TEBIERE

MEEEE AR, 71, 31-34 (2020)

N TGHEREIC & ) BHBOEIFANNV = TIREEYN D 5 BED
REANNV =7 2 {3 L7 —Ep)

ol M R F
B X B A\ HOBE
121 | A KO I

] fi, /NEPSF i, K (YN
= i,
VE, 4 W 52 #F

H ok B I i,

BRI RF R SRR

B B 23ZWERL IBROSRICLELMREORBIZEY, T4V YV —ANIZL L HEI#HE
E LAk A 2l E 2 5 SR TEEMRETH S, SRFEKA L, LT BHHEZ IR EICRD,
WD S BB DIEE ANV = 7 IR IED D 5 20K DB EE DTNV =T 2 HHE L, RETHw2
Bt 7 HHIZEHEZR < B L 72RER 2 5 L 72720 ST E B 2 2 THE 5 5.

Key words:
AWV =7 (Hernia)

£ #l

205%, Bk

S A

BEFEIE - 77/ 4 F (20XX-244F  BIRAfY)

FERHE MM L. WiBlC A IS HER L.

BURIE © 20XX-234F12 2 2 Z48E T A (Hunter i 5 #F)
DFW &Y, BRAHEMTREZ TS Tw.

20XX- 1 S22 2L HEDLTELAE I L D IEHEKEED 7290
SRL, IR E o7z fRAR, FRICHREIEZ R 2>
7o, ENLRRIREVBRM Z TS Twb. 2ol
L I ZHEE TR OEIR & U OSSR, B 1 e
BIUOHBREEZAL TS, BAETTICAIZHED
BHCPES T, EREALV= T (20XX-194E, Ak T Tl
B, SRR, AREEANLVZT (20XX- 34, ¥kET
A vy a7 T B KB FMGE), BV =T R
(20XX- 3 4F, P CHERESHSHIC X 2 TG #H) O
WIEDSH A, AW, 20XX4E2 H, W% EFR 452
Z L7z bW B ARHT R T A: ARV I 2 il L

ELIZEEHA CTRAECTIIGHEDO R o, R
BANVZT OB RONVTIHREESH L, BaTii

2 I ZHEE  (Mucopolysaccharidosis ; MPS), Hunter JEf&#E (Hunter syndrome),

HIIZAREE 2o 72,

ABERBURE @ & £148cm, fAH5lkg, BMI 23. 2kg/m?,
PS2, A aZHHE I RICHEVWKENRETH L. LR
OIS CHISR B L OER 2 5207225, TR
WA LR e o 72,

ABEREHAE T - Hb 12. 9g/dl & BRE OB ML % 320 7275,
Z MM - EALAIZIEFHPANTDH - 72,

UL LR X AR AT © e D AR 72 Bk 35 & U Kerckring
ROz,

MR R CT AL - e AR T E BN L, ~Vv=7M
ERDONDEIT, Wi ORAENRD Sz PNEidtr
FAMEICEEOI R A Dz, Bl L7z B o i
Wtk DREEDS LA L Tz, ADoK %27 7.
B U 728 O BENEIE X FR D 2 A2 o 72, B B A7k free air
ERO L7z AREANV=TBLOBEALV=T7 O
RO L h o7z, (Figure 1, 2)

TR - ETEER TR O NV = 7 TN - TR
BURE B %o/, FAMEKROES TEETH 72,
BEEZHKL, BEB L OHBRIEIRZ FE L~ V=
TEEMEE L. NV TENEELNEYOMERIZH
HTh o725, FPIAMRZ B L 7 BT LINE % i

AR, BHETH SPUXAR 3 -9 (T236-0004) AEUEli L KRS SHRHGHS
(BRiZAT  20194F12H26H /ST RS2 20204 2 JI28H /=B 20204 3 J112H)

31



L R U S N}

Figure 1 (KF-7)

Figure 3
WG RE L2z~ = TR R 7.

