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PROFESSIONAL STATEMENT

The principal research strategy in the Developmental Neurogenetics Laboratory is to apply mutational analysis to
learn how genes regulate neuronal excitability and network synchronization within the mammalian central nervous
system. Spontaneous and transgenic mutations that express neurological phenotypes in the mouse provide a
valuable opportunity to identify excitability genes and examine their role in synaptic plasticity in the developing
brain. Brain wave (EEG) phenotypes emerge from altered neuronal signaling properties, and are of special interest.
Six mouse mutants causing spike-wave synchronization of the neocortex have been discovered in our laboratory,
and four (tottering, lethargic, ducky, and stargazer) are linked to mutations of subunits of neuronal voltage-gated
calcium ion channels. Study of these mice have led to the identification of novel members of the gene family, and
a new understanding of how related molecules rescue function and determine selective vulnerability within
thalamocortical pathways. Other new mouse models for human epilepsy syndromes involving mutant ion channel,
receptor, and synaptic vesicle proteins are being analyzed to pinpoint the neural network and specific
electrophysiological abnormalities characteristic of the human disorder. We also explore the presynaptic release
process and activity-induced changes of downstream gene expression in epileptic brain to identify regulatory
pathways that are critical mechanisms of disease progression.

At present, mutant mouse models of inherited disorders in neuronal excitability are under investigation using in
vitro cell physiology and optical fluorescence measurements of ion channel activity and exocytosis in presynaptic
terminals of mouse brain slices, as well as molecular anatomical techniques including laser-capture microspcopy
and realtime quantitative PCR, in situ hybridization and immunohistochemistry, and microarray analysis of
seizure-activated mRNAs. These studies form the basis for development of strategies to selectively correct the
tissue expression of neuronal gene errors early in development.

In collaboration with the Baylor Human Genome Sequencing Center, a large-scale translational genomic research
study examining variants in human ion channel genes is currently in progress. The Human Channelopathy Project
will evaluate the contribution of SNP profiles in several hundred ion channel subunit genes to the complex
inheritance of neurological excitability disorders such as epilepsy.
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CERTIFICATION

« American Board of Psychiatry and Neurology, Neurology

EDUCATION

e M.D., Yale University, Conn.

e Ph.D., Stanford University, Stanford, Calif.

e B.A., Reed College, Ore.

e Residency, Neurology, Massachusetts General Hospital, Boston, Mass.
e Fellowship, , Harvard University, Mass.

CONSULT
713-798-7528

CLINICAL INTERESTS

Epilepsy and inherited neurological disease

RESEARCH INTERESTS

e Gene control of neuronal excitability within the developing mammalian CNS
e Inherited neurological diseases
e Epilepsy

GRANTS (NIH FUNDING)

e Noebels JL (Principal Investigator). Excitability and plasticity in developing epileptic brain. National Institute
of Neurological Disorders and Stroke R01 grant (PA-13-302); $6,840,145 awarded in direct costs, Sept. 1,
1991-Aug. 31, 2019.

* Noebels JL (Principal Investigator). SUDEP research alliance: cardiac gene and circuit mechanisms;
application 7 of 7. National Institute of Neurological Disorders and Stroke U0O1 grant (RFA-NS-14-004);
$1,290,000 awarded in direct costs, Sept. 30, 2014-July 31, 2019.

* Noebels JL (Principal Investigator). In vivo recruitment of neocortical neurons in stargazer absence seizures.
National Institute of Neurological Disorders and Stroke R21 grant (PA-13-303); $125,000 awarded in direct
costs, May 1, 2015-April 30, 2017.

e Noebels JL (Principal Investigator). Predictive Genes, Mechanisms, and Clinical Biomarkers of SUDEP.
National Institute of Neurological Disorders and Stroke P20 grant (RFA-NS-11-006); $1,301,318 awarded in
direct costs, Sept. 26, 2011-Aug. 31, 2014.

e Noebels JL (Principal Investigator). Parallel Sequence Profiling of lon Channels in Epilepsy. National Institute
of Neurological Disorders and Stroke R01 grant (PAS-03-092); $5,109,546 awarded in direct costs, Aug. 15,
2004-May 31, 2011.

* Noebels JL (Principal Investigator). Course Development in the Neurobiology of Disease. National Institute on
Aging R25 grant (RFA-MH-05-011); $116,531 awarded in direct costs, Sept. 30, 2005—-Aug. 31, 2008.

* Noebels JL (Principal Investigator). Neurophysiology Database of Inbred Mutant Strains. National Institute of
Neurological Disorders and Stroke R0O1 grant (RFA-MH-99-006); $619,087 awarded in direct costs, Sept. 30,
1999-June 30, 2004.

JOURNAL PUBLICATIONS

1.

2.

Abreo TJ, Thompson EC, Madabushi A, Soh H, Varghese N, Vanoye CG, et al. Plural molecular and cellular
mechanisms of pore domain KCNQ2 encephalopathy. bioRxiv. 2024;:. PMID: 38260608.

Aiba I, Ning Y, Noebels JL. A hyperthermic seizure unleashes a surge of spreading depolarizations in
Scnla-deficient mice. JCI Insight. 2023;8(15):€170399. PMID: 37551713.

Curry RN, Aiba |, Meyer J, Lozzi B, Ko Y, McDonald MF, et al. Glioma epileptiform activity and progression are
driven by IGSF3-mediated potassium dysregulation. Neuron. 2023;111(5):682-95 €9. PMID: 36787748.

Goethe EA, Deneen B, Noebels J, Rao G. The role of hyperexcitability in gliomagenesis. Int J Mol Sci.
2023;24(1):. PMID: 36614191.

Huang-Hobbs E, Cheng YT, Ko Y, Luna-Figueroa E, Lozzi B, Taylor KR, et al. Remote neuronal activity drives
glioma infiltration via Sema4f. bioRxiv. 2023;:. PMID: 36993539.

Huang-Hobbs E, Cheng YT, Ko Y, Luna-Figueroa E, Lozzi B, Taylor KR, et al. Remote neuronal activity drives
glioma progression through SEMA4F. Nature. 2023;619(7971):844-50. PMID: 37380778.
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Hussain T, Sanchez K, Crayton J, Saha D, Jeter C, Lu Y, et al. WWOX P47T partial loss-of-function mutation
induces epilepsy, progressive neuroinflammation, and cerebellar degeneration in mice phenocopying human
SCAR12. Prog Neurobiol. 2023;223:102425. PMID: 36828035.

Okoh J, Mays J, Bacq A, Oses-Prieto JA, Tyanova S, Chen CJ, et al. Targeted suppression of mMTORC2 reduces
seizures across models of epilepsy. Nat Commun. 2023;14(1):7364. PMID: 37963879.

Villacres JE, Riveira N, Kim S, Colgin LL, Noebels JL, Lopez AY. Abnormal patterns of sleep and waking
behaviors are accompanied by neocortical oscillation disturbances in an Ank3 mouse model of
epilepsy-bipolar disorder comorbidity. Transl Psychiatry. 2023;13(1):403. PMID: 38123552.

Aloi MS, Thompson SJ, Quartapella N, Noebels JL. Loss of functional System x-c uncouples aberrant postnatal
neurogenesis from epileptogenesis in the hippocampus of Kcnal-KO mice. Cell Rep. 2022;41(8):111696.
PMID: 36417872.

