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Case presentation

« 26 yr-old man; 2 episodes of variceal bleeding

: : Laborat tests:
« Medical history: ) aAgtﬁl g(;yuif >
v" Dyslipidemia - ALT: 36 UIIL
v' Appendectomy - ALK: 80 UI/L
- GGT: 80 UI/L
. Lifestyle: - Platelet: 88 000 /mm?3
' - Serum bilirubin: 10 pmol/L
v No alcohol, . PT 73%
v No drug nor substance - Serum creatinine: 73 pmol/L

v 65kg; 1.72m
What would make you suspect PSVD?



Porto-sinusoidal vascular disorder

When to suspect?
Definition
Associlated conditions

Qutcome



PSVD among cirrhosis

PSVD
0.4%

Cirrhosis
99.6%

=» Screening tools needed



PSVD: when to suspect?

Clinical
features

Marked portal
hypertension

& preserved liver

function

Mild liver blood

test abnormalities* .. ¥
. Suspect - LSM < 10kPa

PSVD *

Extra-hepatic condition T A
associated with PSVD . i/ [

oo,
Familial history e '
G e Disproportionate splenomegaly
: & preserved liver function
MRl Normal / enlarged segment IV
HVPG <10 mm Hg & smooth liver surface
and/or hepatic vein-to-
vein communication

Periportal
hyperintensity

Paris PSVD meeting
Nat Rev Gastro Hepato 2026



PSVD: when to suspect?

Clinical

Marked portal

- hypertension
& preserved lifér  Elastography

Mild liver blood i @
test abnormalities* .
« Suspect LSM < 10kPa
-
PSVD

Extra-hepatic condition ip ,
/ 7.\ cT
associated with PSVD .« L A Scap

Familial history e '
G e Disproportionate splenomegaly
: & preserved liver function
MRl Normal / enlarged segment IV
HVPG <10 mm Hg & smooth liver surface
and/or hepatic vein-to-
vein communication

Periportal
hyperintensity

Nat Rev
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PSVD: liver stiffness measurement (TE)

Liver stiffness (kPa)
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Patients with signs of portal
hypertension
155 PSVD, 273 cirrhosis

Elkrief, Lazareth, et al., Hepatology 2021
Similar results in:

PSVD Cirrhosis

Laharie Eur J Gastroenterol Hepatol 2010
Seijo Dig Liver Dis 2012

Sharma J Clin Exp Hepatol 2017
Ferreira-Silva J, Dig Liver Dis. 2022



PSVD: liver stiffness measurement (TE)

428 patients
(273 cirrhosis, 155 PSVD)

I ! I

LSM< 10 kPa LSM 10 to 20 kPa LSM >20 kPa
PSVD = 108/117 PSVD (n=39) Cirrhosis = 177/185
PPV 92% Cirrhosis (n=87) NPV 96%

| ,
: : Consider biopsy if no cause Low probability of
Liver biopsy for cirrhosis or condition PSVD

associated with PSVD

Elkrief, Lazareth et al., Hepatology 2021; EASL guidelines on vascular liver diseases 2026



PSVD: when to suspect?

Clinical
features

Marked portal

- hypertension
! &preserved liver Elastography
: function @

Mild liver blood i .
test abnormalities* .
. Suspect - LSM < 10kPa

PSVD *

Extra-hepatic condition Iy A
associated with PSVD . 7 ik
Familial history

Hemodynamics
HVPG < 10 mm Hg
and/or hepatic vein-to-
vein communication

Periportal
hyperintensity

Disproportionate splenomegaly
& preserved liver function
Normal / enlarged segment IV
& smooth liver surface

Paris PSVD meeting

Nat Rev Gastro Hepato 2026



PSVD: CT-scan

([ CT features for PSVD diagnosis | h
— No atrophy of segment LSN <25
50 patients v ‘
with PSVD

Matched on With the features
ascites

100 patients
with cirrhosis

PSVD Cirrhosis
J

Spe > 90% for the diagnosis of PSVD
In patients with signs of portal hypertension

Valainathan et al. Hepatology 2022; Similar results in: Lampichler K et al. , Eur Radiol. 2022;
Glatard et al. Radiology 2012; Kang, et al. Abdominal Radiology 2020




PSVD: when to suspect?

