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Trattamenti clinici
Le malatiia
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RELAZIONE DELLTNTERNATIONAL FOP CLINICAL CONSCRTIUM: LiNA GUIDA PER MEDICT
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24310 classilicain in ura delle tre catagorie In base alfesperierizn per imeriake o aneddotics con | medicnale & alia conoscenya dal profilo di sicureezs di oo
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Chasss 11 Nuovt medionall n via o roerca. Esempl: Intetor: di rasdzions dal segnale @ anticorpl monoclonall drstt 3 ACVR] Giualments 15 via o svibppo)

1 MEDICI CHE TRATTAND PAZIENTI CON LA FOF DOVREBBERD RICCRDARE CHE NOH E STATO PROVATO OHE NESSIND D QUEST] MEDICINALL (O
ATTUALVENTE QUALUNCUE ALTRO MEDICINALE) ALTER] LA STORIA NATURALE DELLA FOF
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carovascolar! 0 Ned pazmnhl FOP plu vecchi che Siand gravements immobiazat o completamants non deambuiant

51 possona aggirgere Medicinali 8 Classe 11 a discrazions dal medico, L'inbaors ¢ eucoriens montel st (Srgular) pud essens considerato ad un 00ssggo
di S mg 0 10 mg por via orale al gormo (a seconda delfeta) of veda Tabeda 1) por sutare & dmiruire | sntomil nflammaton! di una rascutszacions FOP. Sipud
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Treatment Guidelines

Intemational Fibrod ysplasia Ossificans Progressiva Assodiation

The CW's Tyra Banks Show
fcatures FOP member, Ashley Karpiel
Thursday, February 25

a

Click Here for more details!
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Treatment Guidelines

a Intermaticnal Abrodysplasia Ossificans Progressiva Association
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THE MEDICAL MANAGEMENT OF
FIBRODYSPLASIA OSSIFICANS PROGRESSIVA:
CURRENT TREATMENT CONSIDERATIONS

The International Clinical Consortium

on
1

Fibrodysplasia Ossificans Progressiva

December 2008

From The Center for Research mn FOP and Related Disorders.
The Unmiversity of Pennsylvania School of Medicine, Philadelphia, PA 19104
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Classes of Medications

Class I: Medications that have been widely used to control symptoms of the acute flare-up in FOP
(swelling and pan), with anecdotal reports of favorable clinical results and generally minimal side effects.
Examples: Short-term use of high-dose corticosteroids. and use of non-steroidal anti-inflammatory drugs
(NSAIDs) mcluding the new anti-inflammatory and anti-angiogenic cox-2 mhibitors.

Class II: Medications that have theoretical application to FOP, are approved for the treatment of other
disorders, and have limted and well-described effects. Examples: Leukotriene inhibitors, mast cell
stabilizers, and aminobisphosphonates (Pamidronate: Zoledronate).

Class III: Investigational new drugs
Examples: Signal transduction imnhibitors and monoclonal antibodies targeting ACVRI (presently under
development).

PHYSICIANS TREATING PATIENTS WHO HAVE FOP SHOULD KEEP IN MIND THAT
NONE OF THESE MEDICATIONS (OR ANY OTHER MEDICATIONS TO DATE) HAVE
BEEN PROVEN TO ALTER THE NATURAL HISTORY OF FOP.
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VI. SUMMARY OF KEY PRACTICE POINTS

This very brief guide will summarnize the current symptomatic management of FOP (Kaplan et al., 2008).

Activities: Avoid soft tissue injuries, contact sports, overstretclhung of soft tissues, and muscle fatigue
Avoid biopsies, surgical removal of heterotopic bone and all non-emergent surgical procedures.

Anesthesia: If general anesthesia is required, perform awake intubation by nasotracheal fiber-optic

technique. Highly-skilled FOP-aware anesthesiologists should be present for all elective intubations. P r O b I e m

Falls: Locked upper limbs may accentuate head and neck tranuma from falls, Epidural hematomas are
common (surgical emergency). Use protective headgear in children who have upper imb mvolvement.

All head and neck injuries must be evaluated immediately on an emergent basis. r i t t |

Flare-up: (Back/chest): Use non-steroidal anti-mflammatory medications or ¢ox=2 inhibitors with GI
precautions. Use analgesics and/or muscle relaxants, as needed.

[ |
Flare-up: (Limbs/throat): Predmsone - 2 mgs’kg once daily (per oral) for four days: begin within first ad V I ‘ :
24 hours of flare-up. Keep medication on-hand for emergencies. Use analgesias and/or muscle relaxants,

as needed. with GI precautions.

Flare-ups (Protection): Most flare-ups result from over-use and soft tissue injuries. Prednisone - 2
mgs/kg. (per oral) once daily for three days to prevent flare-up after severe soft-tissue injury. Do not use
after minor bumps or bruises

Hearing: Conductive heanng impainment is common. Perform penodic audiology evaluations. Hearing
aids may improve conductive hearing loss.

Immunizations: Avoid all intramuscular immunizations, Subcutaneous iumunizations are acceptable
when FOP is quiescent. Avoid immunizations during flare-ups.

Influenza: Admunister influenza vaccines subcutaneously, but never during flare-ups. Avoid live
attenuated flu vaccine as it may cause flu-like symptoms and exacerbate FOP. Household contacts of
FOP patients should be immunized annually. Cough suppression may alleviate undo stress on chest
musculature,
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FIGURE 1: SYMPTOMATIC TREATMENT SCHEMA IN
FIBRODYSPLASIA OSSIFICANS PROGRESSIVA
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Immunosuppression in FOP

349

THE JOURNAL OF BONE & JOINT SURCERY - 18)5.0RC HEMATOPOIETIC STEM.CELL
VOLUME 59.A « NUMBER 2 - FEsnvanry 2007 CONTRIBUTION TO ECTOPIC SKELETOCEMES!Y
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Time line of the activity of 9w Sbrodysplasia ossificans progressiva (FOP) in e patient before, durng, and after bone mamow transplantation
(EMT], The photographs, made when the patient was thirty five years old, show the foct with a malformed great toe and him standing with assis
tance {side and back views), A photograph of the foot when the patient was a chik! was not avallable

Fig !

giovedi 20 maggio 2010



Management: First visit (1)

* Check for typical anamnesis with
heterotopic ossification

e Check for typical congenital
malformations (Hallux valgus,
malformed thumbs, osteochondromas
etc.)

 XR: Hands, feet, neck, thorax, hips and
knees

 Pulmonary function test and ECG
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Management: First visit (2)

* Audiology evaluation

e Dental visit

* Genetic examination to verify the mutation
e Check the motor and joint function

* Therapy:

— Consider continous treatment with NSAID and
montelukast

— Corticosteroids for flare- ups
— Trial of Pamidronate?
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Further Management (3)

 Regular examinations by FOP-
specialist every 6 months

 Regular examinations by pediatrician or
family doctor every 2 months with lab
tests when taking continous drug
therapy to monitor side- effects

* Dental visits once a year

giovedi 20 maggio 2010



Further Management (4)

e Pulmonary function test and ECG once
a year

« Audiology evaluations every other year
till entering school

o Attendance of annual meetings as far
as possible
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Gross Motor
Function
Classification
System
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for FOP-
Patients
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Thank you for your attention!
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