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HISTORY

• 48 year old female

• Presented with history of menorrhagia

• Clinical findings – enlarged mobile uterus, 
impression fibroids

• Hysterectomy done

Acknowledgement: Pathology outlines

MACRO

Initial examination 
described as 
fibroid

Subsequently 
smaller peripheral 
fibroids were 
noted http://slides.virtualpathology.leeds.ac.uk/Research_4/Teaching/Slide_seminars/2018/BAGP/Day_4/RG/S1/416362.svs/vie

w.apml?
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SALIENT FINDINGS

• Hypercellular

• Spindle cells arranged in fascicles

• Interspersed thick walled vessels

• Thin walled arcuate vessels

• No atypia

• Not mitotically active

• Vascular invasion

DIFFERENTIAL DIAGNOSIS

• Neoplasms

– Intravascular leiomyomatosis (IVL)

– Low grade endometrial stromal sarcoma (LGESS)

–High grade endometrial stromal sarcoma (HGESS)

–BCOR associated endometrial stromal sarcoma 
(BCOR ESS)

http://slides.virtualpathology.leeds.ac.uk/Research_4/Teaching/Slide_seminars/2018/BAGP/Day_4/RG/S
2/416383.svs/view.apml?

IVL vs LGESS IVL vs LGESS
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IVL vs LGESS
• IVL often associated with multiple leiomyomata

• IVL composed of spindle cells arranged in a 
fascicular pattern often with foci of hyalinization

• IVL is usually desmin positive and CD10 negative
LOW GRADE ESS

JAZF1/SUZ12 positive

Ali et al. J Clin Pathol 2015; 68:325‐
332.

http://slides.virtualpathology.leeds.ac.uk/Research_4/Teaching/Slide_seminars/2018/BAGP/Day_4/RG/S2/416407.svs/view.apml?

IVL vs HGESS

• HGESS often shows a two cell population

• The cells are more rounded and mitotically 
active

• IHC shows Cyclin D1 positivity

• HGESS is usually desmin and CD 10 negative

• Molecular testing useful in many cases

IVL vs HGESS



2/5/2019

4

HIGH GRADE ESS

CYCLIN D1

YWHAE/NUTM2 positive

IVL vs BCOR ASSOCIATED ESS
• BCOR associated ESS is composed of spindle 
cells. 

• Myxoid stroma is often present and 
distributed throughout the tumour.

• The cells are mitotically active.

• IHC shows Cyclin D1 positivity

• HGESS is usually CD10 negative

• Molecular testing useful in many cases

BCOR ASSOCIATED ESS

Thanks to Dr. Lien 
Hoang, Canada

SALIENT MORPHOLOGY SALIENT IHC MOLECULAR 
FINDINGS

IVL SPINDLE CELL FASCICLES
THICK WALLED VESSELS

DESMIN, SMA, 
CALDESMON 
POSITIVE

NONE SPECIFIC

LGESS SMALL OVAL CELLS
ARTERIOLAR VESSELS

CD10 POSITIVE JAZF1 – SUZ12
JAZF1 – PHF1
EPC1 – PHF1

HGESS TWO CELL COMPONENTS
ROUNDED CELLS
MITOTICALLY ACTIVE

CD10 NEGATIVE
CYCLIN D1 POSITIVE
BCOR POSITIVE

t(10;17) YWHAE‐
NUTM2A/B

BCOR 
rearranged 
ESS

SPINDLE CELLS 
MYXOID STROMA

CD10 POSITIVE
CYCLIN D1 POSITIVE
BCOR POSITIVE

t(X;22)(p11;q13) 
ZC3H7B‐BCOR

DIFFERENTIAL DIAGNOSIS

• Non neoplastic or incidental
– Clefting around benign leiomyomas

– Perinodular hydropic change

– Intravascular endometrium

– Intravascular decidua

– Cotylenoid dissecting leiomyoma with IVL

CLEFTING 
AROUND 
BENIGN 
LEIOMYOMA
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PERINODULAR 
HYDROPIC 
CHANGE

INTRAVASCULAR ENDOMETRIUM

INTRAVASCULAR DECIDUA

COTYLENOID 
DISSECTING 
LEIOMYOMA WITH IVL

DIAGNOSIS:
INTRAVASCULAR LEIOMYOMATOSIS
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INTRAVASCULAR LEIOMYOMATOSIS
• Unusual entity characterised by intravascular 
nodular masses of benign smooth muscle cells 
growing in uterine and pelvic veins

• Presents with abnormal bleeding due to 
concomitant leiomyoma

• Generally a good prognosis with low risk of pelvic 
recurrence or distant metastases

• Aetiology ?vessel wall ?extension from uterine 
leiomyoma

© 2013 by Lippincott Williams & Wilkins.  Published by Lippincott Williams & Wilkins, Inc. 3

Hirschowitz L, Mayall F, Ganesan R, McCluggage, WG
Intravascular Adenomyomatosis: Expanding the Morphologic Spectrum 
of Intravascular Leiomyomatosis.
American Journal of Surgical Pathology. 37(9):1395‐1400, September 
2013.

INTRAVASCULAR
ADENOMYOSIS

INTRAVASCULAR
LIPOLEIOMYOM
A
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FINAL DIAGNOSIS:
IVL ‐ HIGHLY CELLULAR VARIANT

LEIOMYOMAS BEYOND THE UTERUS

• Benign metastasing leiomyoma

• Disseminated peritoneal leiomyomatosis

• Parasitic leiomyoma

• Intravascular leiomyomatosis

Presence of synchronous uterine leiomyoma or 
history of hysterectomy for fibroids is helpful.

DISSEMINATED PERITONEAL LEIOMYOMATOSIS

BENIGN METASTASING LEIOMYOMA RETROPERITONEAL 
LEIOMYOMA

https://pubs.rsna.org/doi/pdf/10.1148/rg.287085095

TAKE HOME MESSAGE

• Intravascular mesenchymal lesions in the 
uterus may be neoplastic or non neoplastic

• Cellular morphology, vascular pattern, 
immunohistochemistry and molecular testing 
are helpful in making a diagnosis

• Intravascular leiomyomatosis can show the 
same  spectrum of changes as benign 
leiomyomas

• ‘Leiomyomas’ can be seen beyond the uterus

Thank you
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