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	نمط متلازمة كلائية غير مستجيبة للعلاج التقليدي الستيرويد) في الأطفال الذين يعيشون في المملكة العربية السعودية : دراسة لمركز واحد.
Pattern of steroid resistant nephrotic syndrome in children living in the kingdom of Saudi Arabia: a single center study.

	ABSTRACT

(A)

(E)

	Steroid resistant nephrotic syndrome (SRNS) remains a challenge facing pediatric nephrologists. The underlying histopathology usually affects the course of the disease and the response to treatment. We studied the pattern of histopathology in children with SRNS who presented to the King Abdul Aziz University Hospital (KAUH), Jeddah, Saudi Arabia. The records of all children with primary SRNS, who were seen between 2002 and 2007 were reviewed. Only patients who had undergone a renal biopsy were included in the study. The histopathology slides were reviewed by two renal pathologists independently. Patients with congenital nephrotic syndrome, lupus or sickle cell disease, were excluded from the study. Thirty-six children fulfilled the inclusion criteria, and included 25 girls and 11 boys with female to male ratio of 2.3:1. Fifty percent of the children (n=18) were Saudi and the remaining 50% were from various other racial backgrounds (9 Asians, 4 Arabs, 2 Africans and 3 from the Far East). Their mean age at presentation was 4.3 +/- 3.0 years (range 1-12 years). The mean serum albumin at presentation was 15.6 +/- 7.1 g/L and all of them had 4+ proteinuria on urinalysis. Five children had elevated serum creatinine at presentation while the mean serum creatinine was 50.4 +/- 45.6 micromol/L. Three children had low serum complement levels at presentation and none were positive for hepatitis B surface antigen or antinuclear antibody (ANA). The renal histopathology was compatible with focal and segmental glomerulosclerosis (FSGS) in 39% (n=14), IgM nephro-pathy in 28% (n=10), mesengioproliferative glomerulonephritis (MesPGN) in 17% (n=6), mini-mal change disease (MCD) and C1q nephropathy (C1qNP) in 8% each (n=3 + 3) and IgA nephro-pathy in 3% (n=1). Our retrospective review shows that FSGS was the commonest underlying histopathology in children who presented with SRNS followed by IgM nephropathy and other variants of MCD such as MesPGN. C1qNP was the underlying cause in some children.
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	التغيرات النسيجية في الأطفال المصابين بالمتلازمة الكلوية الغير مستجيبة للاستيرويد في المملكة العربية السعودية
Histopathology of steroid-resistant nephrotic syndrome in children living in the Kingdom of Saudi Arabia.


	 Steroid resistant nephrotic syndrome (SRNS) is believed to be associated with a high risk of developing chronic renal failure (CRF). The underlining histopathology usually affects the course of the disease and the response to treatment . Focal segmental glomerulosclerosis (FSGS) was reported as the main cause of SRNS in western countries as well as many other parts of the world . However, in black South Africans membranous nephropathy associated with hepatitis B infection was reported as a main cause of SRNS and minimal change nephrotic syndrome (MCD) was reported as the main cause in Kuwaiti children. 

In this study we report the pattern of the histopathology of SRNS in children presented to King AbdulAziz University Hospital (KAUH). 
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	`أمراض الكلى المصاحبة للسننة المشقوقة
Renal involvement in children with spina bifida.

	ABSTRACT

(A)

(E)

	Renal scarring and renal failure remain life-threatening for children born with spinal dysraphism. An early start of therapy helps to safeguard renal function for such children and avoid end-stage renal disease. However, optimal care is not always available in developing countries. We reviewed our data on all newborns with spina bifida who were born at King Abdulaziz University Hospital between 1997 and 2006. Thirty-three children with myelomeningocele (MMC) were evaluated; MMC site was thoracolumbar in 26 patients (77.1%) and in the lumbosacral area in 7 patients (22.9%). The mean age at the time of evaluation was 5.4 +/- 2.3 years. Thirty (90%) patients presented with neurogenic bladder, and 26(78%) with vesico-uretral reflux (VUR). Only 8 patients (group A) received clean intermittent catheterization (CIC), while the rest (group B) were either non-complaint or not on any therapy. Urinary tract infections overall were 4.5 +/- 3.8 per year. Patient undergoing CIC had a lower number of UTI (mean per year) 3.3 +/- 1.2 vs 6.6 +/- 2.3. Sixty two percent of group A had VUR compared with 93% in group B. The mean creatinine was 46 +/- 39 micromol/L for the whole group. However, group A had a lower mean creatinine 38 +/- 11 compared to 50 +/- 34 in group B. In conclusion, early intervention to relieve urinary retention in children born with spina bifida resulted in preserving renal function and less incidence of VUR and UTI. There is a need of more awareness about the importance of starting proactive treatment of risks of upper urinary tract disease and development of renal failure in babies with spina bifida.
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	الوعي بين طالبات الجامعات عن حمض الفوليك : منع عيوب الأنبوب العصبي
Folic acid awareness among female college students: neural tube defects prevention.


