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Case Report

ASSOCIATION OF BEHCET'S DISEASE WITH OSTEOGENESIS
IMPERFECTA IN A TEN-YEAR-OLD GIRL
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ABSTRACT

Osyengenesis Imperfects Q0 is a per

apparent cause. [nothis aricle, we p

et disorder characterized by bones that hreak asily, often from Tele or no
senl o patiend suffering from O who had concomiant active Behget's

Diseased BOpwith cepeated aro-genital uleers, skin postular eruptions amd severe recurrent hilateral oveitis. This patient,

15, o our knovwledge the Nese repored case m lieranare.
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Introduction

Osteogenesis  Imperfecia (O s a rare
senctically determined disorder of connective
tissue characterized by hereditary  bone
ragility.  The discase stale encompasses i
genolvpically
heterogeneous group of inherited disorders
that result Trom mutations in the genes that
code  for  type [ collagen. Oither
manilestations  include  blue  sclera,  joint
laxity, scoliosis and casy broising,  The
skeletal manifestations wend 1o diminizh afier
puberty.’

Incidence of O s thought o be
approximately 1o L3000 w 20,000 births.
There s an extreme  wvariability  in the
manifestations, indicating clinical as well as

shenotypically amnil
5 >

penetic heterogengity. Thus, the O]
svodrome  has been sub-classified  using
clinical and genetic criteria. Classification is
based oo the tming of fractures or on
multiple  clinical.  genetic, and  radiologic
features. There are at least four recognized
forms of the disorder, representing extreme
vartation in severity from one individual o
another. ™"

Behoet's disease 15 a common medical
problem along the "01d Silk Roule", which
spans the region from Japan and China in the
Far East 10 the Mediterranean Sea. including
countries such as Turkey and Tran.’

Case Presentation

Weoare presenting a [C-year-old  girl; a
known case with osteoaenesis imperfecta (O
tvpe [T without blue sclera and dealness since
9.5 years ago with repeated bone fractures
from infancy. (Fiz ), and  subsequent
orthopedic inlerveniions, {Fig.2).
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Figure 1: Radiographs illustrate the lirst two
episcdes of bone fracturas in infancy.

kyphoscoliosis and short stature.™™  There
was a negatve family history for similar
CHSCE, Physival  examination  revealed a
height of  LI0 cm. weight of 38 kg, normal
et and normal sclera withowr dealness,
The diagonosis of Ol was bhased on clinical
tindings and repeated laboratory work-ups
including  pormal serum Ca and PO4
pnormal  levels  of  wrinary calcium  and

normal o ranges ol serum
alkaline  phosphatase,  serum parathyroid
hormone and thyroid function wsis,

Three vears priore w admission, the patient
developed  recurrent oral uleers, acne-form
skin leswons, repeated  atacks of  genital
uleeration and sullered anterior and posterior
uveitis with retnal vascolitis in both eyes.
She was HLA B31 posinve, and pathergy test
was negative,  According (o inlernaticnal
diagnostic group criteria for Beheet's disease

- =

phesphorous,

Figure 3: The patient had repeated
sevare  anterior  uveitis  in form of
NYpoOpYon (arrowsl

Figure 2: Orthopedic intervention for the
management of repeated fracture,

BD . she was suffering from BD .
Considering her bone disease, at that time,
our first line of therapy for her severe uveits
was monthly pulses of IV cvelophosphamide
10 mg/ke/menmhly plus, corticesteroid ey
drops. Due o severe osleopenia no systemic
corticosterond was given initially. While she
was in the third month of cyclophosphamide
therapy, she developed repeated attacks of
hypopion (Fig. 33 in her left eye so that we
were obliged o start systemic corticesteroids
for her with calciom and vit, D and weighi
bearing excrcise. the eye inflammation was
continued, so we changed the cye reatments
o eyclosporin 2.5 mglkgdday,  with
methotrexats 5 mg imSweek and
corticosteroids first in high dose then with
Lo dose aecording o severity of eve {lare,
was continued lor another 12 months while
she continued o bave deterioration in her
vission, recurrence of oral uleer and genital
lesion, At that time we discontinue her
previpus chemotherapy and it was replaced
with chlorambucil (Jeukeran 0.2 mefkg/day)
with few courses of methyl prednisolon iv
pulses for the next 6 months. Despite ol step
wize  agpressive  different  recommended
chemotherapy  for severe uveitis the eyve
inflammation E
unfortunalely she lost her visions in her both
cyes aller 6 months of last chemotherapies,
Regarding  treatment of (O, no medical
therapies have been demonstrated 1o alier the
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growth, bur recently it is shown that the
intravencus  administered  biphosphonate
pamidronate  increased  bone  mass,  and
decreased fracture incidence in children with
severe Ol in age 3 to 15 year." Surgical
treatment 1% largely mechanical and directed
toward preservation  of  function. The
mainstays of care are active physical therapy
and habilitation and appropriate orthopedic
intervention that were performed in o chis
patient previously.

Conclusion

As far as we search in the medical literature,
this patient is the first reported Behget's
disease patient associated with osteogenesis
impertecta,

(=]
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