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Abstract
A 23-year-old woman with serologically confirmed EBV mononucleosis presented with fever, exudative pharyngitis, periorbital and lid edema, cervical lymphadenopathy, and splenomegaly. Two
weeks after the onset of symptoms she developed a generalized symmetrical reticular eruption of
unbroken hexagons characteristic of livedo reticularis that resolved over several weeks as her
condition improved. To our knowledge, this is the first reported case of livedo reticularis to occur
in a patient with EBV mononucleosis.
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1. Introduction
The mucocutaneous manifestations of mononucleosis due to infection with the Epstein-Barr virus (EBV) are
protean, and include exudative tonsillitis, palatal petechiae, hairy leukoplakia, maculopapular rashes, urticaria,
erythema multiforme, erythema nodosum, the Papular-Purpuric Gloves-and-Socks syndrome, periorbital and lid
edema, and, rarely, genital ulcers [1]-[7].
We noted the occurrence of a generalized, symmetrical reticulate eruption characteristic of livedo reticularis
in a patient with EBV mononucleosis. Although this reticulate eruption has been described to occur in association with parvovirus B19 and hepatitis C infections [8] [9], to our knowledge it has not previously been reported
to occur in association with EBV.
*
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2. Case Report

The patient, a 23-year-old previously healthy woman, presented with a chief complaint of throat pain and fatigue
of three weeks duration. Her illness began with the abrupt onset of fever and chills which resolved within several days. Later that week she developed a sore throat, bilateral cervical adenopathy, swelling of her eyelids, intermittent discomfort in her splenic area, and profound fatigue. Two weeks after the resolution of her fever, she
noted the onset of a “rash” on her trunk and extremities unrelated to exposure to cold. Her past medical history,
family history, and review of systems was unremarkable. She was on no medications.
Physical examination revealed normal vital signs, bilateral periorbital and lid edema, bilateral cervical adenopathy, an exudative pharyngitis, and a palpable spleen. She had a symmetrical reticulate eruption of bluish
hexagons involving her extremities and trunk that blanched with pressure and did not resolve with the application of heat—findings diagnostic of a secondary form of livedo reticularis (Figure 1).
A complete blood count revealed a relative and absolute lymphocytosis (68.7% and 7600 lymphocytes/µL,
respectively). Atypical lymphocytes (Downey cells) were noted in the peripheral blood smear. The complete
blood count was otherwise normal. EBV serology revealed elevated levels of IgM and IgG antibodies to viral
capsid antigen (>159.9 U/mL and 84.8 U/mL, respectively), and undetectable antibodies to nuclear antigen,
findings diagnostic of acute EBV infection. Blood tests for cryoglobulins and cold agglutinins, done because of
her reticulate eruption, were negative.
The patient was treated conservatively with rest and steps to avoid splenic trauma. Her livedo reticularis resolved over several weeks as she improved clinically.

3. Discussion
Reticulate eruptions are one of the most important dermatologic signs of a physiological or pathological process
involving the superficial vascular networks of the skin and subcutaneous tissue [10]. Disease affecting these
networks can present with a range of eruptions, including livedo reticularis, livedo racemosa, reticular purpura
and stellate necrosis [8]-[11].
Livedo reticularis is characterized by the appearance of a reticulate pattern of unbroken bluish hexagons in the
superficial vascular networks of the skin and subcutaneous tissues; it can be primary (physiologic) or secondary

Figure 1. This symmetrical reticular eruption of bluish unbroken hexagons is characteristic of
livedo reticularis.
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(pathologic). The primary eruption is commonly seen in infants and young women exposed to a cold environment, where it is often referred to as cutis marmorata; it is attributed to spasm of the central arteriole that feeds
the hexagonally arranged outer veins of the angiosome, and it dissipates on warming [10] [11]. Secondary causes
of livedo reticularis include drugs (such as amantadine), cryoglobulins, cold agglutinins, hyperviscosity syndromes, the antiphospholipid antibody syndrome, small and medium vessel vasculitis, emboli, calciphylaxis,
connective tissue disorders, and, as mentioned, infections [8]-[11]. This reticulate pattern has been attributed to
sludging of blood in the subpapillary microvascular plexus, but the exact mechanism is frequently unknown [11].
Livedo reticularis must be distinguished from livedo racemosa, which appears as an asymmetric irregular
broken reticulate eruption that does not blanch or only partially blanches with pressure and never reverses with
warming. This reticulate eruption is caused by a non-uniform and focal involvement of a limited number of vessels in the subpapillary vascular network and always signifies a pathological process including those described
to occur in association with secondary forms of livedo reticularis [11].
The prognosis in primary forms of livedo reticularis is excellent. The prognosis in secondary forms of livedo
reticularis and in livedo racemosa is less favorable and parallels that of the associated disease. All patients with
primary and secondary forms of livedo should be encouraged to avoid cold environments, smoking, and the use
of vasoconstricting medications [11].

4. Conclusion
EBV can be added to the list of viruses capable of producing a secondary form of livedo reticularis. If the infection is unassociated with the production of cold agglutinins or cryoglobulins, the livedo can be managed conservatively with rest and the avoidance of exposure to cold and the use of vasoconstrictors.

Approval
The patient gave written permission to publish this case report.
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Abstract
The present report describes a case of hemobilia caused by hepatic pseudoaneurysm. A 63-yearold woman was admitted with abdominal pain and mild jaundice. She was diagnosed as choledocholithiasis and hypersplenism and underwent choledocolithotomy and splenectomy. 9th day post
operation, massive fresh blood suddenly flew out from T tube and she underwent emergency abdominal exploration but there were no obvious bleeding sites in the abdominal cavity and no bleeding sites in the biliary tree by choledochoscope. 7th day after the second operation, fresh blood
suddenly flew out from T tube again and angiography showed two small peudoaneurysms at the
second branch of right hepatic artery which might result in hemobilia. The hemobilia was treated
successfully with coil embolisation of peudoaneurysms and she recovers fully.

