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Case Report

SARS-CoV-2 precipitated Kasabach-Merritt syndrome in a child with angioma infantile
and acute lymphoblastic leukemia: Case Report

Sindrome de Kasabach-Merritt precipitado por SARS-CoV-2 en un nifio con
angioma infantil y leucemia linfoblastica aguda: Reporte de Caso
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ABSTRACT

Background: We describe an 8-month-old boy with
leukemia and SARS-CoV-2 infection who developed
Kasabach-Merritt phenomenon. He had a positive SARS-
COV-2 RT-PCR sample. Hematologic tests showed
coagulopathy and intestinal involvement. She was
managed in emergency receiving transfusion support
and in hospitalization with social isolation measures,
she started propanolol and corticotherapy as initial
treatment of infantile angiomas. She presented with
symptoms of intestinal obstruction and underwent
surgery and evidence of hemorrhagic infarction with
foci of intestinal ischemic necrosis, ending in ileostomy.
We tried to understand a pathophysiological
explanation of the dermatologic and gastrointestinal
tract involvement by the virus and the atypical form of
COVID-19. Given the emerging evidence of endothelial
and vascular involvement in COVID-19, the
development of tests to detect vascular lesions may be
critical to guide the use of new therapeutic strategies.

Keywords: Kasabach-Merritt Syndrom; Child;
Pediatrics; SARS-CoV-2 (Source: DeCS-BIREME).

RESUMEN

Introduccion: Describimos a un nino de 8 meses
con leucemia e infeccion por SARS-CoV-2 que
desarrollo el fenomeno de Kasabach-Merritt.
Tenia una muestra de RT-PCR de SARS-COV-2
positiva. Las pruebas hematoldgicas mostraron
coagulopatia y afectaciéon intestinal. Fue
manejada en emergencia recibiendo apoyo
transfusional y en hospitalizacion con medidas de
aislamiento social, inicio propanolol y
corticoterapia como tratamiento inicial de los
angiomas infantiles. Presenté sintomas de
obstruccion intestinal y fue intervenida
quirirgicamente y se evidenci6 infarto
hemorragico con focos de necrosis isquémica
intestinal, terminando en ileostomia. Intentamos
comprender una explicacion fisiopatologica de la
afectacion dermatologica y del tracto
gastrointestinal por el virus y la forma atipica de
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COVID-19. Dada la evidencia emergente de la afectacion endotelial y vascular en COVID-19, el desarrollo de pruebas para
detectar lesiones vasculares puede ser critico para guiar el uso de nuevas estrategias terapéuticas.

Palabras Clave: Sindrome de Kasabach-Merritt; Nifio; Pediatria; SARS-CoV-2 (Fuente: DeCS-BIREME).

INTRODUCTION

The association between giant hemangioma and
thrombocytopenia was described by Haig Kasabach and
Katharine Merritt in 1940, Kasabach Merritt syndrome is
usually a rapidly growing vascular anomaly causing
consuming coagulopathy, thrombocytopenia,
hypofibrinogenemia, Dimero d high, microangiopathic
hemolytic anemia, prolonged prothrombin time and partial
thromboplastin time; this syndrome is 90% associated with
Kaposiform Hemangioendothelioma®®. KHE has an
unpredictable course and with visceral infiltration are
considered extensive and unresectable lesions, so they have

a poor prognosis*.

CASE PRESENTATION

An 8-month-old boy with debut of acute lymphoblastic
leukemia and angioma infantile who presented with
Kasabach Merritt syndrome precipitated by SARS-CoV-2
infection. According to the mother, 5 days ago he presented
fever, rhinorrhea and describes a violaceous lesion in the
right dorsal region. RNA testing for SARS coronavirus 2 was
performed on a respiratory specimen by RT-PCR and was
positive. A 6 x 7 cm diameter, indurated, purplish-red lesion
with superficial telangiectasias was observed [Figure 1].
Thoracic angiography showed vascular pedicle in the dorsal
trajectory related to vascular structures branches of the
intercostal 11 and 12 without organ involvement [Figure 2].
Blood tests on the fifth day show severe thrombocytopenia
7000/mm3 (150000- 400000/mm3), leukopenia 1740/mm3
(5000-14500/mm3), and severe neutropenia 130/mm3
(1800-8000/mm3), positive C-reactive protein 24.9 mg/dl (0-
1mg/dl) and hypoalbuminemia 2.89 g/dl (3,2-4,8g/dl),
elevated prothrombin time 103.48 sec (10,5-17 sec), INR 11.
45, d-dimer 15.4 ug/ml (0-0,54 ug/ml), partial
thromboplastin time and undetectable fibrinogen (200-400
mg/dl), ferritin 561.3 ng/ml (28-365 ng/ml), receiving
platelet transfusions, cryoprecipitate, propanolol and
methylprednisolone. Prior to the start of treatment with
propranolol, a cardiological evaluation was performed.
Propranolol was used according to the initial management of
infantile angiomas, and corticosteroids in case of suspected
kaposiform hemangioma, with transient improvement. After
two weeks of hospitalization he presented vomiting,
abdominal distension, painful abdomen on palpation, with
suspicion of intestinal obstruction and underwent surgery,
presenting abdominal perforation and ending with functional
ileostomy. The biopsy of the intestinal segment described
hemorrhagic infarction lesions with foci of ischemic necrosis,
without evidence of thrombi.
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Day 5

Admission

Tumor with poorly defined borders, turgid, warm, violaceous coloration, with presence
of telangectasias.

Figure 1.
Evolving dermatological images of the vascular lesion

Figure 2.
Thoracic Tomography

The images describe a soft tissue lesion in the lower right
posterolateral thoracic wall measuring 11mm thick and 5.9
cm in greatest diameter, related to vascular structures of the
intercostal branches 11 and 12 on the same side, best
represented in arterial phase.

DISCUSSION

The wide range of underlying causes and mechanisms of
cutaneous involvement in viral infections justifies that SARS-
CoV-2 infection may trigger cutaneous or vascular
alterations.

The mechanisms of vascular injury in COVID-19 appear to be
related to inflammation, endothelial injury and thrombosis®.
Above all, increased immune responses and cytokine storms
cause thrombotic disorders in patients with severe COVID-19,
with high levels of d-dimer being found in most patients with

COVID-19",

SARS-CoV-2 infection may be a precipitating factor of
Kasabach-Merritt phenomenon and intestinal
coagulopathies.
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It should be reported that the observed vascular cutaneous
manifestations, should also pay attention in predicting the
prognosis of patients with COVID - 19 [8]. Treatment of KM is
supportive and prevention of life-threatening complications
while addressing the underlying tumor®. This condition
caused by COVID-19 focuses on gastrointestinal
decompression, fluid resuscitation, hemodynamic support,
surgical resection of necrotic bowel, and restoration of blood
flow to the ischemic bowel".

CONCLUSIONS

SARS-CoV-2 in children with cancer can precipitate the
formation of giant vascular lesions with Kasabach-Merritt
phenomenon. Coagulopathy caused by SARS-CoV-2 exposure
requires evaluation of all organs at risk for thrombosis. SARS-
CoV-2 in children with comorbidities may pose a critical risk,
including admission to a pediatric intensive care unit.
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