DARIER’S DISEASE: A COMMONLY MISDIAGNOSED CUTANEOUS DISORDER

Gina Chacon, MD, Carlos Palacio, MD, Animesh Sinha, MD, David J. Wolfson, MD University of
Florida College of Medicine Jacksonville, Florida

Darier’s disease is a rare disorder of keratinization of the epidermis, nails, and mucous
membranes. Patients usually present with pruritus and pain along with multiple small, red-brown
papules on the seborrheic areas. Other cutaneous signs include punctate keratotic pits of the
palms and soles and dystrophy of the nails. Darier’'s disease is a result of a mutation in the
ATP2A2 gene. We report a case that was difficult to diagnose due to the fact that its
presentation resembled more commonly seen chronic inflammatory skin conditions.

A 48-year-old Caucasian woman presented to the emergency department complaining of a 2-
week history of severe burning pain and pruritus in her chest, back, scalp, and lower extremities.
She was taking diphenhydramine and using steroid creams applied to the affected areas without
any improvement. Physical examination revealed extensive hyperkeratotic plaques on the chest,
back, scalp, forehead, arms, and legs. Flat-topped brown papules were present on the dorsum
of the hands. Other cutaneous signs included keratotic papules with a central pit on the palms
and distal V-shaped notching with red longitudinal streaking in the nails. She also had white, flat-
topped papules in the oral mucosa. Evaluation of her past medical history revealed previous
expression of keratotic papules on her chest with subsequent spread to the forehead, scalp,
forearms, and legs at eight years of age. She noted periodic exacerbations during summer
months. Previously, the patient had been diagnosed with acne, excema, and seborrheic
dermatitis and was treated with conservative medical management. Family history revealed that
her grandfather, father, and two sisters had similar skin lesions. Histological examination of a
biopsy of skin taken from a greasy papule from the patient’'s back showed vesiculobullous pattern
described as acantholytic dyskeratosis. A diagnosis of Darier’'s disease was thus established.

This case of Darier's disease shows the importance of recognizing patterns of dermatologic
findings to arrive at the correct diagnosis. We also point out the need for re-evaluation of chronic
cutaneous disorders that are not ameliorated by conservative therapy, particularly blistering
disorders. Diagnosis of Darier's disease based on clinical appearance, family history, and
histopathology will expedite appropriate treatment. In addition, we highlight the direct

association between a specific genetic mutation, ATP2A2, and the presence of an inflammatory
skin disorder. Better understanding of the ATP2A2 mutations will lead to a more effective therapy
for Darier's disease, particularly gene therapy, and serve as a model for treatment of other
cutaneous diseases.

kkkkkkkkkkkkkkk End Abstract Content *kkkkkkkhkkkkkkk



LANGERHANS CELL HISTIOCYTOSIS: A RARE ENTITY PRESENTING AS A COMMON
ADULT SYMPTOM
Aliyah Baluch, MD, University of South Florida

Langerhans cell histiocytosis (LCH) is a disease often described in the pediatric population but
there is still a scarcity of information pertaining to the disease in adults. Our patient, a native of
the Tampa Bay area, complained of back pain and abdominal discomfort that increased with lying
down over a 2 month period. Physical exam revealed bilateral numbness posteriorly in the T4
dermatomal distribution and pain with right hip flexion and extension. Cholecystectomy failed to
improve her back pain. Instead she developed new right hip pain and 10 pound weight loss in 6
weeks. CT of chest showed 3 subcentimeter nodules in both lungs. MRI of the back was
consistent with a T4 spine Iytic lesion. The PET scan demonstrated hypermetabolism at T4 as
well as the right hip. After having a bone biopsy of the T4 lesion, the pathology was consistent
with Langerhans cell histiocytosis. Biopsy of the spinal lesion was negative for an infectious
etiology but did reveal eosinophilic granulomas consistent with LCH. Multisystem LCH rather than
localized was diagnosed based on the lung nodules being likely LCH (not biopsy confirmed).
Increasing information is being collected via the International Histiocyte Society Registry,
including the details of this particular patient’s pathology. Because of a lack of long-term
follow-up studies, little is known about outcomes, although a number of retrospective studies
suggest that most patients have a good prognosis. This patient was referred to a pediatric LCH
specialist in order to receive treatment for adult LCH. Considering her occupation as a pain
management anesthesiologist, the vinblastine component of her chemotherapy regimen was
dose reduced in order to decrease the possibility for paresthesias. The literature also mentions
that adults with Langerhans cell histiocytosis may be at increased risk for malignant neoplasms,
especially hematological. Two notable syndromes of LCH are Hand-Schuller-Christian disease
which incorporates LCH, central diabetes insipidus, proptosis and lytic bone lesions and Letterer
Siwe disease which presents as an acute fulminant process. The most lethal variety is isolated
pulmonary involvement. Overall the most common presentation of LCH is multisystem disease in
the adult population, similar to our patient.
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A COST ANALYSIS OF THE PEG WITH ANNUAL ENTERAL FEEDING,
Sateesh R. Prakash, MD, Associate, Kathleen Sullivan, RD, Teresa DeLeo, MSW, and
Tapan A. Padhya, MD, University of South Florida College of Medicine, Tampa, Florida.

Percutaneous endoscopic gastrostomy (PEG) and enteral feeding have evolved to become an
increasingly popular modality for providing adequate nutritional support. The goal of our study
was to evaluate the overall healthcare cost of PEG placement and feeding annually at

Moffitt Comprehensivie Cancer Center (MCC) in Florida. Methods: We defined the overall annual
cost of PEG feeding to equal the cost of the procedure at the outpatient facility at MCC and the
annual costs of enteral feeds in patiets with head and neck cancer. All costs were based on 2007
Medicare Part B Rates for Nestle Nutrition Products with individual nutritional needs to equal
2200 calories per day. We created 4 categories of patients and evaluated each category with the
selected method of feeding. Patient A were individuals with no other major medical conditions
requiring approximately 6 cans of a specified standard, high-calorie formula per day. Patient B
were individuals with no other major medical condition requiring approximately 9 cans of a
specified standard formula per day. Patient C were individuals with other medical conditions
including diabetes, renal disease, and COPD requiring specialized formulas. Patient D

were individuals with with medical conditions requiring elemental products. Supply costs were
then calculated which included cost of core supplies and additional supplies for the selected
method of enteral feeding. The selected methods of feeding were bolus, gravity, and pump feeds.
Nursing costs were then calculated as the mean nursing cost. The approximate cost for the PEG
placement procedure was estimated which included the following: professional fee, facility fee,
and miscellaneous items. Professional fee was defined as the medicare reimbursement for the
gastroenterologist, anesthesiologist, and CRNA for their services. Facility Fee includes

the cost of performing the procedure at MCC. Results: The annual net estimated cost of PEG
feeds ranged from $7,558.72 to $24,519.52. The least expensive cost is for patient A with Bolus
feeding and the most expensive cost is for patient D with pump feeding. The total cost of

