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SOUHRN

Popisovano je pét piipadud periostalniho osteosarkomu déti a mladych dospélych ve véku 9 - 23 let (primér 15 let) ulozenych ctyrikrat ve femuru a jednou v ti-
bii; velikost byla 6 - 18 cm (priimér 7 cm). Sledovani ¢tyf nemocnych v intervalu 11 - 73 mésicli ukédzalo u 9leté divky za 15 mésict metastazu do panve s nasled-
nou rychlou generalizaci do plic a Umrtim a u 15letého chlapce zjistilo za 13 mésicl metastazu do humeru; v prvnim piipadé nddor proristal do dierové dutiny
a u obou byla aplikovana chemoterapie. Neprehlédnutelna podobnost nadort spocivala jednak ve strukturalni kompozici dominujicich chondromatéznich
partii a blandniho malobunécného mezenchymalniho stromatu, jednak ve zptisobu produkce delikatni osteoidni matrix. Na rozdil od evidentnich atypii osteo-
blastd konvencniho osteosarkomu zde nendpadné depozita osteoidu ukladalo zdanlivé nevinné, myxoidni stroma mimo chrupavcité oblasti. Inverzni exprese
SATB2 a S100 proteinu resp. D2-40 oziejmila nejen pravou histogenetickou orientaci nadort, ale umoznila odlisit i rozdilnou diferenciaci tézce kalcifikovanych,
obdobné vypadajicich extracelularnich hmot. Molekularni analyza ¢tyr pripadd neprokazala mutaci genu izocitrat dehydrogenazy 1 a 2. Vzacny periostalni
osteosarkom, zejména kdyz prorGsta do dfenové dutiny, je bez ohledu na unikétni low-grade morfologii podobné agresivni jako konven¢ni (chondroplasticky)
osteosarkom a nutno jej intenzivné écit.
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Periosteal osteosarcoma - personal experience with five cases

SUMMARY

The authors present five cases of periosteal osteosarcoma located in the femur (4) and tibia (1) in children and young adults (1 female and 4 males) with an age
range of 9 - 23 years (mean age 15 years). Radiographs in all cases showed a broad-based soft tissue mass attached to the cortex with periosteal reaction and
in two of them cortical disruption with extensive medullary involvement. Follow-ups were available in four cases (range 11 - 73 months) and revealed pelvic
metastasis after 15 months with ultimately rapid dissemination and death in a 9-year-old girl and metastasis to the humerus after 13 months in a 15-year-old
boy. The former tumor widely extended into the medullary cavity and an amputation was carried out, the latter had a pure juxtacortical position and an en block
resection was performed; both of them were treated with chemotherapy. All the lesions displayed distinctive structural patterns combining a large island of
tumorous cartilage and hypocellular, bland-looking myxoid mesenchymal stroma with abrupt transition between both components. Contrary to conventional
osteosarcoma, the delicate flocculent osteoid deposits were produced by innocuous stromal cells lacking apparent atypia. They were strictly situated outside
the prevailing chondroid areas and disclosed sometimes only after a meticulous search. Immunohistochemical detection of SATB2, S100protein and D2-40
assisted effectively not only in recognition of the real stromal histogenetic derivation, but also in distinction of true differentiation of a heavily mineralized
extracellular matrix. Molecular analysis revealed no IDH1/2 mutation in four examined cases. Regardless of unique low-grade morphology in rare periosteal
osteosarcoma, an aggressive therapeutical approach similar to conventional osteosarcoma is justified, particularly in the case of a medullary extension.
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Konvencni/centralni osteosarkom (OS) je nejcastéjsi, a pro
specializovaného patologa, diagnosticky relativné nendro¢ny
nador kosti déti a mladistvych; oboji vSak zdaleka neplati pro
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vzacné juxtakortikalné ulozené OS jako jsou parostedlni a pe-
riostalni varianta. Obé tyto nezvyklé 1éze se vedle typického
umisténi na povrchu kosti vyznacuji charakteristickou morfolo-
gii a biologii, které se od konvenéniho OS vyznamné lisi a jsou
i davodem rozdilnych 1é¢ebnych pfistupl. Na rozdil od vyrazné
osteoplastického parostedlniho OS s urcujici molekuldrni abe-
raci (amplifikace genu MDM2) a napodobujiciho paradoxné
spiSe benigni procesy - napf. fibrézni dysplazii, periostalni OS
(POS), naopak dojem a priori osteoplastického tumoru na prv-
ni pohled nevzbuzuje. V tomto raritnim kostnim sarkomu totiz
naprosto prevlada produkce chondroidni matrix a tvorba osteo-
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