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Figure 2: CT with 3D reconstruct revealed an expansile Iytic ~ Figure 3: a) MRI (1.5 tesla) with contrast shows an expanding
lesion in the infraspinous part of left scapula. lesion in axial view.
b) Heterogeneous on high intensity on T2 weighted image.

Figure 4: Pre-operative, intra operative tumor mass and post operative recovery of patient.

creates problems in making a correct diagnosis. Radiologically, a classical feature may not be appreciable in all the
cases, as was seen in our patient. Hence, histopathological examination of tumour is always essential in all cases

Diagnosing the case of a chondroblastoma in scapula can be challenging. Certain tumours may present in unusual
fashion. Although rare, chondroblastoma may present in flat bones, without any classical radiological findings. A

detailed evaluation is essential.
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Benign fibrous histiocytoma of the
distal femur, a case report

Vivian R. D’Almeida, J. Jegan Jascott, K. Raghuveer Adiga, Edward Nazareth.

Abstract

Benign fibrous histiocytomas of bone are unusual neoplasms that often are confused with giant cell tumour , metaphyseal fibrous

defects or non-ossifying fibroma. Although these lesions have overlapping microscopic characteristics, they differ in their clinic-

pathologic presentations. This report describes the clinic-pathologic features of a rare case of benign fibrous histiocytoma involving

the distal femur. In addition, the concept of fibrohistiocytic lesions of bone is discussed with consideration of their pathologic

classification and their clinical, radiographic, and microscopic differential diagnosis.

Introduction

enign fibrous histiocytoma (BFH) is a rare tumor.

Only a few cases have been reported in the

literature. Being a rare tumor, its occurrence in
distal end of femur is rarer. 10% of the cases of BFH in a
series reviewed by Gleason involved the thigh (1).This
report describes the clinicopathologic features of a rare
case of benign fibrous histiocytoma involving the distal
femur. In addition, the concept of fibrohistiocytic lesions
of bone is discussed with consideration of their pathologic
classification and their clinical, radiographic, and
microscopic differential diagnosis.

Case report

A 31-year-old male labourer was admitted in the month
of December 2009, with complaints of pain in the right
knee of 3 days duration following a trivial fall. On
examination, he had a swelling over the distal femur
measuring 8cm x 5 cm. The swelling was diffuse, firm,
tender, non-pulsatile, fixed to the underlying bone, with
normal skin and no signs of inflammation. The knee joint
was normal on examination, with full range of movements.
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Dr.J. Jegan Jascott, Senior resident;

Dr.K. Raghuveer Adiga, Professor;Dr. Edward Nazareth, Professor
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Radiographs of the right knee were taken to rule out any
traumatic pathology to the distal femur but surprisingly it
showed a geographic type of lytic lesion occurring in the
metaphysioepiphyseal region of the distal femur. The
lesion was eccenteric with sclerosed borders that had no
soft-tissue shadow or periosteal reaction. Multiple coarse
trabeculations were seen within this lesion

The lesion radiologically resembled a giant cell tumour.
FNAC was done. It showed features suggestive of giant
cell tumor with a few atypical giant cells. The patient
underwent curettage and bone cementing.. The
histopathology showed fibroblasts and multi nucleated
giant cells arranged in a storiform pattern features which
are consistent with BFH.

The patient was followed up for 1 year and showed no
signs of recurrence.

Discussion

Many authors have used the term benign fibrous
histiocytoma to describe a lesion that shares similar
microscopic findings with the one in this case. Dahlin
described a benign and atypical lesion of malignant fibrous
histiocytoma in 1978. The term benign fibrous
histiocytoma although might be controversial, is useful to
sub classify lesions with histological features similar to
non ossifying fibroma?. The histiogenesis and classification
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Figure 1 & 2 : Pre-operative & Post-operative radiographs Figure 3 : Microscopic picture Figure 4 : Giant cell in the high power

of fibrohistiocytic lesions that involve bones are confusing
and overlap several entities such as metaphyseal fibrous
defect, non-ossifying fibroma, fibrous cortical defect,
fibroxanthoma, and benign fibrous histiocytoma (BFH).
BFH of somatic soft tissues is a well-recognised entity 3.
A number of authors have proposed that BFHs occurring
in the bone should be considered as a separate entity.
Histologically these BFHs are composed of fibroblasts and
histiocytes, and are arranged in a storiform pattern which
is similar to non-ossifying fibroma and metaphyseal
fibrous defect. These are commonly encountered in
childhood and arise from self-limiting processes.

