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klinik hal 1

=1972-ci il tevalludld, kisi, mdhasib
=Non-kardiak carrahi éncesi dayarlondirma
=Mart 2023 — isemik insult. MRT-da vaskulit stibhasi ?
= Kardio konsultasiya — s PAP 70mmHg, RV dilatasiya
= toraks KT angiografiya ve TEE (+) olunub patologiya agkarlanmayib.

= Sildenafil baglanib, 20 gun gabul edib bir gadar tengnafasliyi rahatlayib, sonra dayandirib

= Apiksaban 5mg ginds 2 dafe gabul edir.



klinik hal 1
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klinik hal 1

»RBC 7.21 (1012/L)

>Hb 10.8g/dL

»>MCV 45.6fL

> Mentzer index 6.3

»>PLT 1082 (109/L)

> Lupus antikoagulant — negativ

» Protein C va S aktivliyi — normal

> Antitrombin [ll — normal

> AntiBeta-2 Gp Ig G vo M — normal

» ENA paneli negativ

> Fibrinogen G >A: GG
»FVII 10976 G >A: GA
>integrinB3-B3 T >C: CC,

»>PAI-1 5G >4G, 4G,4G



klinik hal 1

» FM-da ikterik (dari va sklera) — uzun illardir oldugunu bildirir.

»>NYHA sinif Il

»Hemodinamika stabildir, 02 ehtiyaci yoxdur.

» FM-da sistemik durgunluq alamatlari yoxdur.

> 6 doq test — 357m



Urak bosluglarinin kateterizasiyasi

> Aorta 132/87/110mmHg > Kardiak output 5.2 L/daq
»LVEDP 12mmHg > Kardiak indeks 2.7 L/daq/m2
> Pulmonar arteriya 92/41/60mmHg »SVR 19 WU

»>Sag qulaqciq 11TmmHg »PVR 9 WU



pulmonar angiografiya




pulmonar angiografiya




mualica plani

» Hematoloq miiayinasi
> Talassemiya vs oraq hiiceyrali anemiya?

> Hidroksiurea gostarisi? (PH baximindan?)

> Riociguat 0.5mg giinda 2 dafa baslandi
» Apiksaban vs Varfarin qarari

» Pulmonar balon angioplastika



XTEPH Ucun risk faktorlar

Table 3. Risk factors and associated conditions

> Splenektomiya (OR 17) STREH 10 EAR (2 S R o OR
Thyroid replacement therapy 20 4 6.10 (2.73-15.05)
8 13 0.63 (NS)
. Malignancy 12 4 3.76 (1.47-10.43)
»Venoz tromboz va takrarlayan venoz tromboembolizm R § .4 i 5 T
80 7 49.01
(Sub massive PE % 17 W e
L3 one mmve B
> Genetik trombofiliya APA/LAC 10 K 420 (1.56-12.21)
20 12
6 3 2.40 (NS)
Factor VIl > 230 1U/dI 41 22
> Oraq hiiceyrali anemiya vs talassemiya ? Non-0 blood group = 2 am 0 12:299
79 54 1
VA shunt + (infected) PM g 0 76.40 (7.67-10,350)
o o 1.4° 0 9.64/0.69 (NS)
26 13
> Reaktiv trombositoz — 2 ; S
9
7 iy
3 2 1.37 (NS)
IBD 2 —
0.7 0.6 0.74 (NS)

Delcroix M, et al. Ann Am Thorac Soc. 2016 Jul;13 Suppl 3:5201-6.



klinik hal 2

=56 yash qadin xosto

»Tongnofaslik, bogulma, halsizliq

=Son 4 aydir oturaq voziyyatdadir

sSikayatlori 11/2021-don artib. 01/2022-don daha da siddotlonib.

=Otaq havasinda Sp02 80-82%, UVS 100-105/daq, AT 140/80mmHg



klinik hal 2

=10 il avval sag asagi otraf proksimal DVT

»Uzun miiddatli antikoagulant gobul etmoyib.

=15 ildir hipotireoz (+)

HGB-14.3 g/dl,
PLT-39x1079/L, INR 1.43
Kreatinin-0.71 mg/dL,
Albumin 3.88 mg/dI,
ALT-29.4 U/L, AST-31.9 U/L
NT-proBNP-1744.7 pq/ml
TSH- 3.1, fT4-17.6 (n)

Sidik tursusu 8.4
Revmatoloji testlor (-)

HIV negativ

Hepatitlor negativ



klinik hal 2

Sinus taxikardiyas1 110/daq,
UEO - saga meyilli,
P pulmonale (+)

V1-V2-da T (-)

RV olciilor 48-44-68mm
RA sahasi 23cm2,
pulmonar arteriya 37mm
Orta-agir TC,

Spap 100mmHg

FAC 30%, TAPSE 12mm,

RV S 11 cm/s



Urak bosluglarinin kateterizasiyasi

> Aorta 103/61/75mmHg > Kardiak output 5.6 L/daq
»>LVEDP 10mmHg > Kardiak indeks 3.0 L/daq/m2
> Pulmonar arteriya 84/31/50mmHg »>SVR 12 WU

»>Sag qulaqciqg 9mmHg >PVR 7 WU



dds gafasinin kontrastll KT muayinasi

» - Lobar va segmentar arteriyalarda obstruksiya askarlanmadi.

