[ Downloaded from bloodjournal.ir on 2026-06-10 ]

<&

L

(YVF—YAY) M Olis) ¥ o,led ¥ o9 g e

lalos? 38 Al (glalo> (55w glS 900 (5 slowt BRI )T g (Gidls ke (310 (uiy
3 g (S 3 pols olUINS 4 oWl dx o

TS b s o et s

Odubid

JM;;@L

5 8ol o=l 033 530 4 a5 bl o e St ge ($olen S (PNH)GLS (glake (55 g oS gon
w8 (Gl s anllas ol 51 s O 3590 55 aseie So59 gmdal 5 gLl SeMbl 54 pus
SPNH Lase a5 U il sladle 53 48 ol Gl 55 PNH (gl o 5 a0 L5 e b
o (g e Sl et sla Sl Lo

boyigy 99050

Slp0buslow 53 PNH olg jaeis U AYAS B VY0P Jlu 51 45 Hlew VA ey o gahaie anlllae G s
5 0llen GBI (g5l ae S S35 B ) 358 i 0 (e Sl e Agd  (g5LeS
(Al = Il e (1S pes DeNbI S &S S i (glasl (bl Slaslow
Wb 8 5 e OF s Glays el g easeds

by

Ky 5 S5 ¢S b e Sals Lop J O£ L o Kla L 05V 53,0 V) Juld O ley
oS (C00/0) oy N+ 55 0B 5 5 53,3 (PF/F) e VY 53 53555 4 oo AV lag WV 3 S
2 Obeg 100 390 00 5,158 (YY) jlew 0 55 55 5055 5 N¥I ) e 7 s Saadhi 555
(S el D935 5 b 29010 a0k, Co Ol jlam i g 03,8 anrl o Gy e 0L b SRl 0L
elomil omly om S sen o 4y e Ve 2 O e 5 4B S HIE SN S slag,ls 5 el (it
AN

2 Lot Sl gon S5 o5 4N Ol 4ed 55 b 45 ASL s (a3e 5 530 (g5len S PNH
SLa A s 5 (S Ol e 4 ol 0 35 LOT 53 5l gen odd S ld 5 s Jlo ple oS (63,040
3,8 5 K ae Jles

Ol gl ames i oSl s> ¢S b lider (555 I8 sen 1suls SHals

AVINVA : 2dls sl
MV : e sl

S3Pskles Slidod S e 5 5l nd (S p ke ol St - (650801 5 O e G55-)
VARTYIITON @ e dS = (g5ked Ol slan = (50 slon Clidos S 0 5 5,00 Sas e 815 HLiils - (59551 5 O aars Bsb i s s i o Y
S sler Slidies S e 5 5l pd (S psle oSl o (3 Slen A3,1 plis 5

Yvs&


https://bloodjournal.ir/article-1-370-en.html

[ Downloaded from bloodjournal.ir on 2026-06-10 ]

/\/\;Jtmﬁjtf’b)l.&.:l N 09>

<

Al 53 Js 358 o s OlekiaS il 5 5
S S o3l 5 (6 e st sl Sl oslial b b 2t
V)l 428 s GPI 25 b ool ites

ol s 05 Gog Jeld Bas Sloss e
5051 Salsas58 b 5 05355 « S b Aol 3y g2
Jto OledaS (sloedisS lge 5l sslizal s ol 5 A5 s
ol ASL 3ladieS C5 oS yles (53 5T JU IS s
A Q)

LMl s g5 pds 5 (Solew (ol Do 5oL 4 a5 L
03 Solen ol 3550 03 asie S5 sl pedal 5 bl
(Sl s axdllae 5 O o538 Ciles bl
2 PNH (slas o 5 AT e (Il oDl
Gladlivslas 53 PNH a5 U S el Sl

Lilodd ( yn Sl e

k2 g, 9 lge

Vo b oS SGhlen ) 25 0p rbis gl axlas
s sl i s \YWAS L5 Y0P Sl a8 Ju
= 02 b Sl e At 5 Sl sladliley
S S Do s el S (6t S sen S
L Lol a8 Slog WA codel s oy glaedisy Ol
Sy 09,5 Olgie an L g ol Sy PNH [ osls
e 353 Vs 5lam VA s Ol sl
LAY sladle o sl 1) 5 195 6 1Y08 ol
L3 g0l (6 ten YWAP

ol = olan el s L5 Ol 0 o
s Seidsen St oS e plasy s U gl
S gola 5 55 S e 5 Osa3l ol 2 g et
Slewle 5 Ohles ledbl Lg)j@.q- G ol 03 5
Sl a S oS as o b glask i (ol
5 s (ALl ol (Il e (S S e
bS5 e ol js Sleys Ll

