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YO «lpoaHeHCKkui rocyaapCTBEHHbIN MeaUUMHCKUIA yHuBepcuTeT, [poaHo, benapycs
TY3 «popHeHckas 06nacTHAs KMHKMYECKas BONbHULA MEAMUMHCKON peabunmtaummny,
[poaHo, benapycs

B cmamve npeocmasnen kiunuueckutl cay4ail uUOUONAmMu4eckoll 1e204Hol apmepuanibHol cunepmensuu. Onucansl

0cobeHnocmu u mpyoHOCmu €20 OUA2HOCMUKU.

Toouepkusaemcsi, umo UOUONAMUYECKAS 1€20UHASL APMEPUATLHASL 2UNEPIEH3US OMHOCUMCS K 0080IbHO PeOKOU
namonozuu u HepeoKko oedromupyem nocie hopmMuposanusi HeOOPAMUMbBIX USMEHEeHUll 6 cocyoax eekux. Onmuman-
HbLM MemoooM 68 NOCMAHO8Ke OUACHO3a s8semcsi Komnviomeproe ucciedosanue OI'K ¢ konmpacmuposanuem cocy-

008 J1eCKUX.

B kauecmee Jle4eHUsl, CoclaCHO CO6PEMEHHbIM pekomem)auu}m, UucnoJjivb3o6ajdcob KOM6MHMp0661HHa}Z namoceHe-
muveckas mepanus A2OHUCMOM peyenmopos npocmayuKiuna ceiekcunacom u uH2u6um0p0M d)oc¢00u3cmepa3bl -5

cunoenagpunom.

Kniouegvie cnosa: uouonamuueckas 1e2ounas apmepuanvias cUnepmen3is, mpancmopaxkaibhas 2XoKkapouopa-
@us, KomnvlomepHas momozpapust, KOMOUHUPOBAHHASL MEPANUSL.

Jlerounasi runepTeH3Uss — ATO OOIIUI CUHIPOM,
B KOTOPBII BXOJSIT COCTOSIHUS pa3HO0Opa3HOH 3TH-
OJIOTHH W TIATOTeHE3a, YaCTO XapaKTePH3YIOIUICS
CTaOWIIFHBIM TIOBBIIIEHUEM JIETOYHOTO COCYIUCTO-
IO CONPOTHBIIEHUS, TOTEHITHAIEHO MPUBOISIINAM K
HapacTaHUIO TPaBOXKETYJOYKOBOW HEIOCTAaTOYHO-
CTH ¥ CMEPTHU ManueHTos [1].

Wnnonatnueckasi popma JETOYHOH apTepraiib-
Hoit runieprensun (UJIAT), Gone3np A3p3bl — TH-
JKelloe Tporpeccupyromiee 3adoiieBaHue HEyTOU-
HEHHOW 3THOJIOTHH, PA3BUBAIOIIEECS B PE3yNIbTaTe
OTpaHMYEHHS TTOTOKA Yepe3 JIETOYHOE apTepHallb-
HOE PYCJIO, YTO MPHUBOAUT K MOBBIIICHUIO JIETOYHO-
I'0 COCYIUCTOrO CONPOTUBIICHUS U B KOHEYHOM HTO-
r'e K HeJIOCTATOYHOCTH MTPABOTo Kemyaouka. Oommas
pacnpoctpaHeHHocTh MJIAIT B Mupe cocTaBisieT
1-2 ciydas Ha MWJUTMOH YeJIOBEK, MPH 3TOM JKEH-
HIMHBI TIOJIBEPKEHBI K €€ Pa3BUTHIO ITOYTH B 2 paza
yamie. CpeHUi BO3pacT NalMEeHTOB ¢ MaHU(ecTa-
nueit 3adosieBanus cocrasiser 36,4 roxa [2].

Krmandeckas knaccuukanys Iero9HoO rurmep-
ten3uu (Dana Point, 2008):

1. Jlerounass aprepuaibHas
(pulmonary arterialhypertension)

1.1 Unuonatuyeckas.

1.2 Cemetlinas.

1.2.1 BMPR2.

1.2.2 ALK1 sanoraua (*ALK 1 —activin receptor
kinase 1 gene —akTmBUHTIONMOOHAS KMHAa3a 1, 3HIIO-
rmuH) (c/0e3 HacleJCTBEHHOH TIeMOopparuveckon
TEJIEaHTMOIKTa31N).

1.2.3 HeusBecTHasl.

1.3 UuayuupoBaHHas JEKapCTBEHHBIMU Mpera-
paTaMu WM TOKCHHAMHU.

1.4. AcconmmpoBaHHas:

1.4.1 ¢ 3a001eBaHUSMHE COSIMHUTEIIBHOU TKaHU;

1.4. 2 ¢ BUY-undekuueii;

1.4.3 c mopranbHOI runepTeH3uei;

1.4.4 ¢ BpOKIeHHBIMU 3200JIEBaHUSMU CEP/IIIa;

1.4.5 ¢ mmcTo30MaTO30M;

1.4.6 ¢ XxpoHHUYECKOH TEMOTUTHICCKON aHEMHECH;
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TUIICPTCH3UA

1.5 Ilepcuctupyromas aeroyHas THICPTECH3US
HOBOPOX/IEHHBIX.

1'. JlerouHast BEHO-OKKIIFO3HMOHHAs OOJIE3Hb C/
0e3 KanmMIISIPHOTO TeMaHTHOMAaTOo3a.

