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Thalassemia is one of the most common monogenic disorders all around the 
world. The disease alters the hematological and biochemical parameters of the 
patients important in future care of the patient for plan of blood transfusion, 
iron chelation therapy and other life saving strategies. The study describes 
socio-economic, hematological and biochemical profiles of female 
thalassemic patients. Fifty female thalassemic patients were selected from 
different thalassemic centers in Punjab (Pakistan). The patients had mean age 
14.6±3.09 years and body weight 35.7±10.4 kg. Siblings of 82% patients had 
at least one type of thalassemia as the consanguinity was 62%. Most of the 
patients belonged to lower class 58%, spleenectomy 60% and delay in puberty 
and secondary sex characters 82%. The mean±SD values of CBCs were: 
WBCs 35×103 ± 10×103/µL, neutrophils 32 ± 14.8%, hematocrit  28 ± 4%, 
MCHC 31±5 g/dL, RBCs 3×106±0.6×106/µL, Hb 8±1 g/dL, platelet 322×103 ± 
65×103/µL, RDW 43% ± 11% and ESR 50±11 mm/h. The biochemical 
parameters were: alanine transaminase 119±10 U/L, aspartate transaminase 
77±23 U/L, alkaline phosphatase 366±150 U/L, triglycerides 108±38 mg/dL, 
cholesterol 104±35 mg/dL, total protein 5.4±2.1 g/dL, albumin 4.5±1 g/dL, 
serum creatinine 3.2±1 mg/dL, urea 3.5±1.3 mg/dL, total bilirubin 2.4±1.3 
mg/dL and serum ferritin 3255±1594 μg/L. Both CBC and biochemical 
parameters of the patients significantly deviated from the normal values (P < 
0.05). The altered hematological and biochemical parameters may change iron 
chelation response in the patients. Therefore, CBC and biochemical 
parameters should be considered for future plan of transfusion and iron 
chelation therapy.
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INTRODUCTION

Thalassemia is one of the most common monogenic 
disorders that affect synthesis of globin chain in the 
patients. The disease is more prevalent in 
Mediterranean countries and Southeast Asia. The large 
population size, consanguineous marriages and high 
birth rate in Pakistan make the disease highly prevalent. 
Thalassemic homozygotes born in Pakistan are 
approximately 7000 each year with an overall carrier 
frequency of 5-5.65 % (Arif et al., 2008; Baig et al., 
2006). Thalassemic patients produce inadequate amount 
of hemoglobin due to reduced production or absence of 
β globulin chain. The resulting excess of α chain 
precipitates in erythroid precursors and lead to 

premature death (Danjou et al., 2011; Galanello and 
Origa, 2010; Pan et al., 2007). Almost all types of 
thalassemia can be diagnosed by hemoglobin level and 
other hematologic analyses. 
The management of thalassemia is one of the urgent 
concerns for the patients and has achieved great 
development in the world. Regular blood transfusion is 
one of the conventional treatments of thalassemia to 
keep the hemoglobin levels close to normal (Khan et 
al., 2010). Patients with β-thalassemia major require 
regular red blood cell   (RBC) transfusions to support 
normal growth and development and reduce extra-
medullary haematopoiesis (Jamuar et al., 2011).
The degradation of red blood cells and transfusion 
result in excessive iron deposition in body tissues which 
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leads to many pathophysiological conditions like 
expanded plasma volume, cardiac output and reduced 
glucose tolerance (Abdelrazik, 2007; Borgna-Pignatti et 
al., 2004; Cunningham et al., 2004). Thalassemia and 
blood transfusion affect the blood biochemistry and 
hematology of the patients. In this paper, we report the 
hematological and biochemical studies of local female 
thalassemic patients helpful for future plan of blood 
transfusion and management of the complications of 
disease. 