AT HEANNVZTEONFIIEAKRDOATH Y, HHHi o
1T W CRE D L 72/ NG DRI B O BN S 35RO e b o
oo NVETEEREMTYHL, Avy3a7/I7BL0
oA y—bEHALMAIL7. (Figure 3)

Wit iE ARG - iR 2 HICHEN A 2 300, BEERIER L O
W15 s B e 33 L7z, R 3 HICEHZ MR L
7. EHFHEEE TR IEIEROME L 2 <, Ml
BT b RIESIS EFEFBO o 72, Z OB BT
THiR 7 HICHTEBRBEE 2572,

z =
L A SHHE & BB ISR D, BBO NIV = T IHRHRIE

32

Figure 2 (AT
JI5 B3 5 computed tomography (CT) ML /2 SRS T AMEREAMCH L Tz, AV =7 E BN DT, BiEokE R0 b,

BB BEVPREAV =T 2 FRE L ER & R L 7.
BAaTMEBI 2w, M7 HBICEIHEZR BB L7
2 ILHIE (mucopolysaccharidosis ; MPS) 1% A I %4
() a7 A Y) OGRICLERBEREOKIAIC X
D, ZaZEHHTET, T4V —ANIZA LR
HEFIERE LIk 4 RlRasbi s 2 5] & 2 9@ mERET
HHY. KIHLTVBEEZEDENIZ X ) MPS I 6 DD
BN D, AIEFO X 9 7% MPS 11713 Hunter JE BT
EHMEEN L. MPS D 7 9 THE— D X Gt fRal 1951 5
BRETHY, FEALBRORIRIET 5. bOEIC
Bl 5 5 3 LHEOFSREFE L JE50, 000~60, 0008 72
D1 ALHEN S, ZOPEA L I LHERE DR L #Hd s
NTWBY, SV =T E A ETRTOlEEHLRE
DOHNLNAFAET B 728, MPSIZ X Bl gsh s 4 L ek
T s RN X o TERICEE S 228, HEBLTECR
SNDAEIRIE, FHGEB ISR, AR, MR,
B E R, N, PEMERREE, DR EE, BT
R, BAEifNE SR, BKBER2ETHLY. ThE
NOFFRD LT, FIE - #ATL DITHRVEER &,
FAEDSIE < IRREDAEST D AR REIERAH 5. MPS 11
BOERERIE 2 ~ 4 3% CTHIE BRI E 2 L2 B2
L10~15/& T ZIERIR, BHERNIIL AN SIE L
RABERE X PR M HH NG 2 X 5EM D H %Y. Hunter
FEERFICB W CHEET 2R &M beR B 3 IFME T
Y, FRFEIRE LTI AIT 5. Muenzer
LOWMEICL D E, 96D Hunter JEBERED B EHD S B,
73N (76%) ICMRITHIERDSRSO bz, 72, S8
IZWREASFED Sz, & 512 Okuyama b DFEIZ X %
& Hunter JiE B R B 10N O CT W 1R % -85 8, 2B



BEEANNV =T & 158 L7z 2 2 SHHE O REH

IR AR D & 7z, HEIERIE 9 NIZRRO bz,
F72, 2aZHHETR (HunterJEfERE) B HL43%
PR S, &, g, BN oG ET 5. A
SHHIETIETA YV — AlEFEE I — N 58EFOER
WX oT, BMRIEUPKRTTLIEII2XY), 2a%pns
AEAMRRICERT 5. ZO-0MBRIIEEICR D, A
WETRRIENNZT ZFIE LR T % 5. Young 5D
WiHIc &k 2 L, HEHED Hunter SERERE D BE LB 9 B
2060 (61%) PHEANNV=TZRIEL, TDHH 260U
I L7z, MEREANL =T 2333%, 4 REHD
17%, BRI % TH -7z, AL = 7132041
(61%) A%5HE L7z, 33% &~V =7 % AR F 72135
BHNCHIE L 720, ANEBTIEHPH L YAV =7 24
DBELTWz.

