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Scimitar syndrome is a rare congenital cardiopulmonary anomaly characterized by partial or complete anomalous drainage of
the right pulmonary veins, hypoplasia of the right lung, and variable vascular abnormalities. The condition exhibits marked clinical
polymorphism, ranging from severe manifestations in the neonatal period to an asymptomatic course with delayed diagnosis. This
article presents a clinical case of an infant with scimitar syndrome associated with partial anomalous drainage of the right inferior
pulmonary vein into the inferior vena cava, hypoplasia of the right pulmonary artery, systemic arterialization of the right lower lobe,
and an atrial septal defect. The diagnostic value of multislice computed tomography angiography in delineating the anatomical features
of the defect is emphasized. The clinical course, diagnostic considerations, and surgical management are discussed.
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CHUHJIPOM «ITATAHA» Y HEMOBJISITU 3 TOYKH 30PY CYUACHUX METO/IIB
BI3YAJIIBAIIII

Cunppom «araraHa» (Scimitar syndrome) — pigKicHa BpomIKeHa KapIiOMyIbMOHAIBHA aHOMAIs, 10 XapaKTePH3y€EThCS
Y4aCcTKOBUM a00 IIOBHUM aHOMAaJIbHUM JIPCHYBAHHSAM IIPaBUX JITEHEBUX BEH, TillOIUIA3i€r0 NPABOI JICTeH] Ta PI3HUMH CYAUHHUMHU
AQHOMAJIISIMH. 3aXBOPIOBAHHS BiJPI3HAETHCS BHPAXEHUM KIIHIYHUM HOJIMOPGI3MOM — BiJl TSDKKUX HPOSIBIB Y HEOHATAIEHOMY
nepiofi 1o 0e3CHMITOMHOTO Iepediry 3 Mi3HBOK MiarHOCTHKOK. Y CTAaTTi NMPENCTaBICHO KIIiHIYHUNA BUMAJOK CHHIPOMY
«ITaraHay y HEeMOBJISITH, 1110 CYIIPOBOKYBABCS YaCTKOBUM aHOMAJIbHUM JPEHYBaHHSM IIPAaBOT HH)KHBOI JIETeHEBOT BEHU B HHXKHIO
MOPOXHUCTY BEHY, TiITOILIA3I€I0 IPaBOi JIereHeBOi apTepii, CHCTEMHHM apTepiallbHIM KPOBOIIOCTaYaHHIM HIKHBOT YaCTKH MPaBoi
JereHi Ta AedexkToM MiXmepeacepaHoi neperopoakd. OcoOnuBy yBary MpUIUICHO AIarHOCTUYHIM HIHHOCTI MYJIBTHCIIPaIbHOT
KOMIT FoTepHO-TOMOrpadidnoi aHriorpadii A AETaIbHOrO OLHIOBaHH] aHATOMIUYHHMX oOcoOmuBoCTel Bagu. Po3misHyTO
0COOJIMBOCTI KIIIHIYHOTO Nepeoiry, JiarHOCTHYHI aCHEKTH Ta XipypridHy TaKTHKY.

Ku11040Bi ci10Ba: CHHIPOM «sTaraHa», 4aCTKOBHH aHOMAaJIbHHMIT APEHAX JICTCHEBHX BEH, aHOMAJIIT JISTEHEBUX CyAMH.

Scimitar syndrome (also known as congenital
venolobar syndrome) is one of the rarest and most
diagnostically  challenging  combinations  of
cardiopulmonary anomalies, with an estimated
incidence of 1-3 cases per 100,000 newborns [7]. The
syndrome encompasses a heterogeneous spectrum of
pulmonary venous, pulmonary arterial,
bronchopulmonary, and  systemic  vascular
abnormalities [5, 15]. The name derives from the
characteristic radiographic appearance: on a frontal
chest radiograph, a curved shadow running parallel to
the right cardiac border resembles a Turkish sword,
or scimitar. The constant components of Scimitar
syndrome include hypoplasia (dysplasia) of the right
lung and partial or complete anomalous pulmonary
venous drainage (APVD) [15].

Partial anomalous pulmonary venous drainage
(PAPVD) is characterized by the absence of
connection of one or more pulmonary veins with the
left atrium. The prevalence of PAPVD is
approximately 0.3 % among all congenital heart
defects (CHD) [6]. In these cases, the pulmonary
veins may drain into the right atrium, the coronary
sinus, the superior vena cava, or the inferior vena
cava. Different combinations of anomalous drainage
are classified as the mixed type.

