Articles on Susac’s Disease

As of August, 2009, a total of 123 articles have been published on what is now recognized
to be Susac’s Syndrome. Most of these articles have consisted of case reports in which
only one patient (76 articles) or two patients (13 articles) are reported. Only 7 of the
articles discuss a group of more than 4 patients.

These 123 articles have been authored by physicians from a total of 23 countries: United

States, Canada, France, Germany, United Kingdom, Spain, Israel, Italy, Belgium,

Denmark, Portugal, Finland, Switzerland, Hungary, Slovakia, Turkey, Tunisia, Kuwait,

China, Japan, Singapore, and Brazil. In addition, there have been reports of Susac’s Syndrome occurring in
patients from African and Indian (east India) descent.

The 123 articles have documented the occurrence of Susac’s Syndrome in a total of 208 patients from
around the world.
¢ Most of the reported patients have been women, but children and men with Susac’s Syndrome have
also been identified
e Most patients have been between the ages of 20-40, but many patients in their 40s and 50s have
been reported. The oldest reported patient was 59 at the time of disease onset.
e Susac's Syndrome has been reported in 6 children under age 17, including an 8 year old and a 9
year old. In addition, Susac’s Syndrome has been reported in 6 young adults (age 17, 18, 19).

In this section a complete listing of the 123 articles may be found. The articles are listed in chronological
disorder, starting with the oldest. We will be updating the list on a monthly basis. If the title of the article
displays in color, this indicates it is a live link which, when clicked, will take you to Pub Med where you can
view the abstract or full article, if available.

Note that more than half of the articles have been published since January, 2004---most likely a reflection of
ever-increasing awareness of SS. The number of articles published appear below:

Year Number of
Articles

Published
1970-1974 1
1975-1979 2
1980-1984 2
1985-1989 6
1990-1994 7
1995-1999 16
2000-2004 39
2005-2009 50

NOTE: Unfortunately, when one uses PubMed to access articles on Susac’s Syndrome two different lists
may be generated, depending on whether one searches for “Susac’s Syndrome” or “Susac Syndrome.” We
have encouraged Pubmed to merge these two lists, so that only one comprehensive list appears, regardless
of whether the search word is “Susac’s “or Susac,” but so far this problem has not been rectified.
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Note: If the title of the article displays in color, this indicates it is a live link which, when clicked, will take you
to Pub Med where you can view the abstract or full article, if available.

1973-1993
1. Bilateral acute hearing loss with transient occlusion of a branch of the retinal artery on both sides
Weidauer H, Tenner A.
Z Laryngol Rhinol Otol. 1973 Feb;52(2):121-8. German. No abstract available.

2. Occlusive retinal vascular disease and deafness.
Delaney WV, Torrisi PF.
Am J Ophthal 1976 August; 82 (20: 232-236.

3. Microangiopathy of the brain and retina.
Susac JO, Hardman JM, Selhorst JB.
Neurology 1979 March; 29: 313-316.

4. Multiple recurrent occlusions of the retinal and cerebral arteries in a 20-year-old woman
Haefliger E, Marbet GA, Hotz G.
Klin Monatsbl Augenheilkd. 1982 Aug;181(2):103-7. German.

5. A syndrome of arterial-occlusive retinopathy and encephalopathy.
Coppeto JR, Currie JN, Momteiro MLR, Lessell S.
Am J Ophthal 1984; 98:189-202.

6. A microangiopathic syndrome of encephalopathy, hearing loss,and retinal arteriolar occlusions.
Monteiro MLR, Swanson RA, Coppeto JR, Cuneo RA, DeArmond SJ, Prusiner SB.
Neurology 1985 August; 35:1113-1121.

7. A syndrome of brain, inner ear and retinal microangiopathy.
MacFayden DJ, Schneider RJ, Chisholm IA.
Can J Neurol sci 1987; 14:315-18.

8. Microangiopathy with encephalopathy, hearing loss and retinal arteriolar occlusions: two cases.
Heiskala H, Somer H, Kovanen J, Poutiainen E, Karli H, Haltia M.
J Neurol Sci 1988: 239-50.

9. Retinopathy, encephalopathy, deafness associated microangiopathy (the RED-M syndrome): three new
cases.
Mass M, Bourdette D, Bernstein W, Hammerstad J.
Neurol 1988 March; 38 (Suppl): 215.

