[ DOR: 20.1001.1.15614107.1392.15.5.10.1 ]

[ DOI: 10.18869/acadpub.jbums.15.5.72 ]

0k Mg Vevoe G eve 3 40 TSC SilS 5)lge suess oud old

bl (S8 ple oltsly Ao
VY-V5 doxivo ATAY g 505 D 5ylosd andly 0,9

(o 399log smdg 399 ¢ 399 T s il 6o 39 Sl g 9399) Jlo 3095519 599 Sl slowt (19l 9
T b o ol g
" (MD) iy 8L 13, < (MD) o) yos 2dlo L yuome

bl (K83 pole olKtily M puel (3957 1519 0 (o lon i 5550 -
b (S, ple olSutsls -

VYV b s QY+ Y Mol QV/VIY tdly y

FWESYES
sl azdl ol uas g g we 3929 bl Lol dasuie 45 aiil o (5,30 5)lg0 (Neuroectodermal) ac cals sla (oyloy 1802 g alslw
op e opl 5l Ban Al (o plilewr cnl sy ol Jole g Leplon nl @l Slpallas I (So guds 635 (o0 Mise (slowr £95 bl 2 3 o SSB)

8l oo L low ol @l Slpallss (S5 (s 9 ioilag by epg @ygisl prdias s jgsSsl (ong Slaslen gord

3905 dxrlpo WA (JJVWAS (slodlos (s bl SIS sl (lS558" (bt oy oluas i 5 0lS3Lo 3 40 48" llows 0ig s (59, 2 (sabaile dalllao (] :leudg ) g Dlgo
oo 9 o (sl sl )3 Ll 4y bgypo oMbl g s JU)3958T5)55 (slaeslons 42 Moo lyloss 0339 0yt il JS 2bins Jlol 85 ) (g 5 plox
KUY

o o) G 5 fo 4 e hlon dan (Jlo W 1Y i hlas oo 39 TSC & Mias (£/3) o VY ok 6yt sloms YOSE S 51 2l aidly
5l ogy ey 4 (ylons 4 Moo (YFIA) 15 A 5 (50alST (g lom 2 Mo (LYF/A) 15 &l (Glom & Mo (V) 4F) 185 ¥ gy 5 ableSpgpen
L5 Ll 45l cuy 5> Port Win Stain s oS 5 o 4 Mie adllas 3590 ljlow don 0390 SWS b Mo (£+/F) Jloaw VY 01d (6 o)ylows
350 hlest j1 (S ng NF & Moo (/YY) Jla 0 (30 cilos JS 51 il o392 otz (sl &0 e (AYPIF) 185 ¥ 5 (300 ooy 95 s JW595
ol dl> 4850b peiylol sl G g dnie )3 i Jgb sl ¥ g 5> Case-au-lait Spots suse sls 450 ¢l bl olod g po 4 Mine anlllao

P Ere o o g xS w3l o i Ji39515)58 plilen (38 e ol el g (il codle (il & o (LS adlllae s 15 S Aol
b (Selection bias) sl glas g9 5 Solotu slas bl Sl o ohylew ol

w395 o9 ynd9 595 339 & ygant] ey 39 sl (w9395 ¢ Jloy398 9,93 1 5SSl 234

dodo

Jlogisil ©ppo 4 o JUl &8 conl (K55 ()l o jo Sl g g

g Jley pogal 335 TSC & bMie e clpallss il (V) 5L 0
35> S ol e @i L olpen oD enile s D3I L w50
B o ol plxl Slllae 42 5 .l e 55 gpo 4 (hMise 20
o mas s p 5wl &g 0wy e Gl 1) Moy Sty
g okl (b ot )3 BN S )3 it (V) Al (oo gl Gllew
o Sl g ol olanl cud gub ojgyel wcud JKike 5 ol gleyd
5 Glow by wlis Lol p pasuis W )l deg TSC jasis

