f)l_>u_) L;.\:A‘)i r_,_lﬁ il LS‘:‘_AJ:'T': ‘Lf‘LG 64.1:#
42 G AV Sliw ,\Y’/\GO[;‘....A_) ,6\ da_)u N5 [TL3XL)

o) 31 Jarcho-Levin” o w390 ol (820
HEX G mdidions )l Jo S5 FFosl335ls saie ;85 T35, W S
aliarjmand1@yah00.com (ze) ae Js Jloys (55580 5S 0 Olos 1 ghemaodion 53

Allo: i

ASIYINY sl s

04>

Slacsolomtali 5 olisS U5 Lo 503, 55 ) Laolis 5 Las rgo 45 Consl (5510 2Kl i sl Ll G Jarcho-Levin oot

sl il o plive O Loy 2 ijjﬂ o 45 Gl s (gl g ylominl Ol jlos ) Mo I Sl o pan K (slaOlS)]

ol S SaS jlay Livols (385 Cundig pnd o (Selavdes _zmcslo Sl 5 Lol Gl e (stends 31,5 30005 bl o adyl asels

o S cl slanle 4 1 il s 0 by bo 158 ol 5 Y] 035 o oy o ki ) 53 S 60 Wt Al

D4 Ca.wb Jﬁf@)bbd/f.@d}ﬁf}@

6/4..'.;' L;.Jj GUJ)/ o d)’.{j”‘ﬂjf.\dﬂ) “JL:MJ.{J.L’IVL;J:M’ d’j){:.wﬁ.? “):,’JJ _J;Jl’.' ‘oj..l.(.w 6.4:.15 ‘JKJ/_;

sl ol e Gt Koo SUT VD 350 5 e w
MlS ¢ 55 51 Al 5 e 48 L oo il IS s
3l 5, U NL i s e s pesedd b cads
53 .(Y) LSl e Olsly g 55 e d5 o R 345
slaglowal Lol aa 1l g o 55050 Lo s Voo 50>
ol ol e e slasslal 5l il s aolS|
S5 Ollosy ol Conds 3 & ol 5 Ll oy

Aodo
el gl IMst S Jarcho-Levin ook
astld o) Gaasein doo 3l glas gams L aS
{(Short Trunk Dwarfism) (glas 15 als S iy 2
3 3l s SISEe 5 Laois 5 Lnoge (slags leial
03,5 ) 93 a ok ol i (Sand Slag bl
23 g ooy > QU S ok god D35 e
Sy 55 5L L 5ol 5 [ Spondylocostal Dysostosis (SCD)]
.(1) [Spondylothoracics Dysplasia (STD)] L M5

Oy Sy ffl‘p oKy HLskiad (Sl NPT T *
O\"JJ j\.&j 6‘}1‘; ab{:-i‘é _;Liét.w‘ ‘JL&‘ u.e.,ez—.ia *k
Ol (S pshe olKils (JUbl Loy ***



Ol b opsd = sSHlr 2550 oyl AA

Bl il s gl 53 el It s sz ey Py LS

s b L8 Jley e I
a5l O Gadsh LS 3ol et ol Slislesl s
Wl e e S bty e 5 ]S
D3 G s 3 b 1 ool JalS e
53l S slte Ol b oo (kS Sl (L2
& O ¥ glaedis ;5 glodis s Lgfj Lo (G dnttd Jeb_f
585l S 4 Sl S0l 5 Cly e A 5V
02 S A LY iy slae ge 5 5ad Sl 51055 cen
Wl sy g e s SNy y34es Laid Laplul SIS
Syl Llmead gaen (Jy o b Sl

() JsCs) sy

b Oy oo (slmosts (55T 45 i gacis 31,5700 IS

s o OLE ks slao ge AL

oaLS s e s e S5 1S 50581 5
ok: (Ejection Fraction) (sla, ;b 53 o g0 b it
el ils oy by b (Sl b 5 ol
Sh S S 3 (Y JS2) A ety B s Sl
$mt3 oot 5l O VS sl Sl (ST

s edalie K555 5wl Jlaa>I L Lde ks (Debri)

o3 gl 5 ol l ) s sandd 1S i3l 5 S
G Cand g gy 03 50 S w2l (Sl CT
ok ol Sl oo (1) ol s S S i
55 Dose 4 Opl 4 s el Oslaa e 551 D5
S5 =5 Oslise pokiw (ol 53 bl oo 59 50 s

