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Mixed histology (ECD-LCH)

Pegoraro F, eClinicalMedicine 2024



Mixed histology (ECD-LCH)

Pegoraro F, Blood 2023



Mixed clinic (ECD-LCH)

Lytic bone lesions (fractures)

Skin lesions

Lymph node swelling

Cysts / bullae in the upper lungs



Mixed clinic (ECD-LCH)
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Mixed clinic (ECD-LCH)




Mixed histology (ECD-RDD)

ECD RDD

Razanamahery J, Haematologica 2020



Mixed clinic (ECD-RDD)

Testicular swelling

Lymph node swelling

Soft tissue swelling

Fibrosis around the kidneys



Mixed clinic (ECD-RDD)

Razanamahery J, Haematologica 2020






Treatment in mixed histiocytosis

Inhibitors!

- BRAFI (vemurafenib, dabrafenib)

- MEKI (cobimetinib, trametinib)

Response rates >>> than conventional treatments (chemo, IFNa)



Prognosis of mixed histiocytosis
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What is clonal hematopoiesis?
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Clonal hematopoiesis in ECD

Up to 40% of patients
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® ECD patients have a
very high frequency of
clonal hematopoiesis
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myeloid malignancies.
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How to look for clonal hematopoiesis?

Next-generation
sequencing

Cortical bone

Spongy bone
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But why is this important in ECD?
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Hematologic cancer in ECD

Histiocytic Neoplasm
& Concomitant
Myeloid Neoplasm
(n=19; 10.1%)

oo

Histiocytic
Neoplasm
Alone
(n=170; 89.9%)

B CMML (n=8)
B ET (n=4)

] MDS (n=2)
[ MF (n=2)

[] sAML (n=2)
[]PV (n=1)

Papo M, Blood 2017



Second cancer in ECD

Up to 28% of patients

E Associated hematologic and solid cancers
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Second cancer in ECD - when?

Distribution of diagnoses of second cancers
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Second cancer in ECD

Second cancer is frequent in ECD (4-fold risk)

Increased risk if
- Older age
- Multisystem ECD

- (Clonal hematopoiesis)

No increase in mortality (screening!!!)



Screening

Blood tests (+ BM aspiration)
Mammography

PSA

Occult blood in the stools + coloscopy
Thyroid ultrasound

Dermatologist (++ if on inhibitors)



Conclusions

« Other histiocytosis can overlap with ECD
(and mixed histio requires inhibitors)

« Clonal hematopoiesis is frequent and needs to be looked for

« Screening for second cancer is very important

peqgoraro.fr@gmail.com
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