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ABSTRACT

Osteogenesis imperfect is a rare form of congeskaletal anomaly. The diagnosis of the conditiora iset of
twins is very rare, especially in this young testianstitution, thus inspiring this write up. Atrth, they were found to be
small for gestational age. Their heads were larmgktheir limbs were grossly deformed due to mutifsthctures. They

both had osteogenesis imperfecta (Type IIl) whickriown to be a cause of perinatal deaths.
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INTRODUCTION

Osteogenesis imperfecta is a genetic connectigadidisorder affecting males and females equatly,is found
in all races and ethnic groups. This condition aksferred to as Brittle bone disease is chara@érlzy increased bone
fragility due to abnormal collagen formation. [1,3 There are different clinical types and thdralk is increased bone
fragility. [2] There are associated qualitative apntitative defects in the synthesis of collaggpe 1. [4, 5] Incidence is
about 1:20,000-50,000 live births. [5, 6] It coldd either autosomal dominant (mild) or autosomeaéssive (severe)

.There are different types (I-VIII) with varying\srity. Type | being the mildest and accountingdbout 50% of cases.

Case Report

Babies AA and AB both male set of twins were bar8@&weeks gestation via emergency caesarean delive
account of persistent occipito-posterior positidrthe leading twin in labor. The mother was an wksal 28 year old
primigravida who had no antenatal care. She defaigtly history of any skeletal anomaly and neitirethe husband’s
family. The mother had no history of major illnekging pregnancy. She routinely used daily overetenter medication
throughout pregnancy. The babies had poor cryrét kiith Apgar score of 3 and 6 at 1 and 5 minutspectively for
Baby AA and 4 and 6 at 1 and 5 minutes respectif@yBaby AB. Their birth weights were 1.9 and ZyQlespectively.
Baby AA was 40cm in length and Baby AB was 41cnglohheir heads were disproportionately large withipitofrontal
diameters of 34cm and 35cm respectively. Extragligere seen on the little fingers of both hand3aby AA.

The central nervous system examination revealedebahith poor cry at birth and reduced neonatdexes.
Both anterior and posterior fontanelles were pdipadnft and the sutures were widened and thereblugssclera in twin

AB.

There were no relevant abnormal findings on exatitineof the gastrointestinal and cardiovasculaneys.

Clinical assessment of osteogenesis imperfectamade. Other investigations done included a skeliatey of both
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twins, Full Blood Count and Differentials, Electytds, urea and creatinine. Of these, serum caleraslow in both twins

while phosphate was low in Twin AB.

Radiological examination revealed multiple fractues different stages of healing at right humeuhsa, radius
and left femur in Twin AA and both lower limbs inwin AB with excessive callus formation and irregutautlines.
The distal long bones were bowed in Twin AA. Theses normal spinal column. The babies however diedl lours of

life on account of perinatal asphyxia due to respity problems.

r

TWIN AA TWIN AB

Radiograph of TWIN AA (b) Showing Extra Digit Compared with TWIN AB
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Radiograph of TWIN AA Showing Fractures of the Radus and Ulna

DISCUSSIONS

In the case presented, our findings are similahétse in previous reports. Literature has repottad multiple
fractures can result even from minimal trauma. Taese of multiple fractures in the uterus is atiidl to fetal
movements in utero which the defective bone camritbistand. [7] Fractures are therefore pathological diagnostic of
the disease entity as was seen in the set of fvigsented. There was blue sclera in one of thestwimich is typically
seen in Type lll. This was also found in the stibgyBryan D.H (1996) who claimed that the sclera rhayblue at birth
and become less blue with age. [8] This is howewsra reliable clinical sign in small babies agsan also be seen in
normal newborns. The features of severe bone défgrmmultiple fractures present at birth and sevegepiratory
problems along with the blue sclera in twin AB ighily suggestive of Type Il Osteogenesis Impedeit this case
report. Ultrasound antenatal diagnosis of osteagjsnmperfecta may be picked on routine scan, giydver; this was an

unbooked patient who had little or no care.

CONCLUSIONS

Osteogenesis imperfecta is a rare condition butirscs our environment and is a known cause ofnpéal
deaths. [9, 10, 11] More attention should be git®mantenatal care and presence of abnormal liseptation and twin
gestations should warrant anomaly ultrasound szanlé out such deformities and other congenitanzalies. Antenatal
diagnosis would have lessened the enthusiasm, tarediel burden of this condition on the patient, ifgrand managing

team.
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