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DIFFUSE CUTANEOUS MASTOCYTOSIS
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Section of Dermatology and Department ofPathology, University ofPreroria

ver the last 20 - 25 years it has gradually become clear
that urticaria pigmentosa is only a clinical form of mast-eell
disease. Other cptaneous and visceral types have gradually

n recognized, but the number of cases IS so small that it
is not easy to group them in a way that will show the pre­
vailing clinical patterns in perspective. Marshall et af.1
have contributed an important paper to the South African
literature in which the mastocytoses and mastocytomas are
di cussed, with special reference to the association of cyclical
attacks of flushing.

Since mast cells are known to contain important amounts
of biologically potent substances (heparin, histamine, some­
times serotonin, and precursors of ground substance), the
vasomotor and haemostatic aspects of mast-eell disease have
attracted attention. In a personal communication, Marshall%
states that cyclical flushing in children with mastocytomas
recurs at 4 - 6 weekly intervals, and in adults at less regular
intervals, varying from a few days to several months. One
of his patients was Coloured, the others being White. The
effects on blood coagulation have been noted in detail by
Herzberg. 3

The incidence of mast-eell infiltrations (solitary or multiple)
in our experience in the Transvaal is about 0·1 % in derma­
tological practice. So far the solitary mastocytomas and the
multiple (urticaria pigmentosa) cases have occurred with
equal frequency.

In the present paper the classificatory or functional
problems will not be discussed. We are concerned only to
present the features of a Bantu patient with diffuse cutaneous
mastocytosis. Had it not been for the excellent illustrated
account in Degos's Dermatologie4 the nature of the case
would have eluded us. Although diffuse cutaneous masto­
cyto is was first described by Hissard et at." the special
features of their case were brought into prominence by
Degos',6 and related to subsequent findings in such a way
as to make a prompt clinical diagnosis possible. The diagnostic
features in our case are as follows: Generalized pruritus with
prurigo papules, a generalized shagreen-like skin surface,
flexural giant pseudolichenification, flexural intracutaneous
tumour formation unrelated to lymph glands, and areas of
surface ulceration. Colour changes, while of help in a White
skin, are of very little aid in our Bantu patient, whose skin
alm showed a widespread increase in pigmentation beyond
the normal for his race.

Although the findings in our patient fit the account of
Degos with precision, there was some delay in identifying
the diagnostic cell type in haematoxylin-and-eosin stained
ectious. While the diagnosi was in histological doubt

several alternative diagnoses were entertained. Firstly,
foamy cells were seen in some sections, and xanthoma di ­
seminatum was then suspected-a condition showing papules
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round the eyes and flexural infiltrations. The foam, howe er>
proved to be unstainable with fat stains on frozen ections.
Secondly, the presence of some dilated ves el in the sections,
the rough skin, and the corneal opacity, uggested Fabry­
Ruiter's disea e angiokeratoma corpori dilfusum. However,
the intervening kin between papules was no\ here normal
the vessels were not ectatic enough, and there v as no cardio­
renal disease or any lipid torage to upport thi alternati e.
Thirdly, an epidermal dy trophy of hereditary or acquired
type was considered. Lastly, a typical Darier's di ease with
flexural vegetations, generalized acantho is nigricans, bullous
and ulcerating erythrokeratoderma and generalized confluent
papillomatosis (Gougerot-Carteaud), were ariously enter­
tained, but the clinical and hi tological features of all of
them fitled either poorly or not at all with the findings in
our case. Retrospectively, onchocerciasis might al 0 have
been considered, though the patient had only lived in the

orthem Transvaal.
The description of di.ffu e cutaneous mastocyto i may

suggest a fairly constant picture but this i perhap deceptive.
Firstly, our patient showed no demonstrable vi ceral involve­
ment, and secondly other rather similar cases have more
definite urticaria-pigmento a le ions as welL' It is at present
difficult to arrive at a clear progno i , since the de cribed
patients, in this and related group of cases , tend to langui h
in rather poor health for no easily explained reason. Perhap
the soundest attitude i to call the condition a mast-eell
reticulosis, which groups it with other reticulo e , and the
general symptoms will then fall in line with the diver ity of
complaints met with ir-t the group of chronic but malignant
reticuloses of other types.

CASE REPORT

We first saw this patient in ]959. He wa a 60-year-old Bantu
male, in whom an itching rash had developed on the thighs 23
years before at the age of 37. During the same year 1936) the
rash spread to the rest of the trunk and limb, where it per i ted
unchanged for 12 years. He then noted a gradual thickening and
hardening of the kin, which was followed by recurrent ulceration
of the palms and oles. In ]95 , a year before admi ion, the face
and ears became affected by the same itching thickened skin
alteration for the first time, and then he also de eloped tumours
behind the knees and in the groin. At the same time there
de eloped ulcerations of the genitalia and an eye complaint that
blinded him. Apart from colds, earache and a chronic cough, the
history yielded little else of note.

