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Supplementary material 

Supplementary Material 9 - Original Neuropathology-Report from ‘Dt. Forschungsanstalt für Psychiatrie‘ (Munich) 

 

[Translation by BS Kasper] 

 

Clinical diagnosis: Little’s disease, bronchopneumonia (was in psychiatric hospital before April 1933), see clinical his-

tory! 

Anatomical Diagnosis: 710 g, 1 day formol-fixed brain [author’s note: formol is an old synonym for formalin], general 
atrophic. Pons significantly small. The brain in most regions appears softened, esp. in both central regions, where the 

cortex is secondarily shrunken. A harder consistency is felt in both occipital lobes, esp. at the poles, as well as in some areas 

of frontal regions. Also hardened is pons, medullla and spinal cord. The pia over the convexity appears with a slightly red 

aspect, not thickened. Single pial vessels seem thrombotically occluded, the basal vessels are of normal anatomy without 

pathological alterations. Substantia nigra appears nearly without pigmentation. On frontal sections all regions display a 

strange alteration of the cortical ribbon. The cortex is thinned and in its middle aspect shows a strip of yellowish spongious 

change, that appears as kind of a gap in the cortical ribbon. The cortex looks split therefore. This alteration is the stronger, 

the more occipital one moves: most pronounced in the central regions, the least in both temporal regions. While the cortex 

is smooth in most regions, it has a hard consistency occipitally. One has the macroscopic impression, as if those are more 

remotely acquired alterations. Profound enlargement of all ventricles, within the medulla the pyramidal areas appear 

glassy-grey and hardened. Also the thalamus is of hard texture as well as white matter around the ventricles. Ammon’s 
horn bilaterally seems normal macroscopically. Cerebellum looks normal from the outside. There is one circumscript area 

of lobular atrophy in one hemisphere. Spinal sections show a glassy-grey discoloration in the dorsal columns, also in the 

pyramidal areas and anterior pyramidal tracts. These alterations are clear in the lumbar cord, in cervical cord one sees 

only the dorsal columnar pathology 

Histology: in all areas ubiquitous process with thinning of the cortical laminae, loss of ganglion cells and pathologic 

alteration of most of the remaining ganglion cells. They display a strongly ballooned, enlarged, light, sometimes homoge-

nous sometimes vacuolized protoplasm, the nucleus looks lighter also and is displaced to the periphery. Occipitally, those 

alterations are more scarce while cortical thinning is much more pronounced there and many „granular cells“ loaden with 
a green pigment are seen. Ganglion cell numbers are reduced while glial elements seem increased. The latter is also seen 

in areas that are more affected be the neuronal change. In the fat-stain the neuronal content appears orange-red, in the 

white matter many large, scarlet-red fat-drops are seens as well as dense similarily stained fat-deposits in the vessels. In 

myelin-stains diffuse and patchy bright areas are seen. Holzer stain elicits a widely distributed white-matter sclerosis, in 

some cortical areas large astrocytes with prominent processes. This process is strongly expressed in the cortex, but central 

ganglia are strikingly affected. Within ammon’s horn only single cellular changes are seen in the endfolium and subiculum. 
Medulla and spinal cord appear largely spared by the cellular pathology, only scattered balooned neurons are found in the 

dorsal horns. In the ventral pons only sparse changes, here some neuronophagy is found. Typical cerebellar atrophy of the 

cerebellipetal type. Typical granule cell loss while Purkinje cells seem rather well preserved. Ballooning or enlargement 

only slightly. Moderate gliosis of the molecular layer 

Diagnosis: Amaurotic idiocy 
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