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Manifestations of MR Imaging and Proton MR Spectroscopy of Neuronal Ceroid Lipofuscinosis in Children REN Ai-jun,
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[Abstract] Objective: To analyze the MR imaging and spectroscopic manifestations of infantile and late infantile neu-
ronal ceroid lipofuscinosis (INCL, LINCL) in children. Methods: Two patients with INCL and eight patients with LINCL
were examined by MR imaging and proton MR spectroscopy (MRS) ,the normalized peak integral values of N-acetylaspar-
tate (NAA) ,choline (Cho) ,creatine (Cr) , the ratios of NAA/Cr, Cho/Cr were calculated. Results; Progressive brain atro-
phy was assessed on MRI in all these 10 patients. The early manifestations in INCL were cerebral atrophy and that of
LINCL were cerebellum atrophy. Abnormal hyperintensities in white matter,especially periventricular white matter could be
assessed in patients with INCL and LINCL with history of 4~5 years. Hypointensities in thalamus and basal ganglia were
detected only in INCL patients. Cranial diploetic thickening was seen in 8 patients. Progressive reduction of NAA and no
significant change of Cho/Cr were showed on MRS in LINCL patients following the lengthening of the course of disease. No
reduction of Cho/Cr was detected, NAA was not detectable,and the level of myo-inositol (mi) was markedly increased in
INCL patients. Conclusion: Abnormal manifestations of brain in INCL and LINCL patients could be sensitively detected on
MR imaging in combination with proton MR spectroscopy,which is helpful in the diagnosis and classification,as well as to
evaluate its seriousness and to monitor the progression of the disease.
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