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KnuHnyeckuin cnyyaii / Clinical case
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Pesiome

CraTbs NOCBALWLEHA KNMHUYECKOMY C/Iy4al0 COMETaHWUs MAMOMNATUYECKOW NEroYHOW rMNepTeH3nM 1 OTKPLITOrO OBaNbHOMO OKHa
MeXnpencepAHON Neperopoaky y MONOJOro MyxuyuHbl 21 rofia C NPOrpeccupyowmnM CHUXKEHUEM BEHTUNSALMOHHON QYHKLMK
nerkunx. B3aumMooTHoLEeHWE NEroYHOM apTeprUanbHOM TMNepPTEH3UM C OTKPbITbIM OBasiIbHbIM OKHOM MEXMNpeacepAHON neperopoa-
KM NPAKTUYECKM HEe OMUCAHO B NUTEpaType, MOCKO/bKY PEAKO BCTPEYAETCS B KNMHUYECKOM npakTuke. CornacHo knaccudukaumm
NErOYHYI0 TMNEPTEH3UIO LeNsT Ha MAMONATUYECKY (MEPBUYHYIO), BTOPUYHYIO U NIEFOYHYIO TMNEPTEH3MIO, BbI3BAHHYH ApYrUMuU
npuyunHamu. B natoreHese nt6oi nerouyHoin apTepuanbHoM rMnepTeH3nn BaxHas pPosib MPUHALNEXUT KOMMNEKCY COCYAMCTbIX
MU3MeHeHu. Bepudukaums cocyamcrbix MU3MEHEHU MPOBOAMTCS HA FMCTONOTMYECKOM YypoBHe. BapnaHTamMu namonaTmyeckon
NIErOYHOM rMNepTeH3MKU 9BNFIOTCS NAeKCMbOPMHaa 1 TpoMBOTMYECKas apTepMONaTUS, BEHOOKK/IO3MBHAs 60ne3Hb, KaNUANAPHbIV
remMaHrnomaros. OTKpbITOe 0BaNbHOE OKHO Kak CTPYKTYpHas aHOManus cepiua B3pocnoro (pyAuMEHT 3MOPUOHANbHOMO KPOBO-
obpalLeHuns) obycnaBnmeaeT pasHoobpa3Hble reMOANHAMUYECKME HaPYLLIEHWS, KOTOPble MOTYT BAWUATb HAa NaTOreHe3 pas3BuTUS
Nero4YHOM rmnepTeHsuu. B cuny 3Toro BbI3blBaeT MHTEPEC MPeKNIMHUYecKoe HabaeHne coveTaHus nnekcdopMHoM 1 TpoMbo-
TUYECKOM apTep1onaTlM C OTKPbITBIM 0BaNlbHbIM OKHOM MeXNpencepaHOM Neperopoiku y MONOAOT0 MyxuuHbl 21 rofa v nonbITka
onpeLennTb poib OTKPLITOrO 0BalbHOTO OKHA B MPOrpecCcMpoBaHUM NNEFrOYHOM TMNEPTEH3UM U BIUSHUM €ro Ha nedenue. AuarHos
MAMONATUYECKOM NErOYHOM rMNepTeH3Un Oblal NOCTAaBAEH HA OCHOBAHMM KIMHUMYECKOM KAapTWHbI, 1abopaTopHbIX MoKasaTtenen,
pe3ynbTaToB 3XoKapanorpaduu, AaHHbiX KT v rmcTonorMyeckoro nccnenoBaHms CocynoB nerkmx. B oaHHom ctatbe obcyxaaerca
BOMPOC O 3HAaYEHMU OTKPLITOro OBaNbHOMO OKHA B MAaTOreHe3e MAMONATUYECKON N1IeroYHOM rMnepTeH3nm.
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Honorus
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Abstract

the article is devoted to the clinical case of combined idiopathic pulmonary hypertension with an open foramen ovale of the
atrial septum in a young man of 21 years old with progressive decrease in lung ventilation function. The relationship of pul-
monary arterial hypertension with an open foramen ovale of the atrial septum is nearly not described in the literature, as it
is rarely found in clinical practice. According to the classification, pulmonary hypertension is divided into idiopathic (primary),
secondary and pulmonary hypertension caused by other causes. In the pathogenesis of any PAH, an important role belongs to
a complex of vascular changes. Verification of vascular changes is carried out histologically. Variants of idiopathic pulmonary
hypertension are plexiform and thrombotic arteriopathy, veno-occlusive disease, capillary hemangiomatosis. An open foramen
ovale as a structural anomaly of the adult heart (a vestige of embryonic blood circulation) causes a variety of hemodynamic
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disorders that can affect the pathogenesis of pulmonary hypertension. Because of this, preclinical observation of a combination
of plexiform and thrombotic arteriopathy with a patent foramen ovale of the interatrial septum in a young man of 21 years
old and an attempt to determine the role of an open oval window in the progression of pulmonary hypertension and its effect
on treatment is of interest. The diagnosis of idiopathic pulmonary hypertension was made based on the clinical picture, labo-
ratory parameters, echocardiography and histological examination of pulmonary vessels. The article discusses the importance
of a patent foramen ovale in the pathogenesis of idiopathic pulmonary hypertension.
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BBELOEHME

