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Pulmonary artery hypertension in systemic lupus erythematous
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with unclear or multifactorial mechanisms)
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Hypertension (WSPH) 5% 6 Aandnelunisned 4 Inenisaiuuniiasannnalnnieneniadsanen

21N1INNARLN ANBUeNIINTessuL aRauladin wazn13snEnAsnaiu
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n@ju‘ﬁ' 1 :‘Eﬁ?mmwﬁum@mﬁ@mLLmﬂfangq (pulmonary arterial hypertension)
1.1 Idiopathic
1.1.1 ldmauauease vasoreactivity testing
1.1.2 AALAURIBENURULNAURD vasoreactivity testing
1.2 T3An19WUgNITN (heritable)
13 maziiflunaanansisaansiie (toxins)
1.4 duusnu:
141 aileidleAaai
1.4.2 lspia7len
1.4.3 NMTANNAUNBTITAZS (portal hypertension)
1.4.4 Tsaralalnsusndia (congenital heart disease)
1.4.5 19m schistosomiasis
1.5 PAH with features of venous/capillary (PVOD/PCH) involvement

1.6 ﬂ’]%m’mﬁuu@'ﬂmL%'ﬂmﬂ@m@;ﬂumﬂ?mwmﬁm (Persistent pulmonary hypertension of the newborn)

n@jm‘ﬁ 2: lsaponAunaaniaanlangaainnisineuaesialaiesdraiinlng (pulmonary hypertension
associated with left heart disease)
2.1 nnaziialaanwian (heart failure)
2.1.1 FipTinntiusveivlalng (preserved ejection fraction)
2.1.2 1fiafinnsTiusaaesinlaanas (reduced or mildly reduced ejection fraction)
2.2 Tm'fguﬁ/ﬂ@ (valvular heart disease)

2.3 Congenital/acquired cardiovascular conditions leading to post-capillary pulmonary hypertension
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n@;uﬁ 3: TsnanuAunasalaanlangiaintsatlanzaisnsanisyniasaandiau (pulmonary hypertension
associated with lung diseases and/or hypoxia)

3.1 ‘Eiﬂﬂ@mgmﬁzw%qmmiﬂqwm (obstructive lung disease or emphysema)

3.2 lsATiEinngsndaNTsEne faTesan (restrictive lung disease)

3.3 Tiﬂﬂ'ﬂmﬁﬁ%\‘i restrictive WAL obstructive pattern

3.4 maznismalaanas (hypoventilation syndromes)

3.5 naznsasaendiaulng liflaauiinlnfilens (hypoxia without lung disease) L4 Tmmﬂmiﬁuﬁ@a

(high altitude)

3.6 lsannaasuiALInaavlaniining (developmental lung disorders)

n@lu‘?‘i 4. T?ﬂm’mﬁuu@@mLaﬂmﬂﬂm@lw’mu@ﬂmL?vaml,m'aqm%u (pulmonary hypertension associated with
pulmonary artery obstructions)
4.1 mq:mmﬁwmmLﬁfamJ@mg\‘mn‘im?u'wﬁ@mm%ﬂuﬂ@mL'?:@é‘”q (chronic thrombo-embolic pulmonary
hypertension)

4.2 NTVAAAEALAILIAAGARWANAREY

ﬂ@ju‘ﬁ 5: I'mm'mﬁumﬂmlﬁamﬂ@m@;qmnmq:éu 7l (pulmonary hypertension with unclear and/or multifactorial
mechanisms)

5.1 l3A1Aan (hematological disorders)

5.2 Systemic disorders

5.3 lsATiEiANARUNAMAWATLIeEN (metabolic disorders)

5.4 TsalmanaGe 5T lgsurie IS unnasnEdasni s tiana e (chronic renal failure with or without

hemodialysis)
5.5 Pulmonary tumor thrombotic microangiopathy

5.6 Fibrosing mediastinitis
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1. ﬂ"ngfﬂqﬁlllmuﬁ@’ﬂﬂl@ﬂﬂﬂ'ﬂm@j\isﬂuﬂ precapillary A8 N1IENUAIMNALLBRALUDINRADALAD A
wastlamfilANNInNngn 20 uN.Usen JAN pulmonary capillary wedge pressure (PCWP) tiag

n919TeWINAY 15 da.19en wazNA1 pulmonary vascular resistance (PVR) 81nndn 2
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Wood units® dnifimannasinlnfaesrasnidanuadluden (pulmonary arteries) vl
e X 4 4 o o o .
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b4 1
= '

AOHAUGITL (NGNT 1)

a

b4
A o

- DradenzasiuTani1nensasaandLas Liu Tmﬂ@mm%ué@%q (chronic obstructive
pulmonary disease (COPD)) isan1azuganielaaniznall (sleep apnea) (ﬂ@iuﬁ 3)

- ‘Eiﬂ?ﬂluﬁ@mqmﬁzusluﬂ@mé@aﬁ (ﬂ@;ll‘ﬁ 4)

- Pulmonary Veno-Occlusive Disease (PVOD) way Pulmonary Capillary
Hemangiomatosis (PCH) T?ﬁﬁv\lm%@ﬂ’m@gﬁﬁmm post-capillary lu&219849 septal
veins LAY pre-septal venules ﬁﬂﬁﬁmmmmﬁu‘ﬂmu@@mLaﬂmmﬂ"]ﬁ Wi kb

= . o v Y Y va
Wagulaanig hemodynamic @qﬂﬂqﬁ‘ﬁ]?Q@@Quﬁ’)i@ﬁ@\isﬂqq@zLﬂ.l']»l,ﬂﬂllﬂ@éll pre-
. = P P o o \ | oAl
capillary 11da3a1n PCWP UagnNIMUsanIny 15 Nu. gam LL@ZQ@@%IUﬂ@'NV] 1
o & a . & A o a a
2. ﬂﬁlqgﬁﬂqqm@uﬁﬂﬂ@l@ﬂmﬂ@m@ﬁsﬁum post-capillary A2 NMIENNAIMNAVLDAEUAINNDALADA
~ ' a ! P v '
LANUBANATININNGT 20 NN.UFaN NAT PCWP 1nnnan 15 4a.Usan taziAl PVR Wagnan

yiTawinu 2 Wood units’ LARaNANNRRLNRIa9ssUL IManaudunasa nnsanilasu

v
=S

(2] dl A 1 1 o dl % v 2% ] v
nnanuaesiaantesluilen doulueiiianmnainansungeauluilavesdne danali
nsnaRaurssdenanlasnauliiinlaanas aunnlnfaasialadsde (ngun 2)
Toun dlanurinAatiaanwan (left ventricular failure) Tspausiala wiu Ispausialalunsa
al A ol/ o =l £ dl . %
ALNINT BAZNIIZHL AL TUNTIEILADNANIN (left atrial enlargement) L1361

3. NzAMNAUARALABALBRAgITHANL pre-capillary WAY post-capillary $auTiUW A N19EH

FANNAURALURINAALADALANLAANAININNGY 20 HH.1U3an HAN PCWP 11nndn 15

1,199 LazHA1 PVR 171091 2 Wood units®
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Precapillary PH: Postcapillary PH: Mixed PH: Combined
Arterial System Focus Left Heart Focus Circulatory Impact

LUNG

CAPILLARIES ; \ CAPILLARIES ; O\ CAPILLARIES

AW 1 LAAATUNUIIRINENBAN NI I aN9z A NAUaanlAantlangs (Aautlasann

Broncano J wazAmue”)

A1919% 5 WAAINITANLUNLTEINNTBINITANNAUNaanLaantlangs InauanauAIFaLlsaINnIg

RI9adquia laiaaran (Aaudasann Humbert M LazAnee’)

naransnsluadaulaiin (Hemodynamic)

ANRNAAIN
mPAP (13.1/58%) PCWP (1x.1/38%) PVR (WU)
Pre-capillary > 20 <15 > 2
Isolated post-capillary > 20 >15 <2
Combined pre- and post-capillary > 20 >15 >2
Severe pulmonary hypertension >5

mPAP = mean Pulmonary Arterial Pressure, PCWP = Pulmonary Capillary Wedge Pressure AR AN
[ A . . A 1 % A
ANAUlaenRenteglen, PVR = peripheral vascular resistance A® ATAINATUNIUNIDALADA

ludan Hmiaededdu Wood Units (WU)

