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Context


Osteologist:
R.N.R. Mikulski
Date: 18/11/2005

_____________________________________________________________________


Summary: REW92 125 represents a perinatal individual of approximately 36 weeks, exhibiting severe cranial changes suggestive of a case of histiocytosis-X, with the very young age of the individual possibly indicating more specifically a case of Letterer-Siwe disease or alternatively Hand-Schuller-Christian disease.

Cranial:

There are multiple rounded, penetrating lesions to the cranium. 

The greatest concentration of these multiple lesions appears to be in the right frontal, where multiple (there is evidence for a minimum of 7 lesions, but some of these appear to represent multiple lesions which have coalesced) rounded lesions have penetrated the cranium, with the loss of c.30% of the frontal cranium at least.

Both orbital rooves appear to exhibit evidence of large penetrating lesions resulting in the orbits and endocranial cavity being continuous.

The right parietal also exhibits evidence of at least a further two lesions; one to the region of the right (?) parietal boss, with a second evident next to the sagittal suture in between lambda and obelion.

There is at least one lesion penetrating each of the greater wings of the sphenoid and these appear almost symmetrical in their position. There is also some slight pitting to the endocranial aspects of the greater wings and marked pitting to the basal aspect of the basisphenoid.

Both petrous temporals exhibit marked pitting to their ectocranial surfaces and there is evidence of a possible lesion to the right petrous temporal, just above the right mastoid process.

There is evidence of at least a further three lesions to the squamous occipital and one to another fragment of the cranium (either parietal or frontal).
The endocranial surface of the basioccipital exhibits an unusually deep, scooped topography.
The squamous occipital exhibits an unusual bulge to its superior half and there is marked new bone formation to its endocranial aspect in the region of the internal occipital protuberance.

There is bilateral marked pitting to the maxillary alveolar, the lingual aspects of the mandibular rami and to the anterior mandibular bodies.
None of the observed lesions exhibited any degree of remodelling/healing or reactive bone around their margins.
Postcranial:

Scapulae:  There are symmetrical defects to the dorsal aspects of both scapulae, with what appears to be erosion of the cortical bone on the inferior aspects of the scapular spines.

Clavicles:  There appears to be slight roughening to the anterior aspects of both clavicular diaphyses, (especially the right clavicle).

Humeri:  There is unusually marked bilateral porosity to the proximal metaphyses of the humeri, with some slight anterior ‘buttressing’ also apparent.

Ribs:  Several of the ribs exhibit slight flaring and cupping to the sternal ends.

Ilia:  Both ilia (especially the right side) exhibit unusually marked curvature.

Tibiae:  The metaphyses (especially proximal) of both tibiae exhibit unusually marked porosity. 

Discussion:

The multiple penetrating lesions to the cranium, with their lack of remodelling/new bone formation appear at first hand to be consistent with a diagnosis of Langerhans cell histiocytosis (Histiocytosis-X). More specifically, it is suggested that the perinatal age of the individual and the multiplicity of lesions might point to a possible case of Letterer-Siwe disease or Hand-Schuller-Christian disease, (oesinophilic granuloma typically manifests itself as a solitary lesion exposing the trabeculae).

It is uncertain whether the new bone observed in the squamous occipital is related to the probable histiocytosis-X condition; it might possibly represent an earlier part of the pathological process. An alternative explanation is it represents an infection, which may well have been secondary to the primary condition.

X-Rays:
X7357 – Cranium, long bones, 6 vertebral bodies, 1 scapula, 1 ilium.
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