	OBJECTIVE: To investigate the level of awareness among female college students on the importance of preconception folic acid supplementation in preventing neural tube defects (NTDs). We have also studied their response after educating them. METHODS: This is a questionnaire-based study. Five hundred questionnaires were distributed to the female students of the 3 colleges, namely, Humanities, Sciences, and Health in Jeddah, Kingdom of Saudi Arabia in April 2008. The questions included an enquiry on their knowledge regarding the importance of folic acid preconception, and if they will implement what they learned after listening to lectures, delivered by the 4th year medical students, who were trained and supervised by the faculty members of the King Abdul-Aziz University. RESULTS: Two hundred and seventeen questionnaires were filled, and returned (43.4%). Mean age +/- SD was 20.96 +/- 2.25 years. Almost 88% were not aware of the importance of folic acid in preventing NTDs. After listening to the lecture, 82.9% thought that they will surely use folic acid preconception, and 98.6% will relay the important message about the importance of folic acid to others. CONCLUSION: There is a need to increase the awareness of the importance of folic acid among females' childbearing age. Medical students' involvement in educating college students was an effective way to increase their awareness. Similar educating programs are required, in order to reduce the high incidence of NTDs.
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CLDN16 genotype predicts renal decline in familial hypomagnesemia with hypercalciuria and nephrocalcinosis.

	ABSTRACT

(A)

(E)
	Familial hypomagnesemia with hypercalciuria and nephrocalcinosis (FHHNC) is a rare autosomal recessive tubular disorder caused by CLDN16 mutations. CLDN16 encodes the renal tight junction protein claudin-16, which is important for the paracellular reabsorption of calcium and magnesium in the thick ascending limb of Henle’s loop. That FHHNC is frequently associated with progressive renal failure

suggests additional roles for claudin-16 in the maintenance of tight junction integrity. An investigation of 32 patients with FHHNC and 17 different mutations was previously reported; here, the analysis is expanded to 39 additional patients and 12 new mutations. Expression studies revealed that five of the12 new mutations led to partial loss of claudin-16 function and the remaining seven led to complete loss

of function. The 23 patients who had mutations resulting in complete loss of function of both alleles were significantly younger at the onset of symptoms than the 46 patients who had at least one mutant allele providing partial function (2.2 versus 5.6 years; P _ 0.01). In addition, those with complete loss of function had a more rapid decline in GFR (7.3 versus 2.9 ml/min per 1.72 m2/y; P _ 0.01), leading to 54%

requiring renal replacement therapy by age 15 compared with 20% of those with residual function (P _0.05). These data suggest that residual function of claudin-16 may delay the progression of renal failure in FHHN
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	بحث عن أختين مصابتين بالمتلازمة الكلوية الغير مستجيبة للبيدنزلون بسبب التغييرات في سي1 كيو  
C1q nephropathy in two young sisters.

	ABSTRACT
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(E)

	C1q nephropathy (C1qNP) is a controversial and uncommon form of glomerulonephritis, characterized by mesangial immunoglobulin and complement deposits, predominantly C1q, with no evidence of systemic lupus erythematosus. Clinically, it may present as nephrotic syndrome and non-nephrotic proteinuria per se or associated with microhematuria, hypertension, or renal insufficiency. We describe two sisters with C1qNP, who presented with steroid-resistant nephrotic syndrome. Both sisters presented before the age of 2 years, and they showed a poor response to other immunosuppressive therapy. Both girls had normal serum complement levels, negative antinuclear antibodies (ANAs) and negative hepatitis B antigen. Renal biopsy in both patients showed histological features of mesangioproliferative glomerulonephritis, with diffuse "full-house" positive immunofluorescence reaction in the mesangial area. The immunofluorescence reaction for C1q was most intense and co-dominant with IgG in both patients. Correspondingly, electron microscopy demonstrated dense deposits mainly in the mesangial areas too. We report on two young sisters with the characteristic features of C1qNP presented in early childhood. To the best of our knowledge, this is the first report of C1qNP in siblings.
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	إنخفاض نسبة حدوث تشوهات الأنبوب العصبي الجنيني عقب التحصين المحلي للطحين
Decline in the incidence of neural tube defects after the national fortification of flour (1997-2005).

	ABSTRACT

(A)

(E)
	OBJECTIVE: To evaluate the effect of flour fortification with folic acid on the incidence of neural tube defects (NTDs) in babies. We also report the pattern of NTDs, and we compare it with those reported previously. METHODS: All babies who were born with NTDs at King Abdul-Aziz University Hospital (KAUH), Jeddah, Kingdom of Saudi Arabia between 1997 and 2005 were included in the study. The incidence of NTDs was compared between the eras before flour fortification (1997-2000) and the eras after fortification. RESULTS: We have observed a decline in NTD incidence in the last decade from 1.9/1000 live births (1997-2000) to 0.76/1000 live births (2001-2005). Forty-two babies were born with NTDs with a male to female ratio of 1.1:1. Sixty percent received folic acid during pregnancy, but none pre-conception. Eighty-three percent of the cases had myelomeningocele (MMC), 12% had encephalocele, 2.5% had meningocele, and another 2.5% had anencephaly. Ninety-one percent of MMC patients had severe physical disability. Thirty-two children (91%) had hydrocephalus, which required shunting in the neonatal period and 22 children (63%) had clubfeet. CONCLUSION: After folic acid flour fortification, there was an apparent decline in the incidence of NTDs in babies born at KAUH. However, the incidence is still high and associated with serious morbidity. This stresses the need for innovative programs to increase folic acid consumption by women of childbearing age, to reduce NTDs.
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	الغسيل البروتوني في الأطفال
Peritoneal dialysis in children.

