P90l 93 S 9a0T ga0g 33 g gauili pud 318 590 S b 515
4 g1 dad giud (T g i O 52 99

a5 g o Loy s 557

ol

2
S ol s el )3 slosssy yisalyy Sdguel 51095 osinilinesd 90 g 2l @l Slonsy ) Jseel a9 o Jo 3
YO (ols ol (3I35 53 bl e pasie 335 55 WS e oyt gl (Jonel gro9 > 4 lens (B > Ll 12
P88 9o (Byre Sgsel greg s ddls S Sl 4 oxig iy LS plul pol g (S5 el oy 5l Ve adle b dle
358 ol D51 005 £9y po> ol 3l dm o cnl USie 0 00l Jigaly Sgrelsing i (igumdlipped Gt g9 sl Culed
lgs loyd 1 zuly (sladleyd wusl 03903 g8 (Kalo Oy > a5 Db i 8 (ooljole (gylew b1y 558 el il agle
03)5 o3 Jlo Ve 5l Gy gedgn M0 (ygmailppan dom )3 9 0l &Bly e (5low S ) VSIS (il ol Sgues s
ool ygaley Sy B9rs ) ey Sligmesys )l 4 3l Lt gl (ol G alor 5l 0 plosl (slogs 2 <can
5 ol 3l 55 g55bg e Slilol 5 bl St ColgSly Sl (oMo gt Jlony ol St s ghnd 5T ool s
S > 0,5 ke ClsSuly g amilog) slaie; Solo o 43l e 5ud Tl pg)ats Gt cul bl g e
ey S a1 (o 43 (Bymo gl 4 o5 Il sog Cax slon (g sades V<0 igalyy Li3) jigalsy duad (pmili et
F iYL 593 959y 32 Pk £ i 4 glgzion b pleyd g Al S (2l oo pgaly 45LE 93 p0 ) Bajgseg 5 (392
ol el i ol adllae 3 08 by (g JB (9390 (S5 b g 3l Jold (b @)e 5 A 9y ()8

85 nlgs 18 con 3y90 (loyy Sl 5 B (o3 ol ()lon pgals Sdgal 509 gy oy poyiis

8 (631550l (g lo e hnd 5T pg)aius £igelsy (ygmil e g alS glojly
(VVAY Ol ¥ o )lois €10 2,93) iz pu ‘}S.m)g._ 'u,lc o Kiil> sole dxo

VWASIVV/PY ib w3y VWAS/) /0 ples glhol 1 WAS/O/PE :dl s

K (S pole olRetils o Kby 0l U515 o3jaal 09,5 il £ Jghune odiass
(@) ras Jy olioslon —)liE (LS sy 209
gmortazavi@yahoo.com : g xSl Gy «OFV-FFFY-A 1l <08 V-FFFY L ):oal

A



VPAY Oliansls o o)lois 1 D 595

Ao)ukfi&)af,lcb&mbsolcdza

5l lews 29> atdS & &S 039y ol yer I8 (o0l550b (gylow @
03903 gd (Sale gy (pw )3 iy g 039 sl gy
29> Nj wd)S My (pwpied (59 ooy 4 (Jy ol
obely Jud 4 il pllo g dgie J8 Jlo Ve o9
b oS ord b Ky livo Al el s lan ped
Dy 4B)S 15 oy Cod des Ny Seresy LAl
&y 290 5l g oad iy slon Ot i ol ) e
ogpiy g drg JB (b i (S5 k> JS Jl
2 g 03)S o guykt o Sl plul pal g edd
2 pely s 2y GalE Glen )5S Sl
o BlS gl 3 B ojlul (al 8l ol o 4 (81,5923, 15'5S]
oRlBl Jolds Gl oMo pasiis ploj ) cutly 352
(V J52) ECG slaaisly g Sl plal pal 5 )55 ,Lid
VOB Ve 4 ady LS g e JUgelg S a4
dwdd 315 50l) Dgr ol Colyiwl clls )0 oge yieulio
Wbl b ol |y BB (Shi (v JS8) (CXR) 4w
Dydged o) Spetnw CulpSily Sy gl 4 (St
|y 7Y 5] elol ol cdls )3 by (s ytamasS]
4y OFdn Sl D9 b teg sl 9 W30 L
Jeiol b Jseslguo s o 41 ()jgsdy (sloas osimd i
Ss el Glbl (S Seew (V0 JS8) 3 YL
Sgea s 3oxe (4 0L ol yan 4y (poje Soe s odin LS
3929 Jged des sladyg 3 Bk 9> o 0 &5 oy,
obw gl Hlaw & b Gl eSS lopuoy p il
s e VI Jole Lol (oolinl Jolge I Lmb
5 b G5 Ll ()8 8] olewdly
uﬁmlﬁj] 9 odb sloadly clio p o0g Ao ANA
iz Srlosr 9 gl Adshud Tl pg)as (s
ol oole 30,5 b ol Sl 5w oa 03D counslog,
hobsh Gos @ 55S b oay Soi Bass 0 jress
S3095 2929 9 (o3e dpmeloegs JWd 4 i pasute
@ Jy 5 e gl alen (s Son Bas 2