2. Jlerounas rurmepTeH3us, 00yCIOBICHHAS 3a-
0oJIeBaHMSIMHU JIEBBIX OTZIEJIOB CEpIia

2.1 Cucronuueckas AucHyHKIUSI.

2.2 Jlnactonmueckas AucQyHKIusI.

2.3 KianmanHast 00Je3Hb.

3. JleroyHasi rUnepTEH3UsI, ACCOLUUPOBAHHAS C
3a00JIEBAaHMSIMHY JIETKUX H/HITH TUTIOKCeMUEH

3.1 Xpouudeckast 00CTpyKTHBHas O0JI€3HD JIET-
kux (XOBJI).

3.2 UaTepcTunManbHblie 3200J1€BaHHS JIETKHX.

3.3 [pyrue nerouyHele 3a00JE€BaHHUS CO CMe-
IIAHHBIMH PECTPUKTUBHBIMH W OOCTPYKTHBHBIMHU
HapyIICHUSIMH.

3.4 Hapy1meHus IpIXaHus BO CHE.

3.5 3aboseBaHus c
TUIOBEHTHIISLIUCH.

3.6 JlnurenpHOE IpeObIBaHIE B BEICOKOTOPHE.

3.7 AHomanuu pa3BUTHUSL.

4. XpoHmueckas TpoMO03IMOoImIecKasi Jerod-
Has TUTIEPTEH3NS.

5. Jleroynas rumnepTreH3us CO CMELIAHHBIMU
MEXaHU3MaMU

5.1 Bone3nu xpoBu: muenonposmpepaTuBHbIC
3a0051eBaHus, CITICHIKTOMHUS

5.2 Cucrtemubie 3a00JI€BaHUS: CapKOWUIO03, TH-
CTHOIHMTO3 X, JTUM(pAHTHOICHOMUOMATO3, HEHpO-
¢ubpomaros, BaCKyJIUTHI.

5.3 Metabonunueckue 3a0o0aeBanus: O0IE3HU Ha-
KOIUICHUS TIIMKOTeHa, Ooie3Hb ['orme, 3a0omeBanus
IIUTOBUIHOM JKEJIE3bl.

5. lpyrue: oOCTpyKIHS OMyX0JIb0, hrudpo3upy-
IOINI METUACTHHUT, XPOHUYECKas MOoYedHast He-
JIOCTaTOYHOCTh M THAJIN3.

Otunonorust UJIAI', HecMOTpst Ha UHTEHCHUBHBIE
SKCMIEPUMEHTAIIbHBIC KIIMHUYECKHUE UCCIIEI0BaHus,
JIO CHX TIOp OCTaeTCsI HEM3BECTHOM.

B marorene3e WJIAIT Gombimyro poiib UTparoT

AJIbBEOJISIPHOMN
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SH/IOTEeNNANbHAS TUCQYHKIHSA, TIPH KOTOPOH Ha-
pymaetcs OajaHC B CHCTEME  «Ba30IMIIATAIIH
— BA30KOHCTPHUKIUSIY, PEAYKIHS JIETOYHOTO COCY-
JIUCTOTO pyclla, CHUKEHHE 3JIaCTUYHOCTH CTEHOK
JIETOYHBIX COCYIIOB M OOJMTEpalysi UX MPOCBETA.
B nepByro odepenpb mporiecc HaYMHACT Pa3BUBATH-
csl B JUCTaJbHBIX JIETOYHBIX apTEePHsX, B KOTOPHIX
dhopmupyroTcss TpomM003, Tpoiudepanys, huopo-
3UpPOBAHNE TJAJKOMBIIIEYHBIX KJIETOK, MECTHBIE
BOCTIAJIUTENbHBIE PEAKIMH, COIPOBOXKJIAIOLINECS
MOBBIILICHUEM YPOBHEH NPOBOCHIAIUTEIBHBIX IIUTO-
KHHOB, 2 B TPOMOOIMTax — HapylIeHueM MeTa0o-
JM3Ma cepoToHuHa [3].

Jwnarnoctnka WJIAIT mpencraBiser ompene-
JICHHBIE TPYJHOCTH, TaK KaK CUMIITOMBI M KaJIOObI
HOCSIT HeCTIEU(PUUECKHI XapaKkTep U HEPeIKO MO-
I'yT HallOMHHATh BPOKACHHBIC MOPOKH cepiaua. B
OOJBIIMHCTBE CIIy4aeB KIMHUYECKUE MPOSBICHUS
y TAIMEeHTOB Pa3BHBAIOTCA Mociie (HOPMUPOBAHUS
HEOOpaTUMBIX U3MEHEHHH B COCyMax JITKuX [1, 4].

[TarueHTsI JKaayloTcs Ha OJIBIIIKY, KpOBOXapKa-
HBE, YCTAIOCTh, aHTHHO3HYIO 00JIb B 00JIACTH CEep/-
ua. bonu B rpyaHoit kinerke y manueHtoB WMJIAT
00BIYHO Pa3HOOOPA3HOIO XapakTepa — JIaBsIIue,
HOIOIIIME, KOJIOIIHE, CKUMAIOIINE — IIPOJIOIIKH-
TEIBHOCTHIO OT HECKOJIIBKUX MUHYT JI0 CYTOK; 9acTO
YCHIJIMBAIOTCS TPU (PU3UUECKUX HArPy3Kax, 0ObIYHO
He KYMUPYIOTCS TPUEMOM HUTpoOTauiepuHa. I'omno-
BOKpYKEHHsSI 1 00MOpokH y 50-60% mnauneHToB ¢
WIIAT npoBorupytoTcsi Qu3MYecKoil Harpy3Kkoi,
MOSIBIIAETCST OJIETHOCTD, 3aTEM IMAaHO3 KOXKH ITUIIA,
KOHEYHOCTEH, 3aTreMHeHue co3HaHus. [Ipomonmxu-
TEJILHOCTH 0OMOPOKOB OT 2 110 20 MUHYT.