MATERIALS AND METHODS

Female β-thalassemia major patients (n=50) above 12 
year age were selected from Red Crescent Thalassemic 
Centre Faisalabad, Sundas Foundation Faisalabad, 
Fatimid Foundation and General Children Hospital, 
Multan. The sampling was carried out according to the 
ethical principles of Helsinki (WHO, 2008). Each 
patient was interviewed along with parents and mothers 
were preferred as respondents rather than fathers to fill 
the questionnaire. The research work was conducted at 
Department of Chemistry and Biochemistry, University 
of Agriculture, Faisalabad. All the patients were 
physically examined for body weight, age, blood 
pressure and body temperature before the start of study. 
Three mL venous blood was collected from each of the 
patients and divided in three parts: (a) complete blood 
count through hematology analyzer Sysmex Kx-21, 
(Germany) (b) erythrocyte sedimentation rate (ESR) 
and (c) biochemical parameters by clinical chemistry 
analyzer, Micro lab 200 (Merck, Germany). 
Statistical analysis
The data was statistically analyzed through SPSS 
package (SPSS, Version 19). The descriptive analyses 
are presented in terms of means and standard deviations 
with range. Pearson correlation and multivariate 
ANOVA was performed. Differences with P<0.05 were 
considered significant. 

RESULTS AND DISCUSSION

The patients belonged to different localities of Punjab 
like Multan, Faisalabad and Toba Tek Singh. Most of 
the patients belonged to rural areas and had low family 
income (Table 1). The mean age of β-thalassemic 
patients was 14.6±3.1 years body weight 35.7 ± 10.4 
kg. All the patients had normal systolic and diastolic 
blood pressure. The patients showed physical 
symptoms of thalassemia and fever was prevalent in all 
of them.    
The hematological parameters of thalassemic patients 
showed much variation than the reference values (Table 
2). The patients were deprived of red blood cells due to 
their early degradation as a result of abnormal globin 

molecule. Most of the patients had moderate to severe 
anemia. This results in low hemoglobin level (8 ± 1 
g/dL). The poor oxygen supply to the body tissues leads 
to retarded growth and other pathophysiological 
conditions. Pootrakul et al., 2004 reported the 
hemoglobin level of beta-thalassemia/HbE untreated 
patients as 6.6±11 g/dL. Zimmermann et al., 2008 
showed Hb level 4.5-8.8 g/dL of beta-thalassemic 
women. The results of present study are also in 
comparison to mean hemoglobin level of thalassemic 
patients 8.4 g/dL and 8.8 g/dL (Voskaridou et al., 2011; 
Khan et al., 2010).

Table 1: Socio-demographic characteristics of β-
thalassemia major patients

Parameters
Number of

patients (n=50)
Residence

Rural 34
Urban 16

Faisalabad 15
Multan 28
T.T. Singh 07

Socioeconomic status
Upper 05
Middle 16
Lower 29

Education
Literate 38
Illiterate 12

Age at diagnosis (<6 month) 31
Awareness about disease 41
Behavioral problems 12
Physical symptoms

Pain 43
Fever 08
Pigmented skin 02
Heart complications 05
Gums 04

Disease in blood relation 41
Consanguinity 31
Blood group

A+ 02
A- 02
B+ 21
B- 04
AB+ 02
AB- 00
O+ 08
O- 11

Transfusion
Twice a month 16
Thrice a month 34

Spleenoctomy 30
Delay in puberty 41
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The amount of white blood cells was higher than 
normal people. This is evident from hyper-activity of 
immune system of the patients receiving blood from 
different donors. 

Table 2: Complete blood count of thalassemic patients
Patients (n=50)

Parameters Unit Mean ± SD Min. Max.
WBCs (103/µL) 35±10 18.5 67
NEUT (%) 31±5 14 47.2
HCT (%) 28±4 21 39.4
MCHC (g/dL) 31±5 21 40
MCH (pg) 31±5 21 41
RBCs (106/µL) 3±0.6 2 4.5
Hb (g/dL) 8±1 6 9.5
MCV (fL) 78±9 47.4 90.3
RDW (%) 43±11 23 66
Platelets (103/µL) 322±65 211 471
ESR (mm/h) 50±11 32 69

WBCs: white blood cells; NEUT: neutrophils; HCT: 
hematocrit; MCHC: mean corpuscular hemoglobin 
concentration; MCH: Mean corpuscular hemoglobin; 
RBCs: red blood cells; Hb: hemoglobin; MCV: Mean 
cell volume; RDW: Red blood cell distributed width 
and ESR: Erythrocyte sedimentation rate; n: Number of 
thalassemic patients; Min: Minimum and Max: 
Maximum.

