
LETT ERS TO THE EDITOR

I read with interest the recent case re-
port of acu te interm itten t porh yr ia 
(AIP)(1).  The authors have rightly stressed  
the rar ity of this disorder in the pedi atric 
age group. It was in the year 1967 that  we 
reported a case of AIP in a child(2). At that 
time we had reviewed the world literature 
(39 references ) and came across references 
to only 13 cases in the pediatric age group.  
According to the pres ent report, in all 37 
cases had been recorded till 1974. It is, 
therefore, reason able to inf er that on  an

average o nly three cases of AIP in the pedi-
atric age group  per year app ear in the 
world literature.
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Pulmonary blastoma  is an extreme ly 
uncomm on intrathoracic neoplasm in chil-
dren. It was first described by Barre tt and 
Barnard in 1945. Since then over 120 cases 
have been reported with about one-fifth 
occuring in children(l-5). Because of rarity 
of pulmonary tumor in children, they are 
not commonly considered in the differen -
tial diagnosis and are  treated as infec tion. 
We report clinical  features, radiological 
findings and treatmen t of a chi ld with pul-
monary blas toma.

A 9-year-old boy presented with history 
of chest pain, low grade  fever, weight loss,, 
decreas ed appet ite, progressiv e pal lor and 
dyspnea for two and half months. The pa-
tient had dyspha gia to so lids and engorge-
ment of neck veins for one month. He re-
ceived antitubercular therapy for 2 months  
from a  general practit ioner with a pre-

sumptive diagnosis of tuberculosis. There  
was no resp onse to this therapy. On exami -
nation, he had tachycardia (pulse rate 160/ 
min), tachypnea (re spira tory rate 60/min)  
and mild pallor. Neck veins were engorged 
with absence of any wave form and bilater-
al conjunctival congestion . On examination  
of chest, trachea was shif ted to the right. 
The left hemi thorax was more prominent,  
percursion note was dull, air entr y was re-
du ced and  vo cal reson ance decreased. 
Right side of the chest was normal.  There 
was no hepatosplen omegaly.

X-ray film of chest revealed an opaque 
left hemithor ax and  CT scan of  chest 
showed a large soft tissue mass with areas  
of necrosis and calcification occupying al-
most the entire left hemithorax. Mediasti-
nal stru ctur es were displaced to the right 
and poster iorly. An ul trasound gu ided bi -
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opsy was perfo rmed. It revealed an undif-
ferenti ated round cell tumor with areas of 
necrosis. The  material was negative for 
neuron specific enolase and faintly positive 
for desmin and myo globin. Based on the 
findings on histopath ology and CT chest, a 
diagnos is of pulmon ary blastoma was 
made. The patient was treated with combi -
nation chemothe rapy including vincristine,  
cyclophosphamide and actinomycin-D. De-
spi te chemoth erap y and support ive care, 
he succumbe d to his illness on day 10 of 
hospitali zation.

Pulmonary blastoma is a mixed tumor  
contain ing both mesench ymal and epithe-
lial malignant elements. Histologi cal fea-
tures are similar in appear ance to a fetal 
lung of 3 months gestation(5). Clinical fea-
tures and findings on X-ray film of chest 
may be nonspecific. Computerized axial 
tomogr aphic scan is useful to inves tigate 
the origin, extent and consistency of neo-
plasm. Intraneoplastic calcifications sug-
gest the possibility  of neuro blastoma or 
pulmonary blastoma. The neuroblastoma 
can be differentiated by measurement of 
urinary catechol amines.  An open or 
thoracosc opic biopsy or needle biopsy and 
fine needle aspira tion cytolog y with his-
tochemistry may help to differentiate these 
tumors(l,2,5).

There is no single large experi ence, in 
the manag ement of pulmonary blastoma. 
Combinat ion chemotherapy with agents 
activ e  again s t bo th  sarco m atou s 
(Vincristine, cyclopho spamide, d-actino-
mycin) and carcinomatous  elements (doxo-
rubicin and cisplatinum) and radiotherapy  
have been attempt ed with som e evidence 
of  ob jective  respo nse. Th e pro gno sis re-

mains   poor   with   overall   response   rate 
ranging between 20-40%(4-7).
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