Liang JH, Alevy J, Akhanov V, Seo R, Massey CA, Jiang D, et al. KCTD7 deficiency induces myoclonic seizures
associated with Purkinje cell death and microvascular defects. Dis Model Mech. 2022;15(9):. PMID:
35972048.

Ning Y, Noebels JL, Aiba I. Emx1-Cre is expressed in peripheral autonomic ganglia that regulate central
cardiorespiratory functions. eNeuro. 2022;9(5):. PMID: 36192157.

Aiba |, Noebels JL. Kcng2/Kv7.2 controls the threshold and bihemispheric symmetry of cortical spreading
depolarization. Brain. 2021;144(9):2863-78. PMID: 33768249.

Loring KE, Mattiske T, Lee K, Zysk A, Jackson MR, Noebels JL, et al. Early 17beta-estradiol treatment reduces
seizures but not abnormal behaviour in mice with expanded polyalanine tracts in the Aristaless related
homeobox gene (ARX). Neurobiol Dis. 2021;153:105329. PMID: 33711494.

Massey CA, Thompson SJ, Ostrom RW, Drabek J, Sveinsson OA, Tomson T, et al. X-linked serotonin 2C
receptor is associated with a non-canonical pathway for sudden unexpected death in epilepsy. Brain
Commun. 2021;3(3):. PMID: 34396109.

Hatcher A, Yu K, Meyer J, Aiba |, Deneen B, Noebels JL. Pathogenesis of peritumoral hyperexcitability in an
immunocompetent CRISPR-based glioblastoma model. J Clin Invest. 2020;130(5):2286-300. PMID:
32250339.

Lam AD, Noebels J. Night watch on the Titanic: Detecting early signs of epileptogenesis in Alzheimer disease.
Epilepsy Curr. 2020;20(6):369-74. PMID: 33081517.

Liu CH, Seo R, Ho TS, Stankewich M, Mohler PJ, Hund TJ, et al. beta spectrin-dependent and domain specific
mechanisms for Na(+) channel clustering. elife. 2020;9:. PMID: 32425157.

Miao QL, Herlitze S, Mark MD, Noebels JL. Adult loss of Cacnala in mice recapitulates childhood absence
epilepsy by distinct thalamic bursting mechanisms. Brain. 2020;143(1):161-74. PMID: 31800012.

Siehr MS, Massey CA, Noebels JL. Arx expansion mutation perturbs cortical development by augmenting
apoptosis without activating innate immunity in a mouse model of X-linked infantile spasms syndrome. Dis
Model Mech. 2020;13(3):. PMID: 32033960.

Yu K, Lin CJ, Hatcher A, Lozzi B, Kong K, Huang-Hobbs E, et al. PIK3CA variants selectively initiate brain
hyperactivity during gliomagenesis. Nature. 2020;578(7793):166-71. PMID: 31996845.

Aiba |, Noebels JL. Adrenergic agonist induces rhythmic firing in quiescent cardiac preganglionic neurons in
nucleus ambiguous via activation of intrinsic membrane excitability. J Neurophysiol. 2019;121(4):1266-78.
PMID: 30699052.

Chen CJ, Sgritta M, Mays J, Zhou H, Lucero R, Park J, et al. Therapeutic inhibition of mMTORC2 rescues the
behavioral and neurophysiological abnormalities associated with Pten-deficiency. Nat Med.
2019;25(11):1684-90. PMID: 31636454.

Mahoney JM, Mills JD, Muhlebner A, Noebels J, Potschka H, Simonato M, et al. 2017 WONOEP appraisal:
Studying epilepsy as a network disease using systems biology approaches. Epilepsia. 2019;60(6):1045-53.
PMID: 31087652.

Noebels JL. Brainstem spreading depolarization: Rapid descent into the shadow of SUDEP. Brain.
2019;142(2):231-3. PMID: 30698758.

Chen C, Holth JK, Bunton-Stasyshyn R, Anumonwo CK, Meisler MH, Noebels JL, et al. Mapt deletion fails to
rescue premature lethality in two models of sodium channel epilepsy. Ann Clin Transl Neurol.
2018;5(8):982-7. PMID: 30128323.

Meyer J, Maheshwari A, Noebels J, Smirnakis S. Asynchronous suppression of visual cortex during absence
seizures in stargazer mice. Nat Commun. 2018;9(1):1938. PMID: 29769525.

Ogiwara I, Miyamoto H, Tatsukawa T, Yamagata T, Nakayama T, Atapour N, et al. Nav1.2 haplodeficiency in
excitatory neurons causes absence-like seizures in mice. Commun Biol. 2018;1:96. PMID: 30175250.

Huang CY, Zhang C, Ho TS, Oses-Prieto J, Burlingame AL, Lalonde J, et al. alphall spectrin forms a periodic
cytoskeleton at the axon initial segment and is required for nervous system function. J Neurosci.
2017;37(47):11311-22. PMID: 29038240.

John Lin CC, Yu K, Hatcher A, Huang TW, Lee HK, Carlson J, et al. Identification of diverse astrocyte
populations and their malignant analogs. Nat Neurosci. 2017;20(3):396-405. PMID: 28166219.

Lam AD, Deck G, Goldman A, Eskandar EN, Noebels J, Cole AJ. Silent hippocampal seizures and spikes
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identified by foramen ovale electrodes in Alzheimer's disease. Nat Med. 2017;23(6):678-80. PMID:
28459436.

Lopez AY, Wang X, Xu M, Maheshwari A, Curry D, Lam S, et al. Ankyrin-G isoform imbalance and
interneuronopathy link epilepsy and bipolar disorder. Mol Psychiatry. 2017;22(10):1464-72. PMID: 27956739.

Maheshwari A, Akbar A, Wang M, Marks RL, Yu K, Park S, et al. Persistent aberrant cortical phase-amplitude
coupling following seizure treatment in absence epilepsy models. J Physiol. 2017;595(23):7249-60. PMID:
28901011.

Moyer JT, Gnatkovsky V, Ono T, Otahal J, Wagenaar J, Stacey WC, et al. Standards for data acquisition and
software-based analysis of in vivo electroencephalography recordings from animals. A TASK1-WG5 report of
the AES/ILAE Translational Task Force of the ILAE. Epilepsia. 2017;58 Suppl 4:53-67. PMID: 29105070.

Noebels J. Precision physiology and rescue of brain ion channel disorders. J Gen Physiol. 2017;149(5):533-46.
PMID: 28428202.

Tang M, Gao G, Rueda CB, Yu H, Thibodeaux DN, Awano T, et al. Brain microvasculature defects and Glutl
deficiency syndrome averted by early repletion of the glucose transporter-1 protein. Nat Commun.
2017;8:14152. PMID: 28106060.

Aiba I, Wehrens XH, Noebels JL. Leaky RyR2 channels unleash a brainstem spreading depolarization
mechanism of sudden cardiac death. Proc Natl Acad Sci U S A. 2016;113(33):E4895-903. PMID: 27482086.

Bomben VC, Aiba I, Qian J, Mark MD, Herlitze S, Noebels JL. Isolated P/Q calcium channel deletion in layer VI
corticothalamic neurons generates absence epilepsy. J Neurosci. 2016;36(2):405-18. PMID: 26758833.

