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MPUKA3 BOJIECHUKA / CASE REPORT

3Hauaj exoKapauorpaduije y AuUjarHOCTUKOBAKLY
npuonartcke nayhHe aptepujcke xunepreHsuje:
NpuKas 60necHMKa

labpujena Crojkosuh', Cynumua MnageHos', Aumutpuje JosaHoswh', AnekcaHgap CraHkoBuR!,
MapwuHa JembaHuH-Unuh?, ApceH Puctuh?

'OnwrTa 6onHnua, Jleckosau, Cpbuja;

2VIHCTUTYT 33 NPEBEHUM)Y, Nleuetbe U pexabunutaumjy peymaTCcKiX 1 KapamnoBackynapHux 6onectu
+Huwka barba”’, Hiwka barba, Cpbuja;

3KnuHvKa 3a KapanoBackynapHe 6onectu, KnuHnukin LeHtap Cpbuje, beorpag, Cpbuja

KPATAK CALIPXKAJ

YBop Vanonatcka nnyhHa apTepujcka xunepteHsuja (UMAX) je peTka 1 Telka nporpecmsHa 6onect
C MpeBasneHLnjom o, oKo 15 obonenrx Ha MUIMOH CTaHOBHUKA, Of Koje Hajuelhe 060neBajy KeHe.
Mpuka3s 6onecHuKa YeTpaeceTceaMorofmLltba XeHa ce jaBuna nekapy 360r CUMnToMa 1 3HakoBa UH-
cydurupmjeHumje fecHe cTpaHe cpua. TOKOM NPEeTXOo4HNX cefAam roavHa ocehana je rywere 1 3amop
npu xopamy. Y drn3nuKom Hanasy noce6Ho je 6uo HarnaweH I/ ToH Hag nnyhHom apTepujom. Ha enek-
TpoKapAuorpamy youeHu cy 3Hauu xuneptpoduje aecHe komope. Pagnorpadckm cHAMaK, cnmpome-
TpWjcKM TecT, nepdy3noHn ckeH 1 cnmpanHn CT Hana3s nnyha nckIbyumnu cy cekyHaapHy nnyhHy apTe-
pUYjcKy XvnepTeH3ujy. Pesyntati IMyHONOLIKMX TECTOBA Ha CMCTeMCKe 6onecTy Be3vBHoOr TKuBa 1 XVB
6vnu cy y pedpepeHTHIM rpaHuLama. Exokapariorpadckum npernefom Konop AOMIEPOM YCTaHOBIbe-
Ha je TpMKyCnuAHa peryprutalmja ymepeHor creneHa, C BACOKUM BPeAHOCTMMA MakCMManHor 1 cpep-
Hber CUCTONIHOT MPUTUCKA Y AeCHOj Komopu (135/110 mm Hg), Te je NCKibyYeHO NMPeTXogHO 060sbere
cpua. Katetepusauuja gecHe cTpaHe cpua notepauna je aujardosy UIMAX Ha ocHOBY BpeAHOCTU Npu-
Tncka y nnyhHoj aptepmju op 101/47/66 mm Hg v nnyhHor kanunapHor nputucka og 30/13/10 mm Hg.
3anoyeTa je OCHOBHa Tepanuja cungeHadunom, a kog 60ecHNLEe je 1 Aarbe NoCTojano 3HaTHO OrpaHu-
yere y NofHoLLery Hanopa.