> - Mozaik perfuziya (+)

» - Pulmonar arteriya genisdir.

» - Parenxima xastoliyi izlonilmir.

» - Hilar LAP (-)



pulmonar angiografiya




pulmonar endarterektomiya - postop veziyyat

Postop 1-ci guin sag madacik olgiilari Kicilib
Spap 40mmHg

1 il sonra NYHA sinif I,

- 02 ehtiyac1 yoxdur

- SagM normal - sPAP 33-35mmHg
PEA 868

- proBNP 95pg/ml




XTEPH — diagnostik algoritma

Perfusion imaging
(V/Q scan or new modality®)
Any mismatched
perfusion defects

Echocardiography
Intermediate or

high probability of PH

........................

CTPA + DSA

when CTPA is nconclishve fHC

. @ESC ® ERS

V/Q scan

» XTEPX inkari G¢lin an effektiv metoddur.
CTPA

« XTEPX inkar eda bilmir.

Pulmonar angiografiya

+ Klinik sibha ylksakdirsa dustnutlmalidir.

2022 ESC/ERS Guidelines for the diagnosis and
treatment of pulmonary hypertension



XTEPH — mualica algoritmasi

2022 ESC/ERS Guidelines for the diagnosis and
treatment of pulmonary hypertension

\ @ESC ® ERS




XTEPH — farmakoloji mualica

Darman Tadgiqat adi Pasient Pasientsayl |PVR 6 DYT ProBNP
Riociguat CHEST 1 inop/persist  |261 31% 46m 444pg/ml
Riociguat CHEST 2 inop/persist 237 61m/51m 416pg/ml
Sildenafil Reichenberger etal [inop 104 12% 51/56m

Bosentan BENEFIT inop/persist 157 24% 2m

Macitentan (10mg) |MERIT-1 inop 80 20%

Macitentan (75mg) [MACITEPH inop/persist faydasiz, erkan sonlandinldi.

Ambrisentan AMBER1 inop 33 yetarli pasient daxil edila bilmadiyi t¢iin sonlandinldi (16 hft trend +)
Selexipag SELECT inop/persist faydasiz, erkan sonlandinidi.

Treprostinil CTREPH inop/persist  |105




multimodal XTE

PH muUalicoasi

~

A

Proximal PA fibrotic
obstructions

B C D

Distal PA fibrotic
obstructions

Microvasculopathy

Multimodal CTEPH treatment

@ESC @ ERS—

2022 ESC/ERS Guidelines for the diagnosis and
treatment of pulmonary hypertension



XTEPH - ESC/ERS 2022 t6vsiyslari

Bitiin XTEPH xostalorinds terapevtik dozada antikoagulasiyanin Omdrboyu davam
etmosi tosiya olunur.

XTEPH xastalarinds antifosfolipid sindrom arasdirilmalidir.

XTEPH vo antifosfolipid sindrom olan pasientlords antikoagulant olaraqg vitamin K
antagonistlori se¢ilmolidir.

Hor bir XTEPH xastasi XTEPH komandasi tarafindon multimodal miialica imkanlari
baximindan doyarlondirilmalidir.

2022 ESC/ERS Guidelines for the diagnosis and
treatment of pulmonary hypertension



XTEPH - ESC/ERS 2022 tovsiyalari

gciyar arteriyasinda carrah UGUN algatan fibrotik obstruksiya olan XTEPH xastalorindo
pulmonar endarterektomiya tévsiys olunan miialico metodudur

Texniki inoperabl xastalords, ham¢inin PEA-dan sonra rezidual AH olan vo distal
obstruksiyasi olan pasientlords pulmonar balon angioplastika tévsiys olunur.

[noperabl va ya PEA-dan sonra persistent/rekurrent AH olan siptomatik pasientlords
riosiguat tovsiys olunur.

parilan miialico noviindan asili olmayaraq bitlin XTEPH xastalarinin uzunmiiddatli
toqibi tovsiya olunur.

2022 ESC/ERS Guidelines for the diagnosis and treatment of pulmonary hypertension



AMEND protokolu

A - anticoagulation

M — multidisciplinary team review

E — pulmonary Endarterectomy

N - nonsurgical treatments
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