Hernandez CC, Klassen TL, Jackson LG, Gurba K, Hu N, Noebels JL, et al. Deleterious rare variants reveal risk
for loss of GABAA receptor function in patients with genetic epilepsy and in the general population. PLoS
One. 2016;11(9):e0162883. PMID: 27622563.

Holmes GL, Noebels JL. The epilepsy spectrum: Targeting future research challenges. Cold Spring Harb
Perspect Med. 2016;6(7):. PMID: 27371672.

Horvath A, Szucs A, Barcs G, Noebels JL, Kamondi A. Epileptic seizures in Alzheimer disease: A review.
Alzheimer Dis Assoc Disord. 2016;30(2):186-92. PMID: 26756385.

Maheshwari A, Marks RL, Yu KM, Noebels JL. Shift in interictal relative gamma power as a novel biomarker for
drug response in two mouse models of absence epilepsy. Epilepsia. 2016;57(1):79-88. PMID: 26663261.

Noebels J. Hippocampal abnormalities and sudden childhood death. Forensic Sci Med Pathol.
2016;12(2):198-9. PMID: 27094436.

Siehr MS, Noebels JL. Early rescue of interneuron disease trajectory in developmental epilepsies. Curr Opin
Neurobiol. 2016;36:82-8. PMID: 26517286.

Aiba I, Noebels JL. Spreading depolarization in the brainstem mediates sudden cardiorespiratory arrest in
mouse SUDEP models. Sci Transl Med. 2015;7(282):282ra46. PMID: 25855492.

Glasscock E, Voigt N, McCauley MD, Sun Q, Li N, Chiang DY, et al. Expression and function of Kv1.1 potassium
channels in human atria from patients with atrial fibrillation. Basic Res Cardiol. 2015;110(5):505. PMID:
26162324.

Kole MJ, Qian J, Waase MP, Klassen TL, Chen TT, Augustine GJ, et al. Selective loss of presynaptic potassium
channel clusters at the cerebellar basket cell terminal pinceau in ADAM11 mutants reveals their role in
ephaptic control of Purkinje cell firing. J Neurosci. 2015;35(32):11433-44. PMID: 26269648.

Nakao A, Miki T, Shimono K, Oka H, Numata T, Kiyonaka S, et al. Compromised maturation of GABAergic
inhibition underlies abnormal network activity in the hippocampus of epileptic Ca2+ channel mutant mice,
tottering. Pflugers Arch. 2015;467(4):737-52. PMID: 24947601.

Noebels J. Pathway-driven discovery of epilepsy genes. Nat Neurosci. 2015;18(3):344-50. PMID: 25710836.

Noebels JL. Single-gene determinants of epilepsy comorbidity. Cold Spring Harb Perspect Med. 2015;5(11):.
PMID: 26525453.

Bomben V, Holth J, Reed J, Cramer P, Landreth G, Noebels J. Bexarotene reduces network excitability in
models of Alzheimer's disease and epilepsy. Neurobiol Aging. 2014;35(9):2091-5. PMID: 24767949.

Born HA, Kim JY, Savjani RR, Das P, Dabaghian YA, Guo Q, et al. Genetic suppression of transgenic APP
rescues Hypersynchronous network activity in a mouse model of Alzheimer's disease. J Neurosci.
2014;34(11):3826-40. PMID: 24623762.

Guerrini R, Noebels J. How can advances in epilepsy genetics lead to better treatments and cures? Adv Exp
Med Biol. 2014;813:309-17. PMID: 25012387.

Klassen TL, Bomben VC, Patel A, Drabek J, Chen TT, Gu W, et al. High-resolution molecular genomic autopsy
reveals complex sudden unexpected death in epilepsy risk profile. Epilepsia. 2014;55(2):e6-12. PMID:
24372310.

Maheshwari A, Noebels JL. Monogenic models of absence epilepsy: Windows into the complex balance
between inhibition and excitation in thalamocortical microcircuits. Prog Brain Res. 2014;213:223-52. PMID:
25194492,

Olivetti PR, Maheshwari A, Noebels JL. Neonatal estradiol stimulation prevents epilepsy in Arx model of
X-linked infantile spasms syndrome. Sci Transl Med. 2014;6(220):220ral2. PMID: 24452264.
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Ozkan ED, Creson TK, Kramar EA, Rojas C, Seese RR, Babyan AH, et al. Reduced cognition in Syngapl
mutants is caused by isolated damage within developing forebrain excitatory neurons. Neuron.
2014;82(6):1317-33. PMID: 24945774.

Qi Y, Wang J, Bomben VC, Li DP, Chen SR, Sun H, et al. Hyper-SUMOylation of the Kv7 potassium channel
diminishes the M-current leading to seizures and sudden death. Neuron. 2014;83(5):1159-71. PMID:
25189211.

Chen TT, Klassen TL, Goldman AM, Marini C, Guerrini R, Noebels JL. Novel brain expression of CIC-1 chloride
channels and enrichment of CLCN1 variants in epilepsy. Neurology. 2013;80(12):1078-85. PMID: 23408874.

Cole AJ, Eskandar E, Mela T, Noebels JL, Gonzalez RG, McGuone D. Case records of the Massachusetts
General Hospital. Case 18-2013: A 32-year-old woman with recurrent episodes of altered consciousness. N
Engl J Med. 2013;368(24):2304-12. PMID: 23758236.

Eom T, Zhang C, Wang H, Lay K, Fak J, Noebels JL, et al. NOVA-dependent regulation of cryptic NMD exons
controls synaptic protein levels after seizure. elife. 2013;2:e00178. PMID: 23359859.

Holth JK, Bomben VC, Reed JG, Inoue T, Younkin L, Younkin SG, et al. Tau loss attenuates neuronal network
hyperexcitability in mouse and Drosophila genetic models of epilepsy. J Neurosci. 2013;33(4):1651-9. PMID:
23345237.

Klassen TL, Drabek J, Tomson T, Sveinsson O, von Dobeln U, Noebels JL, et al. Visual automated fluorescence
electrophoresis provides simultaneous quality, quantity, and molecular weight spectra for genomic DNA
from archived neonatal blood spots. J Mol Diagn. 2013;15(3):283-90. PMID: 23518217.

Lerche H, Shah M, Beck H, Noebels J, Johnston D, Vincent A. lon channels in genetic and acquired forms of
epilepsy. J Physiol. 2013;591(Pt 4):753-64. PMID: 23090947.

Maejima T, Wollenweber P, Teusner LU, Noebels JL, Herlitze S, Mark MD. Postnatal loss of P/Q-type channels
confined to rhombic-lip-derived neurons alters synaptic transmission at the parallel fiber to purkinje cell
synapse and replicates genomic Cacnala mutation phenotype of ataxia and seizures in mice. J Neurosci.
2013;33(12):5162-74. PMID: 23516282.

Maheshwari A, Nahm WK, Noebels JL. Paradoxical proepileptic response to NMDA receptor blockade linked to
cortical interneuron defect in stargazer mice. Front Cell Neurosci. 2013;7:156. PMID: 24065886.

Wilcox KS, Dixon-Salazar T, Sills GJ, Ben-Menachem E, White HS, Porter RJ, et al. Issues related to
development of new antiseizure treatments. Epilepsia. 2013;54 Suppl 4:24-34. PMID: 23909851.

de Curtis M, Nehlig A, Noebels J, Sankar R, Vezzani A. WONOEP XI: Workshop summary by the Scientific
Organizing Committee. Epilepsia. 2012;53(7):1275-6. PMID: 22578186.