PEG placement is approximately $2,535.44. Since patients in our population were completely
dependent on PEG feeds for nutrition, the net annual cost was calculated as the difference in the
total annual PEG associated cost and the annual cost that an individual would otherwise spend
on food for daily nutrition. The USDA estimated the annual cost of food per person is $3,616 in
2006. Conclusion: In comparison to oral nutrition, net annual PEG feeding is significantly

more expensive. The difference in costs ranged from $3,942.72 to $19,718.40. Despite the
benefits of PEG feeding, health care providers should consider the significant increase in costs in
evaluating patients for PEG with enteral feeds for an extended duration of time.
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EFFECTVINESS OF ERYTRHOPOIETIN IN MULTIPLE MYELOMA: A SYSTEMATIC REVIEW
AND META-ANALYSIS OF RANDOMIZED CONTROLLED TRIALS.

Heloisa P. Soares, MD — Associate Member, Mount Sinai Medical Center, Miami Beach, FL;
Ambuj Kumar, MD and Benjamin Djulbegovic, MD . H. Lee Moffitt Cancer Center & Research
Institute, Tampa, FL, USA

Background: Erythropoetin (EPO) is normally given to myeloma patients that chemotherapy fails
initially to increase hemoglobin (Hb) levels. Recently there is some controversy in whether or not
EPO could indeed decrease overall survival in myeloma patients. To evaluate this issue, we
conducted a systematic review/meta-analysis (SR/MA) regarding the use of EPO in MM.
Methods: We conducted a SR of all randomized controlled trials (RCTs) that studied the effect of
EPO exclusively in MM patients. We searched the electronic databases MEDLINE and the
Cochrane Controlled Trials Register. We also performed hand searches of relevant meeting
proceedings (ASH, ASCO, EHA). We included RCTs that had at least 10 patients in each arm
and had compared EPO against a control group. We also identified trials that compared different
doses of EPO. We excluded trials that enrolled patients treated with high-dose myeloablative
chemotherapy followed by stem cell transplantation or hemodialysis. Results: Out of 500 relevant
studies; 6 trials met our eligibility criteria and were included in the analysis. Five trials compared
epoetin alpha against a control in anemic MM patients. One trial compared 2 different schedules
of epoetin alpha. All 5 trials that studied EPO against controls used initial doses of 150 U
3x/week SC with the possibility of increasing to 300 IU if necessary. In the majority of trials the
patients had been receiving chemotherapy at the time EPO was administered. The number of
patients included in each trial ranged from 24 to 145. All trials concluded that EPO was superior
to placebo/no treatment in terms of Hb increase. Two trials also concluded that EPO improves
quality of life. Our MA showed that hematological response was favored in the group receiving
EPO [relative risk (RR) 7.75; 95% CI (4.19-14.35, 4 trials, n=272]. Mean Hb level improvement
with EPO was significant [weighted mean difference (WMD) 2.29; 95% CI (2.00-2.58), 3 trials, n =
235]. In terms of adverse events, hypertension was more often found in the EPO arm [RR 5.80;
95% CI (1.30-25.90)]. Survival was not available in all trials. Critical appraisal indicated that
available evidence was modest in quantity and poorly reported in all important methodological
domains. Conclusion: Current evidence suggests that EPO improves hematological outcomes in
myeloma patients. However, the quality of this evidence is insufficient as data on most important
patients' outcomes are lacking (e.g. survival etc.). A definitive RCT that primary addresses the
impact of EPO in the survival of myeloma patients is needed. Therefore, a definitive
recommendation regarding the role of EPO in the management of anemia in myeloma patients
cannot be made.
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PRIMARY INTIMAL SARCOMA OF THORACIC DESCENDING AORTA
Ejigayehu G. Abate, MD (Associate Member), Archana Roy, MD, FACP.
Mayo Clinic Jacksonville, Florida

Purpose: Primary Intimal sarcomas are rare tumors diagnosed postmortem. Knowledge of
presenting symptoms and imaging characteristics on Computed tomography, Echocardiogram,
and Magnetic resonance imaging can aid in timely diagnosis.

Case Presentation: An 83-year-old-active white male with past medical history of hypertension,
osteoarthritis, and one month history of low back pain, presented to the emergency department
with right supra trochanteric femur fracture. He underwent emergent open reduction and internal
fixation (ORIF). On post-op day one patient developed generalized, myotonic jerky movements
associated with hypoxia and unconsciousness, responsive to painful stimuli. He responded well
to Benzodiazepine therapy but remained confused. Computed tomography (CT) of the head
showed no acute CVA or mass lesion. CT of the chest showed irregular hypodense mass in
proximal thoracic descending aorta worrisome for large thrombus and small thrombus in right
carotid artery. Work up for cardiac ischemia revealed elevated troponin |I. The patient was
heparinized for concern of thrombus and post-operative acute non-ST-segment-elevation
myocardial infarction (NSTEMI). Transesophageal echocardiography showed dilated
cardiomyopathy with left ventricular ejection fraction 15-20% and a large mobile mass in the aorta
measuring 4.6cm by 1.6cm. probably representing thrombus. The excised portions of the femur
from the ORIF showed metastatic sarcoma. The question as to whether the sarcoma may have
accounted for the aortic mass, we performed magnetic resonance angiography (MRA) that
revealed a filling defect in the proximal descending thoracic aorta arising from the aortic intima
consistent with primary aortic intimal sarcoma. MRI spine revealed multiple lumbar metastases.
Patient and family decided comfort care only and was discharged to inpatient hospice where he
died shortly suspect from myocardial infarction.

