[ Downloaded from ismj.bpums.ac.ir on 2025-08-02 ]

[ DOI: 10.18869%acadpub.ismj.20.1.9]

sy Th alabys
u.«JU c:l> ;;g’:'ﬂ_‘:'**.’.J am‘g};
A Sl shlag Slbus 5 Ko f,lp NEEHN

Iran South Med J 2017; 20(1): 9-17 (W47 gl 5 (309 A) A IV amio ) o)led ot Jlo

w9 b 31 oligs Lyl 3 S 21V oI (1) 000 Wl O guoS
ol 3! 30 1Y 19810 (g1 y0lo Wi S gm0 g0y 5 g0 g

réé‘f é\:a.o‘ ‘\";\nﬂ"s J.L."éf c‘ob‘}wm: gﬁsf g\a.\.'.s.l) J:&Lo.m‘ ‘JT-““” c*\‘dyfjé j:5|

'Q|}3_| sd',@} s&'ﬁ_‘ é.ﬁ:}; r‘,.\.é Nt s‘éﬁl}:‘jg‘ IRCEH N eb}i &;b}‘sj}’jw a";‘
'Q|}3_| Oldea Olden é.ﬁ:}; r‘,.\.é ol{.ﬁa"b s‘;ﬂwb} 6)\3.‘}): 0SS s ‘t;")? &‘b 6)\2.«): e}l.fv
Q|ﬁ| g@})‘ ‘4.:#")‘ ‘é.:}‘g c_,.\.ﬁ e@‘é s‘éﬁl}: IRCSH N ‘ﬂ}z j}yi x5 9 Sl lae }S,:r

QO/Y/Y+ Al by —AF/1V/N callie 3Ly ,)

e A~

(el gt zls)! 4 Able 53 a0 &yl 4 o ghie 255 oo & g 0o s e A (53 54> SN g6 5 gnS 1)
A 3 S 4 O 5 e 4 S5 kgl g3 mlsal YL Ol b wila sl )3 (5,508 Olge & DIl sls (g0 paed
Ol S ag slas i Ss5 Ollew cpl 53 . AdL 0 TIPLBTAIG Sl ) Comas 53 O 5wl g oFEbs sl 5 Y eSS
San Ll 2V (S5 ey S e Ol oS dase 5 S B 5 GU iy ) 3 5 (SIS S e S5 S5 Jeld
Al g OF f¥s 5 Oljlasy cpl 3 (50 5 s S po Oljee gy addllas cpl )

Lokl 51 oslial b O ul 53 03 jmw 556 55008 aia) 53 Y010 Lo b okd ptitte Ylio (55,0 4andllae cpl 55 1o g, 5 510
L4d ., » Google scholar  ScienceDirec SID PubMed soci ;55 90 9 (Sledbl

NS, T S Loy 03,5 4285 1) S35 1 (a8 (o S 32555 2550 VA T 5580 5 5aS 4 Vs Loy WoA (g 51 bl
2,50 PY gaemme Lol 03ls ) (omas it (25108 Gl VY U3 55 S (oS (e S A5 U3 4 el 03 g ol e 5 S
el 0 S b (65 555 b Sy (5 s bl S YN el sdalie 05 ¥ s bk

DI (g )le s 395 Haseds WY 556 5508 b Oyl 53 ilisee ()5 5 pay S o SVL Ol 4 42 5 b 15 S o
gk a8 s Olslen cal 3 Sl (310 slae gt (SIS 5 W Kty

o5 S o oL b Sl Y ES6 s geS g dS 051

Ol 0L Olpl (S psbe ol ( (Sl 0dS200 05 b 5 S350 055 (o dgd ol S5 0l ™
Email: dorgalaleha@gmail.com


mailto:dorgalaleha@gmail.com
http://dx.doi.org/10.18869/acadpub.ismj.20.1.9
http://ismj.bpums.ac.ir/article-1-853-fa.html

[ Downloaded from ismj.bpums.ac.ir on 2025-08-02 ]

[ DOI: 10.18869%acadpub.ismj.20.1.9]

\yag %.})}&AJ;}/\ AJM/VJ-«-:[ Jl

e/l

3 Ao Dol sl 55l D) s 4 IS
glossl G Ol b slacemes 5 WG
Olgs & Ol .OF 50 el Lo sl 5>
YL Ol b oasls H13 aluaysl 5o oS (5,548
3505 b Oblen il Loyl sl glssl
3508 L Slogy TV 3,8 a5 15T 586 s
LS o S5 Ol 53 W 5SG sslinle s
Olrl G5 s 53 Ol b 5 Ol Ol (V)
L5 Db el mlsl OF 3 a8 ol (glailaie
5555 3508 & M sl TOY L ailate ol
Ol 53 g5 5 15 ISl gl g 30 Olan 1 YL Y
S1awd ol OF 5 1) ail e Lls Olgr il o 3 oS
o3 S o Ui AY 55816 5 5008 4 Vs O sle 5L
Las o olantl s gt a Sl Come s 1y YL
P S ol Lo 55 0 e e S5
S pps OY 5 A) el Sl Ol
o e Slab Ohlen D2 (Gl Al o Smls
Loys Av 3l i 53 oS Wil VY 5SB s sS