JlerouHow aptepuanbHoi runeptersunent (JIAI) Ha3biBaeT-
€S COCTOSIHME, KOTAA NPU KaTeTepU3aLMm ero4Hon apTepum
kaTeTepoM CBaHraHca u sxokapauorpadum (IxoKrT) onpe-
LlenseTcs noBblleHWe CUCTONMYECKOrO AABNEHUS B NIeroy-
Hoi apTepuu (COJ1A) 6onee 30 mm pr. cT. [1]. Knaccudumkaums
JTAT mena Heckonbko pefakuMin u npeTepnena onpeneneH-
HYIO 3BOJIIOLMIO, MOCEAHMIA BapWaHT Obin NpUHAT B Huuue
B8 2013 r, B KOTOpOW BblAENWAN MAMONATUYECKYIO (paHee —
NepBUYHYI0) M BTOPUYHYIO IEFOYHYKO TMNEPTEH3MIO, @ TaKKe
[Lpyrve BapuwaHTbl, MPY KOTOPbIX UMEeT MecTo NOoBbIeHME
[aBneHus B neroyHomn aptepun [2-5]. CywectsyeT knaccu-
dukaums, pasgengiowas JIAI Ha KanuanapHyto, npe- 1 NocT-
kanunnapHyto [6]. D. Heath, J.E. Edwards 8 1958 r. mopcono-
rMYecku BbIAENUAN 6 KNACCOB BbIPAKEHHOCTM apTepUanbHOA
runepreHsum [7].

B npakTuke naTtonoroaHaToMoB MCMONb3yeTCs Knaccudu-
Kauus neroyHom runepteHsun (/1IN no nokanmnsaumu (aprepmm
unu BeHbl) ee paseutug [1, 8]. Mpu nopaxeHun BeTBen neroy-
HOWM apTepuu BbIAENSKOT uanonaTuyeckyt (nepsuyHyto) J1I,
TpoMboTnyeckyto / Tpomboambonuueckyto JI, runepTeHsuio,
CBSI3aHHYIO C APYrMMU NpuunHamu. [Mpu nopaxeHun BeHO3-
HOM CMCTEMBI NErKMX BbIAENSIOT BEHOOKK/I03MBHYO B0ne3Hb,
3KCTPaNeroyHyt BEHO3HY 0BCTPYKLUMIO, KANWUANSPHbIA re-
MaHrnomartos [9, 10].

OcHoBHbIMM nNpu3Hakamu JIAT saBnstoTcsa runepTpodums
MbILLEYHOM 060104KM Pa3HOM CTENEHM BbIPDAXXEHHOCTU B CO-
YeTaHMW C IKCTEHCUMBHBIM CY)XEHWEM MPOCBETOB BeTBEN fe-
royHon aptepwmu (J1A) 3a cueT HMbpo3nacTosa UHTUMbI, My-
CKynspu3aLus CTEHOK apTepuon, C 06pa3oBaHMEM MIEKCYCOB
W pa3BUTMEM aHTMOMATO3a BOKPYr YacT U3 Hux [8, 11]. B na-
ToreHese noborn JIAl BaxkHas ponb NPUHAONEXUT KOMMAEKCY
COCYAMCTbIX U3MEHEHWI, BKKOYAIOLWMX 06pa3oBaHmue niek-
CyCOB, AUCHYHKLMIO SHAOTENMANbHBIX KNETOK, MX anonTosa,
nponundepaumio rafkux MblllL, CTEHOK COCYLOB U UX TPaHC-
onbdepeHumposky [12].

Mpunonatuueckas (nepsuyHag) JIAT (UJ1AT) B obwew no-
nynaumun Bcrpedaetcs ot 1 o 3,7 Habnogerumit Ha 1 000 000
Hacenenus [13, 14]. UJIAT yawe HabnAAT Y XKEHLWMH —
COOTHOLWEHME XKEeHWMH U MyK4MH cocTaBnseT 1,8-3,9 : 1
[13, 14]. Mononatuyeckyto (nepsuuHyto) JII paspenstor Ha
nnekcMOopMHy aptepuonaTtuio, TpomboTuyeckyto JIT,

NEerovyHyr BEHOOKKIIH3UBHYIO 60N€e3Hb, NErOYHbIA Kanun-
NAPHbIV remaHrnomaros [15, 16]. HekoTopble aBTopbl Bblae-
NS0T HETPOMBOTUYECKYIO MEPBUYHYIO NIETOYHYI0 apTepuo-
natuto [17]. buoncus nerkoro He BCeraa MOXET ONpeaenaTh
3a6071eBaeMOCTb U CMEPTHOCTb, BO3MOXHOCTb TPaHCMaHTa-
LMK NETKMX, YTO LOSMKHbI ONpefensTb KAMHULKCTLI [18].

KnuHuueckn WUJTAT Bo3HMKaET, Kak NpaBuio, B BO3pacTe
20-40 net, npu 3TOM NnekcMdopMHas aHrMonaTms B 2 pasa
Yalle BO3HMKAET Y XKEeHLMH B 4-i1 gekage xusHu. [Ing 3to-
ro BapuaHTa JIAl CBOWCTBEHHA OAbILWIKA, CUHKOMNA/bHbIE CO-
CTOSIHMS, YCTanoCTb, FOIOBOKPYXeHUe. IToT BapuaHT UIAT
pexe HOCUT CEMENHbIN XapakTep, 5-NeTHAS BbIXXMBAEMOCTb
nauneHToB Konebnetcs ot 25 o 50% [19]. MyTtaums B ko-
avpylowei obnactu reHa peuentopa KOCTHoro mopdgore-
HeTuyeckoro 6enka 2 (BMPR 2) BcTpevaeTcs B NONOBUHE
CEMEWHBIX CNly4aeB W MPUMEPHO B YETBEPTU CrMopajuye-
CKMX C1y4aes.

