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Klinické udaje a makropopis

e Zena, 37 let
e tumor v podkozi plosky levé nohy

e potrhana, tukove vazivova castice 35 x 15 x 15 mm, na rfezu s loziskove
prokrvacenym tumorem Sedé barvy, do primeéru 15 mm, ktery
zasahuje do potrhanych resekénich okraju
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Diagndza

Fosfaturicky mezenchymalni tumor
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* 1957 Prader, 1972 Evans, Azzopardi, 1987 Weidner, Santa Cruz
* 450 pripadu
e stfedni vék, kdekoliv (1/2 pripadl na koncetinach/akralné)

* nespecific. priznaky (svalova bolest, progresivni slabost) — 3 roky k dg. TIO
a 5 let k resekci tumoru

 ,hon-fosfaturicka” varianta PMT, maligni PMT

* TIO vzacné i u jinych tumorﬁv(\ll\lFl, McCune Albright sy, SCLC, CRC, RCC,
Ca prostaty, anaplasticky Ca SZ, HG serdzni Ca tuby/ovaria)
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S 2023

* PET/CT

* FGF23 (osteoblasty) - {, reabsorbce fosfatu v prox. tubulech
(vzacné SFR4, FGF7)
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TABLE 2. Immunohistochemical and Molecular Findings in Phosphaturic Mesenchymal Tumors (n=22)

No. SSTR2A SATB2 ERG CD56 S100 CDh3 DOGI STATé6 Beta-catenin FGFRI FISH
| + +++ + NA NA NA NA NA — —*
2 + - + NA NA NA NA NA - —*
3 - +++ - NA NA NA - NA NA +
A + ++ + + NA - NA - NA NA +
5 =(F) - + NA - NA - NA NA -
6 + + + - NA NA NA NA NA - NA
7 NA NA NA NA NA NA NA NA - NA
8 + kg +(F) NA NA NA - NA NA —*
v NA + + NA NA NA - NA NA NR
10 - ++ + + NA - NA NA NA NA +
11 + +++ + t - + - - — —*
12 + ++ + + t - - — - NA —*
13 + +++ + + - — - NA - —*
14 + ++ + + t — - — — - =
15 + +++ + T o - - = = 3l
16 - + +(F) - + = - = NR
17 +{wk) +++ + + - = - = = T
I8 +(wk) ++ + +(F) NA - NA - NA - +
19 NR ++ + + - - - NA NA *
20 - + + + + NA - - NA - NR
21 + ++ 4 + + - - - NA - -
22 +(wk) ++ + + + - - - - - +

*Limuted assessability due 1o poor signal guality

F indicates focal; NA, not available; NR. no results due to poor tisspe preservation; wk, weak: —, negative: +, postive in < 25% tumor cells + +, posilive in
26—50% tumor cells; + = +, positive in > 30% tumor cells

* IHC: SATB2, SSTR2,
CD56, ERG

e ISH: FN1::FGFR1 (FGF1)
(FISH 60 — 70 %)

Agaimy A, Michal M, Chiosea S, Petersson F, Hadravsky L, Kristiansen G, Horch RE, Schmolders J, Hartmann A, Haller F, Michal M. Phosphaturic Mesenchymal Tumors: Clinicopathologic, Immunohistochemical and
Molecular Analysis of 22 Cases Expanding their Morphologic and Immunophenotypic Spectrum. Am J Surg Pathol. 2017 Oct;41(10):1371-1380. doi: 10.1097/PAS.0000000000000890. PMID: 28614212.



Fig. 6. “Osteoblastoma-like” phosphaturic mesenchymal tumor from the femur

Andrew L. Folpe, Phosphaturic mesenchymal tumors: A review and update, Seminars in Diagnostic Pathology, Volume 36, Issue 4, 2019, Pages 260-268, ISSN 0740-2570,
https://doi.org/10.1053/j.semdp.2019.07.002.



FIGURE 3. A, This angiomyolipoma-like variant PMT contained prominent fatty component imparting biphasic pattem, note
prominent thick-walled vessels. B, Tumor cells were intermingled between adipocytic cells. C, thick-walled veins embedded
within sclerotic matrix. D, The scattered neoplastic cells are highlighted by SATB2 immunostaining.

Agaimy A, Michal M, Chiosea S, Petersson F, Hadravsky L, Kristiansen G, Horch RE, Schmolders J, Hartmann A, Haller F, Michal M. Phosphaturic Mesenchymal Tumors: Clinicopathologic, Immunohistochemical and Molecular
Analysis of 22 Cases Expanding their Morphologic and Immunophenotypic Spectrum. Am J Surg Pathol. 2017 Oct;41(10):1371-1380. doi: 10.1097/PAS.0000000000000890. PMID: 28614212.
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* sinonasalni glomangiopericytom ¢ mezenchymalni chondrosarkom
* sinonasalni angiofibrom * osteosarkom

* obrovskobunécny tenosinovialni ¢ osteoblastom

tumor (chondroidni )  vietenobunécny lipom

* neosifikujici fibrom * hemangiom/vaskularni
e chondromyxoidni fibrom malformace

* chondrom mekkych casti * AML, NET, GIST