WENENLUA
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dihalsalaauangainnsanunnzandutaaniaanlongelans 4 ngu Asuansluning 2

Group Il Group Il | Group |

nalnmaegfiquiuuasmssniau nalnanlsavidlodudne nalnmegiiquiuuasmssniau nalamsgiguiulaonss
Pulmonary arterial Left heart disease: diastolic dysfunction, Lupus disease: interstitial lung
hypertension (PAH), PVOD myocarditls lschemic hieartiClsease, disease, diaphragmatic dysfunction Antiphospholipid antibody

LV valvular dysfunction

and alveolar hemorrhage
(Libman-Sacks endocarditis) 8

2

l . l

a i
aaaondiouluidonan
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ANRBLNadtuan®End: BNP, brain natriuretic peptide; NT-proBNP, N-terminal pro-brain natriuretic peptide
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® RV strain pattern (ST depression/T-wave inversion T right pre-cordial V1-4 Wa< inferior Il, Ill, aVF
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® Prolonged QTc interval (ldanmn)
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'
=

N13FANIININULBILIUNTIAAAT1UIIAIINITATIANI LAA L ARULALIALTIDUAIINTIY
sznaumag tricuspid annular plane systolic excursion (TAPSE), RV fractional area change (RV-
FAC), RV free-wall strain, i@ tricuspid annulus velocity (S' wave) NlFa1nnnsmsa tissue doppler

imaging 398119 RV ejection fraction (RVEF) #ilsannnisnsaaialasaanauidenasiaunaungalu

2%
o

@uAR (3D echocardiography) Wananiensaau TAPSE/SPAP @ailunnsdannsyinanuaadiuyisiag
M uazvaanaenuaslen dulunismiadaniozamnuiunasaidenilengs Ansuznisinaledaan
11 RV outflow tract (RVOT) @4# mid-systolic 'notching’ 1Nin19zAufunasniaantlangsailn

precapillary3

https://he04.tci-thaijo.org/index.php/tjr


https://he04.tci-thaijo.org/index.php/tjr

Kuntarawee Sirichotti et al. Thai Journal of Rheumatology 2026;3(2): 22

ﬁ"\ﬁ'a'ml,g':gasjﬂﬂae tricuspid regurgitation (tuns/Au)
¢ } —

— - - >34

<28 ‘ A ¢
| I I
o a

a - . .
ianwnziiaUnAduves echocardiography udnsfis PH n3olsi® (an1519 7)

@ — T
© | ® |
. A . 1l
"‘ﬁ‘:’mtf’lw‘ﬁﬁuﬂsm PH L-‘hm:ﬁ‘?&%va PH amutnezduves PH

1 : . dunans L b

. |

ar P= =1 ar .
fiasadssvizaniaziiiendosiu PAH wsa CTEPH wialsi

w —® W/l
® | ® | T
N33 tNEudY fAmmuNanIy Echo m'iﬁ'i‘:mﬁm?mi/
el (Class.lla) RHC (wnildausd?)
(Class I)

a \ o & o Y A o o
NINN 6 LL@@\‘]ﬁqqmuqquﬂum@\iﬂqqzﬂqumu’w@‘ﬂﬁL@@ﬂﬂﬂﬂ@j\‘]qqﬂﬂq?m‘iqquﬂﬂqﬂQﬂﬁ@uLﬂﬂﬂmgmﬂu

AMDgauAzdauuztin TunsUsTluNEN (Aaulasain Humbert M uazmAnu’)

= 1 [ 1 v
a. viraluau1sndnAn e

' 1
a 1

b. ﬁzﬁ”ﬂwmzﬁmﬂﬂﬁmﬂmimmﬁﬂ@é’wﬂ?ﬂlmammﬁﬂummmga@m\iﬁﬂﬂmwm@mﬂumiwﬁ
(A/B/C) %Lﬁ'ummm@uﬂumq:mmﬁumamﬁ@mﬂ@mﬁq

c. pnasfludestinimagauiiuify (V1% NFMIIRNINTIRANARE, N1INALAL cardiopulmonary
exercise)

d. AsVNIgRTRdawinlaiedaqn fasdauninzanuiuaanlaeALANLaAg Y3RN1ITAITNALIAEA

wanlangeannisrdniaengaiululenizasy uionaliandulugienliifade@esniniaedannny

o 1 1 dl = o A [~ ¥ = o . % A o
ANNANI LU LN@NJ’H’J:M’]M&MM@@@L@@@H@mgﬁL@ﬂuﬂf;l uazilsavialadede Mi@I?ﬂﬂ'ﬂﬂLﬂuM@ﬂ)
ANRELNE Vﬁyf&’ﬂ‘ﬂaf: CTEPH, chronic thrombo-embolic pulmonary hypertension; echo, echocardiography; PAH,

pulmonary arterial hypertension; PH, pulmonary hypertension; RHC, right heart catheterization

Peak TRV ilunisiimafnddnylunmdadaniszanusunaaniadantlangs’

TRV < 2.8 wassiadui: anuilullldtdasaesnisiniozamnusunasnidentang

https://he04.tci-thaijo.org/index.php/tjr


https://he04.tci-thaijo.org/index.php/tjr

Kuntarawee Sirichotti et al. Thai Journal of Rheumatology 2026;3(2):

TRV 2.8-3.4 1mssaquif: auiilulillsgdunane WiRemiusaanisngqainlasnanauld e

|
al

ATVAUANNDAY
TRV > 3.4 wingsiadui: aouiiuldldgeuasnisininzanuduaaniaanilangs Aqg

NATUININITATIUNNLAN 1T N1TATIAAQUT bAARITN

1
= 1

wnianwuzinlnAainnisnaaialasunaudenasiaunrungaotnatiaaanannanng lu
o S . . = - 4.
A199N 7 aziinszAuAdNaziduresnvsANsuiaenaenleangs nnienimiadennaeds

A1ANNNINARALINNLAN L Nslandistaauiamasilan n1snaaay cardiopulmonary exercise’

AN 7 LAPNANHULANNRALNAAINNNTATATI e ARLIAENA LA UAINN AN NL AL AN

a

punaanlaantlangs (Aaulasann Humbert M uazAnuy’)

A IIUNILAR B: naanlannumdLlan (pulmonary C: NaRALARAAN inferior vena
artery) cava (IVC) wazialariagiaindaw
U1

ﬁmmdqummLﬁumuquﬂrﬂma/ﬁuﬁ RVOT AT <105 Haa317 uay/vze  @uruguenansees IVC >21 .

189 RV/LV >1.0 mid-systolic notching WAZHNITANRITDS inspiratory
collapse (<fagia 50 dlamela
[ddn vise <Feaaz 20 Lileuneila
Wnna)

mﬁq%uiwdwLquw?lﬁ@m’nm:eﬁw Early diastolic pulmonary ﬁyuﬁmm RA (end-systole) >18

WUUTIU (Flattening of the regurgitation velocity >2.2 8.A3UN7 AT 1IURLNAT

interventricular septum) (LVEI >1.1

w194 systole waz/sa diastole)

8m3491 TAPSE/SPAP <0.55 sl /ui. Ui uguenanazed PA >1dur1u

EGYY AuENAN9T89 AR

el uAueNaNeTes PA >25 13,

ANABLNEILTS fryanwnl: AR, aortic root; IVC, inferior vena cava; LV, left ventricle; LVEI, left ventricle eccentricity
index; PA, pulmonary artery; RA, right atrium; RV, right ventricle; RVOT AT, right ventricular outflow tract

acceleration time; sPAP, systolic pulmonary arterial pressure; TAPSE, tricuspid annular plane systolic excursion

https://he04.tci-thaijo.org/index.php/tjr

23


https://he04.tci-thaijo.org/index.php/tjr

Kuntarawee Sirichotti et al. Thai Journal of Rheumatology 2026;3(2):

n13Rgaaia At AR LA ATTIaUANN DT UENAIITANNALNADALRDALBAZINGN 2 L
naNau dusunistlsviiuanuiinlnsvesvinlaiesaediadaananasia (diastolic dysfunction) Wiz
TFsziiuaunnuagaInzaNgis anusaadniiaialanundimadianuifainilnd (left ventricular

e 4o v o 4 o y 4
hypertrophy) WarA18AII49U E/A, E/E' T99AAINN19R99aia lanat ARWALINATBUAIINDF kUL

