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Abstract

Cleft lip and cleft palate are openings or splits in the upper lip, the roof of the mouth (palate) or both. Cleft lip
and cleft palate result when facial structures that are developing in an unborn baby don't close completely. Cleft
lip and cleft palate are among the most common birth defects. They most commonly occur as isolated birth
defects. The main reasons of cleft in infants may be either environmental (such as smoking, alcohol, poor
nutrition) or but are also associated with many inherited genetic conditions or syndromes, genetic factors.
Having a baby born with a cleft can be upsetting, but cleft lip and cleft palate can be corrected. In most babies,
a series of surgeries can restore normal function and achieve a more normal appearance with minimal
scarring. A number of specialists involves in treatment of cleft and decides the best treatment plan depending on
the site of defect and age of the infant. In this case of cleft lip and cleft palate is rare due to complications that
occurred as a result of milk aspiration, which led to a lack of oxygen that resulted in hypoxic ischemic
encephalopathy, convulsions, disseminated intravascular coagulopathy, and multisystem organ failures.
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. Introduction
Clefts of the lip and/or palate (CLP) are currently the most common craniofacial birth defects that arise
as a result of failure of facial embryonic processes to fuse .These congenital growth diseases can be isolated or
associated with other anomalies or part of recognized syndromes. The majority of these orofacial clefts are non-
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syndromic (' 1). In general, the types of orofacial clefts are classified into a cleft lip either with or without a cleft
palate or a cleft palate only. CLP etiology, which involves both genetic and environmental factors, is highly
complex; its molecular basis remains largely unknown. Epidemiological studies on different populations have
revealed marked geographical and ethnic differences with the prevalence of disease which is ranging from 1:500
t01:2500 live births Disease has a major impact especially on the affected individual, their families and society
that needs long rehabilitation between birth and adulthood. The effects on an individual’s speech, hearing,
appearance, social integration and psychology can lead to long-lasting adverse outcomes for health and
wellbeing. Early referral to a craniofacial clinic is needed to ensure the best outcomes for these children. Most
individuals with CLP require the coordinated care of providers (multidisciplinary care) in many fields of
medicine and dentistry. Depending on the location and severity of the cleft, subsequent cosmetic operations may
be necessary. Treatment of CLP anomalies is still challenging, costly, lengthy and requires years of specialized
care (2).

Case presentation

A.W 13 day old male neonate full term born in a hospital to a primary gravida 24y old healthy mother
and 26 y old healthy father with positive consanguinity. Admitted to hospital due to milk aspiration. He is a
known case with history of admission to our nursery soon after birth due to Clift lip and palate where screening
was done for other anomalies birth and abdomen U/S was normal. The family was reassured about the good
prognosis and was discharged to home after the family learned how to deal with their baby feeding with special
nipple and the need for surgical repair later.

According to the family he was relatively well until few hours before presented after his father fed
him with a special nipple , he suddenly develop to blush discoloration of the skin for which the family rushed
to KO hospital , where ABC was done , intubated immediately received shock therapy ,D10 , NaHco3, and put
under strict management care.

On arrival to our nursery he was in extremely critical general condition, intubated on ambo-bag,
completely flaccid, unconscious .He was immediately connected to M.V. and received another shock therapy,
D10 and NaHco3.

During examination he developed abnormal movement myoclonic in rather in lower limp and upper
limp improve after he was given phenobarbital loading dose.

After stabilization. V/S HR 150 bpm, RR 45, temp. 37c, O2 SAT 100%, BP 78/48. Anthropometric
Wit. 2.8 Kg, L.t 48 cm, HC 32 cm.

Examination

* Chest/ on M.V equal air entry bilateral, no add sound. , no signs of air leak accepted expansion.

. Heart/ normal S1, S2, no murmur hypo profusion, CRT > 35 cc and palpable femoral bilateral but
week.

. Abdomen/ soft, lax, no organomegaly, normal genitalia, bloody stool.

. CNS/ un conscious, encephalopathy , flaccid, not responding to painful stimulation , hypotonia
convulsion controlled with phenobarbital . AF open ,flat not pulging

. Pupil/ miosis reactive to light.

Investigation
- CBC, PT,and PTT
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- Chemistry
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Neonate was admitted to our nursery for 10 day during which his course was remarkable for MSOF, DIC.
Respiratory frailer for which he was connected to M.V. for 5 days, extubated successfully and was kept on nasal
oxygen. Circulatory failure for which he received dopamine and hydrocortisone.

Encephalopathy and convulsion controlled with phenobarbital.

Anemia, Coagulopathy and thrombocytopenia "DIC" received FFP, Vit K, PLT and PRBCs.

Sepsis received Ampicillin, Cefotaxime, Amikacin and Metronidazole for the first 3 days but as there was no
proper response to Ampicillin.
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And over the last few days of admission his condition improved gradually, he was weaned from oxygen,
inotropes stopped and his condition level improved and tolerated feeding by nasogastric tube. He was discharge
to home with family instruction and follow up in outpatient clinic (3,4).

Pathophysiology

Cleft lip:

* Caused by incomplete fusion of the nasomedial or inter maxillary process during the 2nd month of embryonic
development.

