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Abstract

a case of a patient with early-onset palatal myoclonus.

triangle, Ataxia, Dysarthria

Background: Wernekink commissure syndrome causes a peculiar combination of internuclear ophthalmoplegia,
dysarthria, and delayed-onset palatal myoclonus. Palatal myoclonus is thought to be secondary to delayed hypertrophic
degeneration of the bilateral inferior olivary nuclei secondary to involvement of bilateral dentatoolivary tract. We describe

Case presentation: A 53-year-old Caucasian man with several vascular risk factors presented to our emergency room
with slurred speech, double vision, difficulty with swallowing and walking, and rhythmic contractions of the soft palate.
Brain magnetic resonance imaging showed an acute infarct of the right caudal midbrain and an old infarct of the right
medulla. We hypothesize that the cause of early palatal myoclonus in our patient was a two-hit mechanism with
degeneration of the right olivary nucleus resulting from prior right medullary lacunar stroke with the new infarct affecting
the dentato-rubro-olivary tract on the left side, causing bilateral dysfunction initiating palatal myoclonus.

Conclusions: Wernekink commissure syndrome with palatal myoclonus at onset suggests the presence of a prior
ischemic insult in the medulla. Careful examination is important to identification of this presentation.

Keywords: Wernekink commissure syndrome, Internuclear ophthalmoplegia, Palatal myoclonus, Guillain-Mollaret

Background

Wernekink commissure syndrome is a rare midbrain
syndrome characterized by bilateral cerebellar ataxia,
internuclear ophthalmoplegia, dysarthria, and delayed-
onset palatal myoclonus or Holmes tremor secondary to a
stroke in the paramedian caudal midbrain region [1-4].
The midbrain derives most of its blood supply from the
posterior cerebral arteries through penetrating perforators
from the P1 segment and the basilar artery. Depending on
the location and extent of infarction in the caudal
midbrain, the clinical presentation can be variable. Because
the medial midbrain is densely packed with structures
such as oculomotor nuclei, descending cerebellar tracts,
medial longitudinal fasciculus, and central tegmental tract,
a lesion in this area can present with internuclear ophthal-
moplegia on the affected side, unilateral or bilateral ataxia,
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dysarthria, dentatorubral tremor, and delayed-onset palatal
myoclonus secondary to hypertrophic degeneration of
bilateral inferior olivary nuclei [1-10]. Symptoms are
mostly bilateral at presentation, because the paramedian
caudal midbrain contains descending cerebellar tracts,
central tegmental tract, and other important white matter
tracts crossing the midline, making it difficult for the
untrained eye to localize the lesion to one vascular territory.

To the best of our knowledge, cases of Wernekink
commissure syndrome due to midbrain infarction
presenting with internuclear ophthalmoplegia, ataxia,
and palatal myoclonus at symptom onset have not been
reported in the literature to date.

Case presentation

A 53-year-old right-handed white man presented to the
emergency room of our institution with a 2-day history of
double vision, dysarthria, and difficulty with swallowing
and walking. His symptoms were sudden in onset with
gradual worsening. He could not walk owing to fear of
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falling and was unable to eat or drink because of choking.
His double vision was worse with horizontal gaze to the
left side. He noticed clumsiness and incoordination in
both upper and lower extremities. A review of systems
was unremarkable for headache, nausea, vomiting, fever,
facial pain, new-onset weakness or numbness, neck pain
or stiffness, or weight and appetite loss. The patient’s past
medical history was significant for hypertension, type 2
diabetes mellitus, hyperlipidemia, obstructive sleep apnea,
and right medullary infarction 2 years prior to presentation.
He had residual left-sided weakness and ambulated with a
cane at baseline. He denied smoking, drinking alcohol, and
use of recreational drugs. His home medications included
amlodipine, atenolol, clopidogrel, gabapentin, insulin, losar-
tan, metformin, spironolactone, and ibuprofen.

At presentation, the patient’s systolic blood pressure was
elevated in the range of 200-220 mmHg. His physical exam-
ination was significant for disconjugate eye movements with
multidirectional nystagmus, right-sided medial rectus palsy
on left-sided horizontal gaze suggestive of right-sided inter-
nuclear ophthalmoplegia (INO), no afferent pupillary defect,
and a normal pupillary reflex and fundus examination. His
facial sensations were normal to fine touch and painful stim-
uli. There was no facial muscle weakness. He had continu-
ous, involuntary, and rhythmic contractions of the soft palate
without an audible clicking sound. The results of the patient’s
motor examination were significant for spasticity, mild weak-
ness, and brisk deep tendon reflexes in the left upper and
lower extremities. His sensations were diminished to vibra-
tion up to the ankles bilaterally with unremarkable fine touch
and pain sensation. He had abnormal finger-to-nose and
heel-to-shin test results in the upper and lower extremities
bilaterally. He was unable to stand with his eyes open. No
tremors were noticed in his head or upper and lower
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extremities. His National Institutes of Health Stroke Scale
score was 6 (2 points each for dysarthria, ataxia, and left-
sided upper and lower extremity drift). The differential diag-
noses considered were possible multifocal infarction in the
posterior circulation; demyelinating diseases such as acute
demyelinating encephalomyelitis, multiple sclerosis, and neu-
romyelitis optica; and neuroinfectious diseases such as Whip-
ples disease and neurosarcoidosis. Acute stroke was
considered high in the differential diagnosis, given his mul-
tiple uncontrolled vascular risk factors, prior history of
stroke, and the acuity of symptom onset.

