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PATIENT WITH PRIMARY PULMONARY HYPERTENSION — WHO HE IS AND HOW TO HELP HIM?
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Differential diagnostic search in patients with pulmonary hypertension is always difficult clinical problem. This article describes the clinical

case of treating patient with high risk primary pulmonary hypertension.
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BsepeHue

Jlerounast aprepuanpHas rureprersus (JIAD) spnsercs
TSDKENBbIM  3a00JIeBaHMEM, XapaKTepU3YIOIIMMCs HeOJaro-
MpUSTHBIM IporHo3oM. CornacHo pekoMeHaamsiM National
Institutes of Health Registry, JIAI' nqmarHocTupyeTcs TIpu 1o-
BBIIIICHUM CPEIHETO NaBJICHUs B JierodHoit aprepuu (JIA)
> 25 MM PT. CT. B TToKoe 1 > 30 MM PT. CT. pu Harpy3ke [1].
IlepBuanast sterounas runieprensus (ITJII) — peaxo BeTpe-
yaroleecs 3a00jIeBaHNe, TMAarHOCTUKAa KOTOPOTO OCHOBaHA
Ha MCKITIOYEHUM JPYTUX W3BECTHBIX U OoJjiee pacrpocTpa-
HEHHBIX IIPUYMH ITOBBILLICHUS JaBJICHUS B MAJIOM KPYTe Kpo-
BooOparrieHus. [1o mTaHHBIM JIUTEpaTyphl, YaCTOTA BCTpedae-
moctu [JIT B oO1wieii mormysiiym coctapisieT 1—1,7 Ha 1 MiH
HaceJIeH!sI, B TO BpeMsI KaK MPUIMHA €¢ BOSHUKHOBEHMSI 110
HACTOSILIETO BpEMEHH OCTAETCST HEU3BECTHOM [2—6]. OCHOB-
HBIMU 3BEHBSIMU TIaTOTeHe3a 3a00JIeBaHUST CIYKAT 3HIO-
TenuaabHast IUCGHYHKIUS, Ba30KOHCTPUKIIUS, DPETYKIIVSI
JIETOYHOTO COCYIVCTOTO pycia, CHIDKCHHE 3JaCTUMHOCTU
¥ 00JITepalLIys JISTOUYHBIX cocynoB [ 7—9]. JlaHHbIC CTaTUCTH-
K{ 10 BbDKMBaeMOCTU TauueHToB ¢ [1JII" Ha coBpeMeHHOM
aTarne SIBISIOTCS HEYTEITUTEIbHBIMU: CPEIHSIST TPOIOIIKI-
TEJIBHOCTD 3KM3HU Y B3POCJIBIX ITOCJIE YCTAaHOBJICHUS TUArHO-
3a UIMOMNATUIECKOI JerouHoi runepreHsuu (JII') — okosmo 3
JIET TIPY OTCYTCTBMY MHTEHCUBHOTO JICUECHHSI, YTO CPABHUMO
C MPOrHO30M TP OHKOJIOTMYECKMX 3a0oeBaHusX [1, 4—6].
JuddepeHIMaTEHO-IMAarHOCTUYECKUI TTIOUCK Y TTAIlMEHTOB
¢ JII' Bcerma mpeacTapisieT HEMPOCTYI0 KIMHUYECKYIO 3aa-
qy. B maHHOM acIiekTe HeCOMHEHHBIN MHTEPeC TIPEICTaBIsI-
€T KIIMHUYECKUI CITy4aii JICUeHUS MalMeHTa ¢ MprU3HaKaMu
JIT" BBICOKOI CTETIeH! U TTOJ03peHEM Ha TPOMOO3IMOOIIIO

JIA (TBJIA) ¢ obcykneHreM BbIOpAaHHOI TAKTUKM BEICHUS
G0sBHOTO.