Keywords
Hemobilia, Hepatic Pseudoaneurysm, Choledochostomy

1. Introduction
Hemobilia is a rare, life threatening biliary tract complication. It can be caused by hepatic pseudoaneurysm [1]
[2] due to both iatrogenic and noniatrogenic causes [3]. The mechanism for the formation of hepatic pseudoaneurysm is still unclear. There are several ways to treat hepatic pseudoaneurysm-induced hemoblia. However,
no single treatment modality has been considered as the best treatment option for all patients [4]. Here, we report a case of hemobilia caused by hepatic pseudoaneurysm treated successfully by Transcatheter Arterial Embolization (TAE).
How to cite this paper: Liu, Z.J., Yang, S.Y. and Xi, P.C. (2016) An Unusual Life-Threatening Hemobilia Caused by Hepatic
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2. Case Presentation

A 63-year-old woman was admitted to our hospital because of right upper quadrant abdominal pain radiating to
back for more than one month. She had history of subtotal gastrectomy 32 years ago and open cholecystectomy
and choledocholithotomy 2 years ago. She also had a 7-year history of hypertension and coronary heart disease,
but had no history of hepatitis. After examination, she was found to have mild yellowish conjunctivae; body
temperature 36.6˚C, blood pressure 138/70 mmHg, pulse rate 76/min and respiratory rate 16/min. Right upper
quadrant tenderness was mild with no muscle rigidity. Laboratory results were as follows: white cell count 1.23
× 109/L (normal, 3.5 - 9.5 × 109/L), platelet count 36 × 109/L (normal, 125 - 350 × 109/L), total bilirubin 72
umol/L (normal, 5.1 - 28 umol/L), direct bilirubin 49.5 umol/L (normal, 0 - 10 umol/L), alanine aminotransferase 191 IU/L (normal, 7 - 40 IU/L), aspartate aminotransferase 203 IU/L (normal 13 - 35 IU/L). Computed tomography (CT) showed dilated common bile duct (CBD) with stones inside (Figure 1), esophagogastric varicose veins, and splenomegaly (Figure 2). MRI also revealed dilated common bile duct with stones and splenomegaly (Figure 3). She was diagnosed as choledocholithiasis and hypersplenism (due to Portal Hypertension)
for which underwent both choledocolithotomy and splenectomy. The CBD was explored and stones were removed. A T-tube choledochostomy was created and a drainage tube was put in the Morison’s pouch.

Figure 1. CT showed dilated common bile duct with stone (arrow).

Figure 2. CT showed, esophagogastric vericose, and splenomegaly.
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The patient recovered well after the operation with normalization of both white cell and platelet counts. She
had neither fever nor jaundice and was planned to leave the hospital. However, on the 9th post operative day,
she developed sudden bleeding and 400 ml fresh blood flew out from the T-tube in less than ten minutes. The
T-tube was immediately clamped and three hours later she felt right abdominal pain with distention. A few
amount of fresh blood flew out alongside the T-tube from the abdominal cavity. Because of high suspicion of
active bleeding, she underwent emergent abdominal exploration. During operation, a large amount of blood clot
at the Morison’s Pouch was removed and suspicious bleeding sites were sutured. The T-tube was pulled out
from CBD and fiber choledochoscopy was performed. Revealing no active bleeding or any abnormality in the
whole biliary tract A new T-tube was placed in the CBD again. She recovered well. However, on the 7th day after the second operation, massive fresh blood flew out from the T-tube again. We promptly clamped the T-tube
and sent the patient to the department of interventional radiology. Angiography showed two small aneurysms (2
× 2 mm and 1 × 1 mm in size) at the second branch of right hepatic artery (Figure 4). On the assumption of
those two attacks of hemobilia caused by the detected pseudoaneurysms; Transcatheter Embolization of the right
hepatic artery was done by multiple coils at both the proximal and the distal sides of the two aneurysms (Figure
5). After TAE, she recovered uneventfully and was discharged on the 14th day post second operation. One month

Figure 3. MRI revealed dilated common bile duct with stones and
splenomegaly.

Figure 4. Two small pseudoaneurysms (2 × 2 mm and 1 × 1 mm in
size) of the right hepatic artery (arrow).
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after the TAE a CT examination showed multiple coils at the psedoaneurysm sites (Figure 6) with no hepatobiliary necrosis, abscess formation or biloma. Her liver enzymes profile was found normal after a three-month period of follow-up.
On reviewing the case retrospectively no pseudoaneurysm was present on the CT images prior to the first biliary surgery two years ago (Figure 7), but surprisingly the CT images available before the second biliary operation have shown two small neglected pseudoaneurysms (Figure 8).

3. Discussion
Hemobilia is a rare, life threatening emergency. It can be caused by many factors, including abdominal trauma,
hepatobiliary surgery, liver abscess, liver biopsy, and choledocholithiasis [1]. Hepatic pseudoaneurysm is also
responsible for hemobilia [2] [5]. While the mechanism for the formation of hepatic pseudoaneurysm is unclear,
it has been reported that it may result from thermal or mechanical injury to the vessels during the operation [6],
infiltration of the severe inflammatory reaction in the bile duct [1] or mechanical compression of the T-tube [7].

Figure 5. The right hepatic artery was embolized by multiple coils at
both the proximal and the distal sides of the two pseudoaneurysms.

Figure 6. CT examination showed multiple coils at the psedoaneurysm
sites one month after TAE (arrow).
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Figure 7. No pseudoaneurysm on the CT imagines before first biliary
surgery two years ago.

Figure 8. Two small pseudoaneurysms were visualized on the CT
imagines two years after first biliary surgery (arrow).