[Tpy 00BEKTUBHOM HCCIIEIOBAHUH ONPEACIISIIOT-
Ccsi: IMyJIbCcalysl clieBa OT TPYAMHBI B UETBEPTOM Me-
JKpeOepbe, YBEITMYEeHUE TPABOTO JKENyAodKa (IIpH
3HAYNUTEIBLHOW THIEPTPOOUH W/WIN TUIATAIHH).
AyckymbpTamusl cepiiia OOHApy)KMBACT YCHIICHUE
BTOPOTO TOHA BO BTOPOM MekpeOephe cieBa, MaH-
CHUCTOJINYECKUH IIYyM B ClIly4ae TPUKYCHUIAIBHON
HepocTaroyHocTH, yM ['pexema-Crmina. Pas-
BUTHE W TPOTPECCUPOBAHHUE MPABOXKETYTOUKOBOM
HEJOCTATOYHOCTH COIIPOBOXKIIAETCS  ITyJIbCaIHen
MEHHBIX BEH, TeaToMeranneii, mepudepuaecKuMu
OTeKaMH, acIuToM [5].

Jns xapakrepuctuku Tskectw JIAIT mcnoms-
3yercsi (yHKIMOHanbHas kiaaccupukanus BO3
— MOAM(UIUPOBAHHBIA BapHaHT KIacCU(PUKALUU
Hrro-Mopkekoit  accormaruu  cepama  (NYHA),
MPEJJIOKEHHOM JjIsl MAallMEHTOB C CEPJICYHON He-
JIOCTaTOYHOCTHIO [3], KOTOpas mpemxycMaTpuBaeT
BBIJICJIEHHE YeThIpeX (YHKIHMOHAIBHBIX KIIACCOB
(®K): knacc | — nanueHTsl ¢ JEroYHOM TUIEPTCH-
3uerl 0e3 orpaHWdYeHHs (U3NIECKOW aKTHBHOCTH,
oObruHas (¢u3ndecKkas aKTHBHOCTh HE BBI3BIBACT
MTOSIBJICHUS OJIBIIIKH, CTAa00CTH, OOJH B TPYIH, TO-
noBokpyxenus. Knace II — maiueHTsl ¢ JerouHon
THIIEPTEH3UEeH M CHW)KEHHOW (DU3NYECKOH aKTHB-
HOCTBIO — B TIOKOE€ ITAaLlUEHTHI OLIYIIAIOT ce0sl KOM-
(opTHO, oTHAKO O0ObIYHAS (hM3HUYECKasi aKTHBHOCTh
COTIPOBOXK/TAETCS TIOSBICHUEM OJIBIIIKH, CIIA00CTH,
O0omu B Tpynu, ronoBokpykenms. Kiace III — He-
CIOCOOHOCTB BBITIONHSITH JIFOOYIO (PH3MUECKYIO Ha-
IPY3Ky — JKaJ0Obl MIPUCYTCTBYIOT MPU HEOOIBIION
¢usnyeckorr aktuBHOCTH. KomMQopTHO B MOKOE.
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Kiacc IV — He criocoOHBI POSBIATE PUIUIECKYIO
aKTUBHOCTH 0€3 TOSBJICHUS BHIIIETICPEUHCICHHBIX
cuMnToMOB. OTMEUYaIOT MPU3HAKHU MPABOKEITYA0U-
KOBOM HEJOCTATOYHOCTH.

TpancropakansHast sxokapauorpadus (Oxo KI')
B auarHoctuke MJIAT ocHOBBIBaeTCs Ha Cleylo-
IIUX KPATEPHSIX:

- Pacmmpenne ctBoma nerounoit aprepun (JIA)
U €€ BETBEH.

- Peryprutamnus na xiamane JIA, 3-ctBopuatom
KJIaTiaHe.

- YBenudueHue pa3MepoB IMPABOTO JKEITYyI0UKa
(IDX) n mpaBoro npexncepaus (I1I1).

- YBenuuenue Toiamuubl creHku I1DK.

- JluckuHE3 MEXIKEIyJIOYKOBOW MEpPEeropoaKu
(M2KIT).

- CHIW)XEHUE KOHEYHOTO JUACTOJIMYECKOTO pas3-
Mmepa (K/IP) k KoHeUHOMY CHUCTOIHUYECKOMY pa3Me-
py (KCP) JIK, camxenne ynaproro oosema (YO)
JIK.

WNJIAT BcTpeuaeTcsi peiKo, MOATOMY KasKIIbIi
ciydail 3a0onieBaHMsI 3aCiy’)KMBAaeT BHUMAaHUS W
oOcyxnenus. [IpeacrasisieM KIMHUYECKUN CiTydail
nanueHTku C., NpOXOAUBLICH JieueHUE B Halei
KITHHUKE.