Discussion: Primary intimal sarcoma of the aorta is extraordinarily rare and aggressive tumor
with a propensity to metastasize to bone and visceral organs including the liver, kidneys, adrenal
glands, and lungs. Accurate diagnoses of these tumors are difficult due to rarity, varying
presentations, and differences in pathological subtypes. Usually, symptoms are due to vascular
occlusions, thromboemboli, and metastases. In most cases, diagnosis is established late in the
course of the disease or postmortem. Recently with advancement of radiographic imaging,
preoperative and antmortem diagnosis are increasingly likely. If detected early, surgical resection
of the tumor may prove curative.

Conclusion: Primary intimal sarcoma of aorta mimics thromboembolism, a common entity in
hospitalized and outpatient setting. Therefore, it is important for clinicians to be aware of
characteristic features on diagnostic work up as CT, TEE, and MRA of this rare disease. Timely
diagnosis may improve patients out come.



A LYMPHOMA MASQUERADING AS CELLULITIS

Jayan Nair MRCP, Associate and Michelle Rossi MD University of Florida College of Medicine
Gainesville, Florida

Cutaneous manifestations of malignancy are common, whether as part of the primary disease
process or as a paraneoplastic syndrome. Such skin findings can confound the diagnosis and
delay necessary treatment. For example, the appearance of cutaneous lymphomas is not
uniform; it can masquerade as common skin diseases such as eczema, bullae, cellulitis or other
benign rashes. Ours is a case that illustrates this rather poignantly. A 36 year old Hispanic lady
presented with a one year history of episodic fever accompanied by redness, swelling, and pain
in the left groin. Each time, she was treated with broad spectrum antibiotics and steroids, with
mild improvement in symptoms. A fine needle aspiration of the groin revealed only inflammatory
cells. Her past medical history was significant for membranoproliferative glomerulonephritis,
which had not required treatment. Physical examination was consistent with a left groin cellulitis.
She had left inguinal swelling with rubor and discrete lymph nodes on that side. Her hemoglobin
was normal, her WBC elevated with a slight left shift, and ESR was mildly elevated. A CT

scan showed a large inflamed left groin mass and lymphadenopathy in the left external and
internal iliac chain. The patient underwent removal of the groin mass and radical left inguinal
lymphadenectomy. Histopathology and flow cytometry revealed a diagnosis of anaplastic

large cell lymphoma of null cell type. The tumor expressed ALK-1, a favorable prognostic factor.
The presence of lymph node involvement at presentation classified the disease as the primary
systemic variant.

Postoperatively, patient developed bilateral pulmonary emboli for which anticoagulation was
initiated. Her white cell count returned to normal on discontinuing steroids. She successfully
underwent chemotherapy without additional complications, except delayed wound healing. When
last seen in clinic, she was doing well after three cycles of chemotherapy.

There are several important lessons to be learned in this case. The diagnosis was delayed by
nearly a year, which probably resulted in progression of the lymphoma to stage II. Cellulitis or any
skin condition that does not respond to standard treatment should raise the question of an
alternative diagnosis, which must then be pursued. If lymphoma is considered in the differential,
steroids should be avoided; steroid treatment can alter cell morphology and interfere with the
characterization of the lymphoma. A radical lymphadenectomy is not required to make the
diagnosis. In our patient it prolonged hospitalization, resulted in gross lymphedema, and
necessitated the use of G-CSF (in view of the large groin wound). Her postoperative

state and resultant immobility also contributed to the development of pulmonary emboli,
particularly in light of her malignancy.
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UNUSUAL CAUSE OF ABDOMINAL BRUIT Deepa Kabirdas MD, Associate, Diana
Galindo MD, Tracey Mountjoy-Cross RVT, Cristiana Scridon MD, Bernardo Fernandez MD
Cleveland Clinic Florida, Weston

CASE 35-year-old healthy woman with no significant medical problems visited our clinic for
annual physical exam. She had no specific complaints during this office visit. She denied
abdominal pain, nausea, vomiting or diarrhea. No post-prandial abdominal pain or loss

of weight. Blood pressure was normal and pulses were palpable equally. Cardiac and lung exam
were normal as well. Abdominal exam revealed bruit in the epigastric region. Lipid profile done
one month earlier was normal with LDL being 119 and HDL of 66. She had no clinical or
laboratory markers suggestive of significant atherosclerosis.

Aorto-iliac duplex done to identify the cause of bruit was negative for abdominal aortic aneurysm.
Turbulent color flow was noted in the Celiac artery with the Peak Systolic Velocity (PSV) at
440m/s (normal PSV < 250 m/s) during end expiration with the patient lying supine. With deep
inspiration the PSV returned to normal measuring 162m/s. This was suggestive for median
arcuate ligament compression of the celiac artery.

DISCUSSION Celiac artery compression syndrome (CACS) is also known as median arcuate
ligament (MAL) compression syndrome, Dunbar syndrome or Celiac band syndrome. Dunbar et
al and Harjola et al first described the syndrome in the 1960’s as postprandial abdominal pain,
weight loss and midepigastric bruit caused by extrinsic compression of Celiac artery by the
median arcuate ligament. MAL is a fibrous arch uniting the diaphragmatic crura on either side of
the aortic hiatus. High origin of the celiac artery or low insertion of the crura may compress the
CA to cause CACS.

CACS typically occur between 20 and 50 years of age and is more common in females.
Occurrence in identical twins suggests the disorder to be congenital; however symptoms do not
typically appear until adulthood. Patients may remain asymptomatic despite the presence of
severe stenosis which may be attributed to extensive collaterals to foregut, which compensates
for the compromised blood flow. Post-stenatic dilatation and pseudoaneurysms have also been
reported. Diagnosis of CACS can be made by Doppler Ultrasound, Computed tomographic
angiography or Magnetic resonance angiography. Doppler ultrasound demonstrates elevated
PSV during end-expiration with normalization during deep inspiration. Gold standard is
selective angiography of the celiac trunk. Treatment of CACS in symptomatic patients is
controversial as outcome following surgery is variable. Several case reports have demonstrated
successful surgical division of fibers of the MAL with improvement of symptoms. Postprandial
pain, age between 40 and 60 and weight loss predict favorable outcome of surgery. Also, gastric
tonometry provides an objective measurement of intestinal perfusion and ischemia enabling
identification of patients who will benefit from surgical intervention.

