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Situs inversus and metastatic renal cell carcinoma:A case report
Sunil Rangarajan, Bhuvana Sunil, Arun S Shet

ABSTRACT
Introduction: Situs Inversus Totalis is a rarecongenital condition with an autosomalrecessive inheritance. Most of the people withSIT are asymptomatic, making its diagnosis achallenge. Although many cases of cancers co­existing with SIT have been reported in medicalliterature, the co­existence of RCC with SIT isextremely rare. We are presenting the 5threported case in the published medicalliterature. Case Report: We report a case of a 65­year­old male who was presented withintractable back pain, difficulty in performingdaily activities and unintentional weight loss.Evaluation of these symptoms revealed SIT, aright renal mass and widespread metastaticdeposits. Immunohistochemical analysisconfirmed the diagnosis of clear cell type ofrenal cell carcinoma. Conclusion: Situs Inversusis a rare congenital abnormality which may beassociated with renal anomalies, Kartagenersyndrome, and several types of malignancies.Further study is needed to characterize the
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genetic basis of SI and establish whether there isa causal basis between SI and the developmentof malignancy or not.
Keywords: Situs inversus totalis, Renal cellcarcinoma, Malignancy

*********
Rangarajan S, Sunil B, Shet AS. Situs inversus andmetastatic renal cell carcinoma: A case report.International Journal of Case Reports and Images2012;3(11):1–4.

*********
doi:10.5348/ijcri­2012­11­208­CR­1

INTRODUCTION
Situs inversus totalis (SIT) refers to a congenitalcondition in which the thoracic and the abdominalviscera are transposed through the sagittal plane. It is anautosomal recessive condition with 0.01–0.02%prevalence in general population [1]. Most of the peoplewith SIT are asymptomatic, making its diagnosis achallenge. Among all diagnosed cancers, only 2–3%belong to renal cell carcinoma (RCC), which has agreater occurrence in males, [2]. Although many cases ofcancers co­existing with SIT have been reported inmedical literature, the co­existence of RCC with SIT isextremely rare. We are presenting a rare case ofmetastatic RCC with SIT, which is the 5th reported casein the published medical literature.

CASE REPORT
A 65­year­old male was presented to the hospitalwith four months history of fatigue, difficulty in gettingup, walking and performing daily activities. He had

CASE REPORT OPEN ACCESS
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severe right flank and back pain, unintentional andsignificant weight loss of 12 kg. There were occasionalepisodes of fever and hematuria over this four­monthperiod. A limited cut magnetic resonance imaging(MRI) of the spine and abdomen to evaluate the backpain revealed SIT, a right renal mass, and multipleosseous lesions in L1, and L2 vertebrae and in sacrum,(Figure 1). The patient admitted to a chronic history oftobacco (64 pack years of smoking) and alcoholconsumption. On physical examination, the patient wascachectic (weight: 43 kg, height: 1.6 m, Body MassIndex: 16.8 kg/m2). Pertinent positive findings onsystemic examination revealed findings of SIT in thechest and abdomen. Respiratory system examinationrevealed that the trachea was deviated to the right, anddull percussion sounds were noted in the right infra­axillary, infrascapular areas. Breath sounds and vocalresonance were diminished in the right mammary,infra­axillary, infrascapular areas and there werescattered occasional rhonchi. Apart from dextrocardia,the cardiac examination was unremarkable.Neurological examination revealed extreme tendernesson palpation over the L1, and L2 vertebrae, and mildweakness on the left half of the body.Aside from hypoalbuminemia, and elevations in theESR and LDH, the other hematological and biochemicalparameters were normal. Of note, the serum calciumwas normal. Urinalysis revealed hematuria but thesediment was otherwise normal. A contrast enhancedcomputerized axial tomogram (CAT) scan of theabdomen performed to evaluate the extent of thedisease revealed abdominal viscera transposed throughthe sagittal plane, and an ill­defined right renal massmeasuring 4x3.5 cm with multiple para aortic lymphnodes, and multiple vertebral deposits, (Figure 2). CATscan of the thorax revealed dextrocardia, a 6.5x5 cmsolitary irregular mass in the apicoposterior segment ofthe anatomical right lung engulfing the anatomical rightpulmonary artery, mediastinal lymphadenopathy, andmultiple rib deposits, (Figure 3). A bone scan was notperformed as the patient declined further testing.CAT scan guided tru­cut biopsy of the mostaccessible metastatic deposit in the sacrum revealed

Figure 1: MRI of the Spine, (A) Renal mass in the anatomicalright kidney; (B) Multiple metastatic deposits in the vertebrae,largest being the one in the sacrum.

Figure 2: Contrast CT of Abdomen: (A) Mass in the anatomicalright kidney with a metastatic lesion in the L1 vertebra; noextension of the mass into the renal vein. (B) Metastaticdeposit in the sacrum.

neoplastic cells arranged in a glandular pattern.Immunohistochemical analysis revealed the malignantcells to be positive for pancytokeratin (3+, 95%),cytokeratin (CK) 5 and CK 7 (3+, 95%), CD 10 andvimentin (3+, 100%), and negative for thyroidtranscription factor­1 (TTF­1) and prostate­specificantigen (PSA) (Figure 4). Based on the clinical,radiological, and histopathological findings, a diagnosisof metastatic clear cell type of RCC was made and thepatient was counseled regarding his disease [3]. Thepatient was offered palliative radiation therapy butelected to receive opioid analgesia as the sole paincontrol modality. Over the next few days his overallcondition deteriorated and he elected to get dischargedfrom the hospital for home hospice care.

DISCUSSION
Situs inversus (SI) is a rare disorder where mostpatients are asymptomatic leading to difficulty inassessing its true prevalence. It can be broadly classifiedbased on the extent of the inversion of the viscera intoSIT, situs solitus (isolated dextrocardia) and situsinversus viscerum, which is almost always associated
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Figure 3: (A): Contrast CT of the thorax and abdomen: Imagereveals the mass in the anatomical right lung with mediastinallymph node involvement. It also reveals situs inversus of theabdomen, (B): Contrast CT of Thorax: Mass in the anatomicalright lung engulfing the right division of the PulmonaryArtery. The inversion of the location of the great vesselsshowing Situs Inversus in the thoracic viscera.

Figure 4: (A) Hematoxylin and Eosin staining of the biopsytissue revealing the presence of thick fibrocollagenous tissuewith an infiltrating neoplasm composed of neoplastic cellsarranged in glandular pattern, (B) CD 10 staining positive, (C)Vimentin staining positive, and (D) CK 7 staining positive.

with congenital heart disease, [4, 5]. Other rare form ofSI, situs ambiguus typically manifests as either aspleniasyndrome (right isomerism) or polysplenia syndrome(left isomerism). Many cardiovascular and renalanomalies have been reported in patients with SIT.Though the exact mechanism of the abnormal heart tubeorientation and development is not fully understoodthere are documented linkages to chromosomalabnormalities (balanced reciprocal translocationt(5;11)(q32;q24.2), [6] and microdeletion ofchromosome 2q37.3, [7]). Nearly 20–25% of thepatients with SIT have syndrome of primary ciliarydyskinesia called Kartagener syndrome manifesting asrepeated infections, bronchiectasis, and male infertilityalong with SIT, [4, 8].There are several reported cases of cancers inpatients with SI. A significantly high number of all thecancers that have been reported in patients with SIThave been from the gastrointestinal tract. Some of thosehave had much rarer forms of SIT like situs ambiguus,and polysplenia syndrome. There are also a handful ofreports of double cancer involving different parts of thegut in patients with SIT. Amongst the patients withKartagener syndrome there was a higher prevalence oflung cancer.Although RCC is more commonly associated withother congenital syndromes such as Von Hippel­Lindausyndrome [9], hereditary papillary RCC [10], Birt­Hogg­Dube syndrome [11], there have been only four reportedcases with SIT. Three of the previously reported RCCpatients with SIT were cured with radical nephrectomy[12, 13]. Meticulous preoperative anatomical andvascular mapping and special precautions for airwaymanagement can overcome the surgical challenge posedby the presence of multiple anatomical anomalies andaltered position of the blood vessels. Only one patientpreviously has received adjuvant chemotherapy withintramuscular interferon alfa and external beamradiation [14]. The presence of extensive metastaticdisease, poor performance status and patient choicesprecluded more aggressive treatment choices in ourcase. There are no reports that confirm or refute thehypothesis that there is a causal association betweensitus inversus and the development of cancer.

CONCLUSION
Situs inversus is a rare congenital abnormality withan autosomal recessive inheritance pattern. In additionto renal anomalies and Kartagener syndrome, severaltypes of malignancies co­exist in patients with situsinversus. RCC occurring in patients with situs inversusis a rare phenomenon and the association between thesetwo conditions is unclear. Further study is needed tocharacterize the genetic basis of SI and establishwhether there is a causal basis between SI and thedevelopment of malignancy.

*********
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Advanced live intra­abdominal pregnancy with goodfetomaternal outcome: A case report
Ritu Sharma, Manju Puri, Monika Madan, SS Trivedi

ABSTRACT
Introduction: An incidence of abdominalpregnancy is 1 in 10,000 live births accountingfor 1.4% of all ectopic pregnancies. Abdominalpregnancy occurs due to secondaryimplantation from an aborted tubal pregnancyor as a result of intra­abdominal fertilization.Case Report: This is a rare case report of a 20­year­old primigravida who presented to ourhospital at 38 weeks of gestation with advancedlive intra­abdominal pregnancy. Afterconfirming the diagnosis, the patient was takenup for emergency laparotomy and a live babywas extracted. Mother and baby weredischarged in good health without anyperioperative complications. Conclusion: Themanagement of advanced abdominal pregnancyremains controversial. Diagnosis andmanagement of advanced abdominal pregnancyis still a challenge to today’s medical world. Buthigh index of suspicion aided with imagingstudies can help in timely diagnosis of this rare

obstetrical occurrence thereby preventing theassociated life­threatening complications.
Keywords: Abdominal pregnancy, Advancedabdominal pregnancy, Ectopic pregnancy

*********
Sharma R, Puri M, Madan M, Trivedi SS. Advanced liveintra­abdominal pregnancy with good fetomaternaloutcome: A case report. International Journal of CaseReports and Images 2012;3(11):5–7.

*********
doi:10.5348/ijcri­2012­11­209­CR­2

INTRODUCTION
Abdominal pregnancy, a rare form of ectopicpregnancy, results from implantation in peritonealcavity exclusive of tubal, ovarian or intraligamentaryimplantation [1]. It occurs due to secondaryimplantation from an aborted tubal pregnancy or as aresult of intra­abdominal fertilization. According toCentres for Disease Control and Prevention, theestimated incidence of abdominal pregnancy is 1 in10,000 live births accounting for 1.4% of all ectopicpregnancies [2, 3]. Advanced abdominal pregnancyrefers to a situation where the pregnancy continuesbeyond 20 weeks with a fetus living, or showing signs ofhaving once lived and developed, in mother’s abdominalcavity [4]. Despite the availability of medical healthfacilities worldwide, the cases of advanced abdominalpregnancy associated with high fetomaternal morbidityand mortality are still encountered. Estimated maternalmortality rate is 5 per 1000 cases, about seven to eighttimes the mortality rate for ectopic in general [2]. Themost important causes of maternal death arehemorrhagic shock, pulmonary embolism,coagulopathy, infection and bowel obstruction [5]. In a
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review, the survival of infants born after 30 weeks wasfound to be 63% [6] with 20–40% [6, 7] incidence ofbirth defects due to compression because of theabsence of amniotic fluid buffer. Limb deficiencies andcentral nervous system anomalies are most commonmalformations while facial or cranial asymmetries andjoint abnormalities are most common deformations.The management of advanced abdominal pregnancyremains controversial.

CASE REPORT
A 20­year­old primigravida presented to emergencydepartment of our hospital at 38 weeks of gestationwith complaints of pain in her abdomen off and on andan ultrasound report showing an abdominal pregnancyof 33 weeks. Patient got her regular antenatal check­upat a remote area. She felt quickening at 16th week ofgestation. During her antenatal period she hadoccasional episodes indigestion and dull pain inabdomen. She was admitted at 22nd week of pregnancyfor pain in abdomen associated with difficulty inmicturition and was managed conservatively. Sheunderwent an abdominal ultrasound examination at19th week of gestation which showed live intrauterinepregnancy with placenta covering the internal os. Arepeat abdominal ultrasound examination was done at37th week of gestation. During this examination,abdominal pregnancy was suspected and she wasreferred to a tertiary hospital. General physicalexamination and systemic examination other thanabdominal examination were unremarkable. On clinicalexamination of abdomen, fundal height was 34 weekswith longitudinal lie and breech presentation. Fetalparts were palpable superficially. Pelvic grip was emptyand fetal heart rate was 140/min and regular.A repeat abdominal ultrasound examination wasdone in our hospital which showed empty uterusdeviated to left side with a single live fetus seen outsideuterine cavity in transverse lie with adequate amnioticfluid in the amniotic sac surrounding it. Placenta waslying next to uterus with marked increase in vascularityin it and adjacent myometrium. Patient’s hemoglobinwas 11 g/dL with normal liver and kidney function tests.Four units of packed red blood cells were kept crossmatched. Patient was taken up for emergencyexploratory laparotomy under general anaesthesia onthe same day. Abdomen was opened by right paramedian vertical incision extending above umbilicus. Peroperatively omentum was seen covering an amnioticsac. The membranes were thick and were ruptured.Meconium stained liquor was drained out. A live babygirl was extracted as breech (Figures 1 and 2). The cordwas doubly clamped, cut and tied close to its placentalattachment. Birth weight was 1.5 kg and Apgar scorewas 9 and 9 at 1 and 5 minutes respectively. Theexploration of abdomen for exact placental localizationwas avoided as this could have incited torrentialhemorrhage. Placenta was left undisturbed. Thoroughsaline wash was done. Abdomen was closed in layers.

The amount of surgical blood loss did not warrant anyblood transfusion.Patient stood the procedure well and remainedhemodynamically stable. Her postoperative period wasuneventful. Mother and baby were discharged in goodhealth. Patient came for follow­up after one month withno fresh complaints. Abdominal ultrasound examinationduring follow­up visit showed involuting placental masslying in the abdominal cavity surrounded by intestines.Postoperative counseling of the couple was done givingemphasis on contraception and need for early antenatalcheck ups in subsequent pregnancies.

DISCUSSION
Diagnosis and management of advanced abdominalpregnancy is still a challenge to today’s medical world.But high index of suspicion aided with imaging studiescan help in timely diagnosis of this rare obstetricaloccurrence thereby preventing the associated life­

Figure 1: Intact amniotic sac containing fetus in abdominalcavity.

Figure 2: Membranes covering abdominal organs afterextracting fetus.
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threatening complications. Patient may present withcomplaints of vaginal bleeding, persistent abdominalpain and painful fetal movements. On examination,there may be abnormal presentation, easily palpablefetal parts, uneffaced and displaced cervix and palpationof abdominal mass seperate from uterus [8]. High indexof suspicion is first step in the diagnosis. Increasedmaternal serum alpha feto protein levels add to thesuspicion [4]. Ultrasonography and MRI are diagnosticmodalities for confirmation of abdominal pregnancy [8].Ultrasound will show empty uterus, absence of amnioticfluid between placenta and fetus, absence ofmyometrium between bladder and gestation andabnormal lie with fetal parts close to abdominal wall[4, 8, 9]. But sonographic diagnosis is missed in half ofthe cases [4]. Despite all, the diagnosis in most of thecases is made at time of surgery only.Advanced abdominal pregnancy is difficult tomanage. If the fetus is mature, immediate laparotomy isthe definitive management but if fetus is immature andmother is in good health, one can opt for conservativemanagement with strict surveillance giving mother’ssafety the primary importance. After delivering baby,the management of placenta is also controversial due todiffuse and unidentifiable blood supply of abnormallyimplanted placenta. Life­threatening hemorrhageduring laparotomy is the main concern. If one cannotidentify and ligate the vascular supply of placenta, it ispreferable to leave it as such for natural regression [5]which can be monitored by β­hCG levels andultrasonography—the process taking several months.Methotrexate administration can lead to massivenecrosis and subsequent infection [5]. Angiographicembolisation can be used to block placental vessels [10].

CONCLUSION
It needs emphasis again that both obstetricians andradiologists should improve their skills further todiagnose these cases in time so that they do not reach tosuch an advanced stage where management itselfbecomes difficult.
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Hepatic hemangioma and focal nodular hyperplasia in aNigerian patient with hepatitis B virus infection
Aderemi O Oluyemi, Adekunle O Adeyomoye, Nicholas A Awolola

ABSTRACT
Introduction: Hepatic hemangiomas (HH) andfocal nodular hyperplasia (FNH) are, by farsingly and combined together, the mostfrequently occurring benign liver lesions. Theassociation between these two tumors is welldocumented in literature. The association hasbeen suggested to spring from a commonetiopathogenetic mechanism. Case Report: A42­year­old male presented for evaluation as aroutine pre­blood donation screen had shownthat he was hepatitis B surface antigen (HBsAg)positive. An abdominal ultrasonography showedtwo distinct hyperechogenic intrahepaticmasses. One mass was diagnosed with dopplerultrasound as hemangioma and a ultrasound­guided biopsy of the other mass revealedhepatocellular hyperplasia. Conclusion: Thiscase for the first time documents the interestingHH/FNH association from Nigeria. It alsodetails what, to the best of our knowledge, is thefirst time that these diseases are beingdocumented as coexisting with hepatitis B virus(HBV) infection.
Keywords: Focal nodular hyperplasia, Hepatichemangioma, Hepatitis B infection, Nigeria
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INTRODUCTION
Hepatic hemangiomas (HH) and focal nodularhyperplasia (FNH) are, singly and combined, by far themost frequently occurring benign liver lesions. Thecommon presence of these two hepatic lesions is welldocumented in literature and it has been suggested thatthis association springs from a commonetiopathogenetic mechanism of growth anddevelopment. However, such documentations have notbeen common in data from the Western sub­region ofAfrica. This interesting association has not beendocumented from Nigeria and to the best of ourknowledge, nor has there been a previous report of HHand FNH as coexisting with hepatitis B virus (HBV)infection anywhere in literature.