On examination there was a generalized velvety to rasp-like
papillomato i with increased pigmentation, and on the face,
trunk and perineum a picture resembling papular eczema-prurigo.
In the groins thi papillomato is resembled lichenification. On
the palms, oles and genitalia and over the f1exural tumour
(see below) there were septic macerated ulcerations which healed
lowly, lea iog depigmentation. Depigmentation of the ratched

prurigo papul was al 0 noted. The tumour in the knee f1exures
and upper thigh mentioned in the hi tory were observed. Dermo-
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Fig. 1. Diffuse mastocytosis. Diffuse papulation, pigmentation and infiltration of skin (opaque corneas).
Fig. 2. Diffuse mastocytosis. Flexural papillomatosis with pseudolichenification in the. elbow.

graphism with palpable urtication waspresent. There- was a Histological Findings
vascularizing and non-ulcerallng kerallllS In both eyes, wllh The material exami.ned consisted of 9 skin biopsies and I
conjunctival pigmentation of the 'palpebral conjunctiva. Both ~ar superficial corneal biopsy. Of the skin biopsies 6 were taken before
drums had been destroyed by OtitiS media. _There was a produclIve therapeutic irradiation and 3 after completion of the treatment.
cough yielding Diplococcus pneumoniae .'n the sputum, wllhout The post-irradiation biopsies were taken from the tumours in the
any radiological changes of importance 10 the chest. There was knee f1exures and upper thigh; those taken before treatment were
no detectable cardiac abnormallly· The abdomen was normal and from the same tumours and also from the lesions on the face, neck,
no radiological enlargement of liver or spleen was noted. Disturbed groins and shoulders.
liver function, in keeping wit~ the c~mmon findings among.the The specimens were all fixed in 10% neutral formalin and
~antu, was present, there b;lOg an IOve~ed AjG rallo, raised processed in the usual way, and paraffin sections were cut at 4 /-'.
zmc~sulphate test a.nd a 50% prothrombm value. 0 The blood In addition to the haematoxylin-and-eosin preparations, sections
<:al~lum was noto raised. Blood cholestero~ 241 mg·to and total from each block were stained with 0'5% aqueous toluidine blue
liplds 416·4 mg. %. Kolmer and Price react!<?ns negative. and also with pinacyanol erythrosinate according to the method

The blood count and bone-"?arro.w findmgs were comple.tely of Bensley." The Scharlach R method for fat was used on selected
normal. The bleedmg and dotllng umes were normal. A slight blocks
plasmocytosis was seen on temal puncture, ~nd no ~.sophil cells. .'. " .
There was no general adenopathy. A suppurailve aden!tls de.veloped Histological exammallon of the secllo~s fro~ the f1~xural
in the left groin and pelvis from a Sraph. allrells mfecllon. It tu~ours showe~ a well-marked hyperkerat.osls, papJllomatos~s and
required surgical drainage and .came presumably from the genital follicular pluggmg of the epldenrus. ~n Irregular aca.nthosls ~as
and foot ulcerations. '0 eVidence of mastocytomas could be also present and some of the acanthotiC processes projected faIrly
found on X-ray examination of the entire bony skeleton. deep down into the dermis. In the middle and upper thirds of the
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Fig. 3. Djifuse mastocytmis. fIealed ulceration of penis and quadrillated skin thickening over groin tumours.
Fig. 4. Diffuse mastocytosis. Tumours in popliteal fossa.

dermis there was a fairly diffuse cell infiJtratlOn composed of
numerous histiocytes and plasma cells witn a few Iymphocytes,
eosinophil leucocytes, and a very occasional polymorpho­
nuclear leucocyte. Some of the histiocytes showed a vacuolated
cytoplasm, but neutral fat could not be demonstrated in these
cells with the fat stain that was used. A number of angiectafic
capillaries, venules and Iymphatics were seen in the vicinity of the
infiltrate. In the deeper part of tbe dermis the cellular infiltrate
was much less pronounced and the few cells seen were arranged
mainly around the blood-vessels.

The specially stained preparations showed the presence of
numerous mast cells throughout the thickness of the dermis. These
cells were mostly fully granulated, but varied considerably in size.
Although the majority of cells were of the globular type, occasional
dendritic and spindle-shaped forms were also present. Sqme of the
smaller, globular mast cells were poorly granulated and these,
especially, were much more clearly demonstrated with the
pinacyanol erythrosinate method than with toluidine blue.