AY

.

doio

oelorag i Jed ohlen I (Sl 2oy &8 o
Loy o Wgdioe 0apiS yseley (gmilipd Caow &
oelgrag s Juid 4 igalsy (igradliyed oS Slass LYo
S50 g b o Bk Il oals oyl (a7 )
dlo ghlew | (o8 293 > Syn Boye > @y
wobaidl Gloy (ulpl g Cusl jaseial 4 Jowlgo s
» ghae s belge (1) 0,505 Sygo ool (sl
C i85 3910 c(omag S0l S90aS s dbdyyg jore
2R Jelse by igendl 29S8 (o4 V- Jale
I sale Sslgony sy 4 Mo o lon
Glow &8 bl 51 L(VY) Cand b oole Cumex
o 2 Sllbe 5 36 ygalyy Sslgees i (il e
@ Mo ghlew )3 ol jop oS 3y50 ) il oS 350
2905 (alabd Hlai el e (s pdpalinl sledls il
Sgeolsnag i pommiliypd 3lse Cox g (B)IF ulple
4 Cdpda Sl 65 gle 9 Bger il 4 Wlgi o gely,
Mg 5l (So led xSole hlon Sye g (Slpl Cuows
g9 ol Al ddshud Tl pg)an omagy sl s
sdalie ohlaw ol 730 B Ve dgas jd aeulg] IS
2 5550 o Jguel grag)5 5 omng s i1 Aedyl}S 5 99 o
G pol S OFF) 3 a2y ol
Sgeol 91095 ommilipgsd S > poyiins () o]
O S 3 oleyd Sl 5l (odljple (glow el
D35S oo )ly8 o )50 dl YO

390 T g
3l g i (S5 5 Al Ve able b dlo YO s

oiloyd 4 WAL Jlo )d sligyiuy Cjgo 4y Jlisw plll
olKisly 4 d':'“"‘f]? (ccc) yas u‘lﬁ Obwylon 4y (panss

Oloals 93 Al lyls (69 )8 axnlye divyu (S5 pole
Mire (55,8 g5 b Ui Jlo VY dgas Jgl slaul; &5 540



pIie(§ 95 po Lo polle a5 >

Wl sadsinnd 5T pg 3w OL = 13 Sigedgy Selgaolgrog 55 O gamnili s I 3990 S 1S

&ailefl 5 b sl (b (515 3000
Ob 3 pedyy Sswlogy (onailiynn 0AUSE ke
By S5s8] Kz pm il Al Sedghnd 5T pgyain
by S)p Gy Jomlgmegy Jd 4 pgelg gl yun
posiiuw oS b g2y oled)liS bl Cuns jatuie
Poodes oommlymd oy ks ele (p yiote Adgind il
(YE )95 00 Cogmima Jgsal guag s Jlid 4

8,5 )3 &Sk 9 ddsied B pgpis 1)
» 1y 2adgand il pgysin Veof Jlo )5k 53 5 cunl
9 omslog) Gilam b olyer cpglie cou S 0g)5 9
3)lge 3l (o 3945 (A) wilosly Hl)8 ewileg) (silaw (g
omsilogy olyen (Gilow (g dadgiud ] pgyti
(1) Bgboe gume adgl gBly 5> 5 Wl