Galanopoulou AS, Buckmaster PS, Staley KJ, Moshe SL, Perucca E, Engel J, et al. Identification of new epilepsy
treatments: Issues in preclinical methodology. Epilepsia. 2012;53(3):571-82. PMID: 22292566.

Ince-Dunn G, Okano HJ, Jensen KB, Park WY, Zhong R, Ule J, et al. Neuronal Elav-like (Hu) proteins regulate
RNA splicing and abundance to control glutamate levels and neuronal excitability. Neuron.
2012;75(6):1067-80. PMID: 22998874.

Klassen TL, von Ruden EL, Drabek J, Noebels JL, Goldman AM. Comparative analytical utility of DNA derived
from alternative human specimens for molecular autopsy and diagnostics. J Mol Diagn. 2012;14(5):451-7.
PMID: 22796560.

Olivetti PR, Noebels JL. Interneuron, interrupted: Molecular pathogenesis of ARX mutations and X-linked
infantile spasms. Curr Opin Neurobiol. 2012;22(5):859-65. PMID: 22565167.

Hirsch LJ, Donner EJ, So EL, Jacobs M, Nashef L, Noebels JL, et al. Abbreviated report of the NIH/NINDS
workshop on sudden unexpected death in epilepsy. Neurology. 2011;76(22):1932-8. PMID: 21543734.

Klassen T, Davis C, Goldman A, Burgess D, Chen T, Wheeler D, et al. Exome sequencing of ion channel
genes reveals complex profiles confounding personal risk assessment in epilepsy. Cell.
2011;145(7):1036-48. PMID: 217034438.

Mark MD, Maejima T, Kuckelsberg D, Yoo JW, Hyde RA, Shah V, et al. Delayed postnatal loss of P/Q-type
calcium channels recapitulates the absence epilepsy, dyskinesia, and ataxia phenotypes of genomic
Cacnala mutations. J Neurosci. 2011;31(11):4311-26. PMID: 21411672.

McGuire AL, Oliver JM, Slashinski MJ, Graves JL, Wang T, Kelly PA, et al. To share or not to share: a
randomized trial of consent for data sharing in genome research. Genet Med. 2011;13(11):948-55. PMID:
21785360.

Noebels J. A perfect storm: Converging paths of epilepsy and Alzheimer's dementia intersect in the
hippocampal formation. Epilepsia. 2011;52 Suppl 1:39-46. PMID: 21214538.

Qian J, Xu K, Yoo J, Chen TT, Andrews G, Noebels JL. Knockout of Zn transporters Zip-1 and Zip-3 attenuates
seizure-induced CA1 neurodegeneration. J Neurosci. 2011;31(1):97-104. PMID: 21209194.

Roberson ED, Halabisky B, Yoo JW, Yao J, Chin J, Yan F, et al. Amyloid-beta/Fyn-induced synaptic, network,
and cognitive impairments depend on tau levels in multiple mouse models of Alzheimer's disease. J
Neurosci. 2011;31(2):700-11. PMID: 21228179.

Shim DJ, Yang L, Reed JG, Noebels JL, Chiao PJ, Zheng H. Disruption of the NF-kappaB/lkappaBalpha
autoinhibitory loop improves cognitive performance and promotes hyperexcitability of hippocampal neurons.
Mol Neurodegener. 2011;6:42. PMID: 21663635.
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Ward CS, Arvide EM, Huang TW, Yoo J, Noebels JL, Neul JL. MeCP2 is critical within HoxB1-derived tissues of
mice for normal lifespan. J Neurosci. 2011;31(28):10359-70. PMID: 21753013.

Zhu PJ, Huang W, Kalikulov D, Yoo JW, Placzek AN, Stoica L, et al. Suppression of PKR promotes network
excitability and enhanced cognition by interferon-gamma-mediated disinhibition. Cell. 2011;147(6):1384-96.
PMID: 22153080.

Chao HT, Chen H, Samaco RC, Xue M, Chahrour M, Yoo J, et al. Dysfunction in GABA signalling mediates
autism-like stereotypies and Rett syndrome phenotypes. Nature. 2010;468(7321):263-9. PMID: 21068835.

Glasscock E, Yoo JW, Chen TT, Klassen TL, Noebels JL. Kv1.1 potassium channel deficiency reveals
brain-driven cardiac dysfunction as a candidate mechanism for sudden unexplained death in epilepsy. J
Neurosci. 2010;30(15):5167-75. PMID: 20392939.

Jiang YH, Pan Y, Zhu L, Landa L, Yoo J, Spencer C, et al. Altered ultrasonic vocalization and impaired learning
and memory in Angelman syndrome mouse model with a large maternal deletion from Ube3a to Gabrb3.
PLoS One. 2010;5(8):e12278. PMID: 20808828.

Noebels JL, Avoli M, Rogawski M, Olsen R, Delgado-Escueta AV. "Jasper's Basic Mechanisms of the Epilepsies"
workshop. Epilepsia. 2010;51 Suppl 5:1-5. PMID: 21208201.

Ottman R, Hirose S, Jain S, Lerche H, Lopes-Cendes |, Noebels JL, et al. Genetic testing in the
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Spring Harbor Laboratory Press; 2016. p. 459.

Noebels J, Avoli M, Rogawski M, Olsen R, Delgado-Escueta A, editors. Jasper's basic mechanisms of the
epilepsies. 4th ed. New York: Oxford University Press; 2012. p. 1-1264.

Avanzini G, Noebels J, editors. Genetics of epilepsy and genetic epilepsies. Montrouge, France: John Libbey
Eurotext; 2009. p. 1-272.

Schwartzkroin PA, Moshe SL, Noebels JL, Swann JW, editors. Brain development and epilepsy. New York:
Oxford University Press; 1995. p. 1-352.

Kellaway P, Noebels JL, editors. Problems and concepts in developmental neurophysiology. The Johns
Hopkins series in contemporary medicine and public health. Baltimore: Johns Hopkins University Press; 1989.
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BOOK CHAPTERS and OTHER PUBLICATIONS
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Aiba I, Noebels J. The genetic borderland of migraine and epilepsy. In: Dalkara T, Moskowitz MA, editors.
Neurobiological basis of migraine. Wiley-Blackwell; 2017. p. 209-231.

Goldman AM, Buchanan G, Aiba I, Noebels JL. SUDEP animal models. In: Pitkdnen A, Buckmaster PS,
Galanopoulou AS, Moshé SL, editors. Models of seizures and epilepsy. Academic Press; 2017. p. 1007-1018.
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JL, editors. Epilepsy: The biology of a spectrum disorder. Cold Spring Harbor, NY: Cold Spring Harbor
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Noebels JL. Single-gene determinants of epilepsy comorbidity. In: Holmes GL, Noebels JL, editors. Epilepsy:
The biology of a spectrum disorder. Cold Spring Harbor, NY: Cold Spring Harbor Laboratory Press; 2016. p.
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Maheshwari A, Noebels JL. Monogenic models of absence epilepsy: Windows into the complex balance
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Jiang X, Maheshwari A, Miao Q, Noebels J, Song S. Cell type-specific circuit mechanisms of absence epilepsy.
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Okoh J, Mays J, Bacq A, Zhou H, Imanbeyev K, Jafar-Nejad P, et al. mTOR complexes in epilepsy and seizure
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Okoh JT, Mays JL, Bacq A, Imanbayev K, Zhou H, Jafar-Nejad P, et al. Dissecting the role of mMTOR complexes
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Song S, Maheshwari A, Noebels JL, Jiang X. Layer- and cell type- specific cortical circuit deficits underlying the
absence epilepsy. Program No. 364.03. 2022 Neuroscience Meeting Planner. Society for Neuroscience, 2022.
Online.
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Thompson S, Sonig A, Noebels J. Transcriptional dysregulation of thalamic t-type calcium channel gene
precedes seizure onset in childhood absence epilepsy mouse model tottering. Program No. 526.12. 2022
Neuroscience Meeting Planner. Society for Neuroscience, 2022. Online.

