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[Abstract] Objective To summarize the clinical, pathological and genetic features of 10 patients
with late - onset mitochondrial encephalomyopathy with lactic acidosis and stroke-like episodes (MELAS).
Methods and Results The clinical data of 10 patients with late - onset MELAS were retrospectively
analyzed from January 2007 to December 2018. Muscle biopsy was performed in 8 cases. Polymerase
chain reaction-fragment length polymorphism (PCR-RFLP) analysis and whole sequencing of mitochondrial
DNA (mtDNA) were used to screen mtDNA mutations, and the mutation load of m.3243A > G in blood was
detected by pyrophosphate sequencing. The onset age of the first stroke-like episodes were 40-67 years old
in all patients. The main manifestations included epilepsy, aphasia, headache, dementia, mental disorder,
limb paralysis and visual impairment. Past history revealed 5 cases with diabetes mellitus, 6 with deafness,
3 with hypertension and 2 with stroke. Six patients had a family history of maternally inherited diabetic
mellitus, and 2 had a family history of MELAS. Laboratory examination revealed 6 cases with
hyperlipidemia, 6 with carotid atherosclerosis, 1 with stenosis of right internal carotid artery and middle
cerebral artery. Brain MRI showed cortex lesions involving one or more lobes in all patients, and 4 cases

also had multiple infarctions in brainstem and basal ganglia. Muscle biopsy demonstrated ragged red fiber
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(RRF) and strongly succinate dehydrogenase-stained vessels (SSVs) in all of 8 patients except one. Genetic
analysis identified 9 cases with m.3243A > G, and 1 with m.10191T > C mutation. The blood mutation load
of m.3243A > G was 9%-33% in 7 cases. Conclusions The clinical phenotype of patients with late-onset

MELAS was not significantly different from that of typical patients. However, the age of onset in late-onset

MELAS was late, and it could be complicated with a variety of cerebrovascular risk factors and
atherosclerosis. The hotspot mutation of this group of late-onset MELAS patients was m.3243A > G, but the

mutation rate in blood was low.
[Key words] MELAS syndrome;
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Figure 1 Brain MRI findings of Case 9 A 53-year-old
male patient was diagnosed as acute ischemic stroke and
MELAS  successively. Axial T. - FLAIR
hyperintensity in the left temporal and occipital lobes (the
acute stage of stroke-like episodes; arrow indicates, Panel la).
Axial DWI revealed acute infarction of right thalamus (arrow
indicates, Panel 1b).

disclosed

Figure 2 Muscle biopsy of Case 9 x200 RRF was observed in the muscle bundle (arrow indicates). MGT staining The ragged
blue fibers (thin arrow indicates) and SSVs (thick arrow indicates) could be seen. SDH staining
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ESPN aims to organize an outstanding scientific and educational congress to facilitate the spread and exchange of

knowledge, skills and attitudes, between experts, researchers, clinicians and trainees, and to continue the development of pediatric

neurosurgery in Europe.

The ESPN Congress is organized on a biennial basis (traditionally in late April-early May) by the acting ESPN President in his

country of origin. It is ESPN’s main educational activity since its first organization in 1967 in Vienna, Austria, which constituted

the Society’s inaugural occasion. The Scientific Program is drafted by the ESPN Scientific Committee, in collaboration with the

ESPN
Neurosurgery and sister disciplines.

research and clinical practice lavishly provides for oral and poster presentations.

President.

Plenary sessions host a series of invited lectures delivered by renowned experts in the field of Pediatric

Abstract submission on topics covering all major aspects of concurrent Pediatric Neurosurgery

Vibrant discussion is an integral part of all

sessions, with the strategic positioning of Panel Tables on major issues addressed.

55th Annual Congress of Canadian Neurological Sciences Federation 2020

Time: June 7-10, 2020
Venue: Banff, Alberta, Canada

Website: http://congress.cnsfederation.org/

The 55th Canadian Neurological Sciences Federation (CNSF) Congress 2020 will take place in Banff, Alberta, Canada on June
7-10, 2020. This is a collegial meeting providing multidisciplinary courses relevant to all neuroscience specialties.

By the end of the Congress, delegates will be able to discuss advances in the management of acute and chronic neurological
and neurosurgical disorders and their imaging appearances, discuss new findings in neurological and neurosurgical disorders and
the role of neuroimaging in diagnosis and management, describe advances in neurological, neurosurgical and/or and neuroimaging
care and techniques; and identify areas where there are gaps in learning (unperceived needs) not realized before attending the

Congress and extend this professional learning after the Congress to the enhanced care of patients.



