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LEARNING OBJECTIVES:

m At the end of lecture student should be able to
mDefine anaemia

mDescribe clinical features of thalassemia and sickle
cell anaemia

»Lab mvestigations of thalassemia and sickle cell
anaemia.
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Thalassemia

»Genetically determined disorder of Hb synthesis
with decreased production of either alpha or beta

polypeptide chains of Hb molecules, which results

from markedly decreases amounts of globin

messenger RNA.

\



Types

mPresence and absence of globin chain

»Alpha thalassemia

mBeta thalassemia ’I'in Molecule
#In heterozygous

mThalassemia minor

mThalassemia trait
m»In homozygous
mThalassemia major
»Homozygous f3 thal

helical shape of the
polypeptide molecule




Clinical Features

»S1blings are commonly affected

»QOccurs within the first two years of life.

»Y ellowish pallor of the skin

»Exhibits fever, malaise and generalized weakness.

»Splenomegaly and hepatomegaly




Thalassemia — X-ray features

»R1b within a rib appearance

»Skull- Extreme thickening of medulla and inner
and outer cortex become poorly defined.

m»Hair on end or crew cut appearance in parietal
bones

mIntraoral- peculiar trabecular pattern of maxilla
and mandible

mCoarsening of trabeculae and bluz
disappearance of some- salt and p




Sickle syndrome

mHereditary type

mCharacterized by production of structurally abnormal

H

»HDbA 1s genetically altered to produce substitution of

valine for glutamine at 6 position
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Clinical features

SICKLE CELL ANAEMIA L N ———
erepral inrarcis
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Cardiomegaly.

Anaemic and b . : Pulmonary infarcts
jaundiced Congestive |
heart failure/ - y Pneumonia

Large Splaen Cholelithiasis " (( Splenomegaly
and liver }
Splenic atrophy
Renal infarcts (autosplenectomy)
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Hematuria =

Bone pain

Infarcts of the

extremities
Bone marrow
hyperplasia
Swiollen tender hands and feet
thand foot syndrome) Aseptic bone
MICROSCOPE VIEW OF necrosis Vaso-occlusion
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R Osteomyelitis Ulcer
Few children /
show all these
signs ry

Denn.



Sickle syndrome - oral
manifestations

»S1gnificant bone changes in the dental radiograph.
»Mild to severe generalized osteoporosis

mLoss of trabeculation of jaw bones with the

appearance of large, irregular marrow spaces.

mProminent 1in alveolar bone.

\



Erythroblastosis Fetalis

»Congenital hemolytic anemia due to Rh
incompatibility results from the destruction of fetal
blood brought about by reaction between maternal

and fetal blood factors.

m]t 1s due to the inheritance by the fetus of a blood
factor from the father that acts as a foreign antigen to

the mother.




Maternal circulation
Maternal Rh-negative red blood cell

h negative

blood cell
Fetal Rh-positive red blood cell
RH positive ia enters maternal circulation
blood cell . /F ;
! J —Fetal Rh-positive
' red blood cell __ Maternal
circulation

Maternal
anti-Rh
antibodies
cross the
placenta

Maternal circulation

Maternal
Rh-negative red
blood cell

Anti-Rh " Agglutination of fetal
antibodies Rh-positive red blood
cells leads to HDN

PATHOGENESIS OF ERYTHROBLASTOSIS FETALIS




Oral Manifestation

mDeposition of blood pigment in enamel and dentin

in developing teeth, giving them green, brown or
blue hue.

»Enamel hypoplasia-usually involves incisal edges
of ant. Teeth and middle portion of deciduous
cuspid and 1st molar crown.

mCharacteristic ring like defect occurs
Rh Hump
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SUMMARY:

»Types of Anemia -Thalassemia, Sickle cell
#»(Clinical features

»Lab mvestigations
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