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Brief Medical History

" Female bornin April/1971

»History of hydrocephalus, V/A shunt (8 years old)
=Pregnancy loss in Jan 2007

» Dyspnea WHO II-Ill since March/2007

= OCSC Outpatient clinic in Oct 2007



Clinical examination

= ECG: SR 120/min, BP: 120/65 mmHg, Sat: 89%
= Slight cyanosis (lips, fingertips, nails)
= Without oedema or ascites.

= S, gallop, systolic murmur 3/6, diastolic murmur 2/6
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Echocardiography

e Echo (TTE): High probability of PH: RVEDD:45 mm, TR Vmax: 4.5 m/sec, LV: D-
shape (systole)




Echocardiography
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Diagnostic evaluation

* No Collagen vascular disease

No Thrombophilia

Venous Ultrasonography: Without evidence of DVT

e Pulmonary Func.Tests: no underlying airway disease but DLCO 57%

6MWND: 385 m

* V/Q scan

e CTPA: Perfusion defects mainly in subsegmental branches in both PAs. (net-like)

* HRCT: Mosaic patern
* RHC
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ANTERIOR VIEWS POSTERIOR VIEWS



RHC: 11/2007

* RA7 mmHg

* RV 80/8 mmHg

* PA81/37/52 mmHg

* PCW 13 mmHg

* AO 123/75 (SAO2: 89%)
* Cl 2.49 |/min/m?2

* PVR9.2 WU

* HR 98/min



Pulmonary Angiography




Management

* Jan 2008: Removal of V/A shunt — ventriculoperitoneal shunt
 Treatment with O2, diuretics, acenocoumarol, Bosentan

* Improvement to WHO Il, Sat 94%, 6MWD: 400 m
» Seek for PEA in expert centre (San Diego):

Unfortunately, her history (VA shunt), the very small / peripheral
perfusion defects (though slightly larger in her left lung base) on her
V/Q scan, and the absence of discemible organized thromboembolic
disease involving the proximal pulmonary vascular bed by CTA make
It very unlikely that she will be a candidate for a successful
pulmonary thromboendarterectomy."



KOIANIOKOATNIKEZ EMIKOINQNIE2 KAI TINEYMONIKH

YINEPTA2H

* Arto to 1952 Bewpeito n evoelkvuopevn Bepameia yla udpokeEdao
* Me tnv mapodo Twv €Twv, dlamniotwon coBapwyv EMUTAOKWY

* ALYOTEPEC EMUTAOKEC UE TIC KOLALOTIEPLTOVOILKEC ETILKOWVWVLEC TTOU OO
10 1970 Bewpovvtal A€oV n Beparmeio ekAoyNnc

e Y& aioBeveic pe kolAtokoATikeC BaABidec, mveupovikn pPoAn Kol
TIVEULOVLIKN UTtEpTaon avayvwpiletotl kKAwika oto 0,4% kot 0,3%
avtiotolya.

e Y& vekpoia, N ouxvotTnTa AUTWV TWV EMLTAOKWV NTav 60% Kol 6%
avtiotolya.



KOIANIOKOATNIKEZ EMIKOINQNIE2 KAI TINEYMONIKH

YINEPTA2H

* AnpoupynBnke €tol n undBeon OTL OL TOPATNPOUUEVEG LOTOAOYIKEG OANAYEG
QVTLUTPOOWTEVOUV pla avtidpaon tou mveupovikoU €v00BnAiou o€ KATIOLEC TMPWTEIVEC
Tou ENY.

* Exel nporaest OTL oL BpopPol  SnuloupyouvTal OTO TIVEUMOVLKO GOiKTuO amod Tnv
eykepoAikn BpouPorhactivn mou praivel otn  PAEPk _KukAodopia pEOW TNG
ETUKOLVWVLAG. MapoTL AOLTTOV 0 aKPLBrG LNXOVLIOUOG TTOU TIPOKAAEL TIVEU LOVLKA UTLEPTAON
dev eival &ekabapog, Ba propouvoe va cupBalvel evac Gavlog KUKAOG BpopPwTikwy
pawouevwy mou TPOKAAOUV TOTIKEG evdoBnAlakeg BAABEG, mMou PE TN OEPA TOUG
gvodwvouv Tn cuvaBbpolon TwWV ALMOTIETAALWY Kal TNV ayyeLokn Bpopfwon.

* Etol, n 6layutn EKKEVTPN UTEPTAACLAL TOU £0W XLTWVO TIOU TOPOTNPELTAL OE TETOLOUG
aoeevaq, glval To anoteAeopa tapa n attia tng evéobnAiakng BAaBnG kat odnyeti oe in-
situ BpopPwon Kat Stalwvion tng dlepyaciag akOpUn Kol PETO TNV apApEST TNG TINYNG
TWV EUBOAwV. Autog 0 pavlog kukAog daivetal va euBuvetal yia tnv ubnAn Bvntotnta
50-100% mou OUVOSEUEL TNV TIVEUHOVLKI UTIEQTOON TIOU ETUTAEKEL TG KOLA/KEG
ETILKOLWVWVILEC.




Follow-up

* Feb 2008: Add sildenafil

* 2009: permanent migration to Paris

e 2017: Significant deterioration. WHO lll, Sat< 90%, Peripheral edema
* Paris: change sildenafil (40 mg tid) to riociguat === deterioration

* Hospitalization and suggestion for lung transplantation

* She refused and asked for BPA

* She was rejected for BPA (peripheral disease, very high risk for
pulmonary edema, hemorrhage)

e Seek for BPA in Greece



RHC - 15t BPA session (11/2017)
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--_ SEGMENTS LESIONS | BALLOONS (mm)

11/2017 RA9, RA8, RA10a, RA10b, RA3,RA3a, RA3b

11/2017 RPA+LPA RA5a, RA5b, LAS 3 1.5, 2.0
2/2018 LPA LA1, LAla, LA8a, LA8b, LA9 5 2.0
3/2018 RPA+LPA RA8a, RA8b, RA9, RA6, RA6a, RA1, RA3b, RA3a, LAl 9 2.0,3.0
8/2018 RPA RA1, RA3, RA7, RA9, RA5, RA10 6 2.0,25,3.0
11/2018 RPA RA8a, RA8, RA10a, RA10b, RA9,RA1, RA3, RA3a, RA3b 9 2.5,3.0,3.5
2/2019 LPA LA10, LA10a, LAS, LA8a, LA8b, LAS5, LA3a 7 2.5,2.0,3.0
6/2019 RPA RA10a, RA10b, RA7, RA8b, RA3, RA3a, RA3b 7 1.5,2.0,25,4.0
TOTAL 39 RPA, 14LPA 53

In 5" session haemoptysis (no action taken)
2 cases with pulmonary injury
In 7t session cough, increase in HR without haemoptysis



PRE LAO 60 view

POST LAO 60 view













Hemodynamics before and after BPA
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BPA Results (after 7 sessions)

sPAP
mPAP
PVR
Cl

RA
SAO
SVO2
HR

NT-proBNP

64
14.9
2.03

91.1

65.1
91
307

37
5.2

3.57

96
78.4

74

71

-43%

- 42%

- 65%

+43%
0
+5%

+17%

- 19%

- 77%
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Next step..

e WHOII
 Without O2 suppl any more
* Next BPA session Dec 2019

e mPAP goal £ 30 mmHg

THANKYOU



