
		
			[image: Untitled-1.png]
		

	
		
			[image: ]

			Infantile Haemangioma with Neonatal Systemic 
Lupus Erythematosus, Rare Combination, Case 
Report and Review of Literature. Experience from king Abdulaziz Medical City, Riyadh Saudi Arabia

			Hayat Ibrahim Aljutaily*

			Assistant professor of pediatrics, college of Medicine and health Sciences, Al Qassim University, Saudi Arabia

			Submission: December 23, 2018; Published: January 16, 2019

			*Corresponding author: Hayat Ibrahim Aljutaily, Assistant professor of pediatrics, college of Medicine and health Sciences in Unizah (Al Qassim University), Saudi Arabia

		

		
			Abstract

			Combination of Infantile haemangioma, multiple cardiac anomalies, congenital heart block secondary to maternal systemic lupus erythematosus is a rare event. Herewith, we present 30 weeks neonate women known case of systemic lupus erythematosus for five years. He delivered by emergency cesarean section when he developed severe bradycardia due to heart block diagnosed intrauterine as complication of long-term use of dexamethasone and developed infantile haemangioma. Multidisciplinary team was formed for the management of the cases, including cardiologist, dermatologist and neonatologist. From the cardiac side propranolol contraindicated in presence of complete heart block so the plan to wait for pacemaker insertion then to start medication. Once pacemaker inserted the propranolol was started and the lesion was started to decrease inside with no ulceration.
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			Introduction

			Systemic lupus erythematosus (SLE) is a multisystem and complex disease. It has been established that SLE may increase pregnancy complications [1], and remains a disease associated with significant fetal and maternal complications [2-4].

			Infantile haemangioma (IH) has been reported in 3-10% of all new born as the most common vascular tumor in infancy [5,6]. Risk factors reported with IH are female sex, Caucasian race, prematurity, family history of IH and multiparous [5,7].

			The usual clinical course includes an initial engorgement followed by regression and it usually regresses spontaneously and so should be kept under close observation and active intervention is performed only if the lesion is very extensive [8]. Treatment modalities include topical [9] and oral beta blockers, [10-13] local and oral steroids, [14,15] surgical excision, immunotherapy, [16] and embolization [17]. Corticosteroids represent the treatment of choice in cases of reactivation of SLE during pregnancy and can be used as prednisone or prednisolone. These compounds are inactivated by the enzyme 11-β- hydroxysteroid dehydrogenase 2 and reduce fetal exposure to approximately 10% of maternal 

dosage [18]. Therefore, the use of these drugs does not replace the use of betamethasone or dexamethasone when they are indicated for fetal lung maturation.

			These autoantibodies may damage the developing tissue and increase the risk of bearing infants with neonatal lupus erythematosus (NLE). Neonatal lupus syndromes refer to a clinical spectrum of cutaneous, cardiac, and systemic abnormalities observed in newborn infants. The condition is rare, usually benign and self-limited, but may sometimes have serious consequences [19].

			Approximately 98% of affected infants have maternal transfer of autoantibodies. However, only 1-2% of mothers with these autoantibodies have neonates with NLE, regardless of whether the mothers are symptomatic or not [20].

			 The diagnosis is usually made based on the clinical features and the demonstration of neonatal lupus associated antibodies in the serum of the mother or affected infant. The most common clinical manifestations of NLE are, in decreasing order of frequency, dermatologic, cardiac, and hepatic abnormalities. Some infants may also have hematologic, neurologic, or splenic abnormalities [20]. The most serious complication in the neonate is complete heart block (CHB), which occurs in approximately 2% of such pregnancies. CHB can be devastating for these babies: over 60% require a pacemaker (and recurrent changes as the child grows), 10% will develop cardiomyopathy late after birth despite pacemaker placement, and the 10-year mortality rate is 20-35% (20).

			Current standard of care in SLE pregnancy includes Doppler studies of uterine arteries and umbilical artery, which are helpful to assess placental function and to exclude the occurrence of complications such as PE and fetal distress [21]. Uterine Doppler studies are useful as screening test for PE and the 24th week is the best moment for the evaluation. Abnormal uterine artery Doppler studies have been identified in patients with SLE with posterior fetal loss, PE, IUGR, and preterm labour [22,23-24].

			Herewith, we report a case of SLE mother delivered preterm because severe bradycardia due to heart block as complication of SLE with accidental finding of infantile haemangioma.

			Case Report

			A 35 years old women known case of systemic lupus erythematosus (SLE) for 5 year and on regular dexamethasone. She is para 2, her first pregnancy ended cesarean section due to failure to progress. Concerned pregnancy was preterm, 30 weeks delivered by emergency CS because he developed severe bradycardia due to heart block diagnosed intrauterine.

			When she noticed decrease fetal movement, an ultrasonography revealed single viable foetus with heart rate of 50/min. Apgar score was 8 in first min, 9 in 5th min. 9 in 10th min with birth weight 1.3kg.