Most commonly this tumor occurs on the skin of the
extremities 4°. There has been confusion regarding the
classification of bony BFH because the lesion is very poorly
defined °. Cale et al’ suggested that there were 2
categories in the benign fibrohistiocytic lesions of bone:
the metaphyseal fibrous defect and benign fibrous
histiocytoma. The metaphyseal fibrous defect was a
developmental entity that included 2 lesions: the fibrous
cortical defect and the nonossifying fibroma.

In 1986, Dahlin and Unni ° reported 10 cases of BFHs
in bones. All the patients were adults and 8 patients had
pain in the area of the lesion. The lesions occurred in the
diaphysis, epiphysis, and other bones with no metaphysis
such as the sacrum, ilium, or vertebrae. They showed well-
defined radiolucencies.

Despite sharing a similar microscopic appearance and a
common symptom of pain, BFH can be clinically
differentiated from non-ossifying fibroma, which is usually
seen in older age-groups. Radiologically, BFHs, though
well-defined, do not always have sclerotic margins and
are not always confined to the metaphysis.* These lesions
are mostly located in the ilium and sacrum, but they also
occur in the long bones and almost always involve an
epiphyseal or diaphyseal component. BFHs may
occasionally show indistinct borders with an aggressive
pattern. These tumours can be locally aggressive and may
recur after curettage. The differential diagnosis of BFH of
epiphyseal origin is giant cell tumour. BFHs may represent
the quiescent variety of giant cell tumours that undergo
spontaneous regression. BFH should also be differentiated
from xanthomas

Curettage and bone grafting or bone cementing is a
common treatment modality for BFH. Following up the
patient is essential to rule out recurrences °.
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Chondroblastoma of coracoid process of
scapula mimicking giant cell tumor - a case report

Ashwinikumar Mannur

Abstract

A primary skeletal neoplasm, chondroblastoma occurring in an uncommon location the coracoid process of scapula in a 29 year

old woman which presented with clinical and radiological features of osteoclastoma and was managed by enbloc resection of tumor

and bone grafting of cavity remaining in base of coracoid process, but which turned out to be Chondroblastoma on histopathological

examination is reported.

Key words- Chondroblastoma; Giant cell tumor; Osteoclastoma; Coracoid process Scapula Enbloc resection of tumor.

Introduction

hondroblastoma is an uncommon tumor; just

over 500 have been documented. Ninety percent

of patients are between the ages of 5 and 25
years; males predominate in a ratio of 3 to 2. Almost any
bone may be involved but the knee, hip, and shoulder
areas are most often affected. Scapula is very rarely
involved and chondroblastoma of coracoid is almost
unheard.!

Chondroblastoma usually involves the epiphysis and
occurs before epiphyseal closure.

Giant cell tumor of bone is also a benign tumor with
occasionally malignant potential. In most series there is a
female predominance. More than half of the giant cell
tumors occur about the knee, but almost all bones have
been involved. Giant cell tumors of scapula are very
rare in occurrence and giant cell tumors occurring in
coracoid process of scapula per se are also almost

unheard. 234

A case of chondroblastoma occurring in an uncommon
location the coracoid process of scapula in a 29 year

Dr. Ashwinikumar Mannur ashwiman@yahoo.co.in
Associate professor of Orthopaedics

Karnataka Institute of Medical Sciences

Hubli, Karnataka state, India

old woman which presented like osteoclastoma clinically
and radiologically and was managed as such by enbloc
resection of tumor and bone grafting of cavity remaining
in base of coracoid process but turned out to be
chondroblastoma histopathologically has been reported.

Case report

A 29 year old woman presented with pain in her left
shoulder and swelling in front of her left shoulder. She
gave history of pain in her left shoulder since two years,
which was mild in severity. She noticed a small swelling
in front of her left shoulder which had increased to size
of lemon at the time of presentation.

On examination, a globular, bony hard swelling 4cm x
4cm, not mobile in any direction was present in the left
infraclavicular region. She had pain while moving her
shoulder but both active and passive movements were up
to almost full range. X-ray shoulder taken at the end of
seven months showed a small lytic lesion in the end of
coracoids process of scapula.

CT scan of shoulder taken at a time presentation showed
a swelling arising from coracoid process withl) well-
defined (geographic) margins, with a delicate sclerotic rim,
(2) prominent trabeculations, (3) eccentrically expanded
bone contour, 4) characteristic absence of calcification,
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5) expanded cortex but no breakthrough suggestive of
Osteoclastoma arising from the coracoid process of
scapula.

