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Mucopolysaccharidosis(Hunter-type)
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This study was undertaken to elucidate the pathological changes on cerebral and cerebellar
corticies, heart and liver of a 17-year-old man with mucopolysaccharidosis (Hunter-type). The
cerebrum and cerebellum were atrophic and the neurons which remained in them were
swollen with numerous zebra bodies and membranous cytoplasmic bodies. These ultras-
tructures were quite same to those in gangliosidoses. In addition to.these abnormalities,
dendrites of the Purkinje cells showed focal swellings with these storage materials. In the
heart and liver, myocardial cells did not carry storage materials, while hepatocytes and
Kupffer cells contained a large number of membrane-bound vacuoles. Fibroblasts and
endothelial cells in all specimens thus observed were also distended with numerous
membrane-bound vacuoles. In this study, storage materials in neurons and membrane-bound
vacuoles in the other cells were considered to correspond to gangliosides and mucopolysac-
charides, respectively.

Key words © 42 ZBEAE, HAXHEE, (DR, AT, BUREE

2RO LEMEZER L. AR Dw Tidur-

onosulfate sulfatase DIEEIFPIE E L TV

D390, AENREAKEIC W ETROSNE -
Mucopolysaccharidoses @ — 2 T % % Hunter- 722 & &b, Hunter-type & 2L 72 2, RIBIZ175%

type R EEME L D HEEOSEBRBBCEET 3 DEFZATRICTIRT Uz, & 2 TSR I B S

iduronosulfate sulfatase KIBIZ & 0, & HEMHRR I hi:A&ROM, O, FOLERCOE, FHcER

BHEL O SEOREERP SR THEBTHZ Y, b L BTHEMETRE DS HRET 2,

Nb ik Hurler #5885, Hurler 88B&{t%RL,

FRHIZ dermatan sulfate & heparan sulfate @ it

*

o

FEFI60E 128 12A 238

Tsunekazu YAMANO, Akira ONAGA, Hisaki KAWASAKI, Keiko OKUMURA, Masao KUMODE,
Shigeru OHTA

WEERIRE T520-21 AEMEEB&%ET




LgFE—

fE Ll

EFIFLTHRO B, RIEE CHARICEERED
BEGHH 2 30 IERTN& I L L, HIRPERS
<, WIRGETRAERDE 2 FL LTHELR.
A THHAE2,400 8, FERBIEL 2L, FERHAE
YEETH -, RERDE 1 Tid£EHK 4 HEIE
L7, ZORRETRETHZ, REOREIH
EN6~T7H, BTbV 2% MSIRLBEL
7o g, SEERE, MR CLVBEL TV, ¥

72 3ERD 5 ARSI TEMERE S HEL Z Uiz,

INDBIEREE AL, BB IOM, 2RORECH
BT OFMERIT TS,

Dk BREMERREREEORFEDRD, 65
DEEREREAAR L. 22T, Hurler #E8
5, FREDIES, Ly Y REC TR L B
BIZ Hurler BRBE L2 &L Twa Z L 2iEfa
N, ELRELBEIMNVAYYTIN—DRAY 7u"y
TiRBEERL, RPOBELISHEOEE TR
heparan sulfate & dermatan sulfate 238kt & T
WBRZEPHBELT,, AV b eI WEoTh
BREENED ONEhoTeZ & D, A0 SHEE
@ Hunter-type & Z#r & iz,

TREL D WRSITOEEE L R ) 8 MOMKD VT
IR 2R3 2 2 L bRE IR o2/, R
BEAABEL 72, DIBIEIRIZEREEL, 17RO,

SEXARICER LT Lz, BERICREELR S
SABEBNEO NS XY ko T,

] P

FETHY 4 B R W TR R B 2o e, BIEEROM
B 2oL, EERRWSFERV Y iz, BEE
BiR5%INT—V7 AT Rzt ERFnEEL
Jo. —MREEBROMBERIFIZ OB TIRAY M F Y
Vemd Y VRMar PAS Refik B2 %V, FHEMERR
ZowTiahs Mz, X747y, =y X
W, VI — NI N—REB LRV y—
BEHBLTER LR, £:5%7 VY -7 VT E
NEIEBROBEATENZE 5121 %4 A3 7 A8
HEEE, 7 b RYITCHAKL, =8 812 TRE

£3:0

Ule, BEBYIRFRERY 72—V e 7 2 VBT
BREELOL, HERETEME CHREL L.

