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LETTER TO THE EDITOR

Systemic inflammatory trunk recurrent acute macular eruption
(SITRAME): A new auto-inflammatory syndrome in adult?

Dear Editor,

Undifferentiated systemic autoinflammatory disorders
(SAIDs) are disorders linked to innate immunity not fitting
with any known autoinflammatory disease and without
confirmed molecular diagnosis™?: they are also called syn-
drome of undifferentiated recurrent fever (SURF) in chil-
dren.’” They are characterized by recurrent, generalized
inflammation with neither infection nor autoimmune dis-
ease, and most patients display skin manifestation as a pri-
mary clinical feature. Recent evidence suggests in a relevant
percentage of patients, a complete or at least partial response
to colchicine.®

We report here a series of 16 adult patients (Table 1),
equally male and female (50%), with recurrent non-
pruriginous stereotyped macular, and sometimes papular,
eruption involving always the trunk, sparing some part of
the skin with sharp demarcation associated in 100% of cases
with systemic inflammation. The median age at the diagno-
sis was 53 years-old [range 28-68]. All cases were sporadic
and occurred among adults from cosmopolitan origin. The
first attacks of the disease occurred on a mean age of 35years
[range 18-52], never during childhood.

In 13 patients (81%), the eruption extended to other parts
of the body in addition to the trunk. The recurrence usu-
ally affected the exact same skin areas for each patient, and
no desquamation after eruption resolution was observed
(Figure 1 and Table 1). Five patients were addressed for sus-
picion of drug allergy.

Eruption median duration was 3 days [range 2-7]. Seven
out of the 16 patients (43.75%) experienced over 20 similar
episodes, occurring over decades. The median number of
attacks was 20 [ranging from five to >100]. Fever was re-
ported in nine patients (56%) and 14 (87.5%) experienced
other symptoms (i.e. headache, abdominal pain, muscle
pain, pharyngeal pain and FLU-like syndrome) concomitant
with skin eruption (Table 1). Skin biopsy performed in eight
cases during a flare, showed minimal spongiosis (6/8) and
lymphocyte exocytosis (8/8) without parakeratosis or vesicle.

Eight patients (50%) reported concomitant drug intake
(n = 5) and/or viral or bacterial infection (n = 5), exercise-
induced trigger, stress or mRNA COVID19-vaccine (n = 2).
C-reactive protein levels were elevated in crisis for all pa-
tients with median level of 32.5 mg/L [ranging from 10 to
152], (Table 1) whereas its baselines levels were normal in

© 2022 European Academy of Dermatology and Venereology.

all the 16 patients. All other blood tests performed were
normal during flare and basal state (i.e. complete blood
count, serum protein electrophoresis, antinuclear anti-
bodies), polymerase chain reaction for detection of some
Herpes viruses were negative during flare (n = 5), and al-
lergological explorations were negative (n = 5). Only one
patient had positive antinuclear antibodies without speci-
ficity. Concerning genetic analysis, 10 patients underwent
next generation sequencing (variant allele frequency de-
tected from 2%) with panels of SAID for 62 genes (n = 5),
114 genes (n = 1) or Sanger screening for the four historical
monogenic SAID (n = 4). No specific mutation in previ-
ously known systemic autoinflammatory disorders gene
was identified.

Colchicine introduced for six patients and/or with ad-
ditional oral steroid during flare in two cases, allowing a
shortening of the duration of symptoms and a longer time
interval between the episodes in six of them.

The high number of recurrences and the negativity of
some Herpes viruses and/or the allergological explorations
in our series were against a viral or a drug hypothesis. The
absence of family history excludes hereditary factors as caus-
ative factors.

In conclusion, we report here a new clinical entity, with
systemic inflammatory and a stereotyped trunk macular
recurrent eruption occurring with exact similar topography
that displays criteria of an undetermined SAID; we propose
the acronym “SITRAME” for systemic inflammatory trunk
recurrent acute macular eruption. Iterative photographs are
a helpful tool. Further studies are needed to determine its
aetiology and pathophysiology and thus define the best
treatment.
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FIGURE 1 Pictures of the recurrent macular trunk eruption. Flares of the trunk, the eruption affected only some skin area of the trunk with sharp
demarcation. In all patients presented here, the skin eruption does not involved the periumbilical area. 1: Patient 1, 2: Patient 5, 3: Patient 6, 4: Patient 10,

5: Patient 12, 6: Patient 13, 7: Patient 15, 8: Patient 16.
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