boavnoit B., 31 200, eocnumanusuposar ¢ Camapckuii
001aCMHOU  KAUHU4eCKULl  Kapouoaoeu4eckuil  oucnancep
(COKKII) 26.01.2011 e. c scanobamu Ha 00bluKY 8 nOKoe, YCul-
AUBAIOUWYIOCS 8 20PU3OHMANLHOM NOAONCEHUL, 201080KDYice-
Hue, npedoOMOpOUHOe COCIOSIHUE 8 NOA0JICEHUU Aedca, nepedou
6 pabome cepouya. M3 anamuesa uzgecmno, ymo nepebou 8 pa-
bome cepdua becnokosm nayuenma c 2006 2., ¢ 2009 e. omme-
YeHa oobluika npu Haepyske, 6 mae 2009 e. enepsvie ycmanos-
sen ouaenos IUIT. B cembe nodobHbix 3a001e8anuil He 0bL10.
B anamnese — xponuueckuii eupycrulii eenamum B ¢ 2001 e.
B Hosibpe 2009 o. — eocnumanuzayus 6 COKK/I 6 cés3u ¢ no-
sA6AeHUueM 00blUKU 8 NOKOe HA (YOHe NPUCMYNO08 YHAUEHHO20
cepoyebuenUsi, 0MeKo8 HUNCHUX KoHeuHocmell. /[ns uckaro-
venus THJIA 05.11.2009 e. boavHoMy 6binoAHEHA AHUONYAb-
MOHOZpauss — NPUBHAKO8 MPOMOO08 He BbisABAEHO, OOHAKO
sagpurcuposana JII evicokoii cmenenu (puc. 1). Ha gone ae-
YeHUsl 3aghUKCUPOBAHA NOAOICUMENbHASI OUHAMUKA, NAYUEHM
BbINUCAH 8 C653U C YayduleHuem cocmosuus. 25.01.2011 e. 3a-
pecucmpupo8ano yxyouieHue coCmosiHusl (603HUKHOBeHUe na-
poKcuzmMa mpenemanus npedcepouii ¢ 4acmomoii cepoeuHbsix
coxpauenuti — YCC — 145 6 munymy), nayuenm eochuma-
ausuposar 6 Camapckyro 2opodckyio 6oavruyy Ne 3. Ha cma-
yuonapuom smane 26.01.2011 e. napokcuzm mpenemanus Ky-
NUPOBAH BHYMPUBEHHBIM (8/8) 86e0eHUeM KOPOapoHa, 0OHAKO
00bIUIKA 6 NOKOE YCUAUAACh, Hapacmana caabocmb. [layuenm
nepesedern 8 COKKII ons danvHeliuteco 06credo8anust (Uckaro-
yenus T9JIA) u koppexyuu reverus.
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Puc. 1. Aneuonyavsmonoepagus navuenma B., 2009 e.
Jlannbix, noomeepucoarougux naruvue TIJIA, ne visieneno. Ilpusnaxu JII'

Ha momenm nocmynienus npu ocmompe — COCMOSHUE
cpeoHeii cmenenu mscecmu. Teaocioxcerue HopmocmeHuue-
ckoe. IpyoHas kaemka npu ObixaHuu cummempuyras. Jvixarue
npoeodumcs 80 8ce omoenvl, 6e3UKYAsPHOe, creeKa ocaatie-
HO 8 HUJICHUX OMOeAax, Xpunos Hem, 4acmoma ObiXamenbHbixX
deudcenuir (42U1) — 22 6 munymy. B nonoxceruu nexca — 911
24—26 6 munymy. Ipanuuvt cepoua ne cmewensi. O6pawja-
em eHumarue axuenm Il mona 6 3ome JIA, pumm npasunv-
Hotit, Y4CC — 90 6 munymy. Apmepuanstoe daeénerue (All) —
120/80 mm pm. cm. Ileuensv evicmynaem u3-noo Kpas pebeproil
dyeu Ha 3 cm. Omeku HuxcHell mpemu eoaerei. OcmanbHble
opeanyl u cucmembl — 6e3 namonoeuu. ObulekauHu4eckue ana-
AU3bL KpoBU U Mo4u 8 Hopme. M3 Ouoxumuueckux noxasame-
seil ommeuero nosviuerue D-dumepa do 0,89, MB-gparuyuu
Kpeamungpocghokunaszst — do 36,9 ME. Obwuii ousupy-
oun — 12,6 mxmonv/n, aranun-amunompancgepaza — 60,7 ME,
acnapmam-amuromparcgepaza — 61,3 ME, eammazaoma-
munmpancnenmuoaza — 84,7 ME, aaxmamoeeudpoeenasza —
1549 ME, wenounas cpocghamaza — 104,7 ME. Tpononun
MEmoOOM Ka4ecmeeHH0e0 ONpedeeHUss — OMpPUUAmMenbHblil,
YDO8eHb HAMPULLYPEMUHECK020 NeNMUAA COOMBEMCMBYem 6epx-
Hell epanuye Hopmbl. AHAAU3 KPOBU HA AHMUMeNAa K 8Upycy um-
MyHoOeguyuma enosexa (BUY) — ompuvuamenshbiil.

