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Abstract

Keywords
Background: Pulmonary hypertension (PH) was defined for the first time in 1951 as y
primary pulmonary hypertension (PPH). Some studies emphasized on the role of genetics in Primary Pulmonary,
the development of pulmonary hypertension in family members of affected patients. So, in .
this study we evaluated the prevalence of pulmonary hypertension in first degree family of Hypertension,

patients with documented PPH.

) . . . . . ) Pulmonary artery
Methods: In this cross-sectional analytic study 51 subjects (first relatives of patients with

PPH, including parents, sisters, brothers and children were enrolled. Echocardiography and pressure
EST was done and the pulmonary artery pressure (PAP) before and after the test was
compared.

Results: A total of 27 subjects, 17 women and the 10 men were evaluated in 3 groups and
based on PAP before exercise, 22 (81.5%) of participants had normal PAP and 5 (18.5%)
were in intermediate group. After the exercise test 55.5% were in normal group, 33.3% in
intermediate group and 11.1% had high PAP. el
Conclusion: We recommend to screen and evaluate the first degree relatives of these Received: 16/12/2018

patients as high risk group. Accepted: 14/04/2019

Conflicts of interest: None
Funding: None

Cite this article as:
Moshkanifarahani M, Vahedi E, Bahrami A. Evaluation of pulmonary hypertension in first degree relatives of

patients with primary pulmonary hypertension. Razi J Med Sci. 2019;26(4):86-91.

This work is published under CC BY-NC-SA 1.0 licence.

87


https://orcid.org/0000-0003-4902-273X

http://tfjms.iums.ac.ir

WA L5 oF o les Y5 0,55 15l bEl'l'.lH oglc alan

§ evoym BvyrrS oF e ¥ 0

;“‘

by Jlio }

SLIETD)

CamtS oy 4 Cross-Sectional asllas ol o
PPH(primary pulmonary 4. e ol 3l gqs, ,Lid
Silent  pulmonary = _a___.iS 4 hypertension)
oM G a0 Ll ol 31 o hypertension (PH
sbacl (o ol (o mtSlom golew ol
9558 g @le ol ol any bll Jglae o
Egme ;5 4S5 adsl (925 (97 HLed a4 Miee ol Lo
o=l A 0959 sy Lre ol axlllas o)lg Wiog 425 )
a0 old cos Glhls a5 Slilen a5 09 O 50
Oemirad i bls dsllas a 09,9 S bl 009 ol
slonlan yomie ansil b (g)lan ylzo a5 Sljley
Nl oo )l asdllae lasss g9, (95 L3
a0 oolgils sl lanl as o9 Syge (ol 4,5 ol
Ohle (OI558 5 2les ol ole 0y Jol2) Jl
Silent pulmonary  —w,,» Cpz> ool el b
SleMbl s .0l (6,50 45 Dgeo hypertension
OUT g oyl 58 s 5 2 0131 4l
b S abgire 058 )0 g planil 4l Slolee 5 JeeSS
DSCHNEIER SERIT NI SR
Y slayiell ples g 485 1,5 315 50,1555
Syg—e dy yLsd g (Lagl o, Shee 5 L (2la5))
D559 L Glila Gl )3 s 228,518 s
AD B A B (Lo olie aSl 5l amy g 0 ploxl]
55T B A L s ) Sy o0 095 S a w00
ojlasl g sazme Sl o g oad Jaiie B 540,
Sledlbl plos (o i85 1,5 4 JLad 65
Cass &y gl g 00l 3BT alo o ,lg Loy 8L )0
W]

4l cols) aslllas 4y 59,5 51 b3 o)ylowe ples |
oadlas ;o cod Jleys sLedSSyy 5 331 (25
L85 O ype (Siple

L 5dUl Cos b ool g o)l Lo 51 (80 j0 Sl
Sl o83 &0 VA ol ;9 SPSS 15 8l 6,
&l g Frequency ¢ Descriptive ;I oS slaosls
plad od ool X2 sl s 5l a5 sloosls