The variable components include hypoplasia or
aplasia of the pulmonary artery, systemic arterial
supply to the lung, and pulmonary sequestration.
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The syndrome was first described in 1836 based
on the autopsy findings of an infant with
dextroposition of the heart and hypoplasia of the right
lung. Subsequently, it was described again in 1949 in
an asymptomatic living patient using cardiac
catheterization. The first documented surgical
intervention was performed in 1950 in a patient with
recurrent pneumonia, while the first corrective
operation was carried out in 1956 [10]. However, it
was not until 1960 that the syndrome was formally
named, characterized, and correlated with
radiological findings [14]. In 1973, B. Felson referred
to this anomaly as congenital venolobar syndrome.

In cases where the descending right pulmonary
vein follows an anomalous course within the right
lung but drains normally into the left atrium, the
condition is referred to as pseudo-Scimitar syndrome.
In Scimitar syndrome, varying degrees of hypoplasia
and dysplasia of the right lung are observed. An
accessory tracheal bronchus, a rare malformation of
the bronchopulmonary system, may also be present.

Hypoplasia or aplasia of the right pulmonary
artery, as well as its localized stenoses, may occur.
Narrowing of the anomalous vein at its junction with
the inferior vena cava is possible, along with
sequestration of pulmonary parenchyma resulting
from anomalous systemic arterial supply to a portion
of the right lung (most commonly the lower lobe)
arising from the abdominal aorta. Dual pulmonary
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blood supply combined with pulmonary venous
obstruction may more rapidly lead to congestive heart
failure and pulmonary arterial hypertension.

Scimitar syndrome may be associated with other
congenital heart defects, including septal defects,
patent ductus arteriosus, obstructive left heart lesions,
tetralogy of Fallot, single ventricle physiology,
Bland—White—Garland syndrome, double outlet right
ventricle, and others [8, 10, 11].

Scimitar syndrome may present in the neonatal
period with severe symptoms or remain undiagnosed
for a prolonged time in cases with a mild clinical
course. The frequency of respiratory infections
depends, among other factors, on the degree of lung
hypoplasia. Prenatal diagnosis may be suspected in
the presence of cardiac dextroposition, right lung and
right pulmonary artery hypoplasia, particularly when
these findings are identified in the absence of
diaphragmatic hernia [3].

Plain chest radiography may reveal the
characteristic curvilinear vascular shadow along the
right cardiac border. However, the sensitivity of this

method is limited, particularly in newborns.
Transthoracic echocardiography serves as the
primary modality for evaluating intracardiac

anatomy, pulmonary artery pressure, and detecting
associated congenital anomalies. Direct visualization
of anomalous pulmonary venous drainage is not
always feasible.

In recent years, multislice computed
tomography (CT) angiography and cardiovascular
magnetic resonance imaging (MRI) have become key
modalities for comprehensive anatomical assessment
of Scimitar syndrome. They allow accurate
delineation of anomalous pulmonary venous
drainage, pulmonary arterial anatomy, systemic
arterial supply, associated pulmonary abnormalities,
and the spatial relationships between cardiovascular
structures [2,12]. MRI additionally provides
functional information on blood flow and shunt
volumes without ionizing radiation, whereas CT
angiography offers rapid acquisition and high spatial
resolution, which may be particularly advantageous
in infants [12].

In Scimitar syndrome, the following surgical
interventions may be performed: 1) ligation and
division of the anomalous vein with subsequent
anastomosis to the left atrium; 2) conversion of the
anomalous drainage to a cardiac form, followed by
redirection of pulmonary venous return to the left
atrium through an atrial septal defect using a
pericardial patch; 3) creation of an intra-atrial tunnel
between the orifice of the anomalous vein and the
atrial septal defect, with enlargement of the inferior
vena cava orifice using a patch when necessary.
Contemporary surgical strategies continue to evolve,
with modified techniques aimed at achieving
unobstructed pulmonary venous drainage while
minimizing the risk of postoperative venous stenosis
[4,6,13].

In the late postoperative period, obstruction of a
long intra-atrial tunnel may occur due to its complex
anatomical course and angulation approaching 180°.
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When the anomalous vein is located posterior to the
root of the lung, its connection to the atrium may be
technically unfeasible. In such cases, resection of the
hypoplastic right lung or lung transplantation may be
considered. Compensatory growth of the left lung can
offset the absence of the right lung. [13]. The
outcomes of surgical treatment depend on the
patient’s age, anatomical characteristics of the defect,
associated anomalies, and the type of surgical
procedure. Results are not always satisfactory, largely
due to the potential development of pulmonary
venous obstruction.

The purpose of the study was to establish
Scimitar syndrome in an infant using modern imaging
techniques.

Materials and methods. This publication
presents a descriptive longitudinal clinical case of
an infant with Scimitar syndrome who was
examined and followed at the Scientific Research
Institute of Pediatrics, Baku, Azerbaijan. The
patient was initially hospitalized at the age of 3.5
months with respiratory symptoms and was
subsequently reassessed at 9 months of age because
of recurrent respiratory manifestations. Clinical
follow-up continued until the age of 1 year and 1
month.