	ABSTRACT

(A)

(E)
	This is a retrospective study of the course of children who received peritoneal dialysis (PD) at King Abdul Aziz Hospital, Jeddah, Saudi Arabia, from June 2000 to June 2004. A total of 15 children (9 boys and 6 girls) with end-stage renal failure (ESRF) received PD for a mean duration of 9 +/- 8.6 months; 11 children received continuous ambulatory dialysis (CAPD) and four received automated PD. The mean age of the children at the start of PD was 7.3 +/- 4.3 years. All the children had low socio-economic status. The most common complication was peritonitis (53%) followed by exit site infection (26.6%). The overall rate of peritonitis was one episode per 5.9 patients treatment months. Five children had recurrent peritonitis. Gram negative bacteria were the cause of peritonitis in 43.5% of the cases, gram positive in 30.4%, fungi in 8.9% and unknown in 17.4%. PD catheters were removed in five children; four because of infection and one because of obstruction. Three children were shifted to hemodialysis permanently, two children received renal transplantation from living donors and five children died. There was no difference in the age, duration of therapy or number of siblings, between the eight children who had peritonitis and the seven children who did not have peritonitis. However, illiteracy was higher and a separate room was less available in the peritonitis group compared to the peritonitis free group (37.5% vs 14.3% and 50% vs 100%, respectively). In conclusion; PD may still be a suitable modality of renal replacement therapy for children living in low socioeconomic conditions despite the challenging problems in them.
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	الفشل الكلوي المزمن لدى الأطفال في المنطقة الغربية من السعودية جزيره العرب
Chronic renal failure in children in the Western area of Saudi Arabia.
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إعتلال الخليه في الحبيبات الخيطيه في مريض كانت عنده الصفات الإكلينيكيه والمخبريه لمتلازمه جيتلمان 

	Mitochondrial cytopathy presenting with features of Gitelman Syndrome. 
	

	ABSTRACT

(A)

(E)
	We report a complex hereditary renal tubular pituitary syndrome with mitochondrial cytopathy, which may be responsible for such rare

associations..
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	إستخدام عقار الكلوراميوسيل في علاج الأطفال الذين يعانون من متلازمة كلوية المقاومة الستيرويد 
Chlorambucil therapy in children with steroid-resistant nephrotic syndrome.
	


	Chlorambucil (CHL) had been used as treatment

for childhood nephrotic syndrome (NS) for more

than half a century.1 It was used mainly in children

with steroid sensitive nephrotic syndrome (SSNS)

as steroid sparing agent in those with frequent

relapsing or steroid dependent course. However, it

was observed to result in higher rates of severe side

effects and recommended as a second line drug after

cyclophosphamide (CYC), which is considered as

safer alkylating agent. The alkylating agents have

been used for treating steroid resistant nephrotic

syndrome (SRNS). 

In this retrospective study, we report our results

of using CHL in children with SRNS secondary

to IgM nephropathy, FSGS or diffuse mesangial

hypercellularity (DMH). All patients presented to

our unit over 20 months period (from February 2002

until June 2004) and were diagnosed as SRNS were recruited. 

We conclude that CHL therapy in a total

accumulative dose of 15 mg/kg and 12 weeks duration

could achieve complete remission in children with

SRNS secondary to IgM nephropathy. Further

randomized controlled studies are required
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	المثانة العصبية كسبب من أسباب الفشل الكلوي المزمن لدى الأطفال في البلدان النامية
Neuropathic bladder as a cause of chronic renal failure in children in developing countries.
	


	Neuropathic bladder is considered a threat to the kidneys if not managed appropriately. In this study, we report our experience with neuropathic bladder at King Abdulaziz University Hospital (KAUH) as a cause of chronic renal failure (CRF) in the pediatric age group. This retrospective study included all children diagnosed with neuropathic bladder who presented with moderate or severe CRF over a 4-year period from December 2000 to December 2004 [glomerular filtration rate (GFR) at presentation <50 ml/min per 1.73 m2]. Fifteen patients were diagnosed with neuropathic bladder; group A consisted of ten patients with spina bifida and one with sacral agenesis and group B consisted of four patients with nonneurogenic neurogenic bladders (NNNB). The mean age+/-SD at presentation was 6.2+/-3.8 years, GFR was 24.2+/-12.4 ml/min per 1.73 m2, and creatinine was 289.9+/-253.2 micromol/l. There were no differences in the age at presentation to a pediatric nephrologist or the degree of renal failure at presentation between the two groups. Clean intermittent catheterization (CIC) was not started in all patients before presentation to KAUH, except in two children. Five children required dialysis as they were in end-stage renal failure (ESRF). All except one received peritoneal dialysis (PD). Their mean age at the start of dialysis was 10.8+/-1.7 years. Neuropathic bladder due to spina bifida or NNNB is an important cause of CRF in developing countries. There was a considerable delay in the diagnosis of NNNB and a significant delay in starting CIC in all neuropathic patients.
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	 حاله فشل كلوي حاد مصاحبه لتكسر(إنحلال) الدم, ناتجه عن الإصابه بالبكتريا المكوره السبحية (streptococcus pneumoniae)   

Hemolytic uremic syndrome associated with Streptococcus pneumoniae.
	


