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Introduction

Kaposiform hemangioendothelioma is a rare vascular tumor
of infancy. It is one of the three hemangioma seen in infan-
cy with other two being infantile hemangioma and congenital
hemangioma [1]. It is the least common of all three hemangi-
omas and intermediate malignant potential with tendency to
recur locally [1]. The characteristic features of KHE include its
association with Kasabach-Merritt phenomenon (coagulopathy
with profound thrombocytopenia) in almost half cases and as-
sociated lymphatic malformation in almost 70% cases [1, 2].
It usually present before 2 years of age although few cases
are reported in adult patients. Because of rarity multimodality
imaging features of KHE are lacking. We report two neonates
with Kaposiform hemangioendothelioma (KHE) associated
with thrombocytopenia and describe their clinical, laboratory
and imaging features.

Case 1

A 4 month old boy baby presented with gross swelling of the
right thigh (Fig. 1a) for past 10 weeks. The child was normal
up to 45 days. It started as a small ill-defined red patch, pro-
gressively increased in size and attained the present size. The
skin was shiny and tense. The swelling was firm to hard in
consistency.

Blood investigations revealed normal Prothrombin time with
INR. Activated Partial thromboplastin time is mildly prolonged;
patient’s value is 39.5 (Normal range 25 — 34.8). Platelet count
was low; 15000 / cu mm. Blood born virus screening for HIV,
HBs Ag and HCV were negative.

Ultrasound showed a diffuse infiltrative enlargement of the
thigh tissues involving all compartments with subcutaneous
edema (Fig. 1b).

MRI showed diffuse subcutaneous fat stranding. The infiltra-
tive lesion extended deep with involvement of the muscles
of the anterior and medial compartment and relative sparing
of the posterior compartment muscles. The lesion showed
hyperintense signal on T2-w images and hypointense signal
on T1-w images (Fig. 1c-e). The femur showed normal signal
without any destruction or remodelling.

Provisional diagnosis of Kaposiform hemangioendothelioma
was made. The patient was started on steroids. Patient came
for follow up after a period of 3 months. Platelet counts sig-
nificantly improved from 15,000/ cu mm to 55,000/ cu mm.
There was also mild reduction in the size of the lesion. Patient
was reviewed after 6 months. There is significant reduction in
the mass. The redness over the skin also reduced. We planned
to continue steroids.

Case 2

A 4 months old boy baby presented with gross swelling of the
left thigh (Fig. 2a) for past 3 months. The child was normal up
to 1 month. It started as a small ill-defined red patch, progres-
sively increased in size and grown to attain the present size.

The skin was shiny and stretched. The swelling was firm to
hard in consistency.

Blood investigations revealed Normal Prothrombin time with
INR and activated Partial thromboplastin time. Platelet count
is low; 8000 / cu mm. Blood born virus screening for HIV, HBs
Ag and HCV are negative.

Plain radiograph of the lower limbs showed gross swelling
of the left lower limb. The bones were normal. MRI showed
diffusely infiltrative lesion involving the entire left thigh with
subcutaneous stranding. The lesion was iso-intense on T1,
heterogeneously hyperintense on T2-w images. The under-
lying femur was normal; no cortical breech or bone marrow
changes (Fig. 2d-f).

Differential diagnoses of a vascular lesion in an infant include
kaposiform hemangioendothelioma, tufted angiomas, infantile
myofibromatoses, sarcomas, and metastatic neuroblastomas

Ultrasound guided biopsy of the left thigh lesion was per-
formed. Histopathologic features included Tumour composed
of small lobules of spindle shaped cells with bland nuclei in-
terspersed with capillary sized vascular channels — H&E 400x
suggestive of kaposiform hemangioendothelioma (Fig. 2g)

The patient was started on steroids and being followed up.

Discussion

Kaposiform hemangioendothelioma is a rare vascular tumour
of infancy and childhood [1, 2]. It was confused common-
ly with hemangioma. The disease course and the treatment
are entirely different. It was first described by Zukerberg et al
[1] in 1993 as an aggressive vascular neoplasm of childhood.
There is no sex predilection. It is commonly associated with
Kasabach - Merritt phenomenon (KMP) [4]. The other vascular
tumor described with KMP is tufted angioma. In 1997, Sarkar
M, et al proposed that thrombocytopenic coagulopathy (Ka-
sabach-Merritt phenomenon) is associated with Kaposiform
hemangioendothelioma and not with common infantile he-
mangioma. It can be seen in up to 50% of KHE [1]. Some
vascular tumors are associated with severe thrombocytopenia,
consumptive coagulopathy, and microangiopathic anemia. This
was referred to as Kasabach-Merritt syndrome (KMS), which
was later changed to KMP. This was first described by Kasa-
bach and Merritt in 1940. Other vascular lesion that can show
KMS include tufted angioma.