The diagnostic evaluation included collection of
perinatal and postnatal history, comprehensive
physical examination, routine laboratory
investigations, chest radiography, transthoracic
echocardiography, and multislice = computed
tomography (CT) angiography of the heart and great
vessels. Clinical assessment included evaluation of
the general condition, respiratory and cardiovascular
status, cardiac and pulmonary auscultation,
peripheral pulse characteristics, and signs of heart
failure or respiratory compromise.

Chest radiography was used as the initial
imaging modality for assessment of the pulmonary
parenchyma, bronchovascular pattern, cardiac
position and dimensions, and mediastinal structures.
Particular attention was paid to the presence of an
abnormal vascular shadow along the right cardiac
border. Transthoracic  echocardiography  was
subsequently performed to assess cardiac anatomy,
atrioventricular and ventriculoarterial connections,
cardiac chamber dimensions, ventricular systolic
function, intracardiac shunts, valvular function,
pulmonary arteries, and associated congenital heart
defects. Doppler echocardiography was used for
assessment of intracardiac blood flow and valvular
regurgitation.

Multislice CT angiography of the heart and
great vessels was performed for detailed
characterization of pulmonary venous anatomy and
associated cardiovascular and pulmonary
abnormalities. The examination was aimed at
determining the course and drainage site of the
anomalous pulmonary vein, evaluating the
pulmonary arteries and systemic arterial supply to the
lungs, identifying associated intracardiac
abnormalities, and assessing lung morphology and
cardiac position. The final diagnosis was established
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on the basis of combined clinical and multimodality
imaging findings.

The therapeutic strategy was determined
individually according to the patient's clinical

condition, anatomical characteristics of the
congenital defect, cardiac function, associated
cardiovascular  abnormalities, and  potential
indications for surgical correction. Following

stabilization of the initial respiratory condition, the
child remained under the supervision of a pediatric
cardiologist and cardiac surgeon. At the latest follow-
up, definitive surgical correction was being planned.

Due to the single-patient descriptive design,
inferential statistical analysis was not applicable.
Clinical and instrumental findings were analyzed
descriptively and are presented as absolute values and
imaging measurements.

The clinical observation was conducted in
accordance with generally accepted principles of
biomedical ethics and the Declaration of Helsinki.
Written informed consent for the use and publication
of anonymized clinical data and diagnostic images
was obtained from the child's parent(s)/legal
guardian(s).

Results of the study. Perinatal and neonatal
history. Patient F., aged 3.5 months, was admitted in
a moderately severe condition to the Research
Institute of Pediatrics. At admission, the primary
complaints were cough and lethargy. The child was
born from the first pregnancy and first delivery at 37
weeks of gestation via spontaneous vaginal delivery.
Birth was complicated by moderate asphyxia, and
primary resuscitation was provided.

Clinical examination at hospitalization. Upon
hospitalization, the patient demonstrated catarrhal
symptoms, including pharyngeal hyperemia, nasal
congestion, and low-grade fever. The skin appeared
pale, and subcutaneous fat development was
satisfactory. Auscultation of the lungs revealed
diffuse moist rales. Performed investigations (routine
clinical tests, neurosonography, and abdominal
ultrasound) showed no pathological findings.

Radiographic findings. Chest radiography
demonstrated no focal or infiltrative shadows in either
lung. The bronchovascular pattern was enhanced in
the perihilar regions bilaterally. The roots of both
lungs were structured, pleural sinuses were free, and
the upper mediastinal contours were mildly widened
due to the thymus. The cardiac borders were
expanded to the right.

After treatment, the child was discharged home
in satisfactory condition. Periodically, the child
experienced wheezing in the lungs and cough.

At 9 months of age, the child presented on an
outpatient basis to the Research Institute of Pediatrics
with complaints of catarrhal symptoms of the upper
respiratory tract, cough, and moist rales in the lungs.

A chest X-ray revealed infiltrative focal
shadows in both lungs. The bronchovascular pattern
was enhanced in the perihilar regions on both sides.
A broad vascular shadow was detected, running along
the right border of the heart toward the diaphragm

(Fig. 1).
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Fig. 1. A, B — The chest radiograph reveals a broad vascular
shadow extending along the right cardiac border toward the
diaphragm.

The recurrent respiratory manifestations
together with the abnormal vascular shadow along the
right cardiac border raised suspicion of an underlying
congenital cardiopulmonary vascular anomaly.
Therefore, the diagnostic strategy was expanded from
routine  respiratory assessment to targeted
cardiovascular imaging. Transthoracic
echocardiography was performed as the next
diagnostic step to evaluate intracardiac anatomy,
hemodynamics, and possible associated congenital
heart defects.