	We report a case of atypical HUS associated with

invasive pneumococcal infection presented with

pneumonia and meningitis. This serious condition

with high mortality and morbidity had been

described as a rare cause of HUS in the western

medical literature. 
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	هرمون النمو للأطفال ذوي القصور الكلوي المزمن ، وعلى غسيل الكلى
Growth hormone for children with chronic renal failure and on dialysis.


	We studied all children with CRF who received recombinant human growth hormone (rhGH) for more than a year (mean+/-SD duration of therapy 3.7+/-2.5 years) over an 11-year period. There were 32 children. Twenty-one children were conservatively managed, with a mean glomerular filtration rate (GFR) of 24+/-12 mL min(-1)/1.73 m2 at the start of rhGH. Their height standard deviation score improved from -2.5+/-1.4 to -2.1+/-0.7 at 1 year (P=0.3), -2.0+/-0.7 at 2 years (P=0.01), and -1.6+/-0.6 at 3 years (P=0.001). After that there was no improvement. Eleven children were on dialysis, six on haemodialysis (HD) and five on peritoneal (PD). Ht SDS improved from -2.7+/-0.5 to -2.3+/-0.5 at 1 year (P=0.02). Thereafter there was no further improvement. RhGH was stopped because of transplantation in 29 patients at a mean+/-SD age of 12.1+/-4.0 years. Mean Ht SDS was -1.8+/-0.8 at transplant and there was no change over the following 5 years. In conclusion, treatment with rhGH resulted in improvement in Ht SDS in conservatively managed CRF for up to 3.0 years and for 1 year in children on dialysis. Discontinuation of rhGH after transplantation resulted in little change in Ht SDS.
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	What is the calcineurin inhibitor of choice for pediatric renal transplantation?
	



	Cyclosporine microemulsion (CyA) and tacrolimus (Tac) are the principal immunosuppressants prescribed for adult and pediatric renal transplantation. In the majority of patients, these calcineurin inhibitors have been used in combination with other immunosuppressive drugs, such as azathioprine or mycophenolate mofetil (MMF). In this review we will address the question of what calcineurin inhibitor we should use in an individual pediatric renal transplant patient. Well-designed randomized studies in children showed no difference in short-term patient and graft survival with cyclosporine microemulsion and tacrolimus. However Tac is significantly more effective than CyA microemulsion in preventing acute rejection after renal transplantation in a pediatric population when used in conjunction with azathioprine and corticosteroids. This difference disappears when calcineurin inhibitors are used in combination with MMF as both Tac and CyA produce similar rejection rates and graft survival. However, Tac is associated with improved graft function at 1 and 2 yr post-transplant. Adverse events of hypomagnesaemia and diarrhea seem to be higher in Tac group whereas hypertrichosis, flu syndrome and gum hyperplasia occurs more frequently in the CyA group. The incidence of post-transplant diabetes mellitus was almost identical between Tac and CyA treated patients. The recommendation drawn from the available data is that both CyA and Tac can be used safely and effectively in children. However Tac may be preferable to CyA because of steroid sparing effect and less hirsutism. We recommend that cyclosporine should be chosen when patients experience Tac-related adverse events. Nevertheless, the best calcineurin inhibitor should be decided on individual patients according to variable risk factors, such as risk of rejection in sensitized patient or delayed graft function. The possibility of adverse events should also be considered. Copyright 2004 Blackwell Munksgaard
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	سيكلوفوسفاميد بالوريد – هل هو فعال في الأطفال الذين يعانون من متلازمة كلاوية مقاومة  الستيرويد
Intravenous pulse cyclophosphamide--is it effective in children with steroid-resistant nephrotic syndrome?
	


	Treatment of steroid-resistant nephrotic syndrome (SRNS) remains a challenge to pediatric nephrologists. Recently, intravenous cyclophosphamide (IV-CPM) infusion was shown to be effective, safe, and economical for the treatment of SRNS, particularly minimal change disease (MCD), as it results in more sustained remissions, longer periods without proteinuria, and fewer significant side effects at a lower cumulative dose. A prospective study was conducted to evaluate IV-CPM infusions in the management of children with SRNS secondary to MCD or IgM nephropathy. Five patients with SRNS (4 IgM nephropathy and 1 MCD) received six monthly IV-CPM infusions at a dose of 500 mg/m(2). No patient achieved complete or sustained remission. Three patients attained partial remission, which was not sustained for more than 1 month post therapy. One patient progressed rapidly to end-stage renal disease during treatment. Side effects included vomiting in four patients and alopecia in one patient. Conclusion: IV-CPM pulse therapy at a dose of 500 mg/m(2) is unsuccessful in obtaining complete or sustained remission in children with SRNS secondary to IGM nephropathy or MCD. Further randomized controlled studies with higher doses are required.


	

	JOURNAL
	Pediatr Nephrol

	VOLUME
	11

	ISSUE
	18

	YEAR
	2003

	PAGES
	1143-1146



	 بحث عن نقص المغنيسيوم مع التكلس الكلوي في الأطفال
Familial hypomagnesemia with hypercalciuria and nephrocalcinosis.
	