Onucanue knuHuyeckoeo cayuas. Ilammentka C.
43 ner, obpaTmiach 3a MEIUIIMHCKON MTOMOIIBIO K
Yy4acTKOBOMY TepaneBTy B ceHtsiope 2010 r. ¢ xa-
no0aMM Ha CyXOH Kalllellb, IOSBJICHUE OJBIIIKH
CMEIIaHHOTO XapakTepa MpH yMepeHHOH (u3u-
YECKOW Harpy3Ke: MOoabeM Ha 2-i 3TaX W Xo1pda
o 500 M., nuckoMdopT B IpeKapauaIbHOU 00ra-
CTH BHE CBSI3H C (PU3UUECKON HATPy3KOM, CIaboCTh,
cep/uedueHue, olyIeHue nepedoes B paboTe cep-
na. Jleunnace aMOynaToOpHO 1O MOBOAY MPOCTYIHO-
ro 3aboseBaHus 0e3 3aMeTHOTO yiydmieHus. Yepes
8 nHell HampaBiieHa B ctanuoHap 1-ii T'opojckoit
KITMHIYECKOH OOJIBHUITBI C HAapacTaHUEM OJBIIIKH,
cnabocthio. OOBEKTUBHO: COCTOSIHHE YJIOBIIETBO-
PHUTENBbHOE, KOXKHBIE MOKPOBBI OOBIYHOW OKPACKH,
nepugepruuecKux OTEKOB HET, JbIXaHUE BE3UKYJIISIP-
Hoe, Y/I 18 B munyty. ToHbI cepalia apuTMUYHBIE:
penKHre SKCTPACUCTONBI, IPUTIYIIeH | ToH, akileHT
II Tona mam merounoit aprepueii. CUCTOTUICCKUI
OIyM B MPOEKIMH TPUKYCHHJIAILHOTO KIlaraHa
u Ha Bepxymke cepaua. YCC 96 B 1 Mmunyty,
Al 120/80 MM pt. cT. JKMBOT IpH Majblaiy MsT-
kuii, 0e30ome3HeHHbId. [leyeHp y kpast pebepHoi
nyru. [locie oOGcenoBanus:

1. buoxumudeckuii ananus kposu (BAK): KOK
MB 41.3 Me/n, JIAT 683 en/nm, ACT 58 en/m, AJIT
79 en/n, 6w, 44.8 MKMOJIB/T, X01. 6.4 MMOJIB/.

2. O6mmmit ananu3 kposu (OAK): JI.11.9x10%n,
ap. 4.9x10%/m, TI6. 166 t/n, Tp. 223x10%7,
COD 4 mm/gac, 3.1%, 1.4%, ¢.69%, 1.20%, M.6%.

3. Topmonsl mmTOBHIHON kemespl: TTI
5,5 MmxME/ma, anturena k TIIO 121.8 En/mn, T4
¢B00OHEIHN 20 IMOJIB/II.

4. BAK: CPB 6. ACJIO 1:200Me/mu.

5. Koarynorpamma: AUTB 24.3 cek., [ITU
0.82, dubpunoren 3.2 1/11, 3TaHONOBAs Mpoba OT-
punarenabHast, peTpakus KpoBsHOTO cryctka 60%,
crioHTaHHBIN pubpuHOIN3 15%.

6. Y3U BHYTpEeHHUX OpPTraHOB: N€YeHb KOHTYPHI
YeTKHe, HECKOJIbKO YyBelIMYeHa B pa3mepax, KBP
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156 MM, cTpyKTypa MapeHXUMBI OJTHOPOJIHA, OOBIY-
HOM 9XOT€HHOCTH, BOPOTHAS BEHA 8 MM, XOJEI0X
4 mwm, OpromHast aopra 20 mm, XKII ¢ meperudom B
H/3, KoHTYypBI YeTKHe, CTCHKA YINIOTHEHA, TPOCBET
CBOOO/ICH.

7. llpocuns Temmnepatypsl: 35,5-36,7°C.

8. ®mrooporpadust Ne 77333 ot 6.03.2010. Jler-
KHE U cepAre 0e3 MaToJIoTHH.

Ha OKI': put™ cuHyCOBBIH, HemoyHas Oy1oKana
npaBoil HOXKH nyyka ['mca. CyOsHmokapananbpHas
umemus B V1-V3.

Ha 9x0-KI': AO 31 mMm, AK 16 mm, JIIT 36 MM,
IDK 23 MM, MXKIT 15-10 MM, 3CJIK 16-10 mwm,
JIK 28-41 MM, @Y 31%, OB 59%, macca Muokap-
nma 151 r, MK perypruranus lct, AK cTBopku He
YIUIOTHEHBI, packpbiThe nojgHoe. MK cTBopku He
YIJIOTHEHBI, JBWKEHHE pazHoHanpasieHHoe, TIIK,
KJIA ne nm3menen. Ilepukapn He n3meneH. Cena-
paruu McTKOB HeT. COKpaTUMOCTh HE M3MEHEHa.
AopTa yIoTHEeHa, 0JIOCTH CepALia HE PaCIIUPEHBI.
I'moGanbuas coxparumocts JIK coxpanena. [lua-
cronmmndeckas auchynkuus JOK 1 tun. Mutpanbhas
perypruranus lcr.

[Tocne HEOMHOKPATHBIX KOHCYJIbTAIMA BBICTAB-
JIeH INarHo3: MH()EKIMOHHBI MUOKApIUT, CpeIHe-
TsDKEJIOe TeUeHHe, HEeTIoTHas OJI0Kaaa MpaBoi HOXK-
ku mmyuka ['mca, H1.

