[ Downloaded from jmums.mazums.ac.ir on 2026-05-26 ]

o )b ¢, Sbjy oo JeolS_filsa_Las

(1WG-11EP ) 1A Jlw  sidwl g gagy OY d)laidh  @asiplld a)gs

Mucopolysaccharidosis ajgn Sy ) p
Maroteaux-Lamy ggi jl

** (M.D.) 3B (53 ) Ly ) ¥ (M.D) 03l 3gizme 093
wees(MD) @b e #5% (D) SUe g Jlane

4 ase )

Ss)len 5 slaws < > Maroteaux-Lamy ¢ 5 ;I (Mucopolysaccharidosis) ;54 Sl bS5 olew
S g —F AT — sl 3 S VE — fzl N 06 & sl miT g5 G 2pmS o 4 8 Wik S e

onl .55 o 3w ! N-acetyl- galactosamine-a-4-Sulfate Sulfatase ( arylsulfatase B) (B 56l s Js O1) 56 e

S aghgr e ) shas Gl @Dle 5 e O Gl el 53 b 8 LT gl mead sl oS

GGy ol i — Sl gl Lds SV = pwde &30S —(Coarse) pis oy g0 1 A5 ke OT S
‘5.15 L;.ijb 9 g_.ls L;LA‘\’.."{.J’ Cnldes —(StlffJOIIltS)

o = o (S5 e 4 oS (ol (513550 G il 5 ABL e D et ) BYO ) (ley £

A (Bliv 3 mle me (oS8 (18 5w 0358 o0 (B re codd (6 Sl plll o5 5 Blis 53 mle gole i

SIS s Gl sl (5olomial Ol b 0 g 5 (S (655 55 303 DL 1) s A8 slay 5 gLl 5 555

3 sy deow 0 bsT s 5 (Dermatan sulfate) ol g OGLys 05 eVU sl ilesT 55 i

et B ST 5 oo w0 g 35 1S a0 slafis 5 53 ek e (Inclusions)

k 3303 asia |, Maroteaux-Lamy ¢ 5 ) S8l LS 5 L;)L.,ﬁj

Maroteaux - Lamy -Mucopolysaccharidosis —¢SU sl sla (¢ les 2 (534S (sl 519

doddo
(Glycosaminoglycans) Lol gaT ;U8 ¢l & (L sd g0 0dusl MPS Ll 4 a5 g les oy
03, pU (glod Slss sk o Gn ST gl 4 Sl 3T 258 L OB e 4 & dter Lo sle
was oo JSE 1) Sty S5l g slee i Soge 4 8 b3l ol Wsd e sl s
Slgs ol &S A aliee ek sl ol S wlborislge Jds Eel uiS s fos intralysosomal

Y6 Sl S e 5 01 )i5le (Kb psle o83 Glistal) e Sla e « S 6585 panai G5

o gy a3 (53 350T 0 DMl sk 65kt Jno iga B0
O3k (S5, 0 ke o5 (k) sode Dln s (JUbT (53552015 paaize ¥¥F 0l 5k Ko pole ity Glskal) pode Sla yie (O3 ST Ll s G **
0155l (S ke oS85 L o g Ol sl OIS ,87 2 lizs FHHE

ADNY/TN iy i S AD/V /WY DSl S ol 6 AB/ANY 3 28l 53 5,67

WG 1PAQD sidwl g gag) « O d)ladh « @ad)LD 3)9s ohsjls Al eole alGibsls alas


http://jmums.mazums.ac.ir/article-1-188-fa.html

[ Downloaded from jmums.mazums.ac.ir on 2026-05-26 ]

193) 5w (19500

oobe JSG 5 ws, S ¥ s bl

)u\.i:) d%‘)%b cﬂ),\:mcﬂ)b QT)‘)AL&‘J
Do S sl 4 8 (b 4 ol ok JolSS
Sbs 55 Olas o 5 asl (Coarse) oo -
‘)(Jy@ﬂﬂ)uféu\s-u)j@\e“bul