	Familial hypomagnesemia with hypercalciuria and nephrocalcinosis (FHHNC) is a rare autosomal recessive tubular disorder that is frequently associated with progressive renal failure. The primary defect is related to impaired tubular reabsorption of magnesium (Mg) and calcium (Ca) in the thick ascending limb of Henle's loop. We have studied seven Arab patients with this syndrome who belong to four different families. The mean age at first presentation was 1.5+/-1.3 years (range 0.1-3 years) and at diagnosis 5.9+/-4.3 years (range 0.5-12 years). The presenting features were convulsions and carpopedal spasms (5 patients), polydipsia and polyuria (2 patients), rickets (2 patients), and recurrent urinary tract infections (1 patient). Bilateral nephrocalcinosis was observed in all patients. All patients had hypomagnesemia with a mean serum Mg of 0.45+/-0.09 mmol/l, an inappropriately high urine Mg of 2.07+/-0.73 mmol/24 h or fractional excretion of 15.3+/-7.1%, high urine Ca excretion of 4.1+/-1.2 mmol/24 h or urine Ca to creatinine ratio of 2.6+/-1.6, and normal serum potassium level of 4.4+/-0.34 mmol/l. All patients received Mg supplements and thiazide but exhibited slow worsening of their kidney function. After a mean follow-up of 4.4+/-3.9 years, one patient progressed to end-stage renal failure (ESRF). In conclusion, we report seven Arab patients with FHHNC syndrome. The clinical and biochemical data were similar to previous reports. However, they tend to show a slower rate of progression to ESRF.
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	بحث عن الظهور المبكر للإعراض الناتجة  عن التغيير المستمر في جدار وباطن الوحدات الكلوية في الأطفال العرب
Early presentation of membranoproliferative glomerulonephritis in Arab children.


	OBJECTIVE: Idiopathic membranoproliferative glomer-ulonephritis (MPGN) is a relatively uncommon cause of progressive renal disease characterized by immune complex deposition resulting in mesangial proliferation and endocapillary inflammation with capillary wall thickening. It has a variable clinical expression and usually thought of as a disease of older children and young adults. In this study we report the spectrum of MPGN in Arab children. METHODS: Eight Arab patients with MPGN type I and type II were described and studied retrospectively. This study was carried out at King Abdul-Aziz University Hospital, Jeddah, Kingdom of Saudi Arabia during a 6 year period, 1996-2002. RESULTS: Their mean age at presentation was 2.4 +/- 1.2 years. All patients presented with a steroid resistant nephrotic syndrome. None had macroscopic hematuria. However 5 (62.5%) were hypertensive at presentation. Complements were low in 3 patients (37.5%). The mean follow-up between presentation and last visit was 1.1 +/- 0.7 years; range 0.1-2. Three patients were siblings and their parents were 2nd-degree cousins. Another patient had a brother who had a renal failure following steroid resistant nephrotic syndrome (SRNS), but the histological cause of his SRNS was not known. Four patients were on dialysis within 2 years of follow-up, one patient progressed to chronic renal failure with creatinine of 240 umol/l, one patient died and 2 patients were lost follow-up. CONCLUSION: Membranoproliferative glomerulonephritis seems to present at earlier age in Arab children and tends to have a severe course with rapid progression to end stage renal disease.


	

	JOURNAL
	Saudi Med J.

	VOLUME
	2

	ISSUE
	24

	YEAR
	2003

	PAGES
	157-160



	بحث عن حاله طفله مصابه بالمتلازمة الكلوية ومرض الروماتزم
Steroid-sensitive nephrotic syndrome and juvenile idiopathic arthritis.
	


	Secondary nephrotic syndrome (NS) and kidney involvement

are common in adults with rheumatoid arthritis(RA). Nephropathy in patients with RA varies and could be due to RA itself and/or to anti-rheumatic therapy]. Renal involvement usually occurs several years after the diagnosis of RA and can present as glomerulonephritis

(mesangial, membranous, focal proliferative, and

minimal change lesions), amyloidosis, or interstitial nephritis

Similarly, NS may complicate juvenile idiopathic arthritis (JIA) and has been described in adults children and infants with JIA. In these patients,

it has been characterized by amyloidosis and glomerulonephritis

.

We report a case of primary steroid-sensitive NS

(SSNS) and JIA in which nephrosis preceded the development

of JIA by years.

, 
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	بحث عن عن استخدام عقار الليفاميسول في مرضي المتلازمه الكلويه المستجيبه للعلاج

Levamisole treatment in steroid sensitive nephrotic syndrome.


	OBJECTIVE: To evaluate the effectiveness of levamisole in maintaining remission in children with steroid-sensitive nephrotic syndrome (SSNS) who had a frequent relapsing or steroid-dependent course. METHODS: All children with SSNS who had a frequent relapsing or steroid-dependent course and were treated with levamisole between 1997 and 2001 at King Abdul-Aziz University Hospital, Jeddah, Kingdom of Saudi Arabia were reviewed. All patients were treated by the same steroid protocol used in our unit. Levamisole was considered effective if the patient successfully remained in remission on Prednisolone 0.5 mg/kg/48 hours or less. RESULTS: Nine children were treated with levamisole (3 mg/kg/48 hours) with median (range) age of 6 (3.5-10) years. Seven received levamisole for more than 6 (6-24) months and 2 were excluded because they did not adhere to treatment. Levamisole was effective in 4 patients (57%) with remarkable reduction in the number of relapses and the steroid maintenance dose. Renal biopsy was performed in 4 patients: 2 responders with biopsy findings of minimal change disease (MCD) and mesangioproliferative glomerulonephritis and another 2 non responders with biopsy findings of MCD and focal segmental glomerulosclerosis. No significant side effect was observed. CONCLUSION: Levamisole is effective in maintaining remission in steroid SSNS in Arab children and has few side effects.
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	Salt losing nephropathy simulating congenital adrenal hyperplasia in an infant.
	