[ManmenTka nepesenieHa B [ poaHeHCcKuit o0nact-
HOM KapAMOJIOTHYECKUI TUcTIaHcep JUIsl yTOUHEHHS
JIMATHO3a U KOPPEKIUH JICUSHHUS, T. K. YIYUIICHUS B
camouyBcTBHH He oTMeydana. [locne obOciemoBanus
Ha 9x0-KI': AO 26 mm, JIIT 32 mm, MXKII 10 MM,
3C 10 mMm, KCJ/KAJ, 28/41 mm, KCO/KJO 30/75
MM, YO 45 mit, @B 62%, K 30 (41%62) mM. B-pe-
skum JIIT 45%32 mwm, IIIT 53*%41 mm. MIIII ¢ nen-
TpalbHBIM JiehekToM oKoJo 5 MM. [latomornyeckue
nmotokn Ha TpukycnuganeHoMm kimamaHe (TIIK) B
CHUCTONY. 3aKJIIOUeHHe: BPOXKACHHBIH MOPOK Cep-
na (BIIC): medext MexmnpeacepaHoil meperopo-
ku (JAMIIIT) 5 mm. O6bemHas neperpyska mpaBbix
kamep. Maenenue B nerouHod aprepun (HJIA)
49 MM pr. ct. [lanMeHTKke BBICTABIEH IUArHO3:
BIIC: JIMIIIT 5 MM, 4acTUYHO aHOMAaJIbHBIN Jipe-
HaXX JIETOYHBIX BeH? JlerowyHas rumepTeH3ws 2CT.
(JTA 49 mm pT. cT.). ApTepuasibHasi TUIIEPTEH3Us
I, puck 4. I'mnepxonecrepunemus HIIA. Pekomen-
JIOBaHa KOHCYJIbTAIIMs KapAUOXUpypra.

Hamnpasnena Ha noo6cnenosanne B PHITL «Kap-
JUOJIOTUS», TIE HaXOIWIach Ha CTaIlIOHAPHOM
JICYEHUH BO 2-M KapAHOJIOTHIECKOM OT/ACTICHHUH C
9.01.11 mo 27.01.2011r. [lamumentka >xanoBanach
Ha OJIBIIIKY CMEIIaHHOI'0 XapakTepa Mpu He3Ha4H-
TeJIbHON (PU3UYECKON Harpy3Ke, cepalecOrucHue, cy-
xo# kamenb. [locne oOcieoBanus, BKIFOYAIOIIETO
(m3uKaIpHBIC W JTAOOpATOpPHBEIC JAaHHBIE, a TaKKe
TpaHcTopakanbHyto 9X0-KI': AopTa He paciupeHna,
B BOCXOJISIIIIEM OTAeNe 29 MM. AOPTaTbHBIN KIIamaH:
0e3 ocobenHocTel. JIeBoe mpecep/ue He paciimpe-
HO. MUTpanbHBIM KianaH: CTBOPKUA HE U3MEHEHHBI,
MUTpajbHass PETypruTanus 2 CTeNneHH. YMepeH-
Hasi HEAOCTAaTOYHOCTh MHUTPANBHOTO KiamaHa. [lo-
nocte JOK He pacmiupeHa, HapylIeHUs! JTOKaIbHON
COKPAaTUMOCTH MHOKapAa He BbIsBieH0, DB=74%.
Hapymenune nuacrommueckoi ¢pynkumu JOK mo 1
tuny. IlpaBblil kenynodek yMepeHHO pacLIMpeH,
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OBmx=45%. Hapymenue auactonndeckoil QpyHK-
rmu [DK o 1 tumy. Tommmaa muokapma IDK 8mm —
runieprpodust Mmuokapa crenok [K. [TpaBoe npes-
cepaue YMEpPEHHO pacuupeHo. TpexcrBopuaThlil
KJIallaH: CTBOPKHM HE W3MEHEHBI, TPUKYCIHIaIbHas
peryprutanus 1-2 creneHu. YMmepeHHas HeJOCTa-
TOYHOCTBH TPEXCTBOpUaTOro kianana. CTBOI J1eroy-
HO# aprepum pacmmpeH. [JJIA cucrommueckoe =
48MM pT. CcT. — nerounas runeptensus. JJJIA cpen-
Hee = 43MM PT. CT.