Aiba I, Ning Y, Noebels J. Spontaneous cortical spreading depolarization in a SCN1A deficient Dravet
syndrome mouse model. Abstract No 3.066, 2021, American Epilepsy Society Annual Meeting,
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Aloi M, Noebels J. System xc: Friend or foe in KCNA1-null mice? Abstract No x.xxx, 2021, American Epilepsy
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Thompson S, Sonig A, Noebels J. Transcriptional dysregulation of thalamic T-type calcium channel CACNA1G
gene precedes seizure onset in childhood absence epilepsy mouse model tottering. Abstract No 1.021, 2021,
American Epilepsy Society Annual Meeting, www.aesnet.org.

Song S-Y, Maheshwari A, Noebels JL, Jiang X. Layer- and pathway-specific disruption of perisomatic inhibition
in the somatosensory cortex of the stargazer model of absence epilepsy. Program No. 141.05. 2021
Neuroscience Meeting Planner. Society for Neuroscience, 2021. Online.

Massey C, Thompson S, Jankovic M, Bass J, Krishnan V, Noebels JL. Deficits in 5-HT2C receptor signaling
coordinately impact seizure risk and behavioral activity. Presented at the American Epilepsy Society (AES),
74th Annual Meeting in Seattle, Wash. (Dec. 4-8, 2020).

Massey CA, Noebels JL. Mice lacking 5-HT2C receptors have a lowered spreading depolarization threshold
compared to wildtype littermates. Abstract No 3.064, 2019, American Epilepsy Society Annual Meeting,
www.aesnet.org.

Siehr MS, Massey CA, Noebels JL. Arx mouse model of x-linked infantile spasms shows augmented wave of
early cortical apoptosis without evidence of cellular inflammation. Abstract No 2.448, 2019, American
Epilepsy Society Annual Meeting, www.aesnet.org.

Aiba I, Noebels JL. Cav3.1 and 3.2 T-type CaZ * channels collectively contribute to oscillatory excitation of
nucleus ambiguus neurons. Program No. 119.17. 2019 Neuroscience Meeting Planner. Chicago, IL: Society
for Neuroscience, 2019. Online.

Massey CA, Noebels JL. A genetic cross between Gad2-Cre and loxTB Htr2c mouse strains does not prevent
seizures and death in a 5-HT2c-null SUDEP mouse model. Program No. 041.08. 2019 Neuroscience Meeting
Planner. Chicago, IL: Society for Neuroscience, 2019. Online.

Meyer JF, Yu K, Hatcher A, Aiba I, Deneen B, Noebels JL. Progression of cortical hypersynchrony and
epileptogenesis induced by brain tumors. Program No. 536.06. 2019 Neuroscience Meeting Planner.
Chicago, IL: Society for Neuroscience, 2019. Online. [Platform Presentation]

Miao QM, Noebels JL. Mice with adult-onset P/Q calcium channel deletion recapitulates childhood absence
epilepsy. Program No. 738.08. 2019 Neuroscience Meeting Planner. Chicago, IL: Society for Neuroscience,
2019. Online.

Hatcher A, Yu K, Noebels JL, Deneen B. Tau loss modifies network excitability in brain tumor-related epilepsy.
Abstract No 1.180, 2018, American Epilepsy Society Annual Meeting, www.aesnet.org.

Krishnan V, Jankovic M, Noebels JL. Home cage monitoring reveals the presence of comorbid
depression-related behavior in mice with deletions of Kcnal. Abstract No 1.057, 2018, American Epilepsy
Society Annual Meeting, www.aesnet.org.

Massey C, Noebels JL. Mice lacking 5-HT2C receptors display a novel adult-onset SUDEP phenotype and
increased mortality in males. Abstract No 2.079, 2018, American Epilepsy Society Annual Meeting,
www.aesnet.org.

Miao Q, Noebels JL. Conditional deletion of PQ-type calcium channels in kainate receptor4 (Grik4)-expressing
hippocampal neurons leads to adult onset absence epilepsy. Abstract No 1.026, 2018, American Epilepsy
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Aiba I, Noebels JL. Interictal dentate gyrus hyperexcitation in a mouse model of Dravet syndrome. Program
No. 561.24. 2018 Neuroscience Meeting Planner. Washington, DC: Society for Neuroscience, 2018. Online.

Chen CJ, Sgritta M, Mays J, Noebels J, Costa-Mattioli M. Dysregulation of mTORCZ2, but not mTORCL1, underlies
the neurophysiological and behavior abnormalities in Pten-deficient mouse model of ASD and epilepsy.
Program No. 369.16. 2018 Neuroscience Meeting Planner. Washington, DC: Society for Neuroscience, 2018.
Online.

Hatcher A, Yu K, Aiba |, Deneen B, Noebels JL. Tau loss modifies network excitability in brain tumor related
epilepsy. Program No. 289.16. 2018 Neuroscience Meeting Planner. Washington, DC: Society for
Neuroscience, 2018. Online.

Liu CH, Stevens S, Seo R, Mohler P, Noebels J, Stankewich M, et al. -spectrins maintain Na+ channels at
axon initial segments and nodes of Ranvier. Program No. 116.02. 2018 Neuroscience Meeting Planner.
Washington, DC: Society for Neuroscience, 2018. Online.
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Miao Q, Noebels JL. T-type calcium channel bursting in thalamic association pathways precedes sensory
pathways and can be activated by GABAergic input during early postnatal development. Program No.
724.01. 2018 Neuroscience Meeting Planner. Washington, DC: Society for Neuroscience, 2018. Online.

Hatcher A, Yu K, Aiba I, Deneen B, Noebels J. Tau loss modifies network excitability in glioma-associated
epilepsy. Abstract No 2.004, 2017, American Epilepsy Society Annual Meeting, www.aesnet.org.

Chen C-J, Sgritta M, Lucero RD, Noebels JL, Costa-Mattioli M. mMTORC2 dysfunction underlies the neuronal
physiological and behavioral abnormalities in Pten-deficient mouse model of autism. Program No. 651.04.
2017 Neuroscience Meeting Planner. Washington, DC: Society for Neuroscience, 2017. Online.

Miao Q, Noebels JL. Development of T-type calcium channel bursting in thalamic association pathway
precedes sensory pathways. Program No. 468.04. 2017 Neuroscience Meeting Planner. Washington, DC:
Society for Neuroscience, 2017. Online.

