Case 3



Clinical history

O9-years-old girl with a soft tissue swelling

located subcutanously Iin the axillary site.
Clinically an enlarged Iymph node was
suspected.
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Immunhistochemistry

A Fokal positivity for smooth muscle actin
A Negative reactions: S -100, CD-34, Desmin

A MIB -1: fokally about 10 percent



(Juvenile) Myofibromatosis



Myofibromatosis

A Typical (myo -)fibroblastic lesion in young
children

A About 90 percent occur with in first 18 months
of life



Myofibromatosis
Age distribution
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Myofibromatosis

A 70 to 80 percent are unifocal
A About 70 percent occurr in boys

A Multifocal lesions are more often found in girls
(about 60 percent)






Myofibromatosis

Prognosis

ASpontaneous regression in the majority of cases

Acomplete resektion, especially in sites of difficult
surgical approach, is not necessary

ARecurrence rate: about 7 -11 percent



Differential diagnosis
spindle cell soft tissue lesions



Aggressive Fibromatosis
of Desmoid -Type

A Rare in childhood
A Typical in adolescents and younger adults
A Sites:

0 Body wall, extremities, sometimes in the abdomen



Aggressive fiboromatosis of desmoid type
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Nuclear beta catenin expression



Molekulargenetik der Desmoidtyp -
Fihmmajﬂqsen |

aus: Colombo et al., 2011



Aggressive Fibromatosis
of Desmoid -type

A complete Resection with free margins necessary if
possible

A High rate of recurrences, especially after
Incomplete resection
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Proliferative Fasciitis
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Proliferative Myositis






Nodular Fasciitis
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Infantile Fibrosarcoma

A About 60 percent of cases occur in the first 4
years of life

A Typical sites:
0 Head and neck, extremities
A Usually rapidly growing solid masses






Infantile Fibrosarcoma

A Molecular genetics:

A t(12;15)(p13;925) translocation
AETV6 gene on chromosome 12
AFusion partner NTRK3 gene on chromosome 15



Infantile Fibrosarkome

A Mittleres Lebensalter: 2,6 Monate
A Geschlechtsverteilung (m:w): 1,7:1

A Lokalisationen:
0 66% Extremitaten
0 25% Stamm
0 7% Kopf-Hals-Region
0 2% andere Lokalisationen



ETV6-NTRK3-Fusionsprodukt
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Malignant peripheral nerve sheath tumor
(MPNST)