KT OI'K (11.01.2011r.) ¢ KOHTpacTHPOBAaHUEM:
B IIPOCBETE BETBEH JIETOYHBIX apTepuil A0 4-ro mo-
psaKa TPOMOOTHYECKHE MAcChl HE OMPEAEINSIOTCS.
Juametp nerouanoro ctBoja 30 MM, pacIupe, mpe-
BBIIIAET JAMETpP a0PTHI HA COOTBETCTBYIOIIEM Cpe-
3e. [IpaBblil Kelylno4eK pACIIUPEH, MONEPEYHbII
pa3Mep COOTBETCTBYET pa3Mepy JIEBOTO KEITyJ0UKa.
I'unieprpodust muokapma [1DK. MexoxemynodkoBast
MePeropo/IKa yIuIomieHa (MCCIIeJOBaHNE TPOBEICHO
0e3 KapAMOCHHXPOHU3AINH — OIleHKa 00EMOB Ka-
Mmep cepaua u apwkenuss MXKII He nmpoBouiacs).
3abpoc xoHTpacTHOTO Npenapara B HIIB n meue-
HOYHbBIC BeHbI (KOCBeHHBIH mpu3Hak JIAI \paBoxe-
JyJTOYKOBOM HEJIOCTATOYHOCTH) HE OMpeIeIseTcs,
IaMeTp HIDKHEHW ITOJIOH BEHBI (IUCTANBHBINA OT-
pEe30K B 30HE CKaHUpOBaHWA) 10 21MM. B monoctn
NepuKapia KHUAKoe COAePKUMOE (BBITIOT) HE3HAYH-
Moro oobema. JlobaBouHas j0s v.azygos. YuacT-
KOB KOHCOJIMJALMU, MNaTOJIOTHYECKUX 00pa3oBa-
HUU B JIETOYHOHN NMapeHXKUMe HE BBISIBICHO. Tpaxes,
TJIaBHBIC, JTOJIEBBIE W CerMeHTapHble Oponxm (1-4
MOPSZIKOB) TIPOXOIMMBL. B TIeBpaibHBIX MOIOCTSIX
BBITIOT HE omnpeenseTcs. B cpenocTennn 10noaHu-
TEJILHBIX 00pa30BaHUH He onpenenseTcs, TuMbaTu-
YyecKkHe y3ibl He yBenuueHbl. KocTHO-TpaBMaTnye-
CKHX W JIECTPYKTHBHBIX U3MEHEHUI Ha ypOBHE CKa-
HUPOBaHUS HE BBIABIEHO. Ha 4acTHYHO BUAMMBIX
M300paKEHUSAX OPTAHOB BEPXHETO 3Ta)Ka OPIOIITHOM
MOJIOCTHU: TIEYE€Hb HOPMAIbHOM PEHTI€H-TUIOTHOCTH,
KOHTYpbl poBHbIE. IIpy HaTMBHOM HCCIEIOBaHUU
JIOTIOJTHUTENIBHBIX 00pa30BaHUi [1€YCHHU HE BBISBIIC-
HO (Ha ucciegyeMomM ypoBae). Hagnoyeunuku HOp-
MaJIbHBIX Pa3MepOB, MATOJIOTHUECKUX 00pa30BaHUN
HE YCTaHOBJICHO.

Xonrep OKI': OCHOBHOM pUTM — CHHYCOBBIH pe-
TYJSIpHBIN, mpepbiBaeMblil 2 onnHouHbIMU JKOC, a
Takke 17 OJMHOYHBIMH CYNPaBEHTPUKYJISPHBIMH
(C/B) OC, 2 6nokupoBanHbIMH U 8 KopoTkumu C/B
rpynnamu. Cpeansist UHCC 3a nepuo uccieoBaHus
63 ya. B MuH. (B THEBHOE BpeMs — 71 yI. B MUH., B
MIEPHUO/I HOYHOTO CHA — 56 Y. B MUH.). MUHUMAaIIb-
Hasg UCC — 36 ya. B MuH. B 00:24. MakcumanbHas
YCC — 152 ya. B muH. B 18:15. T1ay3 6onee 2,5 cek.
HE BBISBIICHO. 3aperucTpupoBaH | 3mu3oa Aenpec-
cum cermenTta ST 1o kaHainy A Ha pu3HUecKyro Ha-
rpy3ky (PH) mmutenpHOCTRIO 12 MUHYT.

V3U LK. Paszmepsr: neas gomst — 16x20x43 M.
IIpaBast mons — 15%19x43 mm. [lepemeex — 3 M.
[[nToBUIHAs >Keye3a HE yBEJIMYEeHa B pa3Mmepax,
OOBIYHOW (POPMBI, CpemHesYencTas, OJHOPOIHAs,
00BIYHOM 3XOTreHHOCTH. [lOABMKHOCTH HIMTOBU-
HOM Kele3bl MPH TII0TaHuK He orpaHudeHa. Cocy-
JUCTBI PUCYHOK OOBIYHOTO BHJA. Y3JIOBBIX 00-
pa3oBaHUil B IIMTOBUAHOMN KEJE3€ HE BBISABIICHO.
Pernonanbupie JTUMQOY3JIBI OKOJIO IIUTOBUIHON
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JKeIlle3bl He YBEeITNYCHBI.
BricTaBiien quarno3: uanonaTHYecKas JIeroyHas
runeptensus (6one3np Aspza) @PK3 mo BO3. Oc-
JIOYKHEHUSI: HEAOCTATOYHOCTh TPUKYCIUAAIBHOTO U
MuTpaigbHoro kiamanoB H2A (NYHA III).

WIIAT' siBasieTcsi mMpOrpeccCUpYIOUIUM KU3HEY-
TPO’KaONM 3a00JIeBaHNEM, KOTOpOe TpeOyeT Io-
CTOSTHHOTO MOHUTOPHHTA COCTOSHUS TTaIINEHTOB.

Just meuenust maruenToB ¢ MJIATD ucnonb3yroT
npenaparsl, BIUSAIONINE Ha TATOTeHETHIECKUE 3Be-
HBS 3TOr0 3a00JIEBaHMS: CUCTEMY NPOCTAIMKIINHA,
SH/IOTENINHA, OKCHJAa a30Ta ¥ MHruomuropa ¢ocdo-
JIU3CTEpasbl — 5.

