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S u m m a r y 
A case of f ibrodysplasia oss i f icans progressiva in a 3-year 
and 10-month-old Igala boy is presented. It was character-
ized by progress ive ossif icat ion of connect ive tissue and 
muscles of the neck and chest. Characteristic digital anoma-
lies particularly microdactyly of the hallux and pollcx. hal-
lux valgus, and cl inodaclyly were also noted. The 2nd to 
5th metacarpa l s had epiphyses at both the proximal and 
distal ends instead of only at the proximal ends. Although 
the patient presented in the first year of life, the diagnosis 
w a s not made unti l in his four th year of life. Early diagno-
sis of the disease is important in order to avoid all forms of 
t r auma that may worsen the prognosis . 

Keywords : Microdactyly, hallux valgus, clinodactyly, 
synostoses, ossifications. 

Resume 
Un cas d oss i f ica t ion fibrodysplasique progressive chez 
un enfan t de 3 ans 10 mois Est p r e s e n t s caracterise par 
u n c ossif icat ion progress ive des t issues connective et des 
musc les du cou el dc la poitr ine. Lcs caracterist iques des 
anomal ies digitales particulierement microdactyle du hallus 
et pollcx. hal lus va lgus et cl inodactylc ctaient aussi enre-
gistres. Lcs 2 ime au 5 icmc metacarpcs avaient d 'epiphy-
ses a la fin distalc et p rox imate au lieu des fins proximal 
settlement. Cependant le patient de la premiere an de vie n. 
avai l eu a u c u n d iagnos t i c j u s q u a la 4 i eme annee. Le 
d iagnost ic precocc dc la malad ic est important dans 1 or-
dre d ' ev i t c r toutes les fo rmes de t raumat i sme qui pour-
raient aggraver le prognosl i 

Introduction 
Fibrodysplasia oss i f icans progress iva is a rare congenital 
disorder charac te r ized by progress ive ossification of con-
nective tissue and muscle as well a s digital anomal ies par-
ticularly short hal lux, ha l lux valgus and short thumb [ 1 J. 

T h e incidence of the disease is not known for 
certain. Most recorded cases have been in North America 
and Europe but it has also been recorded in India [2]. There 
is paucity of data on Afr icans . T h e first two documented 
cases in Niger ia were by Nwobi [3 | and Obid ike et al [4], 
This case is be ing reported to highlight the need for early 
diagnosis of the disease in order to avoid all forms of 
t rauma that may worsen the prognosis. 
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Case report 
H A is a 3-year and 10-month-o ld Igala boy who w a s 
well unt i l at the age of 9 m o n t h s w h e n he was noted to 
have recurrent pa in fu l swel l ings on the head, and later 
on the shou lders and the uppe r par t of the t runk on 
both sides. T h e swe l l ings we re of va r ious sizes and 
we re assoc ia ted wi th fever. Each swe l l ing lasted for 
about 2-4 weeks be fo re reso lv ing . 

T h e y resolved wi th p rog re s s ive s t i f fnes s of 
the neck, the shou lde r s and the e lbow jo in ts . T h e preg-
nancy and the neona ta l pe r iods w e r e uneven t fu l . T h e 
deve lopmenta l mi l e s tones w e r e s l ight ly delayed. 

O n e x a m i n a t i o n t h e r e w e r e c o r d - l i k e 
con t rac tures of the t rapez ius , pectora l i s ma jo r and bi-
ceps brachi i musc les g iv ing rise to l imi ta t ions of move-
ment of the head and neck, fixed abduc t ion deformi ty 
of both shoulders , a n d fixed flexion de fo rmi ty of the 
elbows. T h e r e were also shor t ha l luxes and ha l lux val-
gus de formi ty of the feet . He also had hypospad ias . 

The laboratory inves t iga t ions included P C V of 
33%, W B C of 5 ,200/mm 3 (neutrophils 49%, lymphocytes 
50%, and eos inophi l s 1%) and ESR of 14 i n m / l s t hr. 
The a lkal ine phospha tase was 114 iu/L whi le the se rum 
calcium was 2.5mmol/L. They were within normal limits. 
The inorganic phosphorus was high (2.2 mmol/L in com-
parison wi th a normal range of 1.0-1.8 mmol /L) . T h e 
quadr i ceps musc le biopsy showed a no rma l his tology 
whi le the b iceps b rach i i b iopsy done two m o n t h s later 
showed increased f ib rous t issue. 

