Letters to the Editors

Sweet syndrome in anti-HMGCR
immune-mediated necrotising
myopathy: expanding the
cutaneous spectrum

Sir,

Immune-mediated necrotising myopathy
(IMNM) is typically characterised by suba-
cute, severe proximal muscle weakness
with markedly elevated creatine kinase
levels. Cutaneous involvement is uncom-
mon, and when present usually resembles
dermatomyositis (1). Sweet syndrome, an
acute neutrophilic dermatosis, has recog-
nised associations with autoimmune diseas-
es, but it has not previously been described
in IMNM (2). We report what appears to be
the first case of Sweet syndrome occurring
in a patient with anti-3-hydroxy-3-methyl-
glutaryl-coenzyme A reductase (HMGCR)
IMNM.

A 67-year-old woman presented with a
three-day history of painful, violaceous
patches over the dorsal aspects of her fin-
gers, accompanied by tender swelling of
several small joints. She also reported three
months of progressive truncal weakness
and difficulty rising from a supine position.
Her creatine kinase was 6014 U/L, and
electromyography showed an irritable my-
opathy. Anti-HMGCR antibody levels were
strongly positive. Muscle biopsy demon-
strated necrosis with myophagocytosis and
regeneration consistent with IMNM.

A punch biopsy of the skin lesions revealed
a dense upper-dermal neutrophilic infiltrate
with red cell extravasation, but without fea-
tures of vasculitis or interface dermatitis.
These findings supported Sweet syndrome,
specifically the neutrophilic dermatosis of
the dorsal hands variant. There were no
medications, infections or systemic features
suggestive of drug-induced or malignancy-
associated Sweet syndrome. Imaging of the
thorax, abdomen and pelvis, along with en-
doscopic evaluation, did not reveal an un-
derlying cancer.

Treatment with pulsed methylprednisolone
followed by rituximab and intravenous im-
munoglobulin led to resolution of the rash
within several weeks and improvement in
muscle strength over two months. She has
remained in remission on tacrolimus and
low-dose prednisolone 18 months after
presentation.

To contextualise our observation, we con-
ducted a focused literature review using
both PubMed and large language mod-
els (LLMs). PubMed identified reports of
dermatomyositis-like rashes in IMNM in-
cluding Gottron-type lesions, periungual
erythema and heliotrope changes, as well
as erythema-multiforme-like lesions, tin-
ea-versicolour-like eruptions and Jessner
lymphocytic infiltrates (3-7). LLM-assist-
ed searches (ChatGPT, Gemini and Grok)
identified five additional reports, in par-
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Fig. 1. Clinical images and skin biopsy findings. (A) Confluent tender violaceous patches over the extensor aspects
of the thumb, index and middle fingers. (B) Resolution of rash after treatment. (C, D) diffuse dermal infiltrate and red
cell extravasation without involvement of the epidermis (haematoxylin and eosin, original magnification 100x). The
infiltrate is comprised mainly of neutrophils, without associated leukocytoclastic vasculitis (haematoxylin and eosin,
original magnification 400x).

ticular papers reporting on associations of
neutrophilic urticarial dermatosis, and non-
specific erythema, plaques and pustulosis
(8,9). However, no published case demon-
strated a neutrophilic dermatosis consistent
with Sweet syndrome.

The acute, tender plaques in our patient
were more consistent with Sweet syndrome
than with any recognised IMNM-associated
rash. Erythema elevatum diutinum, another
neutrophil-rich dermatosis with occasional
reported overlap in inflammatory myopa-
thies, was considered but was not supported
histologically due to the absence of leuko-
cytoclastic vasculitis. Infective causes were
excluded clinically and histochemically.
The lack of drug triggers, the absence of
malignancy and the timing of onset sug-
gest that Sweet syndrome may represent
an atypical dermatological manifestation of
IMNM rather than a coincidental process.
Pro-inflammatory cytokines like tumour
necrosis factor (TNF-a) and interleukin-1
have been implicated in the pathogenesis
of both conditions suggesting a potential
shared pathway of inflammation, although
leading to different inflammatory manifes-
tations in these genetically susceptible indi-
viduals (10).