Patient was referred to the Central Clinic for an
echographic examination. On clinical examination,
the general condition was satisfactory. Cardiac
auscultation revealed a systolic murmur of grade 2/6
(Levine scale) in the mesocardial area. Femoral and
radial pulses were symmetric and adequately filled.
To clarify the nature of the murmur, transthoracic
echocardiography was performed.

Echocardiographic Findings. The cardiac apex
was directed leftward. Atrial situs was solitus.
Atrioventricular and ventriculoarterial connections
were concordant. The relationship of the great vessels
(aorta/pulmonary artery) was normal. Cardiac
chambers were of normal size, with no evidence of
dilation or hypoplasia.

An aberrant muscular trabecula (aberrant band)
was visualized along the free wall of the left ventricle
extending toward the interventricular septum.
Myocardial contractility was preserved. Left
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ventricular systolic function was satisfactory, with an
ejection fraction (EF) of 70 %. Right ventricular
contractility was normal.

A secundum atrial septal defect (ASD) with left-
to-right shunting was identified at the level of the
fossa ovalis. The mitral valve structure was normal,
with no regurgitation. The tricuspid valve was
structurally — preserved, with mild tricuspid
regurgitation (maximum velocity 2.1 m/s). No
diastolic dysfunction was detected.

No ventricular septal defects were observed.
The left ventricular outflow tract was unobstructed.
The aortic valve was tricuspid, without stenosis or
insufficiency (flow velocity 116 cm/s). The
ascending aorta and aortic arch were normal, with no
signs of coarctation. The right ventricular outflow
tract and pulmonary valve were unobstructed (flow
velocity 122 cm/s). The pulmonary trunk and
branches were normally formed. Patent ductus
arteriosus was not visualized. No pericardial effusion
or intracardiac masses were detected. The
myocardium showed no signs of noncompaction or
pathological inclusions (Fig. 2).
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Fig. 2. A, B — Echocardiography; C — CT angiography.

The echocardiographic picture was consistent
with a secundum atrial septal defect with left-to-right

shunting and mild tricuspid regurgitation. Myocardial
contractile function was preserved.

Echocardiography demonstrated a secundum
atrial septal defect with left-to-right shunting and
mild tricuspid regurgitation, while biventricular
systolic function remained preserved. However,
echocardiography did not provide complete
characterization of the pulmonary venous anatomy.
Considering the abnormal radiographic vascular
shadow and the need to exclude anomalous
pulmonary venous drainage, CT angiography of the
heart and great vessels was performed.

CT Angiography Findings. CT angiography of
the heart and great vessels demonstrated situs solitus
(abdominal, atrial, and  tracheobronchial).
Dextroposition of the heart with rightward
mediastinal shift was noted, with the heart located
predominantly in the right hemithorax. Cardiac
configuration was characterized by mesocardia, D-
looping, and preserved atrioventricular and
ventriculoarterial concordance.

Cardiac chambers were balanced, without
dilation or hypoplasia. The interventricular septum
was intact. A secundum atrial septal defect (ASD II)
measuring 4.5-5.0 mm was identified.

Partial anomalous pulmonary venous return
(PAPVR) consistent with Scimitar syndrome was
detected: the right inferior pulmonary vein (Scimitar
vein) exhibited anomalous supradiaphragmatic
drainage into the inferior vena cava. The Scimitar
vein measured approximately 5.0 mm in diameter and
followed a tortuous course, forming an anastomosis
with the terminal portion of the right superior
pulmonary vein. The left pulmonary veins and right
superior pulmonary veins drained normally into the
left atrium.

Additionally, anomalous systemic arterial
supply to the lower lobe of the right lung was
identified, arising from a branch of the proximal
celiac trunk (diameter approximately 5.0 mm),
consistent with systemic arterialization of the right
lower pulmonary segment.

The aorta originated from the left ventricle,
forming a left-sided arch with a three-vessel
branching pattern. No evidence of coarctation,
interrupted arch, aortic stenosis, or patent ductus
arteriosus was observed. Coronary arteries
demonstrated normal origin.

The pulmonary trunk and pulmonary arteries
were confluent. The right pulmonary artery was
hypoplastic relative to the left. The right lung was
reduced in volume, and both lungs exhibited a mosaic
ventilation pattern.

Integration of the clinical and multimodality
imaging findings established the final diagnosis of
Scimitar syndrome characterized by partial
anomalous pulmonary venous return of the right
inferior pulmonary vein into the inferior vena cava,
hypoplasia of the right pulmonary artery, reduced
right lung volume, anomalous systemic arterial
supply to the right lower lobe, cardiac dextroposition,
and an associated secundum atrial septal defect. Thus,
CT angiography was decisive in defining the
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complete anatomical spectrum of the congenital
anomaly and provided the anatomical information
required for further therapeutic and surgical planning.

