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Mucocutaneous lymph node
syndrome in two siblings

The occurrence of a disease within a family often leads to much
aetiological speculation, particularly when the disease is a newly
recognised entity, such as Kawasaki disease or the mucocutaneous
lymph node syndrome.' We describe two sisters who simultaneously
developed the syndrome, the first time this has apparently been ob-
served in siblings.

Case reports

Case 1-A 2-year-old Jamaican girl developed a fever, followed the next
day by a generalised erythematous rash, which lasted for three days without
desquamation. She then developed diarrhoea and vomiting, and on the
sixth day became drowsy and was admitted to hospital. She was febrile
(39 3 C); her lips and throat were strikingly red; and she had bilateral con-
junctivitis. She had generalised lymphadenopathy, indurative oedema of her
fingers and toes, neck stiffness, and a negative Kernig's sign. On the eleventh
day a systolic murmur varying from ejection to pansystolic was heard, fol-
lowed by a pericardial friction rub the next day, and her liver became
palpable. On the eighteenth day her fever subsided and she improved con-
siderably.
Lumbar puncture produced normal results. Urine analysis showed a

moderate amount of blood, with 15 x 106 white cells/l. An electrocardiogram
taken at the time of the pericardial friction rub showed slight elevation of the
ST segment in all the leads. A chest x-ray film and the results of echo-
cardiography were normal. The serum complement C3 concentration was
0 7 g/l (normal 0-7-1 7), C4 was 0-2 g/l (normal 0 1-0-7). No antinuclear
factor was detected, and lupus erythematosus cells were not present (see
the table for the results of other investigations).

Case 2-A 44-year-old Jamaican girl, the sister of case 1, developed one
day later than her sister fever, irritability, and swollen neck lymph nodes
The next day a rash spread from her face all over the body. On the sixth day
she was admitted to hospital. Her temperature was 40'C; there was definite
oropharyngeal and lip erythema, bilateral conjunctivitis, indurative oedema
of her fingers and toes, a generalised maculopapular rash, and cervical
lymphadenopathy. On the tenth day she developed transient pain and
swelling of both knees and ankles. Desquamation of her skin began around
her fingers on the seventeenth day, and progressed all over. At this stage her
fever settled and she improved clinically.
The results of urine analysis were normal (see the table for the results of

other investigations).

Clinical details of the patients

Case 1 Case 2

Haemoglobin concentration (g/dl) .105 10-2
White cell count ( 10- /1) .113 11 1
Neutrophils (0") .91 56
Eosinophils ()O 0 7
Erythrocyte sedimentation rate (mm in first h) 95 72
Sickling test .Negative Negative
Serum aspartate transaminase concentration
(normal 5-40 IUl) .123 93

Total lactate dehydrogenase concentration
(normal 42-100 IU/1) .167 253

Urea stable lactate dehydrogenase concentration
(normal 26-70 IU/1) 73 127

Anti-streptolysin 0 titre (normal <200 U/ml) 100 <50
Complement fixation titres on paired sera against

measles, parainfluenza 3, Sendai, herpes simplex,
toxoplasmosis <10 <10

Discussion

These two sisters developed contemporaneously an illness consistent
with the clinical features of the mucocutaneous lymph node syndrome.2
The younger sister was more severely affected and developed
diarrhoea, aseptic meningitis, pericarditis, haematuria, and hepato-
megaly. The last two features have not been described in this syn-
drome. The older sister had the more characteristic desquamation of
the skin during the convalescent phase. She developed a transient
polyarthritis. Together they illustrate the spectrum of symptoms and
signs in the syndrome, a disease rarely described in Negroes.
The aetiology of the mucocutaneous lymph node syndrome remains

obscure. The simultaneous occurrence of the disease in our two cases
strongly suggests an environmental factor, which might be infective,
dietary, or environmental pollution. We have been unable to establish
an infective cause, the results of microbiological tests being negative
in both sisters. Rickettsia-like particles have been reported from skin

and lymph node biopsy specimens.:' Mercury poisoning has been
postulated, as some features of acrodynia occur in the syndrome, but
serum mercury concentrations were normal.4 Clinically the disease
bears a resemblance to infantile polyarteritis nodosa.5 Sudden death
occurs in about 2 % of the cases and is caused by myocardial infarction
and coronary aneurysm.2 The raised serum lactate dehydrogenase and
transaminase concentrations with an abnormal electrocardiogram in
the younger sister suggests some myocardial damage. Since the
aetiology is unknown, treatment should be primarily supportive.
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Are reprints worth while?

Authors of scientific papers are often requested to supply reprints.
Letters in the BMJ1 2 have debated the desirability of this means of
communication, but there has been little quantitative analysis.

Method and results

I retained all reprint requests in the nine months after publishing a paper
on a general medical topic, infective endocarditis,3 and I enclosed a question-
naire with all reprints supplied. A total of 155 reprint requests were received,
all but one being pre-printed postcards. Fifty-four per cent of the requests
came from the USA, 23°, from Western Europe, 130% from Eastern Europe,
and 10%o from elsewhere. Personal signature of the request forms bore no
major relationship to return of the questionnaire-640% of signed requests
as opposed to 58°, of non-signed requests being returned. Eighty-seven per
cent of requests gave the correct title of my article and 83%/ the correct
reference; in 68%' both were correct.

Analysis of the 94 returned questionnaires showed that 95%O of responders
had not read the paper, 95%, of requests were derived from Current Contents
(an index-publishing journal), 12%o of reprint requests were so that the
paper could be read, 3% for reference only, and 85°o for both these reasons.
Other interesting reasons volunteered included "reprints cheaper than
photostats" (five instances); less time-consuming to obtain (three instances);
specific interest in infective endocarditis (one instance); and the collection
of foreign stamps (one instance). Ninety per cent of responders thought
reprints a worthwhile form for communicating medical knowledge. Only 5%
of respondants volunteered thanks for "my courtesy" of sending a reprint.
The reasons for preferring reprints were better quality of figures and diagrams
(80%); that journals were not readily available to photostat (67%); convey-
ance of "comradeship in medicine" (47%O); ease of filing (39%); neater
appearance (38%); and lack of photostating fa.ilities (19%). Ninety-nine
per cent of reprints were retained for over one year.
The average number of reprints requested annually was 802 and the mean

response to their requests was 74°% of papers returned. The average number
of papers published annually by the reprint requesters was 5 (range 0-10;
SD3). The everage number of reprint requests for each of their papers was
110, and 79 (84%,,) of respondents routinely supplied reprints of their paper.
The personal cost of supplying reprints was about L38-L18 for the

reprints and £20 for packaging and postage.

Discussion

Only 94 of 155 questionnaires were returned; this poor return is
highly informative, though it simultaneously reduces the significance
of the reported results. Most reprints were requested to be read and
retained and thus could be considered a worthwhile communication,
but their value to requesters must be limited as only 74% of their
many reprint requests were honoured. It was, however, heartening
that most reprint requesters published and in turn were relatively
generous in supplying reprints.
Most respondents gave multiple reasons for their preference of

reprints. Remarkably photostats, although widely used in administra-
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