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OLGU SUNUMU / CASE REPORT
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GiRis

Pierre Robin Sendromu (PRS) 1923 yi-
linda Pierre Robin tarafindan tanimlan-
mustir (1). Prenatal hayatta cesitli neden-
lerle amnion sivisinin azalmasi ve bu
azalmaya bagli olarak, fotiustin kafasini
gogsiine sikica yaslamasi sonucu alt cene
gelisiminin engellendigi ve bu sendromun
ortaya ciktigi belirtilmektedir. Gelisimi
engellenen alt cene nedeniyle sag ve sol
damak raflar arasinda konumlanan dil
normal translokasyonunu gerceklestire-
medigi icin damak raflarinin normal bi-
¢imde kaynasmasina engel olur (2).

Anomali 3 temel kismindan olusmakta-
dir: sekonder damak yarigi, mandibular
retrognati ve/veya mikrognati, dilin geriye
dismesi (glossopitozis). Sendrom baska
sendrom ve malformasyonlarla birlikte
olabilecegi gibi izole de olabilir (3).

Bu sendromun en 6nemli 6zelligi, dilin
geriye diismesine bagl olarak yeni dogan-

o

INTRODUCTION

Pierre Robin Syndrome (PRS) was des-
cribed by Pierre Robin at 1923 (1). It has
been reported that amniotic fluid volume
may decrease for some reasons during the
prenatal life, and this event causes the he-
ad to flex tightly against the chest, preven-
ting the mandible from growing forward
normally. Because the restriction on man-
dibular development and displacement
forces the developing tongue upward and
prevents normal closure of the palatal
shelves (2).

The anomaly consists of 3 main com-
ponents: secondary cleft palate, mandibu-
lar micrognathia and/or retrognathia and
glossoptosis. This syndrome may occur as
an isolated defect, as a part of a recogni-
zed syndrome, or as a part of a complex
of multiple congenital anomalies (3).

The major characteristic of this syndro-
me is the mortality risk of newborns by
asphyxia resulting from oro-pharyngeal
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Modifiye Beslenme Plagi
Modified Feeding Plate

da solunumun engellenmesi ve bebegin asfik-
siden kaybedilmesidir. Hastalardaki mortalite
orani %30 olarak belirtilmistir (4). Ayrica bes-
lenme bozuklugu da bir diger problemdir (3).

PRS’lu hastalara daha hayatin ilk gtinlerin-
de mudahale edilmeli, beslenmenin ve daha
da onemlisi solunumun rahat bir sekilde ger-
ceklestirilmesi saglanmalidir. Beslenme icin
yeterince emme basinci olusturulamadigi ve
alt cene ¢ok geride oldugu igin anne memesi
ememeyen bebekler 6zel biberonlarla bes-
lenmektedir. Ayrica pasif beslenme plaklari,
nazogastrik sonda ve gastrostomi diger yon-
temler arasindadir (3,5,6).

Solunumun rahatca saglanmasi yani st
solunum yolundaki obstriiksiyonun ortadan
kaldirilmast icin, hastanin 6zel besiklerde yii-
ziikoyun yatirilmasi (prone pozisyonu) veya
stirekli pozitif havayolu basinci (Continuous
Positive Airway Pressure, CPAP) gibi yontem-
ler uygulanabilmektedir. Ancak hastadaki
CO2 seviyesi yiiksekse, dilin dudaga dikilme-
si (glossopexy), trakeostomy, endotrakeal en-
tibasyon, mandibular distraksiyon gibi cerra-
hi yontemler de onerilebilmektedir (3,5,6).

Bununla birlikte, hayatin ilk gtinlerinde uy-
gulanacak bu tip cerrahi yontemler bebek ve
aile icin oldukca travmatik olarak algilanabil-
mektedir. Uzun donem c¢alismalar PRSlu bi-
reylerde retrognatik ytz profilinin diizelmesi
ve estetik ve ahenkli bir yliz gorintiminin el-
de edilebilmesi icin gerekli mandibular biyu-
me potansiyelinin mevcut oldugunu goster-
mistir (7). Bu yiizden, mandibulanin uzatilma-
st amactyla erken donemde agresif girisimler-
den kaginilmasi gerektigi belirtilmektedir (2).