OTkpbiToe oBanbHoe okHO (O00) He aBNSETCH BPOXKAEH-
HbIM MOPOKOM, HO PYAMMEHTOM HOPMaNbHOrO KpOBOOOpa-
WweHnsa 3MOPUOHA, U OTHOCKUTCS K CTPYKTYPHbIM aHOManu-
am ceppua y B3pocnbix (CAC) [20], npu 3TOM MMeeT MecTo
remoamMHamuyeckmin copoc. ®opma OO0 MoxeT HbITb pas-
HOOBpPa3HOM OT MPOCTOro OTBEPCTUS, MPUKPLITOrO 33CA0H-
KOW, O AJIMHHOTO M3BMAMUCTOro npoxoda [21], ¢ kpasgmu
pa3HOM TONLWMHbI, MHOFAA — C HaNM4MeM knanaHa [22, 23].
PacnpoctpaHeHHocTb OO0 npu aHanmze 9000 aytoncuin
konebnetcs ot 15 no 35% [24], a npu aHanu3e AaHHbIX
IxoKl - ot 15 go 25% [25]. 000, kak npaBuno, He nNpu-
BOLST K MOBbIWEHWIO AABNEHUS B NErOYHOM apTepun B OT-
nnyune OT ApYrUX BapuMaHTOB BPOXAEHHbIX M npuobpe-
TEHHbIX MOPOKOB CEPALA, CMOCOBCTBYOWMX Pa3BUTUIO
noctkanuangpHon JIAT [6]. YnopHas runokcemMus y B3poc-
nbix ¢ OO0 MoxeT ObITb CBSI3aHA C MOBbLILLIEHUEM [ABNEHUS
B NPaBOM XenyLouKe CepAla U MOXET COYeTaTbCs C UAMO-
naTMYeckon NeroYHowm rmnepTeHsunen, sM6onnen NeroyHom
apTepuu, a Takxke cnocobcTBoBaTb Pa3BUTUIO TPOMOO3IM-
60/1Myeckoro CMHApoOMa B cucteme 6OMbWOro Kpyra Kpo-
Boo6pauweHuns [20]. B kpagx OO0 moryt dopmupoBaTtbCs
MPUCTEHOYHbIE TPOMBbI C pa3BUTHEM MapaLOKCaNbHOW Be-
HO3HOW 3MB0AKuK, KOTOpas MOXeT ObITb CBSI3aHa C MOBbI-
LWEeHHOM CBEepTbIBAEMOCTbIO KPOBU, MHOTAA NPUBOAS Y MO-
NOAbIX K OCTPbIM MHbApPKTaM MMUOKapAa, UWEMUYECKUM
MHdapkTam ronosHoro mosra [20].
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KIMHUYECKUIA CNYYANA

M. 21 ropa 28.09.2023 noctynun B ®IBY «<HMUL, BMT
nmenun AA. BuiHesckoro» MuHobopoHbl Poccuu, Haxoguncs
Ha MCKYCCTBEHHOMW BeHTUAALMK nerkux (MBJT).