3akmyuak MAX je Telwko oborbere ca HecneundnyHM CMMNTOMUMa U 3HauMMa. CKPUHUHT-TECT 3a
WMAX je konop gonnep exokapanorpaduja, Koja nokasyje BUCOKY KopenaLujy ca KaTeTepu3aLjom cpLia.
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Vipmomnarcka nnyhHa apTepujcka XUIepTeH-
suja (VIITAX) je peTka 1 TelIka MporpecuBHa
6orect ¢ ImpeBaIeHLINjoM Off OKO 15 obomenux
Ha MIWIMOH CTaHOBHUKA [1]. YTaBHOM ce ja-
B/pa usmeby 20. u 40. ropguHe 1 Of e Hajde-
mrhe o607eBajy xere [2]. JegHoroguima, Tpo-
TOIMIIIHA U NIeTOTOAVIIbA CTOIIA IIPEXKMBIba-
Bama (0] TPEHyTKa IIOCTaB/balba AUjarHO3e)
60/ecHIKa KOjU Ce HUCY JIeYNIN Off OBOT 060-
/berba je 68%, 48%, ogHocHO 34% [3]. ETnomno-
ruja ITTAX je u fa/be HemO3HATa, a IO3UTUBHA
HOPOAMYHA aHAMHe3a 6etexxu ce Kof 6% Gore-
cunka [4]. Knnunuka xnacudukanuja miyhue
XumnepTeHsuje fara je y rabemu 1 [5].
Knuanukn cumnromu u suanu UITAX cy
HecrenuUyIHN: 3aMOop, AMCIIHEja, aHTUHA U
IIPeCUHKOIIe TIPK HATIOPY, IepudepHI effeMI,
acuurec (II0KasaTe/bU MHCYPUIIMjeHIIje lecCHe
cTpane cpua). Exokappuorpaduja cpija konop
IOIUIEPOM je CKPMHUHI-TECT 3a IIyhHy apre-
pujcky xuneprensujy (IIAX), noxasyje ymepe-
HY TPUKYCHOUHY PerypruTanu;jy, ca CUCTOI-
HUM IIPUTICKOM Y JeCHOj KOMOPM Off HajMambe
60 mm Hg, Koju fo6po Kopenpa ¢ IPUTUCKOM
U3MepeHNM Y KaTeTepy3aljy fecHe CTpaHe
cpua [6, 7, 8]. Katetepusauuja cpua curypHo

[0Ka3yje y3poK 0060/betba, POLIerbYje TEXXUHY
ITAX u Bogud je y Tepanuju [3, 4, 9].
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YeTppeceTceMOrOMIIIbA YKEHa je IPUM/beHa
Ha Ofie/berbe KapA1ooruje 300r ryliema, us-
PpasuUTOT 3aMOpa, CTe3arba y IPyJAUMa, TecTa-
CTHX OTOKa IIOTKOJICHNIIA VI 3HAKOBA Mepudep-
He I[ijaHo3e. Y IPETXOHNUX CeflaM TOf1IHa oce-
hara je 3amop npu Xofamy u ryuete. Tokom
npersena 60mecHMIA je 6¥Ia JUCITHOMYHA, Ta-
XUITHONYHA, 0aTNYaCTHUX, TMBUIHUX IIPCTHU]Y,
ca TeCTaCTUM PeTPOMajieo/lapDHUM OTOLMMA.
Y ¢usnuxoM Hamasy Beoma je 6110 HarmameH
II ron Hap nyhHOM apTepujom. JlabopaTopu;j-
CKJ HaJIa3 je YKa3ao Ha 671ary epuTpoLuTosy u
3acuheHoCT KrceoHNKoM of 96%. Paguorpad-
CKM CHUMaK cpua 1 mwiyha mokasao je Harma-
IIeH YK wiyhHe apTepuje Koju je MCITyHbaBao
nHIM3ypy cpua (Crmuxa 1). Enexrpokappuo-
rpaM je YKasao Ha JIeKCTporpam, I-/1eKCTpo-
Kappiujaje ¥ 3HaKe Xxuneprpoduje fecHe Ko-
Mmope cpua (Crnuka 2).