	Pseudo-hypoaldosteronism occurring predominately in male infants has been reported in association with a spectrum of urologic diseases including obstructive uropathy. This is thought to reflect tubule unresponsiveness to aldosterone. We report a case, which was misdiagnosed as a case of congenital adrenal hyperplasia and treated inappropriately with hydrocortisone and fludrocortisone for 12-months before he had a urinary tract infection and was discovered to have obstructive uropathy on ultrasound. He presented with vomiting, dehydration, hyperkalemia, hyponatremia and metabolic acidosis. His initial 17 hydroxyprogestrone was high. His electrolytes improved to normal after relieving the obstruction by vesicostomy and his treatment weaned slowly without complications. This case demonstrates the importance of urine culture and ultrasound examination in suspected cases of pseudo-hypoaldosteronism.
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 اتجاه التغييرات في أسباب المتلازمةالكلويه النسيجي الباثولوجي في المنطقة الغربية من المملكة العربية السعودية 

	Changing trends of histopathology in childhood nephrotic syndrome in western Saudi Arabia.
	


	OBJECTIVE: It is widely accepted that minimal change nephrotic syndrome is the most common cause of nephrosis in children. Recent studies have demonstrated an increasing incidence of focal segmental glomerulosclerosis in adults and children. This study was conducted to analyze the trend of histopathologic subtypes in idiopathic nephrotic syndrome in the western area of the Kingdom of Saudi Arabia. METHODS: To determine the possible changes in the etiology of childhood nephrosis, the clinical charts of 46 pediatric patients diagnosed with idiopathic nephrotic syndrome between 1997 and 2001, group A, were reviewed. Results were compared with our initial published data of 132 patients with idiopathic nephrotic syndrome diagnosed between 1983 and 1992, group B. RESULTS: There was no difference in the percentage of biopsies between group A (43%) and group B (31.8%), P= 0.9. There was a decline in the incidence of minimal change nephrotic syndrome in recent years. Even if we assume that all patients without a histological diagnosis had minimal change nephrotic syndrome, presumptive minimal change nephrotic syndrome, the total incidence of minimal change nephrotic syndrome (biopsy proven + presumptive) in group A, was only 65% compared to 79.5% in group B, P=0.02. The incidence of focal segmental glomerulosclerosis was significantly greater in biopsies performed in the recent period, group A, 35% versus group B, 16.7%, P=0.05, and in the total number when we included the presumptive minimal change nephrotic syndrome, group A, 15.2% and group B, 5.3%, P<0.0001. Similarly we found an increased incidence of membranoprolifrative glomerulonephritis in total patients when we included the presumptive minimal change nephrotic syndrome, group A, 13.0% and group B, 5.3%, P=0.02. CONCLUSION: There is a shift toward an increasing prevalence of focal segmental glomerulosclerosis and membranoprolifrative glomerulonephritis over the years in the western area of the Kingdom of Saudi Arabia. These findings may have significant implications in the management of childhood nephrotic syndrome.
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	Infantile nephrotic syndrome and congenital glaucoma.
	


	A case of infantile nephrotic syndrome (NS) with advanced membranoproliferative glomerulonephritis (MPGN), type I, and bilateral congenital glaucoma, is presented. The patient also had persistent thrombocytopenia and subclinical hypothyroidism. The parents were second-degree cousins and the affected infant had a sibling who was born with congenital glaucoma. His mother had an aunt and uncle on the maternal side who were born with congenital glaucoma. In addition, there was a history of infantile death in five family members of unknown causes (pedigree). To the best of our knowledge, the association of congenital glaucoma and infantile NS due to MPGN has not been reported previously.
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	Behçet's disease in UK children: clinical features and treatment including thalidomide.
	


	OBJECTIVE: To study the clinical spectrum of Behçet's disease (BD) in childhood, and to report our experience of using thalidomide. METHOD: Ten children, diagnosed with BD, were studied retrospectively. RESULTS: The median (range) age at first presentation was 4 (1.2-12.0) yr, at diagnosis was 11 (3-15) yr and the follow-up period was 4.1 (0.6-6.3) yr. Oral ulcers were present in all patients (100%), genital ulcers were present in six (60%), peri-anal ulcers were present in three (30%), skin manifestations were present in nine (90%), intracranial hypertension was present in two (20%), mild gastrointestinal symptoms were present in five (50%), joint symptoms were present in six (60%), ocular lesions were present in five (50%), but only one child had anterior and posterior uveitis. Therapeutically, a range of drugs was used, including colchicine, that resulted in good responses in five children. Thalidomide (1 mg/kg/week to 1 mg/kg/day) was used in five children who were unresponsive to other immunosuppressive agents. It resulted in complete remission in three children and less frequent milder oral ulcers in two. Neuropathy developed in two children and in one it was irreversible. 
CONCLUSION: BD in children is similar to the disease in adults. Thalidomide provided a useful therapeutic option for severe oral and genital ulceration which was unresponsive to other therapies. Awareness of the danger of axonal neuropathy and teratogenesis at all times during thalidomide therapy is crucial. A low dose is probably as effective as higher doses.
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	Pregnancy outcome in connective tissue diseases.
	