CASE REPORT
A 42­year­old male presented for evaluation as aroutine pre­blood donation screen had shown that hewas hepatitis B surface antigen (HBsAg) positive. He didnot have a previous history of liver disease nor diabetesmellitus and was asymptomatic at presentation. Hisbody mass index was 22.6 kg/m2 and other examinationfindings were unremarkable. Liver function testsincluding serum α­fetoprotein and carcinoembriogenicantigen levels were normal. The quantification of HBV
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deoxyribonucleic acid (DNA) levels from patient’sserum was less than 20 IU/per mL (COBAS TaqMankit) and a screen for hepatitis C virus was negative.Fasting samples were drawn for blood glucose and lipidprofile and results were normal. An abdominalultrasonography (USG) showed two distincthyperechogenic intrahepatic masses. The first was an8.7 mm in diameter nodule in segment VIII which oncolor flow Doppler ultrasound mode showed flow intoand within the mass. These features were in keepingwith a hemangioma. The second lesion seen in segmentII was 12 mm in diameter and on color Doppler,demonstrated no flow within the mass (Figure 1). Thedifferentials of the second mass included earlyhepatocellular carcinoma, a focal fatty infiltration,hepatic adenoma and focal nodular hyperplasia.The histologic assessment of tissue obtained from aultrasound­guided liver biopsy of the second massrevealed nodules of proliferating hepatocytes arrangedin two cell layers which were supported by welldeveloped reticulin framework. The hepatocytes werepale but showed no evidence of fatty change. Thehepatic nodules were separated by fibrous septacontaining several vessels, including small arteries andveins as well as numerous ductules (Figures 2 and 3).Hence, a diagnosis was made of Hemangioma and FocalNodular Hyperplasia in a patient with HBV infectionwas made. The patient was subsequently informed andappropriately counseled. He is presently on regularfollow up at a hepatology outpatient unit.

DISCUSSION
Hepatic hemangioma and FNH lesions are the twomost common liver cell­derived benign tumors and areestimated to be present in 0.4–20% and 8% of generaladult population from the western world [1–3]. Whileeach of these lesions are found commonly as isolatedentities, an association between HH and FNH has also

Figure 1: Color flow Doppler showing hyperechoic nodule inleft lobe of the liver (segment 2). Note that there is no flowwithin the nodule.

Figure 2: Focal Nodular Hyperplasia: Photomicrographshowing central scar with blood vessels and fibrous septaseparating cirrhosis­like nodules of hepatocytes. There is alarge central artery (vertical arrow) with inflammatory cellinfiltrates (horizontal arrow) and numerous ductules(H&E ×40).

been well documented in literature [1, 4, 5]. Whilecoexisting third lesions such as adenomas [6] and livercysts [7] have been reported in association with thesetwo pathologies, to the best of our knowledge this is thefirst documented case of such association from Nigeriaand is the first time that these two lesions are beingpresented in association with HBV infection.The association between HH and FNH hingesaround the presumed etiopathogenetic mechanisms thatrelates to local abnormalities in hepatic blood supplythat somehow facilitate the hyperplastic development ofthese benign lesions [4]. Their shared property ofdevelopment/growth with the intake of oralcontraceptives has also been pointed out in support ofthis relationship [6, 8]. Literature is, however, void of a

Figure 3: Focal Nodular Hyperplasia: Photomicrographshowing bile stasis (black arrow) at junction between septaand liver parenchyma (H&E×400).
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suggestion of explanation of a possible associationbetween HBV infection and these tumors.

CONCLUSION
We surmise that this relationship may simplyrepresent a fortuitous one as Nigeria is a region of highendemicity for HBV infection (> 8%) with an estimatedlifetime risk of infection being greater than 50% [9]. Theprobability such of coincidental coincidence is high.Granted that the presence of HBV infection may or maynot be important from an etiopathogenetic standpoint,it is, however, pertinent to note that this relationshipcan exist in patients with HBV infection. A piece ofinformation that could have various ramifications in theevaluation of hepatic lesions in HBV infectionparticularly in regions of high endemicity.

*********
AcknowledgementsThe article has been read by the patient and writtenconsent obtained for publication. We would like tothank the management of Foremost Radiology, and TheSpecialist Labs both in Surulere, Lagos State, Nigeria forcarrying out the ultrasonography and histopathologicassessment respectively.
Author ContributionsAderemi Oluyemi – Initial conception and design,Drafting the article, Critical revision of the articleAdekule Adeyomoye – Contributed substantially in thedesign of the report. He provided the abdominalultrasonography, guided the liver biopsy and Criticalrevision of this case reportNicholas Awolola – Contributed substantially in thedesign of the report. He provided the histology for thereport and made critical revisions to the article content
GuarantorThe corresponding author is the guarantor ofsubmission.
Conflict of InterestAuthors declare no conflict of interest.
Copyright© Aderemi Oluyemi et al. 2012; This article isdistributed under the terms of Creative CommonsAttribution 3.0 License which permits unrestricted use,distribution and reproduction in any means providedthe original authors and original publisher are properlycredited. (Please see www.ijcasereportsandimages.com/copyright­policy.php for more information.)

REFERENCES
1. Wanless IR. Micronodular transformation (nodularregenerative hyperplasia) of the liver: a report of 64

cases among 2,500 autopsies and a newclassification of benign hepatocellular nodules.Hepatology 1990;11(5):787–97.2. Edmondson HA. Tumors of the liver andintrahepatic bile ducts. In: Atlas of tumor pathology.First series. Washington, DC: Armed Forces Instituteof Pathology 1958.3. Karhunen PJ. Benign hepatic tumors and tumor likeconditions in men. J Clin Pathol 1986;39(2):183–8.4. Mathieu D, Zafrani ES, Anglade MC, Dhumeaux D.Association of focal nodular hyperplasia and hepatichemangioma. Gastroenterology 1989;97(1):154–7.5. Vilgrain V, Uzan F, Brancatelli G, Federle MP, ZappaM, Menu Y. Prevalence of Hepatic Hemangioma inPatients with Focal Nodular Hyperplasia: MRImaging Analysis. Radiology 2003;229(1):75–9.6. Di Carlo I, Urrico GS, Ursino V, Russello D, Puleo S,Latteri F. Simultaneous occurrence of adenoma,focal nodular hyperplasia, and hemangioma of theliver: are they derived from a common origin? JGastroenterol Hepatol 2003;18(2):227–30.7. Toshikuni N, Kawaguchi K, Miki H, et al. Focalnodular hyperplasia coexistent with hemangiomaand multiple cysts of the liver. J Gastroenterol2001;36(3):206–11.8. Scalori A, Tavani A, Gallus S, La Vecchia C, ColomboM. Oral contraceptives and the risk of focal nodularhyperplasia of the liver: a case­control study. Am JObstet Gynecol 2002;186(2):195–7.9. Lavanchy D. Hepatitis B Virus Epidemiology,Disease Burden, Treatment, and Current andEmerging Prevention and Control Measures. J ViralHepat 2004;11(2):97–107.



IJCRI – International Journal of Case Reports and Images, Vol. 3 No. 11 , November 201 2. ISSN – [0976-31 98]

IJCRI 201 2;3(11 ):1 1 –1 3.
www.ijcasereportsandimages.com

Intraparotid lymph node with metastatic angiosarcoma:A rare tumor with a routine presentation
Hiten Joshi, David McPartlin

ABSTRACT
Introduction: We present an unusual casepresenting as a parotid tumor in a Caucasianman, including our management and a review ofliterature. Case Report: A 83­year­old male wasreferred to the ENT department with a non­painful swelling in front of his right ear. Thiswas diagnosed as a likely Warthin’s tumor andthis was further supported by ultrasoundimaging. Fine needle aspiration cytology wasnon­diagnostic. The patient underwentsuperficial parotidectomy for histologicalconfirmation. Histology identified anintraparotid lymph node with metastaticangiosarcoma. The primary source was notidentified. The patient was further treated withadjuvant radiotherapy and at a 10­month post­therapy review there is no evidence ofreoccurrence. Conclusion: An angiosarcoma is arare malignant neoplasm of endothelial­typethat is characterized by rapidly proliferating andinfiltrating anaplastic cells. Angiosarcoma’saccount for less than 0.1% of all head and neckcancers and it is extremely rare for the majorsalivary glands to be affected; 80% of all parotidtumors are benign. Metastatic angiosarcomaarising in an intraparotid lymph node has notpreviously been reported in English journals.This presented case is unusual in its locationand its mode of presentation.
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INTRODUCTION
An angiosarcoma is a rare malignant neoplasm ofendothelial­type that is characterized by rapidlyproliferating and infiltrating anaplastic cells.Angiosarcoma affecting the soft tissues commonlyaffects the extremities, retroperitoneum and abdominalwall and cutaneous angiosarcoma of the scalp and faceis the most common form of angiosarcoma [1, 2].Although approximately 50% of angiosarcomas occur inthe head and neck region, they represent less than 0.1%of all head and neck malignancies and there are very fewpublished cases occurring within the parotid gland [3].Often these tumors are initially mistaken for otherpathology on clinical grounds with diagnosis only madeafter surgical resection is complete.

CASE REPORT
An 83­year­old male was initially referred to the oraland maxillofacial surgeons with a swelling on the rightside of his mouth and in front of his ear. The patient’scomplaint was of a painless swelling that was growingover a period of two months. There was no history ofdischarge in the mouth, weight loss or anorexia. He wasreferred to the ENT department with an initial diagnosis
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of a pleomorphic adenoma. ENT review identified aright parotid swelling and there was no facial nervepalsy (House­Brackmann grade I). Following this, thepatient was given a diagnosis of a likely Warthin’stumor on clinical grounds. His past medical historyconsisted of two basal cell carcinomas (BCC); one onthe chest and one on the right lower leg in the last 6years. He also suffered from type 2 diabetes,hypertension, and angina.The patient underwent an ultrasound scan whichidentified features consistent with a Warthin’s tumorand a fine­needle aspirate (FNA) performed wasreported as highly suggestive of neoplasia of anindeterminate type. The patient was consented for asuperficial parotidectomy for histological diagnosis andthis was performed successfully with full preservation offacial nerve function. The patient was discharged on thefirst postoperative day and reviewed in clinic withresults of the histology. Provisional histology resultsidentified an encapsulated neoplasm with lymphoidtissue present at the edges and thus identifying anintraparotid lymph node. Microscopy identifiedappearances of an unusual malignant spindle cellneoplasm. Immunohistochemical staining was positivefor CD34 and vimentin. The specimen was reviewed atthe regional head and neck unit and confirmed adiagnosis of an intraparotid lymph node with metastaticangiosarcoma (Figure 1).The patient was reviewed by the oncologists andfurther investigations in the form of staging CTscanning identified no primary site. He underwent20 doses of adjuvant radiotherapy over a four­weekperiod and a 10­month post­radiotherapy there is noclinical evidence of recurrence.

DISCUSSION
The parotid gland is the most common site forsalivary gland tumors of which 80% are benign. Thecommonest benign tumors are the pleomorphicadenoma (80%), followed by Warthin’s tumor [4].Malignant parotid tumors are rare with pathologiesincluding mucoepidermoid carcinoma, adenoid cysticcarcinoma, adenocarcinoma, malignant degeneration ofa pleomorphic adenoma and, squamous cell carcinoma.Angiosarcomas most commonly occur in skin andsoft tissue [2]. They account for less than 0.1% of allhead and neck malignancies and it is extremely rare forthe major salivary glands to be affected [3]. Thesetumors are rare malignant neoplasms of endothelial­type cells that line vessel walls; characterized by rapidlyproliferating anaplastic cells that infiltrate extensively.Presentation often consists of a moderately pacedgrowing mass associated with compression of adjacentneurovascular structures. There may be systemicfeatures. For example, bleeding and thrombocytopenia,characteristic of a malignant vascular proliferation [5,6]. This case is unique in that the patient had no othersymptoms apart from the swelling occurring over a fivemonth period. On review of literature, we identified

seven cases of angiosarcoma involving the parotid glandand no cases of metastatic angiosarcoma arising in anintraparotid lymph node [7, 8, 9].The diagnosis of a vascular tumor can often be madewith the aid of CT or MRI imaging and biopsy in theform of a FNA or core biopsy [10]. Imaging can also aidin the detection of metastases which can occur in up to50% of cases. Metastases are most commonly seenlocally in the regional lymph nodes or distantly in thelungs, liver, or spleen, and sometimes in the bothregions.Studies have shown the 5­year survival ofangiosarcoma can vary from 12–41% [5, 6, 11]. Themainstay of therapy is surgical resection with either pre­or postoperative radiotherapy. Tumor site has shown tobe prognostically significant in several studies, forexample, Morrison et al. demonstrated poor survival inpatients with angiosarcoma of the scalp [12]. There islittle evidence available demonstrating survival rates inpatients presenting with an unknown primary butsurvival rates have been shown to be associated withearly surgical resection prior to local or distant spread [5].At present there are no clear guidelines on themanagement of head and neck metastatic angiosarcomafrom an unknown primary. Surgical resection andradiotherapy are currently the treatment options withthe role of chemotherapy not fully established in thevarious forms of angiosarcoma [1, 13]. Due to the rarity

Figure 1: Histology slide of the angiosarcoma at high powerusing H&E staining.
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of the pathology, we sought advice from the UK NationalSarcoma Unit and our patient underwent adjuvantradiotherapy.

CONCLUSION
Intraparotid angiosarcoma is a very rare pathologywhich may present through a routine head and necklump clinic. We present an unusual presentation of sucha lesion.
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Octreotide induced thrombocytopenia
Haroon Yousaf, Irfan Saddique

ABSTRACT
Introduction: Thrombocytopenia due tooctreotide is a rare but known phenomenon.Only three cases of octreotide inducedthrombocytopenia have been reported so far.Case Report: Here we report a case of a 76­year­old diabetic male who was brought to theemergency room after being found unconscious.In the ER, his blood glucose level was 43 mg/dL.He was taking glyburide 5 mg by mouth dailyprior to admission. Escalated dextrose infusionwith repeated doses of D50W failed to sustainhis blood glucose, which remained in the rangeof 30 to 50 mg/dL. Salvage treatment withintravenous octreotide was implementedsuccessfully; only one dose of D50W wasrequired after octreotide initiation and bloodglucose normalized within several hours.However, a significant drop in patient’s plateletcount was noted after initiation of octreotidetherapy, that persisted until the drug wasdiscontinued. Rapid recovery was observedafter discontinuation of octreotide. Conclusion:High degree of suspicion is warranted on thepart of physicians to suspect octreotide as acausative factor for thrombocytopenia. Wesuggest that octreotide be discontinued whenthrombocytopenia occur, once other knowncauses of thrombocytopenia have beenexcluded.
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INTRODUCTION
Thrombocytopenia due to octreotide is a rare butknown phenomenon. Only three cases of octreotideinduced thrombocytopenia have been reported so far[1–3]. The diagnosis of this critical condition is based onclinical suspicion and is a diagnosis of exclusion. Wereport a case of octreotide­induced reversiblethrombocytopenia in a diabetic patient who presentedwith hypoglycemia.

CASE REPORT
A 76­year­old male was in his usual state of healthuntil three days prior to presentation when he had anepisode of documented hypoglycemia with loss ofconsciousness. His medical history consisted of diabetesmellitus, for which he was taking glyburide 1 mg bymouth daily for two years, prior to admission. The dayof the event he went on a walk with wife. Six hours afterhis breakfast of cereal he began to feel lightheaded andthen lost consciousness, which was witnessed by hiswife. The patient has no recollection of the event, butdenies any preceding vision changes, warmth, sweatinganxiety, weakness, nausea or palpitations. His wifedenies witnessing any muscle contractions or seizure
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activity during the episode. Emergency medical serviceswere called in. When the paramedics arrived, thepatient had a serum glucose value of 54 mg/dL. He wastaken to the emergency room of a local hospital andfound to have a serum glucose of 43 mg/dL. He wasgiven one ampule of 50% dextrose, resulting insignificant improvement in his mental status. His initialvital signs revealed blood pressure of 111/73 mmHg,heart rate of 99/minute, respiratory rate of 22/minute,and 100% oxygen saturation on room air. His neck wassupple. Examination of the lungs revealed bilateral goodair entry. Cardiac examination demonstrated normalfirst and second heart sounds with a regular rhythm andno murmurs. His abdomen was soft and non tender andhis extremities were warm and dry. His relevantlaboratory findings were hemoglobin 13 g/dL, platelets160,000/mm3, International Normalized Ratio 1.1, andmean corpuscular volume 80.9 fL/red blood cell. Thepatient was then admitted to the hospital for furtherevaluation of his hypoglycemia. Serum sulfonylureascreen was noted to be positive. Hypoglycemia persistedover the next 24 hours during the course of her hospitalstay despite continuous infusion of 10% dextrose.Salvage treatment with intravenous continuousoctreotide 50 mcg/hr infusion was implementedsuccessfully after 24 hours of his hospital stay; only onedose of D50W was required after octreotide initiationand blood glucose normalized within several hours.Nine hours after, starting octreotide infusion thepatient's platelet count had decreased to 77,000/mm3.Peripheral blood smear did not show any abnormalities.As part of his thrombocytopenia work­up, bloodcultures, a disseminated intravascular coagulationpanel and heparin­induced antiplatelet antibodies wereobtained, all of which came back negative. Octreotidewas discontinued 16 hours after admission, with apresumptive diagnosis of drug­inducedthrombocytopenia. A quick recovery in the patient'splatelet count occurred (Figure 1), and he remainedstable and was discharged on sixth day after admissionwith a platelet count of 104,000/mm3. During a follow­

up examination after one week patient denied anybleeding or bruising and his platelet count was noted tobe 155,000/mm3. The decline in platelet count was onlyseen after octreotide initiation, with immediateimprovement when it was discontinued, leading to ourdiagnosis of octreotide­induced reversiblethrombocytopenia.

