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Définition 

• HTP + HTAP pré capillaire + exclusion autres étiologies 

– mPAP ≥ 25mmHg 

– RVP ≥ 240 dynes.s.cm-5 

– Pression capillaire ≤ 15mmHg 

 

• Dépistage par ETT 

• Diagnostic par cathétérisme cardiaque droit 

 

• Aucune corrélation entre la gravité de l’HTP et la PoPH 



Physiopathologie  

Mancuso L et al. W J Gastroenterol 2013 
 

Shunts porto 
systémiques ? 

Facteurs 
vasoactifs ? 



Pronostic  

• Jusque 6% des patients avec HTP 1 

• Jusqu’à 10% des patients en attente TH 2 

 

 

1 Hadengue A et al. Gastroenterology 1991 
2 Krowka M et al. Hepatology 2006 

3 Swanson K et al. Am J Transplant 2008 

Survie à 5 ans sans traitement  
= 

14% 3 



Options thérapeutiques : TH 

• Défaillance cardiaque droite 

– 43 patients PoPH + TH = 15 décès dont 14 liés à une 
défaillance cardio-respiratoire (mortalité 33% post op) 

– D’autant plus si mPAP ≥ 35mmHg et RVP ≥ 250 dynes.s.cm-5 

Krowka M et al. Liver Transplan 2000 



Options thérapeutiques : traitement de 
l’HTAP 

Awdish R et al. Lung 2013 

Prostacyclin IV sans TH 
Survie à 5ans  

= 57% 



Options thérapeutiques : traitement de 
l’HTAP + TH 

Swanson K et al. Am J Transplant 2008 

TTT médical + TH : 67% 

Survie à 5 ans 

TTT médical seul : 45% 

TH seule : 25% 

Rien : 14% 



Portopulmonary Hypertension: Still an 
Appropriate Consideration for Liver 
Transplantation?  

 

• PoPH : exception au Meld 

• 28 patients greffés pour PoPH 

 

Verma et al. Liver Transplan 2016 

Survie à 5 ans = 53.8% (vs 70% si TTT médical seul ?) 



Eligibilité à la TH après TTT médical 

• 43 patients PoPH + TH 

Krowka M et al. Liver Transplan 2000 

Patients décédés de cause 
cardio-pulmonaires 

Survivants p 

mPAP (mmHg) 44 ± 13 35 ± 8 < 0.02 

RVP (dynes.s.cm-5) 358 ± 167 218 ± 115 < 0.009 



Comparaison des TTT de l’HTAP 

Mancuso L et al. W J Gastroenterol 2013 
 

- Epoprostenol 
(perfusion continue) 
- Iloprost (nébulisation 
6 à 9/j) 

- Bosentan (hépatite, 
interaction IS) 
- Ambrisentan 
- Macitentan 
 

- Sildenafil 
- Tadalafil 



Comparaison des TTT de l’HTAP 

Salavale L et al. Hepatology 2017 

- Monothérapie 29 
- Séquentiel 10 

- Prostanoïdes 20 
- ERA 5 
- PDE 21 
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Comparaison des TTT de l’HTAP 

Salavale L et al. Hepatology 2017 

24/39 patients  (62%) 
 éligibles à la TH 

Survie globale 
- 1 an 71% 
- 3 ans 57% 



Comparaison des TTT de l’HTAP 

Legros L et al. Dig Liver Dis 2017 

- Sildenafil 10 
- Bosentan 5 
- Bos + Sild 3 
- Ambrisentan 1 
- Bos + tadalafil 1 

53% 
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Fig.  1. Flow -chart  of  pat ients  t reated  w ith  oral  pulmonary  vasoact ive  drugs for  portopulmonary  hypertension  betw een  2005  and  2015.

them  4  had  LT indicat ion:  1  had  LT as previously  described;  for

the  3  others pat ients, POPH  t reatment  w as not  burdened  because

tw o  of  them  had  progressive  HCC outside  Milan  criteria  and  one

improved  l iver  funct ion  and  had  no  longer  LT indicat ion.  Among

the  4  pat ients considered  as non  responders  w ho  had  no  LT indica-

t ion, 2  w ere  st i l l  alive and  being  fol low ed  at  the  end  of  study, and

2  died  from  acute  heart  fai lure  and  acute-on-chronic  l iver  fai lure.

Among  the  three  pat ients w ho  w ere  not  included  in  efficacy

analysis because  of  lacking  of  hemodynamic  data, one  w as st i l l  alive

at  the  end  of  the  study, tw o  died  during  fol low -up,  1  from  a lung

cancer  and  1  from  unknow n  cause.

Detai led  data describing  pat ients at  baseline, and  after  ini t iat ion

of  PVD, eligibi l i ty  to  LT and  survival  are show n  in  Table  4.