[TanmenTtka C., ¢ deBpans 2012 r. BKIIOYCHA B
MHoronenTpoBoe  uccienoBanne «GRIPHON».
Juzaitn uccnepoBanus: ucciaenosanne GRIPHON
OBbLTIO MHOTOLIGHTPOBBIM, JIBOMHBIM CJICTIBIM, PAHI0-
MHU3HPOBAaHHBIM, MTapalljIeIbHBIM, IJ1ae00-KOHTPO-
JTUPYEMBbIM, OCHOBAaHHBIM Ha COOBITHSX, ICCIIETOBA-
HueM (asel 3. PykoBoasmmii KOMUTET B COTPYIHU-
yectBe co croHcopoM (Actelion Pharmaceuticals)
pa3paloTan HCCleJOBaHHE M KOHTPOJIUPOBAI €ro
MpOBeICHHUE U aHaIu3 JaHHbIX. [I[poTokon uccueno-
BaHUs1, KOTOPBIHA JOCTYIIEH C TIOJHBIM TEKCTOM 3TOH
cratptt Ha NEJM.org, OpUT 0100peH KOMUCCHEH TI0
0030py WM KOMHUTETOM TI0 DTHKE Ha KaKIOM yda-
cTBytonieM cairte. MccnenoBanne KOHTPOJIUPOBA-
JIOCh HE3aBHCHUMBIM KOMHUTETOM II0 MOHHUTOPHHIY
JMaHHBIX M Oe3omacHocTd (cM. JlomomHuTenbHOE
npuwioxenue, gocrynHoe Ha NEJM.org). Coop,
yIpaBIeHHE U aHAIIN3 JTAaHHBIX BBITIOTHSIIUCH CTIOH-
COpOM B COOTBETCTBHH C 3apaHee OIpeIeIeHHBIM
TUTAHOM CTaTUCTHYECKOTO aHau3a (JOCTYITHBIM 110
MPOTOKOIY), KOTOPBIK ObLT pacCMOTPEH JIByMs He-
3aBUCUMBIMH aKaJIeMUUYECKUMH CTaTUCTHKaMu. Bee
YEPHOBUKH PyKOIHUCH OBUTH HAITUCAHBI TIEPBHIM aB-
TOPOM | JIByMSI TIOCIETHUMH (CTapIIMMHE) aBTOpa-
MH, a TAK)KE TPEMs aBTOPaMH, CBI3aHHBIMH CO CITOH-
COpOM, U OBUTH MTPOCMOTPEHBI U OTPEIAKTHPOBAHBI
BCEMU aBTOpaMu. YneHbl PyKkoBoasIero KOMUTETA,
BCE OHU SIBIISIIOTCSI aBTOPaMM 3TOH CTaTbH, U TPOE
aBTOpOB, cBsizaHHBIX ¢ Actelion Pharmaceuticals,
MPUHAMAIH y9acTHe B PEIICHWH MPEICTaBUTH Py-
KOMUCH Ui myOnuKkanuu. Bee aBTopsl mmenun 1o-
CTYT K JJAHHBIM M PYYaJIHCh 32 TOYHOCTD U MOJTHOTY
aHaJM30B U 332 BEPHOCTh ITOTO OTYETa MPOTOKOIY
HCCIIeIOBAHUSI.

[laruenTka mNpUHUMAaeT KOMOWHUPOBAHHYIO
CHIEIM(UUECKYIO TePAIHo0, KOTOpask BKIIOYAET aro-
HHUCT PEIEeNTOPOB MPOCTAINKINHA CEJIEKCUIar II0
8 Mr 2 pasza B JeHb, HHTHOUTOpP (ochoaudcTepa-
3bI-5 cunpeHadun (BUacuin) — mo 25 mr, 2 pasza B
JIeHb, aMJIOJIMIIMH — 5 MI' BEUepOM, aTOpBacTaTHH
— 40 Mr BeyepoM TIOCTOSIHHO, Baphapua 2,5 mr, 2
Tab1. BeuepoMm mox KoHTposiem MHO (onTumanbHO

Jlumepamypa

1. Vachiery, J. L. Challenges in the treatment of pulmonary
arterial hypertension / J. L. Vachiery, S. Gaine // European
Respiratory Review. —2012. — Vol. 21(126). — P. 313-320.

2. Sitbon, O. Pathways in pulmonary arterial hypertension:
the future is here / O. Sitbon, N. W. Morrell // European
Respiratory Review. —2012. — Vol. 21(126). — P. 321-327.

3. Tpucserosa, E. JI. Jluarnoctuka u e4eHue Jero4Hou ru-
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2,0-3,0), mmyBep — 5 MTr yTpOM 4epe3 JIeHb, CITHPO-
HOJIAKTOH — 25 MT' YTPOM, ITIOCTOSTHHO. B pe3ynbpTaTe
IIPOBOJIMMOM TEpANNU YIyUIIHIOCh CAMOYYBCTBHE,
YTO MMO3BOJIMJIO MAIUCHTKE BEPHYTHCA K aKTUBHOMY
00pazy >KU3HU.

B Hacrosimiee BpeMs narfeHTKa peryspHo MpH-
HUMaeT KOMOWHUPOBAHHYIO TEPAIUIO H COCTOSTHHE
ee ocTaercs CTaOMIHHBIM.