() o)u Jg‘&) Sl @il

C»’qéj}ﬁ)laﬁﬁjadjl\ Q}IA.SJ.:::

e i ja S ol Jos aw jley ablayo

3 pom 03 (Son-lapta gude b 53 O ysaS

Cledr Hlaw uzmed 3515 5 43 5 Lilod (bu\ P
S e 3l a1 g lgd s 2alS

034 3L Ol (6 s r\i..a 03 sle a5 Sldas

o OOas | ek (Sl 5 en g (iBs 5 Ll 00)

RN PLAARY )y‘.:m J_} ol °'>J§L$° oalanl L;‘o.f\.b

Gl - 2 glads —anT cbds 1l wle
(Uronic Acids—neutral sugars-amino ¢S,
. () sugars)

o) 315 8l Jail by 40 Vgems 3lpn
55 4 (Proteoglycans) Lol 55, (oS 5
ol Olazslu s Lol gland slse opl S AT
O 4 bdle Glag )ihS se 5 e 5 2Lis 5 Lo
L

o Lol Jlgjazd e 5T 25 ol
Sapsiazd 504 Caldee 75l 5o plad Sl o)
53 s I8 555 pludl el 5 oks ad sha
Ay OhiCalSne =gl bdse Sl Jlsl
5 B Gl g 53 YN Gl o S
(N Lgd 0 sl L g e (39,5 — s ladmy o
A5 00 ) B Y0 4 (Sole s

Loz 318 bags sl ol ) AL

Jows (8 )20
oS (S e 4 U Sl (g5 ey
DSADYNY G 53 Sl pll rawm%i'ﬁﬁ
S Sl Slaw oy Oy 0558 i

N
Ol (s | oy a2in 93 1 Slaw ol (K5
S s s St el s 0T JUis 4 5 b gl
B3I 053 A3 slen 3l I Ty (S
23l 5 5 el Il Tals el gl Uyl 2555 5 03
(oo 553 5 goe ) ot o oS 5l
Sl o Akl Lty g slassl 5l 55 5 3
) 4:.&1436&.’:.» Solasl Olygs 5o yole 5yl sy
ST Wy o&an 31555 5 035 sanb &) ot Ol

1WAQ sidw) g (1ag)d « O o)lads « eo313UD 5)9s

ohdils Sy eolc alGiliils Alas Wy


http://jmums.mazums.ac.ir/article-1-188-fa.html

[ Downloaded from jmums.mazums.ac.ir on 2026-05-26 ]

pljlSnm g oaljamian jgasye

a3 OLESSH 31,5 g5l oY ol JCB

S aemer (i slabl, K iy 5
e yly paiiee Seals e 5 o3 5 (dolichocephal)
Aoy > jae

s (oar like) usle 5, Laokis e 5,5 5 >
b Gl ganajl 55 s

(Ascites) Sl s> mlo paic oS5 (18 5 g s
SN saS sl glal 35 5 S op AT
.H\i.sjf

Syl gl b S S )l5 s 2 ol
ST 5 i 4o s ui" (Echocardiography)
Wl 03 g bles Calies Sl 4 457 505 OIS

S s e plaen s sk 51 10s0 Rle3T
e 03y Vi & el (MPS) by
J':)\)’f oyl s (Dermatan Sulfate) Sl s OB s
s el Slo s g st 3
(¥ oles JSK8) s o> o & (inclusions)

5 Jbesinzd Glan 5T o (68051l alints
ol slaealesTys by 05 Ser ou¥
Sl 0355 Jos ;4S8

T (U Ll & e b
33l (LS s (olen el add ST
Maroteaux lamy & ! (Mucopolysaccharidosis)

A esls

AF=05 ¢ ol OV= 1w 533 aiids 53 1)+ 5 OL
WLl 0351 p 8 S YYIO= 055 ¢ 0 Sl
Laaﬁlé(a)}:—(Coarse)&ii)&ﬁ)Lﬁa,y
why 55 Gk —dseme 5l 5855 e mails sy
Jrolin ol 03 5 Jganal 50658 03 5 5 oy e 3
(Llos 5, (S Joints) J yome 31 5w Kan 5,5
Gy g 03 5 o3 Jyeme Sl S 4 U
Nt g 03 odoi b b 55 5 iz Wheezing
Al odid L 515 den 3 S st b g
._Liuawddbs}bl:_\?f):f)}grgi
s 3 5835 Ugene 1 i oS s 0SS
(oo Pl S5l 5 g g BRIk P23 St Il
035 sliml Hls OB Ot 5y b g &l s

