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Introduction

Kasabach-Merritt Phenomenon (KMP) is a life

threatening clinical picture characterized by

thrombocytopenia, consumption coagulopathy with

a low fibrinogen level and microangiopathic hemolytic

anemia in the presence of a rapidly enlarging vascular

lesion (1). Affected infants may manifest high output

cardiac failure as a result of increased blood flow

through the vascular lesions. It can be lethal; the

estimated overall mortality rate ranges from 10-37%

(2). Kaposiform hemangioendothelioma is the

responsible lesion most of the time, Retroperitoneal

involvement is significant determinant of the mortality.

Early treatment is important to prevent fatal bleeding.

MRI and ultrasonography are both effective tools for

determining the extension of the lesion hence the

prognosis and for assessing their response to therapy

(3,4).

We would like to  present a 2 month old boy with

KMP, successfully treated with vincristine  therapy.

Case

A two month old patient was admitted to our

outpatient clinic with   rapid enlargement of a

congenital mass in his back  and an ecchymosis

extending around it. Physical findings on admission

showed an elevated, tense, dark purple to red tumor

of about 15 ×20 cm in size at the right lumbocasral

region (Fig. 1). His family history was unremarkable.

His mother was gravida 1, para 1. His birth weight

was 3420 g, and Apgar score was 9/10. Laboratory

findings on admission: hematological examination

revealed anemia (Hb 9.2 g/dL) and decreased platelets

count (9 × 10³/mm³) and  prothrombin time more

than 18 seconds, partial prothrombin time more than

78 seconds and fibrinogen level of 1.5 mg/dl.

Ultrasonography revealed affluent vessels into the

tumor, and computed tomography disclosed a tumor

affluent with vessels in the lumbosacral region.  The
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patient was diagnosed as having kaposiform

hemangioendothelioma  accompanied by KMP. He

was immediately treated with intravenous mega dose

methylprednisolone pulse therapy (30 mg/kg per day

for 3 days and 20 mg/kg per day for the following 4

days)  and intravenous fresh frozen plasma. After

mega dose methylprednisolone treatment, dose tapered

to 2 mg/kg day in three divided dose and continued

for four weeks. Course after steroid therapy is seen

in (Fig. 2). Although the deep purple discoloration

of the  lesion resolved a little bit towards pink, platelet

and fibrinogen levels did not improve, requiring

platelet transfusions and fresh frozen plasma almost

daily. His platelet count was between 1-50× 10³/mm³.

Then, the patient was lost to follow-up for two weeks.

When the patient showed up we learned that interferon

was applied in  another center  during this periods

but his condition got worse and congestive heart

failure was developed. He was admitted to our

pediatric intensive care unit.. After obtaining informed

consent from the parents, we started 1 mg/m2 per

dose of Vincristine (VCR)  once a week when he was

4 months of age. His hemoglobin level was 9.4 g/dL,

platelets count: 6 × 10³/mm³ and prothrombin time

more than 16.2 seconds, partial prothrombin time

30.3 seconds and fibrinogen level of 91 mg/dl.

Reduction of the haemangioma size was recognized

after the fourth dose of VCR, the platelet count

increased to 115 × 10 ³/mm  and coagulation

abnormality improved at one month of therapy.  Then,

additional five times of VCR was administered to

Figure 2. After steroid therapy, thrombocyte and fresh frozen plasma,
ecchymoses regresses.

the patient once a month. The platelet count

normalized and coagulation abnormality was not

detected when he was x months of age (Fig. 3).

Figure 1. Huge echimotic lesion at presentation
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Figure 3. After 2 months of vincristine treatment.

Discussion

Kasabach-Merritt Phenomenon never occurs with the

common infantile hemangiomas. Rather it is

associated with Kaposiform hemangioendothelioma

that is a more invasive vascular tumor and usually

present at birth. Contrary to common cutaneous

hemangiomas, MRI shows a large and infiltrative

lesion involving multiple tissue planes and unsuitable

for surgical resection. It is not expected to demonstrate

complete regression after thrombocytopenia subsided.

Therefore, cure is not expected, but KMP is not

usualafter infancy.  In cases of Kasabach- Merritt

phenomenon, heparin or aspirin plus dipyridamole,

pentoxifylline, and steroids plus epsilon-aminocaproic

acid, fresh frozen plasma have proven to be useful

in treating the associated consumptive coagulopathy

(5-7). Interferon á 2a or 2b has demonstrated

promising results in cases resistant to corticosteroids

(8-10). If all of the above treatment modalities fails,

chemotherapy with vincristine may be an alternative

choice. Most studies showed that vincristine

successfully controlled the disease complications

(11-15). We tried mega-dose corticosteroid as a first

line therapy but his conditions got worse. Interferon-

alpha was started in another center and continued for

15 days, there after congestive heart failure developed

and radiation therapy was offered.

We started vincristine therapy and got a  dramatic

answer Neuropathy is the most expected side effect.

With the dosage we applied no side effects were

observed Multimodal treatment with antiproliferative

drugs may be selected when bleeding threatens life.

Vincristine was also reported to result in less residue

which also favors it as a first line choice. Vincristine

therapy represent  a safe and effective treatment

option for the management those  alarming

hemangiomas(16).

As conlusion, vincristin therapy may  be suggested

instead of multidrugs as first line therapy in patients

with KMP.
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