Dnexkmpokapouoepamma (IKI) npu nocmynaenuu: pumm
CUMYCO8bLI, OMKAOHeHUe neKkmpuueckoil ocu eénpago, YCC —
90 6 munymy, npuzHaku 610kadvel npaeoil Hoxcku nyuka luca
(BIIHIIT), yeeauuenue npasoeo npedcepousi, npagoeo diceay-
douka (112K), onumenvrocmo unmepeana QT — 0,48“. Ilo dan-
HbiM axokapouoepaguu (IxoKI) — evipaxcennas ounamauus
npaeswix omoenoe cepoua (ILK — 45 mm), omrocumenvHas Hedo-
cmamouHocmb mpexcmeopyamoeo kaanaua Il cmenenu. Ilpeo-
noaaeaemoe daenerue 6 ILXK — 88 mm pm. cm. Hedocmamou-
HOcmb aopmanvroeo kaanaua I cmenenu. 3o euno-, akunesuu
Hem. Ppakyus 8bl6poca 1e60e0 jncenyoouxa — 65 %.
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C yuemom KAuHUMECKUX OGHHBIX (BbIPANCEHHAS 00bIUKA,
omexu eonereil, Hatuuue JII, He3nauumenvHoe noBblULeHUE
D-dumepa) k aeuenuro dobasnen sapghapur 6 HA4aNbHOU 003e
Sme. 27.01.2011 e. y 60161020 803HUKAO NPECUHKONANbHOE CO-
CMosiHUe 8 NOA0MCEHUU AeXca HA (POHe BbipadiCeHHOU 00blul-
KU, nocae yeeo oM Obll nepeeedeH 6 omoeneHue PeaHuMauul
u unmencusHoli mepanuu. Ilpoeooumoe neuenue — eapghaput,
2eNapuH, GHMAOHUCMbL KAAbUYUsl, HUMPAmbl, OKcueeHomepa-
nus. s uckmovenus THJIA 28.01.2011 e. 6 cpourom nopsioke
BbINOAHEHA OUACHOCMUMECKAS! AHEUONYAbMOHOSDAQUSA: CMEOA
u eemau JIA pe3ko pacuiupervt, c60000HO NPOXOOUMBL, NPOCAe-
Jcusaromcest 0o nepugepuseckux omoenos, NPU3HAK0s mpomoos
He eviaeneno (puc. 2). Haenenue 6 JIA — 93/36/55 mm pm. cm.
npu AIl 124/91/99 mm pm.

Puc. 2. Aneuonyavmornoepagpus nayuenma B., 2011 e. Ilpusnaxu JIT

Tlpu kamemepuzayuu npassix omoenos cepoya daeneHue
8 JIA cocmasuno 93/36, a cpeduee dacnenue 8 JIA — 55 mm pm. cm
(HopmbL: nuKoeoe cucmonuyeckoe dasaerue — 25—30, duacmo-
auveckoe — 10— 15, cpednee — 17—23 mm pm. cm.). CucmemHoe
Oasnernue — 124/91, cpednee dasnenue 6 aopme — 99 mm pm. cm.
(HopmbL: nuKoB0e cucmonuueckoe dasnerue — 90— 140, duacmo-
auueckoe — 60—90, cpednee — 70— 105 mm pm. cm.).

Saxnrouenue: nodospenue va ILUIT. Ocmpoiii 6azopeak-
MUBHbILL Mecm He NPOBOOUNU 8 CBA3U C NOAYHEHUEM NAUUEHMOM
K MOMEHmMY Uccaed08aHuUsi OMUmMensHOU npeduiecmeyroueli me-
DPanuu GHMAOHUCMAMU KAAbYUSL.

