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40 EDWARDS, KOLLER AND MILLER: STILL'S DISEASE IN ADULTS

Fig. 1—The hand and wrist on the left are normal in May 1973. A subsequent x-ray of the same joints in September

1973, illustrates the cystic lucencies and osteoporosis.

(5, 9). In recent years, however, attention has
focused on a syndrome indistinguishable from child-
hood Still’s disease occurring de novo in adults (3,
4,5, 6).

Although there is no pathognomonic finding
in adult onset Still’s disease, certain features may
be diagnostically useful. A quotidian fever pattern
is the rule rather than the exception. This quotidian
pattern may, however, be preceded or succeeded
by a remittent or even double quotidian pattern. It
has been pointed out, also, that the fever may be
present for weeks or for months before arthritis
develops (2, 5). Often, in association with the
temperature elevations, a macular or maculopapular
rash is noted particularly in areas of pressure or
friction. This migratory, evanescent eruption may
recur for months in adult onset Still’s disease in
contrast to that of acute rheumatic fever which

rarely persists longer than two weeks (2, 3, 5). Of
historical interest concerning the rash of RA and
juvenile rheumatoid arthritis (JRA), in 1956 Isdale
and Bywaters (10) reported four adults who de-
veloped a rash in association with other systemic
manifestations indistinguishable from Still’s disease.
It was not until 1971, however, that these same
women, along with ten others, were the clinical
material for Bywaters’ original description of adult
onset Still’s disease (3). Many biopsies of the rash
in adult onset Still’s disease have been described,
yet they all show nonspecific histology, that being
a mild subepithelial and perivascular polymorpho-
nuclear leukocyte infiltrate (3, 4, 5, 10).
Lymphadenopathy and splenomegaly corre-
spond significantly with the high fever, rash, and
leukocytosis in childhood Still’s disease (11). While
no mention was made of lymphadenopathy, By-
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waters (3) did note splenomegaly in two of his
patients with adult onset Still’s disease, whereas
six out of ten of those cases reported from the
National Institutes of Health (NIH) had spleno-
megaly and seven had lymphadenopathy. As in our
patient, the liver may be involved with an inflam-
matory infiltrate which may recur with relapses of
the disease and return to normal after recovery (5).

It has been said that chronic erosive arthritis
involving cervical spine, sacroiliac, temporomandi-
bular, or peripheral joints may occur in a third or
more of children with acute onset JRA (11, 12, 13).
Radiographic studies of these areas have not been
helpful in the adult form of JRA. Although erosive
arthritis including cervical spine involvement has
been documented in seven of 26 cases, it is usually
not severe or widespread (3, 4, 5). On the other
hand, arthralgias or nonerosive arthritis may be very
common but transient (3, 4, 5). The histology of
the synovium may vary in severity from a very mild
inflammatory reaction as reported by Bywaters (3)
to a very intense inflammatory response as reported
by Fabricant et al. (4).

In addition to the more characteristic features
of adult onset Still’s disease, namely fever, rash,
lymphadenopathy, and arthralgias or nonerosive
arthritis, one may encounter less specific symptoms.
Myalgias, particularly of the lumbar, cervical, or
thigh regions, sore throat, alopecia, pericarditis
pneumonitis, and pleurisy, with or without a pleural
effusion, have been described. Abdominal pain may
occur which possibly reflects mesenteric lymphade-
nitis (5). In contrast to JRA, especially the oligo-
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Fig. 2—Oral temperatures recorded by the patient show
the characteristic quotidian fever pattern of adult onset
Still’s disease.

.

Fig. 3—Light microscopy of synovium obtained by needle
biopsy shows synovial lining cell proliferation and round
cell infiltration with edema and endothelial proliferation of
the sublining tissue.

articular form, iridocyclitis is notably absent in
adult onset Still’s disease. Likewise, rheumatoid
nodules are not found.

As in many other connective tissue disorders,
laboratory confirmation of adult onset Still’s disease
is not possible. Characteristically, rheumatoid factor
is not found in the sera of these patients. Prob-
ably the most helpful finding is a neutrophilic leuko-
cytosis. Of 12 patients with adult onset Still’s dis-
ease, ten had WBC’s greater than 18,000/mm? with
over 70% neutrophils. Similarly, the ESR is ele-
vated and often parallels disease activity (3, 4, 5).
In only two patients with adult onset Still’s disease
has synovianalysis been reported, one showing a
white opaque fluid with 69,000 WBC/mm?® and
the other, a yellow turbid fluid with 14,000 WBC/
mm?. In both aspirates, over 90% of the cells were
polymorphonuclear leukocytes (4).

Because of the therapeutic and prognostic im-
plications, physicians should be especially aware
of a syndrome occurring in an adult, which is in-
distinguishable from Still’s disease. Salicylates in
doses which maintain a serum level of 25-30 mg%
may induce symptomatic relief in many patients
with adult onset Still’s disease. Others do not re-
spond as favorably and may require additional
therapy. Of the ten patients with adult onset Still’s
disease comprising the NIH study, four responded
to high-dose aspirin or indomethacin therapy (5).
Chloroquine, used in conjunction with aspirin, re-
portedly maintained a normal ESR and good func-
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