Doppler3

N155NEN

FNNULININTBY ESC war ERS AWNWL W.A. 2565° n1silsvguiainissyaulansiiuninzaanu

v
o

ﬁuu@ﬂma@mﬂ@m@j\‘] ATIn 7 (the 7" World Symposium on Pulmonary Hypertension)43 I PANR AL

UfiRessznalne” mefnundiaaliaeauesdifinnzanuimaenidentengs Tdun
1. mesnuial
2. MIEINANIE
2.1 nmsldanamzdmiuineninzausvaeaidantaslangs

k% o

2.2 MESNEAEENANANTY

v
o Y

1. mssnvialil® © nsininlilaas T uusiunnadihauazons e Wnsguansauaguyna

" gnsunisudesiaaeaaen (anticoagulants):

o ¥ [ N v dd‘d o A
BUSUIEIRTIUNTTELUN ﬁ@ﬁlﬂﬂL@@ﬁIMﬁiﬂ'}ﬂIﬁ‘ﬁL’ﬂ’&LL@@@WNﬂWQtﬂQﬁNﬁuﬁ@ﬂﬂLZ\]'ﬂﬂﬂ’ﬂm@J\‘i@’]ﬂIiﬂ

!
o o =K A v o oo

annangaiululen e Tadauduiusiunguainisuaudnaaalle Tuugin ildansunis

q

@ o " o aAda o " Lo
LL“IN[5]"J°l|‘ﬂ\‘]L@@miu%ﬂ'lﬂt?ﬂL‘ﬂ@LL@@@V]NJ}WQZWQWN@UM@@@L@@@LL@\?H@@ZSQ (ﬂ@‘N‘V] 1)

" nqgldandutlagnae (diuretics):

PRPRPR

° o 1y 1y o § wal o H ' P
LLu:ﬁuqimuﬂ?mmﬂJﬂqqgﬂrJﬁl@@quﬂqq@NLMﬂ’J V]qlﬂﬂﬂq?ﬂﬂﬂlﬂﬂuqiu?qﬁﬂqﬂ ?ZUUﬂq?1ﬁﬂLQﬂu
2 P ) v o . . . ~ o v
ﬂﬂﬁL@’ﬂ@iﬂ‘Vﬂm@ﬂﬂﬂ @QN@IﬁNﬂq?ﬂﬁzﬁJU?gUU renin—angiotensin—aldosterone LHBLINALATILAINUD
o o & . o o A a o o o a ! . "
mslﬂl,wmm%mmaslmmmuwummaﬂmm’mimLL@:M"}N@ﬂETﬁMWmm:m’]wﬂmmzumﬂmL@ﬂmvl,m

al d?-l dl = ] a ¥ o X a 1 [ dal
PNNTU 5]]@34N@@ﬂﬂ’]ﬁ‘ﬂﬁ‘ﬂ\‘]ﬁlﬂ\ﬂmLL@tﬂW‘j‘ZN’ﬂ’ﬂﬂ"ﬁL@u N3 WendutTaanazastdaudaasneniazil Tnaen

https://he04.tci-thaijo.org/index.php/tjr

24


https://he04.tci-thaijo.org/index.php/tjr

Kuntarawee Sirichotti et al. Thai Journal of Rheumatology 2026;3(2):

duilaanazianudszinynuan Aa loop diuretics, thiazides wag mineralocorticoid receptor antagonists
dl ¥ 1 1 dl A [ dp 1o % aa v o
A9z ldrngulanguuil vienaniu auatfuausiasnImeadinaasgihauaznisinnuaedls
" puzi lidihainiseasulmdaniauasduanssnnindenianialsnisgua (physical
activity and supervised rehabilitation):

LWANNNT89 ESC Uaz ERS T w.A. 2558 d1m3Un1sitadiazinen1nesAuaumiannlaen
Uonge® uuzih lifilaaninzilaanindania anrsnmiings saudaeadauluaseniaminnazyinle
AINNMIMARBINNARTNLLLEN WA I LULRNgNAILAN (randomized controlled trial; RCT)* a1n
11 Auellu 10 Uszinalunadylsd Gesangiles 116 menininzpnusuiaenidenuaslongauazniog

[ A QI A :j/ d’j o Yo o % 1 o o
pNAUNaeALaangIaIntsnanaananiululen3efs uarlafuntsdnundaaen wudannseennnag

nan lseaen19ns1AY 6 WP (6-minute walk distance (6MWD)) AUNIWARG world health

organization (WHO)-functional class (FC) Waz8#9n13 LieandLaugeqaunzeanniadnig (peak VO2)

b4 1
=l =

pau e meuiuNsinEmingg il frlhaniazannduvaenidenuastlangeaaslasunisinwfagen

1 b4
a

wazanisasineuidnsunisuyanssnnwsenianialinsgua
" Ansldeandian:

widreandiauarananfunaaniaanlanuazivuanatnisnluniseaninasnielugtlay

1
o = o

nzanNsunasnrenuaslengs widthildeyanaaiudsslemiluszazesianisaniiulen wuziin
Tl dlunstinaududtaandauluaanunsrindnfasay 92 viralugilandszAuarusutanans
panTLaullanAwAY (arterial partial pressure 02 (Pa02)) AUTWNAINGN 60 N Usan
B A10elafinaneainnisunnansman:
d; dgl o L2 o A < ! %
Wasainnuniazilives ludiloaandunaenidenunilangs wazn19z11as 6 AANAIHA 19
Yy o= o - Y = & A o oAa A X =
KUaafinsinanuaeananiiieialaanas 881017209 lsALATANIAENNATIRE TN A9
= a a <3 ] LN IS <3
AsRNT9szLiUNETaNRNA199INNNINASIAMANBE AN UINEL8RA19TINATILNAN

U3 wumh Wisnfaaenan fihadnnusesismanaiinfulsniuliies

" AnsapdAT:

https://he04.tci-thaijo.org/index.php/tjr

25


https://he04.tci-thaijo.org/index.php/tjr

Kuntarawee Sirichotti et al. Thai Journal of Rheumatology 2026;3(2):

gt Waaninzanusunaanidantlengeandatiulasiuldudnlug) daaulesiulsnsa
datialumanAa (Streptococcus pneumoniae) wazdpdulaeiulanda (SARS-CoV-2) uaNaNnNiAag
Nasunandatutesiumelafaanfiedd (respiratory syncytial virus (RSV)) Aag*

" ngguasnuanlauardian (psychosocial support):

¥
al

LA a o =) Y oa [ =) a a o o o 1
fiaenelidnin1nzaniAs Innieaa sauneaNEadns lunsliuss wasdedananseny
FUKIIARANANIIDIUNIIINIBKAE e e N1sRadnsnd A Ninaniulanar iAo undatu

QI o o [ a‘d‘ L2 | tﬂgj d’l v % dl o A o o
a9adug iy LANENALR fﬁqu‘]JQEIﬂZ!Nu u‘ﬂﬂ@ﬁﬂuﬂ’]ilﬂﬂfJ’]NgLﬂHQﬂUI?ﬂLL@‘?J‘V]’N Wwanluniesneda

