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Summary: REW92 112 represents a perinatal individual of approximately 38 weeks, exhibiting 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. 

There appear to be at least four lesions to the unfused halves of the frontal; two of these are situated in the regions of the frontal bosses, whilst the other two are positioned closer to the median line, with that to the right side just above the right supraorbital region and that to the left side further superior. Of the lesions to the frontal bosses, that to the left side is much larger and may in fact represent two or more coalescing lesions as it exhibits a ‘geographic’ shape (see Ortner, 2003; Aufderheide & Rodriguez-martin, 1998). The lesion to the right frontal boss is rounded, but is also continuous with a ‘crack’ which radiates posteriorly through a patch of very thin bone which might itself represent new bone, though this is by no means certain.

There is also evidence of a rounded lesion to the right orbital roof, with another similar lesion possibly penetrating the left orbital roof also.

The left squamous temporal exhibits another oval lesion. In addition, there is also some irregular, slightly erosive-looking pitting/lesions to the ectocranial surface, just above the left mastoid process. The right temporal exhibits less definite evidence of a rounded lesion just above the right mastoid process and possibly to the squamous temporal, as well as some slight pitting in the same position as that described in the left temporal. 

There is also evidence of a probable penetrating lesion to the superior lateral wall of the left maxillary sinus, with the possibility of a similar symmetrical lesion to the right maxillary sinus.

None of the penetrating lesions observed in the cranium, exhibited any obvious signs of remodelling or healing around their margins.

There are several areas of dense, coarse pitting to the endocranium including the lateral right frontal, the temporals and especially the greater wings of the sphenoid and the partes laterales. There is also some marked roughening to the lesser wings of the sphenoid. 

The endocranial surface of the basioccipital exhibits an unusually deep, scooped topography, whilst its basal surface exhibits a distinctive ‘X’ pattern of expanded porous bone.

Both zygomatics exhibit slight pitting to their anterior surfaces and the right zygomatic has a small double-lobed defect to its anterior cortical surface, exposing the trabecular within.

Both coronoid processes of the mandibular bodies appear unusually thin and there is some slight porosity/pitting to the lingual aspects of the mandibular rami and the buccal aspects of the anterior mandibular bodies.

Postcranial:

Scapulae:  There is bilateral slight porous new bone with pitting to the suprascapular fossae.

Clavicles:  The clavicles exhibit marked asymmetry, with the right clavicle having a much more pronounced curvature than the left. 

Humeri:  There appears to be bilateral anterior bowing to the distal humeri. 

Ulnae:  The ulnae exhibit bilateral medial angulation to their proximal ends, with thickening of the distal end apparent in the left ulna. 

Right Femur:  There is very slight anterior bowing/buttressing evident in the proximal left femur. 

Additional Observations:  

Some the extant sternal ends of the ribs exhibit very slight flaring.

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).

However, many of the lesions appear to manifest in a bilateral pattern. It is uncertain whether this is characteristic of any of the histiocytosis-X group of diseases. The dense, coarse pitting observed in the endocranial surfaces of the sphenoid, right frontal, temporals and partes laterales, also appears unusual and is not mentioned in the descriptions of histiocytosis-X in Ortner (2003) or Aufderheide * Rodriguez-Martin (1998).

The anterior bowing in the distal humeri and the medial angulation of the proximal ulnae suggest the possibility of rickets, although these bending deformities seem unusual. In the absence of the left femur and the tibiae and fibulae, it is difficult to be certain of rickets, but it cannot be discounted.
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