Table 3: Biochemical parameters of male and female 
thalassemic patients 

Parameters
Unit

Patients (n=50)
Mean ± SD Min. Max.

ALT (U/L) 119±10 30 567
AST  (U/L) 77±23 34 131
ALP (U/L) 366±150 102 775
Glucose (mg/dL) 112.3±9 100 120
TG (mg/dL) 108±38 80 198
Cholesterol (mg/dL) 104±35 83 198
Total protein (g/dL) 5.4±2.1 2 9
Albumin (g/dL) 4.5±1 2.1 5.6
Creatinine (mg/dL) 3.2±1 1 8
Urea (g/dL) 3.5±1.3 1 6
TB (mg/dL) 2.4±1.3 1 5
Ferritin (μg/L) 3255±1594 980 9200

ALT: Alanine transaminase, AST: Aspartate 
transaminase, ALP: Alkaline phosphatase, TG: 
Triglycerides and TB: Total bilirubin.

Rathod et al. (2007) showed that β-thalassemia is 
associated with mild anemia, reduced mean corpuscular 
volume, mean corpuscular hemoglobin (MCH) and 
elevated hemoglobin A2 levels. The elevated level of 
ALT and AST in the patients (119±10 U/L) is due to 
hepatic and myocardial toxicity of iron overload, a 
characteristic of thalassemia (Table 3). The increased 
ALT level is also due to prevalence of hepatitis C virus 

in thalassemic patients as all the patients were HCV 
positive. Serum ferritin as an index of iron overload 
was significantly high 3255±1594 μg/L than normal 
(P<0.001). The findings of this study are comparable 
with HCV +ve thalassemic patients which showed 
highly significant serum ferritin levels 4349 μg/L than 
3338 μg/L in HCV -ve thalassemic patients (Khan et 
al., 2010). There was significant correlation among 
biochemical parameters like ALT with alkaline 
phosphatase, AST with cholesterol, creatinine with total 
protein, cholesterol, and total protein with glucose and 
cholesterol (P<0.05).
It has been concluded that thalassemic patients 
presented multiple abnormalities due to repeated 
transfusions, iron overload, hepatitis, cardiac and renal 
dysfunction. The altered hematological and biochemical 
parameters are important for blood transfusion and 
designing dose regimen for iron chelation and 
management of disease. Therefore, CBC and 
biochemical parameters should be considered for future 
plan of transfusion and iron chelation therapy. The 
study will be helpful to increase life expectancy of 
thalassemic patients.

REFERENCES 

Abdelrazik N, 2007. Pattern of iron chelation therapy in 
Egyptian beta thalassemic patients: Mansoura 
University Children's Hospital experience.
Hematology, 12: 577-585.

Arif F, J Fayyaz and A Hamid, 2008. Awareness among 
parents of children with thalassemia major.
Journal of Pakistan Medical Association, 58: 
621-624. 

Baig SM, A Azhar, H Hassan, JM Baig, M Aslam, MA 
Din, JA Qureshi and T Zaman, 2006. Prenatal 
diagnosis of beta-thalassemia in Southern 
Punjab, Pakistan. Prenatal Diagnosis, 26: 903-
905.

Borgna-Pignatti C and R Galanello, 2004. Thalassemia 
and related disorders: quantitative disorders of 
hemoglobin synthesis. In Wintrobe's Clinical 
Hematology. 11th ed. Lippincott Williams and 
Wilkins. Philadelphia. Pp: 1319-1365.

Cunningham MJ, EA Macklin, EJ Neufeld and AR 
Cohen, 2004. Complications of thalassemia 
major in North America. Blood, 104: 34-39.

Danjou F, F Anni and R Galanello, 2011. Beta-
thalassemia: from genotype to phenotype. 
Editorials and Perspectives. Hematologica, 96: 
1573-1575.

Galanello R and R Origa. 2010. β-thalassemia. 
Orphanet Journal of Rare Diseases 5: 11.