5 Il ¥ e i3 0las s Ohlay oo Sl
JaS o JL Yo o o Sle L Jl OV Sl
o L A5 05 Y g3, 8 )Y Ol
ad a4y Ollony et a8 Olsleny (sos 03 3ome

vy

Aoy

PNH = Paroxysmal ) <l—i glada (g 3w kS san
=5 ST s)bes K (Nocturnal Hemoglobinuria
S 05 e slad o 53 a5l 36 gl
Sl o o S13 5 azeal (b oy (DAsL
(oo S e Lol s S sen S S LS
5 B slads fals Olpl 55 55 2 &
S amm PNH (V)5 53 0 aseln s Glassees 5
sl LW LB PIG-A 0] o Sbeyw g
5l Xty il 5 05 G 48 WL e (A= OIS OIS
(MXp 22103505 513 X p55505,5 US55k s

OPI 51K e 52 ks iy i i
O Gk 5148 s 5dpn (D5l baslind Jo55508)
OladeeS oS o5 (glaciti s aleor 51 s 0 cntir
5 L5 Jate Gst ladsle slis mlaw
L b nl Anil o CDB5 5 CDBY a0l (o 5age
T = OlekaaS i 013 Il 5 (5,8 5
OledeaS Lo 5 ad gl ol o 50 e (5 glad b
o2 4 e a5 b 4 LS GPI s el Al
ol am 5o 5 OladieS adad Slas o 5o
Olakees dlauls L G55 ladsho o 55 5 Sl
(¥ 6)s 55 e

5 e ot 3 oo Fseme L Sole fu%
Lasly =815 5 o0ls (m s SYsb v o
SV e Bes (6,553 o L 31 el 0l 3158
33,5 5L L IS8 53 4 Ll e 5 XS e S s 1y
35eS Oak Sl pod 557 oS LS PNH SIS o 35
0 5338 o yasia Olppanl she 53 ST (g5leo >
2 i Lol an St gon G5t oS LS s
05 Jsbo gloesy (Rals 5 Olnad jae S5la0 =
Sl S (oS b Vgamn o3 ol 5 550 0 asie
Glassmes s PNH U oo Sos 5l ail oo ol on
5 oS shaS sbadys e Baces as coul s
(O)a23 0 5 320

o 4S el Syasl pela PNH aseis nbes]
o S lew 38 Gl ol 1Bl Ll


https://bloodjournal.ir/article-1-370-en.html

[ Downloaded from bloodjournal.ir on 2026-06-10 ]

O 5 50, S

Sled 53 PNH il 3

sdalio (LYY/Y) Jloy ¥ 53 s 3 5 TIBC cp e oy
(Y Jsdm)as S

PNH 4 M Ol leg 53 ol od oL ra_)&.c REMPRES

4o I S e
a¥/¥ \\% S S
\RYA¥ § ST S5 oS
YY/Y i Al B g oS
YV/V 0 BEER
A% 0 L s

dls VY Srrs o oo
YY/Y ¥ XN
00/0 Ve NIEJIPRTISS
Y $ S sl Lt
YY/Y f S sl 5ls

Oley 55 VYY) e ¥ (a8l 5T Ol )
YVl nS ey S e e e

YoV gl s S s el () P/5) ey
S sl Ve gldl 1 i olS e (VYY) 5l
R s VY gl 2 i3 OLes 53w slS e Ol sas
2 PA YNV gl Sl LYo/ gldl OF Of 5

(1003550 & 53 e 3 Glad 5l (S5 55855
352 Y 5 St ga 8 IXNA)3 ;50 V oS5 Se
FYRE PO VARVAD

Ao S5l o Gaets Olaj s (158/7) e VY
A J 5l e (VYY) e 75 YO Il 51 28
33 s J5dS Olye o 2eS sl YOl i
LWes Tul O Ol e jtin 5100 Mul Olles Oles
spfEe T ol LSl

S S Sy a3 Olej 53 (100) sl 4
PR IEREEAT IR (VI R VAR VAD IS VOl DR 11
A3l VO Ul e SO s (YA/A) Slas V
S Al e 35 Ol s S Ol e oy S
Y/l Sl L YAY el 0T Olses o s

g V0rees

YYA

e JL FO 31 YL 5 Ol Y FF IV E-Ya
zils Il $O 5l S oy

R wuily
“—fuﬂ-:i—;;QLﬂj)J O\)‘—«ggum;e-)d;mn:).)\m

OV dpdr)ss 5 75

MOUJ’)& b')%ﬁ}@nu}w Z\«J}J\?