In the cervical r ad iog raph , there was fusion of 
the poster ior e l emen t s of C 4 , C5, C6, C7 and a thorn-
like ca lc i f ied p l aque over ly ing the spine of T1 (Fig. 1). 
T h e chest r a d i o g r a p h showed sof t t issue swel l ings in 
the chest wall , thorn- l ike oss i f i ca t ions in the left and 
r ight an ter ior axi l lary wal ls , the r ight cubital fossa and 
the r ight chest wal l (Fig. 2). In bo th hands , the first 
me taca rpa l s w e r e shor t a n d there were cl inodactyly of 
the l i t t le f i nge r s w i th short midd le phalanges . T h e r e 
were synos toses of the bases of the left first and sec-
ond metacarpa ls . T h e 2nd to the 5th metacarpa ls had 
ep iphyses at bo th the p rox ima l and distal ends instead 
of only at the p rox ima l ends (Fig. 3). Each foot showed 
short ha l lux , ha l lux va lgus and synostoses of the first 
meta ta r sa l and p rox ima l pha lanx . Bilateral syndactyly 
of the 2nd to 4 th toes w a s also noted. The proximal 
pha langes appea red normal whi le the others were small 
and ill de f ined (Fig. 4). 

T h e t r ea tmen t the pat ient received included 
p redn i so lone and ana lges ics . He also had incis ional 
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b i o p s y , t e n o t o m y o f b i c c p s b r a c h i i . a n d p h y s i o t h e r a p y 
to i n c r e a s e m o b i l i t y a t t h e j o i n t s . T h e p a t i e n t ' s c o n d i -
t ion d i d no t i m p r o v e . D i p h o s p h o n a t c w a s l a t e r a d d e d 
to t h e r e g i m e n bu t s o o n a f t e r w a r d s h e w a s lost to f o l -
low up . 

Fig. 1: Lateral cervical radiograph showing fusion of the poste-
rior elements of C4, C5. C6 and C7 Noted also is a thorn-like 
calcified plaque overlying the spine o f T l 

Fig. 2: Anteroposterior chest radiograph showing thorn-like 
calcified plaques in the left abnd right anterior axillary walls, the 
l ight cubital fossa and the right chest wall. 

Fig. 3: Anteroposterior radiograph of the hands showing short first metacarpals, clinodactyly and short middle phalanges of the 
little lingers, Noted also are synstoses of the bases of the loll first and second metacarpals The 2nd to the 5th metacarpals have 
epiphyses at both the proximal and distal ends instead of only at the distal ends 
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F i f r 4 : Radiograph of the l e d showing bilateral short halluxcs. halloux valga and synostoes of the lit st metatarsals and proximal 
phalanges. There is a lso bilateral syndactyly o f the bases o f 2nd to 4th loes. 

Discussion 
T h e p a t h o p h y s i o l o g y of f i b r o d y s p l a s i a o s s i f i c a n s 
progressiva is not well k n o w n . T h e ossif icat ion that oc-
curs in t endons and fasc iae of nuisclcs may eventually 
result in total immobi l i za t ion of the pat ient | 5 | . T h e cases 
reported in Nige r i ans by Nwobi |31 and O b i d i k c e / f l / | 4 | . 
and our case a rc all ma l e pat ients . Rogers and Gcho 11 ] in 
a review of forty eases s h o w e d that the inc idence of the 
disease was approx imate ly the s a m e for both ma les and 
females. However ear l ie r s tud ies on the d isease showed a 
higher incidence in males . 

T h e disease may a p p e a r in ulcro. in chi ldhood or 
in adul thood. However , most cases present before the age 
of 511 ]. A l though the d i sease may be d iagnosed in early 
chi ldhood, il may be fo l lowed by yea r s of relat ive quics-
ccnce up to late ado lescence or m a y progress throughout 
childhood. In this case report the disease presented in the 
first year of life but the d i agnos i s w a s not made until the 
patient was a lmost 4 years old. 