Clinical diagnosis and early outcome.
Following establishment of the diagnosis, the patient
was referred for specialized pediatric cardiology and
cardiac surgical follow-up. Because ventricular
systolic function was preserved and no overt signs of
congestive heart failure or acute hemodynamic
decompensation were documented, emergency
surgical intervention was not required during the
reported observation period.

Management and follow-up. The management
strategy therefore consisted of clinical and
cardiological surveillance while the anatomical
findings obtained by CT angiography were evaluated
for definitive surgical planning. At the latest follow-
up, at the age of 1 year and 1 month, the child
remained under the supervision of a pediatric
cardiologist and cardiac surgeon, and surgical
correction was planned.

Discussion. Scimitar syndrome represents a rare
and  anatomically  heterogeneous  congenital
cardiopulmonary malformation in which anomalous
pulmonary venous drainage constitutes only one
component of a broader spectrum of abnormalities
involving the lung parenchyma, pulmonary arteries,
systemic arterial supply, and cardiac position [7, 8,
15]. The marked variability of its anatomical
substrate explains the considerable diversity of
clinical presentations, ranging from severe
respiratory or cardiovascular compromise during
infancy to an incidental diagnosis later in life [9, 10,
15]. Recent pediatric data further emphasize that

Scimitar syndrome should be regarded as a
heterogeneous congenital condition requiring
individualized anatomical and hemodynamic

assessment rather than as an isolated anomalous
pulmonary venous connection [5].

The  present case illustrates  several
characteristic features of the syndrome and, at the
same time, demonstrates the diagnostic difficulties
that may arise during infancy. The patient initially
presented at 3.5 months of age with predominantly
respiratory ~ manifestations, including cough,
wheezing, and moist pulmonary rales, without clear
clinical evidence of a complex cardiovascular
anomaly. At 9 months, recurrent respiratory
symptoms prompted repeated chest radiography,
which demonstrated the characteristic broad vascular
shadow extending along the right cardiac border
toward the diaphragm. This clinical evolution is
consistent with the known variability of Scimitar
syndrome, particularly in pediatric patients, in whom
recurrent respiratory symptoms may precede
recognition of the underlying vascular anomaly [1, 5,
10].

An important feature of this case is the
complementary role of different imaging modalities.
Conventional chest radiography provided the first
important clue by demonstrating the characteristic
scimitar-like ~ vascular shadow. Nevertheless,
radiography alone cannot reliably define the origin,
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course, or drainage site of the anomalous pulmonary
vein or demonstrate the full spectrum of associated
vascular abnormalities. Echocardiography
subsequently identified a secundum atrial septal
defect with left-to-right shunting and mild tricuspid
regurgitation, while ventricular function remained
preserved. However, complete characterization of the
pulmonary venous anatomy required cross-sectional
imaging. This observation supports the concept that
echocardiography, although indispensable for
assessment  of  intracardiac  anatomy  and
hemodynamics, may need to be complemented by CT
or MR imaging when anomalous pulmonary venous
return is suspected [2, 12].

In the present patient, CT angiography was
decisive for establishing the complete anatomical
diagnosis. It demonstrated supradiaphragmatic
drainage of the right inferior pulmonary vein into the
inferior vena cava, hypoplasia of the right pulmonary
artery, reduced right lung volume, and anomalous
systemic arterial supply to the right lower lobe arising
from the proximal celiac trunk. These findings
illustrate the particular strength of CT angiography in
Scimitar syndrome, as it enables simultaneous
assessment of pulmonary venous drainage,
pulmonary arterial anatomy, systemic collateral
vessels, lung morphology, and their three-
dimensional anatomical relationships [2, 12].
Masrani et al. specifically emphasized the value of
CT and MR imaging in demonstrating the anatomical
associations and radiological characteristics of this
syndrome. Such detailed anatomical mapping is
especially important when surgical or catheter-based
intervention is being considered [12].

Cardiovascular MRI represents an important
alternative or complementary technique because it
avoids ionizing radiation and allows functional
assessment of blood flow and shunt magnitude.
Nevertheless, in infants, CT angiography may offer
practical advantages when rapid acquisition and high
spatial resolution are required. The choice of
modality should therefore be individualized
according to the patient's age, clinical stability,
diagnostic question, and the need for detailed
assessment of small vascular structures [2]. In our
patient, CT angiography provided the anatomical
information necessary to define not only the
anomalous pulmonary venous connection but also the
associated systemic arterialization and pulmonary
arterial hypoplasia, findings that are directly relevant
to subsequent therapeutic planning.