Ypabenn mnyhun ¢yHkIMonamTHn TecToBM
CY UCKIBY4IIIN OLICTPYKTUBHY 6orecT rryha y3
3HAYajHO CMameme JUPY3MOHOT KalalyuTeTa
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Ta6ena 1. KnuHnuka knacudukaumja nnyhHe xunepreHsuje
Table 1. Clinical classification of pulmonary hypertension

MnyhHa xvnepTeH3uja
Pulmonary hypertension

Mpononatcka
Idioapthic pulmonary arterial hypertension

QamnnujapHa
Familial
Bonectnma TkmBa
Connective tissue disorder
KOHreHUTanH1M CMCTEMCKUM U1 MYSIMOHAJTHVM LWaHTOM
Congenital sysemic-to-pulmonary shunts
[MopTHOM XunepTeH3njom
Portal hypertension
MnyhHa HIV nHdpekymnjom
apTepujcka X.Elpy)'feHadca{ h HIV infection
i ssociated with:
’Ig""l"nip;e?"”a JlekoBVIMa 1 TOKCMHVIMa
aruterica)l ary Drugs and toxins

hypertension

[Opyro: ancdyHkumja Tupeougee, loweposa 6onecT, xepegutapHe
xemoparuyHe TeneaHruekTasuje, xemornobrHonatuje,
MujenonponudepaTMBHe 601eCTy, CNeHEeKTOMMja

Other: thyroid disorders, Gaucher’s disease hereditary hsemorrhagic
telangectasia, haemoglobinopathies, chronic myeloproliferativne
disorders, splenectomy

Yapy»keHa ca 3Ha4yajHUM BEHCKUM 1

MnyhHa BeHooOKNy3nBHa 6onect
Pulmonary veno-occlusive disease

KanunapHum aHoManmjama
Associated with significant venous
or capillary involvement:

MnyhHa KanunapHa XxeMaHromaTtosa
Pulmonary capillary haemangiomatosis

Mep3ucteHTHa nnyhHa XxmnepTeHswja Kop HoBopoheHuaan
Persistent pulmonary hypertension of the newborn

MnyfhHa xunepTeH3unja yapyKeHa C neBocTpaHom 6onewhy cpua
Pulmonary hypertension associated with left heart disease

MnyhHa xunepTeHsuja yapy»eHa ¢ nnyhHom pecnupaTtopHom 6onewhy 1/unm Xnunokcrjom
Pulmonary hypertension associated with lung diseases and/or hypoxemia

MnyhHa xmnepTeH3unja y XPOHUYHUM TPOMOOTUUYHUM n/unmn embonmjcknum bonectmma
Pulmonary hypertension due tu chronic thrombotic and/or embolic disease

mediastinitis)

Pa3Ho: capkomnpaosa, XncTmounTosa X, numdaHrnomarosa, komnpecwja nnyhHor TkvBa (@aaeHonatuja, TyMop, MeamnjacTriHanHa ¢prbposa)
Miscellaneous: Sarcoidosis, histiocytosis X, lymphangiomatosis, compression of pulmonary vessels (adenopathy, tumour, fibrosing

yI/beH-MoHOKcHpa. Hamas xommjyrepusoBaHe ToMorpa-
¢uje (CT) mokasao je ga mnyhue nntepctunnjcke Gubdpo-
3e 11 MefMjacTuHaNHe Gpubpose mwryha HUCY Y3POK CMatbe-
1a [1(Y3UOHOT KallalluTeTa yI/beH-MOHOKCHU a. Exokap-
AuorpaCKUM IperefioM YCTaHOB/bEHM CY: XUTIePTPOodu-
jau yBehame jecHe KOMOpe CpIia, TPUKYCINIHA PeTypri-
Tallija yMepeHOT CTelleHa C BUCOKUM BPeJHOCTUMA MaK-
CMIMaJIHOT ¥ CpefIbeT CUCTOTHOT IIPUTUCKA Y eCHOj KO-
mopu of 135/110 mm Hg (Cnuka 3), gunatanuja ctabma
wryhHe aprepuje ca 6marom perypruranujom miyha, pa-
crojaBame mepukapga (1 cm), punaTupaHa goma mymba
BEeHA 1 Xe[aTN4He BeHe, y3 0O4yBaHy (QyHKINjy neBe KO-
Mope. VIck/bydeHo je mpeTxofHO obometbe cpua. Ilepdy-
3MOHNUM cuuHTHUTrpaMoM Iwryha u cnimpanuum CT Hana-
30M opbaveH je xpoHuYHN IWIyhHM TpoMboeMbomM3am
kao moryhmu pasmor nacranka [TAX. Cregehu gujarso-
ctruky anropurtam 3a VITAX, ypabenn cy mmyHonouxu
TECTOBM Ha CUCTeMCKe 60/1eCTM Be3UBHOT TKMBA I TECT Ha
XVIB undexiujy, auju ¢y pesyaraTy 6uim y rpaHniaMa
pedepenTHUX BpegHOCTI. BonecHnIa je satum ymyhena
Ha KareTepusanujy cpia. [Iputucax y gecHoj komopu 61o
je 110/0-20 mm Hg, a y mnyhuoj aptepuju 101/47/66 mm
Hg, anu ce mocie fjleceTOMUHYTHe Ba3ofyIaTanije a3or-
OKCHZIOM cMamo 3a 25% (76/37/50 mm Hg); xanumapHu
nputucak y wiyhuma 6uo je 30/13/10 mm Hg, a sacuhe-
HOCT KMCEOHUKOM 95%.

