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Fig. 1 MRI findings before and after immunological therapy.

FLAIR on admission shows high intensity signals at left thalamus, bilateral lenticular nucleus and subcortical

white matter of island (A). Apparent diffusion coefficient (ADC) map (B) shows high intensity signals and DWI (C)

iso signal at the same lesion. Follow-up brain MRI obtained 6 months later reveal no obvious high intensity area

(D). R = right side; L = left side.
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Month Dec.,l\ Jan. Feb. Mar. Apr. May. Jun. Jul. Aug.
Admission Discharge
Anti-TG ab (IU/ml) 840.2 520.0 558.2 525.8
Anti-TPO ab (1U/ml) 283.1 109.3 81.3 66.4
CSF Cell (/ul) 14 2 4 3 5 1 2
CSF Protein (mg/dl) 73,9 79.3 76.7 73.3 70.9 48.3 44.7

Fig. 2 Clinical course.

Cognitive dysfunction did not improve after intravenous and oral steroid therapy, whereas it began to improve after CPA pulse and

finally recovered completely. Titers of anti-T'G and anti-TPO gradually became reduced, but were still high after CPA pulse therapy.

CPA: cyclophosphamide. HDS-R: Hasegawa dementia rating scale-revised. Anti-TG ab: anti-thyroglobulin antibody. anti-TPO ab:

anti-thyroid peroxidase antibody. CSF: cerebrospinal fluid.

Tholz. THRICHEER L%, 8 X WG HEFEL
B, RKEBRTEI 2D o7 ZOHRICHM L TW/2Hi NAE 5t
RSB CTd - 722 EAVHIBI L, AEARBE & 2 L7z, 38IE
34EMRICIZPSL % 9mg/ H £ THIK L TV 57285, FERO T
TA BN TV,

z =

& AHE (X HIR IR AR REAC T I & 2 R & 12 IX B &
7z, BYERUIRER S (BEAR) (28 BORIEENETH 5.
1991 4E |2 Shaw & ? A%Ese L7z, OFHMEROIEE, @HH
PIFUEOAE, @A F 04 FIZxhd 5 BIFA G, &)
FEOIBIECTH R R BT & o T B, L LIERD
WEEENLIZONT, AT U4 FEITIEREIAT5T
Holzh), AT70A FOFEHKE & HITHIEZHED KT 7212
BINORIEEFE L LI L T 2IERAPV PO THET L L
PSR %o TERLYY, 2704 FEIEOREGIIK T 5
BIEE L LTy o 7)) voRKE g Y0 % m i
LRV OIEIIMRA T, THEFE T Y, kT
ANFLEF— N0 gy W R LG
HEINTVLD, RIGECIED D4, BEIEOKRF TS
DHDHHELH D E00, TOFEMEIIHEL STV,
BIEBNIATEAL XV ZABIOREO AT 04 FAMRK
(PSL 1 mg/kg/ H 1 7 A ) TIERBAIREE DTS Z Lo 7z,

—75, CPA 7SIV A DB TR 20 2D 58 45 |2 FEAIFE BE 7S
UEL, ZOHb REIHEF OB < PSL ##im LT 3
FERIIH ) FIIEA STV, BRSNS % CPA
BEOWE LT DD, WINOER S AT 81 FiGE
RICHSE L7z, F7203EIRDFRAFET ZIEHIIC CPA 455 L
FERASTE S LTV % (Table 1™ Marshall & * 0#EBIIZ
CPA VSV A DG 4 r HE2IZFSE L7275, BINOGRIEGE % i
TLERL WD, RBWEEoOBIETIEd 25, ERE
BITER X 22 0o 72,

CPAIZF A +EYxry - YAY— FOFEMLTSHY), DNA
RHNET A LT, ARG & M A T A 58
HITH 5. FE5FFIIGE R ORI & BHETO OV A%
EDH ), ANCA BHEIMAE 412 B 2 HETld, MEOER
PEICEE R, B8 CRIRGEP D% TEA, FIFER
OFBBEIMR N E SN Y. OB BICRS L
A, B USER, T v8ERE DI 578, BRI R
HESZEATE <, HTHUEO RS- AVEE S T AR
IENOMHEHNIRREA OB AL b 7L EZ NG, M
RIEBERER 35 CPA 139 CICEEMEMATEE LT SN
ThHH, PR, RiMECTIIUIB Ty, A7 N
AT F TSI 221200 L Tl 2 S mimive i % 56
Hyox—Fov 7 Ths "W,

& ANAE CILTEES MRI CHRE % B3 % 01345 &
ENTWVDA, FEGCIEmEEERE X OCBEETHE



TIURRAT 7 I ROV AFEDZRR) L7 AEARINE

58 : 393

Table 1 Reported cases of Hashimoto's encephalopathy treated with cyclophosphamide.

Case 1 Case 2" Case 3 Our case
age/sex 37y/Female 79y/Female 49y/Female 69y/Male
impaired consciousness, impaired consciousness, impaired consciousness, L. . .
symptoms . . . . decline in cognitive function
depression, seizure involuntary movement involuntary movement
anti-TPO ab
positive antibodies [thyroid antibody] anti-TPO ab anti-TPO ab anti-TG ab
anti-NAE ab
. Administration
prior treatment IVMP IVMBP oral PSL IVMBP oral PSL
of dexamethasone
CPA oral CPA (100 mg daily) 6 courses of CPA pulse 1 course of CPA pulse 6 courses of CPA pulse

returned to cognitive baseline,

outcome returned to cognitive baseline

returned to cognitive baseline returned to cognitive baseline

but relapsed after 4 months.

observation period
about 1 year
after treatment

2 months

6 months 3 years

All patients had insufficient effect with initial steroid therapy had favorable response to CPA. Only Case 2 relapsed after CPA treatment. He
returned to cognitive baseline after additional immunological treatment. anti-TPO ab: anti-thyroid peroxidase antibody. anti-TG ab: anti-
thyroglobulin antibody. anti-NAE ab: anti-NH, terminal of alpha-enolase antibody. IVMP: intravenous methylprednisolone. PSL: prednisolone.

CPA: cyclophosphamide.
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A case of Hashimoto’s encephalopathy successfully treated with cyclophosphamide pulse therapy

Kinya Matsuo, M.D."”, Michiaki Koga, M.D."”, Masaya Honda, M.D." and Takashi Kanda, M.D."

PDepartment of Neurology and Clinical Neuroscience, Yamaguchi University Graduate School of Medicine
“Present address: Department of Neurology, Yamaguchi Prefectural Grand Medical Center

Hashimoto’s encephalopathy has been described as an autoimmune disorder which demonstrates favorable response

to corticosteroid therapy. However, steroid-resistant cases which require additional treatment are frequently reported,
and there is no consensus how such cases should be treated. We present a 69 years-old man, who progressed cognitive
dysfunction in the past three months. Anti-thyroid and anti-NH, terminal of alpha-enolase antibodies were positive.
Because initial corticosteroid therapy was ineffective, cyclophosphamide (CPA) pulse therapy was added, and his
cognitive function was immediately improved. He had no relapse after tapering dose of corticosteroid for three years.
CPA pulse therapy should be considered for steroid-resistant Hashimoto’s encephalopathy.

(Rinsho Shinkeigaku (Clin Neurol) 2018;58:390-394)
Key words: Hashimoto’s encephalopathy, cyclophosphamide, anti-NH2 terminal of alpha-enolase antibody, steroid-resistant