Jamuar SS, AHM Lai, AM Tan, MY Chan, ES Tan, I 
Swee and L Ng, 2011. Use of deferiprone for 



Munir et al

28

iron chelation in patients with transfusion-
dependent thalassaemia. Journal of Paediatrics 
and Child Health, doi:10.1111/j.1440-
1754.2011.02031.

Khan DA, N Asma, M Anwar and A Farooq, 2010. 
Deferiprone challenge test for monitoring iron 
overload in hepatitis positive thalassemic 
major patients. International Journal of 
Clinical and Experimental Medicine, 3: 122-
128.

Pan HF, GF Long, Q Li, NY Feng, ZY  Lei, WH Wei, 
YY Huang, JH Huang, N Lin, QQ Xu, SY 
Ling, XJ Chen and T Huang, 2007. Current 
status of thalassemia in minority populations 
in Guangxi, China. Clinical Genetics, 71: 419-
426.

Pootrakul P, W Breuer, M Sametband, P Sirankapracha, 
C Hershko and ZI Cabantchik, 2004. Labile 
plasma iron (LPI) as an indicator of chelatable 
plasma redox activity in iron-overloaded beta-
thalassemia/HbE patients treated with an oral 
chelator. Blood, 104: 1504-1510.

Rathod DA, A Kaur, V Patel, K Patel, R Kabrawala, V 
Patel, M Patel and P Shah, 2007. Usefulness of 
cell counter–based parameters and formulas in 
detection of β-thalassemia trait in areas of high 
prevalence. American Journal of Clinical 
Patholology, 128: 585-589.

Voskaridou E, D Christoulas and E Terpos, 2011. 
Successful chelation therapy with the 
combination of deferasirox and deferiprone in 
a patient with thalassaemia major and 
persisting severe iron overload after single-
agent chelation therapies. British Journal of 
Haematology, 154: 654-665.

Zimmermann MB, S Fucharoen, P Winichagoon, P 
Sirankapracha, C Zeder, S Gowachirapant, K 
Judprasong, T Tanno, JL Miller and RF 
Hurrel, 2008. Iron metabolism in 
heterozygotes for hemoglobin E (HbE), alpha-
thalassemia 1, or beta-thalassemia and in 
compound heterozygotes for HbE/beta-
thalassemia. American Journal of Clinical 
Nutrition, 88: 1026-31.



Munir et al

Effect of β-Thalassemia on hematological and biochemical profiles 



		 Pak. j.  life soc. Sci. (2013), 11(1): 25-28

		E-ISSN: 2221-7630;P-ISSN: 1727-4915



		[image: image1.jpg]





		Pakistan Journal of Life and Social Sciences


www.pjlss.edu.pk





RESEARCH ARTICLE

Effect of β-Thalassemia on Hematological and Biochemical Profiles of Female Patients


Bushra Munir1,*, Tahira Iqbal1, Amer Jamil1 and Faqir Muhammad2

1Department of Chemistry and Biochemistry, University of Agriculture, Faisalabad, Pakistan


2Department of Physiology and Pharmacology, University of Agriculture, Faisalabad, Pakistan

		ARTICLE INFO

		

		ABSTRACT



		Received: 


Accepted: Online: 

		Oct 17, 2012

Jan 18, 2013


Feb 07, 2013
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INTRODUCTION


Thalassemia is one of the most common monogenic disorders that affect synthesis of globin chain in the patients. The disease is more prevalent in Mediterranean countries and Southeast Asia. The large population size, consanguineous marriages and high birth rate in Pakistan make the disease highly prevalent. Thalassemic homozygotes born in Pakistan are approximately 7000 each year with an overall carrier frequency of 5-5.65 % (Arif et al., 2008; Baig et al., 2006). Thalassemic patients produce inadequate amount of hemoglobin due to reduced production or absence of β globulin chain. The resulting excess of α chain precipitates in erythroid precursors and lead to premature death (Danjou et al., 2011; Galanello and Origa, 2010; Pan et al., 2007). Almost all types of thalassemia can be diagnosed by hemoglobin level and other hematologic analyses. 

