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Gaucher’s disease. Chula Med J 1984 ; 28 (10): 1149-1159

Gaucher's disease has been reported in Thailand since
1967. This paper is to report another 2 cases of Gaucher’s
disease in children seen at Pediatric Department, Chulalongkorn

Hospital during 1982 to 1983. Both cases are boys, age 2é

and 2 year respectively, presented with marked abdominal

distension, pale and failure to thrive. They had hepatospleno-
'megaly, anemia and thrombocytopenia. The typical Gaucher
cells were found from their bone marrow examinations. Serum
acid phosphatase was increased and “Erlenmeyer-Flask™ appea-
rance at distal end of femurs from bone x-ray was noted in the
second boy. The diagnosis of Gaucher's disease type I was made
because there was no CNS abnormality. The collective reports of
the Gaucher's disease in Thailand are also reviewed, the
guidelines of diagnosis are summarized.
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Table 1 The comparison of clinical data from reports in Thailand.

) ; { .
Report(‘) Report(g) Report(4) Report(é) Report(7) Report(s)

! 5 “ASE

in 1970 | in 1971 | in 1976 | in 1977 | in 1981 2 cases | CASE 1 JCASE 2

. in 1984
. : 1

Sex M ] F F F F F M M M

Age 18 yr § mo 2 yr 9 yr 20 yx 8 mo| 11 mo| 2% yr 2 yr
Fail to trive - yes yes yes yes yes | yes yes yes
Hepatospelenomegalyj yes yes yes yes yes yes yes yes yes
Pale yes no yes yes yes yes yes yes yes
Petichiae no no no yes yes yes | yes yes yes
CNS Symptoms* ‘ no yes no no no- yes yes no no
Bone Symptoms® no no no no no no no no no

* CNS symptoms include dysphagia, hypertonicity or spasticity, strabismus,strabismus, laryngeal spasm,
extrapyramidal tract signs, dyspnea.

® Bone symptoms include bone pain and fracture.
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Table 2 The comparison of lab. and x—ray findings from reports in Thailand

and ostcolytic changes.

Report & Report () Report “ Report (6 Report ™ Report ®)
in 1970 | in 1971 | in 1976 | in 1977 | in 1981 2 cases | CASE 1y CASE 2
Anemia yes no yes yes yes yes | yes yes yes
Thrombocytopenia yes no yes yes yes no yes yes yes
Acid phasphatase t N - 1 4 - ¥ -
Gaucher cell +ve +ve +ve +ve +ve +ve | +ve +ve tve
Bone x-ray - - - ‘| Abnormal* N N N N ibnormal*
L
( t = increased, N = normal, - = no data)
* Abnormal bone x-ray findings include "Erlenmeyer flask appearance', sclerotic’ changes
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