* Cleft causes structures of mouth and face to develop without the normal restraints of encircling lip muscles.

» May affect external nose, nasal cartilages, nasal septum, and alveolar processes also.

* Usually just beneath the center of one nostril.

* Can occur bilaterally, symmetrically or asymmetrically.

* More complete the cleft lip, the greater the chance that teeth in the line of the cleft will be missing or
malformed.

» Complete cleft = entire thickness of the lip.

* Incomplete cleft = only a portion of the lip is involved.

Cleft Palate:

« Often associated with cleft lip, but may occur without it.

« Fissure may affect only the uvula and soft palate (secondary palate, formed ~ 9 weeks), or may extend forward
to the nostril and involve the hard palate and the maxillary alveolar ridge (primary palate, formed ~ 4-5 weeks).
* Complete= involves the primary and secondary palate.

* Incomplete= involves the secondary palate only.

« Unilateral = on one side the palatal process of the maxilla is fused with the nasal septum.

* Bilateral= not attached to the nasal septum, and the septum is visible through the cleft.

* Cleft occupies the midline posteriorly and can go as far forward as the alveolar process. Clefts involving the
palate only are usually midline.

* Some cases, the vomer and nasal septum are partly or completely undeveloped.

» When these facial bones are involved, the nasal cavity and the oral cavity are open to each other (5,6).

_Upper lip

Hard [ Pimary Premaxilla

palate| palate
+~ Incisive
So.;-.;inl\dnry | foramen
. palate
Soft
p;l|'.1lc

~ "~
Uvula

(c)

Etiology

The etiology of CLP is complex but it's thought to be involving interactions of numerous genetic, environmental
and prenatal factors. Although the exact cause of CLP is largely unknown, current published evidence shows
that there are numerous risk factors that are involved in etiology (7).

Researches indicate that the genes a child inherits from their parents occasionally make them more susceptible
to developing a CLP Compelling evidences suggest that genetic variants play a substantial role in the
development of CLP.
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Evidence also shows that the risk of oral clefts among first degree relatives of cases is much higher than that in
the general population.

Risk factors such as maternal smoking, maternal age alcohol consumption, gender, medicinal drugs, viral
infection and exposure to teratogens during early pregnancy have previously been investigated (8).

Prevalence

The overall prevalence of OFC is estimated to be approximately 1 in 700 live births, accounting for
nearly one half of all craniofacial anomalies. As reported by the World Health Organization (WHO), the
prevalence at birth of OFC varies worldwide, ranging 3.4-22.9 per 10,000 births for CL/P, and 1.3-25.3 per
10,000 births for CPO. The incidence of CL/P and CPO can vary greatly between studies. The inclusion criteria,
case definition, data sources, and selection bias contribute to the varying incidence estimates. Even though there
are many different variables regarding the inclusion or exclusion criteria of in studies, the majority report a
higher incidence of CL/P compared to CPO(9) .

Prevalence has been found to vary based on ancestry, with the highest incidence rates observed
amongst Asian populations (0.82—-4.04 per 1000 live births), intermediate rates amongst Caucasians (0.9-2.69
per 1000 live births), and the lowest rates amongst African populations (0.18-1.67 per 1000 live births) .
Prevalence has also been found to vary further by subgroup, for example, with one study reporting lower rates
of OFC amongst Far East Asians compared to Filipinos (10).

Gender ratio

Prevalence of OFC additionally varies according to gender and cleft pattern. Male predominance has
been consistently identified in CLP, with a male/female sex ratio of 1.81 (Cl 95%: 1.75-1.86). For CP, the
opposite has been shown, with a reported sex ratio of 0.93 (Cl 95%: 0.89-0.96) ; however, this may be due in
part to sampling bias, as one Danish study could not find a significant predominance of females in individuals
with CP after combining both surgically treated and no surgically treated cases(11).

Complications

Children with cleft lip with or without cleft palate face a variety of challenges, depending on the type and
severity of the cleft.

- Difficulty feeding: One of the most immediate concerns after birth is feeding. While most babies with
cleft lip can breast-feed, a cleft palate may make sucking difficult.

- Ear infections and hearing loss: Babies with cleft palate are especially at risk of developing middle ear
fluid and hearing loss.

- Dental problems: If the cleft extends through the upper gum, tooth development may be affected.

- Speech difficulties: Because the palate is used in forming sounds, the development of normal speech
can be affected by a cleft palate, Speech may sound too nasal challenges of coping with a medical condition.

- Children with clefts may face social, emotional and behavioral problems due to differences in
appearance and the stress of intensive medical care (12).

Treatment and management

A cleft lip may require 1 or 2 surgeries, depending on the extent (complete or incomplete) and width (narrow or
wide) of the cleft. The first surgery is usually performed by the time a baby is 3 months old.

Several techniques can improve the outcomes of cleft lip and palate repairs when used appropriately before
surgery. They are non-invasive and dramatically change the shape of the baby’s lip, nose and mouth:

A lip-taping regimen can narrow the gap in the child’s cleft lip.

A nasal elevator is used to help form the correct shape of the baby’s nose.