The management of thalassemia is one of the urgent concerns for the patients and has achieved great development in the world. Regular blood transfusion is one of the conventional treatments of thalassemia to keep the hemoglobin levels close to normal (Khan et al., 2010). Patients with β-thalassemia major require regular red blood cell   (RBC) transfusions to support normal growth and development and reduce extra-medullary haematopoiesis (Jamuar et al., 2011).


The degradation of red blood cells and transfusion result in excessive iron deposition in body tissues which leads to many pathophysiological conditions like expanded plasma volume, cardiac output and reduced glucose tolerance (Abdelrazik, 2007; Borgna-Pignatti et al., 2004; Cunningham et al., 2004). Thalassemia and blood transfusion affect the blood biochemistry and hematology of the patients. In this paper, we report the hematological and biochemical studies of local female thalassemic patients helpful for future plan of blood transfusion and management of the complications of disease. 


MATERIALS AND METHODS


Female β-thalassemia major patients (n=50) above 12 year age were selected from Red Crescent Thalassemic Centre Faisalabad, Sundas Foundation Faisalabad, Fatimid Foundation and General Children Hospital, Multan. The sampling was carried out according to the ethical principles of Helsinki (WHO, 2008). Each patient was interviewed along with parents and mothers were preferred as respondents rather than fathers to fill the questionnaire. The research work was conducted at Department of Chemistry and Biochemistry, University of Agriculture, Faisalabad. All the patients were physically examined for body weight, age, blood pressure and body temperature before the start of study. Three mL venous blood was collected from each of the patients and divided in three parts: (a) complete blood count through hematology analyzer Sysmex Kx-21, (Germany) (b) erythrocyte sedimentation rate (ESR) and (c) biochemical parameters by clinical chemistry analyzer, Micro lab 200 (Merck, Germany). 


Statistical analysis

The data was statistically analyzed through SPSS package (SPSS, Version 19). The descriptive analyses are presented in terms of means and standard deviations with range. Pearson correlation and multivariate ANOVA was performed. Differences with P<0.05 were considered significant. 


RESULTS AND DISCUSSION


The patients belonged to different localities of Punjab like Multan, Faisalabad and Toba Tek Singh. Most of the patients belonged to rural areas and had low family income (Table 1). The mean age of β-thalassemic patients was 14.6±3.1 years body weight 35.7 ± 10.4 kg. All the patients had normal systolic and diastolic blood pressure. The patients showed physical symptoms of thalassemia and fever was prevalent in all of them.    


The hematological parameters of thalassemic patients showed much variation than the reference values (Table 2). The patients were deprived of red blood cells due to their  early  degradation  as  a  result of abnormal globin 

molecule. Most of the patients had moderate to severe anemia. This results in low hemoglobin level (8 ± 1 g/dL). The poor oxygen supply to the body tissues leads to retarded growth and other pathophysiological conditions. Pootrakul et al., 2004 reported the hemoglobin level of beta-thalassemia/HbE untreated patients as 6.6±11 g/dL. Zimmermann et al., 2008 showed Hb level 4.5-8.8 g/dL of beta-thalassemic women. The results of present study are also in comparison to mean hemoglobin level of thalassemic patients 8.4 g/dL and 8.8 g/dL (Voskaridou et al., 2011; Khan et al., 2010).

Table 1: Socio-demographic characteristics of β-thalassemia major patients


		Parameters

		Number of


patients (n=50)



		Residence

		



		Rural

		34



		Urban

		16



		Faisalabad

		15



		Multan

		28



		T.T. Singh

		07



		Socioeconomic status

		



		Upper

		05



		Middle

		16



		Lower

		29



		Education

		



		Literate

		38



		Illiterate

		12



		Age at diagnosis (<6 month)

		31



		Awareness about disease

		41



		Behavioral problems

		12



		Physical symptoms

		



		Pain

		43



		Fever

		08



		Pigmented skin

		02



		Heart complications

		05



		Gums

		04



		Disease in blood relation

		41



		Consanguinity

		31



		Blood group

		



		A+

		02



		A- 

		02



		B+

		21



		B- 

		04



		AB+

		02



		AB-

		00



		O+

		08



		O-

		11



		Transfusion


		



		Twice a month

		16



		Thrice a month

		34



		Spleenoctomy

		30



		Delay in puberty

		41





The amount of white blood cells was higher than normal people. This is evident from hyper-activity of immune system of the patients receiving blood from different donors. 