PR Syt Ol 4 5 Wy Sosag )5 g ) Jgmel
Fooddle my xSy Sy (V) w8l e sl adsl
4 Ab asede gl Aedgind ] pg)tiw 4 Mive o
Solox Joyr oo le 39 D0 slon Vo g 0 o ¥
eoles & boye (gHlow ol ity 5 Jlo YYA
adllas [(VV) 59 (o))l 4 by 2)les b g Sgneys
posii (plyen ol 5 oad plxil (g3)90 (laud)lsS
Al ) 4y oaiSse o Joelsiogy b dndgtnd ool
390 30 5 (6390 Syl S opizmen (YY) A5 oo
(VONY) (g5 smmle ool b sdgind 3l 00 bL3)
@ pgelyy (oo Gaeilipme (V) bglyd ) Sesegy
Si B9y 2 ) Sljgegy g (V) 4y Jgel Jlid
Ssy SasS Gae b sy o (V) 4,
Dy 3959 (VY +)Q)

P bl Solew () Seetenw S)low Jop
2y ite gy sl ANAT Gialojl 35 paseds oo
Now £e 3 Golows yw (syp y5-laie 4 85 sladllae )

* Anti Nuclear Antibody

by oy @ &l (5ynS g Wigmess (9 gy S
b ol gilple 1855 )18 sl Jes cod o
e U8 ln gl el (sl comdslel Jold
b aahl pgaly Hlis Lials Jlasl b jeate 4 4
OPordn P Fr e 4 adgpel b lop
INR bl e oy 51 iVl jo> 5 59y
€9y ¥ U Y (o (International Normalize Ratio)
O)Bly g A9yl b lays gy jl atdn dix I g
plil > o3l ialS g ole y3 args B cs3e Y oo L
Q& sl b gloyd cou jlews asldl )0 0 sdalie Sl

W8S )18 5 Ay gl 93 pialS jslaie

—
= R

bt Sl T
[ =L

ol

A A S A

(i i
ol o P EA R L Sl S P G S

A Py Py ¥
P AL DR
T i H

J"\-"l/k"\'-’r/"'”')"“,_’ \J\'/_] |»L/v* ~']:f »—’.\_:_ /u:v!’._/«-/\.":/" ~

o083 : : = 2 "

Cowly bt (D95 yued 9 yigolgy P oo icdB lgi - S
il o0 Cowly ay CIB ja0m0 Bl yoail U ol po

(35 9231y y1guad 1w dundd  B1,S 901, Y U
23 o0 i 1y Cdd ol (S5

M



VPAY Oliansls o o)lois 1 D 595

Ao)u&)ar,lcb&mbsolcdza

Wil o0 ond Sl saRd i Sy Codls tayy (el Sl - S

jor 2 oo Sismesy b uyinls apdsdus
1.3 MM‘.@”; OLo)s "ﬁl).ghg ‘J.wb o_L:.:.§39_c dL"")'ﬁ*:"ﬁ):"
Siguogy ddls jlad ST o )b Gjgps Seasiumw
piY g @ly e oVl T b oy g ST o
ol Dad Eopd 8 des] odiS baw oy K cwl
GBS 9 (V) Slpo kil egasy (loy
sladld Gl gpSols glp ol pianw 0aiS Jaa
ol glS s Jold gyl I e 4y oy > ool 5l

(VF) 8L se 55 5 8lewdl b g o ol

Gl
ks el Sy oy & ddghed ] it
ol @ Cwl (S & d9de il gy
Sigegy ) ek (ale gl coYSlS
Il O Cuow & (gHlew 9 28l sl eadidlol
e g Jlaisl ayiin ol )3 ogMe 4 tules iyt
3y90 4S5 clpli 2,03 3925 (8 Jlas 5l pogasy bl
S lon don o cud ol cow bl » a8

A

& 3l o bl Gy g2y ST sl glan )i FA

poris & Miojlew WA (59 Ko adlae

Golow Cuow 4 Gy Ll ddg cute ANA isls ]
@l Jb 2 @ (7Y) 3,58 o ohlon ZAP 53 St
el y adoind 5l eyt o cul o] 51 (S Sldls
ol 2l 5 Lilee olpen SN S > @M o b Gl
Slow 3929 ogh B> e b ]l
by Hla )0 S
Cigh 4y y3tin oS 3g B (ol 0l JSite b 359 S W
Soxt 3 3l ool il o duy e a5 4y 3g 0
&S 00,5 asuie Wb pbl wied b (gHlow 4 Mie
&)Ll 3)50 Cdn oy Jghuo (245 4 0,8 ]
Wb oo b e Sl g9 > 4 (8 olj0l
YY)