As show n  in  Fig. 2, survival  rates w ere  85% at  12  months,  70% at

24  months,  65% at  36  months, 53% at  48  and  60  months  and  35% at

96  months.

There  w as no  difference  in  survival  betw een  responders and

non-responders  to  oral  PVD.

Fig.  2. Survival  curves  (Kaplan–Meier  est imate)  of  pat ients  orally  t reated  for  por-

topulmonary  hypertension.

3.6. Tolerance of  oral  therapies for  POPH

Only  tw o  pat ients had  to  sw itch  from  bosentan  to  si ldenafi l, one

of  them  for  nausea, and  one  for  moderate  cytolysis.

No  pat ient  had  w orsening  or  onset  of  ascites or  variceal  hem-

orrhage  during  the period  of  t reatment . Bil irubin  w as sim ilar

betw een  baseline  and  after  oral  PVD  (37  mol/L [20–58]  versus 26

[23–36],  p  = 0.1), as w ell  as prothrombin  t ime  (67% [56–74]  versus

66  [49–75],  p  = 0.2), and  creat inine  (71  mol/L [60–97]  versus 80

[61–96],  p  = 0.4). Cont inuat ion  of  oral  PVD  after  LT w as w ell  toler-

ated  w ithout  further  adverse  event . Immunosuppressive  regimen

did  not  have  to  be modified.

4. Discussion

Our  ret rospect ive  study  report  a significant  cohort  of  pat ients

t reated  by  oral  therapies for  POPH  and  suggest  that  this strategy  is

safe and  effect ive:  (1)  oral  t reatments significant ly  improved  hemo-

dynamic  and  cl inical  parameters, leading  to  response  according  to

l iver  t ransplantat ion  eligibi l i ty  criteria  (MPAP low er  than  35  mmHg

or  35  ≤  MPAP < 50  mmHg  w ith  PVR low er  than  250  dyn  s cm − s)  in

53% of  pat ients, (2)  oral  therapies w ere  w ell  tolerated  and  no  serious

side effects have  been  reported.  Among  pat ients w ith  indicat ion  for

LT and  w ho  reached  LT eligibi l i ty  criteria, 83% w ere  t ransplanted.

Overal l  survival  w as 53% at  5  years and  35% at  8  years.

There  is no  consensus  on  the  specific  management  of  POPH

and  t reatment  are inspired  by  PAH  guidelines [7] :  int ravenous

epoprostenol  is reserved  for  most  severe  forms of  disease,

endothelin  receptor  antagonists,  as bosentan  or  ambrisentan,  and

phosphodiesterase  type-5  inhibitors  as si ldenafi l  or  tadalafi l  are

reserved  for  less severe  forms. Int ravenous  epoprostenol  w as the

fi rst  t reatment  used  in  management  of  POPH  [5] . Aw dish  et  al. [8]

have  show n  that  early  ini t iat ion  of  epoprostenol  made i t  possi-

ble to  improve  5-year  survival  and  reduce  LT indicat ion.  How ever

t reatment  w ith  epoprostenol  has many  l im itat ions  due  to  i ts

administ rat ion  route  and  side-effects.  Recent  advance  has pro-

foundly  changed  t reatment  opt ions in  PAH  [14] , allow ing  more

convenient  t reatment  w ith  few er  side effect . But  theoret ical  l iver

toxicity, especial ly  of  endothelin  receptor  antagonists,  has long

hampered  their  use in  pat ients w ith  POPH. Indeed, bosentan  could

cause  l iver  injury  in  2–18% of  pat ients t reated  for  PAH  [15] .

Survie 
- 1 an 85% 
- 2 ans 70% 
- 3 ans 65% 
- 5 ans 53% 

Survie globale 
- 1 an 71% 
- 3 ans 57% 

Molécule : pas de différence 

Bonne tolérance du traitement (Child B/C => 60%) 

mPAP < 50 
RVP < 530 



Conclusion - PoPH 

• Complication rare / Pronostic sévère 

 

• Contre-indication formelle à la transplantation 
hépatique si mPAP ≥ 50mmHg ou 35 ≤ mPAP < 
50mmHg + RVP ≥ 250 

 

• Ce n’est pas une indication de transplantation 
hépatique isolée 

 



Conclusion - PoPH 

• Thérapies ciblées vaso actives 

– Efficace et bien tolérées 

– Améliore la survie 

– Pont jusqu’à la transplantation hépatique 

 

• Choix (prostanoïdes, ERA, PDE) 

– Sévérité de l’HTAP (WHO, valeurs seuils mPAP/RVP ?) 

– Degré d’urgence de la transplantation hépatique 

 

Toujours recourir à un avis d’expert 