K % 23PubMed R [E 1 55 T ¥ — 7 — F [mucopoly-
saccharidosis, Hernia] [ & IZHHE, ~NV=7 ] TH~7:
HPATIE, 2 ILZHIEREICHEEOANNV =T 23895 L
L VA RIBTOHE IR, MrHELEEZOND.
2 AL HHE B O SZMEE TNV =T OFRED 5\ i
HH 2 SUHICE C LEXD 5. MiXoERITOWTIE,
SBEEHAV =T ERON4 74 2 TlR, BREOHE
TRONEGE % 1 S BB EZ G L 72BNV = 7 OFEFIIC
o UBERRZ T RE L W) RS INTE DY, 235
BESE D HENIV = T BN OV TIIHEFH D20
Ay aTT 7k ERERBRSITOND 2 L PNE L E

B, —HTHEZRYETAV=TIIH LT, M5
OMAVBIETSETHLH I LR ERBMIC, FEDhk:
MR SN THEH T, il % DIEBNIIIS U7l 2GE IR
DLHEEEZEZOBND.

X &

1) JEAS7 A MR BAEBORIIZE R 74 VY — A
W (77 7)) —WEEt) (BT LA W
TWOFGI S THER L 72 2 B HEREZ R =2 T

V1, 2016.

2) Okuyama T, Tanaka A, Suzuki Y et al.: Japan Elaprase®
Treatment (JET) study: Idursulfase enzyme replacement
therapy in adult patients with attenuated Hunter
syndrome (Mucopolysaccharidosis II, MPS II): Mol
Genet Metab, 99: 18 — 25, 2010.

3) Muenzer J, Wraith JE, Beck M et al.: A phase TI/ITT clinical
study of enzyme replacement therapy with idursulfase in
mucopolysaccharidosis II (Hunter syndrome): Genet
Med, 8 (8): 465 — 473, 2006.

4) Young I D, Harper P S. Mild form of Hunter's syndrome:
clinical delineation based on 31 cases: Arch of Disease in
childhood, 57: 828 — 836, 1982.

5) HRNVZTHE A4 P4 Y ZASH [ BERAN
V=T EIHAA FF 4 >~ 2015], 2015.

33



34

L RO U N

Abstract

A CASE OF RECURRENT INGUINAL HERNIAS IN HUNTER’S SYNDROME
WITH SEVERAL PREVIOUS ABDOMINAL HERNIAS

Yuta Nakayama, Toru Aoyama, Atsushi ONODERA, Kentarou Hara,
Yousuke Atsumr, Keisuke Kazama, Masakatsu Numarta, Hiroshi TaAMAGAWA,

Norio Yukawa, Yasushi Rino, Munetaka MAsuDa
Yokohama City University, the Department of Surgery

Mucopolysaccharidosis is caused by lack of enzymes necessary to metabolize mucopolysaccharides. Accumulation
of mucopolysaccharides in lysosomes causes various organ disorders. A case of recurrent inguinal hernias in
mucopolysaccharidosis II (Hunter's syndrome) with several previous abdominal hernias is presented.

A 29-year-old man presented to our hospital with nausea and vomiting. He was diagnosed as having Hunter’s
syndrome at the age of 9 years. He had a history of several abdominal hernias and had undergone surgery several
times.

On examination, there was a bulge in the left inguinal region. Computed tomography showed small intestine
outside the abdominal wall and intestinal dilatation at the left inguinal region. He underwent emergent surgery with
a diagnosis of inguinal hernia and intestinal obstruction.

There are some reports that patients with mucopolysaccharidosis have tissue vulnerability and recurrent abdominal
hernias. When patients with mucopolysaccharidosis complain of abdominal symptoms, they require careful

assessment.