AHamHe3 6one3Hu. boneH c uoHsa 2023 r., kKoraa nocne
nepeHeceHHOW NHEBMOHWM NOSBUAACH OAbIWKA NpU Xoabbe
Ha 50-100 meTpoB, nepuoamnyeckm Bo3HMKan 60neBon CMH-
[pOM 33 TpyAMHOM, OTKALNMBAHME KPOBSHUCTOM MEHUCTON
MOKpOTbI. B ceHTa6pe 2023 r. obpaTtunca B ®IKY «1586 BKI™»
MuHo60pOoHbI Poccuu, roe Bbina 3anogo3peHa peuuanempy-
towas Tpombo3mMbonus neroyHbix aptepuit (T3J1A), octpoe
neroyHoe ceppue. 28.09.2023 6bin nepeseneH B OIBY
«HMUL, BMT umenun A.A. BuwHesckoro» MnHo6opoHsbl Poc-
cun. Mpu noctynneHmun obuiee coctogHMe naumeHTa Bbino
pacLeHeHo Kak Tsxenoe, 06ycnoBaeHHoOe AeKOMMeHCalUnen
CEepAEYHOM M OpIXxaTenbHOM HegocTaTodyHoCTu. [Tpn ocmoTpe:
nauMeHT HOPMOCTEHUYECKOTO TENOCOXEHMS, YAOBNIETBOPU-
TeNbHOro NuTaHMs. KoxHble NOKpoBbl 6iefHble, yMEPEHHON
BAAXHOCTU. Temnepatypa Tena 36,8 °C. MNaumeHTy ocyLwecT-
BASNACh Noaaepxka AapixaHus nytem MBJT yepes Tpaxeocto-
MUYeckyto Tpybky, B pexume P-SIMV ¢ napameTpamu BeH-
tmngumm: YU 14 B My, P nogaepxkn 13 cm H,0, PEEP 5 cm
H20, FiO, 40%,V 550-650 mn, MO, 8-9 n/mMuH, SpO, 94%.
MNpv ayckynbTauMmn — AblXaHUE XeCTKOe, MPOBOAMTCS BO BCE
OTAENbl, XPUMOB He BblCNywwnBaeTcs. BusyanbHo obnactb
cepaua He usMeHeHa. [ynbc — 96 B 1 MUH., pUTMUYHbIN,
YAOBETBOPUTENIbHOTO HAMOMHEHWS, HE HanpsXXeH, Aedbuum-
Ta nynbca HeT. ApTepuanbHoe fasnenune — 124/76 mm pr. CT.
ToHbl cepaua ocnabneHsbl, pUTMUYHBI, aKLLEHT BTOPOro TOHA
Ha JTA, cuHycoBas Taxukapams 8o 120 B MUH., CHUXEHME Ca-
Typauuun no 88% npu ObIXaHMM aTMOCHEPHbLIM BO3AYXOM,
npu Y3 6bin BbiIBAEH BbIMOT B MJIEBPAJSIbHbIX MOAOCTAX.
B neHb noctynneHus 6bina BoinonHeHa KT-aHrmonynbMo-
Horpadus, npusHakos TOJIA He obHapyxeHo. lpu kaTeTe-
pM3aunu NerovyHoMm apTepun C NpoBeLEHMEM TecTa Ha Ba-
30peakTMBHOCTb — C[J1A coctaBuno 130 mm p. cT. Ha doHe
noakntodeHns uHcydbnsumm NO oTMeYeHo KpaTkoBpeMeHHOe
yAyylleHne B BULE YMEHbLUEHWUS BbIPAaXXEHHOCTU OAbILLKM,
YBENMYEHUS HACIWEHMS KUCNOPOAOM apTepuanbHOi Kpo-
BMW, OLHAKO COXPaHSANACh NOCTOSHHAsA NOTPeOHOCTb B MHrang-
LMK KMCNopoaa Yepes HOCOoBble KaHtonu. lNposoamnacs and-
dhepeHuManbHag AMAarHocTMka Mexay TybepKyne3om nerkux,
OHKOMNaTonorMen, TpoMbodunnen, MAMONATUYECKUM UHTEP-
CTUUMANbHBIM 3a60N1E€BAHUEM NIETKMX.

OxoKl 6bino nposepeHo 09.09.2023, 04.10.2023,
24.10.2023, 17.11.2023, 28.05.2024, 31.05.2024, 03.06.2024.
Mpn 3xoKT Habnopanu amMnataumio NpaBbix Kamep cepaua
(o6vem npasoro npeacepams (MM) - 74, 95 M), ¢ yMeHbLUe-
Hnem 06beMOB neBbIX kamep cepaua (06bem neBoro npen-
cepaua (M) - 11, 17 mn). NapafokcanbHoe ABUKEHME MeX-
XeNya04KoBOW Neperopoaku, BbibyxaHue mMexnpencepaHon
neperopoaku (MIM) B ctopony JIIN ¢ npu3Hakamu QyHKLMO-
HMPYIOLLEro OBa/bHOMO OKHA C MPaBO-€BbIM LYHTUPYHOLWMM
KPOBOTOKOM 4epes Hero (wupuHoi 4 mm). CJTA cocrasuno 60,
70,100, 140, 160 MM pT. CT. COOTBETCTBEHHO. BbisiBNeHa aunata-
LMs IEFOYHOM apTepUM 1 ee BETBEN NMPU CHMKEHUM CKOPOCT-
HbIX MNOKa3aTenen Nero4Horo KpoBOTOKA; TPOMBOB Ha YpOBHe
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CTBOJIA IErOYHOM apTepun U BU3yanu3MpyeMoin 4actu ee BeT-
Bel He bbl1o BbisBAEHO. TonwuHa ceoboaHoM cteHku MXK co-
crasuna 0,5-0,6 cM C BbipaXKeHHOM TpabeKyNapHOCTbIO NOJo-
CT1. Peryprutaums Ha knanaHe neroyHon aptepmm — 1-2-i CT.
TpukycnmaanbHas peryprutauus — 2-i cT. MuTpanbHas pe-
ryprutaums — 1-i ct. HMB 18 MM, konnabupyeT Ha Booxe 60-
nee 50%. TAPSE - 15 MM. [p13HaKOB HapyLUeHWs NoKabHOM
cokpatutenbHon GyHkuum JIK He BbisBNeHo, ppakums BbiGpo-
ca (PB) JIK He3HauuTenbHO yBENMUMBanach ¢ 54 no 59%.

Mpu IxoKT ot 17.11.2023 Ha ¢oHe B/B BBEAeHMS LODY-
TaMWHa W KMCNOPOAHOW NOALEPXKKM Obina BbIIBNEHA CUHY-
coBas Taxmkapamm (UCC 116/MuH). Ing oueHkn oTBETA HA
npobHyto Tepanuio Ao nHranauumn NO ¢ nomoLLblo annapara
«TUAHOKC» pacuetHoe CJTA no mOTOKY TPUKYCMMAANbHOM
perypruTaummn coctaBuno 160 mMm pt. ct. [ocne 5-7 MUH. UH-
ransunmn NO pacyetHoe COJIA coctasuno 120 MM pr.cT.