Under general anaesthesia and patient in the supine
position the tumor was exposed through anterior delto -
pectoral approach, a grayish, bony hard globular mass
4cmx4cm in size was found to be present. The tumor was
carefully dissected out from surrounding tissues and
excised at its stalk at the base of coracoid process.
Curettage of cavity remaining at the base of coracoid

process after removal of the tumor was done and
cancellous bone graft pieces harvested from the iliac crest
were packed in this cavity. Wound was closed in layers
and the left upper limb was placed in an arm pouch and
movements were started on the second post operative day
.Patient got relief of pain in her shoulder in the post

operative period.

Histopathological examination of the tumor showed
tumor tissue consisting of benign cartilage, round to oval
tumor cells with moderate amount of vacuolated
cytoplasm and distinct cell outlines, nucleus was oval to
clefted. These cells were distributed in sheets and
surrounded by hemorrhagic areas with intertwining
osteoclastic changes. Very few giant cells with limited
number of nuclei were present. Chicken wire type of
calcification was seen amidst the tumor cells. These

features strongly suggested chondroblastoma.

Journal of Karnataka Orthopaedic Association

Patient was followed up regularly, every week for first three
months, every for next three months, every month for next
six months, every three months for next year, every six
months for third year, every year for next two years. It
was found that there was no recurrence even at end of
five years.

Shoulder function was assessed by Constant score and
at end of first year Constant score was 98 points which
has persisted at the end of five years.

Discussion

Chondroblastoma and giant cell tumor are like younger
brother and elder sister. Chondroblastoma is a benign
bone tumor occurring in epiphysis, before epiphyseal
closure more common in males in a ratio of 2:1 compared
to females. Almost any bone may be involved *°, but the
knee, hip, and shoulder (proximal humerus) areas are most
often affected®. Scapula is very rarely involved’” and
Wright.L. and Sherman M.S. have reported a case of
chondroblastoma arising from the acromion process of
scapula® Chondroblastoma of coracoid is almost

unheard of. !

Chondroblastomas of scapula account for about 3% of
all chondroblastomas.®Chondroblastoma is common in
2nd decade, before epiphyses closure characterized
radiologically by a lytic lesion with typical calcification
within the lesion.Periosteitis is seen radiologically in 30
to 50% of cases of chondroblastoma.’

Figure 1 : CT Scan of Left shoulder taken at time of presentation showing tumor arising from coracoid process of Scapula
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Chondroblastoma histopathologically demonstrates few
giant cells and stromal cells that are quite different from
those of Giant cell tumors. Chondroblastoma histo-
pathologically shows characteristic calcification around
stromal cells which is likened to chicken wire and termed
chicken wire calcification.!0 11 1213

According to most authorities, the treatment of choice is
resection with a margin of surrounding normal tissue when
this can be accomplished without great loss of function. 1*
5Giant cell tumor (Osteoclastoma) of bone is a tumor
arising most commonly from the epiphysis after closure
of epiphyses, most commonly seen in the third decade of
life, there is a female predominance of about 1.5 to
1.Incidence of Giant cell tumors is significantly high in
India and China, to the extent that up to 20% of bone
tumors are Giant cell tumors.'6 17

More than half of the Giant cell tumors occur about the
knee, i.e. lower end of femur and upper end of tibia. Other
common sites of involvement of giant cell tumor are
proximal humerus and distal radius but almost all bones
have been involved.'® Giant cell tumors of scapula are
very rare and amount to less than 1% of all osteoclastomas
involving the whole skeleton'®. The radiologic appearances

1920 21 3nd in more

of giant cell tumor in the scapula
commonly seen locations are similar and include: (1) well-
defined(geographic) margins, occasionally with a delicate
sclerotic rim, (2)prominent coarse trabeculae, (3)
eccentric expansion of bony contour, (4)frequent extension
to the subchondral plate, and (5) absence of internal

mineralization.6) absence of periosteal reaction.

Giant cell tumor of the scapula frequently demonstrates
cystic and/or telangiectatic components on histological
examination as it does elsewhere in the skeleton;?? at
microscopy multi-nucleate giant cells predominate,
although mono-nuclear stromal cell is also related to the
pathology.?? Histologically there is characteristic absence
of calcification which distinguishes osteoclastoma from
chondroblastoma.

February 2013

Jaffe and Leichenstein have not mentioned giant cell
tumor of scapula.?3?* Large series of giant cell tumors have
not reported even a single case of giant cell tumor of
scapula, leave apart GCT arising from coracoid process
of scapula? 2627 28 29 Incidence of Giant cell tumors of
scapula is claimed to be less than 1% of all Giant cell
tumors involving all the sites in the skeleton!®.OgoseA,
Sim FH, O’Connor MI, Unni KK have reported in a
review of 18 patients with various bone tumors of the
coracoid process, among which just one case of giant
cell tumor involving coracoid process and no case of
chondroblastoma were present®.