O 5 Y) Sl ol o3 Olsles
Ol gl 53 W 5581t 5 5aS VL 50 o8, e
ke I el 5 s lse b 0T 05 ol es
o 055 il Sl oS g A5 e oS
2o S Jo s 250 53 Sledd iz axllles
JOMPNTINFRIRS S FRCA TP WYY
5 ek 20le o L adlee S Cda
W osSE s sS4 dle Ohley b5 b ol alls
Dps sy imad ddls Ol 53 Ay
Gldal 51 0hles ool 53 Of edas e 5 ey S
AT 3 pd 0 s G550 addllas cpl S

PRV

alinil Ll 53 e Jlad T o 2T AT 86
el sl e 5Ll IS LSS el Sl sae oS
JSis ad ol s Gl B el S
i ¥ 5 O Slae iy sbline Jlail 5 b Sl el
Srrs Golen SENY 5580 5508 (Y 5)) 550
Comorr Ogeheo¥ 533550 ) o 8 fsed L ool sias
g5 4 e W58t 5 5aS L Ohlery (V) A2k
e I R R )
WS Ldg Wdle Uik i 4 bl
I ACH) Slasmasr |51 (3 555 b SN
sl A Sals Oy 5 S A 5
AL e N el Ao s A g sl el
A2 LUK 55 ble 5 e 5 slacil 5 azals
i Nies g mby 4SS
5 s Slmnle (3555 (g3 5 g slap sles
) b e I ol b b e Ul =5 ekl s
2ol Vseme ol o 03 Sz 065 .0
Liv Jla| ufl,ab- Sy g 5> 4SS Lpls (G5l g
Sile a g L L(FY) el o5 Sl o
Lo Lo gt O 5581 Al 35008 Al O
333 JAFS (S RS e SrA L
e Vb L1 Ki Oleys ol e a0 D ¢L<:.a
(Y 5 V) b e 55 02

S, Yooosds 5 (laeame s (63 4
WSt 25 53 S el 1S Slaw ol
ot Sl edms (3 5 2 W sl 4
Sl Rn Slaazmar 513 (65 595 3508 (6 R
Sl S8 Slps s b o ssb @
Ul pde b s S ol e Ol g 5 il

ol ANY) spd e a8 s Ollew cpl o

http://bpums.ac.ir


http://bpums.ac.ir/
http://dx.doi.org/10.18869/acadpub.ismj.20.1.9
http://ismj.bpums.ac.ir/article-1-853-fa.html

[ Downloaded from ismj.bpums.ac.ir on 2025-08-02 ]

[ DOI: 10.18869/acadpub.ismj.20.1.9]

WY 556 550 g S o g G2l 51 a6 S 3158

bl)&a.h K} ﬁd)\f):

5 4l Y HSB s sS4 Mas el b ol S
GV N R SR
L S5 s preee S Jold Gniss
I 5550 5 5aS T 58 o8 A3l o Sy Sl S

.M.ﬁdﬁ g.)l.«:\..' ‘)

3908 4 M Ullew 43 B EL g my Sy
W, eSU

53 Y S s 5S4 e sles YA andllae oyl
sdalive S o 3550 V& Ohlew ol Ol 53 il
Srrsr Ohlen opl 03 Soe Vs o iy a2
Srrsr 5 Bl L G f s (S5 o s R
o3l gl 55 S0 YV Do (A-VY V) 55 bl
39S & Ol et s> oS W3 sdalie Oley ol
S Jd5 Glaw Ve o (V) sl s VY86
\Y’)j:Sl.éU.:AS«a_e)Li\Jaié};}gubhi»w:
St 4 S e L Glaw WV s aS I s s el
Sl 03 SU Ay i b bl s
() Sl 5a3) .0

e ) Oyl 53 WY 55816 5508 L Ollay 53 Sye V3 () Sls 5l
(Ao

Fig 1) Reasons of death in patients with factor XIII
deficiency in Iran (in term of percentage)
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Fig 2) Various neurological complications among Iranian patients with congenital factor XI1I deficiency along with
central nervous system bleeding (in term of percentage)
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Abstract
Backaround: Factor XI1I (FXIII) deficiency is a bleeding disorder and it inherited in an autosomal recessive
manner. in areas where consanguineous marriage is common, it has high prevalence. Iran as a Middle East
country comprise the high rate of consanguinity in nearly half of patients with severe congenital FXIII
deficiency (FXIIID). The most common mutation in Iranian population is Trpl87Arg. In these patients
occure life- threatening bleeding including central nervous system (CNS) bleeding, umbilical cord bleeding
and recurrent miscarriage that have high rate of morbidity and mortality. The aim of this study was to
investigate morbidity and mortality rate among these patients and the reasons for it.
Materials and Methods:In this systematic review we studied all published paper in the field of FXIIID
factor deficiency in Iran until 2015 via searching in databases and search engine such as Sciencedirect,
scientific information database (SID), PubMed and Google scholar.
Results: Among 308 patients with FXIIID, 108 cases had experienced CNS bleeding (CNSB) that in 23
cases had associated with rebleeding. in 72 patients have occured different types of neurological
complications after central nervous system bleeding. A total of 63 recurrent miscarriages were observed in
30 women and 21 deaths were registered due to umbilical cord bleeding or mucosal bleedings.
Conclusion: Due to high rate of morbidity and mortality among patients with FXIIID, early diagnosis of
disease, prophylaxis treatment and intensive health care should be considered among these patients.
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