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Necrobiotic xanthogranuloma (NXG) is a rare non-X
histiocytic disease characterized by a conspicuous dermatosis
with a predilection for the periorbital tissues. It is associated
with a dysproteinaemia, and various haematological abnorm-
alities. We present a case of necrobiotic xanthogranuloma
with orbital involvement, and report successful treatment
with systemic low-dose Chlorambucil.

Case report
A 41-year-old woman was referred to a consultant ophthalmo-
logist (BAN) in 1988 with a 4-year history of intermittent
ocular discomfort. At that time she had unusual xanthel-
asmata around the medial aspect of both eyes. These had
been present for approximately ope year, and the patient
had noticed a similar lesion in the right axilla.
In May 1990, the patient developed further skin lesions

and was referred to the Department ofDermatology, where

Figure 2. Orbital biopsy showing areas ofPanniculitis (p), Giant cell
formation (g), and Necrosis (n) with fragmented nuclear debris
(H&E,x62)

biopsy indicated the diagnosis ofnecrobiotic xanthogranuloma.
Serum electrophoresis confirmed the presence of an IgG
monoclonal paraproteinaemia, but there were no other
signiiicant haematological abnormalities.
!i'hree months later, the patient presented to the eye

department complaining of diplopia. Examination showed
the presence of a firm mass in the superonasal quadrant of
the right orbit. The globe was proptosed and depressed and
ocular movements restricted, but there was no evidence of
an optic neuropathy.
A CT scan (igure 1) ofthe orbit showed an extensive soft

tissue infiltrate around the globe, causing depression and
lateral displacement. The mass extended to the posterior
-aspect or the globe.
Biopsy ofthe lesion (Figure 2) showed a diffuse infiltrate

of lymphocytes, macrophages, and abundant eosinophils,
but no plasma cells. Foamy macrophages were seen.
Numerous multinucleate giant cells, some with the morpho-
logy of Touton giant cells, were present. Several foci
ofnecrosis with fragmented nuclear debris in the centre were
also seen. The diagnosis of necrobiotic xanthogranuloma was
confirmed, and the patient was commenced on chlorambucil
4 mg daily.
At review 6 weeks later, the patient reported a subjective

improvement *cofirmed by clinical examination. Her ocular
movements were again full, and the proptosis had resolved.
A further CT scan of the orbits confirmed this clinical
improvement.

Figure 1. CT scan of head (coronal section) showing extensiue soft

tissue infiltrate around the right globe (arrow)

Discussion
Necrobiotic xanthogranuloma was first recognized as a
discrete clinical entity by Kossard and Winkelmann in
198012, having been previously described in a number
of ways including multicentric reticulohistiocytosis3 and
atypical necrobiosis lipoidica4.
The cutaneous manifestations begin as painless non-

pruritic papules that progress to nodules and plaques that
may vary in appearance, but usually have a xanthomatous
element. Associated findings include hepatosplenomegaly,
a raised erythrocyte sedimentation rate, and a leucopenia.
Various treatments have been evaluated, but the most

0141-0768/92
06035702/$02.00/0
i 1992
The Royal
Society of
Medicine

L

1



358 Journal of the Royal Society of Medicine Volume 85 June 1992

successful appears to be the use of a low-dose alkylating
agent, such as chlorambucil5.
Ocular findings in NXG are common, and may dominate

the clinical picture. In a series of 16 patients with NXG,
15 had ophthalmic manifestations5. The most frequent
ocular finding was ocular discomfort. Involvement of the
periorbital skin occurred in 13 patients. Other ophthalmic
manifestations included anterior uveitis (three patients),
keratitis (two patients), and involvement ofthe conjunctiva
(three patients). Orbital involvement was described in two
cases, but no treatment results were d There e
of orbital involvement to low-dose chemotherapy has not to
our knowledge been previously-reported.
Orbital radiotherapy has been reported with encouragng

results6, and radiotherapy in conjunction with low-dose
chemotherapy may therefore be useful in rapidly progreve
orbital disease with impending visual failure.
We reiterate the importance ofthe ophthalmologist being

aware of NXG, thus ensuring early referral for systemic
evaluation and treatment ofthis chronic and sometimes fatal
disease. Our patient illustrates one of the more serious
ophthalmic manifestations ofNXG. Low-dose chlorambucil
has seemed to be of value in the successful management of
this case.

Acknowledgments: The authors are grateful to Dr Reid of the
Department of Pathology, and to Dr J T Lamb of the Department
of Radiology, for their help in the preparation of the illustrations.

References
1 Kossard S, Winkelmann RK. Necrobiotic xanthogranuloma.

Australas J Dermatol 1980;21:85-8
2 Kossard S, Winkelmann RK. Necrobiotic xanthogranuloma with

paraproteinaemia. JAm Acad Dermatol 1980;3:257-70
3 Rendall JRS, Vanhegan RI, Robb-smith AHT. Atypical multi-

centric reticulohistiocytosis with paraproteinaemia. Arch
Dermatol 1977;113:1576

4 Muller SA, Winkelmann RK. Atypical forms of necrobiosis
lipoidica diabeticorum. Arch Pathol 1966;81:352

5 Robertson DM, Winkelmann RK. Ophthalmic features of necro-
bitinc anuloma with paraproteinaemia. Am J Ophthalmol
1984;97:173-83

6 Char DH, LeBoit PE, Ljung BM, et aL Radiation therapy
for ocular necrobiotic xanthogranuloma. Arch Ophthalmol 1987;
106:174-5

(Accepted 22 May 1991)

Idiopathic megarectum treated by
Duhamel's operation

Case presented
to Clinical
Section,
11 October 1991

G Gagliardi MD M J Hershman FRCS
P R Hawley FRcS St Mark's Hospital for Diseases
ofthe Rectum & Colon, City Road, London ECIV2PS

Keywords: megacolon; constipation; Duhamel

Chronic constipation with normal transit time may be
due to Hirschsprung's disease or idiopathic megarectum.
Distinguishing between these conditions requires clinical,
radiological and histological studies.

Case report
A 21-year-old man was referred to St Mark's Hospital with
a lifelong history of constipation. Over the previous 2 years,
he had no spontaneous bowel motion despite regular enemas
and laxatives. The only successful technique for emptying
his rectum had been by manual evacuation peormed under
general anaesthetic. He had required 4 manual evacuations
in the 18 months. On this occasion he complained of'
abdominal pain and distension, his last manual evacuation
was 3 months previously.
On examination he was a fit young man with gross

abdominal distension. Rectal examination revealed a
distended rectum full of faeces. A gastrografin enema
demonstrated a megarectum which was dilated from the
sigmoid colon to the anal canal, with no distal narrowed
segment (Figure 1). A study in which radio-opaque shapes
were swallowed demonstrated normal colonic transit up to
the rectum. Anorectal physiology studies revealed a normal
rectoanal inhibitory reflex. He underwent a manual
evacuation of faeces and a full thickness rectal biopsy..
Histology showed that ganglion cells were present.
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Figre 1. Gastrografin e demor8gad _maau

A Duhamel's operation . In tis procedure,
the megarectum is excid a a abdonal approach
and the distal rectal stap Wvern. The prdoimal
is anastomosed end to xide to tho rwtal stump via a
perineal approach (Figure 2). Po tivly he made
an uneventful recovery. Three months later, he has daily
bowel motions, but still requires laxatives and occasional
enemas.
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