Jun Aokil, Richard PMoser dJr.and Tuyethoa Vinh.3! in
their review of 13 cases of Giant cell tumors of the scapula
observed three cases of the giant cell tumor of the coracoid
process, rest of sites within the scapula involved by the
Giant cell tumor included - acromion (three cases) and
body (three cases); glenoid (two cases); and superior and
inferior angles (one case each)

Commonest modality of management GCT is curettage
and bone grafting, wide resection, wide resection and
reconstruction?6172831323334 and other methods in the
appropriate sites.353¢

The Musculoskeletal Tumor Society 3’has developed a
classification system for shoulder girdle tumors that divides
the scapula into two zones blade—spine portion comprises
the S1 region: the acromial — glenoid complex comprises
the S2 region.

This system helps provides functional classification for
resections and reconstructions and a logical division of
the abnormalities that develop in the scapula. Neoplasms
of the S1 region include those that commonly develop
in the flat bones (i.e., Ewing’s sarcoma, multiple myeloma,
and lymphoma). Neoplasms of the S2 region include those
that commonly develop at the ends of the bone (i.e., giant
cell tumors and aneurysmal bone cysts).

An unusual and rare case of chondroblastoma arising
from coracoid process of scapula in a 29 year old female
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patient showing characteristic clinical and radiological

features of osteoclastoma and managed by enbloc

excision of tumor and curettage and bone grafting of cavity

remaining at base of coracoid process but which turned

out to be chondoblastoma on histological examination is

presented.
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Glomus Tumor - An unusual presentation

Bakul Arora, Vivek Mahajan, Jacob Chacko.

Abstract

Classically glomus tumors present with severe pain, temperature sensitivity and localised tenderness. We present a case of glomus
tumour of the fingertip in a lady aged 26 years with an unusual history. The tumor was surgically approached through lateral incision
which allowed tumor exposure and removal without nail plate avulsion; the histological examination confirmed the clinical diagnosis

of glomus tumor. Surgery is the preferred treatment for glomus tumor. However it can be a challenging sometimes because, despite

being a well-defined tumor, its visualization can be difficult.

Key words: Glomus tumor, Finger, Pain

Introduction

lomus tumors were first described by Wood in

1812 as painful subcutaneous tubercles, and

Masson described its histological appearance
in 1924.! These are benign tumors that arise from glomus
body which is a myoarterial apparatus structure that
normally regulate skin temperature and are constituted
by an afferent arteriole and vascular channels with
endothelial cells, surrounded by cuboidal cells.?? Digital
glomus tumors account for approximately 1% of all hand
tumors and occur more commonly in women.* Their most
common location is the subungual region of the digits.
The treatment of glomus tumors can be a challenge
because, despite being a well-defined tumor, sometimes
its visualization is difficult. We report the case of a glomus
tumor located in a common location, with an unusual
presentation.

Case report

A lady aged 26 years, referred to our hospital for pain in
the tip of her right little finger. History showed that the
symptoms had been present for six years and she had

Dr. Bakul Arora, Senior Resident; bakul arora@rediffmail.com,
Dr. Vivek Mahajan, Assistant Professor; Dr.Jacob Chacko, Professor
(Orthopaedics), Father Muller Medical College, Kankanady,
Mangalore 575002.

made several attempts to seek medical attention. She had
no gross abnormalities of her fingers, and no previous
trauma history. In the physical examination, the nail
showed no discoloration. The pulp was normal in
appearance. There was a little, palpable mass under nail
plate. When palpated, the pain was minimal. We
performed Love’s pin test, Hildreth’s test, and a cold
sensitivity test which were all negative. Radiographs
showed “scalloping” of the terminal phalanx. The MRI
obtained revealed a spherical mass at the tip of distal
phalanx on the lateral aspect. The lesion appeared as a
dark, well defined mass on T1 weighted images and as a
bright contrast enhancing mass on T1 post-gadolinium
fat saturation images.

