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Introduction

Perivascular Epitheolid Cell tumour = PEComa

Characterised by 

histologically and 

immunohistochemically 

distinct PEComa cells.

Express muscle 

(actin/desmin) and 

melanocytic 

(HMB45/Melan-A) 

markers.

Subtypes:
• angiomyolipoma (AML)

• lymphangioleiomyomatosis

• clear cell sugar tumour

• clear cell myomelanocytic tumours 

• PEComa not otherwise specified 

(PEComa-NOS). 

• Significant clinicopathological questions remain for PEComas that are 

retroperitoneal and extra-visceral.

• Consensus driven international guidelines for these tumours are yet to 

be developed. 

Illustrate the presentation, diagnosis and management of 

retroperitoneal, extra-visceral PEComa cases treated at Peter 

MacCallum Cancer Centre (PMCC).

Methods

Case search 

• Adult patients

• Pathological diagnosis of PEComa

• Location in retroperitoneum

• Extra-visceral primary tumour 

• Diagnosed between 2010 – 2021

Inclusion criteria 

Data collected on 4 cases

Aims
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Case 2 Case 4Case 3

Systemic Therapy 

Diagnosis 

CT dimensions (cm): 4.4 x 4.5 x 1.7 

Location: left retroperitoneum

Core biopsy? Yes 

Diagnosis: atypical spindle cell tumour

Treatment 

Operation: left nephrectomy, distal 

pancreatectomy, splenectomy 

Surgical margins: R0

Pathological diagnosis: Spindle call 

PEComa 

Immunohistochemistry:

- Actin: positive

- Desmin: positive

- Melan: negative

- HMB45: positive 

- MITF: not tested 

Follow up 

Length of follow up: 6 months

Alive at last follow up: Yes 

Recurrence: No evidence of disease

Diagnosis 

CT dimensions (cm): 6.9 x 4.5 x 5.6

Location: right retroperitoneum

Core biopsy? Yes

Diagnosis: low grade malignant 

epithelioid tumour.

Treatment 

Operation: left nephrectomy and 

hemicolectomy 

Surgical margins: R0

Pathological diagnosis: PEComa-NOS

Immunohistochemistry:

- Actin: positive

- Desmin: positive

- Melan: negative

- HMB45: positive

- MITF: Positive 

Follow up 

Length of follow up: 112 months

Alive at last follow up: Yes 

Recurrence: No evidence of disease

Diagnosis 

CT dimensions (cm): 10 x 13.8 x 15.2

Location: right retroperitoneum

Metastases: liver 

Core biopsy? Yes 

Diagnosis: PEComa-NOS

Immunohistochemistry:

- Actin: negative

- Desmin: negative 

- Melan: positive

- HMB45: positive

- MITF: not tested 

Treatment 

Systemic therapy

- carboplatin/paclitaxel

- sirolimus

- doxorubicin 

Radiation therapy: No

Follow up 

Length of follow up: 12 months

Alive: Yes 

Progression: Yes, increase in size of liver 

metastases on CT 10 months post 

diagnosis 

Results

Diagnosis 

CT dimensions (cm): 4.8 x 4.0 x 4.7

Location: left retroperitoneum

Core biopsy? Yes 

Diagnosis: sclerosing PEComa

Treatment 

Operation: left partial nephrectomy 

Surgical margins: R0

Pathological diagnosis: Sclerosing PEComa

Immunohistochemistry:

- Actin: positive 

- Desmin positive

- Melan: negative

- HMB45: positive

- MITF: not tested 

Follow up 

Length of follow up: 33 months 

Alive at last follow up: Yes

Recurrence: No evidence of disease

Case 1
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Results

Diagnosis Treatment and Follow-up

40yrs
median age at 

diagnosis

100%
symptomatic

at diagnosis 

Pathological Features 

Diagnostic imaging

.

• Median maximal tumour dimension on CT: 7.9 

cm (range 4.5 – 15.2cm).

• All patients had a PET scan. 

Core Biopsy 
• All cases underwent a core biopsy.

• 2 biopsies (50%) confirmed the diagnosis of 

PEComa

• 2 biopsies (50%) were non-diagnostic of 

PEComa, and diagnosis was confirmed on post-

operative histopathology.

50%

25%

25%

Pathological Diagnosis 

PEComa-NOS

Spindle cell

PEComa

Sclerosing

PEComa

Actin Desmin Melan HMB45

Case 1 Positive Positive Negative Positive

Case 2 Positive Positive Negative Positive

Case 3 Positive Positive Negative Positive

Case 4 Negative Negative Positive Positive

Sclerosing PEComa

Spindle cell PEComa

PEComa-NOS

PEComa-NOS

Figure 1. Pathological diagnosis of PEComa subtypes within this case series.

Table 1. Comparison of immunohistochemical markers across case studies, characterised as 

either positive for staining (positive) or negative for staining (negative). Pathology is from post 

operative samples if operated on. 

100%

Female

3 cases had 

surgical 

resection 

1 case had

metastases on 

initial imaging and 

received systemic 

therapy 

• Initially commenced 

on paclitaxel then 

changed to mTOR 

inhibitor (sirolimus).

• Progression of 

metastases at follow 

up and commenced 

doxorubicin.

• Alive at last follow 

up 16 months post 

diagnosis.

• Average length of 

hospital stay was 6 

days.

• All had R0 margins.  

• Average length of 

follow up was 50 

months post surgery 

(range 6- 112 

months).

Immunohistochemistry 
• All 3 surgically managed cases were positive 

for actin, desmin and HMB45 and negative for 

melan.

• The other case only stained positive for 

HMB45 and melan.



Conclusions

References

Primary retroperitoneal, extra-visceral PEComa is an 

exceptionally rare tumour with sparse data to guide 

clinical management.

• Core biopsy does not always establish the diagnosis of 

PEComa.

• Immunohistochemistry is not uniform. The majority of these 

cases were positive for actin and desmin, and all were positive 

for HBM45.

• Surgical resection is the cornerstone of treatment, however in 

unresectable disease, systemic therapy with mTOR inhibitors is 

used.
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PMCC is leading an international 

effort of 30 specialized sarcoma 

centers to perform a multi-centre

cohort study that will define the 

standard of care for this rare 

tumour.  Data from this case series 

will contribute to further 

understanding the clinicopathologic 

features, treatment and follow up  of 

PEComa family tumours. 