The patients blood workup revealed leukocytosis of
18,900 cells/mm?® (reference range 3600—11,200 cells/mm?),
which decreased to 14,800 cells/mm? the next day. He had
mild elevation of blood urea nitrogen at 27 mg/dl (reference
range 9-25 mg/dl) and creatinine at 1.34 mg/dl (reference
range 0.7-1.3 mg/dl) at admission, which were normalized
the following day with intravenous hydration. We thought
that the patient’s leukocytosis and slightly elevated renal
parameters were due to dehydration. The result of his
urine toxicology screen was unremarkable. A clopidogrel
resistance panel showed a subtherapeutic response with
adenosine diphosphate inhibition of 31% (reference range
50-100%). He had a glycated hemoglobin Alc of 7.6 g %,
low-density lipoprotein level of 178 mg/dl, and triglyceride
level of 359 mg/dl. A computed tomographic (CT) scan of
the patient’s head showed mild burden of small vessel dis-
ease without hemorrhage or early signs of ischemic stroke.
CT angiography of his head and neck showed chronic oc-
clusion of the V4 segment of the right vertebral artery with
distal reconstitution by collateral branches 5 mm before the
origin of the basilar artery with a sessile aneurysm measur-
ing 7 mm x 7 mm at the basilar tip (Fig. 1). On day 2 of the
patient’s admission, magnetic resonance imaging of the

bilateral posterior cerebral and superior cerebellar arteries

Fig. 1 Computed tomographic angiogram of the head and neck coronal sections. a Severe atherosclerotic stenosis of the right vertebral artery at
the V4 segment with complete occlusion prior to the formation of the basilar artery (red arrow). b Basilar tip sessile aneurysm giving off
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brain showed a small area of restricted diffusion in the right
caudal midbrain suggestive of acute lacunar infarct with
additional findings of chronic infarction in the right caudal
medulla and T2 hyperintensity with hypertrophy of the right
inferior olivary nucleus (Fig. 2). His electrocardiogram
showed sinus rhythm with no arrhythmias on continuous
telemetric monitoring during hospitalization. A transtho-
racic echocardiogram showed normal ejection fraction,
moderate concentric left ventricular hypertrophy along with
diastolic dysfunction, and no right-to-left shunting. The eti-
ology of stroke was possibly secondary to vessel-to-vessel
thromboembolism resulting from severe intracranial athero-
sclerotic disease of the right vertebral artery. He was started
on dual antiplatelet therapy with aspirin and clopidogrel.
We also optimized his modifiable vascular risk factors by
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adjusting his antihypertensive and statin medications for
secondary prevention of ischemic stroke. He was dis-
charged to an inpatient rehabilitation center on day 3. The
patient was lost to follow-up.

Discussion

Our patient had a unique presentation of Wernekink
commissure syndrome with tetra-ataxia, internuclear
ophthalmoplegia, and palatal myoclonus at the onset of
a caudal midbrain lacunar infarction. To the best of our
knowledge, such a case has not been reported in the
literature to date. Palatal myoclonus is known to occur
as a late phenomenon due to hypertrophic degeneration
of bilateral inferior olivary nuclei. It is not the case in
our patient with prior right medullary infarction causing

Fig. 2 Brain magnetic resonance imaging axial sections. a and b Diffusion-weighted imaging and apparent diffusion coefficient sequences show
diffusion restriction in the right caudal midbrain region. ¢ and d T2-weighted fluid-attenuated inversion recovery sequences show hyperintensity
in the right caudal midbrain with acute infarction and hypertrophic degeneration of the right olivary nucleus (red arrow)
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degeneration of the ipsilateral inferior olive with the new
caudal midbrain infarction affecting the decussation of
dentato-rubro-olivary tracts. This may have caused dys-
function of bilateral dentato-rubro-olivary tracts leading
to palatal myoclonus at the onset of stroke.