!
($bo> adsl DLl ooy O (g s I s
el 25 e SISOl Gla mle3T 5 s £y 8
sdd plnil (CB.C) 5l JolS isles 53108 8
A5 (S35 L 5o o) MCV=85 , Hb=10.5
el 03 5 e 03 9dmen 53 0 Sa s SN Ll
35 (Gbs 0 Wi 6,8 ol ABG
:axirl;didhdjléjsﬁ):}nﬁ&:ba:)m
Fot S gladl susle 06 Lo ge plucr|
azkd Il Ol Ol deinl 5w (Sl 039 Jgene
Coxa valga OT s 5 43ls (Fragmentation) sl
Oy Olgpal 5 5 038 o e asly SRl
4w S e 035 slalgsl 5 abls sy
Y JS) o3 &S5l S8 (55
(Radius,Ulna) cp 55 5 op 5 L5 ol suul
a5 a8 s Ol el w) g ol leds Hlsa gl
Slasdbe 5 (sdio Mo By ,ab wmio dhs o
53 Olgal &5 oLl i3w) s Lol g

.Ju"o.)x VL.AL (J:éu_g“ \:J)}l?r.ﬁ

1A 1PAO sidwl § 06g) « OF o)laid « asiilib 0)9s

ohjls (Ab)y eole aEisls alas


http://jmums.mazums.ac.ir/article-1-188-fa.html

[ Downloaded from jmums.mazums.ac.ir on 2026-05-26 ]

193) 5w (19500

& > )
ke Sou 350 Dlan 53 352 g0 @SN o Jage o (K5 350 3 48l SLa0L s I e sl
s @b 9> oy 9dS (dezeo j}ﬁijl Sl .Q)ﬁﬁf&b)kﬁj‘&@bﬂij

Wb sS 058 (alps Al ey Sliy gt
Sliw 5o mle e (2153 (Coarse) i &) 50
sl céf)}g d céf;}l .LS‘LAC‘A;\ B £33
yw—ﬂwu)u‘jdd)j"-jd|j§a6u4>’u_)b

.U = —(Stiff Joints) Caw

)‘ C}: \F 3 9> )bﬁo)u\g)}b QL@A

Jsda) lodds azilis 0,55 MPS slags lew .Q
2 aVOMOr\

e O Y 1Y ool KU

S C‘y‘ u.;‘ BE (5‘59 rjw Jof\.@s S () o ylads
gt nl 5SS lal (s)len el S )l

558 e A sS 5e sla olas g1 510 5o Jgur

oled okt pb AP f,;T;,,S 05 sl
MPS 1-H Hurler & ailes e S SplS - w3 S ile e a-L-iduronidase 4P 16/3
SILAF s
MPS 1-H Scheie ST e Ik abs s a5 oS — Jolie rie a-L-iduronidase 4P 16/3
MPS I-H/S Hurler/Scheie Scheie sHurler o Lol st (5 oy @3 a-L-iduronidase 4P 16/3
MPS II-XR Hunter. =3y 43 3 S5 I ol Hurler et (s )loy (30 Iduronate-2- sulfate sulfatase Xq 28

—Cais a3 Sl e o3y 58 (g len Dbk — ol 5256
ol by s o

MPS 11I-A SanfiliPPo-A 615 S — Lyl el Sl Ol lay Heparan-5-sulfaminidase 17q25/3
MPS 11I-B Sanfilippo-B. o el u-f'”b e gt N-ac-o-glucosamidase 17q 21
MPS 11I-C Sanfilippo-C A..\;L.dm..\;j;ﬂbwl:)m, ol (S5l S Ac-CoA-glucosaminide N-
) - h N - acetyltransferase
MPS 1II-D Sanfilippo D i 5 5 b Sl i s Jlo gl s 15 J b N-ac-glucosaminine-6-sulfate 12q14
sulphatase
I 3y 48 3 Doy sdS —
MPS IV-A Morquio A y348 — Latnta gl SYSs —(dwarfism)el S 45 5 45 Galactosamine-6-sulfate sulfatase 16q24/3
“i