3L p F 55 «(VagHv) e 0335055
Shesleal (o g am b Ol cpl Oleys (o g2 o
kS S she Olo s diS (oo ¢ (S O 5Dt s

Dl g e 5 S >l

S 1S
b Olaly Do 4 a8 5y laale 4l 1l Sla
PLs 035 5 JoS 5 (Sl jas dsbag o W
}L)\c)bbﬂb@@ﬁ)&bfcﬁvr’" UQJJ‘);
s S 5 (Y Sus 540 S ) =15 Sls
RGN (S LijJLw )Ls..ubf oLl (YO MO' She )\)
o el s sl S e (630555 (63,5 4z s
oo 7 E) ails LEMJL,& 64.5;@ )LM )bLﬁM\Ja Jl"'db
dbﬁ@&)\b}bwjlsd‘})\bdfml{cja_a.ﬂ)'\m
o3l gl s alie Ko sailu s of Jol= G sles
u__:_))\b ﬂb&)b}% )JLA Mrﬁk:a-:"ub S99
rﬂ)fkia—?l—@'\)\)}]ﬁ—&bj—lﬁbék—erﬂ_ﬂ
(350 0dd (S e 5 4xx| e (Failure To Thrive[FTT])
S5l 5 oS e (s 5l (6 e Ol a5 4w
Y s 58 ucr;ox\n O3 arl e Olog a s
VOXY go3lail oy ol s | Sliss ol e Sl
Qljfzfsj@@w&w@bw):fm
0335 S el O a Cnly Glodin e ODLae

A6 Oh‘.‘u‘) H61 LS’JL"‘:’ A5 [TL3X L) cf)l:u) ‘5;‘.{)) ‘LS:":'L'\&' Sleds K] é&x r_,l.? al;..ﬁ‘b LS‘:“'“-’J“\! 4& Lsﬁ\.l:u



A4 Ob&ﬂ))}d})ﬂ)ﬁﬂﬁ)

53 ol 5S A 5 e (Gois wolis 3 g pde b LS o
e 5158 Slew (VeP) il s o5 S a5 i
iU s s een 5 baelis 6351 )y 4 S
ol Sl g

S0 A e 6 S 5 Sy (955 Glee e plas
S ol JbseS S5 St sab s Js s
Sk 2alS g w Lae ge et S (A) sl el
e IS S e e S Al it - s
V¥ 350 eae JUKS Jad il o sl o e 55 15 uls
(A) ol Bl 15l b I 4 sl

53 g e 5 il s ls Ollens cpl 53 (S OASLs
Sams6 am 3l o et LS e pe s LS I
U e (6,508 S 53 L s il S SIS
350 53 (AN 0) 3L el an gsdme Mo L $k I~
BLAN L 8 b o gy (oo ok 3ol 5 Jlew
DR 03 S A e s (e e ey O
S ey sl gl e

mtl ago Ohlas ) 53 (kS (6,555 Olse s
Slaasl S e et | sdul sl b
slaglomal b apwgandd SIS sl 53 S5 530,
Ly oS (6 S 55 Olgae B8 sad 5 bl o yaseiin | 0lis
IS 5oy S 53l s s L(10) as 0L
335 g0 Ak Gk 5l WSl 5 e 38 i g ani
e Al e 4 5 e e 50T S s la s
S8 o b slewn(Y) Lles i s oLl Can
SLA s oy p 3 bl dgandd 55 IS 5oLl
Restrictive <.x_s 5 (Pulmonary Function Test) .45
s (Forced Vital Capacity [FVC]) 553 s odus
(Forced Expiratory Volume in 1st Second [FEV1])
L gte Sy s FEVIFVC s 5 Llaly 2alS

