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ous hemangioma, CHF and hepatic bruit
with " diagnosis of hemangioendothelioma
with jaundice these were present in 44.4,
55.5 and 16.6% cases, respectively(4). It is
further stressed that absence of these clini-
cal features does not rule out the presence
of hepatic hemangioendothelioma. The in-
fant reported from India had an enlarged
firm nodular liver with single cutancous
hemangioma(6). These infants should be
investigated further. Non-invasive tech-
niques like ultrasonography and CT scan of
the liver can delineate the tumor(4,6). Se-
lective celiac arteriorgraphy can confirm
the diagnosis of hemangioendotheli-
oma(4). Close liver biopsy is contraindi-
cated as the tumor is vascular. Open liver
biopsy confirms the diagnosis(6). Ultra-
sound guided fine needle aspiration cyto-
logy can be attempted.

A majority (82.3%) of cases of hepatic
hemangioendothelioma associated with
hyperbilirubinemia had a fatal outcome(4).
The present patient also succumbed. Our
carlier experience shows that if diagnosed
in life, it can be treated effectively with
steriods(6). Associated CHF can be
treated with concomitant decongestive

therapy(2). Radiation of the tumor and .

surgical ligation of hepatic artery can facili-
tate the involution of the tumor(S,6). The
prognosis can be improved upon by early
diagnosis and by institution of appropriate
medical treatment with steroids(6). It is
suggested that as a differential diagnosis of
neonatal hepatitis, possibility of hepatic
hemangioendothelioma should also be
thought of.

REFERENCES

1. Ishak KG, Goodman ZD. Benign tumors
of liver: Infantile hemangioendothelioma
of liver. In: Bockus Gastroenterology, 4th
edn. Ed Berk JE. Philadelphia, WB
Saunders Company, 1985, pp 3302-3313.

- VOLUME 28--JUNE 1991

"2 Mdean PH, Moller JH, Harwich WJ,
et al. Multinodular hemangiomatosis of
liver in infancy. Pediatrics 1972, 49: 563-
573.

3. Bachman AH, Lichtenstein JE,
Friedman AC, er al. Infantile hemangio-
endothelioma of liver: etiologic, patho-
logic and clinical correlation. Am J
Roentgenol 1983, 140: 1091-1096.

4. Smith GG, Lohr JA, Malcolm BS, Kesler
RW. Hepatic hemangioendothelioma
and hyperbilirubinemia. South Med ]
1978, 71: 1439-1441.

5. Holcomb GW, & Neill JA, Jr, Mah- -
boubi S, Bishop HC. Experience with
hepatic hemangioendothelioma in in-
fancy and childhood. J Pediatr Surg 1988,
23: 661-666.

6. - "I’hapa BR, Yachha S, Narsimha Rao KL,
Gupta HL, Katariya S, Mehta S. Multi-
nodular infantile hemangioendothelioma
of liver. Indian Pediatr 1988, 25: 199-203.

pils

Spondylo-Epiphyseal Dysplasia
Tarda with Progressive
Arthropathy

S. Sood
AK. Gupta
M. Berry

Spondylo-epiphyseal dysplasia tarda
with progressive arthropathy is a rare in-
herited dysplasia with clinical resemblance
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to rheumatoid arthritis and radiographic
changes in spine similar to those of
spondylo-epiphyseal dysplasia tarda. It was
first described in 1982 by Wynne et al.(1).
To the best of our knowledge no other case
has been reported after the initial report of
fifteen patients by Wynne ef al.(1). We are
reporting a case with classical findings of
the above mentioned dysplasia.

Case Report

A ten-year-old male child, of non-con-
sanguinous marriage was referred to our
institution with 5 year history of progres-
sive limitation of movement and swelling of
small joints of hands. On examination the
patient was a thinly built boy of normal
height. He had swelling around the small
joints of hands with limitation of move-
ment. There was no redness or tenderness
associated with swellings. The child also
had scoliosis of lumbar spine and genu
recurvatum of the left lower limb. Routine
laboratory investigations (hemoglobin,
TLC, DLC, ESR) were within normal
limits., Serum for rheumatmd factor was
negative.

Radiological” features: The skull and

chest radiographs were normal. Spine .

showed platyspondyly (Figs. la & b),
throughout with varying degree of end
plate irregularity and wedging. Mild scoli-
osis was present in the lumbar region. Ra-
diographs of hands (Fig. 2) showed en-
larged epiphysis of metacarpals with wid-
ening of metaphysis of all the phalanges.
There was evidence of soft tissue contrac-
tures at the interphalangeal joints with
periarticular -osteoporosis. Radiographs of
both knegs showed evidence of irregularity
of the articular surfaces. Radiographs of
pelvis showed irregularity of articular sur-
face of the heads of femur and acetabulum.
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Fig. la & b. Radiograph of spine showing platy-

spondyly throughout with varying
degrees of end plate uregulanty
and wedgmg
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 Fig 2. Radiographs of hands showing gross wid-
ening of the metaphyses of the phalanges
with particular osteoporosis. Epiphyses of
the metacarpals are enlarged. Evidence of
soft tissue contracture seen at proximal

interphalangeal joints. Note absence of -

soft tissue swelling around the joints.

Discussion e A

Involvement of hands in this disorder
has several features which differentiate it
from' inflammatory arthritis involving
~ joints, i.e., lack of bony erosions, no perios-
teal reaction and absent soft tissue swelling
around the joints (Note that the enlarge-
ment of small joints of hands is due to wid-
ening of metaphyses and not due to soft tis-
sue swelling) (Fig. 2). Clinically absence of
pain and tenderness around the joint is a
pointer against the diagnosis of inflamma-
-tory arthritis.

This disorder also has several distin-
guishing features from the more frequently
encountered spondylo-epiphyseal dysplasia
tarda: symptoms of this disorder begin at
an early age (3 to 8 years versus 12 to 13
years in case of spondylo-epiphyseal
dysplasia tarda), typical involvement of
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hands with enlargement of epiphyses and
metaphyses, and ‘soft tissue eontractures of
small joints of hands with particular osteo-
porosis. The major clinical difference is
that the patient of this disorder presents
with involvement of hands unlike patients
of spondylo-epiphyseal dysplasia tarda who
present with shortness of stature.

We believe that the differential diagno-
sis of spondylo-epiphyseal dysplasia tarda
with progressive arthropathy should be sus-
pected in all cases presenting as atypical
juvenile arthritis.
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Pattern of Pediatric Malignancies
in Rajasthan

N. Mangal
N. Miglani

Various Welfare Programmes for chil-
dren in our country, aimed at reducing
morbidity and mortality due to communi-
cable and nutritional diseases, are bound to
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