We have reported three giant hepatic artery aneurysms leading to abdominal bleeding, which might be associated with arteriosclerosis [8]. In the present case we postulate that the two small hepatic pseudoaneurysms
were most likely caused by the injuries from her first cholecystectomy and choledocholithotomy, since they
were absent in the first surgery, but they were present two years later as shown in the CT images. This case provides the evidence that surgery is one of etiological causes for pseudoaneurysm formation.
While Quincke’s triad of abdominal pain, jaundice and gastrointestinal bleeding is the typical presentation of
hemobilia, the complete triad only accounts for less than 40% of patients [6]. Indeed, the hemobilia in our case
manifested itself as sudden bleeding through the T-tube. It has been reported that direct observation of bleeding
from the ampulla of Vater by endoscopy examination or endoscopic retrograde cholangiopancreatography can
confirm the diagnosis of hemobilia [9]. However, in the present case, we could not find any active bleeding or
any abnormality site in the whole biliary tract by choledochoscope examination, which suggests that endoscope
examination is not the best choice as a confirmation method to find the cause of all hemobilia. In fact, selective
celiac and superior mesenteric artery angiography has shown to be more reliable in many cases [10]. In agree-
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ment with this, selective celiac angiography clearly revealed the two small hepatic pseudoaneurysms in our case.

4. Conclusion
There are several options to treat hepatic pseudoaneurysm by surgery and/or interventional radiology. It has
been reported that success rate for angiographic control of hemobilia by TAE is 80% - 100% [11]. But, in some
reports, radiologic interventions proved to be failed and surgical intervention was needed for the treatment of
hemobilia [1] [12]. In our present case radiologic embolization has achieved a good result with no bleeding recurrence.
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Abstract
Objectives: To report rare metastasis in breast from rectal cancer. Case Report: A 47-year-old
married lady who presented with rectal bleeding for six weeks and diagnosed as a case of adenocarcinoma with no metastasis underwent neoadjuvent radiotherapy and chemotherapy and then
abdominoperineal resection on follow-up found to have left breast mass and skin lesion in upper
abdominal wall. Mammogram showed BIRADS-5. Tru cut biopsy showed mucinous/signet ring
adenocarcinoma and she underwent lumpectomy and sentinel lymph node biopsy and excision of
skin lesion. Histopathology of breast lump and skin lesion came as mucinous adeno-carcinoma of
colonic origin, but all axillary lymph nodes were negative for malignancy. Conclusion: Metastatic
breast lump is rare entity and every effort to be put to diagnose it using modern diagnostic tools.

Keywords
Metastasis to Breast, Rectal Cancer, Mucinous Adenoacrcinoma

1. Introduction
Primary breast cancer is the most common malignancy in females. Metastasis from breast to other organs is
common but metastasis to breast is extremely rare and accounts for 0.43% of all breast malignancies [1]. The
most common malignancies which metastasize to breast are melanoma, sarcoma, lymphoma, lung carcinoma,
prostate and ovarian tumors [2] [3]. The most common tumor which metastasizes to breast is malignant melanoma [4] [5]. Gastrointestinal carcinoids have also been reported to have metastatisize to breast [6] [7]. Metasta*
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sis to breast from colon cancer is extremely rare and only 20 cases have been reported in literature [8]. We
present a case of colonic adenocarcinoma, which after undergoing abdominoperineal resection and radiotherapy
and chemotherapy, metastasized to breast.

2. Case Report
47-year-old married lady who is not known to have any medical illness presented to surgical clinic in March
2011 with history of bleeding per rectum for six weeks duration. Digital rectal examination showed low circumferential mass with bleeding streaks. Colonoscopy did not reveal any other lesion in colon. Biopsy showed adenocarcinoma with cells having signet ring morphology and abundant extra-cellular mucin in more than 50% of
the biopsy (mucinous adenocarcinoma) [Pathology Figure 1(a), Pathology Figure 1(b)]. Computerized tomography (CT) scan of chest and abdomen showed no evidence of metastasis. Initial CEA was 0.368 [normal range
0 - 3.4 ng/ml]. She was given neoadjuvent radiation therapy [26 cycles] and xeloda. She did not get response to
chemotherapy and her tumor was increased in size with circumferential extension but there was no metastasis
yet. She was diagnosed as a case of cancer rectum and underwent APR in July 2011. Histopathology showed
rectal adenocarcinoma [4 × 4 × 3 cm] with acellular mucinous changes [Pathology Figure 2], 27/27 LN were
involved by tumor. Both proximal and distal margins were free. She got adjuvant radiotherapy and chemotherapy [folfox].
She was in regular follow-up with CT chest, abdomen and pelvis and colonoscopy. Three years later, CT of
chest showed suspicious mass in her breast. She had no complaints of breast mass before nor had she family
history of breast cancer. Breast examination revealed ill-defined mass in left breast at supero-lateral quadrant
with no nipple areola changes. Right breast and both axilla were normal. Ultrasound [Figure 1] and Mammogram breast [Figure 2, Figure 3] showed BIRADS-5, left breast mass 1.7 × 1.6 cm with speculation and hypervascularity with multiple abnormal looking left axillary lymph nodes. Tru cut biopsy of breast mass showed
mucinous adenocarcinoma with signet ring morphology and extra-cellular mucin with similar morphology of
previous colonic lesion. Immunohistochemistry confirmed its colonic origin with metastatic to breast (i.e. tumor
cells were positive for cytokeratin 20 and CDX-2 immunomarkers [Pathology Figures 3(a)-(c)] and negative
for ER and PR immune-markers [not shown]). CT scan of chest, abdomen, pelvis and bone showed no more
metastasis. The case was discussed in our tumor board and the opinion of oncologist based on diffuse body MRI
(PET scan not available in our institution) was to go for surgical excision for single site metastasis and no need
for chemotherapy. The surgical option was discussed with patient and she agreed for surgical excision with wide
local excision with excision of skin lesion and sentinel lymph node biopsy (for academic purposes) and patient
signed consent and was operated on 31-12-2014. Histopathology showed metastatic mucinous adenocarcinoma
with signet ring morphology in breast as well as in skin lesion. Axillary lymph nodes were all negative for malignancy. She was discharged home and followed up in OPD. Few months later in March 2015 she presented
with picture of small bowel obstruction with hypovolemia and decreased urine out put. CT scan abdomen

(a)

(b)

Pathology Figure 1. (a) Low power (4×); infiltrating adenocarcinoma (right) and some residual normal colonic mucosa
(left); (b) High power (20×); infiltrating tumor (left) with signet ring morphology and extra-cellular mucin.
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Pathology Figure 2. Post neo-adjuvant; dissecting mucin between normal connective tissue.

