[ Downloaded from siku.muk.ac.ir on 2026-06-24 ]

Ay 9P /1R9) pGims) / easba 8)9s / 9lEw)S (Sibjy el slEkils (alc alas

IPRe Jlo 58 GLwd 35 31 gy g2 W gmd 8 350 S i1 55
S e ol
dr-farokh.rad @muKk.ac.ir ¢ +AVY FYASANY 5 (U ghes o 30) Oyl ¢ diin Ol S (S35 ke oKils (g 09 8 Ll
Ol it Ol 57 (S o5l oBails cs3 15 09 8 5Lkl ¥

o

b oo JET Cglie g sl oy 4 45T AEL (op (530 Sl ST pbie (ilany K e iS5 S ed ISR 9 A
DS i s e sl (S5 sla e S S5 G 5 S 3 s slse gy e 4 ole (L e
S5 olls o5 SWnl ST (solay cadyg b Syl 4 and (sla) ISl S 4 55) Ll e Sl o
(oln 3 pa b O3 O gl il oy ISG It Jald (6 5ley K03 oMo bl (o (bery ca) (b s Dl S sl
G 5 o Sy 4B 55 o T s 05 5505 i oy slubadl o Glg ) SNl (et ¢ B3 3ue Ol (o st 55 58
AL (o

3o Caist S phat Sl (51355 Sl 14T dBl (r e 5255 5 e 4 Vs W WY ey 65 Sl Dlow (B y0
Ll JS5 sl 5 5 Sl (oo S35 S S LSl g 4 e gy Sluls Wl old oy Sl
S35 Wl 5048 55 il & 5 sl 0L5 g b &S (s eened sla wls K8 & Sl 5 ol 5 b 5T s
ST 53 28T Oy Ol 51 a8 5sb a1y s 0L &S 355 538 ey 3,8 sl sles O sls a5 8 5 0L
3 outaliie Sy 53 lln 3l g s 65 S 5 st

Ciphst il o0 S5l sen ST L Gadts Al 5 G @M (bl e i85 o et 18 5 Ao
335 gy g Sobear ol a5 5 slas 4 )le (al 53 s 03 S AL (o (ole sl s mls WIOe Sl

O sy (s Dl o L g ¢ 585 5 ) 1 0519 Sl

QVFIYY 5 o s A /YA 2 ol amSlol QNN tdlie sy

Aok

5 o SIS s 5 bl 5 gy e sidln = 6035 Sl S ke (6 )lass s 52T 5 1 A3 5

SLaIE 53 5 ol 53Ul ()b (F) b a s Ol s e e sl £95 555l D) s 4 oS AL

ol 5l e 5l i B YO sl sl s Caliee

(F50) Gl os i, 8 Lis 55 (g las
53 JSb (o o 3l O gl 2l oy (6 5ley (DN
o3le (ol Jeol Comle il o slis| g blies (g
Ce g (ola 5 S addan fwys 5 Sl
S ol SN s 0550 2bs e
3V e355a55 €35 ECMI s o &, (ECMI)

S aS eyl S il 5 bl gy (golas
OV 3Y) das o 5 sliod 1 o Dloa 5 oy Y
Oletaw Lo g VA L 53 5L sl 6l 2 ol )]
g IS sl Js s esls ¢~ (Seibenmann)
1 (Urbach) &L, b 5148 Lo 55 55l
=l Lol olben el o sHlen s g

¢ o 55 5 5 5 52 (Urbach-Wiethe disease)


http://sjku.muk.ac.ir/article-1-928-en.html

[ Downloaded from siku.muk.ac.ir on 2026-06-24 ]

AY sh) 3

Gl pBan 355 Oleyas o355 aseds Sz 0T (b
L 8wl Jsls gl ous L 8 51 K

Slow (B yme

51 5lam 5503 dnar| o i Olian L w3 oLSS ey
Moy (Fy Dlls 5 Mo e S pist (S35 sl
dny 857035 50 D) g0 @ Sy gl DlmilS 5 gy 03 S
03,5 3slonl Oy 5o S35 S sS S, 65500 )
Sle Uls O sy Sl Ol T2 s L2 52
3 ol 30 e 55 Oluls S o 65y s
Sles bl slanl s )T 5 el 595 oS slgd sl
5T oS OYN (0 s 5 4 Sl bl
Sleles dile pimmen 3 S a3 ST, Sla, OYM
ober Sl mad sy Ol by vy
S A o oy 3le 5 5y I 5 m g sl 0l gl
0555 sle ol ShLgbl bl 1 azils S L
Sy 4 gy Sl 5 o st Oloys 6l p sles
33 Sl 03 5 gl dnarlje ot sl ol 5340 03,5 an|
olon bl 4t S S sl Sl (Al 4l
i odalin &y s g3, (Pock like scars) ST