C 0631poM Ha TO Jja HUjeTHNM [VjaTHOCTUIKOM Te-
CTOM KOjU Ce KOPUCTH 3a MOCTaB/bame Anjarnose ITAX
HIIje OTKPUBEH Y3pOK 000JbeHba, 3aK/bYUEHO je Ja je ped
o MITAX. 3amnodeno ce ¢ 0CHOBHOM TepaIujoM CUITEHA-
($UIOM U KOHBEHI[MOHATHOM TEPAINjOM KICEOHUKOM I
OopalHMM aHTHKoarynancuma. Iloce 16 Mecenn nederma
CHCTOIHM IIPUTHCAK Y IeCHOj KoMmopu 610 je 105 mm Hg,
a 6orecHuIa je n mambe ocehama 3HaTHa orpaHuyYema y
MIOJHOLIEIHY HaIlopa.

AUCKYCUJA

Ha VITAX ce Moxxe TOCyMIbaTi KOZ 0c06a ¢ Heobjanimu-
BUM 3aMOPOM )1 IIPOTPECHBHOM JIVICITHEjOM TOKOM (131d-
kor Haropa [10]. Enunemmornorike cTyamje mokasyjy fa ce
IUjarHO3a OOVMYHO IIOCTaB/ba TOVIHY MU [BE ITOCTIe OCeT-
HOT II0jayar-a CMMIITOMA, YMMeE je IIPOCEYHO MpeXXNBIba-
Bame 00/IeCHMKA CMalbeHO Ha JIBe-TPU FOMHE Off IIOCTa-
B/bama Aujarsose [11].