Figure 1. Ultrasound left breast showing mass in supero-lateral quadrant.
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Figure 2. Mammogram left breast showing mass in supero-lateral quadrant.

Figure 3. Mammogram left breast showing mass in supero-lateral quadrant.
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(a)

(b)

(c)

Pathology Figure 3. (a) Breast duct in center surrounded by signet ring cells and extra-cellular mucin; (b) Cytokertin 20
immunomarker (membranous and cytoplasmic staining); (c) CDX-2 immunomarker (nuclear staining).

showed multiple internal iliac lymph nodes, compressing right ureter causing right hydroureter and hydronephrosis and transitional zone in small bowel obstruction in distal ileal loopsdue to soft tissue lesion in mesentry.
Patient was prepared for operation, intravenous antibiotics given, rehydration and prophylactic clexan was given.
Right ureteral stent was placed by urologist, exploratory laparotomy was done, two sites of small bowel obstruction were found, first 10 cm proximal to ileocecal valve and other 10 cm proximal to it. Resection of the segment done and proximal end ileostomy done and distal loop was brought out as mucus fistula. There were multiple intraperitoneal metastasis involving abdominal wall, urinary bladderand uterus. Sister Mary Joseph nodule
was found and was excised and sent for histopathology. Complete excision of mesenteric mass was not possible
due to severe adhesions. Second day post op patient developed right lower limb deep vein thrombosis. CT angiography done which was negative for pulmonary embolism. Patient was shifted to warfarin. Histopathology
showed metastatic signet ring adenocarcinoma with extensive extracellular mucin which is similar to histopathology of breast lesion. Patient was evaluated by oncologist and put on “Folferi” regime as out patient after
IVC filter was placed in April 2015. Four cycles of chemotherapy could not be completed as patient developed
septic shock due to urosepsis.
Later patient presented with fever, right flank pain and decreased urine out put. She was diagnosed as urosepsis due to infected and occluded right ureteric stent so right ureteric stent was changed. There was development
of left hydroureter and hydronephrosis and left DJ sent was also placed. Patient gradually deteriorated and admitted to Intensive care unit as septic shock. She died in 17-11-2015 due to septic shock.
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3. Discussion

Most common metastasis in the breast is from contralateral breast carcinoma. Colon cancer metastasize to
lymph nodes, live, lungs, adrenals, ovaries and bones, in that order. There are several features of metastasis to
breast like location of lump in fat or subcutaneous tissue, lack of microcalcification in mammogram and lack of
insitu disease in histopathology of lump [9] [10]. Treatment of primary is paramount in the overall survival of
the patient. More than 90% of cancer deaths are caused by metastasis [11]. After a lot of research, it has been
established that metastasis is the result of multiple interrelated steps in which cancer cells must be separated
from the primary tumor, intravasate into the circulatory and lymphatic systems, evade immune attack, extravasate at distant capillary beds, and invade and proliferate in distant organs [12].
Laparoscopic colon surgery is known cause of skin metastasis [13]. In a study of 19 cases of breast metastasis
from colon, 3 of the 19 patients presented synchronously, while the rest presented at median 15 months after diagnosis of colon cancer, lymph node involvement in 5 of 10 cases with median follow-up of 15 months, 5 died
at the last follow-up [14]. The incidence of breast metastasis at the same time of detection of colon cancer is low,
with only three cases reported so far [15]. Incidence of breast metastasis from colon in autopsy series is 6.6% to
7% [16]. Incidence of breast metastasis from extramammary site in clinical series is 1.2% to 2% while 1.7% to
6.6% in autopsy series [17]. Clinically metastatic breast lumps grow rapidly, most commonly in the upper outer
quadrant of the breast [18] [19]. These lumps do not cause skin changes, nipple retraction, or nipple discharge
[20] [21]. Metastatic breast lump due to colon cancer is Cytokeratin 7 negative and cytokeratin 20 positive while
majority of primary breast cancers are CK7 positive and CK20 negative [22]. CDX2 is highly sensitive and specific for colonic cancers [23]. In addition, estrogen and progesterone receptors are usually negative in metastatic
breast cancers. Survival from time of diagnosis of metastasis to breast is less than 12 months [24]. Barthelmes et
al. advocated that surgical excision should be avoided in the view of short life expectancy and risk of seeding to
the skin [25]. In our case we went for excision of breast lump despite of known short life expectancy of these
patients, but due to urological problem of hydronephrosis in both kidneys patient developed urosepsis and died.

4. Conclusion
Metastatic breast lump is rare entity and every effort to be put to diagnose it using modern diagnostic tools.
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Abstract
Schwannomas commonly occur in the head and neck region and extremities, but nasal schwannoma is extremely rare. It accounts for less than 4% of benign solitary schwannomas of the head
and neck region. Few cases and very few case series have been reported till date. We report the
case of a six-year-old female who presented with mouth breathing of two years with persistent
and progressive right nasal obstruction of three months. There was recurrent watery ipsilateral
nasal discharge, but no epistaxis, no otologic or throat symptoms, no headaches, facial pain, proptosis or visual loss, no facial hypoesthesia, fever or weight loss. She also had right sided epiphora.
She had used topical steroid and decongestant without improvement. Ten months prior to presentation, she had right dacrocystorhinostomy. Examination revealed mucosa mass completely
filling the right nasal cavity with an ipsilateral deviation of nasal septum—it was painless with no
contact bleeds. Nasal patency was clinically absent bilaterally. Computed tomogram revealed expansile isodense soft tissue mass in the right nasal cavity with heterogeneous enhancement on
contrast administration which measured 2.5 cm by 3.7 cm by 5.2 cm. She had an intranasal excision of the tumour and histology revealed Antoni A and B patterns, which is diagnostic of schwannoma. She was fully relieved of symptoms after surgery. Conclusion: Solitary nasal schwannoma is
rare especially in childhood. There are various causes of epiphora; definitive investigation of the
cause in the index case was not established before dacrocystorhinostomy. Thorough nasal evaluation of epiphora or related ocular symptoms should be sought before definitive procedures.
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1. Introduction