4 e VSIS il oy (LS )3 adg sl b e
priiw dwyo plad 4 S Mo drg LB (oo



o S 9ud5 po L polle Sumw iS5 Wl sdgind (5T pg)sinw Oz 13 pigelyy SulgraTgnos )5 Ogamili pud I 3590 SO GBS

oo plogissodl 529285 oz | VSIS il o | gl VSIF i lagley & Spegs M)
Moy S 4 gbie pY hsel g Mgl pl s & oy g 5Se Gla gl by imd e culis
@ Sy 5l 9 905 @Bger 550 Sloyd plidl axslis pyiie Hla Gl Ml Wedoe ol Jgele (gmilis
Slados b dalg gySsle Jsaly omilipgd Cow blig &5 Shole )3 izmed tigd )y A ghud
g2 Anlgs 015 SaS 3)00 ) 0 il il 8 gl 0 4 B @il slen 4 Mo

pe Sloyd slayKaly o8l -yl dy50 40 g plog] Ly

&b

1- Moser KM, Auger WR, Fedullo PF. Chronic major-vessel thromboembolic pulmonary hypertension. Circulation.

1999; 81: 1735-43.

2- Task Force on Pulmonary Embolism, European Society of Cardiology. Guidelines on diagnosis and management of
acute pulmonary embolism. Eur Heart J. 2000; 21:1301-36.

3- Colorio CC, Martinuzzo ME, Forastiero RR, Pombo G, Adamczuk Y, Carreras LO. Thrombophilic factors in chronic
thromboembolic pulmonary hypertension. Blood Coagul Fibrinolysis. 2001; 12 (6): 427-32.

4- Auger WR, Permpikul P, Moser KM. Lupus anticoagulant, heparin use, and thrombocytopenia in patients with
chronic thromboembolic pulmonary hypertension: a preliminary report. Am J Med. 1995; 99 (4): 392-96.

5- Wolf M, Boyer-Neumann C, Parent F, Eschwege V, Jaillet H, Meyer D, et al. Thrombotic risk factors in pulmonary
hypertension. Eur Respir J. 2000;15: 395-99.

6- Asherson RA, Higenbottam TW, Dinh Xuan AT, Khamashta MA, Hughes GR. Pulmonary hypertension in a lupus
clinic: experience with twenty-four patients. J Rheumatol. 1990; 17 (10): 1292-98.

7- Luchi ME, Asherson RA, Lahita RG. Primary idiopathic pulmonary hypertension complicated by pulmonary arterial
thrombosis. Association with antiphospholipid antibodies. Arthritis Rheum. 1992; 35 (6): 700-705.

8- Miyakis S, Lockshin MD, Atsumi T, Branch DW, Brey RL, Cervera R, et al. International consensus statement on an
update of the classification criteria for definite antiphospholipid syndrome (APS). J Thromb Haemost. 2006; 4 (2): 295-
306.

9- Lockshin MD. Update on antiphospholipid syndrome. Bull NYU Hosp Jt Dis. 2006; 64 (1-2): 57-59.

10- Chwalinska-Sadowska H, Meissner M, Wudarski M, Zabek J, Wojciechowska B. Antiphospholipid syndrome
(APS) primary (PAPS) and secondary (SAPS).Pol Arch Med Wewn. 2006; 115 (5): 401-406.

11- Medina G, Vera-Lastra O, Angeles U, Jara LJ. Mono-organic versus multi-organic involvement in primary
antiphospholipid syndrome.Ann N Y Acad Sci. 2005; 1051: 304-12.

12- Cherian J, Gertner E. Recurrent pulmonary embolism despite inferior vena cava filter placement in patients with the
antiphospholipid syndrome.J Clin heumatol. 2005; 11 (1): 56-58.

13- Vucicevic-Trobok J, Bogdanov B, Trifkovic M. Pulmonary thromboembolism and deep venous thrombosis in the
antiphospholipid syndrome--case report. Med Pregl. 2003; 56 (1-2): 85-88.

14- Gora K, Chlewicka I, Pruszczyk P. Venous thromboembolism in a 15-years old boy with antiphospholipid
syndrome. Pol Arch Med Wewn. 2004; 112 (4): 1229-33.

15- Vasu TS, Saluja J, Amzuta IG, Lenox RJ. Massive pulmonary embolism secondary to anticardiolipin antibody
syndrome. Indian J Chest Dis Allied Sci. 2007; 49 (1): 53-55.

16- Matsuki Y, Suzuki K, Hara M, Kitani A, Hirose T, Harigai M, et al. A case of antiphospholipid syndrome
associated with left subclavian artery thrombosis and left external iliac vein thrombosis. Ryumachi. 1992; 32 (2): 154-
59.