Sldas W a))f
JS e
(5 /53) L)
YA/ V(f/Y) V¥-Y4
YT $(£/Y) Yoo¥E
YV/V O(r/Y) > 0
S (S K5 5 S oS L edle

S WA Sl e WV s B S 5 s (o)
oedsl 5 oK Ol 4 fC17A0 = A¥/A-Y e v JA¥/F)
g edd S g adalin Hlay SLISS

s oS (174D = \1/P-00 CIXT) e 5 s
T T B R B I e
Syedd esly Gasl (gl e )3

A0 = AN=YEIV YY) aws O 55 Sulsss Ssmns 5
350 33 3 5m edd sdalle (Sl 055 Jsb 3 (CI
3 Sl A e S 200 S s S S
Ass S 350 S LS = g pudie OF JLis &
Lo Sams s 2osm S5 e a8 O JLis @ 5 (55me
oSl Jes e S A als o 5Al) oLis

¥ Jels UNVIV) Sla 0 53 50 5 5 L el e i sie
355 S et 35 30 S 15510l L she 5 5
et JLis s JU 8L C s 2 2550 SO 5 S s
Al edalis (LS -5y

5t o N Grp b Gt w e
o3 (C1 780 = FEAM/Y J9/5) Jaw VY 53 s

R

b (S e el a5 Ll i g oS


https://bloodjournal.ir/article-1-370-en.html

[ Downloaded from bloodjournal.ir on 2026-06-10 ]

/\/\;Jtmﬁjtf’b)l.&.:l N 09>

<

A PNH Lo 25 L Olley ST esyls 515 (Lgis Agd
Ghls 5 sl Lals ol S e anl e STa ol
S 0%l a by e slis

2> AT 5 Il e (SIS s bl
s edd esls Cledbl o i (ool y dm LS Ol ey ol
5 Sl e 53 Baies PNH 54 01 S5 glaanlllas
Ao az S S(SUSs p s 482)AS o 55 Il
0 = s Sl i 50 20050 S (6 S
72V i 53 i o 5 (S35 o 3 Laaallas
O )l sds 5158

S JS 53 Ol il 51 iz glaanlllae il
Slewr o8 03 s s e OLES 1y 550 5 05 (5,50
st as |y (6 i Aoy Dl Olsye sl candlle oyl
O O3 g esls ol

Al G oS sladlil 5 wdle (b e B
e 51 S50k sy (S 5 s ( Sk K
G35 P A ils als wdle 5 (AYD2 5 Ko
Corb o SRS 500 s S IPPIR
L3 g 0313 olantl st a1y g0 15515

Ohlas 53 Sl oS s 555U 0 Saer S50
o2l 03 0,05 laanllas tiles 45 AL e PNH 4 Sz
AS5515 Ohlas UV ) s S 0 K356 5 anlllas
Sihe 5 oS o AS Slady s 5o Tkas o 55wl
S5 PNH s 555 550 G35 She () O)das o 5
adxie ol ge ol S 5 ol 025 asiie SalS
G057 VL e Jie Sl 4 s sl s OF o
Ols=e (sl GlaediS S L Olys pde 5 O
PNH 53 s Ssmns s -l 0323k 5o e Jalse
(VY el 0l oL

Jsb 5> ol S PNH & Sts Ol slo /0 350
L Mo 5 Olajen Saadyl s oS 4355 (6l
Mo Olslons 55 IYF/Y 550 Lo Olles L5 OF g &S
S eSOl e p b sl Olley 5 SIS PNH &
Lol o b Gl sl b odle s Sz
03 gl b s i 0L (ST i 51
Oloj o 3 53 oty Caas 43 S iy 5 SIS 5

Yva

03y 93 53 alS Lask i3 Oley s (VYY) Jlag\Y
(S 5 aslS son b L 58 5 1 5lS 508) J b
JsdSem olS san) ot s o) avw a5 LialS
Aol OLEs (g_S‘)’b 5 L

23 (ool Dls b i L 055 V)60 5w oS sen
) lan 5 (99750, Lan) T 55 s is Ol
A edaline (104)