[pn HeooHOKpaTHBIX NEPPY3MOHHbIX CLMHTUIPadUsX ner-
knx ¢ ODIKT/KT 6binn BbiSIBNEHbI MHOXECTBEHHbIE OYaroBble
nepdy3noHHble n3MeHeHUs B 0bomx nerkux 6e3 foctoBep-
HbIX KT-Np13HAaKOB M3MEHEHMI NEerOYHOM NapeHXMMbl B 30-
Hax rmnonep@y3uu, 4To YKa3blBano Ha BbICOKYK BEPOSTHOCTb
T3J1A npu obwwem geduumte nepdysumn okono 33-35%.

Mpu KT nerkmx ot 28.09.2023 n 19.02.2024 6bina BbI-
SBNeHa KAapTMHA [BYCTOPOHHMX MPUKOPHEBbIX UHTEPCTU-
LManbHbIX MHOUABTPATUBHBIX M3MEHEHWUI C HAaNMUMEM pa3-
PO3HEHHbIX MOJMCErMEHTAPHbIX Y4AaCTKOB aflbBEONSPHOWM
MHOUNBLTPaUMM B 060MX NErKMx, YTO COOTBETCTBOBANO CMe-
LWAHHOMY OTeKy Nerkux U/unu n3MeHeHUsM UHOEKLMOHHO-
BOCNANUTENbLHOMO reHesa, Npy HaAU4yMKM MPU3HAKOB Me-
perpy3ku npasblX OTAENOB CepAua C peTporpagHbiM
PedOKCOM B HUXKHIOKO MOYIO U NMEeYEHOYHbIe BEHbI, @ TaKKe
KT-npu3Haku apTepvanbHOM NErOYHON rMNEePTEH3UM.

13.05.2024 npu KT nerkux MMeno Mecto yMeHbLUeHue
nAoWaan 1 MHTEHCMBHOCTM KOHCONMMAAUMKM B cybnneBpanb-
HbIX OTZENAX NPU COXPAHEHUM YYACTKOB YMIOTHEHUS MO TUMY
«MaTOBOrO CTeKNa» B NPUKOPHEBbIX 06N1acTaX C 06enx CTOPOH.

29.05.2024 npu cpasHeHun ¢ KT-uccneposaHmem ot
13.05.2024 obHapyxeHO nosBneHue B HUXHMX Aongx 06o-
MX Nerkux, bonblue cneBa, MHOXECTBEHHbIX NepUBpPOoHXManb-
HbIX YYaCTKOB UHPUABTPALMK, B BUAE CIIMSIHUS Mexay COOOM
4aCTK 04aroB B 30HY KOHCONMMAALMM, MPU 3TOM B 06OMX ner-
KMX COXPAHSINCh YH4aCTKMU MHTEPCTULMANBHON MHDUABTPaLMK
B MpUKOPHeBbIX oTaenax. OTMeYeHO Takke HEKOTOpPOe yBenu-
yeHue cybnneBpanbHbIX y4aCTKOB MHOUABTPALMK.

Mpu nccneposanmm ®BJ ot 30.10.2023 n 26.02.2024
MMENO MEeCTO TSKENOe HapylleHUe BEHTUNSLMOHHON yHK-
umm nerkmx (OMB1 - 48%; cHMXeHME CKOPOCTM BbIAOXA Ha
BCEM MPOTKEHUWN KPUBOM NMOTOK-06bEM (POPCUMPOBAHHOIO
BbILLOXA CO 3HAUYMTENbHbBIM CHUXEHWEM XMU3HEHHON EMKOCTU
nerkmx). Manesp ®XEJ1 BbINOAHWTL He yAaNoCh (MPOLOMXM-
TENbHOCTb BbIAOXa MeHee 2 cekyHA). B npouecce BbinonHe-
HWS AbIXaTeNbHOro MaHeBpa Pa3BMIOCh FOIOBOKPYXXeHUe, ca-
Typauus cHu3mnacb Ao 83%.

PewenuneM koHcunmnyMma 12.04.2024 naumeHTy Hbina Bbl-
NoSIHeHa TOpakockonMyeckas bBroncms NpaBoro Nerkoro, npu
KOTOPOI ObINM BbISBNEHBI MUHMMaNbHbIE NPU3HAKM MAMOMNA-
TMYECKOWM NeroyHon rmunepteHsmu. [Npu nepecmoTpe rmcro-
nornyeckux npenapatos B ®IbY «HNW nynbmoHonorumn»



(MMBA Poccuu 6binm onmncaHbl NOpaxKeHne KPOBEHOCHbIX CO-
CYLOB NPEMMYLLECTBEHHO apTepPUaNbHOro TUMa, 04aroBas
cybnnespanbHas MHbapKT-MHEBMOHMS, nnekcudopmHas ne-
roYyHas apTepuonaTms B COMETaHWM C peumanBMUpYIoLLEN Nne-
ro4yHow TpoMbo3aMbonmelt, 4To B COBOKYNHOCTU MOpdONoru-
YeCKMX NPU3HAKOB MOXKET YKa3blBaTb HA nanonaTmuyeckyto J1I

29.05.2024 6onbHOMY Oblna BbINONHEHA YCTAaHOBKA Mnep-
KYTaHHOM 3HA0CKOMUYECKOW racTpoCTOMbl Ha MepenHio
OPIOLWHYIO CTEHKY.

