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Case Presentation Discussion 

Figure 2: Sagittal contrast-enhanced CT image of 
abdomen/pelvis demonstrated hepatomegaly (arrow).  

Hospital Course 

• Mauriac syndrome is a rare complication of poorly controlled T1 DM,
first described in 1930

• The exact incidence of this syndrome is unknown. It occurs evenly in
both males and females, most common in adolescence

• Etiology is not clear. It is probably multifactorial due to insulin
deficiency, poor glycemic control, inadequate tissue uptake and
glucose utilization, decreased growth hormone and insulin-like
growth factor-1, and a circulating hormone inhibitor, concomitant
autoimmune diseases, resistance or defective action of the hormone
receptors

• It can present with malnutrition, growth failure, cushingoid features,
delayed puberty, hypercholesterolemia, and hepatomegaly

• Syndrome can be associated with other autoimmune diseases like
Addison’s disease, autoimmune gastritis, celiac disease, and
hypothyroidism

• Treatment includes improved glycemic control

• Reports have shown that glucose management with adequate daily
insulin leads to normalization of liver enzymes and hepatomegaly
resolution. Hence liver biopsy is usually unnecessary

• Rapid improvement of glycemic control causes appearance or
worsening of retinopathy. Therefore, continuous insulin therapy is
useful since there are no large glycemic variations and there is a
gradual improvement of metabolic control

• Mauriac syndrome is a rare clinical condition but should be
considered in the differential diagnosis when patients present with
hepatomegaly, elevated liver enzymes, with poorly controlled type 1
DM

For additional information please contact 
Sowmya Srinivas M.D : 
sowmya.srinivas@arnothealth.org 
Sang Lee M.D: sang.lee@arnothealth.org 

Figure 1: Axial contrast-enhanced CT image of abdomen 
and pelvis demonstrated hepatomegaly (arrow) 

• Management- Intravenous fluids and insulin drip as per
DKA protocol and transitioned to the insulin sliding scale
shortly after tolerating her diet with her glucose below 200
and closed anion gap

• During the hospital course, transaminitis continued to
worsen with AST 420 and ALT 149, which was believed to
be related to cholestasis from ceftriaxone

• The patient was diagnosed with Mauriac syndrome with
the growth chart obtained by her pediatrician, and she
was referred to endocrinologist for further management
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• A 17-year-old female presented to ED with  nausea, vomiting,
epigastric pain, and malaise for one day

• The patient stated that she missed her long-acting insulin at
night and her fasting glucose was elevated at 240

• She described that these symptoms were similar to her
previous episode of DKA three years prior to this visit

• PMH: Insulin dependent type 1 diabetes diagnosed at two
years of age

• The patient smoked and vaped.  Do not drink alcohol or do
illicit drugs

• Vitals on presentation: Afebrile, BP 129/95, pulse 151,,
respiratory rate 24, and oxygen saturation 99% on room air

• Physical exam: Unremarkable except for short stature,
cushingoid facial features, and diffuse abdominal tenderness
on palpation

• Initial workup:

 

 

• Beta hydroxybutyrate 8.84, amylase 51, lactic acid 7.5,
magnesium 1.9, GGTP 76, osmolality 307, anion gap 26 

• Urinalysis – positive for ketones but negative for protein or
blood

• Imaging-
Abdominal ultrasound –hepatomegaly measuring 20 cm
without intrahepatic dilations or no cystic or solid mass
lesions.

CT abdomen and pelvis – massive hepatomegaly  measuring 
26 cm (Figure 1 and 2). 
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