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INTRODUCTION

Cutaneous mastocytosis or urticaria pigmentosa is one
of the three major categories of the disease masto-
cytosis.! This is a rare and usually benign disease, pre-
senting with a reddish to brown macular rash, mainly
over the trunk, that sometimes spreads to the limbs.
The lesions may become itchy and red when rubbed
(Darier’s sign).? The rash usually presents within the
first 6 months of life and can be quite prominent, but
often fades after a few years. The disease regresses
spontaneously in over 50% of affected children. Biopsy
shows an increased accumulation of mast cells in the
skin lesions. Certain triggers induce release of media-
tors from the mast cells, causing a range of symptoms
including flushing, pruritus, urticarial swellings and
even blistering.? In rare cases there may be wheezing,
syncope and anaphylaxis. Treatment is mainly sympto-
matic, with control of the rash with H; and H, blockers
and avoidance of physical trigger factors (rubbing,
extremes of temperatures) and chemical triggers (his-
tamine-releasing agents such as opiates, codeine,
muscle relaxants and insect venom).

The possibility of anaphylaxis during anaesthesia from
exposure to certain triggers makes a management plan
for the peri-operative period essential. The risk of ana-
phylaxis is greatly reduced when H; and H, blockers*®
and corticosteroids® are administered pre-operatively.
Disodium cromoglycate is a mast-cell-stabilising drug
and may be of value when used prophylactically.*
Extremes of temperatures in theatre, as well as con-
tact with cold, rough surfaces should be avoided. There
are numerous anaesthetic-related drugs which trigger
mast-cell degranulation. These include muscle relax-
ants, opiates, codeine, atropine, ephedrine and
phenylephrine.® If any of these agents, especially the
muscle relaxants, has to be used, it should be diluted
and administered slowly. The agent with the lowest
histamine-releasing qualities should be chosen.
Intravenous access must be established as soon as
possible. Adrenaline should be at hand in case of ana-
phylaxis, and can be given intramuscularly if there is no
vascular access or as an intravenous infusion.
Analgesics to be avoided are codeine-containing mix-
tures, salicylates and opiates. Non-steroidal anti-inflam-
matory drugs (NSAIDs) may cause a severe reaction,
but have been used in the treatment of prostaglandin-
induced flushing in cutaneous mastocytosis. If neces-
sary they should be started under close supervision to
ascertain if they are tolerated or whether they cause a
severe reaction. In the event of an anaphylactic reac-
tion additional resuscitative measures need to be insti-
tuted. These include adrenaline, additional intravenous
antihistamines, steroids, vasopressors, intravenous
fluids, oxygen and respiratory control.
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CASE REPORT

A 4-year-old boy, who had been diagnosed at 3 months
of age with cutaneous mastocytosis, presented for
elective tonsillectomy and adenoidectomy. His symp-
toms were occasional extreme flushing and pruritus in
response to triggers of heat and pressure. There had
been no episodes of anaphylaxis. The rash, which had
been quite remarkable when he was a baby,
was beginning to fade. His parents were careful,
and had never used medications containing codeine,
salicylates or NSAIDs. Their internet search
(www.mastokids.com) had made them aware of the
possibility of anaphylaxis with certain medications and
particularly under anaesthesia. Several bouts of tonsilli-
tis had been treated with antibiotics and he had a recur-
rent wheezy chest, which was treated with mon-
telukast (Singulair). At the time of surgery he was on a
short course of Celestamine (betamethasone and dex-
chlorpheniramine, i.e. a steroid and H, blocker) for his
chest.

On examination the child was a normal healthy 4-year-
old with a faint brownish, macular rash on the trunk.
His lungs were clear. Two hours pre-operatively he was
given an H, blocker (ranitidine 75 mg in 5 ml), an addi-
tional Hy blocker (desloratidine 1.25 mg in 2.5 ml) oral-
ly and was nebulised with ipratropium and fenoterol.
Anaesthesia was induced with the inhalational agent
sevoflurane and intravenous access was secured. A
small dose (20 mg) of propofol was given intravenous-
ly and the trachea intubated. Anaesthesia was main-
tained with sevoflurane. Anti-emetics (ondansetron
0.1 mg/kg and dexamethasone 0.15 mg/kg) were given
intravenously. Muscle relaxants were not necessary
and the child breathed spontaneously throughout the
operation. Adrenaline was at hand but not needed.
Haemodynamic and respiratory parameters were sta-
ble throughout and there was no flushing of the skin.
An NSAID in the form of a 25 mg diclofenac supposito-
ry was given rectally as medical supervision was
deemed optimal. He remained stable throughout the
procedure as well as postoperatively, when he was
observed in the ward for 6 hours. Paracetamol syrup
and diclofenac suppositories were prescribed as anal-
gesia for the postoperative period, which remained
uneventful. He was discharged home into the care of
his parents.