1
a a

doelifioafidqudanlunisindula niednnsasdioaniniasiindnfinisanlavradaanisnany

1 A o IS ¢ dl ] 1 Al o [ A o 1 A tdl |
dognanidinnisslamiinedesiodian lisuntsineiisefunisdramaenunzassaly

v

B N1959ATINRATNNIANATLIA (pregnancy and birth control):

a

o o g o a a A o A aa
ﬂq?[ﬂ\‘]ﬁ??ﬂﬂluaﬂmﬂwmﬂqqzﬂqqm @uu@‘ﬂ@L@@@ﬂ@ﬂ@\‘]ﬂﬂ’)’]ﬂlﬂﬂ\i@]\‘] WUARTINTTLAETINURN

o

47 ¥

N19AQaNFRHAT 56 wATARINITRETINUBININgaTeTaraz 137 FUPNNHNNEANNAUIALALADA

Yo ¥

Uangearnisniainisutias e isaudsensei e Aiuunndinmiuinnesuiannudeens

a ng o v a ] o ' ¢ 7N = 1 ¥ A '
Lﬂ$°1°1|°L<LLL@25°V]”Iﬂ’]?[}‘lﬂ@usl@?")ﬂﬂuﬁ‘zﬁﬁ’]flLLWVIEILL@%NQ‘]J‘JEI TpalsAlRALARAITANLIAENNAY 6 INBUNDY

'
a a

F9A9T YTANANINIABNEY 11 N195UYATEYasT N19aNyny Wiuew uush lugsdulsa

a = o A o a v Qdd‘ 1l 1 o o
BALDARLATINNZANNALABAIRDALaAGIANNTAMIEAEN [Hae S uwealnTaw 1w n1svinmsiy
Tdvinvaunde deenan AnanpuuTasulsznueniddiulsznauresaesiuullsaainalsuatnaben

v ¥
o A

A aal o a £ a 1 EZN = 1 a aa 1 v A 148 ¥ o =K
‘V]\‘]uﬂ’]’iL@‘ﬂﬂ’JﬁQNﬂ’]Luﬂm@ﬂW@’]ﬁm’]’J”lH‘]JQHNﬂ@N‘ﬂ’]ﬂW?LL‘ﬂHWW@@IW@ﬂ@?QN@QH‘M?@13~I ABAITATUN
= = o Al v o Y & s a o A
anilsznns Aa Iuaﬂﬁﬂﬂiﬁﬁ‘Uﬂ’]ﬁ‘ﬁ‘ﬂH’]ﬁnﬂﬂ'} bosentan mmmmﬂimmﬁmwmmm@umLumﬂi:mw

ARFINU"

1
=

n mﬁ‘ﬁummmmﬁumq (travel and altitude):
ANIZUIABBNTLAUAINAINAUBINIAAIB1AN LFAAN19EA1eNTasaanTLauluLAen
(hypoxemia) dsnaliiinn1nzuasnaaauaanfuNINIL uaziuN1szsaialaieeaenan Tudilad

Hnzanusunasndenundtlanganldeandiauatudn vsadiloai Pa02 Waandn 60 ux.tsanvie

https://he04.tci-thaijo.org/index.php/tjr

26


https://he04.tci-thaijo.org/index.php/tjr

Kuntarawee Sirichotti et al. Thai Journal of Rheumatology 2026;3(2): 27

ANENAYTENRENTIRUTRENd fatar 92 InuvatsraLtimza wusihlildeandiaunaununicagy
dl a Y o a a 1 = A [ AI d? v dl ¥ a i v
wraslu Inalddmsnisivaseseandiaun 2 anssauni Mi’ﬂﬂﬁ‘ﬂLWﬁJ‘ﬂusluQﬂ’mVﬂ’ﬂ@@ﬂsﬁL’Qu@%LL@’J

2 n1asneaniy”

2.1 nMsldndnEnnzANsiuaanlaenLaslangs
[ A a dl A 2 a
N1EAMNATARALARALANLERAEY AAINNIITNNAanRanLAS Wl anYes e RLLALIAY
] b3 a A = QI o A dl % =KX a
denalinisvanourevdeaiidyuuaziiuanusulunaeniaanlen aaldlunissneasiinivung
o 9 P o o - = . @ | o a
wanlunisrenedudenivadoaanausiuuaiiulanisivanauaeciaan atnalsfininlugoandss
=2 dl =2 a a 1 |dl Qr o ?/ [ o‘dl o
nsAnENuanseLsranannaesengulnsineangnalnenisdudenisutisinvesaditeyniiavaen
A s v dgj = dl A o 1% dl v A
nanuaziIaanaiiaFaLNuaanaanLaglen M liaanslasuuladdasaireuaesniaen
g miuinEIN1zANAUaeARaaLANLangauLiveaniy 4 nguuan Aa
®  Endothelin pathway
B Nitric oxide pathway
®  Prostacyclin pathway
®  Activin/Bone morphogenetic protein (BMP) pathway
® 27ngN Endothelin Pathway
BNguIeangysiaen1sgudan19in9uees ET-1 39und ET-1 azluduAusasu endothelin
c v d” = A o ¥ a o A
A uaz B uumaananNiidezaureanannidaentan N1 liiann s uafa1e9naenlaeAuaTnig
a a & v dgl = 50 | v o o . ] 1 o‘d‘
WanytAvInvesimadnaNiaEey’ D9usddnsafy Endothelin B doulunjazuanauuiganiay

WaeALAEAUAA LATTIINITAUNITILIENARALRAAKIUNNIUAR prostacyclin LAz nitric oxide

v Y v
v o o o o o

99109N13U9A endothelin-1 N13819e19F51 endothelin A NENBENILALINYTANITELSTIIFISU A LAy
= a a dl U o (% o A
B Hilsz@nsnmiiadnaiulunisinninzanusunaanidaaundlengs
= = ! 1 = { =) v 51 A
HnnsAnsuuuguaue lunlasinguasuanuuuilnlasemisiazauausseiaen’ J
Vo da}d o A [ o J o ¥
dilhalsneaneadiininzanuiuaenaenLAdtangIatAaeaiua 16 S18nLgINNsNEIAae
] v
21 Bosentan T4atjlunga endothelin receptor antagonists Widaelinaaniaantlanaenasa an

o A QI o o v v 1 = a a 1 QI s
ANALIUARALAA LL@%LWNH’]?VW\?WH“H@QMQSL@Hﬂ1ﬂ1ﬂﬂﬂqﬂﬂﬂ?$@VIﬁﬂWW IPENAWIETNNITTNEN

https://he04.tci-thaijo.org/index.php/tjr


https://he04.tci-thaijo.org/index.php/tjr

Kuntarawee Sirichotti et al.

Thai Journal of Rheumatology 2026;3(2): 28

HrloenguiiiiAn mPAP 55416 i, U5 A1 PVR 12.68+8.48 Wood units WHO-FC seALANNUALE

a = dgj o % 1 dy
FLHUENINNTLAU 6 W 330274 LNRT UBNAMNUNITINBIAILEINGNU

Aal aa N i/dd?
AN NI RYRos TR

o

A1519% 8 LL@N?’]H%@HWQN Endothelin Receptor Antagonists (ERA)

SioemzannIsANHulIALAY

< 1WA AU . . -
! AARANNE 2. . NAUILALY D198
LTNAU ARINIS
Ambrisentan  Endothelin A 5 8N, 48y 10 8N, TUAT  WURIIUIN AVAU AST, Galie N wazanz™
AT GES ALT g4
Bosentan dual ERA 62.54N. 1N 125 . LN Drug interaction AU HumbertM uaz
L% L1 sildenafil, warfarin (an  AUZ™
D) AFU AST, ALT ¢4
Macitentan dual ERA 10 9N, §4 10 40, duar N ldArAfNdNdwaen  Pulido T wazmanse™
% % ° = a o
AR AT snas (Blulnatiu <8 nsw/

LATABIT)

= e1ngu Nitric oxide Pathway

u ?;I’mzjll phosphodiesterase 5 Inhibitors (PDE5 inhibitors)

enguilinaluniaiinussiiusiaaasialadesann (right ventricular inotropy) Lazan

ANFunKlunisvaneureadanluLles (right ventricular afterload) Iagganiazdni nitric

oxide @:Mﬂiz?’ﬁ&@l&hﬁ soluble guanylate cyclase N1 cyclic guanosine monophosphate