Lol > @t oy a8l (oo Slon @Me s o (ley 5 (SelSIL

e-mail:salehiomran@yahoo.com

OB b Sl (Sen (58 po (enas s p 0gMle oS A3l (o 2
oSS o] b 6l g ol Sl ales )85 e b 3 ) S Sl
aasuio 3L o (Tuberous Sclerosis, TSC) ujg,Sl wgpes
iz re pogad 4 b ()1l 3 b pgiilla 52y s)len
oSee o ol 4 hles cul J) pam 52 2l o B g Cungy o 4
@3,8dae M3 o cud oSee o] iS50 5 A5l gy Sluls cul

1 298 (0d 03 paseds el (gilan cpl cadd 3)lse (Vo) WSS Sl

Pl Slllas )3 0l o JSiko L (ilow ol Emd g jo 38D (e

il o Bl S psle oSy (S oty s ol 1, sl bl Jols alis o) [

allis Jsts

NNNIYERREY 1 il 5558 1Sy clagslon ol 3 po S ool 15388 syl ¢ bl s3]


mailto:e-mail:%20drgholizadehpasha@yahoo.com
http://dx.doi.org/10.18869/acadpub.jbums.15.5.72
https://dor.isc.ac/dor/20.1001.1.15614107.1392.15.5.10.1

[ DOR: 20.1001.1.15614107.1392.15.5.10.1 ]

[ DOI: 10.18869/acadpub.jbums.15.5.72 ]

3)lge 720 31 yiaS )3 5 55y )3 ) ¥ )l90 ZAVIY 13 5 59, 50 b ¥ 3)lse Y /¥
50135 ol il plos 13 (BEG) (315 lawdly il ol o9 )l S,
Ohlom plod 3 je (Sl (5 (g ad (IS b d 3l 20yd VA 5
Ohlea (ol > &5 08 IS (xbyt 3lse LAY 3 )5 ploxl
Brain MRI cos jlay V- .05 x> (Calcification) gmelSuiuds
Jow &y oS w3 L5 550 (Magnetic Resonance Imaging)
(Mental _:ad Swle cie 055 3155 (Tuberous) e (43+)
slo a0 b ohlan ples i o (£¥V/A) 1 VY > Retardation)
Jou B ill Slows 4 S (V)F) s ¥ iy > ailoSggen
ASad ot 2 Mo (YFIA) oy A 5 555 csom 4 Sen (L751-A)
2 g cato (IYWY) Jlow 0 )3 TSC (g)lon (SOl dile 029 itz
3l 0395 TSC (il (6 lows b Miso lows 0l cpllly )Mo 51 oIS g

SWS & Mece (£1F) Jlaw V) dass olow sl a3igp YOSY JS 5l
Y 0 ohlest o 9 g (AYFIT) o ¥ g 5235 (A5YIF) o ¥ &5 il 0,
Ero & Moo adllas 3y90 iboss plas 5 (Sl FAVEVNS Lagie) Jlu ¥ I
Sl il 5 e il plod 13 SWS (g)loy (Solgls sl il o3,
s iy & ohle ol @ Elgil g cute (IOAY) Jlow ¥ 3 g0
5 VONY) Kool o s VY] SislS 5 Siigh ojallsy gt Jals
g o S 05 ohlew plod )3 @5 (gl £958 (o 5 (3Y) Sl @i
9390 2 ¥ 51 Gl 2)lge TOAIY 53 gy 53 3 ) s dlass 3)lge 7SV >
ol o3g oy 3 5l Y dle AN 3 g ey 0 Jb Y lee TR
kot lge TAVA > o 15 plol oy plas 3 S landly 250
3)lge plod 53 4 392 0ad plomil ol plod 53 o Sl (5 (o D SIS
(Calcification) (ypw!SuamdS low ZYYIY j3 ai (3,55 b
(%) ,lew V »» (Mental Retardation) s»d Ssile caie i oad
4l cuy ,» Port win stain ¢ls a0 (dls hlen plos 9 15 oanlite
Solost & Mo (AYFIF) Jlo ¥ 5 300 oy @55 crems JUig)b 3L L]
Sl edgy saudix

3539 NF & Mo (£+/7Y) Jlow & Sliylow slo axigp YOSF S
busgio) JUo 1 (JIF G iloss oo 1 0391 753 Jlows ¥ g juy sl ¥ o5
0 Sule i g gpo 4 Mo ddlllas 350 lew 5 (S g (Jlo )
o 4 e ples 53 05 0103 390 zun ,» (Mental Retardation)
low V53 g aie 3 gl Jo slen ¥ g Cung 5> Café-lait spots sasie