Schwannoma (also known as neurilemoma, Neuroma, neurolemoma and Schwann cell tumour) is the most
common benign tumour of peripheral nerves [1]. They are rare encapsulated tumours that are derived from the
Schwann cells of the sheath of myelinated nerves. They are usually solitary but can be multiple (Schwannomatosis), are universally S-100 positive and can also occur as lesions associated with Neurofibromatosis. They
rarely cause neurological deficits and are usually extirpable [2]. Less than one percent becomes malignant.
Head and neck schwannomas constitute about 25% to 45% of all cases of schwannomas [3].
Only 4% of the lesions involve the sinonasal tract [3]: ethmoid sinus, maxillary sinus, nasal fossa, and rarely
sphenoid [4]. Involvement of the nasal cavity or ethmoidal is said to be the commonest [5] [6].
Schwannomas of the sinonasal tract present with nonspecific symptoms but the majority are nasal (nasal obstruction, epistaxis and anosmia) [5].
Epiphora as the only presenting symptom has not been reported hence we report this unusual presentation.

2. Case
A six-year-old girl was referred to the Ear, Nose and Throat outpatient clinic by the ophthalmologist with persistent and progressive right nasal cavity obstruction with associated mouth breathing of three months. There
was recurrent watery-to-mucoid ipsilateral nasal discharge, but no epistaxis. There was no history of snoring,
excessive sneezing or symptoms suggestive of an allergy.
She had no otologic or throat symptoms, no history of headache, facial paraesthesia or pain, proptosis, visual
loss or weight loss. Topical decongestants and subsequently topical steroids had been prescribed without improvement afterwards.
Ten months prior to presentation, she had right external dacrocystorhinostomy for right-sided epiphora of 3
years. No associated visual loss, itching, ocular pain, previous trauma, previously treated ocular disease or any
of the aforementioned nasal symptoms at that time.
Examination revealed mouth breathing in a young girl, not chronically ill-looking or febrile, no clinical features of anaemia, jaundice or cyanosis. There was a mass completely filling the right nasal cavity with a deviation of the nasal septum to the left. The nasal cavity mucosa over the mass appeared normal—it was painless
with no contact bleeding. Both nasal cavities were obstructed clinically, but worse on the right.
There was no extension of the mass into the nasopharynx or oropharynx clinically and no dental anarchy.
Examination of the ear, throat and the other systems revealed essentially normal findings.
A Computerized tomogram of the paranasal sinuses revealed a well-defined expansile isodense mass appearing to arise from the lateral wall of the right nasal cavity causing deviation of the septum to the lateral wall of
the left nasal cavity. It extended superiorly to involve the lamina papyracea of the ipsilateral ethmoidal sinus and
the floor of the left sphenoid sinus. There was pressure remodelling of the adjacent bony walls but no intracranial extension (Figures 1-3).

Figure 1. (Axial CT image). Mass completely
filling the right nasal cavity and maxillary sinus.
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Figure 2. (Sagittal CT image). No evidence of intracranial extension.

Figure 3. (Coronal CT image). Deviation of nasal septum.

The aforementioned sinuses were also filled with isodense lesions, possibly retained secretions. The mass had
heterogeneous enhancement on contrast administration and measured 2.5 cm by 3.7 cm by 5.2 cm. Haematological and Biochemical parameters (Full Blood Count and Electrolyte, Urea and Creatinine) were within physiologic ranges respectively. Plain radiograph of the chest showed no abnormality.
She had complete intranasal excision of the mass. The mass having completely filled the nasal cavity prevented the introduction of the Hopkins’ telescope but after the bulk of the mass was removed, remnants were
completely resected endoscopically.
She was fully relieved of the symptoms after surgery. Follow-up in the outpatients’ clinic has been satisfactory with no evidence of recurrence in one year.
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Histology of the excised specimen revealed Antoni A and B patterns, which was suggestive of schwannoma.
Tissue specimen was strongly immunoreactive to S-100 (Figure 4), had Verocay bodies (Figure 5), it was
Epithelial Membrane Antigen (EMA) negative (Figure 6), Neuron Specific Enolase (NSE) negative (Figure 7),
desmin negative (Figure 8) and vimentin positive (Figure 9).

Figure 4. S-100 positive ×400.

Figure 5. Presence of verocay bodies ×100.

Figure 6. EMA negative ×100.
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Figure 7. NSE negative ×40.

Figure 8. Desmin negative ×40.

Figure 9. Vimentin positive ×100.