VAN L5 oF o)leis Y9 0555 15il) |_.,5|.'|'.IH ogle alan

AA

S obs Rl JLss 4 s oo Lsd
9 oo a>L% PAP(pulmonary artery pressure)
Sl al 09h o0 (Soupendi 456 5 4yl £9590 4
ooz, JwVe-¥e g > sl o i
b8 bl an i Gloys )0 6Ky pis &0
Syl o] 5l il P 55 oo | 5o
sbe Sl 5 (S sl S5 0505 0y (S
£35 5 BPLS 5 S5 (gl ko 50 (5] iz
Ol 50 (Y-0) cils a6l g5 0 YU wlely )|
L ol jed (g )lo e (2,05 €95 Yooro (5 Lo
3=l Sl plasl pol 5 el oy olo,b g9,
Slzo dalol jo llews ol Sgdias 00d (g ,g ol
955l eogin ladg il b olen (5 05 (90 23
9 Ommdds Ogren (2leg)lo L (s (o0 oo
3,5 JrS ) pode o> b adgl 5)lse 50 p5lds
LlLo,l a5 cal ool saalive 4idS Slallas (o .(A)
sbe J—s 53 Som) 4l 095 HLid (o Solgls
yob 40 Q) Cl ou salics colgls G Calie
Hlid leme an eSS aS ol 3l jlas 0 VP IS
5 O Sy dsg oad wiSlid SSbnal gy 09>
5o oad Oldl sl 5 51 (S (Q) o,ls 092 (6 lews
)0 45 05,5 7, BMPR2 g5 oo |y (5 5lews )]
Hlid olw! gl onimd Ggw Jole G o)l e ST
«§)las pLCRIs) 9 s 45 008 )l S92y 9
(V1) g8 (o yoe Job (1ol 5 S e YL i
Q,:_g)o LS)L""‘" LJ)‘ 6‘)4 6‘ a4l o)DLw &_JL..)‘ u“fL‘-’
3 ey (o B 4 (65900 (Gslen (nl 4 e o3
bl ogzs ar lpl )0 5L Gdsl sl 9) i addlas
Ot 0 Ol e et b (sld o5 (LD A3
S92y e s an M oL oolgils slacl
p...._>|.>).,

http://rjms.iums.ac.ir



OBly ) S92y by o> i

S92 CXR (glaazsly vy, Jomsl disls LCOPD ol
3 i cpadls LYLPAP bLLs )| s cpl Loyl
Sl ol g pole s 5l ytan plasy 8 e g (2
Gololize LS 1 as plogzg b S0 8yl 5l .ol
o Ll o oaline 6525 (395 L8 L g Vb (2
3 PAP a M ol 81 s .80k a5 a0 LA

Syl bl | wal YU BMI o4l )ls & g0

G S A g Sy

Silent pulmonary )y a4 aslao 3l 4o
shls e So& a0 oolgils o hypertension
L ohlem Sl 4 a2 95 b otlopy ) 09> L2
Ay J=lie 50 0509 4n 692, 095 Hld Gl
9 Wb (oo S-S HB e gl O s
b oty (2law)b g (Joalynag 5 oday Lan
oS L leS (e B Wigtoe Spe lzrs
= lad el 2l an 1) (U1 S e o095
Ol odlgls (o) 2 QU Caneis sla g, (o et
S be anlllas o el (S alaly 4 azgi L ol Sl
S5 O3 LS @ D S Az o Jeld ol Bl ooy
Sme oy 9 (P9 S plml I Gy o5 Nog
5 00D S5y 057 HLad A Mie ol 8l pgs Sy S0
olts ol y8l ol Jo (gas )8 08 B9 el il
30 Sl 00l 000 (G9m,y miti pole A5 W2 o
OV cwlonds ol bLa )l cpl 50 calisrs Siladllas
O 5 (gl bagi a8 5 5 )9 0 adlllas o
5 b shls JLaw eolgls 1YF 45 0 sunliv
OY) i BMPRAIT 5 i 4 s o51,

o=l as ol eols lis addllas cpl o Ko By
539358 (oo Solem orl 4Dl (U 51 iien Glo e
033 U g)lew Sl sle ol oglyls ©)jg0
I e 9 S 5l i Sy 50 9 09D
a8 )8 g0 asllae ol o Jls 0l L S