Wernekink commissure syndrome was first described by
Lhermitte in 1941 and first published in 1958. It was
named after German anatomist Friedrich Wernekink, who
gave the description of brachium conjunctivum as a
horseshoe-shaped commissure [11]. The Wernekink com-
missure consists of two important white matter tracts: the
ascending dentato-rubro-thalamic tract and the descending
dentato-rubro-olivary tract. The ascending dentato-rubro-
thalamic tract connects the dentate nucleus of the cerebel-
lum through the superior cerebellar peduncle to the
contralateral red nucleus and thalamus. The descending
dentato-rubro-olivary tract connects dentate and inter-
posed nuclei of the cerebellum with the contralateral red
nucleus through the superior cerebellar peduncle and the
inferior olivary nucleus in the medulla [12]. Lesions of the
Wernekink commissure at the caudal midbrain may
damage the dentato-rubro-thalamic or dentato-rubro-
olivary pathways, which leads to early or delayed Holmes
tremor and delayed-onset palatal myoclonus or tremor,
respectively. The clinical presentation varies depending on
the vascular distribution of midbrain arterial perforators
that arise from the tip of the basilar artery, superior
cerebellar arteries, and precommunicating P1 segment of
posterior cerebral arteries called interpeduncular fossa
perforators [13]. Owing to the proximity of the medial
longitudinal fasciculus and trochlear nucleus to the
brachium conjunctivum and dentate-rubro-olivary tracts, a
caudal midbrain infarction either unilaterally or bilaterally
can cause bilateral cerebellar ataxia, dysarthria, multidirec-
tional nystagmus, unilateral or bilateral internuclear oph-
thalmoplegia, and variable eye movement disorders [1-10].
In contrast to the cases previously reported in the literature
(Table 1) with palatal myoclonus occurring several months
after ischemic stroke, our patient presented with palatal
myoclonus from the onset. Matsuo et al. and Tuna et al,
in their case reports, hypothesized that delayed palatal
myoclonus was secondary to lesions involving the Guillain-
Mollaret triangle leading to delayed transsynaptic degener-
ation of bilateral inferior olivary nuclei [7, 14, 15]. The
onset of palatal myoclonus with acute stroke in our patient
questions this hypothesis because there was no evidence of
left inferior olivary nucleus degeneration seen on imaging
(Fig. 1d, arrow). We hypothesize that the cause of early
palatal myoclonus in our patient was due to a two-hit
mechanism with degeneration of the right olivary nucleus
from prior right medullary infarct and acute right caudal
midbrain infarct affecting the dentato-rubro-olivary tract
on the left side owing to interruption at the decussation,
causing bilateral dysfunction and initiating the palatal
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myoclonus. As described by Bolen et al. and Mossuto-
Agatiello et al., despite the degeneration of bilateral olivary
nuclei, their patients did not develop palatal myoclonus,
thus defining the heterogeneity of this syndrome and its
unclear pathophysiology [1, 8]. Vascular neurologists
should be aware of this unique midbrain lacunar stroke
syndrome presenting with an interesting palatal movement
disorder, which can be very disabling for the patient.

Conclusions

Wernekink commissure syndrome is one of the rare
paramedian caudal midbrain stroke syndromes that can
cause tetra-ataxia, internuclear ophthalmoplegia, dysarth-
ria, variable eye movement disorders, Holmes tremor, and
delayed palatal myoclonus. Palatal myoclonus as a pre-
senting symptom at stroke onset is rare and might suggest
prior brainstem ischemic lesions causing hypertrophic
olivary nucleus degeneration.

Abbreviations

CAD: Coronary artery disease; CT: Computerized tomography; DM: Diabetes
mellitus; ESRD: End-stage renal disease; HLD: Hyperlipidemia;

HTN: Hypertension; INO: Internuclear ophthalmoplegia; MI: Myocardial
infarction; MRI: Magnetic resonance imaging; PVD: Peripheral vascular disease

Acknowledgements
Not applicable.

Funding
Not applicable.

Availability of data and materials
Not applicable.

Authors’ contributions

MC, NM, and AB participated in the conception and design of this case
report as well as the drafting and revising of the manuscript, images, and
table. All authors read and approved the final manuscript.

Ethics approval and consent to participate
Institutional review board approval is not required for publishing case
reports at University of Missouri Healthcare. Thus, there are no ethical
concerns related to publishing this case report.

Consent for publication

Written informed consent was obtained from the patient for publication of
this case report and any accompanying images and videos. A copy of the
written consent is available for review by the Editor-in-Chief of this journal.

Competing interests
The authors declare that they have no competing interests.

Publisher’s Note
Springer Nature remains neutral with regard to jurisdictional claims in
published maps and institutional affiliations.

