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ABSTRACT

Background: Hepatic hemangioma (HH) is described as the most prevalent benign hepatic tumor, and it is usually discovered
incidentally as a symptomless mass of less than 3 cm. Kasabach-Merritt syndrome is described as a rare but severe complication
of some vascular tumors. This syndrome presents as severe thrombocytopenia accompanied by a consumptive coagulopathy.

Case Presentation: A 35-year-old female, with a history of a hepatic tumor that was incidentally diagnosed with an ultrasound,
later develops abdominal distention, petechiae, and prominent hematomas that appear with minimal trauma. At the

initial approach, hematological data of microangiopathic anemia, thrombocytopenia, and consumptive coagulopathy were
accompanied by the histopathological and imaging diagnosis of a Giant HH.

Conclusion: Although, it is a very rare complication, the severity of this syndrome requires a prompt diagnosis and treatment.
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Background

Hepatic hemangioma (HH) is the most prevalent benign
hepatic tumor in the general population with an incidence
ranging from 0.4% to 20% [1]. HH is described, histo-
logically, as dilated vascular lesions covered by a single
endothelial layer, usually septated with fibrous tissue
accompanied by high collagen content regions [2] and a
blood supply acquired from a branch of the hepatic artery
[1,3].

It has been classified histologically as cavernous, cap-
illary, or sclerosing. [1,3,4]. The exact pathophysiology
behind its development remains unknown [4].

Its clinical course is predominantly benign, and it is
found incidentally through imaging studies with a diame-
ter ranging from 1 mm to 3 cm [3,4]. Classification can be
based on its diameter as small (<5 cm), large (5-10 cm),
or giant (>10 cm) [5]. Usually, lesions do not keep grow-
ing, therefore, after their incidental asymptomatic discov-
ery the development of later complications is considered
unlikely [3].

Complications associated with this tumor are infrequent
and are mainly related to the mass effect exerted by the
tumor, for instance presence of pain and/or bleeding due
to rupture [4,5]; however, the Kasabach-Merritt syndrome
(KMS) has been described as a severe complication.
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KMS, which is mainly reported anecdotally through
case reports, is more frequently associated with pediat-
ric populations, although even in pediatrics is rare, with
an incidence <0.07/100,000 inhabitants [2,6,7]; the exact
incidence in adults is unknown [2]. KMS characterized by
severe thrombocytopenia associated with coagulopathy
that behaves similarly to disseminated intravascular coag-
ulation [2,4,6]. The importance of its timely diagnosis and
treatment lies in its severity and high mortality.

Here, we describe a case report of KMS as a complica-
tion due to a giant HH.

Case Presentation

A 35-year-old female patient, previously diagnosed with
hypothyroidism, was admitted with an earlier history of
liver tumor found incidentally through ultrasound by a
gynecological approach. No relevant family history was
referred by the patient and her family. Later, she devel-
oped abdominal distention, petechiae, and prominent
hematomas with minimal trauma.

For the initial approach, laboratory studies, core needle
biopsy, and computed tomography (CT) were performed.
Laboratory results showed normochromic normocytic ane-
mia with hemoglobin of 5.8 g/dl, thrombocytopenia with
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Figure 1. Coronal slide of an abdominal CT. A hepatic gland with morphology distorted,
increased in size, heterogeneous densities, multiple nodular lesions, bigger lesion on
segment VI, presence of some calcifications.

Figure 2. Axial slide of an abdominal CT. Presences of a hepatic gland occupying almost
all the abdomen cavity, presence of hepatomegaly, and stomach in the left posterior side.

73,000 platelets, prothrombin time 14.6 seg, International
Normalized Ratio 1.32, and fibrinogen of 131 mg/ dl.

Liver core needle biopsy indicated a histopathological
diagnosis of HH; abdomen CT exhibited an increased size
of the liver gland, with a maximum axis of 29 cm, as well
as multiple nodular lesions of greater density; the larger
lesion was found in segment VII with a dimension of 10 x
13 cm (Figures 1 and 2).

Initial management was performed through eryth-
rocyte concentrate transfusion without presenting any
improvement in hemoglobin levels even though no bleed-
ing source was found. Confirmation of hemolysis was
done with elevated total bilirubin (total bilirubin: 2.04 mg/
dl, indirect bilirubin: 1.81 mg/dl), high reticulocyte count
(3.80%), and lactate dehydrogenase (370 U/1).

Intra-arterial chemoembolization of HHs was per-
formed, continued by plasmapheresis transfusion and sub-
sequent administration of pooled human plasma. Despite
blood product usage, she continued with thrombocytopenia
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and coagulopathy due to consumption. Later findings
showed a hematological deterioration from the baseline at
the admission, with platelet levels of 64,000, prothrombin
time of 15.8 seconds, International Normalized Ratio of
1.42, and fibrinogen of 158 mg/dl.

Other possible etiologies were ruled out as there were
no data of systemic inflammatory response, neurological
alterations, fever, or alterations in liver function tests,
renal function tests, ADAMSTSI3 metalloproteinase
enzyme levels, procalcitonin or plasma leukocyte levels.

In the clinical context of a Giant HH (diameter >10 cm)
[4] with data of thrombocytopenia, consumption coagu-
lopathy, and microangiopathic hemolytic anemia with no
other possible etiology, a diagnosis of KMS was made.

