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32 year old male with pain in back
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A lytic expansile lesion involving T5 vertebral body, right lamina and extending into adjacent right costovertebral joint
and rib. It shows ground glass matrix. Axial T2W & post-contrast T1 weighted MR images show T2 heterogeneous,
predominantly hypointense, lesion involving T5 vertebral body on right side extending into costovertebral joint and
right rib with heterogeneous enhancement and causing no obvious compromise of spinal canal.



Polyostotic cystic fibrous dysplasia (FD)

* Congenital disorder from sporadic mutation of the a-subunit of the Gs stimulatory protein.

* FD arises sporadically, and there are no confirmed cases of vertical transmission.

* (Osseous changes are characterized by the replacement and distortion of normal bone with
poorly organized, structurally unsound, fibrous tissue.

 May be localized to a single or multiple bones. In McCune-Albright syndrome (MAS), FD is
associated with hyperfunction of endocrine organs and overproduction of melanin in the
skin, while Mazabraud syndrome FD is associated with intramuscular myxomas.

* Inradiology, FD is very often automatically associated with the term “ground glass matrix”.

Kushchayeva YS, Kushchayev SV, Glushko TY, Tella SH, Teytelboym OM, Collins MT, Boyce AM. Fibrous dysplasia for
radiologists: beyond ground glass bone matrix. Insights Imaging. 2018 Dec



Polyostotic cystic fibrous dysplasia (FD)

Table 1

Nomenclature of the diseases associated with fibrous dysplasia (FD) lesions

Forms of fibrous dysplasia Bone involvement Café-au-lait spots Endocrine disorders Intramuscular myxomas

Single Multiple

Monostotic X

Polyostotic X

McCune-Albright syndrome X X X

Mazabraud syndrome X X
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Polyostotic cystic fibrous dysplasia (FD)

Endocrine organs:

MSH, LH, TSH, GnRH, etc Endocrinopathies
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Polyostotic cystic fibrous dysplasia (FD

Fibrous Dysplasia on imaging
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History and physical to identify: limp, bone pain, fractures, limb evidence of complications
length discrepancy, facial asymmetry Somyiicalions
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High clinical Low clinical Abnormal *Tc-MOP Mormal #Tc-
suspicion for suspicion for bone scan MOF bone scan
*EVOLUTION" WITH AGE significant FO significant FD

BLASTOCYST GASTRULA | CHILDINOOD ADO(E?CENCE ADULTHOOD

BONE CHANGES

Possitle FO

P Significant FD Trivial FD

| - Consider baseline
EXTRASKELETAL MANIFESTATIONS: XR of affecied areals)
Ovarian cysts

Thyroid pathclogy R

Testicular masses RISK OF CANCER - Skeletal survey Monitor clinically Baseline skelatal Low likelihood for
Pituitary adenoma TRE’g;’:EE:;.:SfER:ng,';? - Vigion, hearing and =Tc-MDP sUVEy significant FD.

THYROID, BONE evaluation scan at age 5 - Baseline head CT for Monitor clinically
Breast Carcinoma - SEMIM P"!C'-':F'h'}ﬂ-lﬁ-. craniofacial FD

Soft tissue myxomas = TRP . Serum phosphonus,
Cushing syndrome - FTe-MDP at 5 years . TRP

SPONTANEOUS RESOLUTION
Phosphate wasting POSSIBLE

Pancreatic IPMNs

* Prior ioaga §, a normal Te89 does not rule out the possibility of significant FID.

= A normal ®Te-MDP bone scan at age 5 years or alder effectivaly rules aut clinically significant
Café-aw-lait spots STABLE THROUGHOUT LIFE FD, and no further radiolegic mononng is requinad.

* TRP - tubular reabsorption of phosphata
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Polyostotic cystic fibrous dysplasia (FD

Table 2 Suggested follow-up ir g for patients with f s dysplasia, syndrome and Mz aud syndrome (an expert opinion,
based on the NIH ¢ )
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Polyostotic cystic fibrous dysplasia (FD)

FD is a complex disease, characterized by age-related histological, radiographic and clinical
transformations. Radiologists play a crucial role in the identification of osseous complications
The craniofacial form of the disease is the most common type of FD and the most difficult
form to manage. It requires clinical and radiological evaluation and follow-up.

Patients with MAS may have different extra-skeletal abnormalities (ovarian cysts, testicular
changes, pituitary adenoma or IPMN), which often require follow-up.

Many patients with FD undergo repeated imaging with radiation; therefore, high radiation
exposure is a concern. Efforts should be made to reduce cumulative radiation risks.
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Thank you
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