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INTRODUCTION 

Acardiac twin is a rare complication of monozygotic twin 

pregnancies occurring in 1% of monochorionic twin 

gestations with an incidence of 1 in 35,000 births and 

perinatal mortality of 50 to 70 % without treatment.1 It is 

characterized by presence of a recipient fetus exhibiting 

lethal anomalies including acardia and a pump fetus 

which is anatomically normal. Mortality is usually due to 

heart failure or premature labor caused by 

polyhydramnios of pump fetus.2 

The pump twin is anatomically normal but usually shows 

features of congestive cardiac failure. In acardiac twin, 

development is limited in only the lower part of the body 

of which the blood supply is provided from hypoxic 

blood.3 Simonds and Gowen have proposed a 

classification of these fetal abnormalities into five types 

(amorphous, mylacephalus, acormus, acephalus and 

anceps or paracephalus) depending on the extent of 

development of fetal structures.4 Acardiac amorphous 

fetus has no identifiable organs. It is as an amorphous 

tissue mass and it consists approximately 5% of all 

cases.5 Antenatal diagnosis may be made by absence of 

the heart on ultrasound at the end of the first trimester 

and revealing placental vascular anastomosis with 

Doppler despite presence of trunk and extremity 

movements in the twin that has multiple anomalies.6,7 

Doppler studies may show pathognomonic features of 

reverse flow on artery-artery anastomosis.8 

CASE REPORT 

A 27-year-old primigravida came to casualty of our 

tertiary health care center with history of amenorrhea of 8 

and 1/2 months with labour pains. She hailed from a 

small town and was visiting for ANC checkup regularly. 

She was non-diabetic, nonhypertensive. Her first 

trimester ultrasound was within normal limits. When she 

turned up for ultrasound examination in last trimester, it 

showed a tumor near fetal neck. Diagnosis was kept as? 

Meningocele? Teratoma. As she had fetal distress, she 

was immediately taken for emergency caesarean section. 

A full term normal baby weighing 2.4 kg was delivered 

by lower segment caesarean section (LSCS). A tumor of 

15 x10 x 8 cm was seen attached to placenta. The tumor 
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along with placenta was sent for histopathological 

examination. 

Gross examination  

We received placenta of size 18 x 12 x 7 cm with 

umbilical cord of 14 cm long. Another thin walled vessel 

was seen connecting placenta to the tumor mass of size 

15 x 10 x 8 cm (Figure 1).  

 

Figure 1: Showing gross specimen of placenta with 

cord and an oval tumor mass connected to it with a 

thin vessel. 

Placental membranes and maternal surface of placenta 

were normal in appearance. Sections were taken from the 

umbilical cord and placenta including membranes. 

Tumor: The tumor was weighing 430 gms. The external 

surface was soft, few bosselations with occasional areas 

of hematoma were also noted. Consistency was variable 

from soft to firm with few hard areas suggestive of bone 

formations. Cut section showed variegated appearance 

with admixture of bony, myxoid, cartilaginous and soft 

areas (Figure 2).  

 

Figure 2: Showing cut section of the tumor mass 

showing variegated appearance with admixture of 

tissues with yellow, tan, myxoid, gelatinous areas and 

focal hemorrhages. 

The tumor was subjected to radiological examination, 

which surprisingly revealed vertebral bodies along with 

ribs and pelvic bone formations (Figure 3). However 

cranial bones were not visualized clearly. Multiple 

sections were taken from different areas of the mass and 

subjected to histological examinations.  

 

Figure 3: Radiograph of the specimen showing 

vertebral column, pelvic bones and rib like structures. 

Cranial bones are not seen. 

Histopathology  

Sections showed normal appearing epidermis with 

underlying adnexal structures including hair follicles, 

sebaceous glands, and eccrine glands. Adipose tissue, 

muscle, lymphoid tissue, glandular structures and thyroid 

tissue were also seen (Figure 4). In view of presence of 

connecting vessel from umbilical cord and admixture of 

all tissues, the diagnosis of Fetus Acardius Amorphous 

was offered.  