Discussion

This case report presents a female patient with multiple
HHs (the most common benign liver tumor in the general
population) [1,8], one of them with a dimension of 10 x 13
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cm. This case matches with the principal findings of the
KMS [2.,4,6,9,10] reported in the literature that was con-
sulted for this article, this patient presents severe throm-
bocytopenia associated with a consumptive coagulopathy
in the presence of a Giant HH that could explain the
pathophysiology of this Hematological alteration [2,4].
During the development of this case report, several limita-
tions were encountered related to the limited information
available on KMS in Adults.

Conclusion

The HH is usually asymptomatic and with dimensions that
do not exceed 3 cm in its maximum axis, however, given the
severity of KMS, it is important to take this possible etiology
into account, the timely diagnosis of this deadly complication
is crucial to improve the prognosis. In the case presented, the
diagnosis was made by integrating clinical data, laboratory,
histopathological, and cabinet studies. We conclude that this
pathology requires further investigation, especially with the
treatment, since there is not a definitive consensus, and this
pathology is strongly related to fatal outcomes.

What'’s new?

This syndrome is a very uncommon complication of vascular
tumors and it is more related to pediatric patients. What is
novel about this manuscript is the presentation of an adult
patient as a complication of a Giant HH.

List of Abbreviations
HH Hepatic hemangioma
KMS Kasabach-Merritt syndrome

Conflicts of interest
The authors declare no conflict of interest regarding the publi-
cation of this case report.

Funding
None.

Consent for publication
Informed consent was obtained from the patient for publication
of their information and imaging.

Ethical approval

Ethical approval is not required at our institution for publishing
a case report in a medical journal.

Summary of the case

Author details

Arturo G. Rosales?, Javier A. Martinez?, Julio C. Ortiz-Cruz*, Anabel
M. Garica?, Dalia I. Murillo-Geraldo?, Carlos A. Garcia-Becerra*
Servicio de Terapia Intensiva, Hospital Puerta de Hierro Andares,
Zapopan, Mexico

References

1. Leon M, Chavez L, Surani S. Hepatic hemangioma: what
internists need to know. World J Gastroenterol. 2020
Jan;26(1):11-20. https://doi.org/10.3748/wjg.v26.i1.11

2. MasterS, Kallam D, EI-Osta H, Peddi P. Clinical review: man-
agement of adult Kasabach-Merritt syndrome associated
withhemangiomas.JBlood Disord Transfus.2017;8(5):397.
https://doi.org/10.4172/2155-9864.1000397

3. Bajenaru N, Balaban V, Savulescu F, Campeanu |, Patrascu
T. Hepatic hemangioma. J Med Life. 2015;8(Spec
Issue):4-11.

4.  AzizH, Brown ZJ, Baghdadi A, Kamel IR, Pawlik TM. A com-
prehensive review of hepatic hemangioma management.
J Gastrointest Surg. 2022 Sep;26(9):1998-2007. https://
doi.org/10.1007/s11605-022-05382-1

5. Liu X, Yang Z, Tan H, Xu L, Sun Y, Si S, et al. Giant liver
hemangioma with adult Kasabach-Merritt syndrome:
case report and literature review. Medicine (Baltimore).
2017 Aug;96(31):e7688. https://doi.org/10.1097/
MD.0000000000007688

6. VinodKV,JohnyJ, Vadivelan M, Hamide A. KasabachMerritt
syndrome in an adult. Turk J Hematol. 2017;35(35):200—
16. https://doi.org/10.4274/tjh.2017.0429

7. Vetter-Kauczok CS, Strobel P, Brocker EB, Becker JC.
Kaposiform hemangioendothelioma with distant lym-
phangiomatosis without an association to Kasabach-
Merritt-syndrome in a female adult! Vasc Health Risk
Manag.  2008;4(1):263-6.  https://doi.org/10.2147/
vhrm.2008.04.01.263

8. Concejero AM, Chen CL, Chen TY, Eng HL, Kuo FY.
Giant cavernous hemangioma of the liver with coag-
ulopathy: adult Kasabach-Merritt syndrome. Surgery.
2009  Feb;145(2):245-7.  https://doi.org/10.1016/].
surg.2007.07.039

9.  Frider B, Bruno A, Selser J, Vanesa R, Pascual P, Bistoletti
R. Kasabach-Merrit syndrome and adult hepatic epi-
thelioid hemangioendothelioma an unusual associ-
ation. J Hepatol. 2005 Feb;42(2):282-3. https://doi.
org/10.1016/j.jhep.2004.09.007

10. Aslan A, Meyer Zu Vilsendorf A, Kleine M, Bredt M,
Bektas H. Adult Kasabach-Merritt syndrome due to
hepatic giant hemangioma. Case Rep Gastroenterol. 2009
Nov;3(3):306—12. https://doi.org/10.1159/000242420

1 Patient (gender, age) Female

Final diagnosis Giant HH and KMS

Symptoms

Abdominal distention, abdominal pain, fatigue, petechiae, easy bruising, and hematomas

Does not apply

2
3
4 | Medications
5

Procedure

Intra-arterial chemoembolization, plasmapheresis transfusion, pooled human plasma, and
erythrocyte concentrate transfusion

6 | Specialty

Gastroenterology/Hematology
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