Agaimy, Case #6

* 49 yo male with disability for 5 yrs.
* Lab.: low serum phosphate & high urine phosphate.
* Serum FGF23 significantly elevated.

* No obvious cause detected.
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* Left hand thenar mass detected on clinical examination and excised.
* Disability resolved gradually within 6 mo.
3 yrs later no evidence of disease.




Eosinophilic cells within
microcystic stroma
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VIR Vs grungy (dirty) matrix (bluish)
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Case #11 in this series ‘ ORIGINAL ARTICLE

(Am J Surg Pathol 2017:41:1371-1380)
Phosphaturic Mesenchymal Tumors

Clinicopathologic, Immunohistochemical and Molecular Analysis of 22
Cases Expanding their Morphologic and Immunophenotypic Spectrum
Abbas Agaimy, MD,* Michael Michal, MD, T} Simion Chiosea, MD,§ Fredrik Petersson, MD, |

Ladislav Hadravsky, MD,* Glenn Kristiansen, MD,** Raymund E. Horch, MD, 7
Jan Schmolders, MD, T Arndt Hartmann, MD,* Florian Haller, MD,* and Michal Michal, MD7

 Uncommon but often very late recognized (disability for yrs).
* Adults.

* Half bone & half soft tissue (half acral); head&neck.

* Indolent behavior.

« JHC: SATB2+/CD56+/SSTR2A+/ERG wk+.

* FN/FGFR1 translocation in 50% of cases.




McCance RA. Osteomalacia with Looser’s nodes (Milkman’s Syn-

drome) due to a raised resistance to Vitamin D acquired about the age of Phosphaturic Mesenchymal Tumors

15 years. 0 J Med. 1947;16:33-46.

A Polymorphous Group Causing Osteomalacia or Rickets

Prader A, Illig R, Uehlinger RE, et al. Rachitis infolge knochentumors

[rickets caused by bone tumors]. Helv Pediatr Acta. 1959;14:554-563. NOEL WEIDNER, MD," AND DANIEL SANTA CRUZ, MDY
Olefsky J, Kempson R, Jones H, et al. Tertiary hyperparathyroidism and Reported are the pathalogie features of 17 mesenchymal tumors documented a causing osteomslaci or
‘ ) o . . . . . rickets. Although these tumors were histologically polymorphous, they were classifiable into four mor-
apparent “cure’ of vitamin-D-resistant rickets after removal of an ossi- phologiel groups. In the fist group there were ten unique tumrs showing mixed comective tissue
: T . . features and containing variably prominent vascular and/or osteoclast-like giant-cell components. Tumors
fying mesenchymal tumor of the pharynx. N Engl J Med. 1972;286:740- of this group also displayed focal microcystic changes, osseous metaplasia, and/or poorly developed
7 45 cartilaginous areas. The cartilaginous areas sometimes showed considerable dystrophic calcification. With
" one exception, all tumors of this group occurted in soft tissue and demonstrated benign clinical behavior.

. v ' . The single mali iginated in bone, recurred locally, and ized to lung, Th
Evans DJ, Azzopardi JG. Distinctive tumours of bone and soft tissue ot (heremirin hee rous i tmons ocurd e, et betign e i,
: : o - : : g and were grouped according to their close resemblance to tumors known to occur in bone, that is osteo-
causing acquired vitamin-D- resistant osteomalacia. Lancet. 1972;1: Mot o et eseoifiog o 1k s ) 0d i beem e (e o
3153354, Cancer 59:1442-1454, 198,

Most Osteomalacia-associated Mesenchymal Tumors Are a
Single Histopathologic Entity

An Analysis of 32 Cases and a Comprehensive Review of the Literature

Andrew L. Folpe, MD,* Julie C. Fanburg-Smith, MD, 7 Steven D. Billings, MD., }
Michele Bisceglia, MD,§ Franco Bertoni, MD, Justin Y. Cho, BS ! Michael J. Econs, MD, **
Carrie Y. Inwards, MD, 1+ Suzanne M. Jan de Beur, MD,' Thomas Mentzel, MD, }}
Elizabeth Montgomery, MD,§§ Michal Michal, MD, 19 Markku Miettinen, MD,7 Stacey E. Mills, MD,
John D. Reith, MD,W John X. O 'Connell, MD,*** Andrew E. Rosenberg, MD, 7+ Brian P.
Rubin, MD, PhD, ;i Donald E. Sweet, MD,§§§ Tuyethoa N. Vinh, MD,§§y Lester E. Wold, MD, 77
Brett M. Wehrli, MD, 997 Kenneth E. White, PhD,** Richard J. Zaino, MD,W and Sharon W. Weiss, MD*
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Phosphaturic
mesenchymal
fumors:

Classical mixed
connective
Tissue type: most
common.

Soft tissue
chondroma-like:
uncommon.

Agaimy et al, AJSP, 2017




Phosphaturic
mesenchymal tuma
angiomyolipoma-like
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o Osteoblastoma-like
o Giant cell granuloma-liks
o Sarcomatous
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_ Clinical Orthopaedics .

i g . ®
Clin Orthop Relat Res (2013) 471:3618-3625 and Related Research
DOT 10.1007/s11999-013-3178-1 ‘K Publctonof The ssciatonof Bone and it Surgesns®

CLINICAL RESEARCH

The Phosphaturic Mesenchymal Tumor: Why is Definitive
Diagnosis and Curative Surgery Often Delayed?

Cameron K. Ledford MD, Nicole A. Zelenski BS,
Diana M. Cardona MD, Brian E. Brigman MD, PhD,
William C. Eward DVM, MD

Table 1. Patient demographics and phosphaturic mesenchymal tumor diagnostic characteristics

Patient Ageat  Sex Tumor location Presenting  Associated Time to | Pathologic Fracture location Followup
number time of symptom  symploms diagnosis  fracture (months)
diagnosis (vears)
(vears)
1 65 F Lower leg Multiple rib  F, BP, MW 12 Yes Ribs 120
(soft tissue) fractures
2 62 F  Foot (soft Footpain ~ F, BP, MW, SH 2 Yes Ribs, pelvis, tibia, mandible 52
tissue)
3 74 M Calcaneus Back pain  F, BP, MW, SH 6 Yes Lumbar vertebrae, pubic rami 96
4 35 F Tlium Back pam  F, BP, MW 7 No None 72
67 M Proximal Generalized F, MW 9 Yes Pubic rami f
medial bone pain E
thigh

F = fatigue, BP = bone pain, MW = muscle weakness, SF = stress fracture.
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Clinical examination is of atmost importance given
that 50% of soft tissue PMTs are acral and small
(usually not included in imaging)

Any questions?