(O )
(moniliform w5 sl asls JS i olglsl
O se 4 sle ol 5 YU WSy 5, blepharosis)
SLdnb 5 SO (P (slelSa) s 8 otalin 46 by
Do ol (595 8835 5T (sla,8ul 5 &S5 51 ST om
S0 S5 515 e SO &S (P JS8) il 5
568 55 sl 0L (0 JSK&) At odalie jlay (o =T
Lo o> I sl 438 5 0L 55 2l 5 0 s
S el b an ) 355 0L 355 536 e . (7 JS2)
by Lghs bl s slgond 533557 05, Olas

e e U plew (glieo 5 S5 g (6l anls s

1091 oBws) /7 eosis 09y / olw)5 (Sl eole slEkils (alc alas

Cnad 1 5 ECMI 5505 513 1021 Cnd a o
o ALl s ;Q)l; (‘splice variants)
JolSS 5 Gl ¢ sk IS dlgd s Il ¢ J s
V 05 05 el 3 g g Dl i (V) syls i L s
SVt 5 J s sn sl L Jobo ol glis
5 65553l (glondism Gl L O3V 55 pd e
aria 6l opl 53 (Ultra structural) ksl
AN Bl ons §

i 5 35,8 oa Ears S5 sl Y gane 5 kos
ey 57 3L (o ol ad sl @5Dle (o s 1 I 0
San a8 AL o s 03l b S g (S8, O el 2]
e 3S 15 A 5Ly i el Sl e Byt Sl
o383 5 05 53 llon ol s 0 gl A1 () 53,5
5 0L CS  Co g Eosl kil 5 0 (Frenelum)
(10) 555 (IS5 s IS

ol o 5 Gldsb ) s Y pame sy amls !
S sS Ll s el (S5 8 sl 5o o
gt or bl 05 ey T (055 5 L5k o)l Loy
Sl sl 5 Sy b 4 el (S 15 35 izean
Csle SBT3 4 Sl S Ollews I odm 355
Lys syls s Lo (photosensitivity) dus i,
why 5 p S sS Kl dile zu gy Sluls sl (V)
Slowllos 5 3l dar b 53 ghus 5 o5 ST (gl S0l 4
L5 S50 e Sl 5 sl s e
oty 5 S T olig s bl 55 eSS
LS 4 () s Slo 13 4 s Gl ol claly 5 Lz
sLaer s i3, (Moniliform blepharosis)
55 bl Sl SKas o Cann gy 4l 33 s T Cpimeen
(A))

oY =1 s Temporal  lobe s ¢ s wlSKands
o=l OV doas 55 l5 (e oles o) o GRS
e 2 ST 5 solan 035 36 e 4 518


http://sjku.muk.ac.ir/article-1-928-en.html

[ Downloaded from siku.muk.ac.ir on 2026-06-24 ]

w300 3 g5 AA

D529 U plmian o5 g0 EPP )J.J}.&w.;au\.iijiib
g5 e 534S olgdme 13 Cny Sl g 5)0s
st 8 b lan (g 550 (e 0dis A Ul
WS 3 g g 58 O odld g (Sledewe s Dlmlo g Sl
23 =) egdhe 5sd el ok blie Slals EPP s
533 4 PAS-POSITIVE 54 o 5, EPP 3450
Lo slas gsite 5 510 SlaslesT s o Fode 2
Dt e B9 A5 3 o= 5 )
555 ¢, 4 luls Xanthoma disseminatum s
S35 smer LS Dl ls (655 5 s 5 ool
S Sl )15 gl w5 g 55
A3l il e 135S sl ) 4 les S