Obcaedosanue 001bHO20 0ObIAO OONOAHEHO NPOBEOeHUEM
Xxoameposckoeo moHumopuposarus IKT, 6 xode komopoeo Hao-
HCeny0oHKO0B0IL U ceny00UK080U IKMONUMEeCKOl aKmMUEHOCMU,
a makKoice uemMu4ecKux UsMeHeHull He golsignero. Pezyaomam
mecma 6-MuHymHou xo0u0b: — 215 m.

B ces13u ¢ nosmopenuem npecuHKonanbHbIx snu30008 Nayu-
eHm Obia OCMOMPEH He8PONAMON0OM: CUMNIOMO8 N0KANbHO20
NOpadscens YeHMPANbHOU HEPEHOLL CUCIEMbL He 0OHAPYICEHO.
Koucyavmauus kapouoxupypea: 8 npome3upoeanuu mpuKycnu-
0anbHO20 KAGNAHA He Hydcdaemcsi. Botnoanenue paduovacmom-
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HOU abAsiyuu Kasa-mpuKycnuoaIbHo2o nepeulelika Ha MOMeHm
ocmompa ne nokazaro. C yuemom 00HOKPAMHO20 03HUKHOBEHUS
napokcuzma mpenemanus npeocepouil 6e3 AHMUAPUMMUHECKOL
mepanuu 6016HOMY PeKOMEHO0B8AHO KOHCEPBAMUBHOE NeHeHUe.

Iposedennoe aeuerue: kopoapor 6 doze 200 me no 1 ma-
bnemie ympom u eeuepom, eapgapun — 2 maonemku 6 19.00,
npecmapuym — 2,5 me ympom, HOpMoounur — 5 me eeuepom, ee-
napur — 1000 EIl/4 6/8, kaekcan — 0,8 me noo Koxcy sxcusoma
2 pasza 6 denv ympom u eeuepom. s docmudicenust Heobxoou-
MO0 QHMUKOAYASIYUOHHO20 Ihhekma 6 nepuod HacblujeHus
8aphapuHom OOHOBPEMEHHO HA3HAYAAU 2eNapuH 8 Ae4eOHOl
dose (6 OPUT — HedhpaxuyuoHuposanHblil 2enapum, npu nepeeo-
0Oe 6 Kapouonoeueckoe omoeneHue — KAeKCaH,) ¢ Nocaeoyouelt
OMMEHOIL 2eNapuHa npu MelCOYHAPOOHOM HOPMAAUZ0BAHHOM
omuouwenuu (MHO) 2,0—3,0 (6 danrnom cayuae — Ha 4-1i Oenb).

Ha ¢hone newenus cocmosinue nayuenma yayMuLuaoch: co-
Kpamunace 00bluiKa, 0CCMAHOBUACS CUHYCOBbILL PUMM, YMEHb-
WUAUC NPUSHAKU CEPOeMHOLl HeOOCMAamO1HOCI, NOBbICUAACD
MoAepaHmHoCMb K u3uHeckoll Hagpyske.

Mannvie IxoKT 6 dunamure (04.02.2011 e.): [I2K — 48 mm,
mpuKycnudareHblil kKaanan — peeypeumauus Il cmenenu, cu-
cmoauveckuil epadueHm — 66 Mm pm. cm., npeononazaemoe 0as-
senue 8 IIK — 76 mm pm. cm., daeaerue 8 JIA — 76 mm pm. cm.

Ha ocrosanuu kaunuveckux OGHHbIX U pe3yibmamos npo-
6edennbix obcaedosanuii 6bir ycmanoenen ouaenos T, Ila-
poKcuzm mpenemarust npedcepouti om 25.01.201 1 2., kynuposan
26.01.2011 &. Hedocmamounochs MpUKycnuoanbHoe0 KAANaHa
misincenoti cmenenu. BITHIIT. Hedocmamourocmo Kpoeoobpa-
wernust 1A cmaduu 111 hyrxyuornanvroeo knacca (PK) c mpanc-
gopmauueir do 11 DK. Aneuonyaemonoepaghus om 28.01.2011 e.
Xporuueckuii eenamum B.