& R

PRARARAR © AXEEIX1,060 £ B D, PIRRAYIZ 13 AXERAR
EBEOE LTV, REXO RTERNTE Tl s,
EIMERIERL, RMEEIIBEREL T,
N BRI OEREL A &tz

AIEBE2NHECHET S &, KEETEHEME
ROBEE chic b bR oTBED S VA -V ADS
Ao, BELTH2HREME, CLESED
HAITIEOMEESEAL TS b D5% L, PAS
RETHEABICREI N BB EE L Tz, BE
TEHRET 5 L, HMEEERL R Z oM
B8 MIZ membranous cytoplasmic body, zebra
body % % \» i electron dense body %z ¥ D%
RTEHEOERYEHF L T (R1a), Ly
L, ZD&3RERYWE L astrocyte Iz A SR
Moje, BETIR LY YOS B & <
iz TB Y, Bz oligodendroglia & &
b s HEENIC b HEMIE T A Sz L RtROHE
BERTERYESHTEINL.,

/ININD SRR B ClZ, Purkinje #UfE, SRR O
IR 2328, Bergmann glia O¥EFEMEED s>
7. £12BRIEL TV> % Purkinje MBS OBHRZSHE I3 4
FEATH b BMO T L S HED 2 »idfEAR
DERERLTWR(E22), ZnsDEREIE
PAS BN BSSHFED o, BEIC L 3BET
& Purkinje #H RS, FEW M & b % < ® membra-
nous cytoplasmic body % zebra body #8 L T
D (K2 c), Purkinje MlEDOBHREROERID
CDEILHWEROERMETRBL Tz (K2
b), MEHES RINEAE R, 2 x) V&R
Bk Bz h, BIC oligodendroglia & B 3
HWIBE ™M membranous cytoplasmic body % ze-
bra body »MHE S 1Lz (K2 d).

R /NP & 50 3 /NIE O R 4 B
FERE DO MIME NI 1X zebra body ® membranous
cytoplasmic body iXBE SNz ozds, D
membrane-bound vacuole 2358 57z (B 1b).

D IR DIRIZIEARL, ZRF, HER




B 1. KRE D MEMIE(2) £ /DS (b)), WHEMIE %80 zebra body 26

% 3

P h\;é'f

(8
L, /N

N M (SR ED) & %% membrane-bound vacuole THiis T3, N @ izl

D%, E [ NfiEk, Bar=1 ym,

DIBEH 5 51T, FEETROEILIC D 2
FhdE <, KERBEAS WED o125, L

HRREREIC & 2 fE A O M X =R EE s v,

B & 2 BIZE T H LM TlE myofibrile DL
nize, EEMELBREShe» o722, (K3
a), #& & & Tk % $ D membrane-bound
vacuole #H T 2 MRMEHFMIE (M3 a), 20
electron dense body % &1 vesicle 2 %85 5 2 %
MEEFHIRL (K3 b) WEZEs N, ZD& S 2R
FHRLIEER RIS CBE I N, £i/hE
D IMmE WK M b % $ O membrane-bound
vacuole #H L Tz,

HPASE : FFREAL, BEELIL Tl B
IZHFHBE (hepatocyte) DIERASA Shiz, EFEN
B2 T3 B MK 1 % $ © membrane-bound
vacuole #H L, Zi 50 vacuole NIZ/INKiEHED
vesicle PHIRMERMEEZEL TR 2HDHRD S
iz (K 4). Kupffer Mg RRRAESERT, NIEA