In summary, we report the first case of IM-
NM-associated Sweet syndrome. Increas-
ing recognition of the diverse dermatologi-
cal manifestations in IMNM highlights the
importance of characterising these rashes
to aid in the diagnosis of the condition and
differentiating from the classical dermato-

myositis phenotype. The use of LLMs has
also allowed us to expand the reach of our
literature search leading to a more compre-
hensive review on all relevant studies.

B.K.J. TAN', MBBS
J.Y.CHAN?, MBBS
S.1. TEE®, MBBS
C.G. CHUA**, MBBS
C. Xu**, MD

"Tan Tock Seng Hospital, Singapore;

’Lee Kong Chian School of Medicine,
Nanyang Technological University, Singapore;
JNational Skin Centre, Singapore;
“Department of Rheumatology, Allergy
and Immunology, Tan Tock Seng Hospital,
Singapore.

Please address correspondence to:
Chuanhui Xu

Department of Rheumatology, Allergy
and Immunology,

Tan Tock Seng Hospital,

11 Jalan Tan Tock Seng,

308433 Singapore.

E-mail: xuchuanhui2008@ gmail.com

Competing interests: none declared.

© Copyright CLINICAL AND
EXPERIMENTAL RHEUMATOLOGY 2026.

References

1. KURASHIGE T: Anti-HMGCR myopathy: clinical
and histopathological features, and prognosis. Curr
Opin Rheumatol 2021; 33(6): 554-62.
https://doi.org/10.1097/bor.0000000000000832

2. YOO WH, MOON SK, PARK TS, BAEK HS: A
Case of Sweet’s Syndrome in Patient with Dermato-
myositis. Korean J Intern Med 1999; 14(2): 78-81.
https://doi.org/10.3904/kjim.1999.14.2.78

3.HOU Y, SHAO K, YAN Y er al.: Anti-HMGCR



Letters to the Editors

b

W

myopathy overlaps with dermatomyositis-like rash:
a distinct subtype of idiopathic inflammatory myo-
pathy. J Neurol 2022; 269(1): 280-93.
https://doi.org/10.1007/s00415-021-10621-7
PARENTE H, FERREIRA MP, SOARES C et al.: A
Challenging Inflammatory Myopathy Case-Report:
Dermatomyositis-Like Rash in an Anti-HMGCR
Positive Patient with an Uncertain Muscle Histol-
ogy. Mediterr J Rheumatol 2023; 34(4): 570-2.
https://doi.org/10.31138/mjr.220823.imc

. KURASHIGE T, NAKAMURA R, MURAO T et

al.: Atypical skin conditions of the neck and back as
a dermal manifestation of anti-HMGCR antibody-
positive myopathy. BMC Immunol 2024; 25(1): 30.

[=))

~

=)

https://doi.org/10.1186/s12865-024-00622-2

.PRENNER J, CHOI E, KIM YJ, ZHENG L,

NGUYEN CV: Jessner Lymphocytic Infiltrate in
Anti-HMGCR Myopathy. JAMA Dermatol 2025;
161(1): 227-8.
https://doi.org/10.1001/jamadermatol.2024.5266

. CHOW KL, KEATING PE, SOLANKI K, SAPS-

FORD M, LINDSAY K, O’'DONNELL JL: Anti-
HMGCR myopathy: Diversity of clinical presenta-
tions in a national cohort in New Zealand. Semin
Arthritis Rheum 2024; 68: 152522.
https://doi.org/10.1016/j.semarthrit.2024.152522

. FLETCHER KM, ISAQ NA, LEHMAN JS, MO-

HANDESI NA: Anti-HMGCR positive immune-

Nel

mediated necrotizing myopathy with associated
neutrophilic urticarial dermatosis: A case report.
JAAD Case Rep 2024; 61: 119-22.
https://doi.org/10.1016/j.jdcr.2024.08.049

. WILLIAMS B, HORN MP, BANZ Y, FELDMEY-
ER L, VILLIGER PM: Cutaneous involvement in
anti-HMGCR positive necrotizing myopathy. J Au-
toimmun 2021; 123: 102691.
https://doi.org/10.1016/j jaut.2021.102691

10. LI C, LIU H, YANG L, LIU R, YIN G, XIE Q:

Immune-mediated necrotizing myopathy: A com-
prehensive review of the pathogenesis, clinical
features, and treatments. J Autoimmun 2024; 148:
103286. https://doi.org/10.1016/j jaut.2024.103286

Clinical and Experimental Rheumatology 2026