DISCUSSION
In its short­acting preparation, octreotide has beenused safely in humans since 1998. Thrombocytopenia isan extremely rare side effect of octreotide therapy. Onlythree cases of this condition have previously beenreported in literature [1, 2, 3]. Platelet count typicallyfalls from 50% of the normal value on exposure to thedrug and returns to normal after drug withdrawal.Octreotide causes thrombocytopenia most likelythrough immunologic phenomena [4], that is, by drug­dependent antibodies causing accelerated plateletdestruction by binding to platelet surface glycoproteins [5].It usually takes one week for platelets to recoverfollowing drug discontinuation [6].

CONCLUSION
We suggest that octreotide be discontinued whenthrombocytopenia occur, once other known causes ofthrombocytopenia have been excluded.

*********
Author ContributionsHaroon Yousaf – Substantial contributions toconception and design, Acquisition of data, Drafting thearticle, Revising it critically for important intellectualcontent, Final approval of the version to be publishedIrfan Saddique – Substantial contributions toconception and design, Analysis and interpretation ofdata, Drafting the article, Final approval of the versionto be published
GuarantorThe corresponding author is the guarantor ofsubmission.
Conflict of InterestAuthors declare no conflict of interest.
Copyright© Haroon Yousaf et al. 2012; This article is distributedunder the terms of Creative Commons Attribution 3.0License which permits unrestricted use, distribution andreproduction in any means provided the original authorsand original publisher are properly credited. (Please seewww.ijcasereportsandimages.com/copyright­policy.phpfor more information.)Figure 1: Platelet count during the course of hospitalization.



IJCRI – International Journal of Case Reports and Images, Vol. 3 No. 11 , November 201 2. ISSN – [0976-31 98]

IJCRI 201 2;3(11 ):1 4–1 6.
www.ijcasereportsandimages.com Yousaf et al. 1 6

REFERENCES
1. Chisholm S, Gummadi B, Vega KJ, House J.Sandostatin causing reversible thrombocytopenia.Eur J Gastroenterol Hepatol 2009;21(4):474–5.2. Demirkan K, Fleckenstein JF, Self TH.Thrombocytopenia associated with octreotide. Am JMed Sci 2000;320(4):296–7.3. Rashidi A, Rizvi N. Octreotide­inducedthrombocytopenia: a case report. J Med CaseReports 2011 Jul 5;5:286.4. Aster RH, Bougie DW. Drug­induced immunethrombocytopenia. N Engl J Med2007;357(6):580–7.5. Christie DJ, Mullen PC, Aster RH. Fab­mediatedbinding of drug110 dependent antibodies to plateletsin quinidine­ and quinine­inducedthrombocytopenia. J Clin Invest 1985;75(1):310–4.6. Pedersen­Bjergaard U, Andersen M, Hansen PB.Drug­induced thrombocytopenia: clinical data on309 cases and the effect of corticosteroid therapy.Eur J Clin Pharmacol 1997;52(3):183–9.



IJCRI – International Journal of Case Reports and Images, Vol. 3 No. 11 , November 201 2. ISSN – [0976-31 98]

IJCRI 201 2;3(11 ):1 7–20.
www.ijcasereportsandimages.com

An uncommon cause of apparent life­threatening event
Muhammad Waseem, Dee Soontharothai, Heidi Pinkert,Evelyn Erickson, Michael Trotman

ABSTRACT
Introduction: An apparent life threatening event(ALTE) in infancy is a common reason forpresentation to the emergency department(ED). We report a case of a breast­fed infantwho presented with an ALTE secondary tohypocalcemia from undiagnosed rickets. CaseReport: A 9­month­old girl was brought to theED because she stopped breathing. The parentsreported that she stopped breathing for morethan 20 seconds and was gasping for air. Duringthe event, she became unresponsive and hereyes rolled back. There was a history of coughand nasal congestion with subjective fever fortwo days. Further questioning revealed that overthe last few months, she had had episodes of‘gasping’, and ‘strange noisy breathing sounds.’Her mother reported an ‘odd cough’ for severalmonths. The baby had been exclusively breast­fed and was noted by her mother to be feedingwell. No solid foods had been introduced to thepatient. The past medical history was significantfor developmental delay. The patient was bornfull­term via normal spontaneous vaginaldelivery. The pregnancy, however, had been

complicated by oligohydramnios. The parentsreported no family history of vitamin Ddeficiency, rickets or seizure disorder. A chestradiograph showed flaring of the costochondraljunctions consistent with rickets. Her vitamin D25­OH level was 5 ng/mL (20–100) and D3 levelwas less than 5 ng/ml. Conclusion:Hypocalcemia is a difficult to diagnose ininfants because there may present with a widerange of non­specific clinical symptoms, or theymay be asymptomatic. It is important for theemergency physician to recognize theassociation of hypocalcemia with ALTE ininfants. Rickets is a re­emerging health problemin infants and children. Physicians shouldtherefore maintain a high index of suspicion forhypocalcemia especially in a breast­fed infant.We suggest including serum calcium level aspart of the evaluation of ALTE.
Keywords: Rickets, Hypocalcemia, Seizures;ALTE
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INTRODUCTION
An apparent life threatening event (ALTE) is acommon reason for presentation to the emergencydepartment (ED). Although the occurrence of seizuresdue to hypocalcemia in early infancy is well known [1],its association with an acute ALTE is rare [2]. We report
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a case of a breast­fed infant who presented with ALTEsecondary to hypocalcemia from undiagnosed rickets.

CASE REPORT
A 9­month­old female baby was brought to the EDbecause she stopped breathing. Parents reported thatshe stopped breathing for more than 20 seconds, andwas gasping for air. During the event, she becameunresponsive and her eyes rolled back. There was aprior history of cough and nasal congestion withsubjective fever for two days. Further questioningrevealed that over the last few months, she had episodesof ‘gasping’, and ‘strange noisy breathing sounds.’ Hermother reported an ‘odd cough’ for several months.Although at nine months this infant should have beenintroduced to solid foods, this baby had been exclusivelybreast­fed and was noted by her mother to be feedingwell.Her past medical history was significant fordevelopmental delay. The patient was born full­term,via normal spontaneous vaginal delivery. Thepregnancy, however, had been complicated byoligohydramnios. The parents reported no familyhistory of vitamin D deficiency, rickets or seizuredisorder.On arrival, the patient was alert and awake. The vitalsigns on arrival were as follows: temperature 102.8°F,heart rate 155/minute, respiratory rate 34/minute, andoxygen saturation 100% on room air. The growthparameters were as follows: weight 9.4 kg (75%), length73 cm (75%), and head circumference 47 cm (95%).During the physical examination in the ED, however,the patient had a brief episode of seizure­like activity.The episode lasted a few seconds with desaturation of88–90% on room air. Mother also reported similarepisodes at home. She had no signs of trauma. The neckwas supple, and pupils were 3 mm and equallyresponsive to light with normal extra­ocularmovements. Tympanic membranes were normal, andthe throat was unremarkable. Clear rhinorrhea waspresent. She had increased work of breathing withobvious retractions, and an increased respiratory ratewith frequent stridor, but no rales or wheezing present.The heart sounds were normal. The abdominal examwas unremarkable. The neurological exam revealednormal tone and reflexes, and a normal sensoryexamination. No nystagmus was present. The infantwas moving all extremities. No rashes or skin lesionswere noted. The remainder of her physical examinationwas unremarkable.Laboratory investigations revealed a hemoglobinlevel of 10.7 g/L, a platelet count of 330,000/mm3, anda WBC count of 15,700 /mm3 with 64% neutrophils,34% lymphocytes, and 0.9% monocytes. The serumelectrolytes were as follows: sodium 137 mEq/L,potassium 4.3 mEq/L, chloride 103 mEq/L, bicarbonate14 mg/dL, blood urea nitrogen 6 mg/dL, creatinine0.4 mg/dL, glucose 113 mg/dL, and total calcium 4.9 mg/dL.Her magnesium was 1.9 mg/dL. Repeat total calcium

was 6.5 mg/dL, and phosphate 3.2 mg/dL (Nasalsecretions for respiratory syncitial virus, and influenza Aand B antigens were negative. A chest radiographshowed bilateral pulmonary opacities consistent withpneumonia and flaring of the costochondral junctionsconsistent with rickets (Figure 1). Findings onradiographs of her wrists also supported the diagnosis ofrickets (Figure 2). Her vitamin D 25­OH level was 5ng/mL (20–100) and D3 level was less than 5 ng/mL.The patient responded to intravenous calciumreplacement with rapid resolution of symptoms. Hercalcium level returned to normal and she was dischargedhome in a stable condition.

DISCUSSION
An ALTE is defined as ‘an episode that is frighteningto the observer and is characterized by somecombination of apnea, color change, change in muscletone, and choking’ [3]. It accounts for 0.6–0.8% ofemergency department visits in infants [4].

Figure 1: A chest radiograph showing bilateral pulmonaryopacities of pneumonia and flaring of the costochondraljunctions consistent with rickets.

Figure 2: Findings on radiographs of her wrists also supportingthe diagnosis of rickets.
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Hypocalcemia is a difficult to diagnose in infantsbecause there may be a wide range of non­specificclinical symptoms, or patients may be asymptomatic. Ahigh index of suspicion is needed to diagnosehypocalcemia and it is important for the emergencyphysician to recognize hypocalcemia as a cause of ALTEin infants. These patients may present with non­specificsymptoms of weakness, feeding problems, facial spasms,jitteriness or seizures. Other symptoms of hypocalcemiamay include lethargy, irritability, and vomiting.Commonly, infants present with hypocalcemic tetany orseizures, whereas older children present with failure tothrive or skeletal abnormalities. Laryngospasm also canoccur during seizure­like activity but may itself be asymptom of hypocalcemia [5]. Therefore, determinationof serum calcium may be important in an infant withthis presentation.Rickets is the failure of growing bone to mineralize.There are many types of rickets, including nutritionaland familial forms. Nutritional rickets due to vitamin Ddeficiency is the most common form. Vitamin D iscritical for skeletal development and is converted to itsphysiologically active form, cholecalciferol, by exposureto ultraviolet radiation in sunlight. Activated vitamin Dthen helps bones absorb calcium and phosphorus fromfood. Vitamin D deficiency impairs mineralization ofbone tissue and growth plates, manifesting as rickets.Nutritional rickets may result from inadequate sunlightexposure, or inadequate intake of dietary vitamin D,calcium, or phosphorus [6]. Classically, nutritionalrickets manifests after six months of age. Therefore, inaddition to checking calcium levels, magnesium,phosphorus, PTH and vitamin D metabolites should bemeasured. This determination should be made prior toinitiation of treatment in order to delineate the cause ofrickets.The most common laboratory findings in nutritionalrickets are decreases in serum calcium, serumphosphorus, calcidiol, calcitriol, and urinary calcium.Parathyroid hormone, alkaline phosphatase, andurinary phosphorus levels are however, elevated. Theradiographs of rapidly growing skeletal areas, such asthe knee or wrist are helpful in making the diagnosis.Nutritional rickets due to vitamin D deficiency hasbecome rare in the US due to the addition of Vitamin Dto milk. However, with an increase in breast­feeding,which offers no Vitamin D fortification, this preventabledisease is re­emerging [7]. Although breast milk isindisputably the ideal food for infants, it typicallycontains about 25 IU or less vitamin D per liter [8],which is not sufficient for the prevention of rickets. It is,therefore, important to consider the screening ofpatients at risk of developing vitamin D deficiency [9].In addition, supplementation should also be encouragedin breastfed babies of African–American mothers, whoare at higher risk. In our patient, a number of factorspointed to nutritional rickets as the diagnosis.African–American race in an exclusively breast fedinfant was the first indication, that nutritional ricketsshould be considered. This, coupled with an urban lifestyle with inadequate sun exposure made the scenario

likely for a nutritional basis for rickets. This remains aclassic presentation for nutritional (vitamin D deficiency)rickets.

CONCLUSION
Rickets is a re­emerging health problem in infantsand children. Physicians should therefore maintain ahigh index of suspicion when confronted withunexplained seizures in a breast­fed infant. Earlydiagnosis is essential because morbidity can beminimized with early treatment. The determination ofvitamin D status should be considered in the diagnosticevaluation of hypocalcemia in infants.
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Postpartum spontaneous coronary artery dissection: A rareoccurrence
Juan Roa Mendez, Jenny Gerner, Kimberly Andrews­Reynolds,Lekshmi Dharmarajan

ABSTRACT
Introduction: Postpartum spontaneouscoronary artery dissection is a rare but welldescribed presentation of acute coronarysyndrome. Acute phase mortality is 5–10%. Themajority of dissections occur within two weekspostpartum. Risk factors include advanced age,multiparity, hormonal changes, activities thatincrease coronary shear stress andhemodynamic factors such as hypertension,cocaine use and weight lifting. Dissectionstypically involve proximal segment of coronaryarteries. Angiographic studies confirm etiologyof postpartum MI to be: dissection 35%, stenosis30%, thrombus 15%, spasm <5%, and 10% withnormal coronaries. Case Report: A 30­year­oldfemale, 10 days postpartum presented withrecurrent oppressive retro­sternal chest pain,radiating to left arm and back, with orthopneaand vomiting. She reported lifting weights theday prior to admission. Apart from elevatedblood pressure, physical examination wasotherwise unremarkable. Diagnosis of

spontaneous coronary artery dissection wasconfirmed through laboratory and radiographictesting which showed elevated cardiac enzymesand both an abnormal echocardiogram andangiogram, respectively. Patient was managedmedically due to difficult anatomy forpercutaneous coronary intervention.Conclusion: SCAD is a rare life threateningcondition that affects predominantly young,healthy women, particularly during pregnancyor postpartum period. The pathogenesis is stillunclear. The mechanism, however, is increasedshear stress in the coronaries by severe systolichypertension, cocaine use, activities such assnow shoveling, weight lifting. Contributingfactors in our young patient with dissectioncausing acute MI may have resulted from: liftingweights a day earlier, underlying CAD, parityand typical age/time frame for postpartumdissection.
Keywords: Spontaneous coronary arterydissection, Postpartum, SCAD
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INTRODUCTION
Spontaneous coronary artery dissection (SCAD) is arare cause of acute coronary syndrome or suddencardiac death (Figure 1). The etiology is unclear. Thefirst case of SCAD was reported in 1931 [1]. Since then,
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more than 300 cases have been documented [2]. Themean age of onset is 30–45 years. More than 70% ofSCAD cases are women (Figure 2), 30% occurs duringthe peripartum period [2, 3]. One­third of all SCADcases in women occur in this period, one­third occur inlate pregnancy and two thirds in the early postpartumperiod. [4, 5]. The peak incidence is at the first twoweeks after delivery. Identified risks factors includeadvanced age and multiparity [6].The left anterior descending artery is involved in78% cases, the left main artery in 24% and multi­vessel dissection occurs in 40% [2]. Spontaneouscoronary artery dissection (SCAD) can be divided intothe following four subgroups [3]: (i) Underlyingatherosclerosis is common in men with a mean age of55 years; the mechanism of dissection is plaquerupture and intimal disruption that allows dissectionto occur. RCA is involved in the majority of cases. (ii)The second group includes arthritis or connectivetissue disorders, where integrity of the arterial wall iscompromised by inflammation of defective structuralproteins like vasculitis, SLE, sarcoidosis, Marfan’ssyndrome, Ehlers­Danlos syndrome, etc. (iii) The thirdgroup includes peripartum or hyperestrogenism stateslike oral contraceptives and hepatic cirrhosis. Themean age in this group is 33 years and dissection ismost common within two weeks postpartum. Eighty­seven percent of peripartum coronary dissectioninvolve the left coronary tree and in 40% casesmultiple coronaries are involved. (iv) In the idiopaticSCAD the average age of presentation is 41 years; threefourths of patient are premenopausal women with nocardiac risk factors. The mechanism is increased shearstress in the coronaries by severe systolichypertension, cocaine use, activities such as snowshoveling, weight lifting, etc [3].