13 S s g1 9 1 A5 e L (S5 5 e
U ACIIEtIN jaw 555 » A5 5 23eis b ks &l
o oSSl ey A 5,8 YO MB35, lce
bl 5 gy Olald 5o (o guime i (g3 503
ol o o sla (6,80 (6l e wilinlie i odalie

5SS

Szt 5 Lol (5,855 n (b e slayy 3
SN RGC ST IPT

CBC, LFT, BUN, CREATININ, ol
sledl $ 51y 56 Jb s sl FBS, U/A, STOOL
SIS 52315 53 0 gtlSelS” 5350 Jlo 5 oy 5 5
< PCR 5 ENT o5l 5 o5l CT 185 oalie o
Sl ey K poe o

Olbog Jh 5 4l gy (658 5L siman JRale3T 5o
sdeas 0L oyl HEE Loss (50T &) sl i
oo Sl il ol gy (S5 255 ool i
I p)3 Cad )3 5o 30 5 Gy, 593 4 JSE
PAS Los 50T &5 sle AV slelSa) 45 5
<ol bl ;3 PAS-POSITIVE 5150 O gy oias 0lis
(68 SlhS8) AsL n p)3 53 G0 348 5 G0
Sy ez Smld (Bl gls et Ll
Xanthoma disseminatum (EPP) ¢S 55 2
L 5ed Dl @l Ll 5 o b Slasl S S
A S35 il g Sl (533,555

Sleslon 53 5 L3L (o oo 5255 1 A 5 diein S

1091 oBws) / eosis 09y / olw)5 (Sb)y eole slEkils (alc alas


http://sjku.muk.ac.ir/article-1-928-en.html

[ Downloaded from siku.muk.ac.ir on 2026-06-24 ]

A9 s)) 3y

Slen Sose 5y ST ad sldal—) IS

Sl s 555 S 518 en Sl nlsleS S — F S Sl T ) ST 51 e S 0 JS

Bl 5355004 S 5555 1 lla o3le o gun A SV sl

1091 oBws) / eosis 8)9y / oliws)S Sy eole sEMSs (alc dlas

Sl S sl w8 5 065 ) sl 5 IS



http://sjku.muk.ac.ir/article-1-928-en.html

[ Downloaded from siku.muk.ac.ir on 2026-06-24 ]

e 3)08 33 U5 Qo

G 3k g awlew 508 0933 5 bl ys e PAS Sild i — 11 )0 4 sldSKa

Sods it WSV 0suS| Gla g 5 owdS
Al oV OsST T sl e 3 Slls
o o> &S5 ds) 8 WMNe 5 G o (P I
FU S 5 sl Sl OF)
o3le gy ol e (o3 O e okl 1S s
ekl 5 o3 e 03 5 Ge 3o 5 S, s 4 odla
Basement ous s b s Sob e Sl
OF) 358 on p35 5 p oyl Jlasl s 5o membrane
(00) 255 aeb b Sl (San LBl b S5

A2 e YU s S T 5 T g 5 sl SN S 0 e
Glad 5852004 VIV e85 gV S 5l o
A plaart ol Slgnssasd Al (oo SRl Bl Sy
oSS b s i 5 S s s S
() VP IV) sl os ol S S5 2SI
ECMI ws ol (T 51 015 (or o stoen i )
Lisd jasis (WA 55 sl (gHlen jasis ol
5 e Odd i bl (b B S e i
Ll 8l Sluls 5 Sk 4 (5,5 Wb s Sl sl
VKT 5 05l (Sl CT s (5) disly oo
Sl CT 5 (550 oSl @3N 5 35 sl Ul 5 oo
L) 3550 ol o Ses MRI L

> F ] b2 i
r . L: "
A4 Y %
;"‘\'a
P
& &
AR A
- .
.I_ 1
% : X
L] ! ../ .
] o
A "
|
<o