In conclusion, CACS should be excluded in patients with unexplained abdominal pain and in
young asymptomatic individuals presenting with abdominal bruit.
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"MOYA" TO THINK ABOUT IN THE DIAGNOSIS OF HEMORRHAGIC STROKE, Kerry
Thomas (Medical Student Member), Stephanie P. Pezzo, MD, Charles M. Edwards, MD, FACP,
F. Reed Murtagh, MD, University of South Florida, Tampa, Florida

A previously healthy 50 year-old woman presented with the acute onset of confusion and
headache and was found to have a large right tempoparietal intraparenchymal hemorrhage.
Subsequent cerebral angiogram demonstrated bilaterally absent middle cerebral and anterior
cerebral arteries with an extensive network of collateral vessels giving a “moyamoya” (puff of
smoke) appearance. Moyamoya disease is a rare condition characterized by congenital occlusion
of one or more major cerebral arteries resulting in a characteristic pattern of collaterization.
Although the syndrome has been well-described in Asia, data from outside this region are lacking.
This case is particularly unusual in that most North American patients with moyamoya syndrome
present with ischemic rather than hemorrhagic findings. The patient was initially managed
medically with aggressive blood pressure control, however 7 months later she presented with
another hemorrhagic event and underwent surgical revascularization.
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SIMULTANEOUS REGRESSION AND PROGRESSION OF NEUROSARCOIDOSIS DURING
STEROID TREATMENT: A THERAPEUTIC CHALLENGE

Robert J. Ledford (Medical Student Member), Stephanie P. Pezzo, MD, Charles M. Edwards,
MD, FACP, University of South Florida, Tampa, Florida

Sarcoidosis is a relatively rare but potentially debilitating multisystem disease. Involvement of the
nervous system can be a particularly devastating manifestation of sarcoidosis, often leading

to permanent neurological sequelae. Although high-dose corticosteroids are the mainstay of
therapy, data supporting consistent response to treatment are lacking. We discuss the

evolution of neurosarcoidosis during steroid therapy in a 54 year-old African American female.
Neurosarcoidosis was initially diagnosed when the patient developed seizures and was found to
have a nonenhancing frontal lobe lesion on MRI. High dose prednisone was initiated with
resolution of the seizures. However, the patient presented four months later with
hypersomnolence and personality change. Repeat MRI demonstrated regression of the original
lesion but emergence of new periventricular lesions. Immunosuppressant therapy was initiated as
adjunct treatment, but the patient’s clinical status showed little improvement. This case is an
unusual example of simultaneous regression and progression of neurosarcoidosis during

steroid therapy and illustrates well the ongoing challenges in therapeutic management associated
with the disease.
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BACK TO THE BASICS: A CASE OF HYPOKALEMIC PERIODIC PARALYSIS
DEMONSTRATING THE IMPORTANCE OF UNDERSTANDING BIOCHEMICAL MECHANISMS
OF DISEASE,

Elizabeth Tatum (Medical Student Member), Stephanie P. Pezzo, MD, Brice T. Taylor, MD,
Mitchell Seleznick, MD, FACP, University of South Florida, Tampa, Florida

A 22 year-old male presented with complete flaccid paralysis of his upper and lower extremities
following a heavy meal. He was found to have an extremely low serum potassium (K+) level and
received 180mEq of KCI with resolution of his symptoms. A few hours later, a repeat K+ level
revealed significant hyperkalemia with associated electrocardiogram findings. Potassium-lowering
therapy was administered resulting in normalization of K+. Based on the history and laboratory
findings, a diagnosis of Hypokalemic Periodic Paralysis (HPP) was made. HPP is a rare disorder
in which paralysis and hypokalemia are due to an acute shift of K+ into cells, not an absolute
depletion of K+. It is important to recognize the condition and understand its underlying
mechanism because aggressive replacement of potassium can lead to potentially dangerous
rebound hyperkalemia.
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TOO MUCH OF A GOOD THING? A CASE REPORT OF HIV, IRIS AND IMMUNE COMPLEX-
MEDIATED MESANGIOPATHIC GLOMERULONEPHRITIS

Michelle A.P. Tulang M.D. and Jamie P. Dwyer M.D., Mayo Clinic, Jacksonville Florida

Background: Kidney diseases have been recognized as a complication of HIV infection.
Additionally, acute kidney injury is also frequently encountered. The increasing longevity of HIV
patients secondary to HAART has increased the spectrum of kidney disease to include HIVAN,
immune-mediated nephropathies secondary to infection or other systemic process such as
diabetes. Another rare cause of renal failure in the HIV seropositive patient is the immune
reconstitution inflammatory syndrome (IRIS).

Objective: To examine the clinical and pathological features of HIV, IRIS, and immune complex
glomerulonephritis in a patient with no overt infection or inflammatory process.

Design: Case Report
Setting: Academic Tertiary Care Medical Center

Patient: A 45-year-old Caucasian man who is HIV seropositive develops frank hematuria,
proteinuria, and acute kidney injury after three months of HARRT therapy.

Measurements: Significant lab findings include serum creatinine 3mg/dL, with urine 3+ blood and
1+ protein. Prior to initiation of HARRT, CD4 count 100 cells/uL and HIV viral load of 630
copies/mL with CD4 count of 208 and a viral load of <50 after five months of intermittent HAART
therapy.

Renal biopsy demonstrated an immune complex glomerulonephritis, predominately
mesangiopathic, with staining for Ig G, C3, C1q and kappa and lamda light chains most indicative
of immune-like GN or chronic infectious GN.

Extensive investigations failed to identify any active infection.

Results: A diagnosis of IRIS was made. Treatment included low-dose glucocorticoids for five
months and ACE-inhibitor for four months. The patient had complete resolution of gross and
microscopic hematuria, and a new baseline serum creatinine of 1.4 mg/dL. Six months after
discontinuation of immunosuppression, he remains free of markers of renal disease activity.

