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situs inversus-heart defects-splenic defects
Eponyms:
Inheritance:
developmental field complex defects
heterotaxy, visceral, X-linked
HTX
HTX1
laterality sequence inducing situs
inversus-congenital heart defectssplenic defects
laterality X-linked
zic family member 3
ZIC3
zincfinger protein of cerebellum 3
genetic heterogeneity
Semeiological Cardio-hemato-respiratory disorder. Primary defect in lateralization, leading situs inversus, congenital heart
defects, polysplenia/asplenia, other clinical findings. Bilateral left-sidedness is associated with polysplenia and
Synthesis:
trilobed lungs; bilateral left-sidedness is associated with asplenia and bilobed lungs.
Group
Sub group
Signs:
CARDIOVASCULAR DISORDERS
aortic anomalies
ductus arteriosus patent
cardiac congenital defects
cardiopathy, congenital
dextrocardia
pulmonary artery-valve, anomalies
tetralogy of Fallot
GASTROINTESTINAL DISORDERS
anorectal anomalies
anal anteposition
anal/anorectal atresia, malformation,
imperforate, stenosis
ileum and/or colon, anomalies
situs viscerum inversus
liver dysfunctions, liver anomalies
bile ducts, anomalies
stomach-duodenum, anomalies
duodenal atresia
HEMOPOIETIC-LYMPHORETICULAR SYSTEM
DISORDERS
spleen, anomalies
spleen accessory, polysplenia
spleen hypoplasia, asplenia
LABORATORY DATA
adrenal cortex hormones
adrenal insufficiency, adrenal hypoplasia
chromosomal assignment
chromosome X localization
chromosome Xq localization
gene, structural-functional anomalies
gene analysis-DNA analysis
HTX1 (HTX) (ZIC3) heterotaxy-1, gene
chr.Xq26.2
OTHERS
inheritance
inheritance, genetic heterogeneity
supergroups
cardio-gastrointestinal-skeletal disorders
PRENATAL-NEONATAL MODIFIED DATA
foetal changes
foetal changes, recognized by laboratory data
situs inversus-heart defects-splenic defects
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foetal changes, recognized by ultrasound
techniques
prenatal diagnosis
prenatal diagnosis, echographic
SKELETAL DISORDERS
hand-foot, changes
club foot, talipes, pes equinovarus
Super group:
cardio-gastrointestinal-skeletal disorders
complex plurimalformations
Super aggreg. FOETAL CHANGES
foetal changes, recognized by laboratory data
Aggregations:
foetal changes, recognized by ultrasound techniques
Differential
diagnosis:
Bibliography
28131 Bonnemann-Meinecke syndrome
7465 dextrocardia-other cardiac malformations,
X-linked
13500 Ivemark syndrome
13750 Kartagener syndrome
23890 situs inversus viscerum
59 visceral heterotaxy, autosomal dominant
OMIM ID: 306955
OMIM ID: 300265
Annuario Orphanet-Italia delle Malattie Rare, 2005 pag. 746
situs inversus-heart defects-splenic defects
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