The mass was isointense of the dermis of the nail bed on
T1-weighted image and hyperintense on T2-weighted
image. The small size (3 mm x 4 mm) and the spherical
nature of the lesion was easily demonstrated. Initial
diagnosis was benign soft tissue tumor and to provide
complete excision, surgical exploration was offered to the
patient. Using surgical loop (x4.5), nail plate of little finger
of the right hand was elevated through lateral incision
with removal of the lateral fingernail, which allowed tumor
exposure without complete nail plate avulsion and
exposing the bone of the terminal phalanx. By lifting nail
and nail matrix, the soft tissue tumor in 3mm x 4 mm
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Figure 1: Radiograph showing the scalloping of the distal
phalanx on lateral view (a)

A mass is detected at the subungual area and adjacent to the
distal phalangeal bone. The mass was hyperintense of the
dermis of the nail bed on T2-weighted image (b) and iso
intense on T1-weighted image (c).

diameter was removed . Apart from being indented by
the tumour the bone was not grossly involved. Removal
of the tumour brought about complete relief of the
symptoms. Histological examination confirmed the
diagnosis of glomus tumor. Histopathologically, the mass
consisted of a mixed population of small round epithelioid
cells arranged in cordlike structures and spindle-shaped
cells forming loose irregular bundles in a mucinous stroma.
The epithelioid cells were arranged around small blood
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vessels. The pain of a glomus tumour, which is its
characteristic feature, was not seen in this patient.

Discussion

Glomus tumors are benign hamartomas that arise from
the normal glomus apparatus, located in subcutaneous
tissue. The normal glomus body is a contractile
neuromyoarterial receptor that controls blood pressure and
temperature by regulating flow in the cutaneous
microvasculature.® The normal glomus body is located in
the stratum reticulare throughout the body, but is more
concentrated in the tips of digits, especially under the nail.
So, the tumors are usually in the subungual area.®

Many articles have noted that the diagnosis of the glomus
tumor must be made through the history and clinical
examination of the patients.?* Diagnosis of glomus tumor
is accomplished through clinical and imaging
examination. These tumors present as purple-blue
subungual nodules usually located in the distal segment
of the fingers under the nail matrix or in the pulpa. One of
the distinguishing features of the glomus tumor is the
classic triad of symptoms: hypersensitivity to cold,
paroxysmal severe pain, and point tenderness in the
finger.#7# Since, usually, glomus tumor is too deep, it is
hardly palpable. Therefore in the presence of clinical triad,
glomus tumor should be suspected. Patients may notice a
bluish discoloration beneath the nail, and the nail fold

Figure 2: Preoperative and intraoperative photographs views of the lesion.
A : Incision was made on the lesion by lateral access. B : The arrow point to the glomus tumor in its in situ location. The glomus
tumor is under the nail plate of the distal phalanx of right little finger. C : Gross appearance of the excised tumor.
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may become elevated as the tumour
proliferates within the enclosed
space. There are three main clinical
diagnostic tests.? The first is Love’s
pin test, in which the head of a pin
is pressed gently against the tender
lesion to localize the pain. The
second is Hildreth’s test. After the
patient feels severe pain, a tourniquet
is applied to the base of the digit and ¥
Love’s pin test is repeated. For a a
positive result, the patient should not
experience any pain. The last test is
a cold sensitivity test that produces
increased pain when the finger is
exposed to cold. All the symptoms
and clinical diagnostic tests were
negative in our patient.

Imaging exams help the precise localization of tumors and
the pre-surgical evaluation of their size. These are very
important data in the choice of the surgical approach.’
As long as there is no bony erosion, radiographs cannot
be helpful. Ultrasound often shows hypoecogenic lesions;
however, it is an operator-dependent examination.!°
Magnetic resonance is more sensitive and shows the
extension of the lesion.!1? Its greatest advantage is its
high sensitivity (90%), especially if high resolution is used,
detailing the characteristics of the tumor and allowing the
diagnosis while the tumor is still small.>! Glomus tumor
is a vascular entity, reflecting its typically dark on T1 and
bright MRI appearance on T2 weighted images. Post-
gadolinium and fat saturation images further delineate
the mass. Although this signal pattern can be seen with
any vascular tumor, the location at the digits and its small
size should lead one to suspect glomus tumor. However
definitive diagnosis can only be established by histologic
examination.

Once the diagnosis has been accomplished, tumor
excision is the definitive treatment. If there is discoloration
on the nail and palpable sensitive mass, it is easy to

| | e b Y - %
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Figure 3: Histological sections of the tumor.
A : The section demonstrates blood vessels surrounded by a proliferation of round
cells in a fibrous stroma (H & E, x100).
B : The tumor is composed of multiple vascular channels lined by endothelial cells

and aggregates of round cells with darkly staining round to ovoid nuclei and eosinophilic
cytoplasm (H & E, x400).
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determine the location of tumor. It is important to know
the tumor location and size preoperatively by doing MRI
for avoiding incomplete excision which is the most
important factor in recurrence. Surgical total excision is
the standard procedure for glomus tumors.? Complete
excision is curative and necessary to avoid recurrence.
The standard approach is direct transungual excision-:
the nail plate is removed and the incision is made on the
nail bed. It can afford a better exposure for completely
subungual lesions.! An alternate approach is through a
lateral incision. The incision allows exposure to the dorsal
distal phalanx without violating the nail matrix, so
reducing the risk of postoperative nail deformity.2%1°
However, the lateral approach affords a more narrow view
of the tumor bed, with a higher chance of incomplete
excision, compared to the transungual approach.*® In our
case, the lateral approach was enough for complete
excision because the lesion was located on the lateral
aspect as confirmed by preoperative MRI.