Conclusions:

Acute kidney injury due to IRIS has been shown to be a result of severe inflammatory response
typically against infectious antigens. However, our patient had evidence of IRIS after initiation of
HAART without evidence of infection. We successfully used steroids to treat the immune complex
glomerulonephritis without infectious complications due to immunosuppression. Additional studies
need to be done to establish diagnostic criteria and effective therapies for acute kidney injury as a
manifestation of IRIS.



COMBINATION THERAPY OF 6-MP AND ALLOPURINOL RESULTING IN LEUKOPENIA

IN PATIENT WITH SEVERE, STEROID-DEPENDENT ULCERATIVE COLITIS: CASE
REPORT.

Daniel Friedmann, BA, Member, Andrew Berkman, MD, Member, and James E. McGuigan, MD,
Member, Department of Medicine, University of Florida, Gainesville, FL.

Purpose: We report an incident of dose-related, reversible leukopenia following combination
maintenance therapy with 6-mercaptopurine (6-MP) and allopurinol in a patient with acute on
chronic Ulcerative Colitis (UC).

Background: Use of Azathioprine (AZA)/6-MP is an established therapy for severe UC. These
thiopurine immunomodulators are metabolized into active byproducts, 6-methylmercaptopurine
(6-MMP) and 6-thioguanine (6-TGN). Certain patients are 6-MP resistant, and given lower 6-TGN
levels, are more likely to be treatment-refractory. Combination therapy with allopurinol can
effectively raise 6-TGN concentrations and be therapeutic in this population. Although adverse
bone marrow effects including leukopenia have been reported, there are only scarce reports in
IBD patients.

Case Report: 51 y/o male with 10 -year UC history and documented 6-MP resistance was
admitted for severe anemia, 1 month of bloody diarrhea, and leukopenia. Allopurinol (100mg/day)
was added to his 6-MP therapy 2 weeks prior, although patient neglected to decrease 6-MP dose
as instructed (150 to 50mg/day). The anemia resolved with transfusion. His 6-MP and allopurinol
were held, and the leukopenia resolved (0.9 to 4 x 109/L WBC) following 5 days of Neupogen (G-
CSF, 400mcg/day). 15 days of Solumedrol IV (60mg/day) was then started for pancolitis per CT.

Discussion: 6-MP and allopurinol combination therapy is known to be effective in maintenance
treatment of 6-MP resistant UC. Despite its dose-related toxicity, there have been no clinical
studies toward an appropriate, dose-adjusted regimen. Given the number of reports in the
literature of adverse reactions with this combination, especially in IBD patients at risk for further
complications, the need for such a standardized dosing strategy is essentially self-evident.
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CONDUCTION SYSTEM DISEASE: AN UNUSUAL MANIFESTATION OF CARCINOID
CARDIOPATHY, Grant Webber (Medical Student Member), Stephanie P.Pezzo, MD, Jose
Lezama, MD, University of South Florida, Tampa, Florida

Carcinoid heart disease in the form of right-sided valvular fibrosis is a familiar complication of
metastatic carcinoid tumors. However, other forms of carcinoid cardiopathy are not well-
described. We present an unusual case of conduction system disease felt to be secondary to
carcinoid. A 71 year-old woman with metastatic carcinoid of the small bowel and active carcinoid
syndrome was hospitalized for routine hepatic artery embolization. Although the patient was
asymptomatic, admission physical exam revealed cannon a waves and a preoperative
electrocardiogram showed third-degree atrioventricular block. Without histological examination it
is not possible to say definitively that the heart block was due to carcinoid disease of the
conduction system, but the absence of comorbidities makes this diagnosis a reasonable
possibility. The patient did well following pacemaker placement. There are very few reports of
carcinoid involvement of the cardiac conducting system, perhaps because definitive diagnosis
depends on postmortem analysis. Thus it is difficult to determine whether this form of carcinoid
heart disease is in fact rare or simply underdiagnosed. Future research using cardiac magnetic
resonance imaging may play an important role in assessing the true prevalence of conducting
system carcinoid.
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AN UNUSUAL CASE OF DERMATOMYOSITIS ASSOCIATED WITH A SECOND
MALIGNANCY, Jonathan Keshishian (Medical Student Member), Stephanie

P. Pezzo, MD, Kevin O'Brien, MD, FACP, University Of South Florida College of Medicine,
Tampa, Florida

A 47 year-old female with a neuroendocrine tumor of the pancreas presented with fever, severe
proximal muscle weakness and pain, and a heliotrope rash of the eyelids. A diagnosis of
dermatomyositis was made based on clinical and laboratory criteria. Subsequent imaging
revealed stable neuroendocrine tumor but a new large adnexal mass. The mass was resected
and pathology revealed ovarian carcinoma. The patient had no myopathic or cutaneous
symptoms with the pancreatic tumor, and her symptoms resolved after resection of the ovarian
tumor. Although there is now a clear association between dermatomyositis and malignancy, the
mechanism of the association is still uncertain. Patients with dual malignancies who develop
dermatomyositis associated with one or both cancers are extremely rare. However, analysis of
this population may offer insight into the nature of the relationship between dermatomyositis and
malignancy.
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SURGICAL CURE OF THYROTOXICOSIS SECONDARY TO AUTONOMOUSLY
FUNCTIONING METASTATIC THYROID CARCINOMA, Sergio Chang, MD, Associate, Mark
Sesto, MD, Vineeth Mohan, MD, Cleveland Clinic Florida, Weston, Florida

BACKGROUND: Thyrotoxicosis resulting from autonomously functioning thyroid cancer
metastases is extremely rare with only 69 cases reported. Hyperthyroidism is due to (1) large
tumor burden with soft tissue metastasis in 38% of cases, and (2) stimulation of TSH receptors by
thyroid stimulating immunoglobulin (TSI) when Graves’ disease occurs concurrently.

Therapy is aimed at controlling thyrotoxicosis with beta-blockade and antithyroidal drugs followed
by thyroidectomy and radioiodine (I-131) ablation. 1-131 therapy can precipitate severe
thyrotoxicosis, thyroid storm, or even death due to post-radiation thyroiditis.

We describe a patient with Graves’ disease and co-existing thyroid carcinoma for whom surgical
debulking of an autonomously functioning soft tissue metastasis was incorporated for the first
time in the treatment course. This approach lead to the cure of thyrotoxicosis and facilitated
subsequent high-dose 1-131 ablative therapy.