(cGMP) Htsunnuiuay a9azliingzsu protein kinase G (PKG) dsnaldiiaaniaanaenesa an

nnasnuALie waziiunafinasnanintarerasnuiaiaandan Wi phosphodiesterase

azlvinant cGMP Asiilgngy PDES inhibitors A4198iaAN199ane cGMP luitaananuiie

https://he04.tci-thaijo.org/index.php/tjr


https://he04.tci-thaijo.org/index.php/tjr

Kuntara

wee Sirichotti et al. Thai Journal of Rheumatology 2026;3(2):

Fauresvaaniaanilen danaldiinnisaanavasnidan annisiasyiuinaad Audavaen
AR AaLdAIluNINg 7

nsAnuuuguaualunilneingualuanuuulndaaasmie SUPER-1% vinlugilas

=

A A4 A o o o p PR Ny
Iﬁ‘ﬂLuﬂLﬂﬂLﬂﬂqwumﬂﬂqqgﬂqqm@uﬂﬂ@@L@‘ﬂﬂLLﬁ\?ﬂ@mZﬁﬂ I@ﬂNHﬂQﬂiﬁ‘ﬁLﬂ@LLﬂﬂﬂ?@ﬂﬂt 23 /1N

b4
=X =

278 318 wudgiae A3 sildenafil H5za1EN19N19LAY 6 WITIANIW ey WHO-FC AT N9

ARRITBY MPAP LAz PVR dedanndasiuannisanuningudesvasdilalsnnaieadind

NNIEANNAUNADALABALAILIA QLTI

AN9199 9 LLm\ﬁm%mr}QN phosphodiesterase 5 inhibitors

&N YUNALTNAY YUNANARINNG NAT9LAEN 219849
Sildenafil 20 NN, JUArA1N 20 Nn. Juay UdeaAsmy udnuaefen  Galie N uazane®
A o
AN ANHLIAN Rannen g
. = o o :l/ a Vv 4 s 58
Tadalafil 20 %38 40 4N, 31 40 1N, TUazAT  UdaAsey dkagTaY  Galie N wazAnde
v o o
ATAT Rannen g

m ?;I’mzjll Soluble Guanylate Cyclase Stimulator (sGCs) 38 Riociguat

anguileangns ludunianisdedynyiniaes nitric oxide Imaldnszsu soluble

1% !
=X = o

guanylate cyclase (sGC) dsnal¥iiian1suan cGMP winaw vt lilgnisaanasia (relaxation)
IAANANILD FEU LTI UMAaAIADALASLIAA LATNIFETUEINITNIZNGNIANNAALADA A
uanslunIng 7
=2 a o v o A o 1 v dl Yar
nsAansdae lugielsaronudunasnasnilongeaiuau 443 918 wudngiaenlasu
o Y . . a Aa [ Z’/ 1 o = o dldd?l Y

n13iNEIAaE Riociguat IUNAGe4A 2.5 HaANTN d1NATIAadu Nuanisinwnarulusu
AYINANNN9D TN9RANMINAINTE ANTNNIINUTNRlALAZ AR ALAEA TEALIAYINIUIIITEN
TsA (9pa1n WHO-FC)* uazdaagzaanisniiiulan nadrainesuesainguiiinonundianaiu

#1nqN PDES inhibitors

https://he04.tci-thaijo.org/index.php/tjr

29


https://he04.tci-thaijo.org/index.php/tjr

Kuntarawee Sirichotti et al. Thai Journal of Rheumatology 2026;3(2):

AN 7 ﬂ’]‘WLLZQm\m@iﬂﬂ’]ﬁ"ﬂﬂﬂqw%%mﬂ’mﬁjm Soluble Guanylate Cyclase Stimulator Way

phosphodiesterase 5 inhibitors (Anlatann Stasch LazAne™)

Boosting Vasorelaxation: How sGC and PDES5 Drugs Work

PRODUCTION PROTECTION
(Blue Pathway) (Green Pathway)
sGC PDES
Stimulators Inhibitors

v

NO \ Ak
o, cGMP CX ok,
1 i MP ist L
> e o et oty > 2

GTP ,, preventing harmful remodeling.l
= p

N
*-s
sGC Stimulators boost cGMP production.

s

R PDES Inhibitors stop cGMP breakdown.

These drugs work directly on soluble guanylate By blocking the Phosphodiesterase 5 enzyme, these
cyclase (sGC) to convert GTP into cGMP, even when drugs prevent the conversion of cGMP back into
Nitric Oxide levels are low. inactive GMP.
OUTCOME
(Vasorelaxation) Relaxed Blood Vessel

= — (I )
Constricted Blood Vessel

Elevated cGMP triggers vasorelaxation.

High levels of cGMP activate PKG, leading to relaxed
blood vessels and anti-remodeling effects.

Riociguat lasunistsziiinlusnidasuuuguuaringuacupuludiaeniniozaauei

& X - o o ° Jao =
waannantlangiludilossaiafianaaiuiome 443 :e IngTuauoutidilesnauasd 18
di agj a = aa a a { dl
918 lleAugan sRnnuuaLiuga 2 T aanismeaadtinuazanneznislaneulaiinneangui

Yo L ad A g
bLﬂi“l_lilq Riociguat AAUNTRAIN

m1519% 10 LLzﬁmim%mm\ju soluble guanylate cyclase stimulator

hl YUNALTNAY YUNANARINNG NATGLAEN A19849
Riociguat 1 un. Juar 2.5 un. Tuazain UqaAser vdiunefen Laam  Ghofrani HA way
ATNLIAN 1A Aenlua ADLE™?

® #1nqu Prostacyclin Pathway

Prostacyclin luanswmuslasaas arachidonic acid™ Nnanlnaiagitiayuaaniaen

-
a

RANGNIHIUATL Prostacyclin | receptor galusasuaiia Gs protein-coupled Mwlas ATP

] 1 v 1
\u cAMP Wagnnszsiulag adenylyl cyclase nsilaauuilasiigaaiiianisineuaes protein

https://he04.tci-thaijo.org/index.php/tjr

30


https://he04.tci-thaijo.org/index.php/tjr

Kuntarawee Sirichotti et al. Thai Journal of Rheumatology 2026;3(2): 31

v
o o o

kinase A M liinadugansasyAuinreumaduazn1sdniay uananidedudinisinizngs
[~3 A o v a o v d’l = a A o v

PAUNAALARALAZIN IAANITARNEAR IR TARNATNILAEULLTUMaaALRe ALASLBA 1119

a = [ % dl

NAN3TENENABARDALBARINNT AILAASTUNIND 8

Prostacyclin (PGI,) Epoprostenol lloprost Treprostinil Selexipag
Oral)

o . (
C:‘% g @ /%D) <>,
' PTFG T
PASMC @\

Ple
(wadnduilo Adenylate
vaoaidonon) Cyclase (AC)

( DAG

l Nucleus (Ll“ o

Protein Kinase A — =
) (PKA) P O
S = R/ © @b O
(_/ \ o
" Inhibition of platelet A Vasoconstriction

@ aggregatlon /2 and proliferation
£ dudemsimengu Y 3 Souaz
Vasodilation ( . @ B (raomaamamsaua:
% Q vouindaiion) ) WUMSULIEIYDIIYAF)

(naoeidoavuuea)

—
© PGI, (Prostacyclin) Epoprostenol @ lloprost @ Treprostinil (@) Selexipagw

(Wimanasaidondn) (oon) (Ieemis/mavaidondr/fulszmu) (Gudsznu) |
= = - R,

M9 8 uansindaaauransuesenlungu Prostacyclin analogues (FAKAIaIN Pedersen LazAni™)

" Epoprostenol’

PR p o o = a ° , s

Epoprostenol NATIE3RAY (3-5 W7 LazAedlATLNTaAN1NMaeALaeAA18E19FLHeq
= =® aa ] ] a 1 =® EZ [

