihic cyto-
plasm; cross striations and spindle cells)
and malignant lymphoma (other features
of lymphoma). Ncuroblastoma is cxcluded
by urinary VMA estimation. This tumor
does show ncurosecrctory like granules
and rosette formation but without ncurofi-
brillary material. Hence, it 1s thought to be
neurocctodermal in origin, although this
nceds to be further proven. Neuron-spe-
cific enolasc is the most diagnostic for this
tumor(4). Our patients were, however, not
subjected to this test,

Expericnce on treatment of this tumor
is limited. Surgery, chemotherapy and ra-
diotherapy were used in various combina-
tions by Askin ef al. However, the recent
study by Parikh et al. has emphasized the
need for aggressive chemotherapy and the

%

authors recommend complete excision of
tumor whenever possible, followed by ag-
gressive combination chemotherapy con-
taining ifosfamide, ctoposide and cisplatin
with local radigtherapy. A higher rate of
complete remission was cxpericnced by
them with this modality although long term
survival, irrespective of initial treatment,
was not encouraging as found by various
authors. Thus, it does not differ from other
round cell tumor in its management and
pronosis, outcome being favourable if it i
totally resectable (Advani SH, personal
communication).

Death is usually due to local recur-
rence or complications consequent to con-
tiguous spread rather than due to distant
mclastasis, as scen in other malignancies.
Morc rescarch necds to be done to im-
prove the ovcrall survival rate in patients
with this tumor.
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