Pierre Robin Sendrom’lu bireylerin solu-
numunun diizenlenmesinin yani sira beslen-
meyi de kolaylastiran cesitli ortodontik apa-
reyler mevcuttur. Velar uzantih plak (8) ve
Tubingen palatal plagi (9) gibi aygitlar dilin
onde konumlanmasini saglayarak solunum
yolunun acilmasini saglarlar. Ayni zamanda
beslenme plagi olarak da vazife gortrler.

Bu vaka raporunda sunulacak olan PRS'lu
bebek oldukca konservatif bir yontemle glos-
sopitozis icin tedavi edilmis ve bebek pala-
toplastiye hazirlanmistir.

OLGU SUNUMU
Hastanin Hikayesi ve Klinik Muayenesi

Universite klinigine dogdugu giin getirilen
50 cm. boy ve 3400 gr. agirliga sahip bebek
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obstruction. The mortality ratio has been re-
ported as 30 percent (4). Furthermore, nutriti-
on difficulty is another important problem of
these babies (3).

The treatment of PRS patients should be
started as soon as possible, and feeding and
especially respiration functions should be
restored. Because of retrognathic mandible
and deficiency of sucking pressure, these ba-
bies are not able to suck breast milk. There-
fore, they have to be fed with special feeding
bottles (3-6). In addition, passive nutrition
plates, nasogastric catheter and gastrostomy
tubes are among the other nutrition techni-
ques (3-6).

To improve the respiration by eliminating
airway obstruction, laying the babies in pro-
ne position or using continuous positive air-
way pressure (CPAP) are the applicable tech-
niques. If the CO2 saturation is higher, the
surgical techniques such as suturing the ton-
gue to the lip (glossopexy), tracheotomy, en-
dotracheal intubation or mandibular distrac-
tion can be applied (3-6).

These surgical techniques during the first
days of life, however, may be perceived as
traumatic for the newborns and parents. Long
term studies have shown that the babies with
PRS have adequate mandibular growth po-
tential in order to reduce the retrognathic fa-
cial profiles and to provide an aesthetic and
harmonic facial appearance (7). Therefore, it
has been recommended to avoid from heavy
surgical approaches to lengthen the mandib-
le during the early life (2).

There are a lot of orthodontic appliances
which facilitate both breathing and feeding.
Orthodontic appliances such as a palatal pla-
te with velar spur or Tubingen plate cause the
tongue to locate anteriorly, and eliminate air-
way obstruction. These plates also work as
nutrition plates.

In this case report, glossoptosis of a new-
born with PRS was treated with a conservati-
ve method and the patient was prepared to
palatoplasty.

CASE REPORT

Case History and Clinical Examination

A baby, 3400 g weight and 50 cm length,
was brought to our clinic on the day she was
born. The baby was the fourth child of the
parents and, there was no syndromic finding
and familial cleft lip and palate trait. In clini-

o
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Sekil 1. Tedavi
baslangicindaki cephe

gorinimii.

Figure 1. Frontal facial view

before treatment.

Sekil 2. Tedavi
baslangicindaki profil

gOrinimii.

Figure 2. Lateral facial view

before treatment.

Sekil 3. Tedavi
baslangicindaki agiz ici
goriiniimii. Dilin orofarinkste

yer aldigina dikkat ediniz.

Figure 3. Intraoral view
showing the tongue located in
oropharinx behind the palatal

shelves.
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hasta, ailenin 4. cocugu olarak diinyaya gel-
mis olup soy gecmisinde dudak- damak yari-
g1 veya herhangi bir sendrom hikayesi tespit
edilmemistir. Klinik muayenede yumusak da-
mak ve uvulayi ilgilendiren sekonder damak
yanigr gozlenmistir (Sekil 1-3).

cal examination, a cleft was observed in the
posterior region of palate (Figures 1-3).