CASE:

An 86 year old male with coronary disease presented with thyrotoxic atrial fibrillation. Laboratory
evaluation revealed TSH < 0.05, T4 5.17 and TSI 3694. Thyroid scintigraphy demonstrated a 24-
hour uptake of 37.5% with diffuse distribution aside from a cold nodule in the left lobe. Fine
needle biopsy of the nodule was benign. The patient was treated initially with methimazole (MMI)
followed by 20mCi I-131. Persistent thyrotoxicosis required resumption of MMI.

A chest radiograph to investigate a fever revealed a left 11th rib density. A CT scan showed
multiple pulmonary nodules and a large soft tissue mass involving the 11th rib. CT guided biopsy
of the mass showed thyroid tissue.

Total thyroidectomy was performed with pathology revealing poorly differentiated follicular variant
of papillary thyroid carcinoma. The patient remained thyrotoxic despite thyroidectomy establishing
the role of metastatic thyroid cancer in his hyperthyroidism. A debulking surgery of the rib-based
mass resulted in euthyroidism. Dosimetry was performed and 250mCi I-131 was given. Post-
therapy scintigraphy confirmed uptake within the pulmonary metastases. The post-radiation
course was uneventful with gradual development of hypothyroidism.

CONCLUSION

Functional thyroid cancer metastases resulting in thyrotoxicosis is very rare. Treatment of these
patients is challenging, particularly in the setting of Graves’ disease, where thyroid cancer tends
to be more aggressive. Additionally, release of thyroid hormone from bulky metastases following
I-131 ablation therapy can lead to severe thyrotoxicosis and consequent morbidity or mortality.
This case establishes the importance of surgical debulking prior to 1-131 therapy which served to
(1) render the patient euthyroid, (2) reduce his risk of post-ablative thyrotoxicosis, and (3)
enhance 1-131 exposure to the pulmonary metastases. The outcome of this case argues

for the incorporation of aggressive debulking of any amenable surgical disease prior to 1-131
ablative therapy when functional metastatic thyroid cancer is suspected.
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POST-IRRADIATION CHONDROSARCOMA OF THE STERNUM PRESENTING WITH SVC
SYNDROME, Andrew Lemmon (Medical Student Member), Stephanie P. Pezzo, MD, Jose
Lezama, MD, University of South Florida, Tampa, Florida

A 50 year-old man with history of sternal plasmacytoma treated with radiation presented 10 years
later with superior vena cava (SVC) syndrome. CT of the thorax showed near-occlusion of the
SVC and a large sternal mass. Imaging characteristics of the mass were suggestive of
chondrosarcoma and a biopsy confirmed this diagnosis. Chronrdosarcoma is a cartilage-
producing primary bone malignancy. Most cases of this uncommon neoplasm arise de novo;
however a very small percentage is felt to be associated with prior irradiation. Typical locations
for the tumor are the long bones, pelvis, and ribs—the sternum is an uncommon site of
occurrence. This is a very unusual case of a postirradiation chondrosarcoma of the sternum, and
it appears to be the first report to date of chondrosarcoma presenting with SVC syndrome.
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THALIDOMIDE INDUCED LUNG INJURY
Luis Arias M.D. ACP Associate, Enrigue Molina M.D. ACP Associate, Urvashi Vaid M.D. ACP
Associate. Department of Medicine - Mount Sinai Medical Center, Miami Beach, FL

Thalidomide has been used in recent years to treat a group of malignancies that includes multiple
myeloma, prostate and renal cancer mainly due to its immunomodulator, antiangiogenic and
anticytokine effects. The most common pulmonary side effect includes dyspnea, thromboembolic
disease and rarely interstitial pneumonitis. A 70 year-old man presented to our institution with a
one day course of progressive shortness of breath and weakness. He denied chest pain, fevers,
chills or any other associated symptoms. His past medical history included multiple myeloma
diagnosed two months prior to this presentation. He was receiving thalidomide at a dose of 200
mg daily. He had no known drug allergies. On admission, his temperature was 97 F, blood
pressure 188/89, pulse 150, respirations were 28 and he was saturating 92% on room air. There
were bibasilar crackles on auscultation of his lungs and irregularly irregular heart sounds on
cardiac examination. There was no peripheral edema or signs of fluid overload. He had a white
cell count of 3300 c/mm3 with 79% neutrophils and 15% lymphocytes, hemoglobin of 11.8 gm/L,
and a platelet count of 221.000 ¢/mm3. Cardiac enzymes were negative. EKG revealed atrial
fibrillation with a ventricular rate of 154/min. A chest X ray showed signs of pulmonary
congestion. A diltiazem drip was started for heart rate control. However the shortness of breath
progressed and ultimately led to intubation and mechanical ventilation. A CT scan of the chest
was then done and revealed a diffuse interstitial pattern with ground glass appearance. Blood
cultures were negative, a 2-D echocardiogram was normal and an HIV test was negative.
Bronchoscopy and bronchioalveolar lavage was performed and a hemorrhagic alveolar fluid with
inflammatory cells consisting of macrophages and lymphocytes was found. Samples sent for
special stains were negative for an infectious process. At this point a drug reaction was
considered likely and thalidomide held. The patient improved markedly after three days off this
drug. A repeat CT scan demonstrated clearance of the interstitial pattern appreciated

on the initial CT. Interstitial pneumonitis secondary to thalidomide has been reported very
infrequently. Given that the patient recovered and was discharged in five days with no signs of
respiratory disease, the lack of any other pathologic explanation and his marked improvement
after the discontinuation of this drug, we believe this to be one of these uncommon cases. As the
prevalence of multiple myeloma and hence the use of thalidomide is increasing, physicians
should be aware of this rare but serious complication of thalidomide.
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THOSE MURKY WATERS...,

Alyona Klotchko, MD, Carmelo Licitra, MD, Asim Jani, MD, MPH, Orlando Regional Medical
Center.