Conclusion

We report a rare case of a glomus tumor of terminal
phalanx of little finger with unusual presentation, without
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classical symptoms and with negative clinical tests.
Glomus tumors are difficult to diagnose, particularly since
they are often small and situated deep in the fingertip.
Yet, awareness of the diagnosis is emphasized to prevent
unnecessary delay in treatment. Distal phalangeal
localization should direct the clinician towards the
diagnosis even in absence of clinical triad as in the present
case. In addition, MRI scan should be performed to ensure
proper diagnosis and treatment. Finally, complete surgical
excision should be considered as the curative treatment
of choice for glomus tumors.
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Quadriceps tendon rupture-Ochronosis

an unusual cause

Shantharam Shetty Ajith Kumar, Saurabh Gupta

Abstract

Introduction: Alkaptonuria, a rare hereditary autosomal recessive metabolic disorder, is characterized by accumulation of homogentisic

acid in the connective tissues resulting from lack of the enzyme homogentisic acid oxidase. Tendon injuries and other tendon disorders

represent a common diagnostic and therapeutic challenge in this condition, resulting in chronic and long-lasting problems.

Case report: An adult male aged 63 years presented with spontaneous quadriceps tear, treated with quadricepsplasty and intraoperative

ochronotic black pigment seen.

Conclusion: Ochronosis can unusually present for the first time as spontaneous quadriceps tear. Good short term results seen with end

to end quadricepsplasty without any autologous tissue graft.
Key words —

Ochronosis, quadriceps, alkaptonuria

Introduction

lkaptonuria, a rare hereditary autosomal
recessive metabolic disorder, is characterized by
accumulation of homogentisic acid in the
connective tissues resulting from lack of the enzyme
dark

pigmentation of connective tissues, is the musculoskeletal

homogentisic acid oxidase. Ochronosis,
manifestation of alkaptonuria.l!! The disease results in the
accumulation and deposition of homogentisic acid in the
cartilage, eyelids, forehead, cheeks, axillae, genital region,
buccal mucosa, larynx, tympanic membranes, and
tendons. The disease generally presents in adults with
arthritis and skin abnormalities; occasionally, involvement
of other organs may be seen.?! The main clinical feature
is dark brown colour of urine caused by high urinary
output of homogentisic acid. There are no other symptoms
or signs of the disease until the fourth decade of life when

Dr. Shantharam Shetty M, Head of the department
Dr. Ajith Kumar M, Senior consultant
Dr. Saurabh Gupta, Postgraduate resident

Department of Orthopaedics, Tejasvini Hospital and SSIOT,
Mangalore-575003

ochronosis is developed. Life-long accumulation of
abnormal metabolites becomes overt in form of severe
spondylosis, peripheral arthropathy, tendon rupture, bone
osteoporosis as well as aortic valve stenosis and skin
pigmentation.®® The features of the disease are associated
with affinity of homogentisic acid to the connective tissue
and its effect on collagen structure. Only symptomatic
treatment is applied in case of alkaptonuria and
ochronosis. In alkaptonuric patients, cartilage, fibro
cartilage and tendons are slowly impregnated by
homogentisic acid. This leads to pigment deposition
between and on the surface of collagen fibers (ochronosis)
which hardens the tissues as in leather tanning, and can
render them breakable. Ochronotic intervertebral discs
show a tendency of calcification and ossification, which
produces a characteristic radiological picture. Ochronotic
cartilage is rather often split off in the weight bearing zones
of the knee, shoulder and hip. This is followed by
osteoarthrotic changes with a synovial reaction frequently
leading to an osteochondromatosis.
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Case report

In this article, we report the case of an adult male aged 63
years who presented in our casualty with pain in left lower
thigh and knee region and inability to bear weight on left
leg after a trivial fall at home. No significant past medical
history. No significant family history. On physical
examination, there was tenderness over the proximal pole
of left patella with visible gap in continuity of quadriceps
tendon. Active SLR was not possible. Imaging was done
in form of X rays which showed degenerative
tricompartmental arthritic changes in knee without any
bony injury and MRI scan which showed complete
discontinuity of tendon. Preoperative workup was done
and surgery was planned in form of quadriceps repair.