Noebels JL, Aiba |. Adrenergic signaling promotes T-type Ca2+ channel mediated oscillatory discharges in
nucleus ambiguus neurons. Program No. 467.13. 2017 Neuroscience Meeting Planner. Washington, DC:
Society for Neuroscience, 2017. Online.

Hatcher A, Yu K, Lalonde J, Deneen B, Noebels J. The role of tau in modulating hyper excitability in an
emerging model of tumor associated epilepsy. Abstract No 3.004, 2016, American Epilepsy Society Annual
Meeting, www.aesnet.org.

Maheshwari A, Marks R, Davalos-Balderas A, Wang M, Noebels J. Dynamics of gamma oscillations in a mouse
model of absence epilepsy. Abstract No 3.141, 2016, American Epilepsy Society Annual Meeting,
www.aesnet.org.

Meyer J, Maheshwari A, Noebels J, Smirnakis S. Asynchronous suppression of superficial cortex during
absence seizures. Abstract No 3.132, 2016, American Epilepsy Society Annual Meeting, www.aesnet.org.
[Platform Presentation]

Siehr M, Lucero R, Lalonde J, Noebels J. A critical developmental window for 17-estradiol antiepileptogenic
effect in a mouse model of X-linked infantile spasms. Abstract No 1.069, 2016, American Epilepsy Society
Annual Meeting, www.aesnet.org.

Aiba |, Noebels JL. Characterization of a polysynaptic microcircuit involved in sensory vagal afferent
activation of dorsomotor vagal neurons in mouse. Program No. 221.18. 2016 Neuroscience Meeting Planner.
San Diego, CA: Society for Neuroscience, 2016. Online.

Hatcher A, Yu K, Lalonde J, Deneen B, Noebels J. The role of tau in modulating hyper-excitability in an
emerging model of tumor associated epilepsy. Program No. 508.10. 2016 Neuroscience Meeting Planner.
San Diego, CA: Society for Neuroscience, 2016. Online.

Huang Y, Zhang C, Zollinger D, Lalonde J, Leterrier C, Noebels J, et al. lI-spectrin-dependent cytoskeletons
are essential for axon function, domain assembly and integrity. Program No. 676.03. 2016 Neuroscience
Meeting Planner. San Diego, CA: Society for Neuroscience, 2016. Online.

Miao Q, Noebels JL. Early development of thalamic low-threshold T-type calcium current in the VPM of
C57BL/6 mice. Program No. 220.07. 2016 Neuroscience Meeting Planner. San Diego, CA: Society for
Neuroscience, 2016. Online.

Siehr M, Lucero R, Lalonde J, Noebels J. A critical developmental window for 17-estradiol antiepileptogenic
effect in a mouse model of X-linked infantile spasms. Program No. 407.13. 2016 Neuroscience Meeting
Planner. San Diego, CA: Society for Neuroscience, 2016. Online.

Meyer JF, Maheshwari A, Noebels JL, Smirnakis SM. Dynamic participation patterns of superficial cortex
during absence seizures. Ann Neurol. 2016;80 suppl 20:S36-7.

Aiba I, Noebels JL. Polysynaptic activation of dorsomotor vagal neurons by sensory afferent nerve. Presented
at the Federation of American Societies for Experimental Biology (FASEB), Science Research Conference
(Neural Mechanisms in Cardiovascular Regulation: Novel Research and Disease Treatment Strategies) in
Saxtons River, Vt. (July 17-22, 2016).

Aiba |, Noebels JL. Leaky ryanodine receptor-2 mutation lowers threshold for hypoxic spreading
depolarization. Abstract No 3.135, 2015, American Epilepsy Society Annual Meeting, www.aesnet.org.

Maheshwari A, Marks R, Yu K, Noebels J. Interictal relative gamma power as a biomarker for anti-epileptic
drug response in absence epilepsy. Abstract No 2.100, 2015, American Epilepsy Society Annual Meeting,
www.aesnet.org.

Siehr MS, Lucero RD, Lalonde JW, Noebels J. A critical developmental window for 17-estradiol
anti-epileptogenic effect in a mouse model of x-linked infantile spasms. Abstract No 3.033, 2015, American
Epilepsy Society Annual Meeting, www.aesnet.org.

Aiba |, Noebels JL. Cardiac arrhythmogenic leaky ryanodine receptor 2 mutation increases cortical
excitability and lowers threshold for spreading depolarization in mouse brain. Program No. 492.20. 2015
Neuroscience Meeting Planner. Chicago, IL: Society for Neuroscience, 2015. Online.

Noebels JL. Neonatal estradiol prevents infantile spasms and seizures in arx-linked infantile spasms
syndrome. Presented at the 31St International Epilepsy Congress (IEC), Istanbul, Turkey (Sept. 5-9, 2015).

[Platform Presentation]

Aiba I, Noebels JL. Increased risk of hypoxic depolarization of the brainstem autonomic circuit in a mouse
SUDEP model. Program No. 49.08. 2014 Neuroscience Meeting Planner. Washington, DC: Society for
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Neuroscience, 2014. Online.

Klassen TL, Tomson T, Sveinsson O, von Dobeln U, Drabek J, Noebels J, et al. STOP SUDEP Program:
Application of visual automated fluorescence electrophoresis in the qualitative profiling of archived SUDEP
samples. Abstract No 1.053, 2013, American Epilepsy Society Annual Meeting, www.aesnet.org.

Meyer JF, Maheshwari A, Noebels J, Smirnakis S. In vivo 2-photon confocal microscopy of cortical absence
epilepsy. Abstract No 1.102, 2013, American Epilepsy Society Annual Meeting, www.aesnet.org.

Bomben VC, Holth JK, Cramer PE, Landreth GE, Noebels JL. Bexarotene decreases hyperexcitability in two
mouse models with epilepsy. Program No. 534.02. 2013 Neuroscience Meeting Planner. San Diego, CA:
Society for Neuroscience, 2013. Online.

Zhang C, Huang Y-M, Zhu P, Reed JG, Costa-Mattioli M, Noebels JL, et al. Genetic ablation of betall-spectrin in
the central nervous system results in axon degeneration, epilepsy and postnatal lethality. Program No.
721.06. 2013 Neuroscience Meeting Planner. San Diego, CA: Society for Neuroscience, 2013. Online.

Bomben V, Holth J, Reed J, Cramer P, Landreth G, Noebels J. Bexarotene reduces network excitability in
models of Alzheimer's disease and epilepsy. Presented at the Alzheimer's Association, Houston and
Southeast Texas Chapter, 7th Annual Research Symposium on Alzheimer's Disease (Sept. 12, 2013).

Goldman AM, Klassen TL, von Rueden EL, Drabek JM, Noebels JL. Universal DNA extraction protocol for the
utilization of alternative tissue sources in downstream epilepsy genetic analysis. Abstract No 1.059, 2012,
American Epilepsy Society Annual Meeting, www.aesnet.org.

Goldman AM, Richerson G, Parent JM, Bateman L, Nordli DR, Noebels JL. SUDEP research consortium: A new
collaborative network to discover predictive genes, mechanisms and biomarkers of SUDEP. Epilepsy Curr.
2013;13 Suppl 1:326. [Investigators' Workshop]

Holth J, Reed JG, Inoue T, Pautler R, Botas J, Noebels JL. Loss of tau protein reduces hyperexcitability in
mouse and drosophila genetic models of epilepsy. Abstract No 3.003, 2012, American Epilepsy Society
Annual Meeting, www.aesnet.org.