Cxpununr-tect 3a VIITAX je konop formiep exokapan-
orpaduja. [Toctoju gobpa Kopenaunja nusmeby crcronHor
IIPUTHCKA Y I€CHOj KOMOPY IIPOLIEH-EHOT KOTIOP HOIITIEPOM
U CUCTOJTHOT TIPUTHCKA Y IUTYhHOj apTepuju MepeHor -
PEKTHO TOKOM KaTeTepusarnyje cpua [12, 13, 14]. EKT mpy-
Ka CyreCTMBaH 1 IOJATHM 1oKa3 3HavajHe [TAX, ca censu-
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tuBHohy o 55% n cneunduunouthy ox 70%. Hopmarnan
EKT =e nckspyuyje suadajuy [IAX [15, 16]. Tenepagnorpa-
¢uja, cimpomeTpujcku Tect, nepdysnonnu ckex mwiyha u
crmpanayu CT Hamas uckpyuyjy cekynpapay ITAX. ITpn
ToM 20% 6onmecHuka ca MITAX mMa 671aru pecTpUKTUB-
Hu nopemehaj ¢pyuxumje mwiyha [10]. [Tnyhuan gudysno-
HM KaIlallUTeT YI/beH-MOHOKCHU/IA 4eCTo je 671aro o yme-
peHo cMambeH. Hohna xnmokcemuja ce jaBba kog 75% 60-
JlecHMKa 6e3 CHHpOMa allHee TOKOM CIIaBamba, Te OTyfa
3Ha4yaj HohHe OKcUMeTpuje 1 Tepamuje KICeOHUKOM [4].
CeporoLIKy TeCTOBY UCK/bYUYjy CUCTEMCKY 60/IeCT Be3UB-
HOT TKIBa, Maja ce koj 40% 6onecauka ca VITTAX 6ene-
KV TIOBUIIEHN TUTAp aHTUHYK/IeapHUX U Hecrenuduy-
HUX aHTUTENA, NOK 7,5-12% ocoba ca cCTEMCKOM CKIle-
posom 6onyje o ITAX [16, 17, 18]. Katetepusauuja cpra
jacHO LoKasyje y3pok o6ospema, ofpebyje cremen [TAX u
Bonud je y Tepanuju [12, 13]. [leprkapauu usnus je 3HaK
JIollIe IIPOTHO3e 360T YAPYXEHOCTH Ca JeCHOCTPAHOM IH-
Cnuka 1. Papnorpam cpua v nnyha cyunnmjennnjom cpua [19]. OH je AMjarHOCTUKOBAH KOJ
Figure 1. Chest radiogram npukasane Gonecuuite. CunjieHaui yBeJieH y Tepanujy
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Cnuka 2. EnekTpokapanorpam
Figure 2. Electrocardiogram
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Cnuka 3. Konop gonnep - 6p3viHa TpUKYCNAHe perypruTaLuje
Figure 3. Colour Doppler - tricuspid regurgitation velocity
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HEIOBOJbAH je 3a Ipenasak y pyHkunoHanny NYHA kma-
cy 111, anu jepuHO focTyMaH. Jledere OCHOBHIUM JIEKOBU-
Ma, IOTOTOBO BMXOBUM KOMOMHAIIMjaMa, CMakbyje CMPT-
Hoct obonenux ox VITTAX sa 38% [20, 21].
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The Importance of Echocardiography in Diagnostics of Idiopathic
Pulmonary Arterial Hypertension: A Case Report
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'General Hospital, Leskovac, Serbia; Institute for Prevention, Medical Treatment and Rehabilitation of Rheumatic and
Cardiovascular Diseases ,Niska Banja”, Niska Banja, Serbia; *Clinic of Cardiology, Clinical Centre of Serbia, Belgrade, Serbia

SUMMARY

Introduction Idiopathic pulmonary arterial hypertension (IPAH)
is rare and difficult progressive disease with prevalence of
approximately 15 cases per million residents, with predominant
female cases.

Case Outline A 47-year-old female presented with symptoms
and signs of the right heart chambers failure. Over prior seven
years the patient had the feeling of suffocation and fatigue
when walking, and received treatment for bronchial asthma.
Physical examination revealed a marked loud second heart
sound over the pulmonary artery. Electrocardiogram: right
ventricular hypertrophy. Spirometric (pulmonary capacity)
test, cardiac perfusion scan and spiral CT scanning excluded
secondary pulmonary arterial hypertension. Blood testing
for connective tissue diseases and HIV were within normal
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reference limits. Transthoracic colour Doppler echocardiography
demonstrated a mild tricuspid regurgitation with high values
of estimated maximal and middle systolic pressure of the
right ventricle (135/110 mm Hg), and excluded previous heart
disease. Cardiac catheterization confirmed IPAH diagnosis,
with systolic right ventricular pressure of 101/47/66 mm Hg and
pulmonary capillary pressure of 30/13/10 mm Hg. Basic therapy
with sildenafil, nevertheless, considerable limitations of strain
tolerance was still present.

Conclusion IPAH is a severe heart disease with non-specific
signs and symptoms. Screening for IPAH is transthoracic colour
Doppler echocardiography shows high correlation with cardiac
catheterization.

Keywords: idiopathic pulmonary hypertension; aetiology;
diagnosis; therapy
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