SCIMITAR SENDROMU VE PULMONER SEKESTRASYONUN ESLIK ETTiGi INFLAMATUAR MYOFIBROBLASTIK TUMOR
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Amac ve Hedefleri: Scimitar sendromu sag akcigerin pulmoner venéz dénlsinin inferior vena kavaya tam veya kismi
anomalisi ile karakterize nadir bir kanjenital bir anomalidir. Siklikla brons anatomisinde anomaliler (bronkopulmoner
sekestrasyon) eslik eder . Diger yandan inflamatuar myofibroblastik tim&r(IMFT) nadir bir neoplazmdir ve etiyolojisi heniz
tam olarak anlasilamamistir. Burada , Scimitar sendromu ve bronkopulmuner sekestrasyon tanilariyla opere edilen, sekestre
akciger dokusunda inflamatuar myofibroblastik timér saptanan 4 yasinda bir erkek hastada sunulmustur. Gereg ve Yontem:
4 yaginda erkek hasta , insidental olarak saptanan intratorasik kitle nedeniile klinigimize sevk edildi. Fizik muayenesinde
Gzellik yoktu. Akciger grafisinde sol akciger alt lobunda biiyiik ‘kalsifiye alanlar iceren yumusak doku kitlesi saptandi.Toraks
BT ve MR incelemelerinde sag orta pulmoner venin inferior vena kavaya bosaldigi ve sol akciger alt lobunda kistik yapi
oldugu gozlendi. Ekokardiyografisinde de pulmoner venin inferior vena kava drene oldugu saptandi. BT anjiografide sol
akciger alt lobunda ¢élyak trunkustan kanlanan pulmoner sekestrasyon, sag akciger st lob agenezisi ,sag orta pulmoner
venin inferior vena kavaya drene oldugu scimitar veni gordldu. Bulgular: Klinik ,radyolojik ve hemodinamik bulgularin
degerlendiren kardiyovaskiiler cerrahi tarafindan scimitar venine midahele edilmesine gerek duyulmadi. Sol torakotomide
sekestre akciger dokusu rezeke edildi. Histopatolojik incelemede akciger inflamatuar myofibroblastik timér tanisi konuidu .
Sonug: IMFT , cocukluk ¢aginda Scimitar Sendromu ve pulmaner sekestrasyon ile iliskili olabilen nadir bir timérdiir.

INFLAMATORY MYOFIBROBLASTIC TUMOUR ASSOCIATED WITH SCIMITAR SYNDROME AND PULMONARY
SEQUESTRATION
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Aim and Objectives: Scimitar syndrome is a rare congenital anomaly characterized by total or partial anamalous pulmonary
venous drainage of the right lung to the inferior vena cava. Associated abnormal bronchial anatomy (bronchopulmaona ry
sequestrations) is common. On the other hand inflamatory myofibrablastic tumaour (IMFT) is a rare neoplasm and the
etiology is still not completely understood . In this case report a 4 year old child with Scimitar syndrome and
bronchopulmonary sequestration that was diagnosed to have an inflamatory myofibroblastic tumar of the sequestrated
lung during surgery is reported. Material and Methods: A 4 year old boy was referred to our clinic for an incidentally found
intrathoracic mass lesion. Physical examination was nonremarkable. On chest Xray a large, soft tissue mass and calcification
was observed in the left lower lung field. CT and MRI of thorax demonstrated a middle right pulmaonary vein connecting to
inferior vena cava and cystic abnormality in left lower lobe. Echocardiography also showed pulmonary vein connecting to
inferior vena cava . CT - angiography revealed a pulmonary sequestration in left lower lob vascularised by celiac trunk and
right upper lung lober agenesis , middle right pulmonary vein connecting to inferior vena cava, scimitar vein.
Results:According to the clinical,radiological and hemedynamic findings , cardiovascular surgeons did not recommended
surgery for scimitar vein at that time. A left thoracotomy with resection of the sequestrated lobe was performed.
Histological examination revealed the diagnosis of inflamatory myofibroblastic tumuor of lung . Conclusion: IMET is a rare
neoplasm that may be associated with Scimitar Syndrome and pulmonary sequestration in childhood.
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