10. Bilateral retinopathy and encephalopathy.
Matamoros N, BenEzra D.
Graefes Arch Clin Exp Ophthalmol. 1989;227(1):39-41.

11. Encephalopathy, deafness, blindness in a young woman: a distinct retinocochleocerebral arteriopathy?
Bogousslavsky J, Gaio J-M, Caplan LR, Regli F, Hommel M, Hedges TR, Ferrazz M, Pollak P
J Neurol Neurosurg Psychiatry 1989;52: 43-46.
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13.

14.

15.

16.

17.

18.

19.

20.

21.

22.

Microangiopathic syndrome of encephalopathy, retinal vessel occlusion, and hearing loss.
Kaminska EA, Sadler M, Sangalang V, Hoskinmott A, Silverberg D.
Can J Neurol Sci 1990; 17: 241

Microangiopathy with retinopathy, encephalopathy, and deafness (RED-M) and systemic features.
Nicolle MW, McLachlan RS.
Seminars in Arthritis and Rheumatism 1991; 21 (3): 123-28.

Microangiopathy of the brain, retina, and ear: Improvement without immunosuppressive therapy.
Gordon DL, Hayreh SS, Adams HP.
Stroke. 1991 July; 22(7): 933-37.

Small infarctions of cochlea, retinal, and encephalic tissue in young women.
Schwitter J, Agosti R, Ott P, Kalman A, Waespe W.
Stroke. 1992 June; 23(6): 903-07.

1994-1998
Susac-RED-M syndrome:
Neuro-opthalmol 1994: S59 (abstract) 14/suppl

Retinal artery occlusions, hearing loss and stroke in a 19 year old (abstract)
Cafferty MS, Notis R, Siegel A, Mitchell J.
Neurology 1994; 44 (Suppl 2); A267

Susac's syndrome: the triad of microangiopathy of the brain and retina with hearing loss in young women.
Susac JO.
Neurology. 1994 Apr;44(4):591-3. No abstract available.

Microangiopathy of brain, retina, and inner ear.
Notis CM, Kitei RA, Cafferty MS, Odel JG, Mitchell JP.
J Neuroophthalmol. 1995 Mar;15(1):1-8.

Microangiopathy of the brain and retina (Susac's syndrome): two patients with atypical features.
Vila N, Graus F, Blesa R, Santamaria J, Ribalta T, Tolosa E.
Neurology. 1995 Jun;45(6):1225-6. No abstract available.

Susac's syndrome: improvement with combined antiplatelet and calcium antagonist therapy.
Wildemann B, Schilin C, Storch-Hagenlocher B, Hacke W, Dithmar S, Kirchhof K, Jansen O, Breitbart A.
Stroke. 1996 Jan;27(1):149-51. No abstract available.

Susac's syndrome: neuropsychological characteristics in a young man.
Ballard E, Butzer JF, Donders J.
Neurology. 1996 Jul;47(1):266-8.
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24.

26.

25.

27.

28.

29.

30.

31.

32.

Reversal of visual loss with hyperbaric oxygen treatment in a patient with Susac syndrome.
Li HK, Dejean BJ, Tang RA.
Ophthalmology. 1996 Dec;103(12):2091-8.

Susac's syndrome: a rare cause of fluctuating sensorineural hearing loss.
Bateman ND, Johnson 1J, Gibbin KP.
J Laryngol Otol. 1997 Nov;111(11):1072-4.

Susac syndrome.

Papo T, Biousse V, Lehoang P, Fardeau C, N'Guyen N, Huong DL, Aumaitre O, Bousser MG, Godeau P,
Piette JC.

Medicine (Baltimore). 1998 Jan;77(1):3-11. Review.

Retinocochleocerebral vasculopathy.

Petty GW, Engel AG, Younge BR, Duffy J, Yanagihara T, Lucchinetti CF, Bartleson JD, Parisi JE,
Kasperbaurer JL, Rodriguez M.

Medicine 1998; 77: 12-40.

Small retinal, cochlear, and cerebral infarctions in the young patient, "SICRET" syndrome of Susac
syndrome

Mala L, Bazard MC, Berrod JP, Wahl D, Raspiller A.

J Fr Ophtalmol. 1998 May;21(5):375-80. Review. French.

Susac syndrome--a case report
Iseli-Degen HP, Bischoff P, Waldvogel D.
Klin Monatsbl Augenheilkd. 1998 May;212(5):403-4. German.