The combination of Scimitar syndrome with
additional congenital cardiovascular abnormalities is
well recognized. Associated lesions may include
atrial or ventricular septal defects, patent ductus
arteriosus, and more complex congenital heart disease
[8, 11, 15]. In the present case, a secundum atrial
septal defect accompanied the anomalous pulmonary
venous return. The presence of an interatrial
communication may increase left-to-right shunting
and therefore has potential implications for
pulmonary hemodynamics and the timing of
intervention. The coexistence of right pulmonary
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artery hypoplasia and systemic arterial supply to the
right lower lobe further illustrates the complex
vascular phenotype of the syndrome.

The age at presentation is clinically important.
Severe infantile forms may be associated with
respiratory distress, pulmonary hypertension, heart
failure, pulmonary venous obstruction, and
significant associated congenital heart disease [1, 15].
Conversely, milder variants can remain clinically
silent until adulthood [9]. Prenatal recognition is also
possible and may facilitate early postnatal evaluation,
particularly when fetal imaging demonstrates cardiac
dextroposition, right lung hypoplasia, abnormal
pulmonary vascular anatomy, or associated
congenital heart disease [3]. The absence of prenatal
recognition in the present case and the initially
nonspecific respiratory manifestations demonstrate
why a high index of suspicion remains necessary in
infants with recurrent respiratory symptoms and
unusual radiographic findings.

Management of Scimitar syndrome should be
individualized according to symptoms, shunt
magnitude, pulmonary artery pressure, pulmonary
venous obstruction, systemic arterial supply,
associated cardiac defects, and the anatomical
characteristics of the anomalous vein [6, 13, 15].
Surgical treatment is primarily directed toward
establishing unobstructed pulmonary venous return to

the left atrium and correcting clinically significant
associated lesions. Various techniques have been
described, including direct reimplantation and
intracardiac ~ baffling, = while  contemporary
modifications continue to be developed to reduce the
risk of postoperative pulmonary venous obstruction
[4, 6]. Long-term outcome is strongly influenced by
the complexity of the anatomy and by the
development of pulmonary venous stenosis or
obstruction after intervention [13, 15].

In the presented patient, preserved ventricular
function and the absence of overt heart failure
allowed continued cardiological and cardiac
surgical surveillance while definitive correction
was being planned. Nevertheless, the coexistence
of anomalous pulmonary venous drainage,
systemic arterialization of the right lower lobe,
right pulmonary artery hypoplasia, and an atrial
septal defect requires careful longitudinal
hemodynamic assessment. This case therefore
reinforces the importance of a multimodality
diagnostic strategy in Scimitar syndrome. While
radiography and echocardiography remain
essential initial investigations, CT angiography can
provide a comprehensive anatomical roadmap and
may play a decisive role in diagnosis and
preoperative planning, particularly in anatomically
complex pediatric cases [5, 12].

Conclusion

Scimitar syndrome is a complex congenital anomaly with variable anatomy and clinical manifestations.
The presented clinical case highlights the need for comprehensive instrumental evaluation in patients suspected
of pulmonary venous return anomalies. Although chest radiography and echocardiography may have limited
sensitivity in certain cases, multislice CT angiography allows detailed visualization of vascular anatomy,
identification of systemic arterial supply, and assessment of pulmonary parenchyma.

Early diagnosis of the syndrome is crucial for selecting the optimal surgical strategy and for preventing
the development of pulmonary hypertension and heart failure. The prognosis depends on the anatomical
characteristics of the defect, the severity of hemodynamic disturbances, and the timeliness of corrective
intervention.

References

1. Al Qasimi N, Al Qassimi AM. Respiratory Distress in Neonate With Scimitar Syndrome. Cureus. 2020 Dec 26;12(12):¢12299.
doi: 10.7759/cureus.12299.

2. Aristizabal AM, Guzman-Serrano CA, Mondol-Villamil NV, Bolafios-Vallejo LM, Mejia-Quifiones V, Recio-Gémez MA, et
al. Clinical characteristics, imaging findings, management, and outcomes of patients with scimitar syndrome at a tertiary referral
healthcare center in Colombia. Int J Cardiovasc Imaging. 2024; 40: 1319-1328. https://doi.org/10.1007/s10554-024-03102-1.

3. Aron-Said C, Opel MM, Alkon J. Fetal Diagnosis of Scimitar Syndrome in the Presence of Complex Congenital Heart Disease.
Pediatr Cardiol. 2023 Mar;44(3):549-555. doi: 10.1007/500246-022-03026-4.

4. Asada S, Oda S, Tamai Y, Inamura N, Marutani S, Imaoka N, et al. Modified double-decker repair for pediatric scimitar
syndrome. JTCVS Tech. 2025 Apr 10;31:145-147. doi: 10.1016/j.xjtc.2025.04.002.