MPS 1V-B Morquio B Sl 5 i Sy e A p g gl s Al (e B-Galactosidase 3p21/33

MPS VI Maroteaux- Lamy e 313 3y i )34 =l Hurler a3 0l )by 613 N-acetyl-galactosamine o-4- 5q11-q13

sulfate sulfatase (arylsulfatase B)
P e s el s e 131 53— b (Sle e

(intrafamilial Variability) .ol & slize

MPS VII Sly inclusions o J 51,5 (gla Jsbe o= ol Soglize L e B-Glucuronidase 7q21.11
L3sls s
MPS VIII Vacant
MPS IX Hyaluaronidase (Periarticular masses ) ator » Jolis 3525 Hyaluaronidase 3p21.3-p21.2
deficiency

1WA sidwl § (1ag) « OF o)ladds « easpUD 8)9s Ohsjle i eole alGibily alas | wq


http://jmums.mazums.ac.ir/article-1-188-fa.html

[ Downloaded from jmums.mazums.ac.ir on 2026-05-26 ]

pljlSnm g oaljamian jgasye

55 4 ol (Sanfilippo) selé Ole ¢l
gl S 4 S Ao < &L A,B,C,D gl
(D) § 5 oy 4 5 Ll SIS olew 5l 55t
sl a5l Sals A gy s Sl 536 b
oshe & 5 ol achs 3500 Ol ey I8 Y pome AiL 0
ol > s b Salb el Gleys
kb ISt Y gonn Olslacs ) 3,15 5 5 Oy
Ayls (Aggressive) xlg il S0 4
23 Sl rab GT 8 55 5 Ll s 3 Sy sST Js
Com 3yg0 slew 53 Gsp (e 1SS S
i O BN 4 arg Lol )l s
5 (Sanfilippo) s.ds Ol g1l asets & o S
Al o 7 e Loy ) 50 e o

T kb GBI e 53 oS (ol (2 S
Ysare &8 ool (6 lay (Morquio) 5750 ¢ 5 ¢35
bl o e Ol pl 55 BLA)AIL oo 5 58 355
23 15 e S pde s (AXiS) e STe s
5 abls sy JSKE Gl My gen 4l
(Hyperlaxity) (sl o 3" sN2e clabl,
Ol Ol cpl (D) pl sy Cle a9 s
s Lsdg ols Ol G S asb s sl
5o Ohlew ool (D1204akets) (6 oS (slao g0 aU 5>
QL cpl o i (o8 4-b (652 50 e
Sl 52 &S s Wi o0 ol sl Slb
Sy edy el Gle g )5 (Ve i Com 350
K Ol ol 53 O L ogdhe ol Bl
13 5y J—plie Hs (Relaxtion) Lo ioeen o
ST 5 odhe Eoe 3550 Jlaw 53 &S I o
S Jrolin oSas ol 4Bl 5525 56 (e
(Stiff Joints) Lles 5

551 MPS 6 Ko plsil (131 jasis s

D3gai e Ol5

Comy 3y90 B3l amii 53 oS (6l sl
4 S il olen (Hurler) oo ¢ 55,8 oo 513
(a-iduronidase) ;IS sl WT ("U;T 39S e
S Gosb a s s Ll e 5 350 00 ol
O3 e SIS 6 Yens Ol ol
Lds oad Sl Cie s Ygems Obley ol
Sisd Ghls Caouy 3y Hlew S J s (Mdzes
g5 ol (e b (s 20l U ol Sl e
Uiy |y (Hurler) J a6 )les v.:ﬂjdo MPS ;|
oS 35 el e