Mpu 3xoKl oT 31.05.2024 Ha ¢doHe MBI/, B/B BBEAe-
HWs nodaMuHa, obyTaMmnHa NpU CPpaBHEHMMU C AAHHbIMK OT
28.05.2024 coxpaHseTca amMnataums npaBbix KaMep cepi-
L3, Nero4yHoOM apTepuu Npu HEKOTOPOM Y/yylleHUM CoKpa-
TUTENbHOM CNOCOBHOCTUM MUOKApAA NNEBOTO XeNyaoyka C co-
XpaHeHWEM NapafoKCaNbHOMO ABMXKEHUS MEXOKENYA0YKOBOWM
neperoponku. OB JIXK 56%. Pasmepbl kamep cepaua 6e3 cy-
WeCTBEHHOW AMHAMMKKU. Bbicokasg neroyHas runepreH3us,
CONA coctaBuna 130 MM pT. CT.

MaumeHTy NpoBOAMAM aHTMBAKTEPMANbHYIO, racTponpo-
TEKTUBHYI (OMenpas3on), aHTMKOAryAsHTHY, NpoburoTuye-
CKY10, MHDY3MOHHYIO Tepanuio, MPOBOAMAN UHTANSLUMKN OKCU-
[la a30Ta M annpocraguna.

HecmoTpsa Ha npoBeaeHHOe neveHue, Habnoganu npo-
rpeccMpoBaHue 3aboneBaHus, ycyrybneHue abixaTeNbHOM
M NPpaBOXeNy404KOBOM HELOCTAaTOYHOCTU, C peLuanBupy-
IOWMMK 3MM304aMU UHTEPCTULMANBHOTO OTeKa NEerkux Ha
(hOoHe NeroYHo-rMnepTeH3MOHHbIX KPU30B.

Ananusbl kposu: NT-pro BNP 629 nr/mn, KpeaTUHUH —
146,8 mkmonb/n, moyeBuHa - 31,8-11,9 mmonb/n, 06-
wuin 6uanpybund - 30,1 MKMonb/n, NpaMon GUAMPYOUH —
11,9 mkmonb/n, AT — 118 Ea/n, ACT - 60 En/n.

C 25.05.2024 B cBS3M C HapaCTaHWEM AblXaTeNbHON He-
[ocratoyHocT 6bina npopomkeHa MBJ1, tepanua NO. MonbiT-
KW pa3peLleHns NEero4yHom rmnepTeH3mMm KOHCepBaTUBHbBIMU
MeToAaMu NleYeHns B XoLe rocnuTanusaumnun (aMmaogunuH,
cungeHabun, nHransumum «Mnonpoct», BBefeHme gobyTamu-
Ha, cucteMHbix TKC, nHcydnauma okcuaa asora) — 6e3 no-
NOXUTENbHOro TepaneBTUYeckoro sddekTa (coxpaHaeTcs
Tskenas nerovHas runeprteHsus, CAMA 120-130 mm pr. T,
BbIpaXKEHHAs AuNnaTaums npaBbix KaMep CepaLla, 3aCTolHble
SBNEHWUS NO BOMbLLIOMY KPYry KpOBOOBPALLEHMS C HAPYLLIEHW-
€M BEHO3HOro BO3BpaTa, CONPOBOXAAOLMECS HapacTatoLLen
TKAHEBOM MMMOKCHEN).

@opMUpoBaHME [AEKOMMNEHCMPOBAHHOIO NIErOYHOrO
cepiLa B CBOK o4vepefb NpuBeNo K ycyrybneHuto npossne-
HWIA NeYeHOYHO-NOYEeYHOW HepocTaTouHoCTU. CMepTh naum-
€HTa HacTynuaa Npu SBNEHUAX NONIMOPraHHOW (cepaeyHo-
NEero4yHon, AblxaTenbHOM, 6€1KOBOM, Me4YeHOUYHO-NOYEYHON)
HeLOoCTaTOYHOCTM.

buonormnyeckas cMepTb naumeHTa Hbina 3adMKCMpoBaHa
05.06.2024 B 12:40.

3aKYUTENbHbIM KTMHUYECKUIA AMArHo3

OcHogHoe 3a6onesarue. [epBUYHAS NErOYHas runepTeH-
318 TXKENOM CTENEHM.

OcnoxHeHue 0CHOBHO20 3060/1€8aHUS. XpOHUYeCKoe fe-
KOMMEHCUMPOBAHHOE NEroYyHOe cepfLe BACKYNSPHOrO reHe-
3a. BpoxaeHHbI NOpoOK cepaua: OTKPbITOe 0Ba/ibHOE OKHO

€ npaBo-neBbiM copocom. XCH ¢ @B 2A, 4 ®K no NYHA. Ho-
30KOMWanbHasg ABYCTOPOHHAS NOAMCErMeHTapHas MHEBMO-
Hus, Tsdkenoro TedeHns. OPOC Taxenoi cteneHn (MHAEKC OK-
cureHaumm 115%).

OcTpas 6onesHb NoYek MpepeHaNibHOro reHesa oT
26.05.2024 KDIGO 1-# ct.