D dgpuive 4Sud poiylola

S5 ot g S
Migo (7+/3) oy Y¥ ¢ slioyloss (slo 5359 YOSF S 51 Lo allas 5
YW JS 5 5w 85 TSC gauds g 59 0 (i M3 oy TSC o
39y yy (ZEVIA) Yo VY g 335 (ZOYIY) jlaw VY TSC & Mo jlaw
s TSC & Mo o 70+ 395 il iS5 Connoly adllas 3.
S g ol g5t b TSC (Sals” clpallss (V) 6l o3gy Jlojp Sgm
2 gl g Slals cul (Sas o el kS ghlew ol J ean 5

J Babol Univ Med Sci; 15(5); Sep 2013

Frequency of Neuroectodermal Diseases ...; M.R. Salehiomran, et al

il o (sloy b gy ple ) ooliiwl (gam Jnlye )3 g s Ao (lag)l
<, (Sturge Weber Syndrome, SWS) .5 z,52 pyme (V-5)
Port win ) &ge g 5 e (glog 3l b o8 cand ume (gl M3
s Jgl 93L3) Kol cans mis e 5> Sapd Oypo 4 o (Stain
(V) 5" (o0 o 298 (0 03 (o2 s g (5 BL3) (635l g (o
ol 0xd S5 WG Beeee 1K d9a0 SWS 545 0ad plosl Slallas o
(A) 23l oo Soalygnl g 4 ol E)lgs g 003,55 S (ol aiate iglis
Sy ¢ JBb wac Lal @ po Jobd g goie Jhww SWS ac ol jallss
390> SWS 15 g0 goud o plowl wldlae .l JolSG YS! 4
Canl (Sow g o A3l cpl )3 g po J S (A) Conl Ciglite b y> VO-A+
Al oud 2 (B ol

Sygar o) JU & sl (e gily IS Sy G jiilog g5
b mas wamw (gl i WS el Loy asl o A Jlogjeil
2ls g5 NF| cadl Lo S055 IHS] g5 9 b Sl a5 o0 ailis
o 5% pb g o3 3L g9 NFy el Jame NF (] 505 66 g 0340 55
G ¥Oee 4 ) dgas 0 NF) g0us 00 pbnl clalllas j3 ool (55,0 NF
ool 0355 Wi Verer b Beves &) 390n NF) g g 05 g Yo+
SPppgas o 4Bl g b slabymlS sy ol » NF pasess
(o0Y) 1t o

pdiw cpjo Sl (popg Slalen goed oy adlas (pl I Ban
o Llen nl @ls pllss Slgld e g Gwjgleg by g zog!

sl

Lesdsy 9 3190
Slilon b kg ) gydie Ml gg) p (e dddlas ()]
WA clodlo oy i M ool o355 s slons olas! sy o 4 ey
o odgy JS Sl ol ) e o plogl s (g WWAS I
29 @ogel pydias G5l ogpg & Mie lilans 0239y 0dd (g5t ollow
9 S (oelal Aoy ol 2 bgppe SleMbl g ()2 95leg pad)o5 9
6T 5,90 SPSS 15 (o)lol 33l o3 b cyiseals’ & 2905 2)lg 51 g

85 )3

L«
A Sl 8 et il (5l oy TOPF S
(e12) Jlow Y 8508 (gptan b M el 8555 Clasl iso » \WAS
53gs yu (LEVIA) Jlom VY g 555 (AOY/Y) jlows VY & w0 TSC o Mo
3350 hylest plos 39: (Ul FALEIY + Lasgio) Jlo W I 0 bt (o
Cuto (LXYI0) Jlaw Vo )3 gpo Solgl dilo L3 gpo 4 Mo adllas
9 Sy 03l wutd Jold gend iy 4 hlen ol 2 @ gyl g
s () Jubl s JOVIF) (5555 bl (FVIA) Sils
2650 2 Y e g olas 3)lee ZXVIA )3 g (1Y) SiglS g


http://dx.doi.org/10.18869/acadpub.jbums.15.5.72
https://dor.isc.ac/dor/20.1001.1.15614107.1392.15.5.10.1

