
 

Figure legend: NVC images of the 2nd, 3rd and 4th left finger of the patient 
 

Figure 2. NVC BEFORE versus 4M AFTER treatment 

Systemic sclerosis (SSc) is an autoimmune disease associated with a higher risk of cancer.  

A 57-year-old woman presented to the dermatology 
department with hyperpigmented plaques on her abdomen 
and back. Further interrogation revealed a two-year history of 
triphasic and bipolar Raynaud's phenomenon. Laboratory tests 
revealed positive antinuclear antibodies (ANA, 1:1280 titers)  
and anti-centromere antibody specificity. A biopsy revealed 
scleroderma, but the patient was lost to follow-up. Eight 
months later, she returned with spreading plaques on the body. 
On physical examination, findings included puffy fingers with 
metacarpophalangeal sclerosis, salt-and-pepper pigmentation, 
a heliotrope rash, poikiloderma on the face and neck region, 
and cracked plaques on the arms and legs (Figure 1). 

The modified Rodnan skin score (mRSS) was 
calculated at 28/51 and a nailfold 
videocapillaroscopy (NVC) showed a scleroderma-
like pattern. Pulmonary function tests (PFT) revealed 
a severe diffusion deficit with a normal CT-scan. A 
PET-CT showed intense metabolic activity in the 
vaginal area with suspicious adenopathies in the 
right inguinal area and the right external iliac region. 
A tumour of 35mm was identified in the vulva using 
pelvic MRI. A colposcopy with biopsy revealed an 
HPV–induced squamous cell carcinoma of the vulva 
and vagina. She was eventually staged as cT2N1M1. 
Radiochemotherapy (cisplatin) led to significant 
clinical improvement four months after treatment 
with mRSS reduced to 14/51, ANA decreased to 
1/320 titers, improvement of PFT, NVC findings 
(Figure 2) and signs of complete remission on PET-
scan. 

According to the McLean criteria for defining paraneoplastic dermatosis(1) , the sequence of events observed in our patient 
strongly suggests the diagnosis of paraneoplastic SSc (pSSc). Our patient had a previous history (<10y) of vulval intraepithelial 
neoplasia (VIN 3), treated by surgery and laser, and an abnormal cervix swab two years prior to initial skin symptoms. Although 
cervical biopsies remained normal at one point, she was lost to gynaecology follow-up. One could assume the rash developed 
after the vulval carcinoma. Malignancy and dermatosis followed a parallel course in our patient, highly in favour of a 
paraneoplastic syndrome. 

 This case is the first pSSc associated with squamous cell carcinoma of the vulva.  

 It highlights the potential role of NVC in assessing and monitoring pSSc.  

 pSSc should be considered in every SSc patient where clinical presentation and capillaroscopy image are atypical.  
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