DL aS ol f[}u‘ )LQ.:;. \% B )\)J\ uﬂ)"‘?“'w J:»{_LA)T
ey oLl Ji)\;&ﬂﬁ})}ﬁ k.,<.~:“j&:~.siﬁ3)jﬂ9

g el islS

PNH Ollazs 53 e 5505 lagyls Slol 3 588 F-d g

o )3 Olley 2laas oleys g g
VYV VY O8) 533 5
iddid \Y S5
2dt \Y Jss3bls

00/0 Ve 05 Gy
\ATAl A oAl o
YY/Y ¥ SO s glag s

s 2= VL JU 5 s e (00 ) sle 4 o
Sl - JUSIT 5550 SO 3 5 540 a5 5 YL O mg/dl
Azdls Jle s S s Shes Ohles b 555 YL

(Al o3 Jsbls (S Al O 5353 32975
Ol Slass ol (S lasyls 5 0 Gou 5
(F Jsd) s 5 e0ls 25 15 PNH « e

ki
a5 bl WA oy SoazsS anllas ol s
S S s 350 il Glake () 5 SIS s
0355 AL S e pl Oljlew den (536 slixs ax S
VS5 S5 5len Slpn oSl a5 b (s ol
3 3l gladleslen) S 5o 53 (nl 53 St OS5 S


https://bloodjournal.ir/article-1-370-en.html

[ Downloaded from bloodjournal.ir on 2026-06-10 ]

O 5 50, S

Sled 53 PNH il 3

RS (SIS PNH 5 48" s 53 il o5 S 5
Sty b 5 Stpmns Slo g5 5| Vpors Jaoms 05
sl

Sl PNH s S Ohlasy 3581 55 (555 51 5o
Soles (pl 5o Sl Bl G (g s pdem gon J5 050 o0
andlloe 3 ol loy 55 (S Coenl 515 Sl
on 3550 55 Sl ot g ilesl wlinle ol
0355 3o g0 OLT adig 55 BIV L et plowil Ol slacy
ol

S ol gy ol S oAbl jasis Ll
o 4S Cmal pels s 5 s 03litud PNH Lasis
ol ol 03 a3 lad oS ol (151 WL
Ly ol odd (b SlebaS Lo 5 5 4
53> A (8 e g s Sl By S s gl
Slaism b s OPl mha (o8 sluld b ole ]
228 im0l Lad show oo 55 OlokaS ok
(Y &)

S el edusid

S oS 4 Vs Ol a3 bl 45 AEL e e
N Ol 4 il sl s Lol 53 3 sed ol axtlid
5,8 518 ke Sl g aseis

YA

NPl el 65k 5T 2 b S s oS
5 SoraslS en Lielan (30 5l 5 50n
das 58 00 Cow |y baalds ol S (65 50 ydaw 5o
Sle 7Bl G 53 50 GsdS oLl el
JF15 53 0beys e 53 a5 Ln g 6 5dS ol LU s
a8 5l s 4 o (53 51 Ol sl
725 5 B Oselblodn 5 05500 5 vy 4 5 sen
035 JSaa S sl ol sb Obeys 5 5l 5o Dby S

sl

W s 055 Gaop a3l s omslSsen e b
SV Gl 31 58 s 1S sl (VYY) ey
Olas 3 O35 Gayy LTSI L& 10 5,50 53 oS 55 0
23 8 el b e glaanrl o b Ol Lo 53 (6 2

s Eil ol L she dates PNH & 3 Ollecy
s Ol 3 g ol Wdis Gl Ll e S sie
L5 5 ol e oS len O bl anlllas s
3 A sen adem 55 o (s LIS e a8 sl 0L
Al Ollen 53 O (6 s

> Sde ay PNH a0l s o8l S5 oS
= M SRS NP UIIVP I L A Ty
A5 e 5 3Kl Ol ol 53 o8l 81 e
¥ ol aallas 53 (1), 8 ol S5 oS @ i
s 05 s Ly 8] B s oS Sl slas
Sty Soo Sy 5o d Ll o Ol 5o S o0l s


https://bloodjournal.ir/article-1-370-en.html

AA ;Jt.,...wj‘\"AJL&..i N 09>

<

[ Downloaded from bloodjournal.ir on 2026-06-10 ]

References :

de Latour RP, Mary JY, Salanoubat C, Terriou L,
Etienne G, Mohty M, et al. Paroxysmal nocturnal
hemoglobinuria: ~ natural  history  of  disease
subcategories. Blood 2008; 112: 3099-106.

Parker C, Omine M, Richards S, Nishimura J, Bessler
M, Ware R, et al. Diagnosis and management of
paroxysmal  nocturnal  hemoglobinuria.  Blood
2005;106(12): 3699-709.