A nasal-alveolar molding (NAM) device may be used to help mold the lip tissues into a more favorable position
in preparation for the lip repair.

The first surgery, to close the lip, usually occurs when the baby is between 3 and 6 months old. The second
surgery, if necessary, is usually done when the child is 6 months old.

Repair of a cleft palate is performed at 12 months and creates a working palate and reduces the chances that
fluid will develop in the middle ears. To prevent fluid buildup in the middle ear, children with cleft palate
usually need special tubes placed in the eardrums to aid fluid drainage, and their hearing needs to be checked
once a year. This is often done at the time of palate repair.

About 30-40 percent of children with a cleft palate need further surgeries to help improve their speech. Speech
is usually assessed between ages 4 and 5. Often a nasopharyngeal scope is performed to check the movement of
the palate and throat.

A decision is then made, together with the speech pathologist, if surgery is needed to improve the speech. This
surgery is usually performed around age 5.
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Children with a cleft involving the gum line may also need a bone graft when they are about 6-10 years old to
fill in the upper gum line so that it can support permanent teeth and stabilize the upper jaw. Once the permanent
teeth grow in, a child will often need braces to straighten the teeth and a palate expander to widen the palate.
Additional surgeries may be performed to improve the appearance of the lip and nose, close openings between
the mouth and nose, help breathing, and stabilize and straighten the jaw (13.14).

Psychosocial Counselling needed for this case:

Various psychosocial and cultural factors contribute in the development of psychosocial issues among
individuals with any form of facial anomaly in general.

This case is considered one of the cases that require psychological and social intervention in addition to
the biological therapeutic intervention; because it is related to the acceptance of the shape of the child and the
family. The search for psychological support that helps the family to overcome that state, as there is no absolute
cause for the condition and therefore psychological support forms an important basis in the treatment phase. So
that the surgical procedures are accepted later without rejection and bear the consequences of the matter.

Researches shown that attractive children are seen by others as brighter, having more positive social
behavior and receive more positive treatment than their less attractive counterparts. Self-perception plays a
pivotal role in influencing an individual's self-esteem and psychological adjustment affected by cleft lip and
palate anomaly. Additionally, parental influence also shapes ones psychosocial perception. The attitudes,
expectations and degree of support shown by parents can influence a child's perception of their cleft impairment.
Parents of children with clefts may be more tolerant of misbehavior in their child and are more likely to spoil
their child by being overprotective. Additionally, peer interaction also plays an important role in maintaining
psychosocial limitations. Many children with cleft lip and palate may have a less attractive facial appearance or
speech than their peers. A high incidence of teasing over facial appearance is reported among those with cleft lip
and palate (15).

Social stigma and cleft disorders

A social stigma is created within an individual when he/she is negatively discriminated by labeling
him/her different from normal. An individual's thoughts, feelings and behavior related to their physical
appearance makes their body image attitudes. A negative response from outsiders, actual or perceived, may
adversely affect self-image.  Also physical attractiveness plays an important role in the development and
maintenance of self-beliefs. Research indicates that preference for attractive individuals subsequently influences
self-esteem, social competence, and future ratings of attractiveness. Moreover, being physically attractive
appears to be an advantageous trait regardless of age. Physical attractiveness has shown to play a significant role
in social set ups like developing relationships during various stages of life, school, courtships, work etc. Social
acceptance often depends on one's physical look. These associations between physical beauty and social
acceptability indicate the difficulties for cleft lip and palate affected individuals (16).
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Prevention
- Primary prevention: Orofacial clefts appear to have substantial environmental causes; the potential for
their occurrence thus seems considerable. The pattern of occurrence of orofacial clefts is different from that of
neural tube defects so their causes may also be different (17).

Maternal tobacco use has been consistently associated with a modest o elevation in risk of orofacial clefts but
the attributable risk may be of public health importance. Moreover tobacco use is rapidly increasing among
women, especially in technologically developing countries, and many women are exposed to passive smoking in
the home and workplace.

Maternal alcohol use, well known as a cause of the fetal alcohol syndrome, has also been associated
with risk of isolated orofacial clefts in some, but not all, studies. The type and context of alcohol consumption
differs considerably across populations and more consistent methods are needed for the assessment of maternal
alcohol intake. The possible increased risk of orofacial clefts and other CFA related to the common exposures of
smoking and alcohol use during pregnancy is a message that should be incorporated into health promotion
programs for women of reproductive age. 103 Global strategies to reduce the health-care burden of craniofacial
anomalies (18). Maternal nutritional factors have been associated with the risk for s orofacial clefts in human
population studies, although strong evidence of a causal relationship is still lacking. The most promising
candidate nutrients include folic acid and pyridoxine (vitamin B-6) and some evidence also exists of possible
roles for riboflavin (vitamin B-2) and vitamin A (19) .

Il.  Conclusion
The management of cleft lip & palate is necessary at correct time. If delayed in the treatment there may be
possibility to developed abnormalities and complications.
So to prevent some problems like speech problem facial asymmetry, feeding problem & infection to nasal cavity
& unaesthetic appearance. And in the other side psychosocial intervention for family members especially caring

mother considered necessary aspect when treating the case.
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