	OBJECTIVE: To describe the pregnancy outcome in women with systemic lupus erythematosus and other connective tissue diseases attending a specialized high risk clinic at the Royal London Hospital. METHODS: Retrospective review of 30 patients seen over a 30-month period. Diagnoses included 18 patients with lupus and 5 with mixed connective tissue disease. Patients were evaluated following a standardized protocol. RESULTS: For all patients there were 28 (93%) live births and 2 spontaneous abortions. Of the live births, 6 (21%) were preterms and 5 (17%) were small for gestational age. For the 18-lupus patients there were 17 (94%) live births and one spontaneous abortion. Of the live births, 3 (18%) were preterm, 25% were small for gestational age and one had neonatal lupus erythematosus. Nine patients (30%) were positive for anti Sjogren's syndrome A antibodies: 7 systemic lupus erythematosus patients (39%) and 2 mixed connective tissue disease patients. Eight patients were positive for anti-phospholipid antibodies: 5 for anti-cardiolipin and 3 patients for lupus anticoagulant. CONCLUSION: Most pregnancies complicated by lupus do well with no maternal or neonatal deaths in a multidisciplinary high-risk clinic. However a high rate of prematurity and small gestational age remains a problem.
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بحث عنوان البحث: HLA Antigensفي الأطفال البنغوليين  المصابين بالمتلازمة الكلوية 

	Familial steroid-responsive nephrotic syndrome and HLA antigens in Bengali children.
	


	We investigated the major histocompatibility complex class I and II loci in three Bengali families with nine children affected with steroid-sensitive nephrotic syndrome (SSNS). A sequence-specific primer (SSP) of DNA typing method was used to detect human leukocyte antigens (HLA). The unaffected siblings and their parents were also studied. Similar to previous reports, there was a high frequency of HLA-DR7.1 (DRB1*0701), DR53 (DR B4*01011-0104) and DQ2 (DQB2*0201-3) antigens in the affected children. However, there was a similar finding in the unaffected children and their parents. HLA-DR7.1 probably was not a causative factor, since it had no predictive value for the occurrence or the severity of SSNS in the affected families. Siblings with identical HLA typing behaved differently (they either had or did not have SSNS). In these families there was no correlation between predisposition to the nephrotic syndrome and the genetic determinant responsible for HLA.
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بحث عن نتائج متابعة طويلة للأطفال المصابين بالفشل الكلوي  الشديد في سن أقل من سنتين ونموهم 

	Outcome and growth of infants with severe chronic renal failure.
	


	BACKGROUND: We aimed to assess the outcome and growth of infants with severe chronic renal failure (CRF). One hundred and one children presented between January 1, 1986, and December 12, 1998, with a glomerular filtration rate (GFR) of <20 mL/min/1.73 m2. The median (range) age at presentation was 0.3 (0 to 1.5) years, and follow-up was 7.6 (1.5 to 13) years. One- and five-year survival rates were 87 and 78%, respectively. The growth of the 81 children who survived over two years was evaluated. Eighty-one percent were enterally fed from age 0.7 (0 to 4.5) years for 1.9 (0.1 to 6.8) years. Forty-six percent had a gastrostomy, and 22% a Nissen fundoplication. Twenty-five were managed conservatively. Twenty were transplanted without dialysis at age 4 (1.7 to 8.5) years, and 36 were dialyzed at age 1.1 (0 to 9.8) before transplantation at age 2. 4 (1.3 to 10) years. RESULTS: The mean (SD) height standard deviation score increased from -2.16 (1.34) at 6 months (N = 63) to -1.97 (1.37) at 1 year (N = 75), -1.79 (1.29) at 2 years (N = 75), -1.33 (1.29) at 3 years (N = 68, P = 0.0006), -1.27 (1.04) at 5 years (N = 47, P = 0.0001), and -0.85 (0.82) at 10 years (N = 18, P = 0.001). The body mass index was in the normal range in the majority of patients. CONCLUSION: Mortality in infants with CRF occurs mainly in the first year of life. With early enteral feeding, the mean height standard deviation score is within the normal range from one year of age.
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بحث عن عمليات نقل الكلي في الأطفال المصابين بالفشل الكلوي في سن أقل من خمس سنوات 

	Renal transplantation in children under 5 years of age.
	


	Between March 1987 and December 1997, 59 renal transplants [49 cadaveric, 10 live related (LRD)], were performed in 54 children aged 5 years and younger. Six children required a second transplant. The median (range) age of the recipients was 2.9 (1.4-5.0) years; mean weight was 12.6 kg (7.4-23) and donor age 11 (2-50) years. Immunosuppression was cyclosporin or FK506, prednisolone, and azathioprine. Antithymocyte globulin was given as induction therapy for second transplants. Patient survival was 98.3%; 1 patient died from upper gastrointestinal haemorrhage. Graft survival was 67.7% at 1 year, 57.4% at 5 years, and 45.2% at 10 years. No LRD graft was lost during 7 years of follow-up. Thrombosis was the main cause of graft loss (10 cases) followed by vascular rejection (2 cases). There was no significant difference in graft survival between recipients aged less than 2, 2-3, and 3-5 years. The height standard deviation score (+/-SD) improved from -2.1+/-1.3 at transplantation to -1.0+/-1.3 at 1 year, -1.1+/-1.5 at 5 years, and to -0.14+/-1.1 at 10 years.
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بحث عن الأطفال المراهقين والمستشفيات شمال لندن في شمال لندن 

	Teenagers in hospital: what do they want?
	