(Hunter) z5ls & lea.a &S 5 olaws us 93
Usossl w1558 Cho & Sole opf & il
sl (iduronate-2-sulfatase) jLsL4) 4w ~Y-T
sy 455 SsiS Ypame ole 2l 53 (355 o
3550 slow b awlin 3 (Golay o 0T 5 ogdle )l
G aMPS e 5 plegdle 4 ol 5 i oy
S 93 ©)3 55 o Jae (X-Linked) o 4 atly
4 ol Sl ey (Il Low )50 Hley iy S
Slew 3550 )5 50 Hunter g ley es=is 3 Y5
e 33l Lo 3 50

oS 53 b 5 1) ol (Scheie) 5o s
Ol (21 8 V123 505 = lan Lomy 350 sly B30
T gl OV L ol b Ygans
S Ble e MPS 3l g5 cpl s el )l 5 s
35S e w55 Solen g5 on) I 2y (83
ol o 5 AT 2 s 4 Sl WT 5T
Sl Son 536 psb 4 5 il S Y gans
Wi 5 S 2851 36 (b bld o3l
3550 sbes 3 55 MPS Sle s pl B8 LY> & Ly
g o 7 s Lo

Ll SIS e 55 5 MPS I Ko gl

Lgh S

11€e  1WAD sidwl § 06g) « OF o)laid « as)ilib 0)9s

ohjls (Ab)y eole aEisls alas


http://jmums.mazums.ac.ir/article-1-188-fa.html

[ Downloaded from jmums.mazums.ac.ir on 2026-05-26 ]

1932) 50w (19560

N- acetyl- galactosamine- o- 4- (B ;61 s Js ;1)
.(0%)3,15 5 s> 9 Sulfate Sulfatase (arylsulfatase B)
2 a8) T ol s S =S o0l aslinte
2 (S o il et s ST 5 Lty s b
ol 03 L e 538 55 5 e laealeT
b aols HIE 0 i S Al a3k 6oy Soles
23 e Dol 4 slie dlgs gt Gk ) oles
355 sl @Bl Dad Ysens MPS ¢4 oyl
.0v) (allelic mutation) Cowl & glite o3l gl Calides
ol Cudsle Ohles pl 5 sedle sladbs s
—ad B Wy — b Sl B b ) R s Hlus
B SOl 5 s gl bk

S5 sl e Olslay p) 53 Ol el Jaa Ly
PN PN N (._DK:— Go9d= b 5 I8 o lse
OF)> 58 o0

Sty w 0Ly Ollaay ool Slysl 53
5o 5 3,15 5525 5L 5 Hlu s 4 (Sulfate Dermatan)
B3 e 0 S a5 S 3
Sasl asle3T &S 5405 5 925 2 i (Tnclusions)
S99 b o 3ysn Do (e 05 (psp s

OOLS by ooy e

1. Natowicz MR, Shosrt MP, Wang Y et al.
Clinical and biochemical manifestations
of hyaluronidase deficiency. New Engl J
Med. 1996; 335: 1029-1033.

2. Roubicek M, Gehler J, Spranger J. The
clinical spectrum of alpha-iduronidase
deficiency. Am. J. Med. Genet. 1985; 20:
471-481.

3. Russell C, Hendson G, Jevon G, et al.
Murine MPS . Insights into the

M;T;,_,Ju_cgdvn g3
AT o 395 4 B-glucuronidase jliss, S oS
Ookzes a3 Sl Cie s Y geme Ol ley

g g oS s gslan IX 0 5o
— 9 3,13 55—=>4 (Submucosal) bl
b g hade s (S Jolie 5
.3 g5 o ol (Soft tissue Masses intra-articular)
IR PP IEN W i P S LR B P W
3s—>9 Lallese il 3 (dysostosis Multiplex)
RAADERIRY

e @ am bl (SIBI jaii sl ke
Sl g 181 31 ¢ 555 o) IX 5 VIT gl 6155 5 g
35 a8 7 ke 5 Mucopolysaccharidosis

D T T (I R
Eomy 3550 sloy 93 45 A0 LST 5 6,5
g 03 d5x s v.:)ﬂ:— (W v-:)ﬂ:— o=l eayls semg
MPS ;i & o) s 5,03 ke Maroteaux-Lamy
5201 25 a8 DS (Ll b Olley g
53 35msm (o3 bt L 55 6,805, (Dl L
(3T 25008 Solaw £ 55 cnl 53 el Comy 3550 sla
SU g S s —F —0t sl 5 S VE — |zl -N

pathogenesis of Hurler syndrome. Clin
Genet. 1998; 53: 349-361.