Table 2: Complete blood count of thalassemic patients


		

		

		Patients (n=50)



		Parameters

		Unit

		Mean ± SD

		Min.

		Max.



		WBCs

		(103/µL)

		35±10

		18.5

		67



		NEUT

		(%)

		31±5

		14

		47.2



		HCT

		(%)

		28±4

		21

		39.4



		MCHC

		(g/dL)

		31±5

		21

		40



		MCH

		(pg)

		31±5

		21

		41



		RBCs

		(106/µL)

		3±0.6

		2

		4.5



		Hb

		(g/dL)

		8±1

		6

		9.5



		MCV

		(fL)

		78±9

		47.4

		90.3



		RDW

		(%)

		43±11

		23

		66



		Platelets

		(103/µL)

		322±65

		211

		471



		ESR

		(mm/h)

		50±11

		32

		69





WBCs: white blood cells; NEUT: neutrophils; HCT: hematocrit; MCHC: mean corpuscular hemoglobin concentration; MCH: Mean corpuscular hemoglobin; RBCs: red blood cells; Hb: hemoglobin; MCV: Mean cell volume; RDW: Red blood cell distributed width and ESR: Erythrocyte sedimentation rate; n: Number of thalassemic patients; Min: Minimum and Max: Maximum.


Table 3: Biochemical parameters of male and female thalassemic patients 


		Parameters

		Unit

		Patients (n=50)



		

		

		Mean ± SD

		Min.

		Max.



		ALT 

		(U/L)

		119±10

		30

		567



		AST  

		(U/L)

		77±23

		34

		131



		ALP 

		(U/L)

		366±150

		102

		775



		Glucose 

		(mg/dL)

		112.3±9

		100

		120



		TG 

		(mg/dL)

		108±38

		80

		198



		Cholesterol 

		(mg/dL)

		104±35

		83

		198



		Total protein 

		(g/dL)

		5.4±2.1

		2

		9



		Albumin 

		(g/dL)

		4.5±1

		2.1

		5.6



		Creatinine 

		(mg/dL)

		3.2±1

		1

		8



		Urea 

		(g/dL)

		3.5±1.3

		1

		6



		TB 

		(mg/dL)

		2.4±1.3

		1

		5



		Ferritin 

		(μg/L)

		3255±1594

		980

		9200





ALT: Alanine transaminase, AST: Aspartate transaminase, ALP: Alkaline phosphatase, TG: Triglycerides and TB: Total bilirubin.


Rathod et al. (2007) showed that β-thalassemia is associated with mild anemia, reduced mean corpuscular volume, mean corpuscular hemoglobin (MCH) and elevated hemoglobin A2 levels. The elevated level of ALT and AST in the patients (119±10 U/L) is due to hepatic and myocardial toxicity of iron overload, a characteristic of thalassemia (Table 3). The increased ALT level is also due to prevalence of hepatitis C virus in thalassemic patients as all the patients were HCV positive. Serum ferritin as an index of iron overload was significantly high 3255±1594 μg/L than normal (P<0.001). The findings of this study are comparable with HCV +ve thalassemic patients which showed highly significant serum ferritin levels 4349 μg/L than 3338 μg/L in HCV -ve thalassemic patients (Khan et al., 2010). There was significant correlation among biochemical parameters like ALT with alkaline phosphatase, AST with cholesterol, creatinine with total protein, cholesterol, and total protein with glucose and cholesterol (P<0.05).


It has been concluded that thalassemic patients presented multiple abnormalities due to repeated transfusions, iron overload, hepatitis, cardiac and renal dysfunction. The altered hematological and biochemical parameters are important for blood transfusion and designing dose regimen for iron chelation and management of disease. Therefore, CBC and biochemical parameters should be considered for future plan of transfusion and iron chelation therapy. The study will be helpful to increase life expectancy of thalassemic patients.
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