Klassen TL, Chen TT, Reed JG, Kole MJ, Goldman AM, Marini C, et al. Myotonia in brain: 'Skeletal' chloride
channel CIC-1 linked to idiopathic generalized epilepsy with focal myotonia. Abstract No 3.312, 2012,
American Epilepsy Society Annual Meeting, www.aesnet.org.

Klassen TL, Goldman A, Davis C, Chen T, Gibbs R, Noebels J. Channotyping epilepsy: Profiling personal
variation in ion channel genes. Abstract No 1.090, 2012, American Epilepsy Society Annual Meeting,
www.aesnet.org.

Olivetti PR, Noebels JL. 17?-estradiol decreases seizure and interictal spike frequency in a genetic mouse
model of X-linked infantile spasms. Abstract No 3.019, 2012, American Epilepsy Society Annual Meeting,
www.aesnet.org.

Ince Dunn G, Okana HJ, Okana H, Jensen K, Park W-Y, Mele A, et al. Neuronal Elavl proteins regulate RNA
splicing and abundance to control brain glutaminase expression and neuronal excitability. Program No.
136.09. 2012 Neuroscience Meeting Planner. Washington, DC: Society for Neuroscience, 2012. Online.

Maheshwari A, Reed JG, Noebels JL. Dendritic AMPA receptor deficit on cortical interneurons in the stargazer
mouse model of absence epilepsy. Abstract No 1.013, 2011, American Epilepsy Society Annual Meeting,
www.aesnet.org

Glasscock E, Qian J, Kole MJ, Noebels JL. Flupirtine reverses hyperexcitability in Kv1l.1 potassium channel
deficient myelinated vagal axons. Program No. 138.23. 2011 Neuroscience Meeting Planner. Washington, DC:
Society for Neuroscience, 2011. Online.

Holth J, Reed JG, Inoue T, Pautler R, Botas J, Noebels J. Tau loss regulates excitability in mouse and Drosophila
genetic models of epilepsy. Program No. 671.08. 2011 Neuroscience Meeting Planner. Washington, DC:
Society for Neuroscience, 2011. Online.

Kole MJ, Waase MP, Klassen TL, Chen TT, Breslow JL, Noebels JL. ADAML11 is responsible for trafficking of Kv1
subunits to cerebellar basket cell terminals. Program No. 235.03. 2011 Neuroscience Meeting Planner.
Washington, DC: Society for Neuroscience, 2011. Online.

Mark MD, Maejima T, Kuckelsberg D, Woo JW, Hyde RA, Shah V, et al. Delayed postnatal loss of P/Q-type
calcium channels recapitulates the absence epilepsy, dyskinesia, and ataxia. Program No. 139.19. 2011
Neuroscience Meeting Planner. Washington, DC: Society for Neuroscience, 2011. Online.

Olivetti PR, Noebels JL. Early 17-beta-estradiol treatment decreases seizure and interictal spike frequency in
the ARX(GCG)10+7 genetic mouse model of X-linked infantile spasms. Program No. 560.12. 2011
Neuroscience Meeting Planner. Washington, DC: Society for Neuroscience, 2011. Online.

Zhu P, Huang W, Kalikulov D, Yoo J, Placzek A, Stoica L, et al. Suppression of the protein kinase PKR
promotes network hypersynchrony and enhanced cognition. Program No. 126.03. 2011 Neuroscience
Meeting Planner. Washington, DC: Society for Neuroscience, 2011. Online.

Noebels J. Coding and decoding pathogenic ion channels in epilepsy. Presented at the American Academy of
Neurology (AAN), 63d Annual Meeting in Honolulu, Hawaii (April 9-16, 2011).

Goldman A, Klassen T, Gu W, Zhang F, Bomben V, Chen T, et al. High resolution copy number variation of
ion channel genes in epilepsy. Abstract No 2.001, 2010, American Epilepsy Society Annual Meeting,
www.aesnet.org.

Chao H-T, Chen H, Samaco RC, Xue M, Chahrour M, Yoo J, et al. MeCP2 deficiency in GABAergic neurons
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recapitulates Rett syndrome phenotypes. Program No. 120.1. 2010 Neuroscience Meeting Planner.
Washington, DC: Society for Neuroscience, 2010. Online.

Olivetti P, Noebels J. A genetic mouse model of epileps%/ with interneuronopathy and autistic-like features.
Presented at the Baylor College of Medicine (BCM), 20th Annual Rush and Helen Record Neuroscience Forum
in Galveston, Texas (Feb. 19-21, 2010).

Bertaso F, Zhang X, Yoo J, Schmedt C, Clancy S, Noebels JL, et al. Spontaneous epilepsy and neuronal
hyperexcitability in Kv12.2 -/- mice. Abstract No 3.335, 2009, American Epilepsy Society Annual Meeting,
www.aesnet.org.

Goldman A, Glasscock E, Yoo J, Chen T, Klassen T, Noebels J. Long QT mouse model links the dual phenotype
of cardiac arrhythmias and epilepsy with sudden unexplained death in epilepsy. Abstract No 3.109, 2009,
American Epilepsy Society Annual Meeting, www.aesnet.org.

Chao H-T, Chen H, Samaco RC, Chahrour M, Xue M, Yoo J, et al. MeCP2 regulation of GABAergic neuronal
function modulates behavior and synaptic plasticity. Program No. 732.8. 2009 Neuroscience Meeting
Planner. Chicago, IL: Society for Neuroscience, 2009. Online.

Chao H-T, Chen H, Samaco RC, Chahrour M, Xue M, Yoo J, et al. MeCP2 regulation of GABAergic neuronal
function modulates behavior and synaptic plasticity. Program No. 732.8. 2009 Neuroscience Meeting
Planner. Chicago, IL: Society for Neuroscience, 2009. Online.

Noebels JL. Non-convulsive seizure phenotypes and dementia in mice and humans. Program No. 3.3. 2009
Neuroscience Meeting Planner. Chicago, IL: Society for Neuroscience, 2009. Online.

Zhang X, Bertaso F, Yoo J, Schmedt C, Clancy S, Noebels JL, et al. Spontaneous epilepsy and neuronal
hyperexcitability in Kv12.2 -/- mice. Program No. 616.4. 2009 Neuroscience Meeting Planner. Chicago, IL:
Society for Neuroscience, 2009. Online.

Goldman A, Glasscock E, Yoo J, Chen T, Klassen T, Noebels J. Human KvLQT1 mutations in mice link the dual
phenotype of cardiac arrhythmias and epilepsy with sudden unexplained death in epilepsy. Epilepsia.
2009;50(Suppl 10):7-8.

So EL, Hirsch JL, Donner JE, Noebels JL, Jacobs PM, Buchhalter RJ. Summary of the U.S. National Institute of
Neurological Disorders and Stroke (NINDS) Workshop on SUDEP. Epilepsia. 2009;50(Suppl 10):10-1.

Glasscock E, Yoo JW, Noebels JL. Kcnal is a novel candidate gene for sudden unexplained death in epilepsy
(SUDEP). Program No. 50.11. 2008 Neuroscience Meeting Planner. Washington, DC: Society for
Neuroscience, 2008. Online.

