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Intermediate Tip Atrioventriküler Septal Defekt ve Polidaktili
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(OOLV�YDQ &UHYHOG 6\QGURPX GHUL� WÕUQDN YH GLúOHUL LoHUHQ oHúLWOL WLpte ektodermal displazi, polidaktili ve
kondrodermal displaziye ilaveten konjenital kalp defektlerini içermektedir. Polidaktili ve intermediate tip
atrioventriküler septal defekti olan ve ilave mayor anomalisi olmayan bir olgu sunuldu. Bu spesifik
birliktelik oldukça nadir bir durumdur. Olgu atrioventriküler septal defekt sebebiyle opere edildi.
3RVWRSHUDWLI WDP G�]HOPH VD÷ODQGÕ� %X ROJXGD VDSWDQDQ DWULRYHQWULN�OHU VHSWDO GHIHNW YH SROLGDNWLOLQ VSHVLILN

ELU ELUOLNWHOLN ROGX÷X G�ú�Q�OP�úW�U� %X NOLQLN WDEOR (OOLV�YDQ &UHYHOG 6\QGURPXQD EHQ]HU ED]Õ |]HOOLNOHU

WDúÕPDVÕQD UD÷PHQ EX VHQGURPD X\PDPDNWDGÕU� >7XUJXW g]DO 7ÕS 0HUNH]L 'HUJLVL �����������������@
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Intermediate type atrioventricular septal defect and polydactyly

Ellis-van Creveld Syndrome includes several types of ectodermal dysplasia involving skin, nails and
teeth, polydactyly and congenital heart defects in addition to chondrodystrophy. A case is described with
polydactyly and intermediate type atrioventricular septal defect without other major associated anomalies.
This specific association is extremely rare. The patient underwent cardiac operation for atrioventricular
septal defect. Complete improvement was seen postoperatively. It is suggested that there is a specific
association between  polydactyly and the atrioventricular septal defect found in this patient. This picture
does not conform to, but bears some resemblance to the Ellis-van Creveld syndrome. [Journal of Turgut
Özal Medical Center 1997;4(2): 209-211]
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Polidaktili ile birlikte kongenital kalp
KDVWDOÕNODUÕ ELUOLNWH EXOXQPDVÕ oRN D] VÕNOÕNOD

görülen bir anomalidir. Bu birliktelik genellikle
PHVRGHUPDO YH HNWRGHUPDO GRNXODUÕQ GD

etkilenmesiyle Ellis-van Creveld Sendromunu
ROXúWXUXU ���� %X oDOÕúPDGD \DQOÕ]FD SROLGDNWLOL YH

intermediate tip atrioventriküler septal defekt olan
ve ek anomalisi bulunmayan bir olgu ve bu olguya
\|QHOLN FHUUDKL WHGDYL WDUWÕúÕOGÕ�

OLGU SUNUMU

� \DúÕQGD NÕ] oRFX÷XQGD HOGH YH D\DNWD

SROLGDNWLOL EXOXQPDVÕ VHEHEL\OH RUWRSHGL NOLQL÷LQH

EDúYXUGX� 2OJXGD NDUGL\DN �I�U�P YH

WHOHNDUGL\RJUDILGH NDUGL\RPHJDOL VDSWDQGÕ÷ÕQGDQ

LOHUL WHWNLN DPDFÕ\OD SHGLDWULN NDUGL\RORML NOLQL÷LQH

VHYN HGLOGL� )L]LN PXD\HQHGH JHOLúPH JHULOL÷L� WÕUQDN

XoODUÕQGD KDILI VL\DQR]� HO YH D\DNODUGD � SDUPDN

�ùHNLO ����� GLúOHUGH GLVWURIL YH NXEEH GDPDN

mevcuttu. Dinlemekle pulmoner odakta 3/6°
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ejeksiyon üfürümü ve apekste 3/6° pansistolik
üfürüm duyuluyordu. 2 cm hepatomegali mevcuttu.
Ekokardiyografide ostium primum tipi atrial septal
GHIHNW� LQOHW VHSWXPGD ��� FP oDSÕQGD YHQWULN�OHU
VHSWDO GHIHNW� �� PLWUDO \HWPH]OL÷L YH SXOPRQHU
KLSHUWDQVL\RQ VDSWDQGÕ� 6D÷ NDOS NDWHWHUL]DV\RQXQGD
SXOPRQHU DUWHU EDVÕQFÕ ����� PP +J VDSWDQGÕ�
2SHUDV\RQD DOÕQDQ ROJXGD LQWHUPHGLDWH WLS
DWULRYHQWULN�OHU VHSWDO GHIHNW VDSWDQGÕ� øQOHW
septumdaki ventriküler septal defekt peç ile
NDSDWÕOGÕ� 0LWUDO NDSDNWDNL VRO V�SHULRU YH LQIHULRU
liflet birbirine dikilerek tek liflet haline getirildi.
$\UÕFD DQWHURODWHUDO YH SRsterolateral kommüsürlere
DQQ�ORSODVWL \DSÕODUDN PLWUDO NDSDN NRPSHWDQ KDOH
JHWLULOGL� +D]ÕUODQDQ SHULNDUG SHoL LOH NRURQHU VLQ�V
VROGD EÕUDNÕODFDN úHNLOGH SULPXP WLS DWULDO VHSWDO
GHIHNW NDSDWÕOGÕ� 3RVWRSHUDWLI HNRNDUGL\RJUDILGH ��
PLWUDO \HWPH]OL÷L GÕúÕQdD SDWRORML VDSWDQPDGÕ� � D\
VRQUDNL NRQWUROXQGD KDVWDQÕQ KLoELU \DNÕQPDVÕQÕQ
PHYFXW ROPDGÕ÷Õ YH HNRNDUGL\RJUDILN GH÷LúLNOLN
ROPDGÕ÷Õ VDSWDQGÕ�

7$57,ù0$

Polidaktili ile birlikte konjenital kalp
KDVWDOÕNODUÕQÕQ ELUOLNWH J|U�OPHVL QDGLU J|U�OHQ ELU
GXUXPGXU� %X ELUOLNWHOLN VDSWDQÕUVD JHQHOOLNOH GL÷HU
anomalilerle birlikte sendrom halinde
EXOXQPDNWDGÕU� .RQGURHNWRGHUPDO GLVSOD]L�
SROLGDNWLOL YH NRQMHQLWDO NDOS KDVWDOÕ÷Õ RWR]RPDO
UHVHVLI JHoLúOL (OOLV�YDQ &UHYHOG VHQGURPXQX
ROXúWXUXU ���� (OOLV�YDQ &UHYHOG VHQGURPXOX
ROJXODUÕQ \DNODúÕN ������¶ÕQGD NDUGLDN DQRPDOL
VDSWDQPDNWDGÕU ���� g]HOOLNOH WHN DWULXP� JHQLú DWULDO
septal defekt ve ostium primum tipi defektlerdir.
%XQXQ GÕúÕQGD KLSRSODVWLN DRUWD� KLSRSODVWLN VRO
ventrikül gibi kompleks anomalilerde
ROXúDELOPHNWHGLU ���� (OOLV�YDQ &UHYHOG
VHQGURPXQGD X]XQ NHPLNOHUGH YH NRWODUGD NÕVDOPD
YH NDOÕQODúPD LOH LVNHOet displazisi mevcuttur.
$\UÕFD GHUL� GLú YH WÕUQDNODUGD GLVWURILN GH÷LúLNOLNOHU
ROXúDELOPHNWHGLU ���� %L]LP ROJXPX]GD LVH KHP
X]XQ NHPLNOHULQ KHPGH NRWODUÕQ IL]LN EDNÕVÕQGD YH
radyolojik incelemesinde herhangi bir anomali
VDSWDQPDGÕ� +HU LNL HOGH XOQDU NÕVÕPGD DNVHVXDU
SDUPDN YH KHU LNL D\DNWD �� SDUPD÷Õ PHYFXWWX�
'L÷HU VLVWHP PXD\HQHVLQGH NXEEH GDPDN GÕúÕQGD
ELU DQRPDOL VDSWDQPDGÕ�

Levin ve ark.  polidaktili ve atrioventriküler
septal defekt olan ancak ilave anomalisi

bulunmayan 4 olguda normal kromozomal\DSÕ
VDSWDPÕúODUGÕU ���� %L]LP ROJXPX]GD LVH
NURPR]RPDO LQFHOHPH \DSÕODPDGÕ� $QFDN
olgumuzda polidaktili ve atrioventriküler septal
GHIHN GÕúÕQGD (OOLV�YDQ &UHYHOG VHQGURPXQD DLW
NRQGURHNWRGHUPDO GLVSOD]L EXOJXODUÕ PHYFXW
ROPDGÕ÷ÕQGDQ EX VHQGURPXQ WDQÕVÕnGDQ X]DNODúÕOGÕ�
Polidaktili ve atrioventriküler septal defekt, Ellis-
YDQ &UHYHOG VHQGURPXQX ROXúWXUPDGDQGD ELU DUDGD
EXOXQDELOLU� $\UÕFD SROLGDNWLOL RODQ ROJXODUGD LODYH
NRQJHQLWDO NDOS KDVWDOÕ÷ÕQÕQ ELUOLNWH EXOXQDELOHFH÷L
GH KDWÕUODQPDOÕGÕU�
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