Examination of the biopsies taken from other areas showed
essentially similar appearances 'except that the epidermal changes
such as the papillomatosis and acanthosis varied in degree from
one biopsy to the other. In the dermis the inflammatory-cell
infiltrate was much less pronounced, but the number of mast cells
appeared to be about the same. It would therefore appear as if
the major part of the tumours is composed of the inflammatory
infiltrate.

The mast cells in the individual biopsies were counted in a series
of 10 adjacent fields immediately below the epidermis and also
in 10 adjacent fields immediately below the first row of fields. The
magnification used was 800. The mean number of mast cells per
20 fields of the different biopsy specimens was 195. ]n the post­
irradiated lesions the mean mast count was 125 per 20 fields and
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the cells as a whole were more sparsely granulated. Otherwise
the appearances wece essentially similar.

Section of the specimen of cornea showed the presence of a
bandlike infiltrate in the subepithelial area. The infiltrate consisted
of Iymphocytes, plasma cells, and a few eosinophil leucocytes,
but only a very occasional mast cell could he demonstrated in the
specially stained preparations. .

COMME T

In this patient with a clinically typical, diffuse mastocytosis
(type Hissard-Degos) the mast cells were not predominant
in the cellular infiltrate. ,Prakken and WoerdemanlO have
published figures of the mast-cell counts in sections from
urticaria pigmentosa. By recalculating their values, our
mast-cell count of 195 cells in 20 fields of a magnification of
800 at a section thickness of 4 fL falls within their range of
110 - 290 cells in 10 fields of 690 magnification at 7 I-' for
urticaria pigmentosa.

If we had had only our own patient to conclude from, the
importance of the mast cells might readily have been over­
looked. The absence of visceral mast-cell disorder after
more than 20 years, the lack of frank urticaria-pigmentosa
lesions, and the presence of the histiocyte, lymphocyte and
plasma-cell infiltration would have classed the condition a \
an obscure chronic inflammation. This last possibility would
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SUMMARY

A case of diffu5e cutaneous mastocytosis of 23 years' duration.
in a 60-year-old Bantu male is presented. -

Fig. 5. Diffuse mastocytosis. Section of the tumours in the popliteal fossa showing hyperplastic and acanthotic epidermal changes
with underlying inflammatory cell infiltration and and slight angiectases. H & E x 80.
Fig. 6. Diffuse mastocytosis. The section demonstrates the increase of mast cells in the dermis. Pinacyanol erythrosinate x 80.
Fig. 7. Diffuse mastocytosis. Fully granulated mast cells, which are mainly of the globular type. Pinacyanol erythrosinate X 320.
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FORTHCOMING INTERNATIONAL MEDICAL CONFERENCES
The First International Conference on Congenital Malforma/ions,
under the sponsorship of The National Foundation (USA), will
be held at Church House, Dean's Yard, Westminster, London,
S.W. I, on 18 - 22 July 1960. The Conference will consist of
8 sessions dealing with 'Incidence', 'Intrinsic factors (genetics)',
'Extrinsic actors (environment)', 'General developmental mechan­
i ms', 'Abnormal developmental mechanisms, 'Maternal foetal
interactions', 'Physiological and medical problems' and Perspec­
tives'. Papers are to be presented on in itation only.

The proceedings of all sessions, including all scientific papers
presented, official delegate report , and a summary of the dis­
cussions, will be edited and published as the official proceedings
of the Conference.

Entertainment and tours have been arranged for members of
the Conference as well as a series of special events for ladies
accompanying participants.

It is advised that travel and accommodation arrangements
houJd be made through Messrs. Tho . Cook and Son, or the

American Express Company as soon a possible.
Correspondence and inquiries regarding the Conference should

be addressed to the Secretariat of the Conference, 67 ew Bond
Street (Dering Yard), London, W. I, England. Cables: 'Conma!'
London.

Czechoslovak Congress of Rheumatology. The Czechoslovak
Society of Physical Medicine is holding the Czechoslovak Congress
of Rheumatology with international participation from 21 to 25
September 1960 in Piestany, the world-famous spa. Two main
subjects will form the principal part of the programme: Rheuma­
toid arthritis and ochronotic arthropathy. A certain amount of
lime is reserved for subjects of free choice. .

Papers will be read by leading research workers from Bulgaria,
Denmark, Finland, France, Germany, Great Britain, Hungary,
Italy, orway, Poland, Rumania, Soviet Union, Sweden, the
USA, and Czechoslovakia. The official languages of the Congress
are English, French, Russian, German, Czech and Slovak. Simul­
taneous translation to and from the official languages wiJl be
provided.

Excursions to Bratislava, the capital of Slovakla and to the Tatra
Mountains, and social and cultural functions will be arranged
for the participants. A special programme is being prepared for
the accompanying family members.

The Secretariat of the Czechoslovak Congress of Rheumato­
logy, Praha 2, Ta slupi 4, will be pleased to give any further
information that may be required.