The parents were concerned that he might still develop
an anaphylactic reaction at home. Reassurance was
given that this was most unlikely, that the child had a
very mild form of the condition and was already out-
growing it. However, they were counselled, shown
how to use adrenaline, and supplied with adrenaline
(L ml of 1:1000), a graded 1 ml insulin syringe and a
needle.

DISCUSSION

This child presented as a very mild case of cutaneous
mastocytosis. Measures were taken to minimise his
response on exposure to trigger agents during surgery.
He was already covered by steroids and an H, blocker
because of the Celestamine. An hour before surgery he
was given an H, blocker (ranitidine) as well as an H;
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blocker (desloratidine), and he was nebulised to lessen
airway hyperreactivity in response to tracheal intuba-
tion or anaesthetic trigger agents. Although the dex-
amethasone was used for its anti-emetic qualities, it
may possibly be of value for the prevention of non-
immune mediated reactions.® Adrenaline was at hand.
Pethidine is often used as an analgesic after tonsillec-
tomy, but was avoided in this case. After tonsillectomy,
the worst pain occurs on day 4 or 5 postoperatively; by
this time the child would obviously be at home in the
care of his parents. Because an agent more effective
than paracetamol might then be needed, an NSAID
was given in hospital so that the child’s response could
be observed; there was no untoward reaction. A
severe reaction at a later stage was unlikely, but the
parents were instructed how to administer adrenaline
correctly should an emergency arise.

Declaration of conflict of interest
The author declares no conflict of interest.

REFERENCES

1.

Manjra Al, Motala C. Case of the month: mastocytoma in a 3-
month-old infant. Current Allergy & Clinical Immunology 2008; 21:
33-34.

Ring J. Allergy in Practice. Berlin: Springer, 2005: 92.

3. Carter MC, Uzzaman A, Scott LM, Metcalfe DD, Quezado Z.

Pediatric mastocytosis: routine anesthetic management for a com-
plex disease. Anesth Analg 2008; 107: 422-427.

Greenblatt EP, Chen L. Urticaria pigmentosa: an anesthetic chal-
lenge. J Clin Anesth 1990; 2: 108-115.

Fisher SF. Anaphylaxis in anaesthesia and critical care. Current
Allergy & Clinical Immunology 2007; 20: 136-139.

Hannaford R, Rogers M. Presentation of cutaneous mastocytosis
in 173 children. Australas J Dermatol 2001; 42: 15-21.

Coming soon.... back order your copy now!

Middleton's Allergy: Principles and Practice, 7/e

Edited by N. Franklin Adkinson, Jr., MD, William W. Busse, MD, Bruce S. Bochner, MD, Stephen T.

Holgate, MD, DSc, FRCP, FRCPE, MRC, F. Estelle R. Simons,

MD, FRCPC and Robert F. Lemanske, Jr., MD

2009, approx. 1 896 pp, 420 illus, 254 x 203 mm

2 vol set R2 600, 2 vol set + online access R3 650

This best-selling resource has a worldwide reputation as the
leader in its field. Focusing on human immunology and biology,
while also reporting on scientific experimentation and
advancement, it provides comprehensive coverage of state-of-the-
art basic science as well as authoritative guidance on the practical
aspects of day-to-day diagnosis and management. This new
edition includes 700 full-colour illustrations and a new, more
accessible format to make finding information a snap. And this
Expert Consult Premium Edition not only offers online access to
the complete contents of the 2-volume set, fully searchable, but

also regular online updates, and much more.
Key features

e Includes a glossary of allergy and immunology for quick and easy reference.
Contains keypoints and clinical pearls highlighted for ease of use.
Incorporates downloadable patient education sheets, downloadable illustrations, and links to
useful online resources both for you and for your patients.

e  Offers contributions from hundreds of international authorities for world-class expertise in

overcoming any clinical challenge.
New to this edition

e Contains 200 new illustrations, 700 in all, to better illustrate complex immunology.
e Covers the very latest in the field, including hot topics such as latex allergy and

immunotherapy.
Online access version

o Utilises a new, more user-friendly full-colour format for easier reference.
¢ Includes online access to the entire contents of the book, fully searchable, with links to

MEDLINE abstracts for all of the references.

o Keeps you completely current through regular online updates, including entire chapters
rewritten or added over time, to reflect the continuous new developments in the field.

To order, contact Jackie Strydom of the Medical Bookseller on 083 303 8500,
fax (021) 975 1970 or e-mail: jackie@medbookseller.co.za

Current Allergy & Clinical Immunology, November 2008 Vol 21, No. 4

173