CASE 1: A 29 year-old African-American male presented with pruritis ani for three years. He

used different topical potions without relief. During the last few months he had diarrhea, flatulence
and mild weight loss. Patient was born and raised in Ghana and used to swim in the local rivers
as a child. Colonoscopy revealed eosinophilic colitis and proctitis. Biopsy results were consistent
with presence of two morphologically different schistosomal eggs in the intestinal wall, suspicious
for Schistosoma mansoni and S.haematobium. There was no eosinophilia. He had icrohematuria
and abnormally appearing seminal vesicles on pelvic CT. CMP was normal.

CASE 2: Another 23 year-old African-American male presented to the same office within next
month with painless testicular mass. He was born in Egypt and raised in Sudan. As a child he
also enjoyed swimming in the local waters. Scrotal US demonstrated hypoechoic area of 1 cm,
suspicious for neoplasm. Routine laboratory investigation, including testicular tumor markers, was
normal. Results of excision testicular biopsy revealed extensive granulomatous inflammation of
testicular tissue with presence of numerous parasite eggs consistent with S.mansoni species. In
both cases IgG to Schistosoma via ELISA were strongly positive. Both sera were sent to CDC for
confirmatory testing. Both specimens revealed positive results in FAST-ELISA for Schistosoma in
general. They were further tested in immunoblot with specific for S.haematobium and S.mansoni
antigens revealing presence of coinfection with these species in both patients.

DISCUSSION: Schistosomiasis is a parasitic infection endemic in many parts of the world. Both
S. mansoni and S. haematobium are widespread in Africa. Humans get infected by exposure to
fresh water. The clinical symptomatology depends upon the species of schistosome and its
predilection for involvement of certain organ systems. S.haematobium and S.mansoni cause
urinary and intestinal schistosomiasis respectively. But testicular schistosomiasis is an extremely
uncommon localization with only sporadic cases described in Western literature. Eosinophil count
may be normal in more than half of the patients, as well as liver function tests. If stool and urine
examination for eggs is not contributory, tissue diagnosis is a gold standard. Schistosomal ELISA
IgG assay utilizes microsomal fraction of adult S. mansoni worms (MAMA) as antigen. It is highly
specific (99%) and sensitive (96%) for detection of S. mansoni, though senstivity for S.
haematobium is lower (55%). Detection of specific antibodies to MAMA and HAMA was found to
be 100% specific for the detection of S.mansoni and S. haematobium, respectively, when they
were used in FAST-ELISA and immunoblot. None of the serologic tests can distinguish between
past infection and current, active disease.
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COMMUNITY-ACQUIRED MRSA OSTEOMYELITIS PRESENTING RADIOGRAPHICALLY AS
A PRIMARY BONE TUMOR,

Omar Hammad (Medical Student Member), Stephanie P. Pezzo, MD, Charles M. Edwards, MD,
MBA, David Cheong, MD, University of South Florida College of Medicine, Tampa, Florida

Community-acquired methicillin-resistant Staphylococcus aureus (CA-MRSA) has emerged as an
increasingly important pathogen in skin and soft tissue infections. The organism is known to
cause osteomyelitis in children via hematogenous spread and in adults via local extension of soft
tissue infection. However, reports of CA-MRSA causing hematogenous osteomyelitis in adults are
extremely uncommon—to our knowledge only two cases have been described in the literature.
We report a 35 year-old man in good health who presented with excruciating pain in the right
thigh. MRI revealed a destructive lesion of the femoral metaphysis with cortical breakthrough and
periosteal reaction, concerning for primary bone neoplasm. MRSA positive blood cultures
suggested possible osteomyelitis despite the unusual location. Subsequent surgical exploration
with biopsy and culture confirmed MRSA osteomyelitis. This case represents only the third report
we are aware of describing hematogenous CA-MRSA osteomyelitis in adults, and all three
exhibited radiographic appearance indistinguishable from that of primary bone malignancy. As
the spectrum of CA-MRSA disease continues to expand, hematogenous CA-MRSA osteomyelitis
should be included in the differential diagnosis of a destructive metaphyseal bone lesion.

kkkkkkkkkkkkkkk End Abstract Content *kkkkkkkkkkkkkk



PREVALENCE OF CA-MRSA RESISTANT TO CLINDAMYCIN IN A COMMUNITY
HOSPITAL. PRELIMINARY RESULTS OF A PROSPECTIVE STUDY.

Ella Ariza MD, Associate, Cesar Bonilla, MD, Associate, William Kernan, Pharm D,
Lyssette Cardona MD Cleveland Clinic Florida, Weston, FL, USA

Hospital associated methicillin resistant Staphylococcus aureus (HA-MRSA) infection is a medical
challenge, particularly in inpatient facilities, and more recently as a pathogen in the community,
identified as Community Acquired MRSA (CA-MRSA).1, 2 A renewed interest in Clindamycin to
treat such infections has come along due to convenience of parental and oral administration,
good bone and tissue penetration, and its potential antitoxin effects. There are 2 genes that
cause erythromycin resistance in MRSA strains; one confers resistance to clindamycin and one
does not. We sought to assess the prevalence of CA-MRSA resistant to Clindamycin using a
double disc diffusion assay (D-test). 6 Methods: A total of 48 consecutive patients diagnosed with
MRSA were analyzed in this prospective study from January to June in 2007. All patients with a
positive culture for MRSA and Erythromycin Resistance which were Clindamycin Sensitive

were included, and isolates were evaluated with D-Test to assess Clindamycin resistance.7, 8
Chart review was done to extract demographics, medical history, and clinical presentation to
apply CDC criteria to differentiate between CA-MRSA and HA-MRSA.2

Results: Of 48 patients; 16 (33%) patients had CA-MRSA and 32 (67%) HA-MRSA; average age
was 41 (1=20-63) in CA-MRSA, and 60 (1=36-92) in HA-MRSA; Co-morbidities were present in
88% of HA-MRSA and 31% of CA-MRSA, soft tissue infections in 25% of HA-MRSA and 81% of
CA-MRSA. Clindamycin resistance with D Test was found in 56% of HA-MRSA, while CA-MRSA
was sensible to this agent in all cases (P=0.0001). Conclusions: The results of this study suggest
a high incidence of CA-MRSA in our population compared with other communities, in spite

of this; Clindamycin resistance in these strains is not yet observed, and this agent continue to be
an excellent option for treatment in the adequate setting. More patients have to be enrolled in our
study to determine a more accurate prevalence of CA-MRSA and its respective antibiotic
sensitivity profile.

