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DEAR SIR

Stromme syndrome is extremely rare autosomal-reces-

sive condition characterized by intestinal, ocular and cra-

nial anomalies. In 1993 Stromme et al reported two sis-

ters with jejunal atresia, cranial and ocular anomalies.[1] 

In 2007, van Bever et al first proposed the name as 

Stromme syndrome for patients with similar clinical con-

ditions. [2] 

A baby girl was born, on the 35th week of gestation via 

cesarean section, to an 18-year old mother. Apgar score 

at the 1st and 5th minute was 8 and 9, respectively. An-

tenatal scan at 20th gestational week found microceph-

aly, edema in both lower extremities and the dilation of 

the proximal intestinal loops. No pathology was found on 

FISH examination in relation to chromosome 13, 18, 21, 

X and Y during amniocentesis. At birth baby had weight 

of 1890 gram (10-50 percentile), the height of 40cm (<10 

percentile) and head circumference of 26cm (<10 percen-

tile). Examination of the head revealed microcephaly, mi-

crognathia and a high-bridged nose (Fig. 1). Edema was 

seen in both lower extremities (Fig. 1). CBC showed 

thrombocytopenia (86.000/mm3). Liver and kidney func-

tion tests, and albumin level were in normal range. Sero-

logic tests for TORCH and Parvovirus were negative.  

Abdominal ultrasonography (USG) showed bilateral renal 

hypodysplasia. Ventricular septal defect was found on 

Echocardiography. Ophthalmologic examination showed 

microphthalmia, microcornea, and sclerocornea. 

Figure 1: Patient had microcephaly, microphthalmia, micrognathia, and 

edema in both lower extremities. 

On the second day, due to bilious vomiting, an abdominal 

radiograph was performed which showed double bubble 

appearance.  On laparoscopic examination, Type 3a je-

junal atresia was detected, resection and end-to-end 

anastomosis were performed. The cranial magnetic res-

onance imaging examination detected gyral simplifica-

tion, cerebellar hypoplasia, and corpus callosum hypo-

plasia. Electroencephalogram examination was normal. 

With all these findings, the patient was diagnosed with 

Stromme syndrome. On the 28th day, the patient was dis-

charged in good general condition.  
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Castori et al examined ten similar cases in the literature. 

[3] They found that jejunal atresia and ocular findings oc-

curred in all patients however, the head circumference of 

three patients was normal. Eight of the patients were di-

agnosed with the ‘apple peel type’ jejunal atresia. All of 

the patients had jejunal atresia. Amongst ocular findings, 

sclerocornea was most frequently seen. Other findings 

were microphthalmia, microcornea, ptosis, epicanthus, 

etc.[4] Unlike previous patients, edema in lower extremi-

ties was detected prenatally and was also seen at the 

birth in patient. Albumin level was normal. Edema was not 

observed in any other anatomical region. Edema gradu-

ally disappeared.  Due to thrombocytopenia platelets 

were transfused before surgery. Thrombocytopenia also 

improved over time. To conclude, our patient was clini-

cally diagnosed as Stromme syndrome. Unlike previous 

patients, this patient had additional features such as 

edema of lower extremities, renal parenchymal changes, 

thrombocytopenia, and cardiac anomaly. 
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