Ochronosis was an incidental finding intraoperatively,
blackish deposition was found within substance of torn
tendon on both ends. Sample was collected for biopsy
and both ends were curetted and freshened out. End to
end repair was done with no. 5 ethibond.

Postoperative workup was done in form of 24 hour urine
sample darkened in sunlight. Caviar like papules were
found around his eyes and the helix cartilage of his ears,
and on the dorsum of both hands. There were brown

Figure 2 : Intraoperatively, blackish deposition within substance
of torn tendon on both ends
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Figure 1: Xrayswhich showed degenerative tricompartmental
arthritic changes in knee without any bony injury and MRI scan
which showing complete discontinuity of tendon

macules on the sclera (Osler’s sign). Histopathological
examination of blackish material confirmed diagnosis of
ochronosis.

Discussion

This case is unique as the patient presented with
spontaneous rupture of the quadriceps as the first
symptom of alkaptonuria. 6 months follow-up results were
satisfactory: good range of motion, no pain, and no
extension lag (Fig 3). Good short term results in terms of
VAS score and knee society score. Ando W et al, reported
that tendon ruptures in patients with ochronosis should
be treated as pathologic ruptures because histologic
examination reveals that both ends of the ruptured tendon
have extensive black pigment depositions where
homogentisic acid and its metabolites have accumulated,
and there are no normal collagen bundles present. !
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Figure 4: The excised ends with black pigmenmtation

Tendon should be primarily repaired and reinforced with
autologous tissue because there are a few viable cells at
the ruptured site. But in contrast to this, we did not use
any reinforcement autologous tissue. Diagnosis was made
on basis of biopsy sample which confirmed ochronosis
(picture 3). Darkening of urine sample and negative
Benedict’s test further supported diagnosis.®!

Conclusion

Ochronotic quadriceps tear is a rare entity and can present
unusually as spontaneous quadriceps tear as 1% sign. In
view of sparse and controversial literature available unlike
other tendons, no reinforcement with autologous tissue is
required for quadricepsplasty. In cases of spontaneous
quadriceps tendon tears one has to keep in mind the
unusual diagnosis of Ochronosis.

Journal of Karnataka Orthopaedic Association

Figure 3: Good functional recovery
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Hodgkin's lymphoma of thoracic

spine-case report

Rajesh S Bhat, Edward Nazareth, Harsharaj K

Abstract

About 90% of Hodgkin's disease cases originate from lymph nodes whereas 10% from extranodal regions. Patients rarely present with
spinal cord compression due to Hodgkin'’s disease. Primary spinal extradural Hodgkin’s disease which does not have any other organ

involvement in the body is even rarer.

We report a case of a boy aged 17 years who presented with vertebra plana and empherical diagnosis of tuberculosis. After four weeks

patient presented as paraplegia turned out to be Hodgkin's lymphoma. Post chemotherapy, radiotherapy was applied to thoracic

region. and patient showed dramatic improvement.

Key words: Hodgkin’s lymphoma, Vertebra plana

Introduction

ymphomas are malignant neoplasms of lymphoid

lineage. They are broadly classified as either

Hodgkin’s lymphoma or as non-Hodgkin’s
lymphoma (NHL). Hodgkin’s lymphomas classified as
nodular sclerosing, mixed cellularity, lymphocyte
predominant and lymphocyte depleted types!?. Hodgkin's
lymphomas may be treated with radiation therapy,
chemotherapy, or hematopoietic stem cell transplantation,
with the choice of treatment depending on the age and
sex of the patient and the stage, bulk, and histological
subtype of the disease. The disease occurrence shows two
peaks: the first in young adulthood (age 15-35) and the
second in those over 55 years old®.

Vertebra plana is a rare presentation of spinal lymphoma.
When radiological picture of a patient of paraplegia
presents vertebra plana, diagnosis becomes a challenge®.
In a developing country like India tuberculosis should also
be a consideration. Even histology sometimes fails to
conclude a diagnosis.
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Case report

A boy aged 17 years presented to us in orthopaedic
department with back pain following a trivial trauma. He
was seen by a local doctor and treated with analgesics;
details of treatments were not available to us. Since then
pain worsened and he developed difficulty in walking. So
he came our hospital.

