52 : 959

<V VRY I AL (1)—5—5>8 & iR

WMEANTEY TV VIERE & Neuroferritinopathy O fERE]

5

(ERPR1#Z 2012;52:959-961)

S

Key words : JXEANE Y 7)) VILEE, M7V F VE, 8 ~NEYFV Y, JYFVU

BNFEANTE 7)) VIR, IR TS, AN,
WEFIEREE L, DMERLETINE - WEEONEYF
U URAED, BRAHICH#EIT T2 HPEETH LY. DTICH
Bl % 5 F 2 THRRBEIT R ZBR5?. #BEIIBWTIX
Koeppen, Revesz (2 & % 5E B LAV IE R V. - 72 5 A% %
HEB % 5 < o, WIRMICIZMEE, DNROEVZE %
ARLDDL IR TDH A, HFIEEH /NN O
FREAHET 5 2 L S RIS, MEFEEAL DL
EbHD, ZOIEDHVILEOIREDIMIED &9 H &GS
B VTN D B KINEIHE T, KK O E & g - FHE
A IRICHEERZ 245 2 LM THh 5 (Fig. 1). I
KIGTIE, BT IR SR, Rk IiE, < DR, s
T, Wik ChiiE o g HRE< 7 a7 7 — 227 7HlE
HICANEY T YikEEAREDDL. XV) T =Tz
FURIEGMLTIE, SILEE L DM IREHETE L. MNTIE
WEDSEIET, /MR 5 2RO R & O B B S
i L, FREICANE ST Yk & A LD 5. MRITIHZEA R
WEH & LT, /N B ERESE O ReER I, /NI B ET 5
5 VI el # IR U B OB 2 EE 535 L%
ZbhTwab, F72, BEBITIX, ATSFET7 A baH-A4 b
B HVIZ B ZSEDSANE ¥ 5 VIR I O s AR
BHDWIINESLDFFETH o7, ZOREDOZEHRITY
LTI RV, HEANE VT VRBEEICB W T, IE R
B 7HEALANVO EALWEINTWE I LY o
WRETIRY TILEDRWPREEI, ABITEALDL L
Mo, gikEL ¥y vEAL OMEN RIS, —F, H
BREITIZY) YBiba v X7 LA VML Y 4 B D
WL ANVETTHEINRED. LI, ANEYTFY VikED
BRVIRERIZD Y Vb a ¥ X7 LA vt AL o7
DEOFREERT 5L, RRBIZTTE L, OH L RE IR
EVE DM ERET LD EEINS. HRICE KON
EANEYT) VILEIEE AT 5 Koeppen 112 X g, sk
ANE DT VIREIEIC B W THRERRAEZE L & A L D 72 B
13H 5755, 7)) THIBL COMENE & {, RERGTORE bR
Jiff&E Dz & THY (personal communication), 4% L
PElNn5.

Neuroferritinopathy & F N2 ERMERE T, BAMRRE
B RS HE SR TWARRIIRSNLTWBEYY, ZohT

WD

H 5% ) ¢.497_498dupTC mutations % H.0 T R 2 2R ¢

OO PIMRGIC, OYF AMESEHNG, & ICHTTEIEDOE AT <,
HIH T, Bd I3 b % A & 5. MR IICIZRIR
¥, Bt WEKIZB VT, Mol BT, Pl
BT, MEFEA S BEAL DL, KBEE TR, 32 ¥
V”“@’Cu\b@%%ﬁﬁ@( HibZ A & ®, FRBHEDOILE AR

SN D FEI AT AL, EICBEN E —SBoRaklIicA s h
Z;ﬁ)\%’(“, Z OFARITHEMIEE L O 7 7l L #
MOFEIIA LD END DN TH S (Fig. 2). FHHE A
ik, N MFIY AV THE L EDO TRV
B2 R L, St THHHLRVEFRICEO 5N S, Jufalk
FERT L LT, MEgkE EMiBomES S TNL T &
bR NIz MABAKIL, MekE SRl s u<F ok
EOBNEBEBIEAIL R o728 ) L2 L5 THED,
ZORER, BAKEET HHIL, BEOK LY A4 XK E
Az B KIFBE T, BRI AERIE RO FRIZ S 5
AMfBORLL, MEZMERMO 7)) TS AED SR
5.