Olas Aoy ¥ sou 5.(A) Lib o Aoy A 0

o s el mSls (S sediasdlis S5 a5 5810Y SKE

ilpo o e s elas 4 o

SCD ahazr 5l alusee (slapls « Jarcho-Levin p ok
ot Slo o T 6335 glag,laal STD
5 SO VAYA Jlo o055 e atlid Comme (slae g
A3 S o 5 olaal ol L ) S 5S sl o
OLas OF 3l ol a5 O st siaze glagg lowal (glls oS
e S15S olam ol 3l asse N ee ) S I b
() ol
o=l aS s S S VAAY Jlw s siy s S s
532 e odd i 5 S05 s Sl 5o (olal
S35l i ol abilal D3 (le ) 6503 enllan
93 o sl e, 0SS G (V00) ol o oss e
NGO PR WS FU g g
SIS 5 plamil G b 55 5l S ol
S B8 5 slew cpl 3550 53 (¥) ol Lasis LG
L edas sl s g andl g Mgl
OBl 53 I L bias (63035l (6lawe o
Sl aS 55 e alod aelis 3 (ol 5 Lae e

Lse.l}b "L}g‘: é\&\)ﬁ: éej.@d L\ﬁ)‘}wﬁ cLﬁeJ.@.a DL g_al.{.\;:

A6 Ol:....AJ H61 LS‘JL"‘:’ A5 [TL3X L) cf)l:u) ‘5;‘.{)) 4&&“& Sleds K] ‘;.:J.; r_,l.? al;..f.}‘b LS‘:‘J'-’J“\! 4& Lsﬁ\.l:u



Ol b opsd = sSHlr 2550 oyl A

(A) el ols ez Y g YY/ 033335
::)\_uy_)wdai;,u%g\,uﬁ ol Oleys s

o gdimn 5 i (Ghid S LT W] e 4y =)
Sy Sl 5l SOl 0y & 5L e 53 O
O3S R

cosbie gadss b 4 L ey opl 4 Die Ol =Y
O SLE3 I G LSl andls sgdee ulie L (’)U“‘ Sl
5651 4 LS 4 e Kl oS ke gLl 5 A |
5SS S oyt S (S5 I

DAd 5 S L i glazisie KL i pled 53 =Y
5,8 Oleys g i

IS SaS Wil e o Sl eslizd ol 5ylse s -
(V) sl

da e O sleslanal 5 Hlen S 3550 03 e S >l
Cond g 25 o3 aabe Pl il (G0 e 93 oY

(\\‘AO) Sl CERY J.‘AICM.E_Q‘)A u....ﬂ.ﬁ

3K SL0lS ) s 5lamial L 5 n oo ol Slis
ows ((sulysl ol ol (30355l OIS ahor
(SE 3B 5 WS OMa e S S a s
Elosm sl 5 SISk (AT < S IS5 0
S5a 5 sl ora b slen 53 (1)) A3L ol jen ot

LS e 3l se ol Sl S
3l b b o=l s B e el
A J s « U5 Dextroposition 3 VSD ASD (PDA
i el 3550 53 (V) ol 53U S oy
Ceoly G 8 LU Jg ais ey I8 Sl
L doder Gl snlise (RLSen 5 oos sl 5
V4 psis—ssS s34+ DLL3 (Delta like 3) 05 ,»
WS Sy s S a8 an S5 (Ve g )
SIS 5 DSt § i s 03 Ostlis
Slallas 53 pimaa (V) Gl i o3l ot
S = o S50 6557551 S Linkage Analysis

&l

1- Cornier AS, Ramirez N, Arroyo S, et al. Phenotype characterization and natural history of
spondylothoracic dysplasia syndrome; a series of 27 new cases. Am J Med genet. 2004; 128A: 120-6.

2- Tamay Z, Guler N, Ones U, Leman OD, Akay A. Thoracic three-dimensional spiral CT finding of an
infant with spondylothoracic dysostosis. Indian J Pediatr. 2005; 72: 367.

3- Hatakayama K, Fuse S, Tomita H, Chiba S. Jarcho-Levin syndrome associated with a complex congenital
heart anomaly. Pediatri Cardiolog. 2003; 24: 86-8.

4- Cornier AS, Ramirez N, Carlo S, Reiss A. Controversies surrounding Jarcho-Levin syndrome. Curr Opin
Periatr. 2003; 15: 614-20.