Author details

1Depar’[mem of Neurology, University of Missouri, DC. 047, CE530, CS&E
Building, 5 Hospital Drive, Columbia, MO 65212, USA. 2Departn’went of
Neurology, University of Florida, HSC Box 100236, Gainesville, FL 32610, USA.



Mullaguri et al. Journal of Medical Case Reports (2018) 12:113

Received: 2 August 2017 Accepted: 13 March 2018
Published online: 01 May 2018

References

1.

Bolen RD, Balakrishnan MDN. Palatal myoclonus, eight-and-a-half syndrome,
and Holmes tremor in a patient from a single brainstem lesion. J Neurol Sci.
2014;347:411-2.

Dai Al, Wasay M. Wernekink commissure syndrome: a rare midbrain
syndrome secondary to stroke. J Pak Med Assoc. 2006,56:289-90.

Kim TW, Yoo S, Koo J. Wernekink commissure syndrome secondary to
ischemic stroke: severe dysarthria is one of the main characteristics of this
syndrome. Neurol Sci. 2014;35:1475-7.

Krespi Y, Aykutlu E, Coban O, Tungay R, Bahar S. Internuclear
ophthalmoplegia and cerebellar ataxia: report of one case. Cerebrovasc Dis.
2001;12:346-8.

Martin PJ, Chang HM, Wityk R, Caplan LR. Midbrain infarction: associations
and etiologies in the New England Medical Center Posterior Circulation
Registry. J Neurol Neurosurg Psychiatry. 1998;64:392-5.

Zhu'Y, Liu HN, Zhang CD. Wernekinck commissure syndrome is a pure
midbrain infarction. J Clin Neurosci. 2010;17:1091-2.

Tuna B, Sahan MH. Palatal myoclonus [in Turkish]. Kulak Burun Bogaz Ihtis
Derg. 2014;24:38-41.

Mossuto-Agatiello L. Caudal paramedian midbrain syndrome. Neurology.
2006;66:1668-71.

Menéndez DF, Cury RG, Barbosa ER, Teixeira MJ, Fonoff ET. Hypertrophic olivary
degeneration and Holmes' tremor secondary to bleeding of cavernous
malformation in the midbrain. Tremor Other Hyperkinet Mov (N Y). 2014;4:264.
Sato S, Toyoda K, Kawase K, Kasuya J, Minematsu K. A caudal mesencephalic
infarct presenting only with tetra-ataxia and tremor. Cerebrovasc Dis. 2008;
25:187-9.

Lhermitte F. The cerebellar syndrome: anatomo-clinical study in the adult
[in French]. Rev Neurol (Paris). 1958:98:435-77.

Voogd J, van Baarsen K. The horseshoe-shaped commissure of Wernekinck
or the decussation of the brachium conjunctivum methodological changes
in the 1840s. Cerebellum. 2014;13:113-20.

Pedroza A, Dujovny M, Ausman JI, Diaz FG, Cabezudo AJ, Berman SK, et al.
Microvascular anatomy of the interpeduncular fossa. J Neurosurg. 1986;
64(3):484-93.

Matsuo F, Ajax ET. Palatal myoclonus and denervation supersensitivity in the
central nervous system. Ann Neurol. 1979,5:72-8.

Shinohara M, Tatsumi S, Yamamoto T. Myorhythmia emerging on day 15 in
a case of an infarction in the midbrain-pontine tegmentum [in Japanesel.
Rinsho Shinkeigaku. 2007;47:507-11.

Liu H, Qiao L, He Z. Wernekink commissure syndrome: a rare midbrain
syndrome. Neurol Sci. 2012;33:1419-21.

Sheetal S, Byju P. Wernekink commissure syndrome. Neurol India. 201664
1055-7.

Zhou C, He Y, Chao Z, Zhu Y, Wang P, Wang X, Liu S, Han W, Wang J.
Wernekink commissure syndrome secondary to bilateral caudal paramedian
midbrain infarction presenting with a unique "heart or V" appearance sign:
case report and review of the literature. Front Neurol. 2017,8:376.

Page 7 of 7

Submit your next manuscript to BioMed Central
and we will help you at every step:

* We accept pre-submission inquiries

e Our selector tool helps you to find the most relevant journal

* We provide round the clock customer support

e Convenient online submission

* Thorough peer review

e Inclusion in PubMed and all major indexing services

e Maximum visibility for your research

Submit your manuscript at

www.biomedcentral.com/submit () BiolVled Central




	Abstract
	Background
	Case presentation
	Conclusions

	Background
	Case presentation
	Discussion
	Conclusions
	Abbreviations
	Funding
	Availability of data and materials
	Authors’ contributions
	Ethics approval and consent to participate
	Consent for publication
	Competing interests
	Publisher’s Note
	Author details
	References