KapauanbHbit h1bpo3 neveHn ¢ 6eNoK-CUHTETUYECKOW He-
[LOCTAaTOYHOCTBIO U YMEPEHHBIM LIUTONUTUYECKMM CUHADOMOM.

Onepayuu u MaxHunyaayuu. SHLOBUAEOTOPAKOCKONUS
CnpaBa, KpaeBas pe3ekuMs yvyacTka HWXHeN Aoau npa-
Boro nerkoro (12.04.2024). CpeauMHHas TpaxeoCTOMMS
(28.05.2024). MepkyTaHHag 3HLOCKONUYECKas racTpoCTOMMS
(29.05.2024).

MakpocKonuyeckn nerkne C NMOBEPXHOCTU CEpPOBATO-
KpacHble, NaKOBOro BMAA HA pa3pese C y4yacTkaMu Hempa-
BUILHOM U TPeyronbHoM GopMbl TEMHO-KPACHOro LBeTa,
NpenMyLLeCTBEHHO NepUBPOHXMANbHO U MOA BUCLEpab-
HOM NNeBpPOK, C NOBEPXHOCTU pa3pe3oB CTeKaeT yMepeHHoe
KOMIMYEeCTBO XWMAKOCTH, C TPYLOM BbILABINBAEMOE U3 TKaHMU,
CerMeHTapHble NeroyHble apTepum Ha paspese Hag NoBepx-
HOCTbK) pa3pe30B, CTEHKMU YMIOTHEHbI, B MHTUMe Gnbpo3-
Hble Bngwku. Cepaue Maccoi 370 r, xenyaoUKoBbIA MHAEKC
(PKWN) = 0,9, oTKpbITOE OBanbHOE OKHO MeXNnpeacepaHOW ne-
peropogku guametpom 0,4 cm.

MCToNorMyeckn MycKynspmsaums 4act CTeHOK apTepuon
C CY)XEHWEeM NPOCBETOB [J0 TOYEYHOr0, 04aroBoe paclumpeHue
M NMOMHOKPOBWE KanNWnAsipoB MeXanbBeONSPHbIX NepPeropo-
LOK (puc. 1), MHOXECTBEHHbIE NNEeKCYCbl pa3HOro B1aa (puc. 2);
®1BP0O31aCTO3 UHTKMbI YACTU BETBEI 1IEFOYHOMN apTepuK, UHO-
rAa C NOYTU MOHBIM 33aKPbITUEM NPOCBETOB B COYETAHWM C M-
neprtpoduen MbiweyHom 060104kmM (puc. 3), B 4aCTM NPOCBETOB
BETBEN NEeroYHOW apTepmmn 06TypUpYHOLWME U MPUCTEHOYHbIE
dunbpuHoBbIe TPOMBbI (puc. 4), peKkaHanu3aums 4actm CpeaHmX
M KPYMHbIX BETBENM B BMAE MHOTMOCTBOMbHBIX COCYAO0B (puc. 5),
B MHTMME KPYMHbIX BETBEN NIero4yHoMn aptepmum Gubpo3Hble
6nawku (puc. 6), B NPOCBETAX YaCTV aNbBEON U €AMHUYHBIX pe-
CMUPATOPHbIX BPOHXMON CKOMMEHUE 3PUTPOLIMTOB M CUAEPO-
aroB. BpoHxu 1 BpOHXMONbI 0BbIYHOrO CTPOEHMS.

MMnepTpodusa KapaMOMUOLIMTOB 0BOMX XKENYL0UYKOB C Ha-
NMYMEM NePUHYKIeApHOTO AMNOMYCLMHA B BUAE 3€pPEH, NPpo-
CNOViKM 1 Hebonbwme nong GMOPO3HON TKaHM Mexay Kapau-
OMMOLMTaMM B MUOKaPAE NPaBOro Xenyaoyka cepaua.

MaTronoroaHaToMMueCKuit AMarHos3

OcHosHoe 3abonesaHue. 127.0. Uanonatuueckas neroyHas
rmnepTeHsus (NNeKkcoreHHas aptepuonaTtns U TpoMboTUYe-
cKas), 4-i knacc no Xety — DABAPACY C IEFOYHbIM CepaLeM:
COJ1A 100-160 MM pT. CT., aTepocknepo3 Nero4yHomn apTepumm
N ee BeTBeW (2-9 CTagmus, 2-9 CTeNeHb), TONLWMHA MUMOKapAa
npasoro xenynoyka 0,6 cm, XN = 0,9, auddy3Hbit kapamo-
CKN1ep0o3 NpaBOoro Xenyaouka.

OcHosHoe coyemarHoe 3abonesaHue. Q21.1. OTkpbiToE
0BasIbHOE OKHO MeXMpeacepaHOM NePEropoLKH.