	A questionnaire based survey undertaken in north London secondary schools supported the need for designated hospital facilities for teenagers: 53 per cent of young people who had been admitted to a paediatric ward, and 81 per cent of those admitted to an adult ward, had felt out of place there; 77 per cent of the total (347 adolescents) surveyed, thought a specific teenagers' room would be an improvement in service. In this article, the authors present the research.
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بحث عن تأثير التغذية بالأنبوب في الدهون عند الأطفال المصابين بالفشل الكلوي 

	Effect of enteral feeding on lipid subfractions in children with chronic renal failure
	


	The anorexia of chronic renal failure (CRF) is frequently managed with enteral feeds using combinations of commercial preparations, glucose polymers and fat emulsions. Such feeds might predispose to atherogenic blood lipid profiles. Our aim, therefore, was to compare the blood lipid profiles of enterally fed and non-enterally fed children. Plasma lipid subfractions were measured in 37 children with CRF managed conservatively and 10 managed with peritoneal dialysis (PD); 10 of the children were tube fed, 5 of whom were on PD. Results were compared between these groups. Overall, triglycerides (TGs, mean +/- SD) were high (2.3 +/- 1.4 mmol/l) and total cholesterol (TC) was at the upper limit of normal (5.2 +/- 1.5 mmol/l). Low-density lipoprotein (LDL), high-density lipoprotein (HDL), apoprotein A1 (apo A1), A2 (apo A2) and B (apo B), and lipoprotein (a) [Lp(a)] were within the normal range. There was an inverse correlation between TGs and glomerular filtration rate (P = 0.0001). There were no differences in the levels of TC, TG, LDL, HDL, apo A1, apo A2 or Lp(a) between tube-fed and non-tube-fed children. We conclude that enteral feeding does not enhance hyperlipidaemia.
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بحث عن التغيرات الفيسيولوجية والكيميائية المسببة لتصلب الشرايين المبكر عند الأطفال المصابين بالفشل الكلوي 

	Physiology and biochemistry of endothelial function in children with chronic renal failure.
	


	Premature atherosclerosis is a major cause of morbidity and mortality in chronic renal failure (CRF). Endothelial dysfunction is a key early event in atherogenesis. The aim of this study was to assess the effect of CRF on endothelial function using physiological and biochemical measures. To focus on the effect of CRF itself, 23 children (matched with 23 controls for age and vessel diameter) were selected because they were normotensive, had normal total cholesterol (TC) levels, and were not on vasoactive drugs. Their mean (range) age was 12.0 (7.8 to 17.0) years; GFR 17.5 (8.8 to 34.5) ml/min/1.73 m2. The physiology of endothelial function in the brachial artery was assessed using high resolution ultrasound by measuring its diameter at rest, during reactive hyperemia (endothelium dependent dilation) and after sublingual glyceryl trinitrate (GTN; endothelium independent dilation). Nitric oxide (NO) metabolites and endogenous NO synthetase (eNOS) inhibitors were measured as an assessment of endothelial metabolism. Brachial artery dilation to flow [FMD, mean (SEM)%] was reduced in CRF to 4.9 (0.6) and controls 8.6 (0.6), P < 0.0001. In contrast, the response to GTN was similar in both groups: CRF 25.1 (1.6), controls 23.3 (1.2), P = 0.31. There was no difference in TC, low density lipoprotein (LDL) or high density lipoprotein (HDL) between the patients and the controls. Triglycerides (TG) were higher in the patients but within the normal range. Antibodies against oxidized LDL (ox-LDL) were high in CRF. Endogenous NOS inhibitors were high in CRF, and intermediate NO metabolites were low. There was no correlation between FMD of the brachial artery and lipid subfractions, or with NO metabolites or eNOS inhibitors. Endothelium dependent dilation of the brachial artery is impaired in children with CRF who do not have co-existing risk factors for atherosclerosis. This may represent early evidence of atherogenic vascular disease.
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	School nurses: an underutilized resource. 


	

	ABSTRACT

(A)

(E)
	A survey carried out on 347 pupils aged between 13 and 18 years in three state secondary schools in North London showed that teenagers did not view school and practice nurses as being an important source of support or advice on psychosocial or medical issues. Friends were the main source of support for teenagers feeling in need of psychosocial help, although parents were also an important source of advice. More than half of the respondents in this study group sought professional help from GPs or the Brook Advisory Clinic regarding information/advice on sexually transmitted diseases or when seeking abortion. The health 
concerns of these teenagers were dominated by skin and weight problems with anxiety/nerves ranking third, physical problems fourth and sex-related concerns ranking fifth. The findings indicate that practice and school nurses appear to be an under-utilized resource in the provision of information and support for teenagers.
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	Adolescents attitudes to health services in North London. 


	

	ABSTRACT

(A)

(E)
	A questionnaire-based survey, undertaken in North London state secondary schools, illustrated some stumbling blocks and a lack of knowledge that is likely to inhibit an effective use of general practice among 12-18 year olds. A review of the current arrangements and some adjustment of current services might increase the likelihood of achieving Health of the Nation targets for teenage pregnancies, and may also improve health care for this important and vulnerable section of the population
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