3. Discussion
Obstructive epiphora has not been reported as the only presenting complaint in patients with sinonasal schwannoma, this was the only symptom the patient had before dacrocystorhinostomy. This is a retrospective diagnosis
as no initial imaging was done prior to surgery. It is thought that the tumour would have obstructed the nasolacrimal duct along its course and/or at its opening at the inferior meatus. However, the precise origin of the tumour
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on the lateral wall of the nasal cavity is not certain.
Nasal obstructive symptoms are the most common presentations of sinonasal schwannoma. However, other
rare presentations have also been described—right orbital proptosis and right-sided headache, with intracranial
extension [5] [7].
The characteristic features of sinonasal schwannoma on computed tomography are; a well-defined iso-attenuating soft-tissue mass, most frequently occurring in the nasal cavity and ethmoid sinus with pressure remodelling of the adjacent bony wall (medial wall of right maxillary sinus). These are similar to the CT findings in our
patient. There was no intracranial extension.
Mild contrast enhancement, cystic or haemorrhagic changes are features that have been noted in some cases.
Magnetic Resonance images of sinonasal Schwannomas appears as predominantly high signal intensity mass on
T2 weighted. There is also strong enhancement on contrast [8].
Schwannomas show biphasic growth patterns (Antoni A and Antoni B). In the Antoni A pattern of growth,
elongated cells with cytoplasmic processes, are arranged in fascicles in areas of moderate to high cellularity with
little stromal matrix; the “nuclear-free zones” of processes that lie between the regions of nuclear palisading are
termed Verocay bodies.
In the Antoni B pattern of growth, the tumor is less densely cellular thus otherwise termed hypocellular area.
It has microcysts and myxoid changes [9]. In addition to these, sinonasal schwannomas have woven bone and
remnants of pseudostratified ciliated epithelium and seromucinous glands—perhaps in keeping with the location
in the nasal cavity.
Their immune reactivity to S-100 is the basis for their staining with it—thus differentiating the tissue from a
neurofibroma. Other stains described are; Epithelial Membrane Antigen (EMA), S-100 (Schwann cells), calcinurin, laminin, type 4 collagen, vimentin, CD68, GFAP [9].
The patient’s tissue specimen was strongly immunoreactive to S-100, this confirmed a schwannoma and differentiated it from a neurofibroma, it also had Verocay bodies, it was EMA negative and this ruled out a malignant transformation of the tissue or a meningioma, Vimentin was also positive, histological evidence that the
tissue was of mesenchymal origin.
Schwannomas are largely radio-resistant, so surgery is the best treatment option [3] [10]. Complete excision
of the mass is rarely followed by recurrence. As stated above, a close differential of nasal schwannoma is a benign
neurofibroma. This has the possibility of recurrence after excision as well as malignant transformation. However,
the histological characteristics, as well as immunohistochemistry techniques, will help to differentiate the two
lesions [11]. Various approaches have been described but the endoscopic approach has been described to be the
best approach with reduced morbidity and mortality [12]. It could also be combined with an external approach.
Prognosis is excellent and malignant change is extremely rare in Schwannomas, although local recurrence can
follow incomplete resection, it is low in cases where the endoscopic approach was used [12] [13]. This was done
in this patient. She has remained free of symptoms and examination showed no evidence of recurrence one year
after surgical excision.

4. Conclusion
There are numerous obstructive causes of epiphora. A nasal evaluation, including diagnostic nasal endoscopy
and radiologic imaging, cannot be overemphasized in the evaluation of the lacrimal system in obstructive
epiphora. This patient had an external dacryocystorhinostomy done without identifying any possible nasal aetiology. The opening of the nasolacrimal duct relates anteriorly to the inferior meatus on the lateral wall of the
nasal cavity where it could be obstructed. Solitary nasal schwannoma is indeed rare in children and it is, therefore, worthy of note that meticulous nasal evaluation in obstructive epiphora, or in related ocular symptoms
should be sought before definitive surgical procedures are carried out.
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Abstract
A relatively infrequent form of hypertrophic cardiomyopathy is the isolated apical variant and it is
more common in oriental people, especially in the Japanese. It contributes 25% of cases of hypertrophic cardiomyopathy in Japan but only 1% to 2% in the non-Japanese population. It may occasionally present in the elderly and classically involve the apex of the left ventricle. An isolated
apical right ventricular involvement had been detected in an elderly female by transthoracic twodimensional echocardiographic imaging.
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1. Introduction
Cardiomyopathy is a chronic and sometimes progressive disease in which the heart muscle (myocardium) is abnormally enlarged, thickened and/or stiffened. The second most common form of heart muscle disease is hypertrophic cardiomyopathy and it is characterized by the abnormal growth and arrangement of muscle fibers in the
heart (myocardial disarray), leading to excessive thickening of the heart walls. Typically, the portion of the
muscle mass that is thickest is in the heart’s main pumping chamber (left ventricle) with the muscle wall that
separates the heart’s chambers (septum) affected most often. This condition is referred as “asymmetric septal
hypertrophy”.
The distribution of muscle thickness (hypertrophy), location, and degree of wall thickness may vary greatly
among patients. In symmetric ventricular hypertrophy, the thickening is evenly distributed throughout the ventricle including the septum and wall. In apical hypertrophy, the thickening is localized at the bottom portion of
the heart. The histologic hallmark of hypertrophic cardiomyopathy is a triad of myocyte hypertrophy, myocyte
disarray, and interstitial fibrosis. The myocyte disarray also occurs in aortic stenosis and long standing hyper-
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tension. The presence of extensive disarray (more than 10% of ventricular septal myocytes) is a highly specific
marker of hypertrophic cardiomyopathy.
The apical hypertrophic cardiomyopathy usually involves the apex of the left ventricle and rarely involves the
right ventricular apex or both [1]; historically, it is thought to be confined to Japanese population. Its prevalence
in Japan was 15%, whereas in USA the prevalence was only 3% [2]. A transthoracic echocardiography is the initial diagnostic tool in the evaluation of apical hypertrophic cardiomyopathy.
Apical variant of hypertrophic cardiomyopathy isolately involving the right ventricular apex is uncommon
and so this case had been reported.

2. Case Report
A 60-year-old elderly woman was referred for screening echocardiographic evaluation as a routine medical
check-up. She had no complaints of dyspnea, chest pain or palpitation and no family history of sudden cardiac
death. The pulse rate was 76 bpm and the blood pressure was 130/70 mmHg. Physical examination revealed no
abnormal findings. Blood chemistry, X-ray chest and ECG were normal. On two-dimensional echocardiography,
an apical 4-chamber view of the right ventricle revealed hypertrophy of the apex in an “ace-of-spades” configuration and an increased asymmetric thickness of the right ventricular apex (36 mm) suggesting the diagnosis of
apical right ventricular hypertrophic cardiomyopathy in the image given below as in Figure 1. Color Doppler
evaluation showed no abnormal findings.

Figure 1. 2D echocardiagraphic image (apical 4 chamber view).