CASE REPORT
A 30­year­old African–American female at 10 dayspostpartum, presented with recurrent oppressiveretrosternal chest pain, radiating to the left arm andback, associated with shortness of breath, nausea andvomiting. Patient reported 20 lb weight lifting the dayprior to admission after a long period of no exercise.Review of systems was positive for sore throat withoutadditional respiratory symptoms. Her past medicalhistory was unremarkable with no underlyinghypertension, diabetes or hypercholesterolemia.Obstetric history was relevant for G3P3 withuncomplicated vaginal delivery and normal prenatalcare. She never smoked, used drugs or alcohol.Medications included iron and ibuprofen. Her familyhistory was negative for coronary artery disease (CAD).On ED arrival patient was hypertensive; vitals were:blood pressure 164/104 mmHg, pulse 65/min,temperature 98.2°F and weight 87.7 kg. Cardiovascularexamination was normal with no murmurs, jugular veindistention, gallop or carotid bruits. Lungs and chestX­ray were unremarkable. Routine laboratoryinvestigations were within normal limits, including BNPwhich was 59 pg/mL. Toxicology was also negative.Pulmonary embolism was excluded by chest CT scan.Initial set of cardiac enzymes were elevated, withtroponin of 0.181 ng/mL which later peaked to58.8 ng/mL (CK­MB Index 5.8% with peak CK of2086 U/L). Electrocardiogram showed low atrialrhythm and minor ST/T changes. Echocardiogramshowed mild MR, trace of PI, LV EF of 35%, midanterior septum inferior and apical hypokinesia.Angiography revealed a mid­left anterior descending(LAD) artery dissection extending into large seconddiagonal (D2) artery and distal LAD as well as 85%lesion of the first diagonal and 70% lesion of theproximal marginal artery with diffuse disease andpreserved flow with severe distal left circumflex arterystenosis (Figure 3). During angiography patientdeveloped ventricular fibrillation requiring direct

Figure 1: Graph depicting the different causes of postpartummyocardial Infarction confirmed by angiographic studies.

Figure 2: Distribution of anatomic findings of spontaneouscoronary artery dissection between men and women.
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current cardioversion with lidocaine and amiodarone.Due to severe CAD and distal dissection she was notconsidered a candidate for percutaneous coronaryintervention (PCI) or coronary artery bypass graft(CABG) hence was managed medically with aspirin81 mg daily, clopidogrel 75 mg daily, metoprolol 50 mgtwo times per day, lisinopril 10 mg daily androsuvastatin 20 mg daily.

DISCUSSION
Spontaneous coronary artery dissection is a rare lifethreatening condition that affects predominantly young,healthy women, particularly during pregnancy orpostpartum period. Mortality rate is about 3% (0–4%)[2] in the acute phase with 95% 2­year survival rate [5].The overall mortality is of the peripartum group is 38%[2]. Multivariate analysis of 222 patients showed thatthe strongest predictors of death included female sex(odds ratio (OR) 4.27) and delayed treatment (OR 35.5)[5]. Causes include mechanical factors like coronaryartery bypass or post angioplasty, trauma or extensionof aortic dissection. Some other factors as given inFigure 4 are also implicated in the pathogenesis. Thepathogenesis in the peripartum period is still unclear. Ahypothesis proposed to explain the occurrence ofspontaneous coronary artery dissection in pregnancystates that hemodynamic factors together withinarterial wall smooth muscle cell proliferation, impairedcollagen synthesis and alterations in the protein andacid mucopolysaccharide content of the tunica media,oxidative stress secondary to delivery, a lytic action ofproteases released from eosinophils andhyperestrogenism altering the normal arterial wallarchitecture may be responsible for increased

susceptibility. SCAD results from vessel wall hematomaformation creating a false lumen of the tunica media orbetween the media and the adventitia [6, 7]. The clinicalrecognition of SCAD is more evident after advent ofcoronary angiography. Intra­venous ultrasonographycan diagnose SCAD, especially those that areangiographically inapparent [2]. Coronary arterydissection is noted in approximately 0.2% of coronaryangiographies performed and in up to 3.5% of coronaryangiographies with intravascular ultrasonography foracute coronary syndromes. [6]. Dissection typicallyinvolves the proximal segment of the coronary artery.Angiography may reveal an intimal flap, but if there isno visible flow into the false lumen or if the dissectiondevelops as a consequence of an intramural hematoma,angiography may reveal only a simulated coronarystenosis due to compression of the true lumen [2].Treatment options for SCAD include medical therapywith anti­platelet agents and anticoagulants. Thedecision to manage the patient conservatively withmedication or to perform percutaneous coronaryintervention (PCI), or coronary artery bypass graftsurgery (CABG) must be individualized. Multi­vesselinvolvement, or failed PCI procedures are treated byCABG. In cases of spontaneous dissections involving along coronary artery segment, CABG can be verychallenging. Reperfusion therapy is mandated if thepatient has ongoing symptoms of myocardial ischemia [6].Our case fits the classic presentation of a patient withpostpartum coronary artery dissection including age,parity, postpartum timing and possible contribution tothe condition by weight lifting. The additionalinteresting aspect of this case is that patient not onlyhad postpartum SCAD but also was found to haveunderlying CAD which is rare in this age groupespecially with no identifiable risk factors.

CONCLUSION
High index of suspicion is required when a patientpresents with chest pain in the postpartum period to

Figure 3: Coronary angiography revealing mid­left anteriordescending artery dissection, extending distally with lLeftcircumflex artery stenosis.

Figure 4: Possible causes of the development of spontaneouscoronary artery dissection.
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identify and manage SCAD. Angiography withintravascular ultrasound is the most accurate methodfor diagnosis and a prompt diagnosis diminishes long­and short­term mortality. Treatment includes medical­management, angioplasty/stenting and CABG; and itshould be individualized.
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Congenital nephrogenic diabetes insipidus presented afteracute pyelonephritis
Christian Castillo, Poonam Bherwani, Evelyn Erickson,Gerard Prosper

ABSTRACT
Introduction: Diabetes insipidus (DI) ischaracterized by the inability to concentrateurine. While central DI is caused by failure torelease enough functional vasopressin,nephrogenic DI (NDI) is due to the insensitivityof the distal nephron to the effect of antidiuretichormone (ADH). Case Report: A 5­day­oldnewborn male was admitted for isolated feverand a questionable early right upper lobeinfiltrate. He gradually developedhypernatremia and increased osmolality. Aspart of his work up for fever, he had a urineculture of 30K colonies of Enterococcus faecalis.His vasopressin test was negative. Conclusion:The polyuria and polydipsia associated withgenetic NDI usually presents within the firstseveral weeks of life but may only becomeapparent after weaning or with longer periodsof nighttime fasting. The acute pyelonephritis ofthis newborn may have been the initial triggerfor the congenital NDI. Accurate diagnosis ofthis patient helped to also diagnose his maternaluncle and provide clues to the current conditionof his maternal grandmother. Early diagnosisand management can prevent the development

of neurological and developmentalcomplications associated with NDI.
Keywords: Congenital Diabetes Insipidus,Nephrogenic Diabetes Insipidus, AcutePyelonephritis
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INTRODUCTION
Diabetes insipidus is characterized by the inability toconcentrate urine. While central DI is caused by thefailure to release enough functional vasopressin(antidiuretic hormone), NDI is due to the insensitivityof the distal nephron to the antidiuretic effect of ADH.If presented at birth, it is considered a genetic mutationcalled congenital nephrogenic DI [1]. We present here acase of a newborn admitted for acute pyelonephritiswith a normal chemistry, who subsequently developedhypernatremia and hyperosmolality. Acutepyelonephritis, being an interstitial nephritis maypresent with a renal tubular defect affecting thedifferent segments. One of the manifestations is the lossof concentrating ability which is transient and resolvesin a few weeks.

CASE REPORT
A 5­day­old newborn male, product of a full termand uncomplicated pregnancy was admitted to the
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hospital for fever without focus. All maternal ancillarytests including Group B Streptococcus were negative.On admission, the patient was well hydrated. His vitalsigns were temperature of 102.8 °F, pulse of 162, bloodpressure of 86/47 mmHg and respiratory rate of 51, andO2 saturation of 95%. The physical examination wasunremarkable. A complete sepsis work up wasperformed. CBC and CSF chemistry, and hematology aswell as Blood Urea Nitrogen, and serum creatinine(BUN/Creat) were normal. However, the serum sodiumwas in the upper limit of normal and the urine specificgravity was less than 1.005.The patient was on formula feedings supplementedwith IV Dextrose 5%/NaCl 0.2 (2/3 maintenance) andstarted on IV cefotaxime and ampicillin. On the 3rdhospitalization day, it was noted that the patient urineoutput was greater than 6 cc/kg/hr and the patientserum sodium went up to 159 mEq/L but BUN/Creatwere normal. The serum osmolality increased to 417 mOsmand the corresponding urine osmolality was 88 mOsm/kg.The urine culture from a catheterized specimen grew30K colonies of Enterococcus faecalis, which wassensitive to ampicillin. His fluid requirement waschanged to IV Dextrose 5%/NaCl 0.2 (free water loss +daily maintenance) and oral feeding. To confirm theconcentrating defect and to distinguish the renal formfrom the central form, a vasopressin test wasperformed. The test consists of the administration IV of1 Unit of AVP by m2. The urine specific gravity, urineosmolality and output, serum osmolality, and serumsodium were determined pre and post administration ofAVP and follow up monitoring at 1, 2 and 3 hours(Table 1). The results suggested the diagnosis of NDIwhich was later confirmed by an elevated level of AVP(15.2 pg/mL).

DISCUSSION
Three different inheritance patterns have beenrecognized. In most cases, approximately 90% are

transmitted as an X­link recessive trait in the families.Female carriers were clinically unaffected, transmittingthe disease to their sons who display the completeclinical picture. In 1998, the major NDI locus wasmapped in the distal region of the long arm of the Xchromosome (Xq28) and in 1992, the gene in VR2 wasshown to underline X­linked NDI [2, 3].In a minority of families, approximately 10% of thetransmission and phenotypic characteristics of NDI arenot compatible with an X­linked trait. In these families,females display a complete clinical picture of NDI andare clinically indistinguishable from affected males. Inaddition, linkage analysis in these families has excludedlinkage between NDI and polymorphic DNA markerfrom the Xq28 region, a family pedigree has suggestedthe existence of both autosomal recessive and dominantforms of NDI. In the recent years, it has beendemonstrated that both autosomal forms are caused by amutation of an AVP sensitive AQP2 water channel [4].In our patient, the genetic analysis reveals an AVPR2sequence variant on the chromosome locus associatedNDI. His maternal uncle was found to have the samemutation (Figure 1). For the maternal grandmother whowas not tested but has clinical evidence of NDI, the mostlikely explanation for the existence of the phenotypecarrier of the AVPR2 mutation varying from nosymptom to complete manifestation of the disordercould be attributed to a skewed X inactivation [5].The polyuria and polydipsia associated with geneticNDI usually presents within the first several weeks of lifebut may only become apparent after weaning or withlonger periods of nighttime fasting. Many infantsinitially present with fever, vomiting, dehydration andfailure to thrive. Acquired NDI may result fromhypercalcemia or hypokalemia, and is associated withthe following drugs: lithium, demeclocycline, foscarnet,clozapine, amphotericin, methicillin, and rifampin. Inour case, the acute pyelonephritis may have been theinitial trigger for the congenital NDI [1].Initially, it was assumed that this case of NDI couldhave been caused by an acute pyelonephritis which is

Table 1: Results after a vasopressin test using a dose of 1 unit/m2 (Body Surface Area 0.21 m2)
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associated with tubular dysfunction as a disturbance ofwater and electrolytes imbalance. On furtherinvestigation, the family medical history revealed thatthe patient’s maternal uncle who is 9 years old, has ahistory of polyuria and polydipsia. In addition, thematernal grandmother has a similar history sincechildhood, and reports that she drinks about 4 to 5gallons of water a day. A genetics test coding regions ofthe AVP gene and the AVP receptor 2 (AVPR2) geneswere sequenced in the outpatient setting revealing anAVPR2 sequence variant on the X chromosomeassociated with NDI. The maternal uncle was also testedand found to have similar results.

CONCLUSION
Disturbance of water and electrolyte balances inacutely sick newborn and infant deserve an urgentsystematic and detailed investigation for accuratediagnosis and proper management in view of preventingthe neurological and developmental complications thatcould occur. Our patient had early manifestation ofcongenital NDI, contrary to his uncle who developedsymptoms at a later age and the grandmother whoappears to have a mild form. Acute pyelonephritis maybe a compounding factor for the initiation of his NDI.For it is known that acute pyelonephritis may cause anacquired and transient NDI by downregulating AQP2expression. Accurate diagnosis of this patient helped todiagnose his maternal uncle with hereditary NDI due toan AVPR2 x­linked mutation, and provide clues to thematernal grandmother’s clinical manifestation.
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Figure 1: Family pedigree demonstrating a hereditaryAVP/AQP2 receptor mutation.
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Numb chin in thyroid carcinoma: A rare clinicalpresentation
Jitendra V Kalburge, Yogesh K Kini, Vaishali J Kalburge

ABSTRACT
Introduction: Metastasis to the oral region froma malignant tumor elsewhere in the body is anuncommon but clinically important finding,because it may be the first indication that thepatient has a distant primary tumor. Casereport: A 65­year­old female presented withnumb chin secondary to metastasis from thyroidfollicular carcinoma is discussed. The lesion waslocated in the mandible on the right side. Thediagnosis was solely based on histopathologicalexamination of the tissue taken from the lesionin the mandible. This was the first evidence ofthe metastatic tumor in the jaws from thyroidfollicular carcinoma in this patient. Conclusion:Although metastatic lesions within the mandiblecan be asymptomatic, most patients experiencesome degree of discomfort or pain, which isoften followed by loosening of teeth orunilateral paresthesia or anesthesia of the lowerlip or chin. The development of these symptomsshould alert the clinician to the potentialpresence of metastatic disease.
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INTRODUCTION
Cancer is a complex disease in which many basicprocesses, such as cell division, apoptosis, and cellmigration are dysregulated. It is the process ofmetastasis that results in morbidity and eventualmortality [1]. Metastatic carcinoma is the most commonform of cancer involving the bone. Metastasis to a jawbone may arise from primary carcinomas of anyanatomic site. Carcinomas of breast, lung, thyroid,prostate and kidney give rise to the majority of gnathicmetastases [2]. Metastatic carcinoma to the jawsconstitutes approximately 1% of all oral malignancies.These tumors are of great clinical significance since attimes their appearance may be the only symptom of anundiscovered malignancy and may be the first evidenceof dissemination of the known tumor from its primarysite [3].Metastatic involvement of the jaws exhibit a widevariety of symptoms such as pain, swelling, loosening ofteeth, etc. Metastasis to the mandible with involvementof the inferior alveolar nerve occasionally produces adistinctive pattern of anesthesia termed numb chinsyndrome, in which there is an unexplained loss ofsensation in the lower lip and chin. These symptomsmay also be associated with inflammatory or primaryneoplastic diseases of the jaws [2].
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The objective of this case report is to discussmetastatic thyroid follicular carcinoma in the mandiblewith an initial clinical presentation of numb chinsyndrome.

CASE REPORT
A 65­year­old female reported to the outpatientdepartment, with a complaint of swelling in the rightside of the lower jaw with loss of sensation in the lowerlip and chin for three months. Patient also complainedof difficulty in opening mouth and swallowing.The patient was old and appeared to be emaciated.No relevant medical history or a family historyindicating any underlying genetic mechanism wasrecorded. She had habit of cleaning teeth by usingMasheri and chewing tobacco quid mixed with lime,three to four times a day since her young age.Extraoral examination revealed a diffuse swellingwhich was soft to firm in consistency, slightly tenderwith a size of 3x2 cm involving body and angle ofmandible over right side. The skin over the swellingappeared to be normal but fixed to the underlyingtissues. Area of fixation could be appreciated clinicallyon inspection as well as on palpation (Figure 1). Thepatient was clinically tested for loss of sensation inlower lip by forceful pinching and needle piercing. Itwas found that she had developed paresthesia of lowerlip.Intraoral examination confirmed with extra oralfindings on the extension of the lesion. There was aswelling in the region of angle and depression in theregion of body of the mandible on edentulous alveolarridge. The alveolar ridge appeared to be soft andfluctuating on palpation. Patient gave history ofexfoliation of teeth in the same region because ofmobility. Maxillary arch was edentulous (Figure 2).After thorough clinical examination, anorthopentamogram (OPG) was recorded. OPG revealeda large radiolucent, destructive lesion in the body andangle of mandible region. At places there were someradiopaque foci (Figure 3).Based on these clinical and radiographic findings, aprovisional diagnosis of primary intraosseouscarcinoma was made. In the differential diagnosisfollowing pathologies like central giant cell granuloma,central salivary gland neoplasm, and osteomyelitis wereconsidered.After obtaining written consent from the patientroutine blood investigations were carried out and anincisional biopsy was done under all aseptic conditionsand local anaesthesia.The tissue was processed by routine histologicmethod and the sections were stained with H&E stain.Histopathologically, the tissue showed follicles lined bycuboidal cells with eosinophilic material (colloid) in thelumen. The cells with hyperchromatic nuclei were alsofound to be in sheets and towards periphery of thelesional tissue, invading the surrounding tissue (Figure 4).These histopathologic features were suggestive of

metastatic deposits and were in favor of follicularcarcinoma of thyroid gland. Thus a diagnosis ofmetastasis of thyroid follicular carcinoma to themandible was made.The patient was immediately called and examined forneck mass. A mild swelling could be appreciated in themiddle of the neck. The swelling was inconspicuous,painless, soft in consistency and diffuse. Patient wasthen referred to oncology department for thoroughexamination of the primary tumor site, i.e. thyroidgland. The reports confirmed the tumor as follicularcarcinoma of thyroid with secondary in the mandible.Thus a conclusion was made that the jaw metastasis wasfirst evidence of the malignant tumor of thyroid gland inthis patient and was the cause of numb chin syndrome.Patient was referred to oncology unit for furthermanagement. She was treated by near­total

Figure 1: Extraoral photograph shows fixation of skin (arrow)to the underlying structures in lower half of the face on rightside.

Figure 2: Intraoral photograph shows edentulous rightalveolar ridge with swelling & depression in angle/body of themandible.
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thyroidectomy, resection of lesion in the mandible andradiotherapy. Follow­up revealed that the patient didnot turn­up after second cycle of radiotherapy and diedof the disease.