CA MRSA HA MRSA Female 5 (31%) 15 (46%) Male 11 (69%) 17 (54%) Mean Age 40 (1=63-20)
60 (1=92-24) Inpatient 2(12%) 26 (81%) Outpatient ER 14 (88%) 6 (19%) Co-morbidities 5 (31%)
28 (88%) No co-morbidities 11 (69%) 4 (12%) Soft Tissue Infection 13 (81%) 8 (25%) Bacteremia
6 (19%) Abdomen wound post surgery 1(6%) 6 (19%) Back (Wound or Pressure ulcer) 2(13%) 7
(22%) Other 5 (15%) Sensitive to Clindamycin (D-Test) 16(100%) 14 (44%) Resistant to
Clindamycin (D-Test) 0 18(56%) Resistant (Septra) 0 4 (12%) Resistant/Intermidiate Quinolones
7(44%) 26(81%) Resistant Tetracycline 1(6%) 4(12%)
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HOW SWEET IT IS: AN UNUSUAL CASE OF CANDIDA THYROIDITIS IN AN
UNCONTROLLED DIABETIC, F. Nicholas Garcia (Medical Student Member),
Stephanie P. Pezzo, MD, Deborah A. Humphrey, MD, University of South
Florida College of Medicine, Tampa, Florida

Candida infection of the thyroid gland is rare and almost all

reported cases have involved patients with significant
immunosuppression and fungemia. In contrast, we present a 31 year-old
female with poorly controlled type 1 diabetes mellitus who developed
respiratory distress requiring intubation secondary to candidal
thyroiditis. During hospitalization for diabetic ketoacidosis, the

patient developed acute respiratory distress with stridor. Imaging

and spirometry suggested tracheal stenosis, which was confirmed by
laryngoscopy. Subsequent surgical exploration revealed airway
compression by a fibrous, indurated thyroid that demonstrated candida
albicans by biopsy and culture. This case represents possibly the

first report of nearly fatal candida thyroiditis in a patient whose

only predisposing factor was uncontrolled diabetes mellitus.
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ACUTE LYMPHOBLASTIC LEUKEMIA IN A PATIENT WITH HEPATITIS C: MORE
SUPPORT FOR AN ASSOCIATION, Maria Velasco D'Alessandro (Medical
Student Member), Stephanie P. Pezzo, MD, Charles M. Edwards, MD, MBA,
University of South Florida, Tampa, Florida

In addition to its role in chronic liver disease, Hepatitis C virus

(HCV) has been linked to various extrahepatic disorders.

Specifically, there is increasing evidence supporting an association
between HCV and lymphoid malignancies. Non-Hodgkin's lymphoma,
chronic myelogenous leukemia and acute lymphoblastic leukemia (ALL)
have been linked to chronic HCV infection, though the exact

relationship is unclear. We report a case of a 47 year-old male with
untreated HCV who presented with pancytopenia and was found to have
Philadelphia chromosome-positive, precursor B-cell ALL, a very
uncommon malignancy in adults. This case supports existing evidence
of a possible association between HCV and ALL and highlights the need
for further large-population research to confirm the relationship.
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SOME BROKEN HEARTS DON'T HURT: AN AFRICAN AMERICAN WOMAN WITH
ATYPICAL PRESENTATION OF TAKOTSUBO CARDIOMYOPATHY Gregory Hartlage
(Medical Student Member), Stephanie P. Pezzo, MD, Charles M. Edwards

MD, MBA, University of South Florida College of Medicine, Tampa, FL

Takotsubo cardiomyopathy, or “broken heart syndrome”, is a condition
that mimics acute myocardial infarction with the sudden onset of
morphologically characteristic left ventricular dysfunction in the
absence of coronary disease. The condition is seen almost exclusively
in postmenopausal women and is felt to be provoked by extreme
emotional stress. We present the case of a 57 year-old African
American female who presented with severe dyspnea following the
shooting death of her son. She had electrocardiographic and biomarker
evidence of acute myocardial infarction but no significant coronary
disease at catheterization. Ventriculogram revealed severely reduced
left ventricular systolic function, apical ballooning and basal
hyperkinesis, which are characteristic for the syndrome. This case
adds support to existing evidence that African American women with
Takotsubo cardiomyopathy are more likely to present with dyspnea,
whereas other subgroups tend to present with chest pain.
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LIGHT-ING THE WAY THROUGH A MILKY CONUNDRUM , Stephanie Kokseng,
Medical Student Member and Cuc Mai, MD, Associate, University of South Florida
College of Medicine, Tampa, Florida.

Chylothorax is a rare complication of a superior vena cava stenosis.
We present a case of a patient with end stage renal disease on
hemodialysis that developed a transudative, chylous pleural and
pericardial effusion secondary to stenosis of the subclavian vein

from a prior dialysis catheter access. The case emphasizes two main
teaching points about chylothorax. First, while chylothorax is a rare
complication of superior vena cava stenosis, its incidence may
increase as the use of central venous access has become more common.
Second, applying Light's criteria to differentiate transudative

versus exudative pleural effusions to chylothoraces may be helpful in
differentiating the etiology of chylothorax. This patient underwent
angioplasty of the stenosis and has not had any recurrence of his
chylous pleural or pericardial effusion.
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SARCOMA MASQUERADING AS A CYST: A CLUE TO THE DIAGNOSIS OR A RED
HERRING? Alexandra Menchise (Medical Student Member), Stephanie Pezzo
MD, Samuel Agresta MD, Erika Abel MD

Ewings sarcoma is one of the more common malignhancies of the pelvis.
Typically, diagnosis and treatment is delayed due to the nonspecific
symptoms of pelvic tumors. We present a case of Ewing’'s sarcoma of
the pelvis in which the definitive diagnosis was delayed due to a
coexisting pilonidal cyst. Ewings family of tumors (EFT) are small
round blue cell tumors believed to be of neuronal origin. Case

control studies suggest an association between EFT and congenital
inguinal hernias, which are caused by a disruption in neuroectodermal
development. Because pilonidal cysts share this embryologic origin,
this case illustrates the possible correlation between pilonidal cyst
and Ewings sarcoma: was the cyst a harbinger of cancer or just a red
herring?
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