3301 Ggw )5, Jow Ladjust 3106 Ll o o e
0,5

il

s VE Sladlas (pl a ouds Sged jlaws 25 0
LS sats Yo 4 b addlas 31 olg1 8 s (o
OB S &S b 5l W VY el asdllas cpl asals
PAP=30- 04,5 dw ;0 00 ;i Y+ g b5 @i \V oS
PAP30 mmHg ¢4 PAP»40mmHg  40mmHg
PAP slo sl )y olal o b asllas b .cd 5 & g0
S o o8l SHANTID) a5 YY (5,9 S 31 8
S8 e ulgas 69,5 ;0 (VAZID) &5 0 ¢ Jloy coisS
YU s, 9 Hlid amlu ol 81 pl alaS e Laszils
5 QOLID) VO o3,5 cmnd pldil 51 aey o il
a3 Vg Lawlg oz 09,5 0 (VYY) L5 (e 0g,5
Lo mli b .wog gou, s> ,lid a4 e (2VV/Y)
3hom caddllas a4y 39,9 pla Jlo i 09,5 15 VY (0
09;5 )3 lizen (PALIY) Ha5 VO ()5 Sens plox]
09,5 ;3 (YV/IY) 250 ,ai & 5 00le S Jloy
O s 4o M (F7/0) a8 G s 9 Lawlgas
plasl 5l 8 45 (6,8 0 5l (eizren 09 YL 6,
O (F7) Y aSog hawlgas 09,5 )0 (55,9 Cud
WO EN) s Y ga8 S I, EYLPAP L og,S
i 5 5l asale SL Lawlgas 09,5 les
ol YL PAP gljls axws o)lg oo e 5l 585 SO Lpd s
ol 3559 s plasil o (5 51 plaS s
A 550 09,5

ol 8l Jais bo Jawgy ool (605 o3l Koo ,gu516
s o s Gl a0 e ol svslin a5 oy
O 6blise bLS | g wiogs 6 5YL PAP 50 sl)lo
b Pl V) clils 0929 PAP 5 U oolyal e
Wb o (g, loliae bLI 1 aS 0l cnalive Lo dslllas
S pae dble Bow Brae (oodnd pala (g5 jLid

adlle 3,50 33 o Jyin ) Jgin

Sl il (0] o o (03,5 L ») PAP
¥V 5 ya/y \0 Jboys
of Vs YN A e 89
¥r Y5 Ya/s ¥ 84
A4
WAA 5 F o,les Y9 0,55 5il) 1eSuljs ogle alan http://rjms.iums.ac.ir




b oy cils aales Jan 1) e gl
20 dslol (6 Fos 1S

References

1. Ungere RG, Tashkin DP, Furst D, Clements PJ,
Gong H, Bein M, etal. Prevalence and clinical
correlates of pulmonary arterial hypertension in
progressive  system sclerosis. Am J Med;
1983.75(1):65-74.

2. Rich S, Dantzker DR, Bergofsky EH, Brundage
BH, Detre KM, et al. Primary pulmonary
hypertension: a national prospective study. Ann Int
Med; 1987.107(2):216-23.

3. Taraseviciene-Stewart L, Kasahara Y, Alger L,
Hirth P, Mc Mahon G, Waltenberger J, et al.
Inhibition of the VEGF receptor 2 combined with
chronic hypoxia causes cell death- dependent
pulmonary endothelial cell proliferation and sever
pulmonary hypertension. FASEB J;
2001.15(2):427-38.

4. Fuster V, Steel P, Edwards W, Gersh B,
McGoon M, Frye R. Primary pulmonary
hypertension: natural history and the importance of
thrombosis. Circulation; 1984.70(4):580-70.

5. Miller MH. Pulmonary hypertension, systemic
lupus erythematosus, and the contraceptive pill:
another report. Ann Rheumatic Dis; 1987.46(2):159-
61

6. Galie N, Hoeper MM, Humbert M, Torbicki A,
Vachiry JL, Barbera JA, et al. Guide lines for the
diagnosis and treatment of pulmonary
hypertension. Eur Heart J; 2009.30(20):2493-537.

7. Higenbottam T, Wells F, Wheeldon D,
Wallwork J. Long-term treatment of primary
pulmonary  hypertension with  continuous
intravenous epoprostenal ( prostacyclin). Lancet;
1983.323(8385): 1046-7.

8. Rubin LJ, Nicod P, Hillis LD, Firth BG.
Treatmentof primary pulmonary hypertension with
nhfedipine: a hemodynamic and scitigraphic
evaluation. Ann Int Med; 1983.99(4):433-8.

9. Badesch DB, Champion HC, Sanches MAGM,
Hoeper MM, Loyd JE , Mnes A, et al. Diagnosis and
assessment of pulmonary arterial hypertension. J] Am
College Cardiol; 2009.54(1s1): S55-S66.

10. Long L, Maclean MR, Jeffery TK, Morecroft I,
Yang X, Rudarakanchana N, et al. Serotonin
increases susceptibility to pulmonary hypertension
in BMPR2-deficient mice. Circulation;
2006.6(98):27-818.