DISCUSSION
Metastatic jaw tumors originate from distant bodysites and exclude lesions due to spread from adjacentsites or those due to local recurrence. Metastatic lesionsare very significant as their appearance may be the onlysymptom of an underlying malignancy and/or the firstevidence of dissemination from the primary site [4].The exact incidence of secondary malignancies inthe jaws is difficult to ascertain, as skeletal radiographicsurveys are not routinely done. Even when such scansare performed, the jaws are usually excluded. In theopinion of several authors, only 1% of oral malignantneoplasms are metastatic in origin [4, 5]. Metastatic

tumors are most commonly encountered in the fifth toseventh decade of life. Controversy exists regarding sexpredilection [6].Literature indicates that metastases are morefrequent in the mandible than in the maxilla due topaucity of active red marrow in the latter. Apart fromthe jaw bones, other oral sites of metastatic tumor aregingiva, buccal mucosa, soft palate and tongue [7]. Inthe oral soft tissues, the gingiva is the most common sitefor the metastatic colonization. Inflammation may playa role in the attraction of metastatic cells towards thegingiva [8].Very few cases of metastatic thyroid follicularcarcinoma to the jaws have been reported. In a recentanalysis of 673 metastatic tumors to the oral cavity,Hirshberg et al. found 21 cases of thyroid malignancymetastasizing to the oral cavity, majority of them(19 cases) showed involvement of the jaws with femalepredominance (15 cases) [1]. A female predominancehas been noticed among patients developing thyroidcarcinoma in the adults, probably related to theexpression of estrogen receptors on neoplastic thyroidepithelium. Follicular carcinomas are the second mostcommon form of thyroid cancer (15%) and the neoplasmtend to metastasize through the blood stream to thelungs, bone and liver [9]. It shows higher prevalence ofbone metastasis [10].Soft tissue metastasis involving gingiva from athyroid medullary carcinoma was reported by Piattelli et al.[10] while Hefer et al. [11] reported a case of maxillarymetastasis. Kaveri et al. [6] reported a case of metastaticthyroid follicular carcinoma to the mandible.Paresthesia of the lower lip and the chin should beconsidered an ominous sign for metastatic lesions of themandible, as this signifies deep invasion of the tumor into the bone and involvement of the inferior dental ormental nerves. The patient presented with initialcomplaint of swelling in the mandible and paresthesiaof the lower lip on affected side. When seen in a patientwith a known malignancy numb chin syndrome, in theabsence of other causes, should be considered to be dueto mandibular metastases until proven otherwise [12].In 1987, a similar case of mental nerve anesthesiasecondary to metastatic adenocarcinoma of breast wasreported by Kalamchi [13].This case is showed numb chin syndrome withinvolvement of mandible. A thorough evaluation ofclinical condition and histopathological study of theincisional biopsy revealed the presence of metastaticpathology. Oral metastasis may present in variousforms; as pain, swelling, tooth loosening, paresthesia,epistaxis and cervical lymphadenopathy or rarely as apathological fracture or solitary radiolucency of the jawbone. From the features of this case we suggest thatmetastatic tumor should always be included in thedifferential diagnosis of numb chin syndrome, alongwith odontogenic infections and other intraoral tumors.Unlike the oral soft tissues, where a potentiallymetastatic lesion can be easily recognized, the presenceof an early focus of tumor metastasis in the jaw bonemay be overlooked. For many tumors the nearest

Figure 3: OPG showing a large radiolucent lesion with fewradio­opaque foci in the body of the mandible on right side.

Figure 4: Photomicrograph shows follicles lined byhyperchromatic cuboid cells and containing colloid and sheetsinvading the surrounding tissues (20X, H&E stain)
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anatomic site encountered will be the most common sitefor metastatic colony formation [12]. Hanahan andWeinberg, have described the processes involved in thedetachment of tumor cells from the primary cancer site,its transport through the lymphatics or blood streamand establishment of a metastatic tumor site [14].

CONCLUSION
Metastases to the oral cavity are quite uncommon.They may present with features similar to odontogenicinfections and benign tumors. Most of the patientsexperience some degree of discomfort or pain, which isoften followed by loosening of teeth or unilateralparesthesia or anesthesia of the lower lip or chin. Thedevelopment of these symptoms should alert theclinician to the potential presence of metastatic disease.Careful clinical and histopathologic examination wouldfacilitate selective investigations and multidisciplinarytreatment.
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Ileocecal burkitt's lymphoma presenting as acuteappendicitis: A case report
Jean­Pierre Gonçalves, Arnaldo Cerqueira, Henedina Antunes,Íris Maia, Susana Carvalho

ABSTRACT
Introduction: Burkitt's lymphoma is a highlyaggressive non­Hodgkin lymphoma and occurspredominantly in the first decades of life inmales. Often the clinical presentation is anabdominal mass associated with abdominalpain, nausea, intestinal obstruction orintussusceptions. The association betweenBurkitt's lymphoma and histological provenacute appendicitis is rare, and usually issecondary to intussusceptions. Case Report: Wepresent a case of a 14­year­old boy with anileocecal Burkitt's lymphoma presented as acuteappendicitis. Conclusion: This report emphasisthe importance of the histopathologycal exam ofthe appendix in all patients with acuteappendicitis suspicious, even those with typicalclinical presentation.
Keywords: Burkitt's lymphoma, Acuteappendicitis
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INTRODUCTION
Lymphomas are a group of malignant tumorsinvolving cells of the lymphoreticular or immune system[1]. Burkitt's lymphoma (BL) accounts for 30% of non­endemic pediatric lymphoma and is a highly aggressivenon­Hodgkin lymphoma. It is also the faster growinghuman tumor with a doubling time of the less than24 hours [2] and has two major forms, the endemic(African) and non­endemic (sporadic) form.Burkitt's lymphoma occurs predominantly in thefirst decades of life, in males and might presentprimarily as an abdominal mass associated withabdominal pain, nausea, intestinal obstruction orintussusceptions [3]. The association between BL andhistological proven acute appendicitis (AA) is rare [4]and usually is secondary to intussusceptions [3]. Wepresent a rare case of ileocecal BL presenting as AA.

CASE REPORT
A 14­year­old Caucasian boy presented to ourEmergency Unit with a six­day history of periumbilicalpain associated with fever. He had anorexia but nauseaor vomiting were not reported. There was no diarrhea,melena or hematemesis. Past medical, surgical and drughistories were unremarkable.Physical examination revealed tenderness over theright iliac fossa, but there were no palpable masses orabdominal distension. Blood analysis showed anincreased white blood cell counts (11500 cells/µL),
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neutrophilia (9000 cells/µL) and raised C­reactiveprotein (172 mg/L). Abdominal ultrasound scan (USS)results have supported the clinical AA diagnosis andshowed an enlarged appendix and a periappendicealabcess formation (3x4 cm).A diagnosis of AA was made and the patient wasprepared for an open appendectomy. The findings atsurgery were macroscopically suggestive of AA withperiappendicular abscess and no adjacent lymph nodes.His postoperative course was uneventful and he wasdischarged home with antibiotics and nogastrointestinal symptoms.Fourteen days later, the histopathologicalexaminations showed appendicitis and high grade B cellnon­Hodgkin lymphoma consistent with BL in thethick­walled appendix (Figure 1).The patient was referred to a specialist pediatriconcology unit where abdominal computerized tomography(CT) scan (Figure 2), positron emission tomography(PET) scan (Figure 3) and immunohistochemicalstudies were performed. These exams confirmedthe histological diagnosis of abdominal BL.Immunohistochemical study showed the malignant cell
population was positive for CD20, CD10 and BCL6 andnegative for CD3 and MUM1. Chromosomaltranslocation 8q24 (myc gene) was reported.Polychemotherapy according to the B­non­Hodgkin's lymphoma chemotherapy protocols (group BLMB protocol 2001) were administered [5]. Follow­upabdominal CT at four months, six months and one yearwas performed, and the patient is disease free andshows no signs of recurrence or metastasis.

DISCUSSION
Appendiceal lymphomas are exceedingly rare andoften diagnosed postoperatively. In a review of 29patients with appendiceal lymphoma, Burkitt'slymphoma was diagnosed in 9 cases [6]. The clinicalfindings are nonspecific, leading to a delay in diagnosis.Primary appendiceal lymphoma may present clinicallyas acute appendicitis [7, 8]. Besides this association, theprecise mechanism for the AA occurrence in patientswith appendiceal lymphoma is not known, butobstruction could play a role in the pathogenesis of theAA [6].BL is a rare and rapidly progressive tumor andcommonly presents as an abdominal mass and longduration of symptoms and weight loss were twoimportant clinical clues to the presence ofgastrointestinal lymphoma. These symptoms were notpresent in our patient.AA is the initial preoperative diagnosis of similarclinical presentation of periumbilical pain, low gradefever and anorexia. The clinical presentation andoperative findings were highly suggestive of of AA withperiappendicular abscess. The preliminary macroscopicpathological examination of terminal ileum revealedonly a thickened mucosa. No periappendicular mass wasapparent. The diagnosis of AA and LB were made in the

Figure 1: Microscopic examination of representative sectionsof the appendix revealed neutrophilic infiltration of mucosaand an intramural neoplasm. (A) H&E, (B) CD20 marker formature B cells; C: Ki67 cell proliferation marker.

Figure 2: Computed tomography at the level of the upperpelvis shows a solid, 34x31x39 mm nodule adjacent to rightiliopsoas muscle.

Figure 3: Metastasis to (or adjacent) to right iliopsoas muscleand paravesical detected by F­18 FDG PET­CT imaging.
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histopathologycal exam of biopsy fragment. There arealready other cases of BL described presenting assuspicious AA, but usually it is secondary to ileocecalintussusceptions [9].In this case, examination of the specimen neverrevealed discernible tumor. The entire appendix wassubmitted for microscopic examination. The fact thatthis lymphoma was discovered only in thehistopathologycal exam raises questions about theimportance of complete examination and acquisition ofadequate appendix biopsies in children more than fiveyears of age [10].This tumor responds well to chemotherapy and therole of surgery remains controversial [11, 12]. In thiscase the tumor regressed completely after thechemotherapy and there are no signs of recurrence at1 year of follow­up.

CONCLUSION
AA is mostly diagnosed preoperatively but thehistology is the gold standard exam for the diagnosis.The histopathologycal exam of the appendix is vital andshould be mandatory for all patients with AA suspicious,even those with typical clinical presentation.In this patient with histologically proved acuteappendicitis the unexpected diagnosis of LB was madeby the histology. This diagnosis was early and allowed aprompt treatment of the tumor which might have beenlife saving for this boy.
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Primary duodenal adenocarcinoma of the fourth portiondiagnosed using double­balloon enteroscopy and surgicallyresected: A case report
Shingo Kawano, Koichi Sato, Hiroshi Maekawa, Mutsumi Sakurada,Hajime Orita, Ryo Wada

ABSTRACT
Introduction: Primary duodenaladenocarcinoma is extremely rare. If thiscarcinoma occurs in fourth portion, it can nowbe diagnosed by recent developments inenteroscopy. Case Report: We report a rare caseof primary duodenal adenocarcinoma of thefourth portion diagnosed by double­balloonenteroscopy and resected surgically. A 57­year­oldman was anemic. PET­CT revealed accumulationin the fourth portion of the duodenum. Double­balloon enteroscope showed circular tumor ofthe fourth portion of the duodenum, and biopsydisclosed poorly differentiated adenocarcinoma.Partial duodenectomy and partial colonectomywere performed. The marginal artery of thetransverse colon was invaded. Histologicalexamination disclosed that the tumor waspoorly differentiated adenocarcinoma and twolymph node metastases were seen. Conclusion:Primary duodenal adenocarcinoma of fourthportion can be diagnosed by double­ballonenteroscopy and treated by surgical resection.

Keywords: Double­balloon entroscopy, Primaryduodenal adenocarcinoma, The fourth portion
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INTRODUCTION
Primary duodenal adenocarcinoma is extremely rare,accounting for 0.3~0.4% of all gastrointestinal cancers [1].It is too difficult to anatomically diagnose primaryduodenal adenocarcinoma of the fourth portion.However, primary duodenal adenocarcinoma of thefourth portion can be diagnosed by recent developmentsin enteroscopy. Here we report a case of duodenaladenocarcinoma of the fourth portion diagnosed bydouble­balloon enteroscopy and resected surgically, anddiscuss it based on a review of literature.

CASE REPORT
A 57­year­old Japanese male was admitted to ourhospital in December 2009 for evaluation of severeanemia. Past medical history included a gastric ulcerwhen he was 50­years­old. His family history wasnoncontributory. Physical examination on admissionrevealed a body height of 175 cm, weight of 63 kg, bloodpressure of 112/61 mmHg, a regular pulse of 85/min,and body temperature of 36.8oC. There was no sign of
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lymphadenopathy. His abdomen was soft and flat, andno abdominal, liver, or spleen masses were palpable.There were no abnormal laboratory findings, exceptevidence of anemia (hemoglobin was 6.6 g/dL) and aninflammatory reaction (white blood cell count was8900/μg, and C­reactive protein was 3.7 mg/dL).Tumor markers, carcinoembryonic antigen (CEA) andcarbohydrate antigen (CA19­9), were within normalranges.Abdominal computed tomography (CT) scanindicated a circumferential, thick, and unequallyenhanced wall in the fourth portion of the duodenum,and showed no lymph node swelling or ascites. Uppergastrointestinal series demonstrated a 7­cm ‘apple core’sign in the fourth portion of the duodenum (Figure 1).Double­balloon enteroscopy showed a circumferentialtumor with ulceration in the fourth portion of theduodenum (Figure 2). The enteroscope could not pass

Figure 1: Upper gastrointestinal series: A 7­cm ‘apple core’sign was found in the fourth portion of the duodenum.

Figure 2: Double­balloon enteroscopy: A circumferentialtumor with ulceration in the fourth portion of the duodenum.

the lesion. Biopsy specimen from the lesion disclosedpoorly differentiated adenocarcinoma. PositronEmission Tomography (PET) revealed accumulation inthe fourth portion of the duodenum (Figure 3). Based onthese findings, the patient was diagnosed with primaryduodenal adenocarcinoma of the fourth portion andunderwent partial duodenectomy and partial colectomybecause the marginal artery of the transverse colon wasinvaded by the tumor on January 22nd, 2010.The resected tumor had deep ulceration with a roundwall and measured 100×80 mm in size (Figure 4).Histological examination disclosed that the tumorwas poorly differentiated adenocarcinoma whichinvaded into the subserosal layer and two lymph nodemetastases were seen (Figure 5).The patient had an uneventful postoperative course,and was discharged from hospital 40 dayspostoperatively. Combined chemotherapy of TS­1 and

Figure 3: Surgical specimen: The resected tumor displayeddeep ulceration with a round wall and measured 100×80 mmin size.

Figure 4: Histological findings: Poorly differentiatedadenocarcinoma had invaded the subserosal layer. Two lymphnode metastases were also detected.
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Table 1: Cases of the primary adenocarcinoma of the fourth portion of the duodenum reported in Japan

cisplatin was prescribed as neoadjuvant chemotherapy.TS­1 (80 mg/m2) was administered 21 days, followed by14 days rest as one course. Cisplatin (60 mg/m2) wasadministered on the eight day. Six courses of thisadjuvant chemotherapy were administered. The patientis alive with no recurrence for one year.

DISCUSSION
Primary duodenal adenocarcinoma is extremely rare.Most primary duodenal adenocarcinomas are in the firstand second portions, with 20% in the third portion, and10% in the fourth portion [2]. Recently, reports of

primary duodenal adenocarcinoma have been increasingbecause of progresses in gastric enteroscopy [3, 4].However, it is impossible to diagnose primary duodenaladenocarcinoma of the third and fourth portions bygastric enteroscopy. There are still many cases to bediagnosed by the upper gastrointestinal series. In thiscase, primary duodenal adenocarcinoma of the fourthportion was diagnosed by double­balloon enteroscopy.In Japan, there are no case reports of primary duodenaladenocarcinoma of the fourth portion diagnosed bydouble­balloon enteroscopy. In Brazil, there is only onecase report [5].In Japan, there are eleven case reports of primaryduodenal adenocarcinoma of the fourth portion resectedsurgically, including our case [5–16] (Table 1). Themedian age was 60.5 years (range, 42–74 years). Sixcases were men. Two cases invaded into the mucosallayer, three cases into the subserosal layer, and six caseswent beyond the serosal layer. Seven cases hadmetastasis of the lymph nodes. According to thesereports, there are two kinds of surgery, three cases ofpylorus preserving pancreatoduodenectomy and partialduodenectomy and eight cases of partial duodenectomywith lymphadenectomy. In Kaklamanos’s report, therewas no significant difference in prognosis betweenpancreatoduodenectomy and partial duodenectomy insixty­three cases of primary duodenal adenocarcinoma[16]. In Lowell’s report, the seven cases of primaryduodenal adenocarcinoma of the third or fourthportions are all alive after five years, except for thosewho died of another disease [17]. Five of seven casesunderwent partial duodenectomy. There are many

PPPD: pylorus­preserving pancreatoduodectomy, DS: segmental duodectomy, *: Depth was expressed according to JapaneseClassification of Gastric Carcinoma (The 14th Edition), mth.: Month

Figure 5: Positron Emission Tomography (PET): There wasaccumulation in the fourth portion of the duodenum.
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reports that partial duodenectomy is better in the caseof primary duodenal adenocarcinoma in the third orfourth portions. Consequently, partial duodenectomywas thought to be a better surgery for primary distalduodenal adenocarcinoma. However, in Suzuki’s report,a case of primary duodenal adenocarcinoma of thefourth portion underwent pancreatoduodenectomy [12].There were metastases of the lymph nodes in No. 13 andNo. 14 according to the Japanese classification of gastriccarcinoma (The 14th Edition). That report insisted onthe necessity of pancreatoduodenectomy withlymphadenectomy. Our case underwent partialduodenectomy with lymphadenectomy. There was norecurrence for one year in spite of advanced carcinomaand metastasis of the lymph nodes.