HnnsAnEneedtinuuuguaua i laadinguasuan 3 nsdnenlugiloalsnnnusunann
wanlangenlinauanvs (WHO-FC Il uaz V)™ ® uazdilhaninnzanudunaenidanuna
Hangeanlsanisnds® epoprostenol deaAAINNT LNAINAINITA TUNNTRANNNAINTE LK
ANTNNTNNUTTR 1A LATUARAABA LAZAASATINNTAETIRN™ TN sAnsauaEn”Alken

a}d o A a 1 o
epoprostenol Tugilaepaunad 6 :aNINIIzANNALNADARBALBAGITHATULI WudNEon

ynAuSieNsATuaTN WHO-FC Il vite IV 1l 1 38 Il sl aunnenaes epoprostenol e

https://he04.tci-thaijo.org/index.php/tjr


https://he04.tci-thaijo.org/index.php/tjr

Kuntarawee Sirichotti et al. Thai Journal of Rheumatology 2026;3(2): 32

2EUINN 4 D4 46 wrlunfusefilaniuuni uazszazinainisdnefenauiuigane 2.5 1
¥ = 1 1 dl Y o A
HAdN9LAENAN epoprostenol lauansinsannulugialsanrusunasniaanlongalulen
1n linsuanme wazldnunisiBunesisaeauaad
™ 3
lloprost
lloprost W prostacyclin analogue (PCA) ﬂﬂiﬂ?ﬁﬂ?ﬂﬁﬁﬁiﬂuﬂﬁﬁqmmm iloprost 1y
a a a dl =2 dl [ ] I = '
nnstsziiindsz@nininvesanlunilanisAnmasionimasssuuuguanialug) lnaingu

pauAn® Tneddilaelsnlaauand 35 snaannsiannm 203 318 WunisuFaumaunisganu

|
aal

iloprost unnainAsIAuEuaanlugiaeininzausuraanidanuLAlengazan1nz Ay
o A QI A ?/ d” o dl 1 Yo o 1 =3
sunaaniaanlangaainisnduaenganulutlendefanliipalasunisineininen nsAne
! | A vao =~ o o o & af A
wudlungunlasi iloprost HANa N0 lUNNTRANANAINLLANTL 81N1TUAT PVR ATILLES
auiunguenuaan
" Treprostinil’
Treprostinil @190l laaand AR andmisvaeniaansn nnsgany waznis
o | ¥ va o 1 o A QI
Futsznu treprostinil AN FRAUIITIEAABINITTBINIIEAINAUNABAADALAILIDAGS AN
ANNAINITD INTRANANAINIE BATAIINIIULRIHQ LALASNABALABA NATIALNNLNN
dl A [~3 a dld dl [ % =K v 69
Ngn Aa ANLEaULIALFRNanen daduanunresnisuganisinwneiesas 8
Treprostinil N194N194AANTEIEAA NT-proBNP LWNIZULNINNITLAUE 6 W LA
aa Ll o A dl Yo o dqj £ ¥
AN NI lUEUan1azAnusuiaaaldaauasilangen launtssneiiiassiusag bosentan
1179 sildenafi” atinslafieny treprostinil alagaanssldlasunisensimlug sl

Treprostinil aHafusenulasunisdszifiulunisfnwuuuguineinguacupuasas

1 1
71,72 =2 =

= o o Ao o & va o
N1TANTN Gﬁ\‘im’]ﬁluaﬂﬁlﬂmﬂﬂqqgﬁﬂqqm@uﬁ@'ﬂﬂL@‘ﬂﬂLL@Qﬂﬂ@@j\jmiﬂﬁ‘Uﬂq??ﬂHq bosentan

= . ) . > = ' a g o & oV s
LAZ/YTR sildenafil H1NAY INARINITANTINLANTEHELNINNTLAL 6 quISﬁQLﬂuN@ﬂWﬁM@ﬂ1NN

o o

] 1 o aa i <3 a =2 4‘ o v dl 1 Yo
AANNLLANANNDENHNULRATNATUN WA R ﬂEI'N1§‘ﬂﬁﬁllﬂﬂﬂ"]iﬁﬂﬂﬁﬂuﬁﬂqiuﬁq}lﬂﬂﬂ%h\lLﬂEILLﬁ'j“]_Iﬂ’Wﬁ‘

@

v
aalR

o ¥ -dl ! 73 Y1 -dl Yo d” a o IS a =2
TNBIATEELIDUNINDU Qﬂammimummumvﬂi:mu HITUTNINNITLAL 6 UINVIAUY NITANTN

Imel White RJ wazanie’ wudnen treprostinil TRA5UUsEN U anAnu@eslun1ainansoy

https://he04.tci-thaijo.org/index.php/tjr


https://he04.tci-thaijo.org/index.php/tjr

Kuntarawee Sirichotti et al. Thai Journal of Rheumatology 2026;3(2): 33

neARTNTALEAY (clinical worsening) Iuﬁﬂqaﬁié’%unqiﬁ*ﬂmﬁm ERAs %38 PDES5 inhibitors
w N treprostinil HAfULsznNERlalATUNNTR1TE lug Tetduiu
"  Beraprost’
Beraprost 1111 prostacyclin analogue ﬁﬁmmm'ﬁmmqmﬁl,l,@:ﬂﬂﬂqw‘émqmi

75,76

[ =2 ! = 1 =2 Y & 1 dyd ¥
Fulsenu nsAnsunuguuariinguAruANaaINIgAnET " 7 wansliiiud e Uinal
AmaNnsnTunseanmaINanInEnteeluibaninnzanusunasnidanunsilangs
1 =3 1 Aal o o A A A
ati13lafinu beraprost liinN9vuBesinlauaziaaniaen visedszTamiluszazenn a0
HllaFunneum luglad
" Selexipag’

Selexipag {11 prostacyclin receptor agonist TRAFUUTENIU TINAIHLANFNNNA
iAHuAzNA lNN19R8NNEATNEN prostacyclin analogues a1 7 TWN1InAaeINIARENKLLIAHN
TnainguasuanawIman lugisaninnzanudunasnaenuaslonganlasunisinmdos

= . L ' . ' Y o v It
ERA waz/138 PDES5 inhibitors 8118 selexipag a181308nA1 PVR lauasannldunitly 17
&uanf BnnnsAnsuiladiaidunimaseuiuguinadnguadunn’ Tudilan 1156 s1euansls
(=3 1 b3 . o a = Pl o A . o A
Wi liien selexipag AaiRenwzalisaniu ERA uaz/vza PDES inhibitors WULIADMTAANN
dl a o aa dl 1 a aa [ o o
21U anANNIALN luNIaAnANEUEN AR NN aIuAT N TR s TR RN uTRtAY 40 A1UsL
O o P o = vao
dilaalsppanandanuan 84 31andn1nzAsuaenaenunsleangs 1a5uen 2001600
d

Tulasnsuduaraaanss aunsnazaanisaiuaaalsals’” nad aiAssinLLesNan Aa Uiniin

q

fiaade pauld uaziiansu

https://he04.tci-thaijo.org/index.php/tjr


https://he04.tci-thaijo.org/index.php/tjr

Kuntarawee Sirichotti et al. Thai Journal of Rheumatology 2026;3(2):

A1919% 11 uanasediaenlungu prostacyclin analogues duiigazaaniiu 4 nguaugiaLaznig

1131119811 81989410 Humbert M wazAns’ uag Picken C uazmnde™

) AUNALSNAY YUNAVIADINTG NAT19LAL

Prostacyclin analogues (TUmsULsEN1u)
Beraprost sodium 20 lAsnsu duazdanuinan 40 WiAsnsu duazdanuingn  Uiadswe udiued
ansn uazviaade

Beraprost extended 60 lulasniu Suazaeanan 180 lulasniu duazdeanan  dampdswe wiliuna

£3 a
release AN N UaTyiBalde
Treprostinil 0.25 uN. JuaTA8IIA 1NAgeganaznle dapdsey niuna