Microangiopathy of the brain, retina, and cochlea (Susac syndrome). A report of five cases and a review
of the literature.

O'Halloran HS, Pearson PA, Lee WB, Susac JO, Berger JR.

Ophthalmology. 1998 Jun;105(6):1038-44. Review.

Susac syndrome.
Turner BW, Digre KB, Shelton C.
Otolaryngol Head Neck Surg. 1998 Jun;118(6):866-7. No abstract available.

Encephalopathy, hearing loss and retinal occlusions (Susac's syndrome): a new case.
Maddestra M, Sabatini S, Paci A.
Ital J Neurol Sci. 1998 Aug;19(4):225-7.

1999
Findings typical of Susac's syndrome in a patient with scleroderma.
Sahin O, Goldstein DA, Tessler HH.
Retina. 1999;19(5):476-7. No abstract available.
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33

34.

35.

36.

37.

38.
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40.

41.

42.

. Susac syndrome: presentation of a new case
Castellanos MM, Teruel C, Davalos A.
Neurologia. 1999 Jan;14(1):43-5. Spanish. No abstract available.

Microangiopathy of the brain and retina with hearing loss in a 50 year old woman: extending the
spectrum of Susac's syndrome.

Barker RA, Anderson JR, Meyer P, Dick DJ, Scolding NJ.

J Neurol Neurosurg Psychiatry. 1999 May;66(5):641-3.

Susac syndrome: clinical and diagnostic approach. A new case report
Meca-Lallana JE, Martin JJ, Lucas C, Marin J, Gomariz J, Valenti JA, de Lara A, Fernandez-Barreiro A.
Rev Neurol. 1999 Dec 1-15;29(11):1027-32. Spanish.

2000

Microangiopathy of the inner ear, retina, and brain (Susac syndrome): report of a case.
Ayache D, Plouin-Gaudon |, Bakouche P, Elbaz P, Gout O.
Arch Otolaryngol Head Neck Surg. 2000 Jan;126(1):82-4.

Susac's syndrome or retinocochleocerebral vasculopathy: a misdiagnosed and overlooked disorder.
Marie | I, Guegan-Massardier E, Levesque H, Favennec L, Cailleux N, Courtois H.
Eur J Intern Med. 2000 Apr;11(2):108-111.

Susac syndrome.
Murata Y, Inada K, Negi A.
Am J Ophthalmol. 2000 May;129(5):682-4.

Susac's syndrome: improvement with combined Cyclophosphamide and intravenous immunoglobulin
therapy

Papeix C, Laloum L, Richet A, Ayache D, Moulignier A, Héran F, Bakouche P, Gout O.

Rev Neurol (Paris). 2000 Sep;156(8-9):783-5. French.

The Susac syndrome--a retinocochleocerebral angiopathy
Winterholler M, Lang C, Schonherr U, Heckmann JG, Neundorfer B.
Fortschr Neurol Psychiatr. 2000 Oct;68(10):475-81. German.

Susac syndrome: microangiopathy of the retina, cochlea and brain.

Saw VP, Canty PA, Green CM, Briggs RJ, Cremer PD, Harrisberg B, McCluskey P, O'Day J, Paine M,
Wakefield D, Watson JD.

Clin Experiment Ophthalmol. 2000 Oct;28(5):373-81.

A case of Susac syndrome.
Yellin MW, Johnson TW.
J Am Acad Audiol. 2000 Oct;11(9):484-8.
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44.

45.

46.

47.

48.

49.

50.

51.

52.

. [Susacs syndrome: case report]
Skacel M, Bardy FB, Pereira MB, Mendes MH.
Arq Neuropsiquiatr. 2000 Dec;58(4):1128-32. Portuguese.

2001
Small infarctions of cochlear, retinal and encephalic tissue (SICRET syndrome).
Kalisa P, Constantinides G, Bodson-Halleux M, De Laey JJ.
Bull Soc Belge Ophtalmol. 2001;(282):5-12.

Susac's syndrome: beneficial effects of corticosteroid therapy in a Japanese case.
Tashima K, Uyama E, Hashimoto Y, Yonehara T, Uchino M.
Intern Med. 2001 Feb;40(2):135-9.

Susac syndrome and multiple sclerosis.
Sirikci A.
Arch Otolaryngol Head Neck Surg. 2001 Apr;127(4):468. No abstract available.