FZAMERE b [ Bk vacuole Z LB L Tz, 7
Kupffer flifg Tz 20 iE» 3 =) VHEEED
electron dense body % & vacuole bBIZE &7z,

% %

L ASFEEICRE T 5 EERPROESZEL <,
AT R B & U 7oRB A E D IR L SN T
&fz 9, bhvb N OREFIIRFD L 2 ZEEEDHE
& ERRER, 2 & ORRROETHIEETHY, TD
KiFicEDy, ko AFERE RO X
D, Hunter-type & ZHWr& N,

LAZPEEICB T 2 EMAEEREORRE R
Hunter-type Ti3 iduronosulfate sulfatase KIEIZ
£ 2 HIRtHE RO REERWHECER 75 L s
T3, AT S KRR /MK O 2w
membranous cytoplasmic body %> zebra body %



IWEFE—

2c alk ! .
B 2. /M. a @ Purkinje #H}2 (P) OfBPRZGEIE EMAR IR LT 3 (5RED. Bodian ¥fa, 520f%. b : Purkinje

HIRIBHAZERZ D JEAREB, zebra body % membranous cytoplasmic body T T2, Bar=1 ygm, c :
BRAMZOERE. Bar=1 g m, d : oligodendroglia DEMMWE. Bar=1 g m,



Mucopolysaccharidosis (Hunter-type) O fESHHF22

B 3, Oofi, OEHRE (VD IZERE 1 A 5 1L a3, SRHESEHINE (F b )12 13 membrane-bound
vacuole (& DEEI) S, electron dense body %7 % vacuole BZ& 115 (b), Bar=
1 um,

B4, FFHE. AFHRC & %45 membrane-bound vacuole (V) #SBZE &
L, FORMITIFANKER vesicle (REDNZBT50Db A LN,
Bar=1x m,




LEFE—

BEINTVL S IED, FHREHERO/INMIE O A B
fa < 4% B #E BT d % # O membrane-bound
vacuole B@EH 5N T35, MBI 2EH
VErMENEMRcA N2 EEWE LI Z 0K
REDSEZ 298, ELEWRIC L 2 &, MENEM
@ % 4 HIEED membrane-bound vacuole i A =
HREETH D, HREHEENOERYE IIE T gan-
glioside 3 hTHBY, ZOBEVHFEEICERES
N ELBbNBY, Z0 kD CERYENER
BB & LT, M AE A T X iduronosulfate
sulfatase RIBIZ & U % 3 dermatan sulfate BWETE
L ®, Z h d B-galactosidase & complex % D <
57, ZDFER, B-galactosidase DIFMHET L,
ganglioside EE T2 L anLTWw3 99, $ibb
MEARREREPAEMEECA SN2 ERBYWE IR
.iduronosulfate sulfatase RiBIZ & 3 —IRIEBEHEY
BThh, wRMIENICS SN ZERYE IR TR
BRVELEZLD. AfrZ L3, REOHHREM
s ohn 2 ERBYE O MHEEE £ GM ,-gang-
liosidosis % G M ,-gangliosidosis I 38 {7 % # &% #H
RN ORFEERYE O MMEE & OO X
b b D30,

L ABPEETE, CIAREER, BRAORHE
REEELT I EPREINTVS 9, FEFIOL
OB L 2 EETIE, EEEEYHEILLHHEK
BICAES BB OMEE, T & bbRiEr
e e P REATRE, MM D Al FEEL TH D,
FEDLEHREN CHHEEEOREICL 20T
BOIEBHLPIIR T, DEORFEIDLS
RESHEBEOHMICEATE Y, Zhs Ot
B EEERYEN R o ROEREELL,
ZOBBEAEORRECZ > TWAE I L RELNTH
5,