Glasscock E, Yoo JW, Noebels JL. Kcnal is a novel candidate gene for sudden unexplained death in epilepsy
(SUDEP). Presented at the Mechanisms of Epilepsy and Neuronal Synchronization, Gordon Research
Conference in Waterville, Maine (Aug. 3-8, 2008).

Glasscock E, Qian J, Yoo JW, Noebels JL. Masking epilepsy by combining two epilepsy mutations. Abstract No
3.354, 2007, American Epilepsy Society Annual Meeting, www.aesnet.org.

Goldman AM, McGuire AL, Hilsenbeck SG, Noebels JL. Genomic research in the era of identifiable genetic
information. Abstract No 3.343, 2007, American Epilepsy Society Annual Meeting, www.aesnet.org.

Sanchez RM, Storm JF, Richerson GB, Barth A, Noebels JL. Varied roles of BK-type potassium channels in the
regulation of neuronal excitability: Which are important for epilepsy? Epilepsia. 2007;48(Suppl 6):406-7.

Ernst SJ, Isom L, Burgess DL, Noebels JL. Expression profile of voltage-gated sodium channel genes in two
knockout mouse models exhibiting spontaneous seizures. Abstract No 3.021, 2006, American Epilepsy
Society Annual Meeting, www.aesnet.org.

Ernst WL, Yoo JW, Burgess DL, Noebels JL. Development of a transgenic mouse model of spike-wave epilepsy
by overexpression of 1G T-type calcium channels. Abstract No BS.22, 2006, American Epilepsy Society
Annual Meeting, www.aesnet.org.

Goldman AM, Burgess DL, Gibbs RA, Chapman KE, Wilfong AA, Hrachovy RA, et al. The prevalence of
inter-ictal cardiac arrhythmias and LQT gene variants in patients with idiopathic epilepsy. Abstract No 4.223,
2006, American Epilepsy Society Annual Meeting, www.aesnet.org.

Glasscock E, Yoo J, Noebels JL. lon channel gene interactions in inherited epilepsy. Presented at the
Mechanisms of Epilepsy and Neuronal Synchronization, Gordon Research Conference in Waterville, Maine
(Aug. 6-11, 2006).

Mori M, Liu M, Cho JH, Ming-Jer TL, Noebels JL. Absence of mossy fibers in NeuroD/BETAZ2 null mice prevents
pilocarpine-induced status epilepticus. Abstract No 1.094, 2004, American Epilepsy Society Annual Meeting,
www.aesnet.org.

Senechal KR, Noebels JL. Secretion and functional analysis of LGI/Epitempin family members. Abstract No
2.036, 2004, American Epilepsy Society Annual Meeting, www.aesnet.org.

Goldman AM, Burgess DL, Armstrong DD, Mori M, Noebels JL. Regional and developmental localization of
ion-channel genes coexpressed in heart and brain. Abstract No 1.193, 2003, American Epilepsy Society
Annual Meeting, www.aesnet.org.

Mori M, Burgess DL, Gefrides LA, Armstrong D, Foreman PJ, Opferman JT, et al. Expression of apoptosis
inhibitor protein MCL1 linked to neuroprotection in CNS neurons. Abstract No 1.107, 2003, American
Epilepsy Society Annual Meeting, www.aesnet.org.



Curriculum Vita — Jeffrey L. Noebels, M.D., Ph.D.

Baylor (Page 16 of 16)

College of
Medicine

97.

98.

99.

100.

101.

102.

103.

104.

105.

106.

107.

108.

109.

110.

111.

Noebels JL, Walsh CA, Levitt PR, Barres BA. Presidential symposium: The developing epileptic brain.
Epilepsia. 2003;44(Suppl 9):4.

Zhang Y, Vilaythong AP, Noebels JL. Elevated T-type calcium currents in thalamic neurons are associated
with spike-wave seizure generation in the mouse mutant Coloboma (Cm/+). Abstract No 2.055, 2003,
American Epilepsy Society Annual Meeting, www.aesnet.org.

Goldman AM, Burgess DL, Armstrong DD, Mori M, Noebels JL. Expression pattern of candidate epilepsy ion
channel genes in mouse and human brains. Epilepsia. 2003;44(Suppl 8):170.

Lynch JK, Walz K, Glaze DG, Potocki L, Lupski JR, Noebels JL. EEG abnormalities and epilepsy in
Smith-Magenis syndrome and in a genetic mouse model. Abstract No 3.094, 2002, American Epilepsy
Society Annual Meeting, www.aesnet.org.

Qian J, Noebels JL. The effect of topiramate on excitatory synaptic transmission in mouse hippocampus.
Abstract No 1.279, 2002, American Epilepsy Society Annual Meeting, www.aesnet.org.

Mori M, Burgess DL, Gefrides L, Foreman PJ, Naffah-Mazzacoratti MG, Noebels JL. Differential early expression
of novel genes in the hippocampus after pilocarpine-induced status epilepticus in inbred mouse strains with
high and low seizure susceptibility. Abstract No 1.02, 2001, American Epilepsy Society Annual Meeting,
www.aesnet.org.

Zhang Y, Noebels JL. Increased calcium currents in thalamocortical relay cells of tottering and lethargic mice.
Abstract No 2.009, 2001, American Epilepsy Society Annual Meeting, www.aesnet.org.

Burgess DL, Gefrides LA, Davis CF, Noebels JL. Genetic aggregation of calcium channel defects in mice
simulates non-Mendelian inherited human epilepsy. Abstract No K.02, 2000, American Epilepsy Society
Annual Meeting, www.aesnet.org.

Foreman PJ, Burgess DL, Gefrides LA, Noebels JL. Expression of a family of calcium channel -subunits
(CACNG 1-8) in mice. Abstract No 1.261, 2000, American Epilepsy Society Annual Meeting, www.aesnet.org.

Mori M, Min L, Ming TJ, Noebels JL. Absence of pilocarpine-induced status epilepticus in NeuroD knock out
mice. Abstract No 1.252, 2000, American Epilepsy Society Annual Meeting, www.aesnet.org.

Qian J, Noebels JL. Changes in presynaptic Ca currents and transmitter release are synapse-dependent in
epileptic mice with calcium channel mutations. Abstract No 1.015, 2000, American Epilepsy Society Annual
Meeting, www.aesnet.org.

Zhang Y, Noebels JL. Altered calcium currents in thalamocortical relay cells of stargazer, a mouse epilepsy
model caused by a calcium channel gamma sub-unit mutation. Abstract No A.02, 2000, American Epilepsy
Society Annual Meeting, www.aesnet.org.

Burgess DL, Jones JM, Meisler MH, Zilinski CA, Noebels JL. Mutation of the voltage-dependent calcium channel
beta subunit gene Cchb4 is associated with absence seizures and ataxia in the lethargic (Ih) mouse.
Epilepsia. 1997;38(Suppl 8):126.

Cox GA, Lutz CM, Biemesderfer D, Bronson RT, Aronson PS, Noebels JL, et al. A mutation in the
sodium/hydrogen exchanger-1 gene causes ataxia and epilepsy in the slow-wave epilepsy mutant mouse.
Epilepsia. 1997;38(Suppl 8):127.

Sutherland ML, Delaney TA, Noebels JL. Subtype-specific downregulation of glutamate transporter gene
expression in three models of temporal lobe epilepsy. Epilepsia. 1997;38(Suppl 8):5-6.