Susac syndrome: a vasospastic disorder?
Flammer J, Kaiser H, Haufschild T.
Eur J Ophthalmol. 2001 Apr-Jun;11(2):175-9.

Vasospasm, its role in the pathogenesis of diseases with particular reference to the eye.
Flammer J, Pache M, Resink T.
Prog Retin Eye Res. 2001 May;20(3):319-49. Review.

An exhausted small intestine....Susac syndrome
Durant R, Labauge P, Yeche S, Castelnovo G, Reynaud D, Figarella-Branger D, Dubois A.
Rev Med Interne. 2001 Jun;22 Suppl 2:230s-231s. French. No abstract available.

Recurrence of Susac syndrome (retinocochleocerebral vasculopathy) after remission of 18 years.
Petty GW, Matteson EL, Younge BR, McDonald TJ, Wood CP.
Mayo Clin Proc. 2001 Sep;76(9):958-60.

Susac syndrome in a man
Raucq E, Delberghe X, Jeanjean A, Boschi A, Duprez T, Deggouj N, Sindic CJ.
Rev Neurol (Paris). 2001 Dec;157(12):1535-8. French.

2002
A binding headache falling on deaf ears.
Fialho D, Holmes P, Riordan-Eva P, Silver E
Pract Neurol 2002; 2:358-61
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53. Susac syndrome as a cause of sensorineural hearing loss
Cubillana Herrero JD, Soler Valcéarcel A, Albaladejo Devis |, Rodriguez Gonzalez-Herrero B, Minguez
Merlos N, Jiménez Cervantes-Nicolas JA.
Acta Otorrinolaringol Esp. 2002 May;53(5):379-83. Review. Spanish.

54. Susac's syndrome in post-partum
Cador-Rousseau B, Cazalets C, Decaux O, Sost G, Laurat E, Jégo P, Grosbois B.
Rev Med Interne. 2002 Jul;23(7):667-8. French. No abstract available.

55. Susac syndrome.
Sandhya V, Anand N.
Eye. 2002 Nov;16(6):788-90. No abstract available.

2003
56. Susac syndrome or microangiopathy of the cochlea, brain and retina
Clément P, Conessa C, Dot C, Kossowski M, Flocard F, Poncet JL.
Ann Otolaryngol Chir Cervicofac. 2003 Feb;120(1):49-53. French.

57. A new case of Susac syndrome and a review of the literature
Naacke H, Héron E, Bourcier T, Borderie V, Laroche L.
J Fr Ophtalmol. 2003 Mar;26(3):284-9. French.

58. Retinal arterial wall plagues in Susac syndrome.
Egan RA, Ha Nguyen T, Gass JD, Rizzo JF 3rd, Tivhan J, Susac JO.
Am J Ophthalmol. 2003 Apr;135(4):483-6.

59. Susac syndrome: a report of two cases
Yu G, Peng GG, Wang L, Dong WW, Deng QM.
Zhonghua Nei Ke Za Zhi. 2003 Dec;42(12):843-6. Chinese.

60. MRI findings in Susac's syndrome.
Susac JO, Murtagh FR, Egan RA, Berger JR, Bakshi R, Lincoff N, Gean AD, Galetta SL, Fox RJ,
Costello FE, Lee AG, Clark J, Layzer RB, Daroff RB.
Neurology. 2003 Dec 23;61(12):1783-7. Review.

2004
61. Susacs syndrome.
Lammouchi TM, Bouker SM, Grira MT, Benammou SA.
Saudi Med J. 2004 Feb;25(2):222-4.

62. Susac's syndrome or catastrophic antiphospholipid syndrome?
Bucciarelli S, Cervera R, Martinez M, Latorre X, Font J.
Lupus. 2004;13(8):607-8.
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70.
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72.

73.

. Susac syndrome: report of four cases and review of the literature.
Do TH, Fisch C, Evoy F.
AJINR Am J Neuroradiol. 2004 Mar;25(3):382-8.

Susac's syndrome.
Susac JO.
AINR Am J Neuroradiol. 2004 Mar;25(3):351-2. No abstract available.

Small vessel vasculopathies affecting the central nervous system.
Bousser MG, Biousse V.
J Neuroophthalmol. 2004 Mar;24(1):56-61.

Central retinal artery occlusion as the initial ophthalmic presentation of Susac's syndrome.
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