2002;47:685-688

MRI g .

1
Burlina
21 @, 2).
3. 1
14
1

3356/ul serum lac—

tate 8.73 mmol/l, WBC count 23,900/ml

, platelet count, PT aPTT

acylcarninitine C4 (butyrylcarnitine and isobu—
tyrylcarnitine)  C5(2—methylbutyurylcarnitine and iso—
valerylcarnitine)

short, medium, and long chain acyl CoA dehydro—
genase electron transfer flavoprotein and ETF—
ubiquinone oxidoreductase

1

2002 7 9 2002 11 11

10 (1.5 T Signa Horizon;
General Electric Medical System, Milwaukee, WI, U.S.A))

T1 , T2
(Fig. 1A-C.). T1
, T2
(Fig. 1D, E).
(Fig. 2).
, 3
4 1
2
Burlina 1991
branched—chain acyl-CoA dehydroganase
, 1994
2—methyl
branched—chain acyl-CoA dehydrogenase
.

— 685 —



, short—chain acyl—
CoA dehydrogenase ,

2
, electron transfer flavoprotein and ETF—ubiquinone
oxidoreductase 2, 3). ,
@ 3), Burlina

respiratory chain level
(2), Nowaczyk
2—methyl branched—chain acyl-CoA dehydroge—

nase
complex Il (succinate coenzyme Q oxidoreductase)
4. Leigh
(3). Ozand

MRI

Garcia—Silva 13
11 2 )

®3).

. Burlina

(2). Garcia—Sliva
3).

Fig. 1. Initial MR images of a 14-
month-old female baby.

A. Axial T1-weighted image shows bi-
lateral low signal intensities in basal
ganglia, internal capsule, and external
capsule.

B. Axial T2-weighted image shows in-
creased signal intensities in the same
areas.

C. Axial T2-weighted image at the lev-
el of posterior cranial fossa shows
symmetrically increased signal intensi-
ties in medulla and cerebellar hemi-
spheres.

D, E. Axial T1- and T2-weighted images
show acute or subacute hematoma
with surrounding edema in parietal
lobe, bilaterally.



Fig. 2. Follow-up T2-weighted image after 1 month. MR image

2002;47:685-688

shows progression of diffuse brain atrophy and shrinkage of
the caudate and lentiform nucleus with some heterogenous

signal intensities.
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MRI Finding of Ethylmalonic Encephalopathy: Case Report!
Jin Yong Kim, M.D., Shi kyung Lee, M.D., Chun Hwan Han, M.D., Eun jin Rho, M.D.

'Department of Diagnostic Radiology, Kangnam General Hospital Public Corporation

Ethylmalonic encephalopathy is a rare syndrom characterized by developmental delay, acrocyanosis, pe-
techiae, chronic diarrhea, and ethylmalonic, lactic, and methylsuccinic aciduria. We report the MRI finding of
ethylmalonic encephalopathy including previously unreported intracranial hematoma.
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