5. Brunet-Garcia L, Zuccarino F, Prada Martinez FH, Carretero Bellon JM. Scimitar Syndrome in a Pediatric Cohort. World J
Pediatr Congenit Heart Surg. 2024 Sep;15(5):628-635. doi: 10.1177/21501351241247512. Epub 2024 May 21. PMID: 38772700.
6. Chowdhury UK, Anderson RH, Sankhyan LK, George N, Pandey NN, Chauhan AS, et al. Surgical management of the scimitar
syndrome. J Card Surg. 2021 Oct;36(10):3770-3795. doi: 10.1111/jocs.15857.

7. Dennehy W, Neverman EM. Scimitar syndrome. J Osteopath Med. 2021 Jun 22;121(9):771-772. doi: 10.1515/jom-2021-0142.
8. Diaz-Frias J, Widrich J. Scimitar Syndrome. [Updated 2023 Jun 26]. In: StatPearls [Internet]. Treasure Island (FL): StatPearls
Publishing; 2026 Jan-. Available from: https://www.ncbi.nlm.nih.gov/books/NBK546602/.

9. Jarroumi-Sellak I, Arenas-Gordillo M, Garcia-Sanchez MA, Luque-Romero LG. Sindrome de la cimitarra en la edad adulta
[Scimitar syndrome in adulthood]. Aten Primaria. 2020 Dec;52(10):789-791. Spanish. doi: 10.1016/j.aprim.2020.02.010.
[In Spanish].

10. Jeffs E, Lee H, Beckert L. Scimitar syndrome, bronchiectasis, haemoptysis and a pneumonectomy. Respirol Case Rep. 2023
Dec 9;12(1):¢01265. doi: 10.1002/rcr2.1265.

11. Katekaru-Tokeshi DI, Patifio-Bahena EJ, Garcia-Montes JA, Jiménez-Santos M. Tetralogy of Fallot with Scimitar Syndrome.
Radiol Cardiothorac Imaging. 2020 Oct 8;2(5):€200253. doi: 10.1148/ryct.2020200253.

12. Masrani A, McWilliams S, Bhalla S, Woodard PK. Anatomical associations and radiological characteristics of Scimitar
syndrome on CT and MR. J Cardiovasc Comput Tomogr. 2018 Jul-Aug;12(4):286-289. doi: 10.1016/j.jcct.2018.02.001.

283



ISSN 2079-8334. Céim meouyunu ma odionozii. 2026. Ne 3 (97)

13. Seymour E, Mallory G, Morales-Demori R. Surgical and Cardiac Catheterization Outcomes of Scimitar Syndrome Patients: A
Three Decade Single-Center Experience. Pediatr Cardiol. 2023 Mar;44(3):579-586. doi: 10.1007/s00246-022-02965-2.

14. Vida VL, Guariento A. A sword threatening the heart: The scimitar syndrome. JTCVS Tech. 2020 Jan 25;1:75-80.
doi: 10.1016/j.xjtc.2020.01.017.

15. Wang H, Kalfa D, Rosenbaum MS, Ginns JN, Lewis MJ, Glickstein JS, et al. Scimitar Syndrome in Children and Adults: Natural
History, Outcomes, and Risk Analysis. Ann Thorac Surg. 2018 Feb;105(2):592-598. doi: 10.1016/j.athoracsur.2017.06.061.

Conflict of interest. The author has no conflicts of interest to declare.

ORCID: Salekhova G.B. https://orcid.org/0000-0002-2434-2377, Polukhova A.A. https://orcid.org/0009-0005-5647-

4840, Rahimova N.J. https://orcid.org/0000-0002-1551-2979, Alkhasova A.F. https://orcid.org/0009-0005-9095-6405,

Abbasaliyeva A.I. https://orcid.org/0009-0000-1679-1810, Aghayeva [.A. https://orcid.org/0009-0007-0435-8666, Iskenderli G.N.
https://orcid.org/0009-0004-9481-8280.

Article received: 14.08.2025

DOI 10.26724/2079-8334-2026-3-97-284-289
UDC 616.5-007.21-071-053.2

Tsvirenko S.M., Pokhylko V.I., Cherniavska Yu.l., Shcherban O.A., Soloviova H.O.,
Zhuk L.A., Liulka A.R.
Poltava State Medical University, Poltava, Ukraine
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SIGNIFICANCE OF THE HAIR COLLAR SIGN IN A NEWBORN
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Aplasia cutis congenita is a rare congenital disorder characterized by the absence of skin at birth, most commonly affecting
the scalp. The aim of the study is to present a clinical observation of a case of congenital aplasia of the skin in a child. The article
describes the case of girl K., hospitalized on the 4th day for examination and determination of management tactics due to the
presence of 2 blisters filled with clear fluid in the parietal area, which were determined from birth. The skin around them was not
changed, along the head to the right of the sagittal suture there was a strand of long dark hair. At 3 months of life one of the blisters
has become less tense, its volume has decreased, a white scar begins to form in the center. At 6 months — it was observed that
atrophic flat scars covered with thin epidermis formed in place of both bullae. ACC is rare and therefore the awareness of
neonatologists, pediatricians and dermatologists is extremely important for early clinical diagnosis and conducting studies to
exclude a concomitant brain defect, especially in the presence of a "hair collar" symptom, in order to prevent further complications.