[ DOR: 20.1001.1.15614107.1392.15.5.10.1 ]

[ DOI: 10.18869/acadpub.jbums.15.5.72 ]

WAY g 4 [0 oyles /rv"”)‘b 09 ¢ bl L;wd)_! pole olSiily aloee

Mo g olyes (Lo LS pams £ g (L jilog yedy)58 29 gysiasl e ymrjg Sl g pg5) Jloyd5STe )9 slagslow (Slgl 3

Gl adlae G (W) hlen 5 Bebin g i (4Y01) olles
Lsgio oo 45 345 oo 0133 SWS & Mee JUbl A+ )3 zis &S 15,8
wllloe 390 olas plod Lo (upp > Jy 23 55 (Sale F-AD (o g9,
D Jlo o 05 Ghlew plod )3 gl gl £9pd (e oS B39 g0 4 Mise
9 /Y 03l 35 Epo 9 X5 i )b g0 gond ) Sen 5 Bebin adlas p
@ hlew ol ) s gl Lo asdllas )3 (W) 29y 0 S VAN 93 32 Egexe
Sl gee gl (LVYN) SSglS 5 Sigh piiio i Jols g9 i
(VF) Ll Ken 5 Sharan adlas e (£A/V) Jus)b gis o (ZIAY)
oo 0 Mo (AYE/F) 1o ¥ Lo adllae )3 g L5391 £S5l a0 Mo o3I 7 A
plsl 5l adlle 5,90 NF ollagy slass 051 390000 4 a255 b idgy ok
29 (oo i By )50 (ol 2 (65t 5

by sl (oo @itd ghlow ol 2 (ol Ml ynld oSl @ a2 g L
Ot g oLy & liless ol (A gy g Ao ol Jolo &Sl b a2y
SlF oo Ohlew cnl )3 e 103 1o gond oni )3 Cunl S (ST5lgyg
Al (Selection bias) bl slbas gg 5l Solatmm (s bl
» ohla o) 5 Slop Cagl g5 S gl <l oyl S g
SISl IS5 (lianlags A3l o SIS e (s 3P sl
4 e hlon 1814 Lo g 0392 (S35 gy eSS (g8 S p0 S L
3y90 Cumed plply ad o &) Slopy wless adlaie Sijglgye (6o
e date aoly | (S s g & A 0 F e ol > el
onl g otel Canty Jlglp cpwen Jblbu g a5l Aol oyl leMbl gyos
o3 3 Sleion | (S8 s e 4 Mg o Byo o
8l 355 @ e

PG gy

Sl Syl 358" oy (ol Sl anwgs a5y 5l gy
AJ" ) Jw J‘D)J.B 9 )i&o é\:l.o.M e uu)lix » d)&o&b

it 3)lge 5 wlais dlool (03,Slas M3 b ol (Sae o Ciud 3l
oot (0l Eom 9 592 383 (sl 29 (o5 03 el ddised (5 low (p]
5 Connoly , ul)Sen 5 Leung adlae s ail o JSuio tioas
G Peee ) o TSC (Sl 5)lge (2050 gond ISy 1] em
(VoV) Adl o 0d; Wi Voo en
onl o B ond (AXVIA) 45 0 > god ([ Suile e Lo adllas 4o
ol JSite sttt £y0 )l TSC &y bMise doys i 385 pobo 4y &
O @l @ly s e L ] aepd PRy () gard Cllllae
()= +) choloss plas Lo aslllas 13 (V) 43l (oo gro Slot 0l o pollas
UihKen 5 O’Callaghan adlae 3o 334 g0 4 Mie anlllae 3y50
Lennox- pjis § Juslsl pulel (Y) L3 8ea 5 Connoly 4 (¥)
bl 23l 0 TSC &y (bMie > (o0 pytis 05 @lé Gastuat
2 Jy sl TSC a4 bdlee )3 (355 g 3 £y €58 el Jlal
9 Sy i it Jobd £9ud i 4 Ghlon (nl )3 i glgil bo adllan
(Y) (Partial) Jus,l gt (V/F) Jslisl puslyud (LFVIA) SiiglS
D9 9 {1NY) Sl gre s
&S g ad)le ymls g (V) LihiKen 5 Deviin adlas sb
e Wood Y b oS ol Ash Leaf Spot pb 4 asbeSgns la
S35 ol Jo ¥ 55 g 39390 TSC 5lge 78+ 3 I aS) ol dd (o0 00>
Cuvgy yd aBleSosmp b 4 hb lhlon plos Lo aallas ;3 g (0 0D
5 i iy Wl & g Ygeas SWS (Sl clialls ing:
20 Sy 093 SWS 5o 00 plosl clillas 13 IS )b 4y ol gy
Iy o Syl g oris S5 ol athaie gl (A) Canl 005 S5 A5 Beeee
ol 90 e i o> (93lF g i Cold Ll edges o)l Syl guu!
WA o & lylons i los (1o ok YOS JS 5 adlins
Jawt V) B gyt b M sl 5368 i o ol i 3 VAS
(45Y15) Jlow ¥ SWS & Miso jlow VY S 51 2559s SWS & Mawo (4 /)
pls 3 SWS gilew (Sl ailo 39 puy (AYF/F) Jow ¥ g 5