T h e disease usual ly p resen t s first wi th localized 
soft tissue swel l ings thai may be w a r m and pa in fu l and 
may be associated wi th cons t i tu t iona l s y m p t o m s like fe-
ver |6) as seen in this case rcporl . A c c o r d i n g to Steibert el 
ol [7|. the swel l ings most c o m m o n l y ar ise in the head and 
neck region and progress in a cranio-caudal direction. They 
may resolve entirely o r may be fol lowed by harden ing , 
contraction and oss i f ica t ion o \ c r a period of few months . 
This mode of progress ion of the d i sease w a s also noted in 
this case report. Usually there is remiss ion and exacerba-
tion of nodular swel l ings and progress ive ossif icat ion of 
the muscle and connect ivc tissue. Torticollis in early chi ld-
hood is c o m m o n and is ma in ly due lo ossif icat ion in the 
paraspinal muscles | 8 | . T h i s case report , in addi t ion to 
having remission and exacerbat ion, a lso had a mild degree 
of torticollis. 

T h e t runk muscula ture was also involved in this 
case rcporl. Th i s involvement is seen in practically all cases 
of the disease. Affectat ion of the paravertebral region and 
the chest l imits lung expans ion and increases the pat ient ' s 
susceptibility to p n e u m o n i a . Conduc t ion dea fness and 
involvement of the musc les of mast icat ion have also been 
reported. 

Rad io logy p l ays a very i m p o r t a n t role in the 
e a r l y d i a g n o s i s o f f i b r o d y s p l a s i a o s s i f i c a n s 
p rogress iva . T h e use of C T a n d M R I he lps in ear ly 
d i a g n o s i s of the d i s o r d e r e spec ia l ly w h e n the r ad io -
g r a p h i c f ea tu re s a re sub t le | 9 | . B o n e s c i n t i g r a p h y is 
a l so he lp fu l b e c a u s e it wi l l show inc reased u p t a k e of 
t racer e l emen t s in cen t res of a b n o r m a l oss i f ica t ion 110]. 
In th is case repor t the d i a g n o s i s w a s m a d e on p la in 
r a d i o g r a p h s b e c a u s e the r a d i o g r a p h i c f e a t u r e s w e r e 
a l r e a d y g r o s s a t t h e t i m e t h e p a t i e n t p r e s e n t e d . 
F ib rodysp las ia o s s i f i c a n s p rog re s s iva may be c o n f u s e d 
wi th t r a u m a t i c myos i t i s o s s i f i c a n s that g ive rise lo ec -
top ic o s s i f i c a t i on . T h e p r e s e n c e of d ig i ta l a n o m a l i e s 
part icular ly short ha l lux , ha l lux valgus, short t humb and 
c l inodac ty ly as w a s seen in th i s ca se repor t is p a t h o g -
n o m o n i c of fibrosdysplasia o s s i f i c a n s p rogress iva . 

T h e r e is n o k n o w n e f fec t ive t r ea tmen t for th is 
d i sease . C o r t i c o t r o p i n , p r edn i so lone , ca lc i ton in , in-
d o m e t h a c i n . c t h y l e n e d i a m i n c tc t raacc t ic acid and di -
s o d i u m e t i d r o n a t e h a v e been tr ied with li t t le effect . 
L i f e e x p e c t a n c y o f p a t i e n t s w i t h f i b r o d y s p l a s i a 
o s s i f i c a n s p rog re s s iva is be low no rma l | 1 1 | . T r a u m a 
inc lud ing su rg ica l i n t e r v e n t i o n is impl ica ted in the de -
v e l o p m e n t of e c top i c o s s i f i c a t i on a n d p rogress ion of 
the d i sease | 6 | . Ear ly d i agnos i s is impor tan t in order to 
avoid s u b j e c t i n g the pa t ien t to su rge ry s ince the si te 
of o p e r a t i o n m a y r ap id ly p r o g r e s s lo focal oss i f i ca t ion 
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