Key words: aplasia cutis congenital, newborn, blisters, hair collar symptom.

HBipenko C.M., Iloxunbko B.1., Uepusicbka 10.1., Illepoanb O.A., CoJosiioBa I.O.,
Kyk JL.A., JIoabka A.P.

KJIHIYHU BUIA JOK BPOJKEHOI AIVIA3II IHKIPU Y HOBOHAPO/KEHOT' O 3
AKIEHTOM HA JIATHOCTHYHE 3HAYEHHSI CHMIITOMY BOJIOCSTHOI'O KOMIPLIS

Bpomxkena armasist mKipyn — 1€ pigKicHE BPOPKEHE 3aXBOPIOBAHHS, IO XapaKTEPU3YEThCS BIACYTHICTIO MIKIpH HPH
HApOPKeHHI, HaiyacTille BpakalOud BOJIOCHUCTY YAaCTHHY TOJOBH. METO0 MIOCHIIDKEHHS € NPEICTAaBICHHS KIiHIYHOTO
CIIOCTEPEKCHHSI 32 BUIIA/IKOM BPODKEHOT ariasii WIKipy y ANTHHH. Y CTaTTi omucaHo Bumanok aiBunHku K., rocmitanizoBaHol Ha
4-it 1eHb 171 00CTEKEHHS Ta BU3HAYCHHS TAKTHKH BEACHHS Y 3B'3KY 3 HAsBHICTIO 2 IyXHPiB, 3alI0BHEHUX [PO30POI0 PiUHOO, Y
TIM'STHIA OUISHII, K BU3HaUanucs 3 HapomkeHHs. [1Ikipa HaBKOJIO HUX HE 3MiHEHa, B3IOBX TOJIOBH IIPABOPYY BiJ CariTalibHOTO
1rBa 0yJ10 MacMo JOBroro TeMHOTO Bojtoccest. Ha 3 Micsiii )KUTTSI OZIMH 3 IyXHUPIiB CTaB MEHII HAMIPYXEHUM, HOro 00'eM 3MEHILIHBCS,
y meHTpi nodas popmysarucs Oinuit pydens. Ha 6 Micsi sxutTs Oyiio BUSBIEHO, IO HA MicIi 060X Oy/ul yTBOpHIHCS arpodivHi
IUIOCKi pyOlli, MOKPUTI TOHKUM emiepMicoM. BpomkeHa amiasis mKipu 3ycTpidaeThCs Pilko, TOMy O013HAHICTH HEOHATOIOTIB,
neiaTpiB Ta AepMAaToJIOriB HAI3BHYAWHO Ba)KJIMBA /IS PAHHBOI KIIHIYHOI AIarHOCTHKU Ta MPOBEICHHS IOCHTIIDKEHb 3 METOIO
BUKJIFOUCHHS CYITyTHBOTO Ie(EeKTy MO3KY, OCOOIMBO 32 HAsSBHOCTI CHMIITOMY BOJIOCSHOTO KOMIpILs, 1100 3armo0irTH MoAaIbIINM
YCKIJIQTHEHHSIM.

KurouoBi ciioBa: BpomkeHa ariasisi LIKipy, HOBOHAPOIKEHHH, yXHUpPi, CHMIITOM BOJIOCSIHOTO KOMIpLIs.

The study is a fragment of the research project “To develop an improved algorithm for diagnostic and genetic testing for
the early assessment of metabolic disorders and diseases, as well as a system of preventive and therapeutic measures for newborns
and children”, state registration No. 0120U102856.

Aplasia cutis congenita (ACC) is a rare and
clinically  heterogeneous  congenital disorder
characterized by the complete or partial absence of
skin at birth. The condition most frequently affects
the scalp, although lesions may occur on virtually any
anatomical site and may vary substantially in number,
morphology, size, and depth of tissue involvement
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[10]. ACC may present as a small superficial defect,
an ulceration, a membranous lesion, or a fluid-
filled/bullous lesion, while extensive forms may
involve the subcutaneous tissues, calvarium, dura
mater, and intracranial structures [2, 6]. The rarity of
the disorder and its marked phenotypic variability
may contribute to diagnostic difficulties, particularly
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