CONCLUSION
We reported an extremely rare case of primaryduodenal adenocarcinoma of the fourth portiondiagnosed by double­balloon enteroscopy and resectedsurgically.
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Unique presentation with trimodal transfer of a patientwith traumatic bilateral anterior (obturator)hip dislocation
Rishya Manikam, CS Kumar, Kunalan G, AB Sri Latha, Nasir Mohamad

ABSTRACT
Introduction: Bilateral anterior hip dislocationpresenting late with complete recovery with nocomplication is unusually rare. Case Report: A39­year­old manual labor presented withbilateral anterior hip dislocation with non­specific neurology following an industrialaccident 20 hours post injury. Closed manualreduction required femoral block, spinal andgeneral anaesthesia with three surgeonsengaging a maneuver not previously described.Subsequently, skin traction was applied for twoweeks and was discharged with non­weightbearing advice for another four weeks. Patienton his regular clinic follow up was subjected tovarious modalities of physiotherapy in view ofhis job nature requiring early return to work.Regular follow­up of three years did not revealany evidence of avascular necrosis of thefemoral heads and he obtained full function ofboth his hip joints. Conclusion: The mode oftrasport which results in the delay in seekingtreatment.

Keywords: Traumatic, Anterior, Bilateral, HipDislocations
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INTRODUCTION
Bilateral traumatic anterior hip dislocations causedby industrial accident is rare. Its rarity is evident withonly eleven cases reported in English literature [1]. Herewe report a case of traumatic bilateral anterior hipdislocation; its presentation delay, mechanism of injury,mode of patient transfer to hospital and the modifiedreduction technique. We also reviewed literature on thevarious modality of treatment advocated for thisunusual presentation.

CASE REPORT
A 39­year­old manual labor at a construction sitefrom a rural area with poor transportationinfrastructure, first presented to our emergency room20 hours post injury to both his hips. He was in asquatted position at the time of injury. A brickimpacting machine lost control and compressed himfrom the front and back, fulcruming his perineumagainst the hard ground. He fell forward with both hiships in full flexion, wide abduction and externalrotation. He was in prone position for about 20 minutes
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before getting help to lie in supine position. He was notable to move his hips and being in an awkward position,he was carried by his colleagues where one of themsupported the torso by holding under his armpits andtwo others held his back and pelvis with their barehands. The fourth colleague supported both the lowerlimbs to prevent them from too much movement. Hewas shifted onto the back of a 4­wheel drive which tookthem to a riverside where a boat was waiting for them.As there were no available splints, his colleagues usedtree branches to anchor him to the boat. He was in thesame position for another 45 minutes of the boat ridewhich took him to a helicopter landing site. Uponarrival to the site, he was again carried by his colleaguesin the same manner to a helicopter waiting to transporthim to a general hospital. With the help of a trainedparamedic, the patient was then secured in thepassenger bay of the helicopter using several safetyharnesses. The paramedic also administeredintravenous Pethidine to calm the patient during the airtransfer. In short, a trimodal mode of transport wasused in transferring the patient to definitive care.Though he was spared of other major organ injuries,his complaints were severe pain, deformity and inabilityto move both his hips. Examination revealed both hiships were in wide abduction, flexion and externalrotation. Passive movement of his hips was nearlyimpossible. There was patchy neurology in both thelower limbs. The myotome or dermatome could not bespecified to either solely L1, L2, etc. as the patient had amixture of all the dermatomes in a patchy manner.Nevertheless, post reduction, there was no neurology.No foot drop was noted as the patient had amultimodal transfer in which an anticipation of footdrop was expected. We assumed that since non­trainedindividuals helped with the transfer, there could be apossibility of his leg undergoing traction at some pointof the transfer. Fortunately, the femoral nerve was notaffected in patient. There were superficial facial injuriesand he was hemodynamically stable. Appropriateanalgesics were administered to counter his severe painprior to the radiographs. Radiographic studies revealedbilateral anterior hip dislocations into the obturatorforamen (Figure 1).Close reduction using 75 mg Pethidine and 7.5 mgMidazolam as sedation was unsuccessful. In theoperating room, initially, bilateral femoral block wasattempted with great difficulty by the anaesthetist inview of the awkward positioning of the patient. Thoughsuccessful, it was inadequate to counter the musclespasm but it was sufficient to position the patient forspinal anesthesia. In spite of successful spinalanesthesia, it was difficult for both surgeons andpatient to co­operate with the external close maneuvers.Though the anaesthetist prefered the regional block butdue to poor responce of the patient, general anaesthesiawas finally given. The general anaesthetic wasconducive for the surgeons to perform the maneuvers asthe patient was fully relaxed. Unlike individual hipposterior dislocation, where counter­traction to theanterior iliac crest and hip flexion to 90 degrees, slight

abduction while pulling in line with the femur wouldsuffice to reduce the dislocation, this type of dislocationdid not respond to the usual method.In this patient, we first placed a sandbag over thesacrum in line with the spine to obtain sag of both thegluteal muscles. Then, we engaged one surgeon forpelvic stabilization by traction­counter­traction over theanterior iliac crest and perineum. Two other surgeonssimultaneously applied axial traction to each leg withinternal rotation and application of pressure to themedial side of the proximal thigh bringing the femoralhead towards the acetabulum and adduction. Both thehips reduced simultaneously. Post reduction telescopingproved its stability upon reduction. Post reductionradiographs showed the hips were correctly positionedand did not reveal any fractures. No CT or MRI was donepost reduction as the centre was not equipped with oneat that time. We were dependent on the radiographs andthe clinical outcome. There were no foot drops.Subsequently, skin traction was applied for twoweeks in the ward. Wheel chair mobilization wascommenced with regular ultrasound heat therapy andstatic quadriceps and calf exercises. He was dischargedfrom the ward with non­weight bearing advice foranother four weeks. On follow­up at one month, we wererather surprised to see him fully weight bear without anypain and having full range of movement over his hipjoints. The patchy neurology fully recovered. He wasback to full manual labor the following week. Sixmonthly follow­up for three years with radiographs didnot reveal any evidence of avascular necrosis of bothfemoral heads and patient was pain free.

DISCUSSION
Hip dislocations are becoming more common due toincreased high velocity road traffic accidents. Posteriorhip dislocations are more common. Anterior hip

Figure 1: Bilateral Anterior Hip Dislocation into ObturatorForamen
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dislocations are being reported to occur in only 10–11%of the total hip dislocations. Bilateral, simultaneousanterior hip dislocations are even rarer and a number ofcases have been reported by different authors. The mostcommon cause in most of the cases reported has beenroad traffic accident. In our case, it was an industrialaccident and the mechanism of injury that made thiscase unique. Nevertheless, all the authors highlighted onthe position of the hips at the time of impact being inextreme abduction and flexion [1, 2].Patients with bilateral anterior dislocation usuallypresent with flexed, externally rotated leg and abductedhips. Radiographs are usually diagnostic but in case ofdoubt, CT scan will definitely reveal the type ofdislocation. Anterior hip dislocation can be classified asobturator, perineum and pubic. The direction of the hipdislocation depends on the position of the hip at thetime of impact [3, 4].Most authors used the Allis’s maneuvers to achievereduction i.e., patient in supine position, knee flexed,pelvis stabilized, lateral traction force to inside of thigh,longitudinal traction is applied in line with axis offemur, and hip in slightly flexed position. The essentialfeature is traction in line of deformity, followed bygentle flexion of hip to 90 degrees. The hip is gentlyrotated internally and externally with continuedlongitudinal traction until reduction is achieved. Thesemaneuvers are ideally done under general anaesthesia.In our case, three modalities of anesthesia were used toget the ideal relaxation of the muscles in spasm. Thistechnique was used after fully understanding the variousforces acting onto the hip joints at the time of injury.Patient’s compliance to post reduction therapy andurgency to return to active work also contributed todefying the golden rule for Avascular Necrosis (AVN)[5–7].The bilateral anterior hip dislocations in this casewere a rare and significant injury. The outcome of thetreatment was encouraging. Although we realize that theusefulness of data based on a single case is limited, weare encouraged by the outcome in this case and believethat the technique used is a viable option in bilateralanterior hip dislocation.

CONCLUSION
The time taken in seeking immediate treatment forbilateral antrerior hip dislocation is essential for goodoutcome. Although there was a significant delay inseeking treatment in this patient due to the logisticmode of transfer,the patient was lucky to have acomplete recovery. It is essential to improve theprehospital care aspect especially in the rural areas.
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Knowing your lab test well: Expanding the differential forelevated alkaline phosphatase
Sachin Kumar Amruthlal Jain, Kashyap Patel, Yousif Ismail,Michael Williams

ABSTRACT
Introduction: It is known that increased alkalinephosphatase with a distended gallbladderincreases the suspicion of pancreaticmalignancy. But benign etiology can be present,including a fasting state. Case Report: Ourpatient, a 58­year­old African–American femalewith a history of recurrent UTI presented to theemergency room with nausea and vomiting andloss of appetite for last five days. Physical examwas unremarkable except for dehydration.Initial laboratory test were normal includingliver function tests, except for alkalinephosphatase level which was elevated to 216(normal 35–120). She was started onintravenous fluids and antibiotics. Hersymptoms improved and she tolerated a highprotein and carbohydrate diet. She underwentan abdominal ultrasound of the right upperquadrant (2nd day of admission). It showeddistended gallbladder and dilated common bileduct. No stones were seen and the liver washomogenous without masses. Gastroenterologistperformed the EGD (3rd day of admission)which was benign. Her initial alkalinephosphatase trended down but started to riseagain. The 5’ Nucleotidase was normal. An

abdominal CT scan was performed (5th day ofadmission) showed no pancreatic mass, acontracted gallbladder and normal common bileduct. She was discharged home on oralantibiotics and a food supplement. Her followup alkaline phosphatase was normal.Conclusion: Believe that our patient’sgeneralized weakness, weight loss, as well asher increased alkaline phosphatase, distendedgallbladder and common bile duct dilation canbe attributed to her fasting state. During this,alkaline phosphatase activity is increased. It is acomponent of regulatory mechanisms, byincreased delivery of the enzyme to the bloodand respective decrease and increase of themaximal velocities of the enzyme reactions.Studies done on rats and elephant seals showedthat not only with fasting, but also withrefeeding, alkaline phosphatase activityincreases. Some studies have shown that fastingcan cause phases of dilatation and phases ofcontraction of gallbladder which phases ofmaxima dilatation at 12 a.m. and 4 p.m., andmaxima contraction at 8 a.m. and 4 p.m. Thus,we are inclined to conclude that starvation andrefeeding have played role in our patient’spresentation timing is the key.
Keywords: Alkaline phosphatase, Starvation,Refeeding, Gallbladder dilatation
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INTRODUCTION
Elevated alkaline phosphatase in the setting of adistended gallbladder and dilated common bile ductincrease the suspicion of benign as well as malignantconditions, including pancreatic carcinoma. We presenta case with such findings without any gross underlyingpathology. Could these findings also present secondaryto starvation?

CASE REPORT
Our patient is a 58­year­old African–Americanfemale with a history of recurrent urinary tractinfection. She presented to the emergency room withnausea, vomiting, and anorexia for the last five days.She also reported modest weight loss. Her history wassignificant for a recent emergency room visit for aseizure, secondary to a sub­therapeutic phenytoin level.At that time, she was also diagnosed with a urinary tractinfection, and placed on an oral antibiotic regimen.The physical exam was significant for dry mucosaand tongue, with a blood pressure of 100/62 mmHg.The exam was otherwise unremarkable. Initiallaboratory examination showed hemoglobin of 12.8,and a white blood cell count of 17.8. Electrolytes, BUN,creatinine, and liver function tests were all normal, withthe exception of an elevated alkaline phosphatase level(ALP) of 216 (normal 35 to 120). In the ER, intravenousfluids and intravenous antibiotics were administered.As her symptoms improved with antiemetic, she wasstarted on a liquid diet. Her prealbumin was checkedlater on, and found to be 9 (Normal > 17).Day 2: An ultrasound of the right upper quadrant ofher abdomen was completed due to concerns over herelevated ALP. It showed a distended gallbladder with adilated common bile duct of 9 mm. Stones were notvisualized, and the liver was homogenous, without anymasses. The gastroenterology (GI) service wasconsulted.Day 3: The GI service performed anesophagogastroduodenoscopy (EGD). The studyshowed small esophageal ulcers and mild scarring of thedistal esophagus, attributed to reflux. The study wasotherwise unremarkable. During this time, there hadbeen a downtrend in the patient’s ALP. A 5’nucleotidase level was found to be within normal limits.Considering the improvement in laboratory and clinicalfindings, further invasive testing was not performed.The patient was tolerating feeds at this time and hadbeen advanced to a high protein, and carbohydrate diet.Day 4: The patient’s ALP levels were rising again onthe fourth day. This was confirmed with a second test torule out any laboratory errors. Accordingly, the GIservice scheduled the patient for an MRIcholangiogram, and pancreaticogram to be done lateron in the day. However, these tests could not beperformed without clearance from the neurologyservice, as this patient had prior stents placed for abrain aneurism.

Day 5: We chose to forego the MRI studies altogetherand proceed with an abdominal CT scan on the fifth day,in hopes of finding an etiology for the elevated ALP. TheCT scan visualized a pancreas that was free of anymasses. The gallbladder was contracted, and thecommon bile duct could not be visualized. The study as awhole was unremarkable.Day 6: The patient felt well, and her prealbumin levelhad risen to 14 from 9. ALP levels demonstrated asecond downtrend. Considering that the work up wasnegative, and her symptoms had resolved, the patientwas discharged home on oral antibiotics for her urinarytract infection, and a nutrition supplement.One month later, she followed up in the clinic. Shewas doing well without any complaints and her ALPlevel was rechecked and was found to be within normallimits.

DISCUSSION
There are three isoenzymes of alkaline phosphatase(ALP). Two different genes code for ALP of intestinaland placental origin (during the third trimester). A thirdgene codes for ALP synthesized by multiple organsincluding the liver, bones, and kidneys. The 5’nucleotidase may be helpful in delineating which isotypeis elevated in the serum, as this test may be abnormal incases of liver pathology.The 5’ nucleotidase test in our patient was withinnormal limits. However, the results of this test shouldbe interpreted cautiously. This test is better used forruling in hepatic pathology rather than ruling it out (thespecificity is better than its sensitivity) [1]. Additionally,our patient presented with gastrointestinal complaints.A process involving the liver could not be completelyruled out.The initial ultrasound showed a distendedgallbladder, and dilated common bile duct but failed todemonstrate cholelithiasis. Additionally, the patient didnot have clinical signs or laboratory results consistentwith jaundice. As such, an acute obstructive process (e.g.choledocholithiasis) was less likely to be the cause. Thesubsequent workup, including and EGD and abdominalCT scan failed to show any gross obstructive orinflammatory etiologies responsible for the dilated CBD.The negative workup ultimately led us to conclude thatthis patient’s chief complaints of nausea, vomiting, andanorexia were most likely secondary to her UTI.It could be argued that this isolated elevation in ALPmay have been related to phenytoin use [2]. However,we must recall that the patient's ALP level fluctuatedthroughout the hospital stay, and the gallbladder was,indeed, distended upon admission.Studies done in animals may suggest a possibleetiology for the elevated ALP. Recall that due to thenausea, vomiting and loss of appetite, our patient hadnot eaten for the last five days. Studies in animals haveshown that starvation has been associated with changesin serum ALP activity. While one study demonstrated adecrease in serum ALP activity in fasting rats, two other
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studies showed increased in fasting seal pups andfemale monkeys [3–5]. One study also showed increasedserum ALP activity upon refeeding fasting rats [6].Fasting and refeeding have also been associated withdisturbances of ALP activity (increases as well asdecreases) in histological sections of the intestine, liverand fat of different animals [7–9].A study done in Sweden, examined metabolicabnormalities in teenage girls (mean age 15 years) witheating disorders [10]. ALP was among the testsperformed in 251 subjects. When adjusted for their age,most of the ALP levels were either lower than thereference range, or marginally normal. One possibleconclusion of this study could be that the fasting stateaffected the ALP levels only slightly (and in the oppositedirection from which we observed in our patient).However, to make that conclusion, we must assume thatthese patients were necessarily in a starvation statewhen they were evaluated. In reality, they may or maynot have had a regimen of regular, but small meals aspart of their eating disorders. Our patient did not have along­term history of malnutrition, or eating disorders;she presented with an acute episode of starvation.We believe our patient's elevated ALP and distendedgallbladder could be attributed to her state of starvation.Note that some time after initiation of a regular diet, herALP level took a down trending course. The subsequenttransient rise in ALP might be due to refeeding. Also thegallbladder was initially dilated due to her fasting stateand with refeeding the gallbladder was contracted [11].