Treatment Progress

At the beginning, a passive nutrition plate
was applied to the patient because no respi-
ratory problem or severe glossoptosis was ob-
served. In the control visit (3 weeks later), res-
piratory difficulty resulting from glossoptosis
was observed when the baby was laid supine
position, and thus it was decided to use the
plate designed by Oktay et al. (10)

Fabrication of the Appliance

An impression was taken from the palate
with a silicone based material at hospital
conditions. A fine study cast was created with
hard plaster, and the cleft area was filled with
wax. A wire extension of 18-20 mm was pre-
pared from 0.9-mm stainless steel orthodon-
tic wire. Retention bends were constructed at
the free ends of this wire extension. Acrylic
portion of the plate was prepared using typi-
cal methods, and the wire extension was pla-
ced into the acrylic material. To prevent the
wire extension from damaging soft tissues,
the end of the extension was covered with an
acrylic button. The acrylic plate was polyme-
rized under pressure and the laboratory pha-
se was completed. The wire extension was
adjusted in order to force the tongue to disp-
lace anteriorly (Figure 4). The rest adjust-
ments were done on the patient.

Clinical application

After the acrylic covered extension wire
came into contact with tongue base, the
amount of the bending was increased or dec-
reased according to the tongue movement.
After all adjustments were done correctly, the
tongue placed anteriorly (Figure 5), and the
baby could breathe easily and comfortably as
cited by Oktay et al (10). Furthermore, the
parents were thought how to insert and to re-
move the nutrition plate.

The baby was seen at four-week intervals
and when necessary the MFP was changed or
its wire extension was adjusted. When the pa-
tient was 8 months old, it was clinically obser-
ved that the tongue located in the oral cavity
and the respiratory difficulty improved even if
the nutrition plate was not worn. Because of
this result, the use of the appliance was dis-
continued and the baby was directed to the
oral surgeon for palatoplasty (Figure 6-8).
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Tedavi Seyri

Hasta klinige ilk getirildiginde belirgin bir
glossopitozis ve solunum guicligu dikkat ¢ek-
medigi icin pasif bir beslenme plagi uygulan-
mustir. Ug hafta sonra yapilan kontrolde, glos-
sopitozisin belirginlestigi ve hasta sirtisti yati-
rildiginda siyanoz gelistigi gozlenmistir. Bu se-
ansta hastanin solunumunu rahatlatmak igin
Oktay ve arkadaglarinin (10) gelistirdigi Modi-
fiye Beslenme Plagi (MBP) uygulanmistir.

Apareyin Hazirlanmasi

Hastadan, hastane ortaminda silikon esasli
olct maddesi ile tek asamada Ust ¢ene 6l¢tist
alinmistir. Sert algidan calisma modeli elde
edilerek yarik sahasinda gerekli mumlamalar
yapilmis ve 0,9 mm’lik paslanmaz celik telden
yaklasik 18-20 mm uzunlugunda bir uzanti
hazirlanmistir. Bu uzantinin akrilik govdeye
girecek kisminda retansiyon bukimleri yapil-
migtir. Tim damagi kaplayacak sekilde, orto-
akrilden bir beslenme plagi yapimina baslan-
mis ve bu esnada tel uzanti hazirlanmis olan
akrilik govde icine yerlestirilmistir. Uzantinin
plak diginda kalan serbest ucuna, yumusak
dokularda travma olusturmamasi igin akrilik
bir yastik eklenmistir. Hazirlanan plak basing-
[i tencerede polimerize edilmis ve laboratuar
islemleri tamamlandiktan sonra, plak tzerin-
deki uzantiya, dil kokine temas ederek dili
agiz kavitesinde yer almaya zorlayacak sekil-
de bir egim verilmistir (Sekil 4). Geri kalan
uyumlama hasta agzinda yapilmustir.

Klinik Uygulama

Uc kisimda akrilik yastik olan tel uzanti dil
koktine arkadan temas ettirilmis ve dil konu-
munda olusan etkiye gére egimin miktari azal-
tilmis veya artirilmistir. Tim bunlar saglandik-
tan sonra, Oktay ve arkadaslarinin da (10)
belirttigi gibi dilin 6nde konumlandigi ve has-
tanin rahat bir bicimde solunum yapabildigi
gozlenmistir (Sekil 5). Ayrica ebeveyn plagi
kullanma konusunda bilgilendirilmistir.