			 Baby intubated and management of respiratory distress syndrome and sepsis and along with doubtamine dobutamine injection as inotropic support in the short-term treatment of cardiac decompensation and isoproterenol for the treatment of bradycardia.

			Imaging study with echocardiography showed multiple cardiac anomalies; congenital heart block secondary to maternal SLE, moderate atrial septal defect (ASD) secondum, large patent ductus arteriosus (PDA) and mildly dilated ascending aortic route. Good left ventricular systolic function was reported.

			Two days later the patient was seen by cardiologist who advised to monitor the vital signs till the patients off of inotropes and ventilation and recovered from RDS. At that time heart rate still 50-60/min average reaching 40/min with maintain blood pressure (BP). The discussion started with cardiology team about pacemaker insertion waiting for baby stabilization and to be weaned off HFOMV.

			At age of 16 days the baby developed solitary well defined erythematous plaque over the lower half of the right ear extended to the neck measured abound 4x2.5cm, no ulcer or bleeding noted and considered as infantile haemangioma.

			Multidisciplinary team was formed for the management of the cases, including cardiologist, dermatologist and neonatologist. From the cardiac side propranolol contraindicated in presence of complete heart block so the plan to wait for pacemaker insertion then to start medication. During follow up from dermatology they labelled the lesion rapidly growing infantile haemangioma and likely to get larger and larger diagnosed as right parotid haemangioma. Neck ultrasound findings related to infantile parotid haemangioma (measuring 3*1.2*2.7). (Figure 1&2).
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			The multidisciplinary team debated on the best option for treatment. Likely to enlarged and he will benefit from propranolol. Other medication options for this lesion are high dose steroid but the baby is premature and admitted to R/O sepsis and there is other side effect of steroids infection, growth retardation. And 3rd line is Vincrestin. But the dermatologist keeps asking and insisting for propranolol as the best and safest option for our patient and they advise the

			 Pacemaker to be installed as soon as possible so we can start it to prevent complications such as airway obstruction, ulceration and bleeding.

			And they are following the lesion and picture, measurement was taken frequently the size of the lesion increasing, now it is obstructing ear canal and pushing ear lobe outwards with possibility of obstructing the air canal. Because of complex situation neonatologist decide to state high dose steroid and decrease it gradually when pacemaker inserted. Then pacemaker was inserted patient started trial of atenolol for one week and later changed to propranolol 2mg/kg/day. Neck US repeated showed a well-defined soft tissue mass with internal vascularity that is measuring 2.7x1.6cm (previously 2.9x1.6cm) arterial and venous wave form likely representing haemangioma. The patient remained for 45 days in propranolol and discharged home with same dose of medication for one year and with follow up with dermatology, cardiology and neonatology department.

			Discussion

			Infantile haemangioma is a rare presentation that requires coordinated multidisciplinary intervention, and this was crucial to achieve a successful outcome. This case was managed in a tertiary specialist paediatric centres in order to have optimal care. Through all the management process was based on team of multidisciplinary with variety of essential specialty consultation.

			This condition has been described in this case with preterm and parous woman. This what typically noted in the literature which indicated that it is high incidence of preterm delivery. It can be spontaneous, usually related to premature rupture of membranes, or iatrogenic as an option to protect the health of the mother and/or the fetus, like in cases of PE or fetal distress [19]. In addition, SLE pregnancies are considered high risk condition and recent studies reinforce the importance of planning the pregnancy.

			The diagnosis of neonatal heart block due SLE was well established with approach well recognized and appreciated from all the team member. In the literature that the most serious complication in the neonate is complete heart block where the pacemaker is required in more than 60% and unfortunately

			 About 10% intend to develop cardiomyopathy late after birth despite pacemaker placement [20]. Initially assessment of our case showed rapidly progressing INH. With multiple risks of ulceration, bleeding and compression air way. Due to possibilities of such risk debate with the multidisciplinary team was started to answer the question did we start propranolol in spite of heart block as it’s the only available management of haemangioma. The cardiology view never to start propranolol till to insert pacemaker. Neonatology view until to resolve the sepsis and preparation well for pacemaker. Once pacemaker inserted the propranolol was started and the lesion was started to decrease inside with no ulceration (Figure 3&4). Discharged home on the propranolol for one year before that he was on high dose of steroid.
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			The unique is how to deal with heart block with INH and to deal with such challenge. We successes to achieve satisfactory outcome for this case because multidisciplinary approach. The stronger point is that to start propranolol after pacemaker with good preparation and treatment of sepsis, with less tendency to interfere surgically. From this experience we recommend to good multidisciplinary approach with evidence-based intervention for such cases.
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Figure 3&4: Infantile haemangioma pre and post treatment
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Figure 1&2: Neck ultra:
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