=1 [ £ =
1198 0.125 NN, FUazAINNaI Uaananu waziieaide

Prostacyclin receptor agonist (1da5UU5zN1U)
Selexipag 200 lulasniu duazaeanan  gegn 1600 lulasniu duay  dandswe Aauld
£ =
A891980 VGNGEH]
Prostacyclin analogues (ﬁﬁﬂgmmu (inhaled))
lloprost 2.5 lulAsnsu 6-9 Asssadn 5 lulasnsu 6-9 ASssady srANELARIAe 19
= b3
ATEY YIRS QUL
Treprostinil 18 TulAsnsy 4 Afasiadu 54-72 lalasniu 4 ASssad  Uaasnumdaian
Prostacyclin analogues (‘ﬁﬁmaﬂL‘fl’ﬁLﬁ’uLﬁ'aﬂﬁﬁu?‘ﬂclﬁﬁfmﬂ'a (IV or SC)
Epoprostenol IV 2 wrluns/nn./ang dfumnanatnisolunie  Fauquany thn
nuAeenLazlssAnsninaes  11nssing Uam
g% 1 1 16-30 wrlunfwnn/  nauile Aauld
= % =
U VGNGH]
Treprostinil SC or IV 1.25 W lunu/nn.ANg USuminANaIn1alunis  Wusuileds Ande
nusesuazlIZ@nsnInTas
1% 1 1 25-60 wrluniw/nn./

=
UIMN

= ?;I’mzjil Activin signaling inhibitor 38 Activin/Bone morphogenetic protein (BMP) pathway

'
a

d! a o = dl Yo 1 IS N
uuﬂuﬂ@iﬂm@mmmf;zmmmum@m@@mﬂfangqwimiumf]mulfﬂumwmaﬂmmum AR

A liannaTeIdTy Y 10N ey transforming growth factor-beta (TGF-B) superfamily #ilsznausng

https://he04.tci-thaijo.org/index.php/tjr

34


https://he04.tci-thaijo.org/index.php/tjr

Kuntarawee Sirichotti et al. Thai Journal of Rheumatology 2026;3(2): 35

AavduaNAtY taun BMP receptor type 2 (BMPR2)-Smad1/5/8 pathway Waz Activin/TGF-B-Smad2/3

pathway Tun1azinfinisdedynyinidnu BMPR2 Sununvdudinisiinanuaugasisasnauiila ze
Tunaaalaanuazdatinmannaseanaanidanilen atslaiannu il n1azanusunaaniaanuns

Uange WidIN199119ua89 BMPR2 pathway anad tddnaziinainnisnaneiugaesiiy BMPR2 1isa

=l

nsanasaasnirasdynnnslussauiras denaligidanalnifasiuniaiiuanuouaasisas lunng

CYREY

m\iﬁu‘*ﬁmcziﬂf;ﬂﬁﬁquﬁwunﬂﬂﬁﬁmm activin A, activin B, growth differentiation factor-8 (GDF-

8) uaz growth differentiation factor-11 (GDF-11) #4N9zFuN1989Aty ey UENYW Smad2/3 pathway 91
WAAANITULNFAUBUTEARNANNAEFEU N1FUUIFIa9NTNTAaAAas Lazn1TilAasunlasinseas1eaas

81, 82

= oA
raaAlRaALaAfLNADLULAY

Sotatercept: Rebalancing Growth Signaling in PAH

Step 1 Step 2 Step 3 Step 4
The PAH Signaling Sotatercept Acts Inhibiting the Restoring Growth
Imbalance as a Ligand Trap Smad2/3 Pathway Equilibrium
* *# *
3 T * * ACtRIIA
# % ‘ %

Sotatercept

Ls o ¥ =

Pro-Proliferative  Anti-Proliferative

(Growth-Promoting)  (Growth-Inhibiting) Limited V. lar R deling
Down-regulated BMPR-II Sotatercept circulates By trapping ligands, Reducing the pro-proliferative
signaling leads to a surge in extracellularly to sequester Sotatercept specifically reduces Smad?2/3 pathway rebalances
pro-proliferative Activins and excess Activins and GDFs before Activin receptor type IIA growth-promoting and
Growth Differentiation Factors they can bind to receptors. (ActRIIA)-Smad2/3 signaling. growth-inhibiting signaling to
(GDFs). limit vascular remodeling.

MW 9 uanundtaauAIansIasen Sotatercept (AALUAIAN Humbert M wazanie’)

Sotatercept Lﬂumﬁf;LL?ﬂIuﬂzimﬁﬁmm’m?mmﬂmzm (Food and Drug Administration
(FDA)) mﬂ:wmmmﬁ@me@uumlmﬂummﬂﬁ“'mqwmmﬁ@mmﬂ@mﬁ\m@juﬁ 1 el w.A. 2567
mﬂLﬂu recombinant fusion protein ﬁﬂixﬂﬂuéﬁﬂ extracellular domain 284 activin receptor type IIA

\Tansiariy Fc fragment 289 human IgG1 Mutiflaaiueauiy activins waz GDFs finyuiauat/1i

https://he04.tci-thaijo.org/index.php/tjr


https://he04.tci-thaijo.org/index.php/tjr

Kuntarawee Sirichotti et al. Thai Journal of Rheumatology 2026;3(2):

nazualaan aaualiann1anszdi Smad2/3 pathway uasWuyannaszndnen1sdeday oy niIung
o [ o =J v =

activin Laz BMPR2 naansaan1sannsidasuitlaslageairavaaniasntan an PVR Lazann13znig

N91U28997 1ake9a19191 annalnil sotatercept AALANANNAINLIFNHINIILANNAUNARALAD ALLA

Uanganguau deennananiIunIIteauaeniaen 104e9 sotatercept aangynasanatnninfinlen

wazansnliuianulaseairanaaniaanls (reverse remodeling) asgnaniiugnifunlasunng

81-83

Atiulen (disease-modifying therapy) falana84N195NHINIITANNALNABAAEALAILIEAEY

n19ANE PULSAR @ifluns@nsn phase 2 wanalfiiiudn sotatercept @18150am PVR 16

ataitidAty Tnanguilasuenluauin 0.7 un/nn. In13anasad PVR 1aAY 234 dyn-sec-cm™ 1ia

o

o

WaufUg1Uaan wanaINTEgINLNIIANTUTITLEZNINAITLAY 6 UNTILRAY 50 LHAT LAZNITAARIUA

o o

NT-proBNP agineltiadnAty slanin1sdnmn STELLAR® dufunisdnmuuuguinaiinguacuny

aal

phase 3 yilugilhanininzanusunasananuaslangs a1uau 323 e lauaasielsc@nininang

21 Inenudnddnvin 24 filaanlAsy sotatercept NN1TNTUARITLHENNTAL 6 WITLAAY 40.8

v v
o o

WAT Weauiueraan anesanun1sanated PVR waz NT-proBNP saufianin 1 WHO-FC A

aealiEdATUNNEDRA wananifianANIAENIaIN IR AANHUENNARTN L aTaN A 8T R n L6y

9Fasay 84 WawlFauauiusnvaan

o

nsAnwuuuguinaiinguaruanuuunaaamie ZENITH® iunsAnendr Aty devinlu

2

drhanzanusunaeanidanunlonganiaanuidengeuasfalainisuilifusfneninz unguau

1
=

1 v L2 ! M Yo o A ' o ' 1 4‘ Yo 1
pogruangeudn glhadoulnnflafuaninmaesnisasinauiudniuniney sanndtasslasuengs
. = Y = Y @ = v &
prostacyclin WUUAALAY NANMIANEHILAAIATILGN sotatercept A1NNINAAAIINIALNTBILAANE 39N
dl % o a aa . 1 o dl .
F9172NaUALERIINITIRLTIRTIN (all-cause mortality) NNFENAALLALULAA (lung transplantation)
o A dl ' ¥ ¥ dl = o
Lazn1suaulanENUNaaINNITAMNAURAs AlRanLAsangenutaslilszanusanas 76 aiaumiy
anuaan Tasd hazard ratio 0.24 naansAINaIRAMNTIAALALALANIEZNITNNIIRAR NI AYAALIN
Uaanaduunzih e fnsAnenneunivue wasainissTamimeseniandaauattsuin lunisdne

umﬂwﬁdma:mamﬁ@mmﬂ@mqqﬁ HN uﬁﬂUIﬁ‘ﬂLuﬂLﬁl’ﬂLﬂﬂﬁwu@H 48 mm’mmwm 172 918l AR

Juderas 27.9 ufinnasanenlildeenuuuniiiedinszinasnslungu fiaalsaileide oo

https://he04.tci-thaijo.org/index.php/tjr

36


https://he04.tci-thaijo.org/index.php/tjr

Kuntarawee Sirichotti et al. Thai Journal of Rheumatology 2026;3(2):

