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Acquired reactive perforating collagenase’s with 
dermatomyositis: A rare case report
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Short report

65-year-old male who presented with recurrent erythema 
and pruritic papules for one year, Initially, he developed numer-
ous keratotic red papules, featuring central umbilication and 
necrosis with scab formation. He was previously diagnosed with 
“nodular prurigo and eczema” and treated with oral ebastine, 
cetirizine, prednisone, and topical steroid cream. While the rash 
initially subsided, it recurred intermittently.

On March 5, 2024, he presented to our department. The pa-
tient denied any history of hypertension, diabetes, thyroid dis-
ease, rheumatic diseases, or HIV. There was no history of chron-
ic ulcers, surgeries, trauma, or family history of similar diseases. 
Vital signs were normal. Dermatological examination revealed 
heliotrope rash on the eyelids and Gottron’s papules on the ex-
tensor surfaces of the metacarpophalangeal and interphalange-
al joints, which were purple-red and covered with scales (Figure 
1A). The trunk, limbs, and neck exhibited keratotic red papules 
with central umbilication, slightly raised crater-like edges, and 
some with necrosis and scab formation, without significant 
bleeding upon scab removal (Figure 1B). Muscle strength in the 
limbs was normal.

Laboratory tests showed no significant abnormalities in com-
plete blood count, urinalysis, liver function, kidney function, 
coagulation profile. Antinuclear antibody was 1:80, C-reactive 
protein was 9.3 mg/L, and anti-Scl-70 antibody was strongly 
positive. Skin biopsy revealed hyperkeratosis with parakerato-
sis, thickened granular and spinous layers, focal epidermal ne-
crosis, surface pus scabs, and perivascular lymphocytic infiltra-
tion in the superficial dermis (Figure 1C). Combining clinical and 
pathological findings, the diagnosis was confirmed as “1. Ac-
quired reactive perforating collagenosis, 2. Dermatomyositis.”

Treatment included oral acitretin (20 mg/day), ebastine (8.8 
mg/day), cetirizine (10 mg/day), and hydroxychloroquine (200 
mg/day), topical steroid cream (twice daily) and Narrow-Band 
Ultraviolet B (NB-UVB) therapy (every other day). Four weeks 
after treatment, the patient’s pruritus completely resolved, 
and most skin lesions had subsided, indicating effective disease 
control. The patient is currently under routine follow-up in the 
rheumatology department with ongoing medication adjust-
ments.
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Acquired Reactive Perforating Collagenosis (ARPC) is a type 
of perforating dermatosis characterized by the extrusion of al-
tered collagen through the epidermis. Its typical pathological 
features include cup-shaped epidermal invaginations contain-
ing parakeratotic debris and basophilic collagen fibers, with col-
lagen bundles observed perforating vertically through the epi-
dermis [1]. ARPC is rare, and its pathogenesis remains unclear 
[2]. In adults, it is associated with various systemic diseases 
such as diabetes, chronic renal failure, hyperlipidemia, hyper-
thyroidism (or hypothyroidism), liver disease, pulmonary fibro-
sis, HIV, pulmonary aspergillosis, scabies infection, lymphoma, 
leprosy, cancer, hemodialysis, and internal malignancies [1,2]. 
ARPC combined with rheumatic diseases is rare, studies have 
shown its association with vasculitis, systemic lupus erythema-
tosus, and idiopathic myositis [3]. This association may be due 
to the inflammatory response originating from dermal connec-
tive tissue, which activates collagenase, leading to the penetra-
tion of collagen into the epidermis [4].

Currently, there is no cure for ARPC, and treatment mainly 
focuses on managing the associated systemic diseases. Derma-
tomyositis, as an immune-mediated inflammatory myopathy, 
involves multiple systemic pathological changes due to varying 
degrees of inflammation, autoimmunity, and vasculopathy [5]. 
In our patient, ARPC appeared to be closely related to the ac-
tivity of dermatomyositis. The use of hydroxychloroquine sig-
nificantly improved the patient’s skin symptoms. Cases of ARPC 
combined with dermatomyositis are extremely rare. Further 
research is needed to determine the potential association be-
tween dermatomyositis and ARPC. 

Figure 1: A: There are numerous soybean-sized keratotic papules 
on the left upper limb, with central umbilication and slightly raised 
crater-like edges.
B: Symmetrically distributed purple-red papules on the extensor 
surfaces of the metacarpophalangeal and interphalangeal joints of 
both hands, known as Gottron’s papules.
C: Pathological examination: hyperkeratosis with parakeratosis, 
thickened granular and spinous layers, focal epidermal necrosis, 
surface pus scabs, and perivascular lymphocytic infiltration in the 
superficial dermis.
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