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A Guide for the Haemoglobinopathy Nurse
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1- Erythrocytes 2- Carbonic anhydrase
3- White blood cellc
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3- Autosomal dominant 4- Autosomal recessive
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Genotypes and phenotypes associated with the HbS mutation

Sickle cell tram
(HbAS)

Sickle cell disease

(HLSS

Sickle cell disease
(HbSC)

Sickle cell disease
S/A° thalassemia)

Sickle cell disease
S/t thalassemia)

[ genotype
pAps

po/p

thalassemia

pEmpe
thalassemia

Hb electrophoresis Phenotype
HbS Approx. 409
HbA. Normal Clinically asymptomatic
Rast HhA
HbS Approx. B0-98%
HbF 0-20% Maost severe of the
HbA None genotypes
HbA, Normal
HbS S0% Less severe than HbSS
HbC S0% but retincpathy more
Minimal HbA,, common
HbA None
HhA. 4-6% As severe as HbSS
HbF 0-25%
Rest HbS
HbA Up 10 35%
HbA, 4-6% Mild to moderate
HbF 0-20% phenotype

Rest HbS (>50%)

1- Haemoglobin electrophoresis
3- High performance liquid chromatography (HPLC)

2- Isoelectric focusing

4- Capillary electrophoresis
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Abnormal, sickled, red blood cells

) Normal red blood cells (sickle cells)

Sickle colts
blocking
Bblood flow

Narmal
rad biood

- Cross-saction of sickle call

Sticky sickle cells

RBCs flow frealy
within blood vessel
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— High : 0.47
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% Cerebral infarcts
g Stroke

+
Mental retardation

Cardiomegal

<

)
Congestive
heart failure

Splenomegaly

Splenic atrophy
(autosplenectomy)

Hematuria

I# Infarcts of the

extremities
Bone marrow
hyperplasia

Aseptic bone

necrosis Vaso-occlusion

Osteomyelitis Ulcer
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“Hurts maore”

1- Whittington UK Hospital
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Complications of Sickle Cell Disease
Chronic Complications

Retinopathy

Obstructive skeep apnea
Anemia, leukocytosis op

Pulmonary hypertension
Indirect hyperbilirubinemia Cardiomegaly
Functional asplenia

Isosthenuria
Chronic renal failure

Avascular necrosis

Delayed puberty

Skin ulcers
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WHOQO'’s Pain Relief Ladder

Step 3

4

Step 2 Opioid for moderate-
‘ severe pain
Mepl Opioid for mild- + non-opioid
moderate pain + adjuvant
Non-opioid + non-opioid
+ adjuvant + adjuvant
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1- Entonox 2- Paracetamol 3- NSAIDs
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. . . Acetaminophen, non-steroidal anti-
3450 pk b (S inﬂgmmatory drugs

o adUhad  Codeine, hydrocodone, tramadol

. . Morphine, oxycodone,
S99 sl yuze hydrqmqrph%rl:a, fentanyl, methadone
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1- Diamorphine 2- Codeine phosphate 3- Dihydrocodeine
4- Morphine sulphate 5-Oramorph 6- Sevredol
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1- tramadol 2- oxycodone 3- fentanyl
4- Intravenous patient-controlled analgesia (PCA) 5- Nurse-controlled analgesia(NCA)
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AGE ~ APPROXIMATE
WEIGHT RANGE

under 3 months ~ Under 4.55 kg
3 1o 9 months 8.18-10.45kg
2o 3 years 109-159kg
4105 years 16,36 - 21.36 kg
610 8 years 218-268kg
9to 10 years 27.27-32.27kg
11 years 327-4318kg
12 years & over  43.64 kg & over

A Jgu
ORAL DROPS  SYRUP CHEWABLES CHEWABLES
80 mg 100 mg
1/2 dropper 1/4 tsp, - B
1 1/2 droppers 3/4 tsp, - -
2 droppers 1tsp. 2 tablets -
3 droppers 11/21sp.  3lablets 1 1/2 tablets
" 2 tsp. 4 - 5 lablets 2-21/2tablets
= 2 1/2 tsp. 6 tablets 3 tablets
- 3 1sp. 6 tablets 3 tablets
- 3-41sp. 6- 8 lablets 3 - 4 tablets
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i T DOSAGE
AGE APPROXIMATE ORAL DROPS SYRUP CHEWABLES CHEWABLES

WEIGHT RANGE ' 80 mg 100 mg
5-11 months 455-7.73 kg 1 dropper 1/2 tsp. = -
12-23months  8.18-10.45 kg 1 1/2 droppers 3/4 tsp. 1 1/2 tablets 1/2 tablet
2103 years 10.9-15.9kg 2 droppers 1 tsp. 2 tablets 1 tablet
4 1o 5 years 16,36 - 21,36 kg - 11/2 tsp. 3 tablets 11/2 tablets
6 1o 8 years 21.8-26.8kg - 2tsp. 4 tablets 2 tablets
9o 10 years 27.27-32.27 kg - 21/21sp.  Slablets 2 1/2 1ablets
11 years 32,7 -40.45 kg - 3tsp. 6 tablels 3 tablets
12 years & over  40.9 kg & over - 3-41sp. 8 tablets 4 tablets

05107 36 18t027
10 1.0to14 45 20t 3.0
15 121018 55 231034
20 141022 65 251038
25 151023 75 28041
a0 171025
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1- Identification and management of stroke risk in children with sickle cell disease.
http://www.nhlbi.nih.gov/health/prof/bloods/sickle/sc-mngt.pdf 2004.
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1- Stuart MJ, Nagel RL. Sickle-cell disease. Lancet 1360-364:1343;2004
24:Vichinsky E. Consensus document for transfusion-related iron overload.
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« All About Thalassaemia (2010), Eleftheriou A. (Cartoon Booklet)

- Sickle Cell Disease (2008), Inati-Khoriaty A

- Guidelines for the Clinical Management of Thalassaemia 2nd Edition Revised (2008),
Cappellini

- M-D. Gohen A, Eleftheriou A, Piga A, Porter J, Taher A

- About Thalassaemia (2007), Eleftheriou A.

- Beta-Thalassaemia educational booklet (2007), Eleftheriou A., Angastiniotis M.

- Alpha-Thalassaemia educational booklet (2007), Eleftheriou A., Angastiniotis M.

- Sickle Cell Disorders educational booklet (2007), Eleftheriou A., Angastiniotis M.

- Patients' Rights (2007), Eleftheriou A.

- A Guide to Establishing a Non-Profit Patient Support Organisation (2007), Elefthe-
riou A.

- Prevention of Thalassaemias and Other Haemoglobin Disorders Vol.2 (2004}, Old J,
Traeger-

-« Synodinos J, Petrou M, Galanello R, Angastiniotis M (eds.)

- Prevention of Thalassaemias and Other Haemoglobin Disorders Vol.1 (2003),
Galanello R,

- Eleftheriou A, Trager-Synodinos J, Old J, Petrou M, Angastiniotis M (eds.)

- Compliance to lron Chelation Therapy with Desferrioxamine,

- DVD with all publications

+ Conferences Proceedings (www.thalassaemia.org.cy)
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1-'- Royal College of Nursing Competences
- Caring for people with sickle cell disease and thalassaemia syndromes
= Understanding the contribution of sickle cell and thalassaemia specialist nurses
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