11. Tomson JR, Machado RD, Pauciulo MW,
Morgan NV, Humbert M, Ellott GC, et al. Sporadic
primary pulmonary hypertensionis associated with
germline mutation of the gene encoding BMPR-II, a

http://rjms.iums.ac.ir

Ohles 5 Sl Slie b ye

hols alal, a5 0 saslie o San 5 Loyd Lawss

AOY) 0 ls 0925 (U5 50 yidon 632, 95 HLid
(o9 ) lid (b o sols bl aslllas ol o
ol b o ssslive 590, 95 HLid L CXR slaazsl
g 0>lge asllas ;o a S il ool soalin JL>
590 Ea ubd o sl ala>de LB bLs )l o )Sen
Lo afllas alon ((VF) 5,15 529 (55, o> LS
Sas glls ol 31 s COPD (1l 5e 4 sl onalins
aslllae ;00 B, b 1ol RLBL s 5525 57
Ot 5l =S aS ol s ol LS ¢ Pengo
= &S Sy 03 LS Gl (sm) Jael 8)le

(10) 095 23U Ol (B)lse comw Wil

S yloms ol ao e hlews cpadly (o B,k
S S99 b MLl 5l 6 YL S syl
W8)S g G415 50 0 5 58S pmyp 4 kS
ailen 45 0 caalin 3o S g (y,lg Lawgs
S dan M yidon ollaw ol ol Lo axdllas
(V%) s Silent

099y Ot LSS el Chest ozl Joddlgiws 3ubo
S 00)8 5S1 slem nl @ Do hloey S5
plosl s QU SG a0 00lgils (sl b a5 aBb (e
AY) a8

09 a2 62550 o)z 4l sl sln Lo asdllas
G el gyl ol Glils lhles ool jo (69,
3=l ol iSTasiyl 4y 4z b o,y (o0 Hhas
ol Jolie o cls sle ol Silejo 4 (5 ke ()
o=l sl Aol mla ag azg LI oS oo as>l e
o= e 5o Sy G &S Slallhe ple g adllae
Slgiiion ol ooy OLIT M ol )8l 0olgils )5 (g Lo
i o a M ) yle 00lgils ol )81 45" 05 o
3 solem ol Slm YU Sy Lo S 52 a2
an ol L5l 6,5 JLsé 5 S @ 5l g eads
I Sy A e
aS aib oo adgl an ) b o JLasd 4 D of 3l
Olaastin SSTL Soaler of ) 550 00 3l i
L allesl oo )8 (om0 950 il 1y (S 50 4,
aS b ol glen Gl S o sl Salen

WAA 5 F o,les Y9 )55 1g5jl) iaTuj ogle alan



OBly ) S92y by o> i

receptormember of the TGF-B family. J Med Gene;
2000.37(10):741-5.

12. Loyd JE,Buter MG, Foroud TM, Conneally
PM, Philips 3rd j, Newman JH, Genetics.
Anticipation and abnormal gender ratio at birth in
familial primary pulmonary hypertension. Am J
Respirat Critic Care Med;1995.152(1):93-7.

13. Movahed MR, Hashemzade M, Jamal MM.
The prevalence of pulmonary embolism and
pulmonary hypertension in patients with type ii
diabetes mlitus. Chest; 2005.128(5):3568-71.

14. Chaouat A, Bugnet AS, kadaoui N, Schott R,
Enache I, Ducolone A, et al. Sever pulmonary
hypertension and chronic obstractive pulmonary
discease. Am J Respirat Critic Care Med;
2005.172(2):189-94.

15. Pengo V, Lensing AWA, Prins MH, Marchiori
A, Davidson BL, Tiozzo F, et al. Incidence of
chronic Thromboembolic pulmonary hypertension
after pulmonary Embolism. New England J Med;
2004.350(22):2257-64.

16. Varan B, Tokel K,Yilmaz G. Malnutrition and
growth failure in cyanotic and acynotic congenital
heart disease in Childhood. Arch Dis Child,;
1999.81(1):52-49.

17. Hunt SA, Abraham WT, Chin MH, Feldman
AM, Fracis GS, Ganiats TG, et al. ACC/AHA 2005
guideline update for the diagnosis and management
of chronic heart failure in the adult a report of the
American College of Cardiology/American Heart
Association Task Force on practice Guidelines
(Writing Committee to Update the 2001 Guidelines
for the evaluation and Mangement of heart Failure):
developed in collaboration with the American
College of Chest Physicians and the International
Society for heart and Lung Trasplantation: endorsed
by the Heart Rhythm Society. Circulation;
2005.112(12):e154-e235

1)

WAA 5 F o)l Y9 0,55 15jl) 1eSisjs ogle alan http://rjms.iums.ac.ir