5- Martinez-Frias ML, Bermejo Sanchez E, Martinez Santana S, et al. Sindromes de Jarcho-Levin y
Casamassima: diagnostico diferencialy ferecuencia en Espana. An Esp Pediater. 1998; 49: 328-32.

6- Taybi H, Lachman RS. Radiology of syndromes, metabolic disorders and skeletal dysplasias. St Louis:
Mosby; 1996, 466-7.

A6 Ol:....ﬁ_) 61 da_)u A5 [TL3X L) 4()\:;1_) L;a'b_)b ‘LS:“:'UQ Sleds K] Lfg‘:ﬂ: (n‘,l.ﬁ a&..fa'\b ‘5&&)}; 4&9 64.1:#



Ob&‘b}bﬁd‘,)‘ﬁhq_,@ﬁb

7- Kher A, Bhat M, Ratham KL, Khambadakone S, Bharucha BA , Irani SF. Spondylocostal dysostosis.
Indian J Pediatr. 1993; 60: 813-8.

8- Jarcho-Levin syndrome: http:// www. Jarcho-levin.com/ documento2004.htm

9- Turnpenny PD, Thwwaites RJ, Boulos FN. Evidence for variable gene expression in a large inbred
kindred with autosomal recessive spondylocotal dysostosis. J Med Genet. 1991; 28: 27-33.

10- Dorrepaal PD, Sonderen L, Hennakam RCM. A neonate with multiple segmentation defect. Pediatri Clin
Amsterdam. 1999; 10: 2.

11- Vazquez-Lopez ME, Lopez-Conde MI, Samoza-Rubino C, Perez-Pacin R, Marleo Redondo R,
Gonzalez-Gay MA. Anomalies of vertebrae and ribs: Jarcho-Levin syndrome. Description of a case and
literature review. Joint Bone Spine. 2005; 72: 275-7.

12- Aurora P, Wallis CE, Winter RM. The Jarcho-Levin syndrome (spondylocostal dysplasia) and complex
congenital heart disease: a case report. Clin Dysmorphol. 1996; 5: 165-9.

13- Turnpenny PD, Whittock N, Duncan J, et al. Novel mutation in DLL3, a somitogenesis gene encoding a
ligand for the Notch signaling pathway, cause a consistent pattern of abnormal vertebral segmentation in
spondylocostal dysostosis. J Med Genet. 2003; 40: 333-9.

14- Nichter LS, Chapin SD, Wells W, et al. Chest wall reconstruction for spondylocostal dysostosis. Plast
Reconstr Surg. 1993; 92: 746-9.

15- Hosalkar H, Thatte MR, Yagnik MG. Chest wall reconstruction in spondylocostal dysostosis. Rare use of
latissimus dorsi flap. Plast Recostr Surg. 2002; 110: 537-540.

A6 Ol:....ﬁ_) 61 da_)u A5 [TL3X L) ‘Ol:u_) L;a'b_)b ‘LS:“:'UQ Sleds K] Lfg‘:ﬁ: (n‘,l.ﬁ a&..fd\b ‘5&&)}: 4&9 64.1:#



Ol b opsd = sSHlr 2550 oyl ¥

The Introduction of the First Case of Jarcho- Levin Syndrome from Iran

Dalirrooi Fard M, Sadeghzadeh M, Arjmand Shabestari A

Corresponding Author’s Address: Vali-e-Asr Hospital, Zanjan University of Medical Sciences, Zanjan, Iran

Email: aliarjmand1@yahoo.com

Jarcho-Levin syndrome is a rare central skeletal system defect with the involvement of ribs and vertebrae
and association of short trunk stature and some other organ anomalies. One of the common problems is
different rate of respiratory abnormalities. Chest X-Ray is the primary base for the diagnosis, but spiral 3D
CT scan give us more accurate evaluation of the ribs situation. There are also cardiac problems associated
with this syndrome.

In this case we present a 9- month- old infant who had Jarcho-Levin syndrome with right-sided heart failure.

Key words: Jarcho-Levin syndrome, Short-trunk dwarfism, Spondylo-costal dysplasia, Dysostosis, Rib

agenesia
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