CONCLUSION
When a patient presents with elevated ALP activityand a distended gall bladder, the clinician must considerseveral etiologies in the differential diagnosis. Thebiggest concern is always the obstructing lesion. Ourpatient had these abnormalities in the background of anegative clinical work up, including abdominal CT scan.Considering that these findings were isolated in regardsto workup and combining the clinical picture, theyproved to be transient as our patient was slowly startedon a normal diet, we are inclined to conclude thatstarvation and refeeding have played role in ourpatient’s presentation.
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Inguinal dermoid cyst masquerading as irriducibleinguinal hernia: A case report
Soumen Das, Utpal De, Dilip Das, Sudip Sarkar

ABSTRACT
Introduction: Dermoid cysts are commondevelopmental anomalies occurring alongembryonic fusion lines. Occurrence of this ininguinal region is rare and imposes diagnosticchallenge as it masquerades hernia. CaseReport: A 48­year­old male patient presentedwith irreducible left inguinal hernia.Exploration of the left inguinal canal revealed acyst (10x7 cm) in the floor of the inguinal canalseparated from the cord structures. The cyst wasopened and foul smelling muddy paste likematerial along with a few hairs came out. Cystwas completely excised. The histopathology wasconsistent with a dermoid cyst. The patient isdoing well at one year follow­up. Conclusion:Inguinal dermoid cyst mimicking irreduciblehernia is rare but possible entity. If such cyst isencountered during hernia operation, completeexcision is to be contemplated.
Keywords: Dermoid Cyst, Inguinal Canal,Hernia
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INTRODUCTION
Dermoid cysts are developmental lesions occurringalong the line of embryonic fusion [1]. Common sitesinclude supraorbital region of forehead and midline [1].Dermoid cyst of anterior abdominal wall is rare.Literature review revealed only five cases of inguinaldermoid till date [1–7]. We report a case with review ofliterature.

CASE REPORT
A 48­year­old male patient presented with a swellingin left groin since last 12 years. The swelling wasprogressive in nature, increased in size on straining,coughing and decreased on lying down. It wasassociated with occasional pain which subsided onmedication.Physical examination revealed mild pallor with a leftsided inguinoscrotal swelling. The swelling extendedfrom mid inguinal region to root of left scrotum. It waspyriform shaped and measured 10 cm in its longitudinalaxis. We could not get above the swelling. Coughimpulse was present. The swelling was doughy onpalpation. It was irreducible. Abdominal and per­rectalexaminations were within normal limits. A clinicaldiagnosis of Irreducible left inguinal hernia was madeand an elective inguinal hernioplasty was planned.Laboratory investigations reveled a hemoglobin­9 g/dL, WBC count­ 11,000/mm3, DLC­N63L30E7, 63%,L 30%, E 7%), blood glucose 110 g/dL, urea 20 mg/dL,serum creatinine 0.8 mg/dL. Chest X­ray and ECG werenormal.Exploration of the left inguinal canal revealed a cyst(10x7 cm) in the floor of the inguinal canal separated
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from the cord structures. The cyst extended from thedeep ring above to upper pole of left testis below. Cordstructures were separated from cyst. No direct orindirect sac could be detected. The cyst was opened andfoul smelling muddy paste like material along with a fewhairs (Figure 1) came out. Cyst was completely excisedand sent for histopathology. The postoperative recoverywas uneventful and the patient was discharged on 10thpost operative day after stitch removal.Histopathology revealed a thin­walled cystic liningcomposed of keratinized squamous epithelial cells.Underlying layers contained blood vessels, hair follicles,ecrine and apocrine glands. The above findings wereconsistent with a dermoid cyst.The patient is doing well at one year follow­up.

DISCUSSION
Hernia is the commonest inguinal swelling. Othercommon swellings include undescended testes, lipomaor hydrocele of spermatid cord. Rare inguinal swellingsinclude preperitoneal lipoma, supernumerary pectineusbursa, haemorrhage into internal internal obliquemuscle, round ligament angioma, pedunculated uterinefibromyoma, inguinal endometriosis andthrombophlebitis [5].Dermoid cyst as a cause of inguinal swelling is rare. Asearch of English medical databases, using key wordsdermoid cyst and inguinal mass, revealed five casereports of inguinal dermoid till date (Table 1) [2, 3, 4].Of the five patients three were female [2, 3] and twomale [4]. Four patients were below 30 years [3, 4] of ageand the fifth patient was 72 years of age [2]. Theduration of the swelling varied from 1 to 4 years. Theswellings were provisionally diagnosed as inguinalhernia [2, 4], lipoma [3] and cyst of the round ligamentrespectively. Dermoid cyst was revealed peroperativelyand confirmed histopthologically. A fifth patient haddermo­plastic repair of inguinal hernia and laterdeveloped inclusion dermoid [7]. This procedure isobsolete and as such does not need further elaboration.

Dermoid cysts may be teratomatous or nonteratomatous benign malformations [3, 4, 5]. Nonteratomatous dermoids are common in the inguinalcanal. Grossly the excised tumour may be mistaken for asebaceous cyst or epidermoids. The microscopicpresence of skin along with its appendages andsebaceous gland differentiates them from epidermoidsand sebaceous cyst which have stratified squmaousepithelium surrounded by fibrous tissue forming theirwall [2, 3, 4]. The absence of tissues foreign to the partdifferentiates it from a true dermoid found elsewhere.The contents of the cyst have been reported as tan­colored keratin resulting from accumulation of stratumcorneum [4].Diagnosis is often mistaken clinically as irreducibleinguinal hernia. Complications of the cyst whichresembles obstructed or incarcerated inguinal herniainclude inflammation and hemorrhage [4]. The cyst maysometimes lead to compression of adjacent organscausing retention of urine and bowel obstruction [4].The possibility of malignant degeneration exists

Figure 1: Paste like material coming from the cyst.

Table 1: Published case reports of inguinal dermoid
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especially in women with dermoid cysts arising fromround ligament [6]. Tumor markers like alphafetoprotein and beta chorionic gonadotropin estimationare helpful to monitor treatment and recurrence [6].Surgical excision is the treatment of choice [1–6].

CONCLUSION
Inguinal dermoid cyst is rare. If encounteredcomplete excision is to be contemplated in order toavoid complications like—inflammation, hemorrhageand rarely malignant degeneration.
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Selenium adjuvant therapy in central nervous systeminfection
Ladislav Kočan, Janka Vašková, Jozef Firment, Ladislav Vaško

ABSTRACT
Introduction: Bacterial meningitis is associatedwith permanent after effects resulting fromdamage to central nervous system structures inaffected patients. Massive release ofinflammatory mediators and production ofreactive oxygen species often complicate thecourse of the disease and result in thedevelopment of sepsis and worsening of thepatient's prognosis. Case Report: A 38­year­oldmale patient of Slovak origin with bacterialmeningitis and serious sepsis was admitted toan intensive care unit. During a six­daysupplementation of selenite pentahydrate at adose of 750 µg per day, increased activity of theantioxidant enzyme glutathione peroxidase wasrecorded, the co­factor of which is selenium andsynergistically acting enzyme glutathione

reductase, respectively. A concurrent slightdecrease in the activity of superoxide dismutaseand the reduced levels of inflammatory markersindicated the development of an adequateresponse of the body to the production of freeradicals and their elimination. Conclusion: Ithas been demonstrated that supplementation ofcritically ill patients with selenium can improvetheir antioxidant status and may also decreaseoxidation damage to neurons and glial cells.Selenium as an adjuvant showed potentialefficacy in reducing complications andimproving patients’ outcomes in the case oflowered antioxidant status during bacterialmeningitis, firstly as a pro­oxidant to aid theelimination of microbial pathogens, andsecondly as the antioxidant selenoenzymes. Theresults obtained allowed us to conclude that thiscan be a suitable complementary intervention inpatients with pneumococcal meningitis anddeveloping sepsis.
Keywords: Meningitis, Sepsis, Selenium,Selenoenzyme
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INTRODUCTION
Even though the range of possible treatments forbacterial meningitis is constantly increasing, the deathrate for this disease is still very high (25%) and almost
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half of the patients who overcome the disease sufferlifelong neurological consequences. It is a secondarydisease which develops after transmission of thepathological agent from another focus of infection(middle ear infections 30%, pulmonary infections 18%,paranasal sinuses infections 2%), and most frequentlyvia the hematogenous route [1]. The groups most at riskare children, immunocompromised patients and elderlypeople. Meningitis can be associated with subsequentblood borne infective complications such as sepsis,peritonitis and meningitis, which considerably decreasethe patient's chances of survival [2].The respective immune response is significantlyaffected by the specific anatomic location of the disease.Inflammation is an important component of thepathogenesis of meningitis, particularly in the stage ofpromotion and evolution of neuron demyelination anddegeneration, even in cases where pathogenic micro­organisms have been removed by therapy.In the case of bacterial meningitis, one has toconsider the following cumulative effect of severalpathophysiological factors:1. systemic inflammatory response of the hostorganism resulting in extravasation of leukocytesto the subarachnoid space, vasculitis, brainoedema and secondary ischemia,2. stimulation of microglia by bacterial components,and3. potential direct toxicity of bacterial componentson neurons.The damage to neurons results from the release ofreactive oxygen species (ROS), caspases, proteases,cytokines and excitant amino acids after the activationof transcription factors [3]. A significant increase incerebrospinal fluid (CSF) ROS levels in patients withbacterial meningitis was observed [4]. The centralnervous system is particularly vulnerable to thedeleterious effects of oxidative stress, due to the highlipid content in the brain, so that an attack onmembrane­lipids by ROS initiates a process of lipidperoxidation and subsequent oxidative modification ofother cellular components.Regarding pathogenesis, free radicals also play a keyrole in development of sepsis, is a serious complicationof pneumococcal meningitis [5]. The production of freeradicals is in equilibrium with the action of theantioxidant protective system [2, 6]. Superoxidedismutase (SOD) is an enzyme essential for regulatingthe disproportionation of superoxide radicals toperoxides. Glutathione peroxidase (GPx), of whichselenium is a co­factor, acts as non­specific catalyst,facilitating the conversion of peroxides tocorresponding alcohols and water, thus preventing theformation of additional ROS produced by the break­down of peroxides by means of glutathione oxidation.Original studies on selenium supplementation in thecritical care environment are from heterogenous groupsof patients and include selenium supplemented invarious dosing regimes. The available data demonstratea potential survival benefit from the supplementation ofselenium in general Intensive Care Unit (ICU) patients

[7], mostly pointed out the narrow therapeutic windowfor selenium supplementation [6]. Randomised trial [8]showed no effect on new infections or on mortality whenparenteral nutrition was supplemented with glutamineand/or selenium (500 μg per day). The supplementationof selenium in patients suffering from pneumococcalmeningitis and developing sepsis could be considered areasonable therapeutic intervention since there isevidence of a decrease in serum selenium levels duringinfections regardless of the infective agent.The aim of this study was to point, by means of a casereport, to potentially beneficial effects of supplementaladjuvant therapy with suitable micronutrients incritically ill patients.

CASE REPORT
A 38­year­old male patient of Slovak origin withrepeating epileptic paroxysms was found unconscious ata railroad station. After arrival of medical emergencyrescue team the patient was sedated, intubated, andtransferred to the Department of Anesthesiology andIntensive Medicine. A thorough examination resulted inthe diagnosis of purulent meningoencephalitis withsuspect autogenous origin. For the purpose of ENTspecialist intervention, the patient was transferred to therelevant tertiary hospital, the Louis Pasteur Universityhospital in Košice. The patient required artificialventilation (AV) and was admitted to the 1st Clinic ofanesthesiology and intensive medicine. A sample of CSFwas withdrawn for microbiological and biochemicalexamination (Table 1). The patient was administeredintravenously with cefotaxime (3 g every six hours). Thecultivation of CSF revealed bacterial infection withEnterococcus faecalis, which was confirmed by a bloodsample taken from the central venous catheter. On thebasis of positive cultures, antimicrobial therapy wasinitiated. Symptoms of severe sepsis developed duringthe hours following admission and biochemicalinflammatory parameters were elevated. The patientreceived catecholamine support with norepinephrine(0.1 µg.kg­1 per minute) to maintain a suitable bloodpressure. At the same time, the patient was started onmeningitis therapy (cefotaxime 3 g every six hours,meropenem 2 g every 8 hours, vancomycine 2 g per day,antimycotics ­ fluconasol 20 mg every six hours,antiswelling treatment 100 mL of 20% mannitol everysix hours) and hydrocortisone supplementation (50 mgevery eight hours) to prevent presupposed vascularcollapse due to secondary adrenal insufficiency.Subsequently, tympanomastoidectomy was performedon the left ear.After the operation, a CT scan of the brain wascarried out and an intracranial pressure (ICP)monitoring was introduced invasively to monitormanifestations of intracranial hypertension with a shiftin midline brain structures. The patient was inanalgosedation and the medication was graduallydecreased to acceptable ICP values. Duringhospitalization, alongside adjuvant therapy, the patient



IJCRI – International Journal of Case Reports and Images, Vol. 3 No. 11 , November 201 2. ISSN – [0976-31 98]

IJCRI 201 2;3(11 ):50–55.
www.ijcasereportsandimages.com Kočan et al. 52

was administered daily sodium selenite pentahydrate(selenium, hereafter) by continuous infusion at a doseof 750 µg per day for six days corresponding to 250 µgselenium per day. Therapeutic advance was approvedby Ethics Committee of Faculty of Medicine, Pavol JozefŠafárik University in Košice. At the same time, alanylglutamine solution was administered via a centralvenous catheter at a daily dose of 100 mL (2 g) for sixdays. During the supplementation, the plasmadynamics of inflammatory cells were monitored(leukocytes, neutrophil/lymphocyte ratio,thrombocytes) as well as the dynamics (Table 1) ofbiochemical markers (procalcitonin, fibrinogen, CRP,lactate) and antioxidant enzymes, glutathioneperoxidase (E.C. 1.11.1.9), glutathione reductase(GR; E.C. 1.6.4.2) (Figure 1) by kit user manuals(SigmaAldrich, Germany) and superoxide dismutase(E.C. 1.15.1.1) (Fluka, Japan) (Figure 2) and theconscious state by means of Glasgow Coma scale (GCS).Due of the necessity of long­term AV, we performedpercutaneous dilatation tracheostomy and subsequentlypercutaneous endoscopic gastrostomy (PEG) in order toadminister enteral nutrition. The objective neurologicalfindings indicated dominance of quadruparesispredominantly in right limbs, right facial nerveparalysis and expressive aphasia. Control CT scan of thehead showed inflammatory changes in the left brainhemisphere. Liquid cultures were sterile. The patientwas rehabilitated. Complications during the hospital

stay included sepsis and the development of purulenttracheobronchitis. Swabs of the endotracheal cannulaconfirmed colonisation of Pseudomonas aeruginosa.Due to high levels of laboratory markers ofinflammation and sepsis, a CT scan of the brain wascarried out which ruled out the presence of a brainabscess. The neurosurgeon did not find evidence toperform decompressive craniectomy. Healing of theincision was protracted, and the wound moist so theattending ENT surgeon recommended only aconservative approach. After a two­week treatment andwithdrawal of medication, the patient still showedquantitative consciousness disorder, spontaneousopening of the eyes with goal directed fixation, motoricdeficit and expressive aphasia. Breathing wasspontaneous with pressure support, gaseous exchange inthe blood and the acid­base balance (ABB) weresatisfactory. Antiepileptic medication was part of theprophylactic treatment. The patient's circulation wasstable and did not require catecholamine support. Thepatient was nourished via PEG, diuresis appearedsufficient, and the artificial ventilation via T­piece wasdiscontinued.Subsequently, upon the patient's agreement, he wastransferred to the relevant ICU in a regional hospital forfollow­up treatment. Following improvement, thepatient described in the present case report wastransferred from the ICU to the relevant neurologicalunit. At present, this patient is in office­based care of his

Table 1: Selected laboratory parameters from patient's medical history before and during selenium supplementation

Abbreviations: CRP C­reactive protein GPx glutathione peroxidase GR glutathione reductaseSOD superoxide dismutase
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local general practitioner and his neurological status isnormal without neurological deficit.

DISCUSSION
Bacterial meningitis is a serious, life­threateningdisease requiring rapid diagnosis and immediatetreatment. Diagnostics is based clinical symptoms and

predominantly on cytological and biochemical analysisof CSF. Prognosis of acute purulent meningitis dependson the inducing agent, intensity of infection, associateddiseases, protective mechanisms and the timeliness oftherapeutic intervention. Adjuvant therapy includesantioxidant therapy as protection against free radicalswhich participate in vasospasms and vasculitis of brainvessels and damage nervous tissue. Free oxygen radicalsplay an important role in the pathogenesis of thedevelopment and progression of this disease [9].A precondition of the development of purulentmeningitis is the colonization of mucous membraneswith a pathogenic agent. Bacteremia and subsequentcrossing of the hematoencephalic barrier may developin immunocompromised individuals. The endothelia ofcerebral capillaries play a key role in the penetration ofbacteria into the CNS [9]. Once bacteria havesuccessfully entered the CSF they start to multiply in thesubarachnoid space. Bacteria produce proinflammatorymolecules and release active substances by autolysis,which exhibit direct cytotoxic effects. Free oxygenradicals and reactive intermediate nitrogen products arevery effective inflammation markers, participating indirect cytotoxic activity and amplification ofinflammatory processes. They are produced bygranulocytes, microglial cells, endothelium and thebacteria themselves. The cytotoxic effect of radicals isnon­selective and, in addition to affecting bacteria, alsocauses significant damage also to CNS cells. Reactionsof free radicals give rise to relatively stable molecules ofperoxynitrile. These molecules induce cell deaththrough peroxidation of biomembranes, damage toprotein structures, damage to DNS and its excisionreparative mechanisms. Selenoproteins such as GPx orthioredoxin reductases as well as methionine sulfoxidereductase are thought to have important antioxidant orredox roles. Selenium is not stored in organisms, so atemporary absence of intake rapidly leads to deficiency.Experimental measurements of selenium levels incritically ill patients with sepsis, SIRS and polytraumarevealed a marked decrease in plasma selenium andsignificant negative correlation between plasmaselenium levels, APACHE II and SAPS II [10].Intravenous daily intake of 1000 μg sodium selenitepentahydrate was well tolerated by patients in intensivecare units [2]. The importance of measuring theselenium dosage became apparent for three reasons:firstly, due to the extreme sensitivity of neural tissue tooxidative injury, leading to intracranial complicationsand brain damage; secondly, the fact that selenium itselfevinces pro­oxidative effect until incorporated into thestructure of proteins [11] and finally as global proteinsynthesis itself is reduced under conditions of stress as ameans of serving cellular resources [12].Increased activity of SOD before seleniumadministration may result in an increase in theproduction and accumulation of peroxides and, thus,also to the induction of oxidative stress [13]. Withregard to the tendency of decreased SOD activity (9.7%),the levels determined in our study indicated a decreasein the production of superoxide radicals (Table 1, Figure 1).