 

Figure 4: Section from the tumor mass showing 

normal appearing epidermis with adnexal structures 

and underlying tissues consisting of adipose tissue, 

muscle, glandular structures and thyroid tissue. 

DISCUSSION 

Acardiac anomaly sequence is a rare malformation cluster 

occurring in the setting of monozygotic monochorionic 

twin pregnancies. We report a description of one new 

case of fetus acardius amorphous. Buyukkaya A found 

that mortality is 100% in acardiac twin. Mortality of 

pump twin is around 50% and death is usually due to 
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heart failure and sometimes prematurity caused by 

polyhydramnios.2  

Melvin D et al found that since the report of the first case 

by Benedetti in 1533 to the present, only sixty-three cases 

of acardius amorphus have been reported in the medical 

literature.4 As have been reported previously, the more 

severe forms of acardiac twin have been misdiagnosed 

antenatally as placental or uterine masses or teratoma by 

ultrasonography. Due to the parasitic hemodynamic 

dependence of the acardiac twin on the pump twin, it is 

important to monitor the pump twin for signs of 

decompensation and, if indicated, intervene by 

interrupting vascular supply to the acardiac twin. The 

goal of treatment is to maximize the pump-twin's chance 

of survival.  

The first line of treatment, if available, should be 

ultrasound-guided laser coagulation or radiofrequency 

ablation of the intrafetal vessels.5 In present case, as our 

patient had fetal distress, she was immediately taken for 

emergency caesarean section. A full term normal baby 

weighing 2.4 kg was delivered by lower segment 

caesarean section (LSCS) and a tumor of 15 x10 x 8 cm 

was seen attached to placenta. The pump baby was 

normal and revealed no signs of cardiac failure or any 

other abnormality.  

Melvin D et al found that acardii amorphi have been 

described as being of various shapes as: egg-shaped, 

reniform, globose, triangular, oval, etc.4 In present case, it 

was oval mass connected well to placenta directly with a 

thin walled vessel. This feature is most important to 

differentiate it from placental teratoma.  

Wong AE et al reported that it is highly unusual for a 

teratoma to have such a high degree of organization. It 

has been proposed that the distinction between fetus 

amorphous acardius and teratoma is arbitrary, since they 

probably represent the two portions of a continuum. 

However, the two entities have a different origin 

(teratoma is a neoplasm whereas fetus amorphous 

acardius is a fetal malformation) and different impact on 

the other embryo.  

Teratomas are rarely associated with fetal distress.5 Wong 

AE et al reported that it is always accompanied by the 

presence of a cotwin, since it needs the functioning heart 

of the other embryo to provide circulation for both of 

them.5 

Our case is a rare condition and needs to be differentiated 

from Placental teratoma both on morphology as well as 

radiology. Diagnostic criteria for fetus acardius 

amorphous include presence of a separate vessel from 

umbilical cord and presence of organized skeletal 

structures confirmed on radiology. Since both the 

criterion were fulfilled in this case, the diagnosis of Fetus 

Acardius amorphous could be given.  

Kamitomo M. reported that a single artery in the 

umbilical cord is seen in 50% of cases. The prenatal 

diagnosis of an acardiac fetus can be difficult.  

Diagnostic criteria by ultrasound usually include: absent 

cardiac motion, poorly defined head and trunk, increase 

in soft tissue mass and existence of reverse blood flow 

through the umbilical cord. In some cases, the diagnosis 

of acardia was established at autopsy.9 the degree of 

skeletal organization and umbilical cord formation form 

the basis of diagnosis of this condition. 10 

Rohilla M et al reported that after exclusion of 

chromosomal aberrations and malformations of the pump 

twin, close sonographic follow-up may be initiated. If the 

estimated weight of the acardiac twin is less than one 

fourth of the pump twin, the prognosis is excellent 

without further therapy. The current information on early 

recognition and treatment for salvation of the normal twin 

is based on individual case reports in the literature. 11 

CONCLUSION 

The acardiac anomaly is a rare condition found only in 

monozygotic multiple pregnancies, usually twins. Hence 

this case is reported. 
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