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Case Study

21 years old
Long standing diabetes
— Poorly controlled for several years

Presents with hepatomegaly and ALT and AST in
the 500-600 range

Ultrasound shows fatty liver disease

A biopsy is performed b/c AST/ALT are too high for
typical fatty liver disease
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Case 4

Glycogenic Hepatopathy

Clinical Presentation:

 >95% have type | Diabetes
— All have poorly controlled glucose

— Most commonly present with elevated LFT’s

e elevated transaminase levels and hepatomegaly are almost
universal findings

* Can be DRAMATIC—enzymes can exceed ten times the upper limit
of normal.

* Enzymes levels may fluctuate considerably over time

* In all cases, the liver’s synthetic function is well preserved.

— glycogenic hepatopathy is NOT associated with low albumin levels or
clotting abnormalities




Case 4

Glycogenic Hepatopathy

— Ascites is a rare but dramatic presentation of
glycogenic hepatopathy

» Ascites can be clinically misinterpreted as evidence for
advanced liver disease.

 However, the ascites results from compression of the

sinusoids by the glycogen-laden hepatocytes, which restricts
blood flow within the liver.

* The ascites resolves with adequate control of blood sugar.



Case 4

Glycogenic Hepatopathy

Imaging

* Both fatty liver disease as well as glycogenic
hepatopathy can appear echogenic on
ultrasound evaluation.

— glycogenic hepatopathy often has an erroneous

diagnosis of fatty liver disease at the time of liver
biopsy.




Case 4

Mauriac syndrome

Checklist: Mauriac Syndrome
Growth retardation

Delayed puberty
Cushingoid features
Hypercholesterolemia.
Hepatomegaly
Abnormal liver enzymes

Glycogenic hepatopathy on liver biopsy




Histology

Histology pattern is called
glycogenic hepatopathy
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Glycogenic
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Mild steatosis




Case 4

Glycogenic Hepatopathy

Clinical Presentation:

* Type Il Diabetics are much less common, but
can have similar presentations in the setting of
very poor glucose and insulin control



Type Il DM
GH




Case 4

Differential

Focal glycogenation of hepatocytes is pretty
common in typical fatty liver disease

— Correlates with insulin resistance
— Is not associated with marked LFTs
— Shouldn’t call this finding glycogenic hepatopathy




Glycogenosis
In NAFLD




Case 4

Glycogenic Hepatopathy

Additional Etiologies

Short term high-dose steroid therapy

Anorexia nervosa

Dumping syndrome 2ndary to fundoplication
for gastroesophageal reflux disease
Glycogen storage disease

Urea cycle defects
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Case 4

Differential

* Glycogen storage diseases
— The H&E appearance can very very similar
— The clinical situations are not

* Diabetes, poor glucose control points to glycogenic
hepatopathy

— Fibrosis is not part of glycogenic hepatopathy

* Fibrosis should prompt further investigation



GSD type 1 GSD type 4

GSD type 3 GSD type 9




Case 4

Differential

* Glycogen storing foci
— Incidental finding
— Distinct subcentimeter foci of glycogen in hepatocytes

— Common in resections for primary and metastatic
cancer

— At one time were thought to possibly be precursor for
HCC, but no longer

— Don’t call this focal glycogenic hepatopathy



Glycogen storing
foci




Case 4

Differential

* Glycogen pseudoground glass
— New onset hepatitis
— Drug effect

— Often associated with polypharmacy and
Immunosuppression
* Has not been linked to any specific medication
* Do the HBsAg immunostain

Glycogen pseudoground glass change in hepatocytes. Am J Surg
Pathol.PMID: 16931952



Glycogen pseudo-
ground glass




Case 4

Take home points

* Triad of clinical findings in glycogenic hepatopathy:

— Poorly controlled blood sugar levels, almost all patients
with type | DM

— Hepatomegaly
— Elevated liver enzymes

* Glycogenic hepatopathy looks like fatty liver by US
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Take home points

* Histology:
— Diffuse hepatocyte clearing and swelling
— Sometimes steatosis also present

— Complete clinical and histological recovery when
blood sugar control obtained

— Not fibrogenic



Thank You

The End.