The common locations involved by KHE are chest wall and
upper limb, lower limb, retroperitoneum and face. Children
with KHE usually presents with low platelet count which is
unresponsive to platelet transfusion. This is due to intrale-
sional entrapment of platelets. This is supported by absence
of hemolysis on peripheral blood smears. Children with Ka-
sabach-Merritt thrombocytopenia are at risk for intracranial,
pleural-pulmonic, intraperitoneal, or Gl haemorrhage with an
associated mortality of 20% to 30% [5].
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KHE usually presents as large infiltrative tumors. Plain radio-
graphs show diffuse enlargement of the extremities and if
present bone remodelling and destruction. Ultrasonography
and Doppler show large ill-defined lesions with diffuse edema
involving all the compartments. On MRI, these lesions are hy-
pointense on T1 and heterogeneously hyperintense on T2-w
images. Associated findings would include cutaneous thicken-
ing, subcutaneous stranding and edema [6]. MRI helps to as-
sess the deeper extent, involvement of the compartment and
bones by the lesion. Differential diagnoses such infiltrative le-
sion in an infant include kaposiform hemangioendothelioma,
tufted angiomas, infantile myofibromatoses and fibrosarco-
mas.

The features that help to differentiate hemangioma form KHE
include association of KHE with Kasabach-Merrit phenomenon
on laboratory findings, diffuse infiltrative nature of the lesion
involving all tissues on imaging, associated lymphatic malfor-
mation on pathology and positivity of certain factors on im-
munohistochemical staining especially antibody D-240 [1, 2].

There is no best single treatment available for KHE. As this
is a rare entity, there is no consensus on the treatment. Vari-
ous treatment modalities used to control or treat KHE include
medical, surgical and endovascular. Surgery can be used if the
lesion is focal, well circumscribed and away from neurovas-
cular bundle. Most of the KHE are diffuse and involve neuro-
vascular bundles as they are infiltrative and locally aggressive.
Surgery cannot be done for large infiltrative lesions.

Medical treatment would include steroids, interferon alfa
and combination chemotherapy with Vincristine, cyclophos-
phamide and actinomycin D [7]. Most commonly used single
chemotherapeutic agent is Vincristine.

Embolization of the feeder arteries is an alternative option.
This can be used as an adjunct to medical treatment. There
are case reports supporting use of embolization and vincristine
for treating KHE [8].

Conclusion

KHE is rare vascular tumour. Clinical findings, laboratory pa-
rameters and imaging findings can suggest the diagnosis. But
biopsy is usually required to confirm the diagnosis. Apart from
suggesting the diagnosis, imaging helps to evaluate extent
and involvement of various structures by the lesion. Aggres-
sive therapy should be done to achieve control of the tumour.
Thrombocytopenia and local complications can lead to death
unless primary tumour and thrombocytopenia are treated.

Figure Legends

Figure 1a. Right thigh is grossly swollen. The skin was
shiny

Figure 1b. Ultrasound of the right thigh shows subcuta-
neous stranding and thickening with enlarged muscles.

Figure 1c, d and e. MRI of the right thigh showed
swelling of the muscles of the thigh and subcutaneous
stranding.

Figure 1f. Follow up photograph shows significant re-
duction in the size of the tumor.

Figure 2a. Gross swelling of the left thigh. The skin was
shiny.

Figure 2b. Plain radiograph of lower limbs show gross
swelling of the left thigh and knee.

Figure 2c. Ultrasound of the left thigh shows subcutane-
ous stranding and thickening with enlarged muscles.

Figure 2d. T1 W axial section at the mid-thigh showed
swelling of the muscles of the thigh and subcutaneous

stranding.

Figure 2e and f. MRI - T2 STIR sequence coronal and sag-
ittal views also confirms the swollen left thigh and sub-
cutaneous stranding.

Figure 2g Histopathology slide - Tumour composed of
small lobules of spindle shaped cells with bland nuclei
interspersed with capillary sized vascular channels - H&E
400x. suggestive of kaposiform hemangioendothelioma.
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