Hasta 4 haftalik aralar ile goriilmis ve ge-
rekli goruldigt durumlarda tel uzantinin ye-
niden uyumlandiriimasi yapilmis veya plak
yenilenmistir. Hasta 8 aylik oldugunda MBP
cikartildigi halde dilin geriye gitmedigi ve so-
lunum sikintisinin ortadan kalktg klinik ola-
rak gozlenmistir (Sekil 6-8).

Hasta palatoplasti operasyonu icin cerraha
yonlendirilmistir.

Turkish Journal of Orthodontics 2010;23:284-289

Sekil 4a. Tel uzantili modifiye

beslenme plag1.

Figure 4a. Modified nutrition

plate with the wire extension.

Sekil 4b.

Figure 4b.

Sekil 5. Modifiye beslenme
plaginin agiz igindeki

gorinimii.

Figure 5. Modified nutrition

plate within the mouth.

Sekil 6. Cerrahi 6ncesi cephe

gorinimdi.

Figure 6. Frontal facial view

before surgical operation.
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Sekil 7. Cerrahi 6ncesi profil

gOrinimii.

Figure 7. Lateral facial view

before surgical operation.

Sekil 8. Cerrahi 6ncesi ag1z igi

goriniimii. Dilin oral

kavitede konumlandigina

dikkat ediniz.

Figure 8. Intraoral view

showing the tongue located in

288

the oral cavity.

TARTISMA ve SONUC

Smith (11) Pierre Robin Sendromlu ¢ocuk-
larda dogumdan hemen sonra solunum prob-
lemi olmayabilecegini, ancak bunun havayo-
lu obstriiksiyonu olmayacagi anlamina gel-
medigini ve 6-8 hafta icerisinde gittikce agir-
lasan bir obstriiksiyon gelisebilecegini ifade
etmistir. Wilson ve arkadasglari (12) incelemis
olduklari Pierre Robin Sendromlu 10 bebegin
7'sinde (%70) havayolu obstriiksiyonunun
24-51 glinler arasinda ortaya ¢iktigini belirt-
mislerdir. Yazarlar hayatin ilk gtinlerinde sa-
dece klinik muayene ile yapilan tist havayolu
degerlendirmesinin yeterli olmayacagini ve
polisomnografi gibi objektif 6l¢timlerin yapil-
masi gerektigini vurgulamislardir. Bu makale-
de sunulan olguda da hem yeni dogan (inite-
sinde hem de klinigimizde herhangi bir solu-
num problemi gorilmemesi mikrognati ve
damak yang sikayeti ile klinigimize gelen
bebeklerde daha dikkatli olmamiz gerektigini
ortaya koymaktadir.

o

DISCUSSION and CONCLUSION

Smith (11) reported that there may be no
respiratory problem at birth in some babies
with PRS, but this does not mean that airway
obstruction and respiratory problem will not
occur during the ongoing days, and that the
respiratory problem may worsen within the 8
weeks. Wilson et al. (12) presented a Pierre
Robin sequence series of 10 infants, of whom
seven (%70) showed upper airway obstructi-
on between days 24 and 51. The authors
highlighted that clinical examination alone
cannot be adequate to reveal the severity of
upper airway obstruction and they recom-
mended close prospective respiratory moni-
toring, including polysomnography. The fact
that no upper airway obstruction was noted
by both neonatologist and orthodontist in the
early days of the presented infant remembers
us to pay more attention on the infants with
micrognathia and cleft palate.

MEP is a very effective appliance which
facilitates both breathing and feeding of the
babies having PRS. This treatment approach
is quite conservative and economical, and
preparation and usage of this appliance are
very easy.
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Modifiye Beslenme Plagi (MBP) PRS’lu has-
talarda hem beslenmeye yardimci olan hem

de

dil konumunu diizelterek hastanin rahat

solunum yapmasini saglayan bir apareydir. Bu
uygulama hasta icin oldukca konservatif olup
laboratuar ve klinik uygulamasi basit, ekono-
mik ve iyi sonug veren bir yontemdir.
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