FEFIC B TEREN IS REL B IR o
B, O, FOSHECT 200, Sl
= I8 P9 REAIAE, S BRI 2 5 O SRR I ETE
L, AfRgte & LTwa 2 LB EOBRER
RIVEROZVWEZSZTHS, LIAT, HEM
AR IEEA O ERYE IC X D BFRCiE
> THBRFEMEOBIEIC L VBRI NS 548, #HE
MIOREZRL THFEEND T2, ZO&
IRBRPOAD L, REZEFUEOERERET
BB, LD ARAHEYL PR RS 2 ERRRY

g

WREREHREL>TWD L

il
P
G
v

& B
Mucopclysaccharidosis(Hunter-type) & # #f &
NI 1T D BFOERIC DV T, FEHK 4 RGO
%, O PO DV TRIEL BIEIC & 288
BB Iixolz, TR oligodendroglia
IZ zebra body % membranous cytoplasmic body
B A5, ANNIEN MRS RS8O
membrane-bound vacuole BEZE & hiz, F 70
MR ERYERED s e o7, BEEE
OMEITRbHRMETMRP-OEANRME I
membrane-bound vacuole B EEEE & Wiz, HiE
BEMIRIZ I3 Z DIE > electron dense body Z& e
vacuole bR &Nz, T, IS, Kupffer
MhE, SEFEE DENRARE ZHD
membrane-bound vacuole & L Tz,
(FBrKsichlzy, HEHATEVE LLREEKX
NEREE, BHRCHEBIERZLET.)

X [

1. Hunter, C. (1917) : A rare disease on two brothers.
Proc. Roy. Soc. Med. 10, 104—116.

2. McKusick, V. A. (1972) : Heritable disorders of
connective tissue. 4th ed. 521—686. C. V. Mosby
Co., St. Louis.

3. Bach, G, Eisenberg, F,, Jr., Cantz, M., Neufeld, E.
F. (1973) : The defect in the Hunter syndrome:
Deficiency of sulfoiduronate sulfatase. Proc. Natl.
Acad. Sci. USA. 70, 2134—2139.

4, Sjoberg, I, Fransson, L. A., Matalon, R., Dorman,
A. (1973) : Hunter’s syndrome: A deficiency of L—
iduronosulfate sulfatase. Biochem. Biophys, Rec.
Commun. 54, 1125—1131.

5. Nagashima, K., Endo, H., Sakakibara, Y., Miya-
chi, K., Wey, J. J., Suzuki, Y., Onisawa, J. (1976) :
Morphologcal and biochemical studies of s case of
mucopolysaccharidosis II (Hunter’'s Syndrome).
Acta Path. Jap..26, 115—132,



6.

8.

Mucopolysaccharidosis (Hunter-type) O B85

Constantopoulos, G., McComb, R. D., Dekaban, A.
S. (1976) : Neurochemistry of the mucopolysac-
charidoses : Brain glycosaminoglycans in normal

and four types of mucopolysaccharidoses. J.

Neurochem. 26, 901—908. 9.

Kint, J. A., Dacremont, G., Cartou, D., Orye, E,,
Hooft, C. (1973) : Mucopolysaccharidosis: Secon-

dary induced abnormal distribution of lysosomal 10,

enzymes. Science 181, 3562—354.
Wolfe, H. J., Blennerhasset, J. B., Joung, G. F.

Cohen, R. B. (1974) : Hurler’s syndrome. New
techniques for location of very-soluble
mucopolysaccharides. Am. J. Pathol. 45, 1007—
1027.

Haust, M. D. (1973) : The genetic mucopolysac-
charidoses(GMS). Int. Rev. Exp. Pathol. 12, 251—
314.

Wallace, J. B., Schneck ,L., Koplan, H., Volk, B.
W. (1965) : Fine structure of cerebellum of chil-
dren with lipidosis. Arch « Pathol. 80, 466—486.