Takeda J, Miyata T, Kawagoe K, lida Y, Endo Y,
Fujita T, et al. Deficiency of the GPI anchor caused by
a somatic mutation of the PIG-A gene in paroxysmal
nocturnal hemoglobinuria. Cell 1993; 73(4): 703-11.
Holguin MH, Wilcox LA, Bernshaw NJ, Rosse WF,
Parker CJ. Relationship between the membrane
inhibitor of reactive lysis and the erythrocyte
phenotypes of paroxysmal nocturnal hemoglobinuria. J
Clin Invest 1989; 84(5): 1387-94.

Hillmen P, Lewis SM, Bessler M, Luzzatto L, Dacie
JV. Natural history of paroxysmal nocturnal
hemoglobinuria. N Engl J Med 1995; 333(19) :1253-8.
Hall SE, Rosse WF. The use of monoclonal antibodies
and flow cytometry in the diagnosis of paroxysmal
nocturnal hemoglobinuria. Blood 1996; 87(12): 5332-
40.

Nishimura J, Kanakura Y, Ware RE, Shichishima T,
Nakakuma H, Ninomiya H, et al. Clinical course and
flow cytometric analysis of paroxysmal nocturnal

hemoglobinuria in the United States and Japan.
Medicine (Baltimore) 2004; 83(3): 193-207.

Hillmen P, Young NS, Schubert J, Brodsky RA, Socié
G, Muus P, et al. The complement inhibitor
eculizumab in paroxysmal nocturnal hemoglobinuria.
N Engl J Med 2006; 355(12): 1233-43.

Hillmen P, Hall C, Marsh JC, Elebute M, Bombara
MP, Petro BE, et al. Effect of eculizumab on hemolysis
and transfusion requirements in patients with
paroxysmal nocturnal hemoglobinuria. N Engl J Med
2004; 350(6): 552-9.

10- Ware RE, Hall SE, Rosse WF. Paroxysmal nocturnal

hemoglobinuria  with onset in childhood and
adolescence. N Engl J Med 1991; 325(14): 991-6.
Rotoli B, Luzzatto L. Paroxysmal nocturnal
haemoglobinuria. Baillieres Clin Haematol 1989; 2 (1):
113-38.

12- Audebert HJ, Planck J, Eisenburg M, Schrezenmeier H,

Haberl RL. Cerebral ischemic infarction in paroxysmal
nocturnal hemoglobinuria report of 2 cases and updated
review of 7 previously published patients. J Neurol
2005; 252(11): 1379-86.

Dameshek W. Riddle: what do aplastic anemia,
paroxysmal nocturnal hemoglobinuria (PNH) and
“hypoplastic” leukemia have in common? Blood 1967
30(2): 251-4.


javascript:AL_get\(this,%20'jour',%20'Blood.'\);
https://bloodjournal.ir/article-1-370-en.html

[ Downloaded from bloodjournal.ir on 2026-06-10 ]

O 5 50, S Sl 53 PNH Slgl )3

Original Article

Prevalence and clinical or laboratory features of paroxysmal
nocturnal hemoglobinuria in patients referred to Shiraz
University of Medical Sciences

Noorani Khojasteh H.}(MD), Ramzi M.}(MD), Cohan N.}(MS)

'Hematology Research Center, Shiraz University of Medical Sciences, Shiraz, Iran

Abstract

Background and Objectives

PNH is a chronic hemolytic disease. Due to rarity and absence of any clear statistical and
epidemiologic information about this disease, the aim of this study was to evaluate the
prevalence, and clinical or laboratory signs about PNH in patients that referred to Shiraz
University of Medical Sciences.

Materials and Methods

We reviewed 18 PNH-affected cases admitted in Namazee and Shahid Faghihi hospitals during
1977-2008. To evaluate patients’ data, we designed a questionnaire that addressed
demographic, clinical, and laboratory features, together with diagnosis and relevant treatment
procedures.

Results

Out of the patients, there were 11 male and 7 female all within the age range of 14-57 years.
The most common clinical features were anemia and pallor in 17 patients (94.4%), jaundice in
10 (55.5%), aplastic anemia in 6 (33.3%), and vein thrombosis in 5 (27.7%). Pancytopenia was
reported in 50% of patients. As far as the treatment procedures are concerned, the patients were
shown to be treated with prednisolon, folic acid, danazol, iron and antiplatelet drugs. There
were also 10 patients who recieved blood transfusion because of low Hb levels.

Conclusions
PNH is a rare and chronic disease that should be considered in all patients with hemolytic
anemia where other possiblities causes have been eliminated.
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