04.02.2011 e. nayuenm evinucan O0OMOIL C YAVHUICHUEM
COCMOSIHUSL, OaHbL PEKOMEHOauuu no npuemy Hpenapamos:
sapgapun 6 dose 5 me nod konmposem MHO (ueaesoe 3uave-
Hue — 2,0—3,0), amnodunur — 5 me, nepundonpun — 5 me no %
mabnemku. Pexomendosarvt nocmosiHHoe HabarooeHue Kapouo-
n0ea, kompoas IxoKI 6 dunamure.

06cy:xpeHue

Jleuenue JII' mpencrapisieT OJHY U3 CAMbIX CJIOXKHBIX
npobJjieM CoOBpeMeHHOI Kapauojoruu. Heobxoaumo ot-
METUTbh, UTO B uLejoM JIT' sBasgeTcsa nmatogusnonoruye-
CKUM UM reMOAMHAMUYECKUM COCTOSIHMEM, a He KJIMHU-
YECKUM AMarHo3omM. B kauecTBe KIMHUYECKOTO AUAarHo3a
MOXHO pacCMaTpuBaTh TOJAbKO 0cO0y10 hopMy 3a00sieBa-
Hus — nepsuuHylo JIALL B taHHOM npuMepe HaMmu caena-
Ha MOTNbITKA UCKJIIOUUTD Y MallMeHTa OCTaJbHbIE TPYITIbI
JIT, aBastoliecs: BTOPUYHBIMUA COCTOSTHUSIMU TIPU pas-
JIMYHBIX 3200JIeBaHUSIX U MATOJOTMYECKUX HApYIIEHUSIX,
B ToM uncie ipu BUY-undexunu u TAJIA. [1peaukro-
paMu HeOIAronpusATHOTO MPOTHO3a B JAHHOM Ciydae
ciyxxwm 111 @K JIT, Huskue pe3yasraThl TecTa 6-MUHYT-
HOIt X0nbObl, HATMUYME ACCOLMUPOBAHHBIX MPEICEePAHBIX
apUTMUI U COMYTCTBYIOIIETO XPOHMYECKOTO BUPYCHOTO
reratuta. [1oJIOXUTENbHBII OTBET HA TEpanuio aHTaro-
HUCTaMM KaJIbLIMSI B COYETAaHUM C Bap(hapruHOM MO3BOJISI-
€T CUUTaTh BbIOpAHHYIO TAKTUKY BEPHON U PEKOMEHI0-
BaTh JaJIbHEUIINH TTpreM YKa3aHHBIX MpernapaToB.

3aKknoyeHue

B cBs13u ¢ TskecThio 3a001eBaHUST M HEOJIAronpusIT-
HBIM MPOTHO30M HalueHThl ¢ JIT' JOJKHBI Ha MPOTSKe-
HUM BCEW XKM3HU HAOJIIOAAThCS B CHELIMAIM3UPOBAHHBIX
neHrpax. JleueHue 6oabHbIX ¢ JII' rmaBHBIM 00pa3oM Ha-
MpaBjeHO Ha MaKCUMaJbHOE CHUXKEHUE naBiaeHus B JIA,
npouIakTUKy TpoMOOooOpa3oBaHUs, KYIMUPOBAHUE
CUMNTOMOB CepAeyHOil HemocTaToyHocTH. K coxaie-
HUIO, IPUMEHEHNE JOPOTrOCTOSIINX aHTATOHUCTOB DHI0-
TEJIMHOBBIX PelEeNnTOPOB, MPOCTAHOUIOB, UHTMOUTOPOB
dochoanacrepasbl, He TOBOPS YK€ O BBICOKOTEXHOJIO-
TUYHON XUPYPruyecKoOu MOMOLIU, B HALIEW CTpaHE I
OOJIBIIMHCTBA MAlMeHTOB HETOCTYITHO. BEpOsSTHBIM BbI-
XOJIOM M3 CUTYyalluM MOXET CTaTh CO3JaHUE €AUHOTO pe-
TUCTpa U MPUHSITHE TIPOrpaMM OECIIaTHOTO JIEKapCTBEH-
Horo obecriedeHus1 60abHbIX ¢ JIT.
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