TPAY Oliawls P o jloid 1D 093 My S 3y pale 2L gole Al

17- Sandoval J, Amigo MC, Barragan R, Izaguirre R, Reyes PA, Martinez-Guerra ML, et al. Primary antiphospholipid
syndrome presenting as chronic thromboembolic pulmonary hypertension. Treatment with thromboendarterectomy.
J Rheumatol. 1996; 23 (4): 772-75.

18- Sayarlioglu M, Topcu N, Harman M, Guntekin U, Erkoc R. A case of antiphospholipid syndrome presenting with
pulmonary truncus and main pulmonary artery thrombosis. Rheumatol Int. 2005; 25 (1): 65-68.

19- Rana M, Endo H, Watabe H, Tanaka S, Kondo H. A case of primary antiphospholipid syndrome complicated with
pulmonary hypertension. Ryumachi. 2001; 41 (5): 869-74.

20- Brucato A, Baudo F, Barberis M, Redaelli R, Casadei G, Allegri F, et al. Pulmonary hypertension secondary to
thrombosis of the pulmonary vessels in a patient with the primary antiphospholipid syndrome. J Rheumatol. 1994; 21
(5): 942-44.

21- Mouri M, Nambu Y, Kobayashi Y, Yamanouchi K, Toga H, Ohya N. A case of pulmonary thrombosis associated
with primary antiphospholipid syndrome, Nihon Kyobu Shikkan Gakkai Zasshi. 1995; 33 (2): 150-55.

22- Goémez-Puerta JA, Martin H, Amigo MC, Aguirre MA, Camps MT, Cuadrado MJ, et al. Long-term follow-up in
128 patients with primary antiphospholipid syndrome: do they develop lupus? Medicine (Baltimore). 2005; 84 (4): 225-
30.

23- Gross KR, Petty RE, Lum VL, Allen RC. Maternal autoantibodies and fetal disease. Clin Exp Rheumatol. 1989; 7
(6): 651-57.

24- Koschmieder S, Miesbach W, Fauth F, Bojunga J, Scharrer I, Brodt HR. Combined plasmapheresis and
immunosuppression as rescue treatment of a patient with catastrophic antiphospholipid syndrome occurring despite
anticoagulation: a case report. Blood Coagul Fibrinolysis. 2003; 14 (4): 395-99.

25- Godeau B, Piette JC. The significance and treatment of antiphospholipid antibodies. Presse Med. 2004; 33 (14 Pt 1):
944-52.

)



o S 9ud5 po L polle Sumw iS5 Wl sdgind (5T pg)sinw Oz 13 pigelyy SulgraTgnos )5 Ogamili pud I 3590 SO GBS

Title: A case report of Chronic Thromboembolic Pulmonary Hypertension associated with antiphospholipid
syndrome

Author: Gh. Mortazavi Moghaddam'
Abstract

While pulmonary thromboembolism is common, thromboembolic pulmonary hypertension is very rare. The
present case is a 35 year old woman with chronic thromboembolic pulmonary hypertension, who presented
with severe dyspnea and leg edema, following an earlier thrombotic event of 10 years earlier, after her her
second childbearing. She also had a history of the first childbearing complicated with congenital heart
disease and death of her infant by the age of 5 months. Despite conventional treatments for pulmonary
thromboembolism including anticoagulants, her condition developed to severe pulmonary hypertension. The
investigations including spiral CT confirmed bilateral pulmonary artery thrombosis, positive
antiphospholipid antibody and negative serologic tests for rheumatic disease. Besides, the patient showed no
symptoms of systemic vasculitis. Therefore, it was diagnosed that the patient had primary antiphospholipid
syndrome without underlying rheumatic disease. Thus, the patient was referred to a thoracic surgeon for
endarterectomy because of severe pulmonary hypertension (105 mIHg). However, due to extensive bilateral
thrombotic involvement of pulmonary artery, surgical treatment was refused. Treatment with prednisolone
60mg/d and warfarin with high dose was carried out. The clinical condition was improved and dyspnea,
edema and general condition recovered. The probable role of this syndrome in the development of chronic
thromboembolic pulmonary hypertension, neonatal congenital heart disease, and also therapeutic strategies
will be discussed in this report.

Key Words: Pulmonary hypertension; Antiphospholipid syndrome; Congenital heart disease
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