Clinical
features

Marked portal
; hypertension
! &preserved liver Elastography
: function
Mild liver blood i .

test abnormalities*

Suspect

LSM <10 kPa

Extra-hepatic condition 7 ' 1

assoclated with PSVD v J [
Familial history N
HepSs ammsf Disproportionate splenomegaly

& preserved liver function
ormal / enlarged segment IV
HVPG <10 mm Hg & smooth liver surface
and/or hepatic vein-to
vein communication

Periportal hyperintensity
on hepatobiliary phase

Periportal
hyperintensity

Paris PSVD meeting
Nat Rev Gastro Hepato 2026



PSVD: when to suspect?

Clinical
features

Marked portal

- hypertension
! &preserved liver Elastography
: function @

Mild liver blood

test abnormalities* .. ¥
. Suspect - LSM < 10kPa
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associated with PSVD . 7 |k
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Hepatic veno-venous communications
Cirrhosis: 3% PSVD: 30 to 50%

Drilhon et al; ILC 2020 Seijo et al. Dig Liv Dis 2012



Hepatic veno-venous communications

Cirrhosis: 3% PSVD: 30 to 50%

Drilhon, ILC 2020; Seijo et al. Dig Liv Dis 2012



HVPG: PSVD vs. cirrhosis
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Hepatic hemodynamics: cirrhosis

Portal Pressure =
20 mm Hg

VCI

Hepatic Vein

Wedge hepatic
pressure = 20 mm Hg

Free Hepatic pressure
=2 mm Hg —



Hepatic hemodynamics: PSVD

Portal Pressure =
VCl

Hepatic Vein

Wedge hepatic
pressure =5 mm Hg

HVPG = 5-2 = 3mm Hg Sinusoidal pressure = 5§ mm Hg

Free Hepatic pressure
=2 mm Hg —_




PSVD: when to suspect?

Clinical
features

Marked portal
hypertension

& preserved liver
function

Elastography

Mild liver blood ™.
test abnormalities*

Suspect LSM < 10kPa
PSVD °
==}

Extra-hepatic condition T A
associated with PSVD . i/ [

oo,
Familial history e '
G e Disproportionate splenomegaly

: & preserved liver function
MRl Normal / enlarged segment IV
HVPG <10 mm Hg & smooth liver surface

and/or hepatic vein-to-
vein communication

Periportal
hyperintensity

Paris PSVD meeting
Nat Rev Gastro Hepato 2026



PSVD: liver blood test

% of patients

Abnormal values:

100 100 - 100+ 100
56% 27% 60% 33%
80 80— 80 80—
60 60— 60— 604 []
40- 40- 40+ 40+
20 H 20 H 20 H H 20 H
0 —r 1T 71 1 0 T T T T 1 0 T D T D - o —r———
L"/ﬂ,\'b\v\@\q, \/fl,\‘i>\b\<r3\4, "/‘L\’b\b‘\%\q, N‘l,\fb\b‘\%\q,
AU AR ¥ I & AR CARA, ¥ & ¥
AST (x ULN) ALT (x ULN) GGT (x ULN) ALK (x ULN)

Data at inclusion in APIS trial (NCT04007289)
Similar in Magaz*, Giudicelli-Lett* et al. J Hepatol 2024



PSVD: manifestations

Abnormal liver blood tests (n=1271)

Guido, et al. Liv Int 2016; Barge, et al. Liv Int 2016;
Even higher in: Pugliese, Liv Int 2022, Pugliese J HEP REP 2024



PSVD: manifestations

Liver
iInsufficiency

Elkrief & Rautou, Liv Int 2016



PSVD: manifestations

Liver
iInsufficiency

")?

Normal or slightly
abnormal liver
blood tests

Asymptomatic

Elkrief & Rautou, Liv Int 2016




Case presentation

 CT-scan:
v' no portal vein thrombosis
v normal segment IV; smooth liver surface
v’ splenomegaly

« Work-up for causes “negative”:
v"No hepatitis B or C virus infection
v Normal o antitrypsin, ceruloplasmin, angiotensin conv. Enz.
v Only dyslipidaemia
v Only autoimmune Ab: anti-SMA (1/80); normal serum Ig

What approach do you propose?