S ol ST gk 36 Solen K e i s A5 5
Gl 3l gy bl oo JUEE) O slhe 55l D) g
S5p e M5 o WEL sl 5 bl ey s
ol G832 3554 () 358 (b g gme S alls
Ol fals & was o Ol ot Oladlles s i
ECMI 558 o ol ol 53, wuw ECMI 0
Ll (sodate SlgBl 55 o Tl 55, S oy
s 5 S o A 5 24h 0 Dby Sy
Leos sles¥sS dlail cpodal ledsho 5lad 5o (o
05000 ) 555 5T ol cromen 5 b SIS 5,
shils 5 @8 ,13) QY psipesS s, ECMI
s o S (S8 S AL o S or T e
o Sk ol 2SSl s ske lid Ol
pde o 05 opl 03 S LS e IS ST sl
Erisn S 258 o ba S o SV 5 b 5
OLs el g Lo gy Dlgld 59 Jla| Lo il 5 (e
53 ECMI 03 55 igr ¥7 055 6L (V) il bl
o 230 el 0l IS s 51551 5 5 Ol
oslizal | . Cosl o35y V 58 Gla 0 5uST 55 b g ol 5]
b i omomer 5 b 058 JI5 0l PCR 355 5
Wb Sluls Cus U b (V) sl jasis |,

1091 oBws) / eosis 09y / olw)5 (Sb)y eole slEkils (alc alas


http://sjku.muk.ac.ir/article-1-928-en.html

[ Downloaded from siku.muk.ac.ir on 2026-06-24 ]

q sl A

O INPIINT-) g5 (Acitretin) 5 2T s ls b
Sluld 53 (gugmme o (S5 35 anrl e Sl ol
Oloys 6,80 &y slaw A odalie blows b 5 oy
pde GF ol Sl S al e s
axrl o pde 5 0y 5lie ¢ Slasle3T plasil 3 Slas < )Sen
o35 Ol)ys mld obj)l S dn la G &l

el

S5 domi
Oleys 457 ol &S bt (oo K 525 3 1 A 5
23 1o 048 i 0T cdle sl Ygane oI5 ks
S 4 (535 Wbe ol Sl 5 Sl (538 sl
Ll 5 gn oS LIl (or Sola (nl (S sy adSie anlS
Ot Al olo 395 i Gl e e

S p b 1) ol panieis (6555 st

LSRN o)
2315 poal ) 55> ST (sl glaial 5l abo s
ol ST iy Slas 5 (65 sy pamaisie
ST gy r,tujijJ,wwu,Kgq;
o (12005 5 ST psle 55T Wi (6 jae 4

.J}.ﬂ

Refrences

Srbom Soben e siSon W BB sasis o
Xanthoma disseminatum. (EPP) ¢S4, 5 =
W ged Sluls @ and Al g o b 5 5lesl e S
T Sl b olew a3 J5 238 555
sl @l 5 osd ek SL 4 ) Al
Wisd GHPFhsen b Hles opl SISl s
ol Ko 35 5335 kel 53 315 Sgls s 5255
Lisd e Clle 4 4l ey Ollo
o) SN DI dS (Js 058 o> e sl
s SIPFL s Dk 5l Sline ST (gl
e 5o 9 A3 5 (6l (VP 5VQ) WAL 0 e 2T
Slolys I8 3y (555 Sl 5 olamst] Ol
G 5 Mty blaS sl fze 3 L 25,0
Cales Olylew 3 (Acitreting o5 zwlasle ST,
5ol o3 ke b Olys b Sy ol edd esliza
(FANY) 5,05 555 l@ib):@w:)}.«):@fg)bd
5 S b Ok gy CO2Z L3 51 uomen
p3 (Y0) 58 ool 15 (oo LS Wile el Sled iy
Can gy 2lasd )15, oY 5 (Derm abrasion) o !
AL 35 o WIS o aMsslil 5 (peeling)
el o3 emiS el Sl G (YY) 55d Ohhley s
W ) adle ol Koo 0 5 s mld Obley

Sl 6l (1)) 55 sl ac ae d b S5 Olley

1. Aubin F, Balanc F, Badet JM, chobaut Jc. Lipoid proteinosis: case report. Pediatr Dermatol
1989; 6:109-13.

2. Daldon PE, Baraldi Moreira M, Talarico SR. Lipoid proteinosis of Urbach-Wiethe: a case
report. Dermatol Online J, 2011;17:8.

3. Van Hougenhouck — Tulleken W, chan J, Hamada T, Thornton H, Jenkins T, Mclean WH
et al. Clinical and molecular characterization of lipoid proteinosis in Namaqualand, South
Africa. Br J Dermatol 2004; 151: 413-23.