http://dx.doi.org/10.18869/acadpub.jbums.15.5.72
https://dor.isc.ac/dor/20.1001.1.15614107.1392.15.5.10.1

[ DOR: 20.1001.1.15614107.1392.15.5.10.1 ]

[ DOI: 10.18869/acadpub.jbums.15.5.72 ]

J Babol Univ Med Sci; 15(5); Sep 2013
Frequency of Neuroectodermal Diseases ...; M.R. Salehiomran, et al

Frequency of Neuroectodermal Diseases (Tuberous Sclerosis Complex,
Sturge-Weber Syndrom and Neurofibromatosis)
and its Main Clinical Manifestations

M.R. Salehiomran (MD)*", R. Shahhoseini (MD)?

1. Non-Communicable Pediatric Diseases Research Center, Babol University of Medical Sciences, Babol, Iran

2. Babol University of Medical Sciences, Babol, Iran

J Babol Univ Med Sci; 15(5); Sep 2013; pp: 72-76
Received: Sep 24" 2012, Revised: Jan 6" 2013, Accepted: Mar 6" 2013.

ABSTRACT

BACKGROUND AND OBJECTIVE: Neuroectodermal diseases are rare disorders which their main characteristic is
cutaneous and neurologic symptoms but other organs may also be involved according the type of disease. One of the
common neurologic problems of these diseases is seizure, which is the main leading factor for hospitalization. The aim
of this study was to determine the frequency and main clinical manifestation of the tuberous sclerosis complex, sturge-
weber syndrome and neurofibromatosis.

METHODS: This cross-sectional study was performed on the hospital dossier of the patients admitted in clinic and
ward of neurology of Amirkola children hospital of Babol between years of 2001-2007. After achieving of the number
of total admitted patients, we studied patient's hospital dossier and registered their information in a data sheet.
FINDINGS: Of 2564 admitted patients, 23 patients (0.9%) had TSC disease. The age of these patients was between
1-17 years old and all of them suffer from seizure and also had hypopigmented patch in their skin, 3 patients (13.4%)
had heart disease, 6 patients (26.8%) had kidney disease and 8 patients (34.8%) had retinal involvement. Of 2564
admitted patients, 11 patients (0.4%) had SWS disease. All of them suffer from seizure and also had Port Wine Stain
nevus in the distribution of frontal branch of fifth cerebral nerve. Eye disease was seen in 4 patients (36.4%). From all
admitted patients, 6 patients (0.23%) had NF disease. One of them suffers from seizure and all of them had Cafe-au-Ilait
spots in their skin. Two patients had lisch nodule in their iris and one patient had retinal hamartoma.

CONCLUSION: The results of this study showed that one of the most common clinical manifestations of these
diseases was seizure. Consequently the 100% prevalence of seizure can be due to a systematic error such as selection
bias.

KEY WORDS: Neuroectodermal, Tuberous sclerosis, Sturge-weber, Neurofibromatosis.
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