Buoieoowt

[IpencraBieHHbIl HAMU KIMHUYECKHUH CIIydaid
JIEMOHCTPUPYET BAXKHOCTh MNPOBEACHUS IOJHOIO
o0beMa 00ciIeTOBaHUS U IPUMEHEHUST KOMOMHUPO-
BAHHOM Tepalvy B JICYCHUU MALUEHTKU ¢ UAMOIA-
TUYECKOH JIETOYHOH apTepUaJIbHON TMIIEPTEH3UEH.

CornacHo MeX/IyHapoJHBIM PEKOMEHAALNAM
2015 1. [4], crpaTerust auarnoctuku JIAI' Bkitoua-
€T CIeyIoLIee:

- sxokaauorpadusi peKOMEHI0OBaHa B KadeCTBE
[IEPBOOYEPETHOTO HEMHBA3UBHOI'O JIMATHOCTHYE-
CKOI'0 HCCIIEA0BAHMS B Cilydae nojgo3penus Ha JII'
(xmacc I, ypoBens gokazatenbHoctu C);

- BEHTHISIHOHHO-TIEp(Y3HOHHOE WU Tepdy-
3MOHHOE CKaHUPOBAHHUE JIETKUX PEKOMEHIOBAHO
nanuenTaM ¢ HeoOwsscHuMOou JII' g nckimroyeHus
XTOJIT (xmace 1, ypoens nokazatenprocTH C);

- KT-anruorpadusi ¢ KOHTpacTUPOBAHUEM Jie-
TOYHBIX apTepHil peKOMEHI0BaHa B MPOLIECCe KITU-
HUYECKOro ooOciemoBanusa namueHros ¢ XTOJIT
(xmacc 1, ypoBenp nokazarensHocTH C);

- PYTHHHBIA OWMOXMMHYECKHH aHaIN3 KpPOBH,
reMaToJIOTHYECKHE U HMMMYHOJIOTMYECKHE HCCIIe-
noBaHus, obcnegoBanne Ha BUY u ananu3 ropmo-
HOB IIUTOBHUJHON >KeJe3bl PEKOMEHOBAaHbI BCEM
nanuentam ¢ JIAT juist BeIsiBieHUs cienuuyecKux
ACCOIIMUPOBAHHBIX COCTOSHUH (kimacc [, ypoBeHb
nokasarensHocTH C);

- YJIBTPa3BYKOBOE HCCIIEJOBAHUE OPraHoOB
OPIOLTHOM MMOJIOCTH PEKOMEHIOBAHO /IS CKPUHUHTA
MOpTaJIbHOM TUrnepTeH3uu (kiacc I, ypoBeHs qoka-
3atenbHocTu C);

- (PyHKIIMOHAIILHBIC JIETOYHBIE THITBI C OTPEJIe-
nennem JCJI (CO) (xmace I, ypoBeHb nOKa3aTelb-
HoctH C);

- KT BbIcOKOrO paspemieHus 10KHA ObITh pac-
cMoTpeHa y Bcex manuentoB ¢ JII' (kmacc 1la, ypo-
BeHb Jl0Ka3zareiabHocTH C);

- JIeTO4Hast aHTHoTpadus JODKHA OBITh pACCMO-
TpeHa B Tpoliecce KIMHHYECKOTO 00CIIeZIOBaHUS Y
narrenToB ¢ XTOJII (kmacc 1la, ypoBeHb goKa3a-
tenpHOCTH C);

- OTKpBITas WIM TOPAKOCKOIHMYecKas OWOIICHsI
JIETKOTO HE peKoMeHaoBaHa mnanueHtam c JIAT
(xnacc 111, yposens nokaszarensHoctu C).

neprensun / E. JI. TpucseroBa // MeanuimHCcKe HOBOCTH.
—2009. - Ne 15. - C. 13-18.

4. 2015 ESC/ERS Guidelines for the diagnosis and treatment
of pulmonary hypertension [Electronic resource] / N.
Gali¢ [et al.] // European Heart Journal. — 2016. — Vol.
37, iss. 1, (pt. 1). — P. 67-119. — URL: https://doi.org/10.
1093/eurheartj/ehv317.
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5.

Lapesa, H. A. [TocnenoBarensHass KOMOMHUPOBAHHAS Te-
panus y 00JIbHOM HIMONATHIECKON JIETOYHOH apTeprab-
Hoii runeprensueit / H. A. Lapesa, C. H. ABnees, . B.
Hexmronosa // Kapauonorus. — 2016. — Ne 3. — C. 97-99.
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DIFFICULT DIAGNOSIS: IDIOPATHIC PULMONARY ARTERIAL HYPERTENSION,
CASE STUDY
'‘Balla E. A., 'Taub G. S., ?Shachnjuk N. E., ?Petrashevich A. V.
"Educational Institution “Grodno State Medical University”, Grodno, Belarus
?Healthcare Institution «Grodno Regional Clinical Hospital of Medical Rehabilitation», Grodno,

Belarus

The article presents a clinical case of idiopathic pulmonary arterial hypertension. Peculiarities and difficulties
of its diagnosis are described. It is emphasized that pulmonary hypertension refers to a rather rare disease and
often debuts after the formation of irreversible changes in the pulmonary vessels. The best method in diagnosis is a
computed tomography (of the chest) with contrasting of pulmonary vessels. According to current guidelines combined
pathogenetic therapy with agonist of prostacyclin receptor by relaxipam and inhibitor of phosphodiesterase —
5 sildenafilom was applied as a treatment.

Keywords: idiopathic pulmonary arterial hypertension, transthoracic echocardiography, computed tomography,
combination therapy.
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