Case presentation




PSVD diagnostic criteria 2026

Diagnostic Score

J

h 4

e

Concomitant cause of cirrhosis

~

~

/
Present Absent

1

f
No cirrhosis on adequate biopsy
No exclusion criteria
o
( h 4 A 4 ~ A ~
Signs of Histological Lesions Condition known to be associated

Portal Hypertension 9 with PSVD/NCPF

" No signs 4 Normal A
of Portal | Non speciflc Specific + ) Minor Major + Absent Present

. histology

Hypertension
0 l +2 0 J\ +2 +5 0 +1

AN o v | /

If the total score is:

[ < 2: no PSVD or NCPF ]

[3-4: possible PSVD or NCPFJ

-1 0
. §

[ > 5: definite PSVD or NCPF ]

L

Possible diagnosis should prompt other investigations (e.g. new liver biopsy, LSM, etc), refer the patient to a center expert in vascular liver

diseases and/or follow the patient to detect new signs in the future

Hernandez-Gea, et al, J Hepatol 2026; In Press; Baveno VI



Conditions associated with PSVD (>50% vote)

None identified 32 %
Immunological disorder 32 %
« Common variable immune deficiecy commun variable 7 %
- IBD 6 %
» Others 19 %
Blood disorder 9 %
*  Myeloproliferative disorder 3%
«  Other 6%
HIV infection 8 %
Drug exposure 15 %
« Azathioprine 8 %
* Oxaliplatin 7%
Prothrombotic state 9 %
Familial / genetic 4%

Magaz et al.,
J Hepatol 2025



Genetic forms of PSVD

Adams Oliver

Telomere biology
disorders

o

DOCKEG6
RAC1
RBPJ

IOTCH1

EOGT

DLL4
— TERT
NHP2
PARN
DKC1
TINF2
RTEL1
CTC1

—— STN1

Immune deficiencies

Cystic fibrosis -

Cystinosis C
Williams Beuren L

|Isolated mutations

Ciriaci N*, Bertin L*, Rautou Hepatology, 2026

—

TREX1
CYBB
CYBA
NCF1
NCF2
TACI
PIK3CD
BTK
CFTR
CTNS
ELN
KCNN3
DGUOK

GIMAPS

FCHSD1
TRMTS
HRG




Case presentation

What explanation do you give to the patient?
What management do you propose?



PSVD: outcome & complications

Gastrointestinal bleeding

15% at 5 years
(despite prophylaxis)

Portal vein thrombosis

16 % at 5 years

Ascites

14% at 5 yrs (at the time of Gl
bleeding and easily controlled)

Hepatic encephalopathy 10%
Hepatocellular carcinoma 0.5%
Liver transplantation 9%

Death 19%

587 patients, 28 centres, median follow-up 6 years

Magaz*, Giudicelli-Lett* et al. J Hepatol 2024



PSVD: outcome & complications

Decompensation free survival (%)

Patients at risk

08
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04

02

00

1 year 94% -
2 year 89%
5 year 78%
10 year 62%

587

515

458 399 356 312 279 234 209 184 164

Magaz*, Giudicelli-Lett* et al

Years

. J Hepatol 2024



PSVD: treatment

* Prophylaxis for variceal bleeding ~ like in cirrhosis
(Baveno VI)

« Anticoagulation?
* Diuretics Iif ascites

« Rarely: TIPSS or liver transplantation

EASL guidelines on vascular liver diseases 2026



PSVD: conclusion

v’ Suspect PSVD:
« Unexplained liver blood test abnormalities
* No liver insufficiency h
* Low liver stiffness measurement # signs of portal
« Low HVPG, hepatic collaterals hypertension
«  Normal or T segment IV + smooth surfacg

v' Qutcome;
 Portal vein thrombosis
« Variceal bleeding



Networks for vascular liver diseases
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TIPSS for Gl bleeding

Proportion (%)

60
50
40
30
20
10

0

1/25

% VALDIG

VASCULAR LIVER DISEASE GROUP

17/25

Early death

|

7125

Gl bleeding recurrence No recurrence



TIPSS for refractory ascites K@V/aHs]le

Number of patients

Death

Ascites

persists
Bissonnette et al. Hepatology 2016

VASCULAR LIVER DISEASE GROUP

No ascites



Survival after TIPSS 4% VALDIG

tooy Creatlnlne < 100 umoI/L and/or no comorbidity
E 80, ‘
> ' p < 0.001 (log-rank)
‘?’ .
% 60" .
> J
= ' Creatinine > 100 pmol/L AND comorbidities
g 40 A :- e
° .
o 1
20 - :
0 T T I 1
. 20 40 60 Months
Creatinine > 100 pmol/L
AND comorbidities 7 2 1 0

Others 34 18 12 7 Bissonnette et al. Hepatology 2016



Liver transplantation PSVD KiZelusile
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Magaz*, Giudicelli*, et al, Transplantation 2023



Liver transplantation PSVD KiZelusile
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