4. Santana N, Devi BK, Ramados T, Sumati T, Prasad S, Swamy S .Lipoid proteinosis: a
case report. Quintessence int 2010; 41: e 51-3.

5. Batra K, Safaya A, Aggarwal K. Lipoid proteinosis : a case report from India. Ear,Nose
&Throat Journal Sep 2008;87:531-2.

1091 oBws) /7 eosis 09y / olw)5 (Sl eole slEkils (alc alas


http://sjku.muk.ac.ir/article-1-928-en.html

[ Downloaded from siku.muk.ac.ir on 2026-06-24 ]

e 300 Gy gyl QP

6. Liu W, Xu W, Yangt X , Lian S. A novel missense mutation of the ECM1 gene in a
Chinese patient with lipoid proteinosis. Clinical and Experimental Dermatology 2011;37:28-
30.

7. Salih MA, Abu-Amero K, Alrasheed S, Alorainy IA, Liu L, McGrath JA , et al. Molecular
and neurological characterizations of three Saudi families with lipoid proteinosis. BMC
Medical Genetics 2011; 12:31.

8. Kini S, Jain A, Shet TM, Bansode S, Vora IM, Ghorpade K. lipoid proteinosis in a 12-year-
old child: a report from west India. Dermatol online J 2006; 12: 10 .

9. Newton JA, Rasbridge S, Temple A,Pope FM, Black MM, McKee P. New
immunopthological observations. Clin EXP Dermatol 1991; 16: 350-4.

10. DiGiandomenico S, Masi R, Cassandrini D , El-Hachem M, De Vito R, Bruno C, et al.
Lipoid proteinosis: case report and review of the literature. Acta Otorhinolaryngol Ital
2006;26: 162-7.

11. Shivaswamy KN, Thappa DM. Laxmisha C, Jayanthi S. Lipoid proteinosis in two
siblings: a report from south India. Dematol Online J 2003; 9: 12.
12. Nasir M, Latif A, Ajmal M, Qamar R, Naecem M, Hameed A. Molecular analysis of lipoid
proteinosis : identification of a novel nonsense mutation in the ECM1 gene in a Pakistani
family. Diagnostic Pathology 2011;6:69.

13. Hamada T,Wessagowit V, South AP, Ashton GHS , Chan 1, Oyama N, et al.Extracellular
matrix protein 1 gene (ECM1) mutations in lipoid proteinosis and genotype-phenotype
correlation. Journal of Investigative Dermatology 2003;120:345-350.

14. Burns T, Breathnach S, Cox N, Griffiths C. Rook's text book of dermatology, 8™ ed
UK, Blackwell, 2010: 59:41-42.

15. Moy LS, Moy RL, Matsuoka LY, Ohta A, Uitto J.Lipoid proteinosis: ultrastructural and
biochemical studies. ] Am Acad Dermarol 1987; 16: 1193-201.

16. Navaro C, Fachal C, Rodriguez C, Padro L, Dominquez C.Lipoid proteinosis. A
biochemical and ultrastructural investigation of two new cases. Br J Dermatol 1999; 141:
326-31.

17. Hamada T. lipoid proteinosis. Clin Exp Dermatol 2002; 27: 624-9.

18. Chan I, south AP, MC Grath JA, Oyama N, Bhogal BS, Black MM, et al.Rapid diagnosis
of lipoid proteinosis using an anti-extracellular matrix protein. (ECM1) antibody. J Dermotal
Sci 2004: 35:151-3.

19. Wollina U, Konrad H, Schonlebe J. Lipoid proteinosis ACTA Dermatoven APA 2004; 13:
131-4.

20. Rosenthal G, lifshitz T, Monos T, Kachco L, Argov S. Carbon dioxide laser treatment for
lipoid proteinosis (Urbach-Wiethe syndrome) involving the eyelids. Br J ophthalmol 1997;
81:253.

21. Bannerot H, Aubin F, Tropet y, Najean D, Blanc D. Lipoid proteinosis: importance of
derm- abrasion. Apropos of a case. Ann chir Plast Esthet 1998; 43:76-81.

1091 oBws) / eosis 09y / olw)5 (Sb)y eole slEkils (alc alas


http://sjku.muk.ac.ir/article-1-928-en.html
http://www.tcpdf.org