Screening of family members revealed no abnormality. Since she was asymptomatic, no further investigation
or particular treatment for this condition was preferred and advised periodic follow up.

3. Discussion
Hypertrophic cardiomyopathy (HCM) affects up to 500,000 people in the United States accounting for less than
10% of all cases. The cause of HCM is largely unknown but most cases appear to be genetic in origin. HCM
shows variable clinical presentation, prevalence, morphology and prognosis depending on the race. Apical
hypertrophic cardiomyopathy was first described in Japan and it had been regarded as an atypical phenotype of
non-obstructive HCM. The apical HCM is frequently sporadic; however, a few families have been reported with
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autosomal dominant inheritance [3]. A sarcomere gene mutation (E101K mutation in the alpha-cardiac actin
gene) had been identified in these families. A family history is more common in patients with asymmetric septal
hypertrophy than with apical hypertrophic cardiomyopathy.
Morphologically apical HCM is divided into 3 types; pure focal, pure diffuse and mixed, of which pure focal
is most common [4]. Others have divided the apical hypertrophic cardiomyopathy (AHCM) into two groups,
based on whether they had isolated asymmetric apical hypertrophy (pure AHCM) or had co-existent hypertrophy of the interventricular septum (mixed AHCM) [5].
In contrast to left ventricular pathology in HCM, the involvement of the right ventricle is uncommon occurring in up to 15% of patients. Histologic findings appear to be similar to those in the left ventricle, suggesting
similar pathogenesis [6]. Isolated hypertrophic obstructive cardiomyopathy of the right ventricle had been reported without any involvement of the interventricular septum or left ventricle [7].
The mean age of presentation of apical HCM is 41.4 ± 14.5 years and is most commonly seen in males. About
54% of patients with apical HCM are symptomatic and the most common presenting symptom is chest pain,
followed by palpitation, dyspnea and syncope. Physical findings of fourth heart sound and a new murmur may
be present. The most frequent ECG findings are negative T-waves in the precordial leads. “Giant T-wave inversion” (depth > 10 mm) and loss of septal Q waves should raise strong suspicion of apical HCM and are found in
47% of cases. This case was asymptomatic with no family history, no physical findings and had a normal ECG.
Echocardiography has been universally accepted as the initial imaging modality in investigation of patients
with apical HCM. Wall thickness of the right ventricle can be measured by two-dimensional echocardiography
and more than 12 mm denotes severe hypertrophy [8]. The diagnostic criteria for apical hypertrophic cardiomyopathy included demonstration of asymmetric hypertrophy, confined predominantly in the apex, with an
apical wall thickness ≥ 15 mm and a ratio of maximal apical to posterior wall thickness ≥ 1.5 mm, based on
echocardiography [9]. This criteria was described to diagnose the apical left ventricular hypertrophic cardiomyopathy and it can be applied to diagnose the apical right ventricular hypertrophic cardiomyopathy, based on
wall thickness. Massive hypertrophy (wall thickness ≥ 30 mm) may be associated with high risk of sudden cardiac death [10]. In this case, asymmetric apical wall thickness of the right ventricle is 36 mm and its posterior
wall is 5.1 mm and a ratio of maximal apical to posterior wall thickness 7.06 mm, satisfying the diagnosis of
apical right ventricular hypertrophic cardiomyopathy.
Echocardiographically, the wall thickness at the base of the heart is normal and the pathological thickness is
seen asymmetrically towards the apex. The degree of thickness increases from base to apex resulting in a markedly diminished apical cavity and a spade-shaped [11] right ventricular cavity suggesting apical right ventricular hypertrophic cardiomyopathy in the apical 4 chamber view of two-dimensional echocardiographic image of
this patient.
The prognosis of apical HCM is relatively benign. The overall mortality rate is 10.5%. Some apical HCM patients may develop life threatening complications such as sudden cardiac death [12] which is more seen in
asymmetric septal hypertrophy than apical HCM. High risk assessment must be done in all patients with apical
HCM. Those having the risk factors such as syncopal episodes, arrhythmias, ventricular wall thickness > 30 mm,
family history of sudden death may benefit from ICD (implantable cardioverter defibrillator) placement. Beta
adrenergic blocking agents are the first line therapy for symptomatic patients. Since the apical wall thickness of
the right ventricle is 36 mm in this case, ICD placement is preferred if any life threatening complications on follow up. The patient was followed for one year and no such complications noticed.

4. Conclusion
Isolated apical right ventricular hypertrophic cardiomyopathy had been detected rarely as an incidental finding
by 2D echocardiography at the age of 60 years in an elderly female in the tropical coastal region of Thoothukudi
at the southern region of India.
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Abstract
The interstitial pneumonia (IP) associated with myeloperoxidase anti-neutrophil cytoplasmic
autoantibody (MPO-ANCA) showed characteristic histology dominated by usual IP pattern. We
showed a 94-year-old woman, whose prognosis was poor by severity of IP by MPO-ANCA associated vasculitis. The median age at diagnosis of IP by MPO-ANCA associated vasculitis was over 60
years, with a male predominance. Most patients died related to respiratory insufficiency. Our case
would be the oldest patient in IP by MPO-ANCA associated vasculitis in the literature.
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1. Introduction
The interstitial pneumonia (IP) associated with myeloperoxidase anti-neutrophil cytoplasmic autoantibody
(MPO-ANCA) showed characteristic histology dominated by usual IP pattern. IP associated with MPO-ANCA
may be a histologically distinctive disease from idiopathic pulmonary fibrosis. Mortality was relatively high and
life threatening acute exacerbation may occur. The age of patients in IP associated with MPO-ANCA may be
related poor prognostic course, since they suffer the other significant sickness and their symptoms may be
masked by their holding diseases [1]-[3].
The natural history and pathogenesis of IP are controversial, and ongoing research continues to investigate
multiple hypotheses. IP generally occurs after the age of 60 years and is more prevalent in men. The initial clinical presentation is not specific, consisting of progressive dyspnoea on exertion combined with dry cough. Its
prevalence and incidence still remain unclear, with a large variability across reports due to a number of reasons.
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The majority of the studies have showed higher prevalence and incidence rates among men and with increasing
age, especially after 75 years. Older age and male sex seem to be correlated with a poorer prognosis in IF patients, whereas there are contrasting data about smoking status [4].
We show a 94-year-old woman with IP associated MPO-ANCA and discuss the relation between elderly patients and the disease characters.