Tnenaniz winalnniseangns uardsslominuetnadniauativayudngiae lsnieausat vivalsn
A o4 o4 o4 da = M . v
HaiElanaaiuau o iinssenmenunitlangs iaslafudsslagiainnisinusasen sotatercept

1 a o Al dl 1 1 dl Yo o 4 ! o 1
PIULAEANY IﬁmL’QWWZZE;JJTJ’JEIV]EN@%IMT]QNWJ’]NL@ﬂﬁ@jx‘l LLEﬂ@ﬁ“LI NMTTINTIATEELITINNUNRITLTUTUBE N

c o 3w
LAANINLLA

AN519% 12 LL@N?’]H%@H”}HQN Activin signaling inhibitor £198947N Hoeper MM wazAne™, Humbert

M wazAne® ey Manasrah A wazAns”

£ AUIALTHAY AUIATARINTG NATILAL
Sotatercept 0.3 {#aandw/nn. n 3 0.7 Aadniw/nn. yn 3 dandswe rennnilua Hunaeniaen
&lmnf dnf tegens WndenuwasgelaLng indniaen

Yo

° P ol
A 1aaneaniuuss (Inaannzlugn i
FanfuansunsudeinenaanuazaNgy

prostacyclin)

% [

2.2 mié’ﬂﬂﬁﬁfmﬂ’mmﬂﬁﬂuﬂu (immunosuppressive therapy)

q

% o

a = o o A v a
ananRAntuiununlunisineniazausunasnidanuasangslugiloalsaleausad
TnsenanRnddayaaiuayuuin Aa cyclophosphamide™ ™ dsldsaunuanglanashnaas wiudn
| o = X = a = =
annsndauanANAuluaenaanlenaasdiles an WHO-FC UAZIANIZIENINNISAYE 6 W1l 991D

o al aa o dl
AABRTINITALTIR AILAAS LA 13

a o

UANANTANNTANEAATIZHBANILIBS Yufang Ding wazAnse’ A29us98 9 911RSaAinNg

Y o

v
udayarasennaniAutunatengs feldsaunuainmanusunaaniaan waalangauas 1 duen

v
a o

wen wudnennanivianglaresfAses cyclophosphamide, azathioprine, mycophenolate mofetil,
tacrolimus waz cyclosporin A duiitszlamikinganmAusssunasniaentlenuaziinainuainnsalunisg

o .
LA @@uim TMNE

https://he04.tci-thaijo.org/index.php/tjr

37


https://he04.tci-thaijo.org/index.php/tjr

Kuntarawee Sirichotti et al.

Thai Journal of Rheumatology 2026;3(2): 38

a = A o P Ao PR aAaa o 2
M1979N 13 LLZ\imﬂ’]?ﬁﬂ‘HﬂLﬂﬁlfm‘i_lﬂ’]ﬂ’ﬂilfmmQN?ﬂHWQﬂQﬂiﬁ‘ﬁL@@LL@@@‘V]&IJY]Q::ﬂ’)’]ﬁJﬁ‘LAM@'ﬂﬂL@’ﬂm

wastlanga
. - AUAUDY . - e . nas e .
21989 - ANUIU SLEDAI 1umeNnNANNANNY HRAaWENI1FTNEN
N1SANEN ALAN
Bruera S ey  Systematic 3 N/A cyclophosphamide N/A hemodynamic ﬁ%u
Auz” review NN2ANEN
Ding Y lae Systematic 9 N/A immunosuppression N/A hemodynamic, WHO-
Ay’ review NN9ANE FC, 6MWD i an
RN AT
Gonzalez- Randomized 34 AU 3 cyclophosphamide  enalapril  Hemodynamic,
Lopez L @y control trial (range WHO-FC ﬁ%u
AR 0-10)
Kommireddy Single-arm 24 AU 14.6 cyclophosphamide, N/A hemodynamic, WHO-
S uazAnuz’’ observational (SD glucocorticoids FC, 6MWD ﬁ%‘u
+8.7)
Qian J LA Single-arm 310 AL 6.1(SD  glucocorticoids WAz NA  ansRsINI9Eedin
AU observational +5.5)  immunosuppression
B
Sanchez O Single-arm 28 AU N/A cyclophosphamide, N/A hemodynamic, WHO-
uazAe® observational glucocorticoids FC a%u
Miyamichi- Single-arm 8 AU N/A cyclophosphamide, N/A hemodynamic a%u
Yamamoto S observational glucocorticoids
uazAne®
Jais X ay Single-arm 13 AU N/A cyclophosphamide, N/A hemodynamic, WHO-
AnLE® observational glucocorticoids FC ﬁ%‘u
Hennigan S Case report 1AU N/A rituximab N/A hemodynamic,
wazanues™ WHO-FC Aty

WUINNISIRANENUAENTARM N2

A msunnamamNniesnil Iduananueiianin® edssivainisesgilee Tnaiie Gy

https://he04.tci-thaijo.org/index.php/tjr


https://he04.tci-thaijo.org/index.php/tjr

Kuntarawee Sirichotti et al. Thai Journal of Rheumatology 2026;3(2):

naineazsziiuanuidesaesgiiannuuaniaaes ESC uaz ERS U w.a. 2565 Geuriedtlhaaanidu
LAy . o o . o
3 nguiden Tiun nguANALIAT ANNAENTBNANY LazANIAENgY AduansTuAN919T 14 Tag
o nenliilungua@aean wiailunatsuuzin liBunneinelaantsly ERA saufiu PDES
inhibitors
aldl 1 dl o BJQI ! } o . s .
. ﬂimmﬂunqummmmqaLLu:uﬂmmmﬂqu ERA 7A4NU PDES inhibitors Lae prostacyclin
a ¥ A o A ¥ va o
analogues uuLRALABARBAANYTELTN AR

Ipenisiaansnluni2snEwans lunIng 9

A15197 14 nstlaziiiupnnid@eslugiienininzandunasnidenunslengs (Puimonary Arterial

Hypertension (PAH)) (Anltasann Humbert M LlazAnde’)

tlaqaniuuananngailsa
(§m9N19R8TIM ANNHIAENAN ANNHIAENLUNATS AHLAENES

Aran13adlu 1 1)

AU NARLNWATFakl NNl FuAsuls

2N197U89%R lariaanan

k%
ANLUAN

NITPNATNTBIBINITUNE

AINITUAAN

¥ A
UUUINA

WHO-FC

6MWD

CPET

Biomarker: BNP or NT-
proBNP

https://he04.tci-thaijo.org/index.php/tjr

39


https://he04.tci-thaijo.org/index.php/tjr

Kuntarawee Sirichotti et al. Thai Journal of Rheumatology 2026;3(2): 40

e uuanensndlse
(FRm3N3ATIR ADHIALNE ANIAENTUNANg ANHIALNEN

ArAnTgadlu 1 1)

Echocardiography

v o =
nsagIaialanaAaL

wehmdn lnldin

hemodynamics

ﬁﬂ‘ﬂ%uwﬁmﬁﬂmﬁ: 6MWD, 6-minute walking distance; BNP, brain natriuretic peptide; Cl, cardiac index; cMRI,
cardiac magnetic resonance imaging; CPET, cardiopulmonary exercise testing; HF, heart failure; NT-proBNP, N-
terminal pro-brain natriuretic peptide; PAH, pulmonary arterial hypertension; pred., predicted; RA, right atrium;
RAP, right atrial pressure; sPAP, systolic pulmonary arterial pressure; SvO2, mixed venous oxygen saturation;
RVESVI, right ventricular end-systolic volume index; RVEF, right ventricular ejection fraction; SVI, stroke volume
index; TAPSE, tricuspid annular plane systolic excursion; VE/VCO2, ventilatory equivalents for carbon dioxide;

VO2, oxygen uptake; WHO-FC, World Health Organization functional class
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