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ABSTRACT

Amniotic band sequencerefersto ahighly variable spectrum of congenital
anomalies that occur in association with amniotic bands. The
pathogenesi sof amniotic band syndromeis not firmly established. Clinical
features are variable and includeamniotic band adhesion, placental adhe-
sions, craniofacial clefting, amputation, ring constriction, thoraco-
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abdominoschisisand internal malformations. We report anewborn presented
at birth with multiple constriction rings, partial amputation, syndactyly,
cleft palate, malformed nose and bilateral micro-opthalmia. Thesefindings

were suggestive of amniotic band disruption complex.
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INTRODUCTION

Amniotic band sequenceiswell-known. In new-
borns, it has been estimated to occur 1in 1300-2000
birthg?. It affects both sexesequally. Thereisvariable
spectrum of congenital anomaliesthat with amniotic
bandg?. Thereisheterogeneity inclinical manifesta-
tions, etiology, pathogenes's, and recurrencerisk. It was
also known asamniotic band sequence, amniotic band
syndrome, amniotic band disruption complex, limb body
wall complex, body wall complex with limb defects,
amniotic deformity, adhesion, and mutilation (ADAM)
sequence.

CASE REPORT

A malenewborn baby born to anon-consanguine-
ous couplewith emergency lower segment caesarian

section. Child wassecondin birth order. Thefirst baby
wasa3year old maechild diveand healthy. Mother
was an unbooked case but she had attended ahealth
carefacility locally once. Shetook ironandfolicacid
post concetionally. She hasno history of teratogenic
drug intake, radiation exposure andfever with rash.
Quickeningwasstarted a 5 monthsof pregnancy. Level
1 USG was missed. USG just before delivery found
multiplecongenitd anomdies.

Baby criedimmediately but developed severeres-
piratory distress soon after birth and needed mechani-
cal ventilation. On examination the baby had multiple
congtrictionringsat legandfingers[Figurel]. Thefin-
gersof upper and lower [imbswere partially amputed
and fused [Figure 2,3]. The baby had sub mucosa cleft
palate. Thereweremaformed nares, tip and septum of
nose[Figured]. Thebaby had bilaterd micro-opthamia
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Figurel Figure2

Figure3 Figure4

[Figure 4]. The majority number of casesthosesur-  disruptioncomplex.
vived hasconstriction ringsof variableseverity, other-
wise normal mental development and no obvious DISCUSSION

smorphism. But therewerefew casereports, those - :
d P eports, Amniotic band sequenceisnot much uncommon

hgve_m entioned th_e.other fecturesalso. Sotlje(_jiagno and refersto avariable spectrum of congenital anoma-
siswiththese additional featureswasamnioticband  |jo5 |tiscalled asequence because the pattern of con-
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genital anomaliesresultsfrom asingledefect that can
be produced by avariety of different etiologies. In con-
trast, a syndrome refers to a pattern of congenital
anomaliesthat areknown, or at |east assumed, to result
fromonly asingleetiology. The pathogenesis of both
amnioticbandsand ABSarenot well established. There
weretwo different theories. Accordingtoextring ctheory,
amniotic band syndrome occurswhen theinner layer
(amnion) of theamniotic sac ruptures, exposing thefe-
tusto strands of fibroustissue. These bands of tissue
can disrupt the normal devel opment of an embryo or
fetudd. The symptomsdepend on the part of the body
and how tightly it haswrapped by fibrousbands. If the
amniotic bandsarestill partidly attached to theamni-
otic sac, they may wrap around afetal body part and
tether (anchor) that body part to theamniotic sac. This
can restrict movement and proper development of an
embryo or fetus. Theextrinsic theory failsto explain
why thereisanintact amniotic sacin someinfantswith
amniotic band syndrome; why there areahigh number
of maformationsaffectinginterna organsin somecases,
and why someinfants have defects of partsof thebody
not affected by congtriction bands. Theintrinsctheory
attributesthe devel opment of amniotic band syndrome
to vascular disruption’. Theexact, underlying causeof
vascular disruptionisnot known. In areas of poor blood
flow injury occursto theblood vessd wallsof thefetus.
Thisleadsto bleeding and tissue lossin the affected
areas, whichinturnresultsinthevaried symptomsas-
sociated with the disorder.

The symptoms arevariabl e associated with amni-
otic band syndrome. The most severe complications
occur when amniotic band syndromedevelopsearly in
thefirst trimester. Severd different patternshave been
identified with amniotic band syndrome. Thethreemost
common patternsarethelimb-body wall complex, cran-
iofacia abnormalitiesand neurd tube defectscomplex.

Most infants with amniotic band syndrome have
somedeformity of thearmsand legsor fingersand toes.
Upper limbsare affected more commonly than lower
limbs. Certain fingersor toesmay have partia or total
amputation and syndactyly. The constriction bandscan
cause depressions or grooves but do not enough to
damagethelimb or digit. Therefore, despitethe pres-
ence of thisband or ring of tissue, thedistal portion of
thelimbor digit retainsitsnorma sizeand function. In
some cases, strands of tissue are attached to the ends

of thefingers.

Inlimb body wall complex affected infants have
defects of theabdominal wall that occur in association
with defects of the arms and legs and other
abnormaditi€®. Infantsusudly have protrusion of apor-
tion of the brainthrough the skull defect (encephal o-
cele), facial clefts, protrusion of theviscera(internal
organsabdomina or chest cavities) throughafissurein
theabdomina wall (abdominoschiss) or thechest wall
(thoracoschisis), and avariety of defectsaffectingthe
armsand|egs. Additiona abnormalitiescanoccurin
infantswith limb body wall complex. Amniotic band
syndromeinvolvescraniofacia abnormalitiessuch as
cleft palate, cleft lip, facia clefts, micro-ophthalmia,
choanal atresiaand malformationsof the skull. Inse-
vere cases, neura tube defects such as anencephaly
may occur. Craniofacia abnormalitiesand neura tube
defects occur along with serious complications of the
armsandlegscaledterminal transverselimb deficien-
cies. Insuch cases, affected infantsmay bemissing a
portionor al of alimb, ranging from onefinger or toeto
anentirearmor leg.

Amniotic band syndromeisoften difficult to detect
beforebirth astheindividua strandsaresmall and hard
to see on ultrasound. Often the bands are detected in-
directly becauseof the congtrictionsand swelling upon
limbs, digits, etc. Misdiagnosisisasocommon, soif
thereareany signsof amniotic bands, further detailed
ultrasound tests should be doneto assessthe severity.
3D ultrasound and MRI can be used for moredetailed
and accurate diagnosisof bandsand theresulting dam-
age/danger tothefetus.

TreatmentInrarecases, if diagnosed in utero, fetal
surgery may be considered to savealimbwhichisin
danger of amputation or other deformity. Thistypically
would not beattempted if neither vital organsnor the
umbilical cord were affected. Thisoperation hasbeen
successfully performed on fetuses as young as 22
weeks.

Treatment usua ly occursefter birth and whereplas-
ticand reconstructive surgery isconsidered to treat the
resulting deformity™®. Physical and occupationa therapy
may be needed long term.

Prosthetics may help someABS suffererstolive
morefunctional lives. The prognosis dependson the
location and severity of the constricting bands.

PreventionAmniotic band syndromeisconsidered
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an accidental event and it does not appear to be ge-
netic or hereditary, sothelikelihood of it occurringin
another pregnancy isremote.
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