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Abstract

Introduction: Kasabach Merritt (KM) phenomenon is consumption coagulopathy in a

vascular neoplasm. The combination of haemangioma, thromboc nfagand coagulopathy

is termed Kasabach-Merritt phenomenon. Vascular neoplasms 2 on in children

adults. Radiotherapy was the treatment of chai
the absence of life threatening complicati ate effects. The other

radiotherapy. Conclusi gh radiation therapy is not considered in children with KM

pheno considered as an option of treatment in adults with KM

phenomenon,
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Introduction: Vascular neoplasm is
commonly encountered in paediatric age
group and majority involutes by 8 to 10
years of age. One of the life-threatening
complications arising in these vascular
neoplasms is bleeding due to consumption
coagulopathy, which is known as the
Kasabach-Meritt phenomenon ™.  This
phenomenon is mostly observed in
neonates and rarely in adults. Historically,
radiotherapy was widely used to treat these
vascular neoplasms with Kasabach-Merritt
phenomenon, but it has been slowly
replaced by

neoplasm presenting with |
bleeding  due

phenomenon

ing swelling in the
left side ofs\Jowerfback of six years

duration. She had no vascular lesion

childhood.

examination revealed a large, tender,

during her Physical

compressible,  soft  tissue  swelling
involving the entire lumbar region on the
left side. The maximum dimension of the
lesion was about 15x15 cms. It was not

pulsatile, and thg no associated

ion or purpura.

no

atelogic  laboratory
results revealediayptatelet count of 42000
cell/cumm, haemoglobin of 9.4 g/dL and a
evated prothrombin time. CT
revealed multiple vertebral
aemangioma and a large mass in the
ubcutaneous plane of the left lumbar
region, extension into the muscles of the
posterior abdominal wall with pre-and
para-vertebral component in the lower
thoracic and lumbar region, involvement
of the root of the mesentery and lesser
omentum and a large left pleural effusion

(Figurel).
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[Figure 1: Pre RT CT thorax in 2003

[Lobulated mass in the subcutaneous plane i the left lumbar region with left
ipleural effusion

The arterial supply was from lumbar &
intercostal arteries. Venous drainage was

into paravertebral venous plexus, azygos &

hemiazygos vein. Pleural aspirate revealed g’to hemorrhagic

hemorrhagic fluid indicating bleeding into effusion. platelet counts

pleural cavity. Biopsy was deferred in increased t al values in 5 weeks’

view of risk of life-threatening bl ime and the lesion showed regression.

Radiotherapy was given to the swellin s after the treatment, she

using telecobalt megavoltage beam to a emained well with no clinically palpable
elling though CT imaging showed
residual mass and the pleural effusion had
resolved (Figure 2). Biopsy of the residual
lesion showed a benign angiomatous

lesion. (Figure3)

Significant reduction in the soft tissue component
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Figure 3: Histopathology
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She was asymptomatic with no swelling olume loss,

palpable and normal platelet count in her ¥s5t inflammatory
last followup in March 2013(Figure 4). CT changes left lung  (Figureb).

scan showed similar findings as before
Figure: 4 Clinical photograph 2013

g
i

Skin discoloration and no palpable swelling
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[Figure: 5 CT thorax March 2013

Volume loss in left hemithorax with pleural thickening and postinflammatory
changes left lung

Discussion: Kasabach- Merritt hemangioend@thelioma, tufted angioma

phenomenon is characterised by profound and less ly in other vascular

thrombocytopenia, microangi eoplasms®I®. Due to this heterogeneity,

hemolytic  anemia, a er considered a syndrome but a

coagulopathy and an enla

lesion either a ) )
adiotherapy was once a widely used

haemangioendothelj o
treatment for vascular neoplasms, but it is

no longer considered appropriate in the
absence of life-threatening complications
due to the late effects® associated with it.
Other treatment modalities include surgical
excision, embolisation, laser surgery and

_ ) ) pharmacological agents like steroids,
settings, involving a variety of vascular . o
_ interferon  alpha,  vincristine  and
neoplasms have been broadly designated }
_ ) cyclophosphamide. There are no
as Kasabach-Merritt syndrome. It is now ) ) )
_ ) prospective studies or randomized control
known that Kasabach-Merritt syndrome is ) ) ) o
o trials comparing the different modalities,
clinically  heterogeneous, = commonly )
] ] ] hence, treatment for Kasabach-Meritt
associated with kaposiform A
phenomenon has been largely empirical ).
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In literature, the radiotherapy
dose used ranges from 8 Gy to 20 Gy and
10 Gy is reported to be sufficient by many
(21314 Response to radiotherapy is 60-
100% ™. This dose response has been
predominantly observed in neonates with
Kasabach-Merritt phenomenon and the
dose response in adults is not clear since
this phenomenon is rare in adults. A trend
towards greater percentage of complete
response with higher doses of radiotherapy
(30 Gy and greater) has been observed for
the treatment of vascular neoplasms in
adults’®. Vascular neoplasms in
patients have been treated with hig
doses since they are regarded less

e used

presence of life-threatening intrapleural
bleeding, which could become catastrophic
if adequate response was not achieved with
lower doses of radiotherapy. The objective
response to radiotherapy in our patient was

slow and so was the platelet recovery and

restoration  of profile.

Complete

that in appropriately selected
, radiotherapy is an effective and a
aluable treatment for benign vascular
eoplasms with Kasabach-Merritt

phenomenon.
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