4. Hopwood JJ, Bunge S, Morris CP, et al.
Molecular basis of mucopolysaccharidosis
type II: Mutations in the iduronate-2-
sulphatase gene. Hum. Mutat. 1993; 2:
435-442.

5. Li P, Bellows AB, Thompson JN.
Molecular basis of iduronate-2-sulphatase

gene mutations in patients with

1WAQ sidw) g (1ag)d « O o)lads « eo313UD 5)9s

ohdils (b eole alGilils dlas |


http://jmums.mazums.ac.ir/article-1-188-fa.html

[ Downloaded from jmums.mazums.ac.ir on 2026-05-26 ]

pljlSnm g oaljamian jgasye

10.

11.

mucoplysaccharidosis type II (Hunter

syndrome). J.Med.Genet. 1999; 36: 21-27.

.Schiro JA, Mallory SB, Demmer L,

Dowton SB, Luke MC. Grouped papules
in Hurler- Scheie syndrome. J. Am. Acad.

Dermatol. 1996; 35: 868-870.

. Scott HS, Ashton LJ, Egre JH, et al.

Chromosomal localization of the human
o-iduronidase gene (IDUA) to 4pl6. 3.
Am. J. Hum. Genet. 1990; 47: 802-807.

.Di Natale P, Balzano N, Exposito S,

Villani GRD. Identification of molecular
defects in Italian Sanfilippo A patients
including 13 novel mutations. Hum.

Mutant. 1998; 11: 313-320.

. Maroteaux P, Lamy M. La maladie_de

Morquio .Etude clinique, radiologique ¢t
biologique. Presse. Med. 1963; 71: 2091-
2094.

Yamada, Kato K, Sukegawa K, et al.
Treatment of MPS VII (sly disease) by
allogeneic BMT "in a female with
homozygous “A619V mutation. Bone.
Mar. Trans. 1998; 21: 629-634.
Triggs-Raine B, Salo TJ, Zhang H,
Wicklow BA, Natowicz MR. Mutations
in HYAL1, a member of a tandemly

12.

13.

14

15.

distributed multigene family encoding
disparate hyaluronidase activities, cause
a newly described lysosomal disorder,
mucopolysaccharidosis [X. Proc. Natl.
Acad. Sci. 1999; 96: 6296-6300.

Litjens T, Brooks DA, Peters C, Gibson
GJ,Hopwood JJ.Identification,expression,
and biochemical. characterization of N-
acetylgalactosamine-4-sulfatase mutations
and relationship with clinical phenotype
in'MPS-VI patients. Am. J. Hum. Genet.
1996; 58: 11227-1134.

Isbrandt D, Arlt G, Brooks DA, et al.
mucopolysaccharidosis VI (Maroteaux-
Lamy syndrome): Six unique
arylsulfatase B gene alleles causing
variable disease phenotypes. Am. J. Hum.

Genet. 1994; 54: 454-463.

.Hershkovitz E, Young E, Rainer J,

et al. Bone marrow transplantation for
Maroteaux- Lamy syndrome (MPS VI):
Long-term follow-up. J. Inherit. Metab.
Dis. 1999; 22: 50-62.

Azevedo AC, Schwartz IV, Kalakun L,
et al. Clinical and biochemical study of
28 patients with mucopolysacharidosis

type VI. Clin. Genet. 2004; 66: 208.

1EP  1WAOD sidwl § 06g) « OF o)laid « asiilib 0)9s

ohjls (Ab)y eole aEisls alas


http://jmums.mazums.ac.ir/article-1-188-fa.html
http://www.tcpdf.org

