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Received: Sep 05, 2012; Accepted: Mar 09, 2013;First Online Available: Sep 14, 2013Hyper Immunoglobulin M (hyper IgM) is a rareimmunodeficiency disorder first reported in1961[1], characterized by recurrent infectionswith low levels of serum IgA, IgG and IgE andnormal to high levels of serum IgM[1]. Onset ofmanifestation of X-linked HIGM occurs in the 1stor 2nd year of life with recurrent pyogenicinfections especially of upper and lowerrespiratory tract and diarrhea in 40% of thepatients[1]. Cryptosporidium infections are acommon cause of diarrhea in these patientscomplicated with hepatobiliary disease, which issevere and often fatal[1]. Gallbladder hydropsoccurs in acutely severe ill children withinflammatory or non inflammatory conditions[2].Treatment is based on correction of immunity byimmunoglobulin replacement and aggressiveantimicrobial therapy. Infections, liver diseaseand malignancy are common causes of mortality,therefore, stem cell transplantation is necessaryto increase the survival rate up to 68%[3].Our case is an 11-year-old boy born from non-consanguineous parents whose three siblingsexpired due to infections during infancy. Ourpatient also had recurrent severe infectionsduring that period. The work-up depicted thediagnosis of hyper IgM syndrome due to very lowlevels of IgA, IgG and IgE with high levels of IgM.He was repeatedly (four times) hospitalizedbecause of abdominal pain and palpable mass atthe RUQ. At physical examination, the abdomen

showed tenderness at RUQ and a palpable mass,there was no organomegaly. Abdominalultrasound revealed a distended gallbladder withslight wall thickening, compatible with hydrops.Magnetic resonance cholangio-pancratography(MRCP) showed variable narrowing and dilationof bile ducts, suggestive of sclerosing cholangitis.Laboratory investigations showed increased LiverFunction Tests (LFTs). Only during the firsthospitalization, Cryptosporidium parvum oocystswere present in stool, therefore therapy withParamomycin (50 mg/kg/day) and Azitromycin(10 mg/kg/day) was initiated. After treatment,clinical symptoms and paraclinical findings werenormal. In the next admissions, in spite of thepresence of the same clinical symptoms, parasiteswere not seen in stool examination. Nevertheless,all symptoms improved with anti cryptosporidiumtreatment.This is, to our knowledge, the first report ofrecurrent gallbladder hydrops and sclerosingcholangitis in a child with hyper IgM syndromeassociated with Cryptosporidium infection. Inchildren with X-HIGM, Cryptosporidium has highprevalence (up to 24%)[4]. These patients haveinvolvement of small bowel with chronic diarrheaand biliary tract disorders. This disease presentswith chronic diarrhea and RUQ pain. Furtherevaluations with ERCP or MRCP showeddistortion of the biliary structure[5]. In immuno-compromised patients, Cryptosporidium infectionscannot be eradicated[6]. Approximate-ly 1/6patients with immunodeficiency disorders havehepatic disease[7], more than 50% of which iscaused by Cryptosporidiosis[8]. Early diagnosis isvery important because, with adequate treatment,serious complications can be prevented. Curativetherapy for Cryptosporidium infections includestem cell transplantation[7]. In our patientdiarrhea was not present, but in stool
Cryptosporidium parvum was found. This situationis rare, especially in immunodeficient patients, asthese children usually have chronic diarrhea withmalabsorbtion and malnutrition, and diarrhea is atypical clinical manifestation of Cryptosporidiuminfection. With anti-Cryptosporidium therapy, theorganism cannot be eradicated, and drugs only
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inhibit its proliferation. Further evaluation withelectron microscopy showing parasitophorusvacuoles in the intestinal microvillus or PCR isnecessary to confirm the state of infestation.
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Unrevealing of Primary Vesicoureteral

Reflux which is Not Harmful for Kidneys in

Children Should Be Considered as Success

Salih Kavukcu MD, Alper Soylu MD

Department of Pediatrics, Division of Nephrology, DokuzEylul University, School of Medicine, IzmirReceived: May 21, 2012; Accepted: Jun 04, 2012;First Online Available: Jul 28, 2013Uncovering of harmless primary vesicoureteralreflux (VUR) results in follow up of just a VURimage causing unnecessary stress for the parents,patients and physicians. Furthermore, voidingcystourethrography, gold standard for VUR

diagnosis, is an invasive method having radiationhazard.Following questions will remain unanswereduntil non-invasive diagnostic methods for VUR arediscovered: Is VUR a physiological phenomenonthat disappears during growth in children? WhichVUR is benign or harmful for the kidney[1]? Is thedegree of VUR a sufficient parameter to state thatit is harmless?It is necessary to look over the results of somestudies for making comments on the questionsabove. The prevalence of VUR in healthy childrenwas reported as 0.4-1.8% based on statisticalcalculations. However, this ratio increased up to17.2% based on the assessments in healthy renalunits[2]. Spontaneous resolution rate of VUR isdecreased as its grade increases. Today, we need anon-invasive gold standard method for diagnosisof VUR in both healthy and ill children[3,4].The last recommendations of AmericanAcademy of Pediatrics was based on a formalmeta-analysis of recent studies that did not detecta statistically significant benefit of prophylaxis inpreventing recurrence of febrile UTI in infantswithout reflux or those with grades I to IV VUR[5].A previous study showed that antimicrobialprophylaxis did not reduce the risk of recurrentUTI, but rather led to infections with resistantmicroorganisms[6]. In conclusion, unrevealing ofharmless primary VUR in children should also beconsidered as success.
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