Figure 2: Activity of SOD was established to constitute arelevant parameter in order to evaluate the oxidative stressstate of septic patients. An increase in SOD activity indicatedan increase in superoxide radical production, leading to lipidperoxidation in addition to the intended goal ofmicroorganism elimination. The initial activity of SOD ishigher in comparison to that in healthy people (median 3.1U.ml­1 measured in 30 individuals), denoting adequate SODactivity but without further selenoenzyme support. Thetendency to decrease after six days of selenium adjuvanttherapy indicated lowered superoxide production essentiallyfrom two points; namely, by successful antimicrobial therapyand as a result of glutathione peroxidase activity restoration.

Figure 1: Glutathione peroxidases can have differentperoxidase activities depending on the selenium status in anorganism. Specifically, the activity of GPx, which containsselenium, was measured in reaction with tert­butylhydroperoxide. The GPx activity measured did not reach amedian value equal to that of healthy individuals (1.1 μkat.l­1);however, plasma glutathione peroxidase is known to be amore easily renewable selenoprotein than other bloodcomponents containing GPx. GR activity increased morequickly, mainly indicating high demands on glutathione aswell as carbohydrate metabolism remedy.

Kočan et al. 53
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GPx is an antioxidant enzyme capable of destroyingperoxides produced by SOD­mediated dismutation ofsuperoxide anions. Three isoenzymes, cellular GPx,extracellular GPx and phospholipid GPx convertperoxides by supplying electrons from sulfhydrylresidues of reduced glutathione. GPx is able to reactwith both hydrogen peroxide and lipid peroxides. Verylow plasma levels of selenium [14] in critically illpatients may therefore be related to low activity of GPx.During the course of selenium therapy we observed thatthe activity of GPx was increased by 22.3% (Table 1,Figure 1) on day 7 compared to the initial level.Supplementation with selenium, the co­factor of GPx,resulted in increased GPx activity and, thus, also inincreased degradation of peroxides, which is indicativeof selenium incorporation into proteins and reducedoxidative stress conditions. Assuming the fact thatglutathione is required for selenium metabolism,supplementation of glutathione synthesis precursors(alanyl glutamine) could be supportive alone. The keymetabolite, hydrogen selenide, is formed from inorganicsodium selenite via selenoglutathione throughreduction by thiols and NADPH­dependent reductase[15].Glutathione reductase continuously recycles theoxidised glutathione back to its reduced form and thisregeneration of thiols by means of GR is responsible foruninterrupted degradation of ROS. Decreased activityof GR could be a direct consequence of the overalldepletion of antioxidantive substances and their co­factor as well as enzyme inhibition by glucose glycationdue to acidosis. With regard to the increased activity ofGR (33.3%) observed after the initiation of seleniumadjuvant therapy and overall improvement of health, wecan presume that the body’s adequate response to highoxidative stress was supported as confirmed by theobserved inflammatory parameters (Table 1).

CONCLUSION
Combined administration of antibiotics andadjuvant therapy with selenium at a dose of 750 μg perday was carried out for a period of seven days, resultingin an improvement in the patient's condition. The caseillustrates the potential usefulness of selenium inclinical usage as an adjuvant and its potential efficacy inreducing complications and improving the outcome forpatients in cases of lowered antioxidant status duringbacterial meningitis. In this respect, we consider thechanges in the activity of SOD against GPx to beinteresting parameters for predicting a patient'sprognosis. However, further studies are needed toanswer the question of the effect of selenium adjuvanttherapy against oxidative damage to the CNS and longterm outcomes in purulent meningitis.
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Silicone gel breast implant rupture by magnetic resonanceimaging
Amin Ahmed Elzaki, Hamid Osman Hamid,Iman Elfatih Badawi Babiker

CASE REPORT
A 50­year­old female was referred to the X­raydepartment with a complaints of slowly growing mass inthe lower outer quadrant of her left breast and a suddenstrong pain with change in the breast size and shape.Her past medical history reported an augmentationmammoplasty silicone breast implant 15 years ago.Physical examination showed a localized swelling in thelower outer quadrant of the left breast, with a presenceof palpable mass given a high significant of breastimplant rupture. Rest of physical examination werenormal. A non­contrast magnetic resonance imaging(MRI) revealed a left side breast implant rupture(Figure 1).

DISCUSSION
Breast implants composed of silicone gel envelopedin a silicone rubber elastomer were introduced in 1963.The frequency of rupture of silicone­gel­filled breastprostheses is unknown, as are the associated health

effects [1]. Brown SL et al. reported that on MRI, theprevalence of silicone gel implant rupture in apopulation­based study of 344 women in Birmingham,Alabama, was 55% and that 22% of ruptured implantsshowed extracapsular spread of silicon [2]. In 2003,Lisbet et al. reported 33 definite ruptures (10%) and 23possible ruptures (7%) during a 2­year period. Theoverall rupture incidence rate for definite ruptures was5.3 ruptures/100 implants per year [3].Rupture of silicone breast implants is caused bystress on the implant at the time of surgical placement,trauma, defects in manufacture, long­term repetitive
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Figure 1: A T2 weighted saggital MRI image of left breast.Silicone can be seen extruding from the implant inferiorly.
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stresses such as exercise, mammographic compression,and long­term detenionation of the implant [4].The risk of implant rupture increases with implantage. A minimum of 15% of modern implants can beexpected to rupture between the third and tenth yearafter implantation [3].The diagnosis is difficult to make on the basis ofclinical findings on findings on film­screenmammograms. Hence, the value of other imagingtechniques such as sonography, computerizedtomography (CT) scan, and MRI needs to be studied [4].The performance of MRI is superior to that ofmammography, sonography and CT scan in depictingthe rupture [5].MRI is the most accurate imaging examination forthe evaluation of silicone gel breast implant SGBIrupture [6]. High­resolution MRI is needed to depictinternal structure of implants accurately. Highresolution can best be achieved through use of a dualshoulder coil or a dedicated breast coil. MRI done in abody coil does not provide sufficiently detailedinformation [1].

CONCLUSION
Regardless the high costs of MRI scans and possibleunavailability, MRI is the best radiological method indetecting breast implant rupture.
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Apparent right mid­lung mass in a dyspneic man: Thephantom lung tumor
Kavitha B, Balasubramanian R

CASE REPORT
A 70­year­old male presented with complaints ofdyspnoea on exertion of two years duration with recentworsening and additional orthopnoea and paroxysmalnocturnal dyspnoea. There was no history of chest pain,syncope or pedal edema. He had no significant pastmedical illness like diabetes, hypertension or coronaryartery disease. Clinical examination revealed low volumeregular pulse with blood pressure of 100/80 mmHg. HisJVP (jugular venous pressure) was normal. There wasno pedal edema. The cardiovascular system examinationrevealed aortic stenosis (AS), ejection systolic murmurat the aortic area and early diastolic murmur at thesecond aortic area (aortic regurgitation/AR).Auscultation over his lungs revealed florid bi­basalcrackles. There was no evidence of free fluid orcongestive hepatomegaly per abdomen. Hiselectrocardiogram showed sinus tachycardia with lowvoltage complexes. The Chest X­ray posteroanteriorview (Figure 1) showed cardiomegaly, congested lungfields and bilateral minimal pleural effusion. Of note,was a dense rounded opacity in the right midzone. Hisechocardiogram revealed mild MS (mitral valve size1.75 cm2), moderate AS, mild AR/MR (aorticregurgitation/mitral regurgitation) with ejectionfraction of 31%. He was managed with injectablefurosemide 80 mg per day and oral digoxin 0.25 mg perday and oral penicillin v 250 mg twice daily. He

improved symptomatically, with the above medications.Chest X­ray repeated after two week’s treatment withdiuretics and digoxin (Figure 2). It showed decrement ofcardiomegaly with good resolution of congestion andpleural effusions. But the most conspicuous finding isthe total disappearance of the tumor like shadow visiblein Figure 1.
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DISCUSSION
This patient’s chest X­ray shows the classicalfeatures of what is known as the Phantom Tumor or theVanishing Lung Tumor [1, 2]. The term ‘Phantom LungTumor’ is applied to a transudative interlobar fluidcollection in congestive heart failure, which disappearsspontaneously with compensation and may reappear

Figure 1: Chest X­Ray posteroanterior view showscardiomegaly, congested lung fields and bilateral minimalpleural effusion. There is a dense rounded opacity in the rightmidzone.
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with each bout of cardiac decompensation [3, 4]. On aposteroanterior chest film it appears as a dense, well­delineated shadow of variable shape, not infrequentlyresembling pulmonary tumor. The pseudotumors of thelung [5] are transient collections of pleural fluid in theinterlobar pulmonary fissure predominantly on theright, usually seen in congestive heart failure, renalfailure or hypoalbuminemia by transudation from thepulmonary vasculature. The interlobar fluid collectionoccurs most commonly on the right side, in thetransverse fissure. Infrequently, it occurs in thetransverse and oblique fissures simultaneously. Thepathogenesis of this condition is not clear [3, 4]. Severaltheories have been proposed like: (a) recurrent pleuritiswith pleural adhesions due to antecedent infectionleading to interlobar localization of the transudate, (b)repeated episodes of heart failure with hydrothoraxleading to pleural reaction with subsequent adhesions.The interlobar fissures are the least affected, however,once the general pleural cavity is obliterated, the fluidcollects in the interpleural spaces, (c) an interlobar fluidcollection remains as the residue of a general pleuraleffusion. When fluid extends from the general pleuralcavity into the interlobar space, it may becomeencapsulated by deposition of fibrin. Thus in all threehypotheses pleural adhesions are considered the factorresponsible for the localization of the transudate.

CONCLUSION
Hence we conclude that familiarity with this form ofpleural effusion is important because it may be the solemanifestation of heart failure. It also avoids unnecessaryworkup for a pulmonary malignancy. Managing the

Figure 2: This figure shows decrement of cardiomegaly withgood resolution of congestion and pleural effusions anddisappearance of the tumor.

underlying condition leads to resolution of the‘pseudotumor’.
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Paraduodenal hernia presenting as acute intestinalobstruction on computed tomography scan
Susannah Margaret Flexer, David Scullion

CASE REPORT
A 24­year­old male presented with a four­yearhistory of intermittent colicky abdominal pain. Theseepisodes were associated with abdominal distension andconstipation and had previously resolved spontaneously.Over the four­year period a series of investigation wereperformed by his general practitioner, includingbaseline blood tests, serology for coeliac disease,Esophagogastroduodenoscopy (OGD) and colonoscopy.All investigations were normal. He had undergone anappendectomy for appendicitis.He presented acutely to hospital with symptoms andsigns suggestive of mechanical bowel obstruction.Abdominal X­ray (AXR) and computed tomography(CT) scan were performed and they showed a cluster ofabnormally dilated small bowel loops (Figures 1 and 2),with a mass effect on the ascending colon. Theconfiguration of bowel loops seen on imaging suggesteda closed loop obstruction secondary to an internalhernia.The patient proceeded to theatre for a laparotomy,findings at laparotomy were acute small bowelobstruction secondary to a right sided paraduodenalhernia. This was repaired and the patient recoveredwell.
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Figure 1: A supine abdominal X­ray demonstrates a mass­likecluster of abnormally dilated small bowel loops in the upperabdomen extending across to the right side of the abdomenand compressing the ascending colon.

Figure 2: Enhanced abdominal CT scan reconstructed in thecoronal plane. This demonstrates the obstructed small bowelloops and better depicts the compressive effect on theascending colon. The point of conversion of the bowel loopsclose to the midline approximates to the site of herniationthrough Waldeyer’s fossa.
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DISCUSSION
Paraduodenal hernias are rare congenital anomalyarising from an error of midgut rotation. They are saidto be the most common type of internal hernia. Bothright and left paraduodenal hernias occur [1]. Rightparaduodenal hernias occurs when bowel herniatesthrough Waldeyer’s fossa (a defect in the jejunalmesentery) [2]. Left paraduodenal hernias can beconsidered truly congenital and occur when bowelprolapses through Landzert fossa, an aperture behindthe fourth part of the duodenum.Signs and symptoms are variable. Intermittentepisodes of self­limiting bowel obstruction may beassociated with chronically incarcerated hernias. As inthis case the patient had intermittent episodes ofabdominal pain and distension. Complications ofinternal hernias include small bowel obstruction,ischemia, infarction and perforation. Differentialdiagnoses of internal hernias include foreign bodyimpaction, intestinal volvulus, adhesions and tumor [3].The treatment of a paraduodenal hernia is promptsurgical repair.

CONCLUSION
Internal hernias are rare and can be a cause ofrecurrent episodes of abdominal symptoms. Criticalreview of imaging is needed to diagnose internalhernias. Prompt treatment by surgical repair is requiredto prevent complications of acute small bowelobstruction and the halt further recurrence ofsymptomatic episodes.
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Monosomy 18p and hepatosplenomegaly
Kemawikasit Ponchai, Evelyn Erickson, Eduardo A Marrero

To the Editors,
An 11­month­old infant, previously known to have achromosome 18p­ deletion, came to the clinic for her sixmonths old well child care visit. Palpablehepatosplenomegaly was found and as a result, anabdominal ultrasound and complete blood count (CBC)were ordered. The CBC was normal except formonocytosis of 1.7x103/mm3 (normal­ 0.1–1x103/mm3).The abdominal ultrasound confirmedhepatosplenomegaly of 9.2 cm found on physicalexamination. As per her mother, three months prior toher visit, while traveling abroad, the infant had anepisode of clear nasal discharge, wet cough, intermittentfever for 3–4 days and watery diarrhea.The patient was born to a 45­year­old mother, fullterm at 38 weeks with intrauterine growth restrictionand a birth weight of 1970 g. She was born by C­sectiondue to a category 2 tracing. Her mother had chronichypertension and was on methyldopa. There were nosigns of chorioamnionitis. The baby was admitted to theNeonatal Intensive Care Unit for eight days due to lowbirth weight. The quad screen test showed increased riskof neural tube defects and a fetal amniocentesis reported46 XX del (18)(p10). Meanwhile, the FISH was that of a
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normal female. The geneticist confirmed the results ofthe amniocentesis, and suggested maternal testing afterproper family education and genetics counseling.The patient’s weight ranged from below 5–10% inweight, and the height was below 5%. She was able to situnsupported but was not able to pivot when sitting, didnot crawl well, and did not cruise. She held her bottleand used an immature pincer grasp, did not say ‘mama,dada’ and did not play gesture games. On the physicalexamination height was 65 cm (<5%), weight 7.3 kg(<5%) and head circumference 45 cm (75%) (Figure 1).The peripheral oxygen saturation was 95% and her heartrate 155 beats per minute. She was alert, active, wellhydrated and not in acute distress. Her eyes, ears, noseand throat appeared normal. She had a short webbedneck. The heart and chest were normal although herright lung had mild wheezing in the lower lung field. Herabdomen was positive for a hepatomegaly and asplenomegaly. No costovertebral angle tenderness wasobserved.Among the most important physical findings inpatients with monosomy 18p­ are ventricular septumdefect, patent ductus arteriosus, inguinal hernia,

Figure 1: Computed tomography of the brain taken withoutcontrast. Patient had this tomography in order to rule outbrain calcifications as well as congenital brain anomalies.
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accessory spleen, orthopedic anomalies, pes planus,scoliosis or kyphosis, spina bifida occulta, neurologicalanomalies (hypotonia, dystonia, holoprosencephaly,agenesis of corpus callosum), strabismus, ptosis, cleftlip/palate, growth hormone deficiency, recurrent otitismedia and hearing loss. More than 2/3rd patients havedevelopmental delays, speech delays and/or mildmental retardation [1]. Some can also have psychiatricdisturbances such as attention deficit hyperactivitydisorder, anxiety, mania, depression and psychosis [2].Hepatosplenomegaly has not been documented to beassociated with monosomy 18p.Further evaluation was needed to evaluate whetherthe hepatosplenomegaly found in this patient waslinked to monosomy 18p or not. Antibodies forcytomegalovirus (CMV) IgG was found elevated in thispatient (Index Value: 4.99, Normal: 0–0.90). A CT ofthe head (Figure 1) was done which ruled outperiventricular calcifications, pituitary abnormalities,mild form of holoprosencephaly with missing corpuscallosum, although the patient reported chronicsuppurative otitis media of the left ear. Anophthalmology consult was done and found to be withinnormal limits. In subsequent visits, the liver and thespleen decreased in size. No association betweenmonosomy 18p­ and hepatosplenomegaly was found.We concluded that her visceromegaly was related to apast CMV infection. It is still important in patients withmonosomy 18p to be closely followed when medicalillnesses arise to avoid any medical complications [3].
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