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Introduction

Mitochondria are intracellular organelle involved in
ATP production present in all cells except erythrocytes. His-
torically mitochondrial diseases were considered to be neuro-
muscular diseasel'l.Mitochondrial disease, once thought to be a
rare clinical entity, is now recognized as an important cause of
a wide range of neurologic, cardiac, muscle, and endocrine dis-
orders . Kearns Sayre syndrome is a rare mitochondrial disease,
Involving deletion of mitochondrial DNA®X!. It has three pheno-
type KSS, Pearson syndrome and Progressive external opthal-
moplegia.

In 1958 first case was reported. The incidence of KSS
is 1 to 3 cases per100000 population®.

Case Report

A 67 year old female patient admitted in gynecology
ward with diagnosis of procedencia for vaginal hysterectomy.
Her past medical history showed that she is known asthmatic
on inhaler, Rheumatoid arthritis and Depression. She develops
progressive muscle weakness especially extra ocular muscle so
unable to open her eyes, due to skeletal muscle weakness she
even become functional class three. Her ECG showed normal
rhythm and no conduction abnormality, ejection fraction 55%,
Hemoglobin and Electrolytes were within normal limit.

Keeping in view that general anesthetics usually act on
mitochondria we opt regional anesthesia for this case. Patient
tolerated procedure well and no complications were identified
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within 24 hours and patient discharged from the hospital in fol-
lowing week.

Pertaining to anesthesia management we try to avoid
giving neuromuscular agent. Spinal anesthesia were planned
with Bupivacaine 8mg and 25ug fentanyl after all aseptic mea-
sure L3 L4 space identified local anesthesia xylcaine 1% injected
through 27 gauge needle then trocar introduced in L3 L4 inter-
vertebral space than 25 gauge pencil point spinal needle passed
through it when free flow of cerebral spinal fluid seen drug bu-
pivacaine 8mg and 25 micro gram fentanyl loaded slowly then
immediately patient positioned changed from sitting to supine
blood pressure reading adjusted to one minutes after few min-
utes level of block cheeked with pin prick and ice cubes .when
level of block achieved we asked surgeon to start positioning for
surgery. Initially blood pressure went down to more than 20% of
initial reading so ephedrine in titrated doses given. There were
no bradycardia or arrthymia encountered. During whole surgery
we especially paid attention to pressure area because of general-
ized weakness. Viginal hysterectomy finished within two hours
uneventfully.

Patient was monitored postoperatively in post anesthet-
ic care unit, she remained vitally stable and no adverse event
happened, shown in figure.
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Discussion

The mitochondrial myopathies consist of a heteroge-
neous group of disorders caused by structural and functional
abnormalities in mitochondria leading to involvement of the
nervous system and muscles as well as other organ systems. The
peculiar genetic characteristics of mitochondrial DNA impart
distinctive properties to these disorders!.

Metabolic Myopathies (MM) are rare inherited primary
muscle disorders that are mainly due to abnormalities of mus-
cle energy metabolism resulting in skeletal muscle dysfunction.
These diseases include disorders of fatty acid oxidation, glycog-
enolytic muscle disorders and mitochondrial respiratory chain
(MRC) diseasel.

As these patient may underwent any surgical proce-
dures the best anesthesia options is a main consideration for an
anesthetist to avoid any complication due to anesthetic drugs.
Anesthetic management of patients with mitochondrial myop-
athies should begin with careful investigation of the medical
history and a complete physical examination to exclude possi-
ble associated comorbidities, as well as hypotonia, cardiac dys-
rhythmias, epileptic seizures, stroke-like episodes, gastrointesti-
nal dysmotility, diabetes, and lactic —acidosis*®!.

Mitochondrial disease represents probably hundreds of
different defects, both genetic and environmental in origin, and
is thus difficult to characterize. The specter of possible delayed
complications in patients caused by inhibition of metabolism
by anesthetics, by remaining in a biochemically stressed state
such as fasting/catabolism, or by prolonged exposure to pain is a
constant worry to physicians caring for these patients. Here, we
review the considerations when caring for a patient with mito-
chondrial diseasel”.
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Conclusion

Keeping in mind the literature review of the choice of
anesthesia consideration in patient with mitochondrial myopa-
thies we decided to opt for spinal anesthesia and it was found to
be safer choice.
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