Physical examination revealed a tender gibbus deformity
of spine, with severe paraspinal spasm. Sitting and
standing caused marked discomfort. His neurological
functions of lower extremities were intact. The blood
counts were within normal limits except for raised ESR
which was 80mm/hour. The positive history of contact
with a close relative (paternal grandfather) who had
chronic cough with associated weight loss and died shortly
before the child’s admission warranted an initial diagnosis
of Pott’s disease in this patient. Radiographs demonstrated
T9 T10 collapse with appearance of vertebra plana. The
MRI of thoracolumbar spine confirmed collapse of T10
vertebral body with gibbus deformity at lower thoracic
spine and altered signal intensity involving T10, 11, 12
vertebral bodies and intervening disc with minimal pre
and paravetebral soft tissue components suggestive of
Pott’s spine.
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Figure 1, 2: Initial Xrays: T9 T10 collapse with
appearance of vertebra plana.

Figure 3 & 4: MRI of thoracolumbar spine: collapse of T10 vertebral body with altered signal

Journal of Karnataka Orthopaedic Association

components extending into the spinal canal and
significant compression on the spinal cord. Oncology
opinion taken, CT guided biopsy was done and report
suggestive of high grade lymphoma and suggested IHC
for confirmation and subtyping.

Radiation oncology opinion taken and he was put on
palliative radiotherapy of spine 30GY. He was started
on chemotherapy of COP regimen .

At the time of discharge, the patient was able to walk
with crutches while wearing a thoracolumbar orthosis
after second chemotherapy. One year after the
chemotherapy, radiographs showed a solid fusion and
bracing was discontinued. The patient was walking
and

without crutches

without a brace.
Discussion

The present report describes,
to our knowledge, the
lymphoblastic lymphoma
originating as a paraspinal
mass accompanied by
complete paraplegia
(following a collapse of the

vertebrae). The child

intensity involving T10, 11, 12 vertebral bodies

The needle biopsy revealed chronic inflammatory cells with
no evidence of tumour tissue. Based on the clinical,
radiological findings and the inconclusive laboratory
reports, empherical diagnosis of eosinophilic granuloma
or tuberculosis was made. He was put on anti tuberculosis
treatment and discharged with a Taylors brace and was
advised strict bed rest. 4 weeks later the patient presented
in emergency department with paraplegia. His repeat
MRI showed collapse of T10 vertebral body with
extension of altered signal intensity into the posterior
elements of T10 vertebra. On contrast images there is
evidence of peripherally enhancing pre and para vertebral
collection (? Abscess) from T10-12 levels with epidural

presented with neither an
anterior mediastinal mass nor lymphadenopathy, the two
most presenting form of lymphoblastic lymphoma. The
positive history of contact had supported the initial
diagnosis of Pott’s disease in this patient.

Only 5% of cases of Hodgkin's lymphoma may develop
spinal cord compression. In only 0.2% cases, cord
compression is the initial presentation. It is reported that
in the spinal cord, the thoracic segments are most
commonly affected, followed by lumbar region, and rarely
the cervical region?®.

To make a diagnosis of Hodgkin’s lymphoma, one needs
to find the characteristic milieu of cells- lymphocytes,
plasma cells, histiocytes and eosinophils; as well as
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Figure 5, 6, 7 & 8 : repeat MRI: collapse of T10 vertebral body with extension of altered signal intensity into the posterior elements of T10

vertebra. In the contrast images there is evidence of peripherally enhancing pre and para vertebral collection (? Abscess) from T10-12 levels with

epidural components extending into the spinal canal and significant compression on the spinal cord.

mononuclear and binucleate Reed-Sternberg cells. When
there is previous history of Hodgkin’s lymphoma diagnosed
on nodal biopsy, histologic interpretation becomes easy.
In the absence of a previous biopsy, a diligent search has
to be made for Reed-Sternberg cells. The differential
diagnosis of Hodgkin’s lymphoma presenting as spinal
cord compression would include non-Hodgkin’s
lymphoma, non-specific inflammation, tuberculosis and
rarely eosinophilic granuloma*8,

With current treatments, Hodgkin’s lymphomas in most
children are apparently curable through precise histologic
diagnosis, thorough staging of the disease, and multiagent
(and sometimes multimodal) treatment. The short-term
morbidity of chemotherapy regimens is considerable, but
the effects are usually manageable®.

Conclusion

The present report is therefore aimed at raising the clinical

suspicion of Hodgkin's lymphoma of the vertebra in
patients with clinical features are suggestive of tuberculosis
of the spine. The diagnosis of Hodgkin's lymphoma
requires detailed clinical evaluation, status of lymph nodes,
liver, spleen and histo-pathological confirmation.
However, when cord compression is the first manifestation,
the diagnosis is difficult and the patient has to be carefully
examined.
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