2. Case Presentation
A 94-year-old woman presented with a 4-day history of exertional dyspnea and productive cough. She quitted
smoking 20 years ago. She was treated with chronic renal failure, dementia and lipid disorder in an open clinic.
Her examination revealed facial and pitting edema. Respiratory examination revealed fine bilateral end-inspiratory crepitations. Initial investigation revealed raised blood inflammatory markers (C reactive protein; 4.90
mg/dL) and renal dysfunctin (creatinine; 2.59 mg/dL) and MPO-ANCA was positive of 15.8 IU/ml with the
normal range being 0 - 3.5 IU/ml. The proteinase 3(PR3)-ANCA was negative (5 IU/ml). The titer of antinuclear antibody was slightly positive, such as 40 times. The level of serum KL-6, mucin-associated antigen,
was positive of 62,600 U/ml. Other serum biomarkers such as SP-A, SP-D were not measured. Urine dipstick
and microscopy revealed microscopic haematuria, glass casts and proteinuria. The chest X-ray showed congestion and cardiac enlargement with interstitial fibrosis (Figure 1). The chest radiograph showed basal pulmonary
fibrosis with usual interstitial pneumonia pattern on high-resolution computed tomography (CT) imaging
(Figure 2). The CT scans were reviewed in a blinded fashion by a chest radiologist experienced in the interpretation of diffuse lung disease and were classified using the radiologic patterns described in the ATS/ERS International Consensus Classification 2002 of the Idiopathic Interstitial Pneumonias (IIPs) [4]. These clinical and
laboratory findings pointed towards an MPO-ANCA associated vasculitis with no features to suggest an infectious cause or alternative connective tissue disorder. This patient was started on 3 days pulse of methly prednisolone at 500 mg mg/day intravenously. She did not improve from respiratory symptoms. Finally, she became
multiple organ failure and died at 26 days after admission.

Figure 1. Chest X-ray in admission revealed congestion and cardiac enlargement with interstitial fibrosis.
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Figure 2. High-resolution CT scan showing classical features of usual interstitial pneumonitis with subpleural basal honeycomb change with reticular abnormality.

3. Discussion
We showed a 94-year-old woman, whose prognosis was poor by severity of IP by MPO-ANCA associated vasculitis. Mortality was relatively high and life threatening acute exacerbation may occur. The previous reports
show that median age at diagnosis of IP by MPO-ANCA associated vasculitis was over 60 (range; 4 - 85) years,
with a male predominance [1]-[3]. Most patients died related to respiratory insufficiency. Our case would be the
oldest patient in IP by MPO-ANCA associated vasculitis in the literature.
MPO-ANCA is a well-known marker for small vessel vasculitis. Recent reports have demonstrated that IP
may rarely be associated with serum MPO-ANCA. Mortality was high and life threatening acute exacerbation
may occur. According to the guideline for IP [5], basically all IP cases are recommended to examine serum
ANA, MPO-ANCA, PR3-ANCA and other autoimmune antibody as a routine screening test to exclude the collagen vascular disease from IIPs. In the elderly, other symptoms such as hearing loss, recognition impairment,
and cerebral infarction often disturb the definite diagnosis which will be taken several months [2]. Therefore,
improving awareness and vigilance regarding this disease is important for early diagnosis and treatment.
Although the relationship between the clinical damages and patients’ age and course of disease revealed that
age and disease course do not have a significant effect on the kidney, and heart involvement, the age of patients
with pulmonary damage was significantly higher than that of patients without lung damage, and the course of
disease was shorter, which suggested that elderly patients experienced early lung damage, or more serious lung
damage such as pulmonary hemorrhage leading to early death [5]. Older patients were more likely to show lung
involvement in the early disease stage in Japan [6]. This tendency is compatible with European patients [2].
Elderly patients in IP with MPO-ANCA are predominantly MPO-ANCA positive compared to PR3 ANCA.
IP with MPO-ANCA in elderly frequently involves the kidney [7]. The elderly patients present more often with
severe renal disease and have more infections as a consequence of immunosuppressive therapy and higher mortality [8]. The combination of older age and renal insufficiency portends a poor prognosis due to poor response
to therapy and increased therapy related adverse events. Observational studies of ANCA-associated vasculitis in
the elderly, have demonstrated a poorer prognosis for older patients, with significantly higher rates of death and
treatment-related complications [9]. Following these reports, this case showed multiple organ failure after prednisolone administration. With the anticipated doubling of Japanese aged 65 or older in the next 25 years [10] and
the predilection of IP with MPO-ANCA associated vasculitis for elderly, our ability to identify safer alternatives
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to standard of care therapy in this vulnerable population becomes paramount.
The authors conclude that the age-related changes of various immunological parameters are different between
men and women, likely due to a lower biological age of women [11]. These findings, indicating a slower rate of
decline in these immunological parameters in women than in men, are consistent with the fact that women live
longer than men, i.e. in Japan 85.5 years in women and 79.0 in men [10]. A sexual dimorphism in the immune
response means that females are more resistant to infections but they have higher incidence of autoimmune diseases compared to male [12]. This aged woman revealed poor prognosis from IP with MPO-ANCA associated
vasculitis, probably due to immunological impairments.

4. Conclusion
The authors conclude that aged woman revealed poor prognosis from IP with MPO-ANCA associated vasculitis,
probably due to immunological impairments. Older patients are more likely to show lung involvement in the
early disease stage of IP with MPO-ANCA associated vasculitis. Physicians should be aware of secondary IP
with autoimmune diseases in very old patients instead of infection and malignancy.
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