R, Bk, WAL, BAKEL L S HA L O
T, HAKOKIZEDLDTEL L, BRICH AL DDA, Ml
BWRe, ZNL EICHIBAC S 254 Lo, SRIRIEE OTREE
By — OB RZEIRIEE 1, DS CERIRIEEY S 5 v idE
AMRDEEGL7ZEDOD LI AZ L. BREAKL L
T, ZOEFNIIFEREYE , —HIXFEEETH Y, ZHO
REW D72 DR DI FHEE % A L DAz, MR TIE
HAKIZZ ) TR RN, & I, v E v IifiiaR
BRAOBNIC A LD 5. KRIEL/MREAEIZBWTS, T A
baH A bRt ) TFus) 7OBNICEARE AL D,
BRCEIR O ML N AL D B W IZIME OB NI 3 Ak %

A l: D5,

WH OYATHR SN2 7)) 7 ML FlRH A% N 3 AR
Z, 72 )F IS Ak E D b mERaIc LY, Btk
Wi e LRSI 2 2 e TE 5. 512, BNZT
THL, MBEICHBEREEA LD, 2 OMERME S
1, 7)) TR TIE B0 E AL, SV AL, B
FLRHE 2 B & L CRBRk S 5. SR OERIRILH b,
7 ) F U RERO TREICER SN, oo AKE
RS 5720 F Y OWEREHRFET 50012, BEMT Y

PR RFEF Y v & —MkREY: (Rl 7 L4 >3y 7)) (T173-0015  BUGRCHRARAG X SR 35—2)

(ZA+H :20124:5 ] 23 H)



52 : 960 FRERMRIES 52%11% (2012 :11)

Fig. 2 Cerebellar cortex of neuroferritinopathy. A photo-

Fig. 1 Cerebellar cortex of superficial hemosiderosis. A micrograph shows round bodies in the nucleus of glial
photomicrograph shows severe loss of the cerebellar cor- and Purkinje cells. H&E stain.
tex and numerous hemosiderin deposits. H&E stain.
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Abstract

Neuropathology of superficial hemosiderosis and neuroferritinopathy

Masaki Takao, M.D.
Department of Neuropathology (The Brain Bank for Aging Research),
Tokyo Metropolitan Geriatric Hospital and Institute of Gerontology

Neuropathology of superficial hemosiderosis. Gross finding shows diffuse brownish discoloration at the sur-
face of the cerebrum, cerebellum, brainstem and spinal cord. Severe atrophy and necrosis is present in the cere-
bellum. Extensive deposits of hemosiderin that are well recognized with Berlin blue and ferritin immunohisto-
chemistry are present at the surface and in the superficial parenchyma of the cerebrum, brainstem, cerebellum
and spinal cord. Although the pathomechanism of this disease remains unresolved, continuous or recurrent suba-
rachnoid hemorrhage may be important for developing diffuse hemosiderin deposition. Neuroferritinopathy. In-
tranuclear and intracytoplasmic bodies are seen in glia and subsets of neurons in the central nervous system as
well as in extraneural tissue. They are stained by Perls’ method for ferric iron. The bodies are immunopositive
against antibodies raised against mutated and wild type of ferritin light polypeptide as well as ferritin heavy
polypeptide. It is suggested that loss of normal function and gain of toxic function may be crucial for neurodegen-
eration of neuroferritinopathy. Both diseases could be helpful to understand and clarify the pathomechanism of
neurodegeneration associated with iron metabolism.
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