OcnoxHeHue 0CHOBH020 3ab6o0/1e8aHus. XpOHUYeCKoe Be-
HO3HOE MOSIHOKPOBME BHYTPEHHWX OPraHoOB: LMAHOTMYE-
CKas MHAYypauMs noyek M ceneseHkW, MyckaTHas MneyeHb.
AnbBeono-reMopparvyeckuii cMHapom. femopparuyeckue
nHdapkTbl nerkux. OTek ronoBHoro mMo3sra. LLlokosble nerkue.
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® PucyHok 1.PaclwmpeHne n NoSHOKPOBME Kanuansapos
MeXanbBeonspHbIX neperopofok. Okpacka reMaToKCUAMHOM
1 3031HOM (x400)

© Figure 1.Dilatation and plethora of the capillaries of the
interalveolar septa. Hematoxylin and eosin staining (x400)
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© PucyHok 3. D6p031acTo3 UHTUMbI C TUNepTPOPUEN Mbilley-
HOl 060N104KM BETBU NneroyHoi aptepun. Okpacka no Bepxood-
¢y - BaH-T13oHy (x200)

© Figure 3. Fibroelastosis of intima with media hypertrophy
of pulmonary artery branch. Verhoff — van Gieson stain (x200)
o - ' B Ny

iE Pt A

© PucyHok 5. PekaHanusaums BETBU IEFOYHON apTEPUM B BUAE MHO-
roctBonbHOro cocyaa. Okpacka no Bepxoddy - BaH-l130Hy (x40)
© Figure 5.Recanalization of a branch of the pulmonary artery in
the form of a multi-stemmed vessel. Verhoff - van Gieson stain (x40)
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© PucyHok 2.T1nekcyc BeTBM nerouHoi aptepun. Okpacka rema-
TOKCUMHOM 1 303MHOM (x100)
© Figure 2.The plexus of pulmonary artery branch.
Hematoxylin and eosin staining (x100)
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© PucyHok 4. B npocBeTe BETBM JIEFOYHOM apTepUM MPUCTEHOY-
HbIM W YacTu4HO 06Typupytowmii dubpuHoBbIi Tpomb6. Okpacka
reMaToKCUMIMHOM 1 303MHOM (x100)

© Figure 4. There is a parietal and partially obstructing
fibrinous thrombus in the lumen of the branch of the
pulmonary artery. Hematoxylin and eosin staining (x100)

© PucyHok 6.B 1HTUMe KpynHOI BETBM IEFOYHOI apTepum
dunbpo3Has bnswka. Okpacka opcenHom (x40)

© Figure 6.There is a fibrous plaque in the intima of a large
branch of the pulmonary artery. Orsein stain (x40)
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OBCYXOEHUE

Mpw nomnonatuyeckon JIM uHoraa GbiBaeT LOBOBHO CIOXK-
HO pa3genuTb nnekcndopMHyk aHrmonatuio (MAIM) u TpoMm-
6oTnueckyto runeptensuto (TT). Mpexae Bcero n3-3a Toro, 4To
npu MAIT B MeNKMx BETBAX IEFOYHON apTeEpUM MMEIDT MECTO
NPUCTEHOYHbIE K/MNK 0BTypUupytoLLme GubpUHOBLIE TPOMOBI.
B HekoTOpbIX Cnyyasx MOXHO 0OHAPYXWUTb OPraHWM30BaHHbIE
Tpombbl [, 10]. Mpu TT 06TypupytoLme TpoMbObl 06HApYKMBa-
I0T KaK B MESIKMX, TaK M B KPYMHbIX BETBAX IEFOYHOM apTepum,
Hapsay C pekaHanusaumnen. lmcronormyeckm B psae Habnoae-
HWI BbIBAET CIOXKHO Pa3aenuTb NNEKCYChl M PEKAHANU30BaH-
Hble TpoMbbI [18]. CywecTByeT MHeHMe, 4TO TPOMBOTUYECKAS
1 nnekcMdopMHas NerovHas apTepuonaTus SBnsKTCS COCTaB-
nawwen ogHoro Mop@ponorMyeckoro Tmna nanonaTMyeckom
NeroyHou runepteHsun [26]. OQHAKO NPU HaNUYMKU NNEKCY-
COB, BOKPYI HUX MMEET MECTO aHrMoMaTo3 (MHOXECTBEHHbIE
paclWMpeHHble TOHKOCTEHHbIE NOHOKPOBHbIE COCYAbI). ITO-
ro NpakTU4YeCcKn HUKOraa He HabnLaeTcs Npu pekaHanm-
3auumn TpomboB. B npuBeseHHOM HabnoLeHnu, No Hawemy
MHEHMI0, UMEeT MeCTO CoYeTaHue NNekcMbOpMHOM apTepu-
onatMm € TPOMBOTUYECKON rMnepTeH3nen, NoCKOAbKy opra-
HW30BaHHbIE peKaHanM30BaHHble TPOMObI Habnwaanu B ap-
Tepusax CpefHero 1 KpymHoro kanubpa, 4to He HabnaaeTcs
npu nnekcndopmHoi aptepuonatuu. MNpu KT nerkmux y na-
LMeHTa Bbin BbiSBNEHbI MHOXECTBEHHbIE Y4aCTKU MHOUIb-
TpaumMu, KMaTOBOrO CTEKNA» U KOHCOAMAaLumun. Ha aytoncuu
3TUM M3MEHEHMSM COOTBETCTBOBAM 30Hbl reMOpPArnyYeckmx
WH(DAPKTOB pa3HOW AABHOCTU M KPOBOM3NUSHUIA. [1pn 3TOM
NpU3HaKoB HakTepuanbHOW MHPEKLMKU (BPOHXOMHEBMOHMM)
BbISIBNEHO He Bbin0. Ha aytoncmu, Hapsay C 1ero4Hom rmnep-
TeH3uew, bbiin 0bHapyXeHbl MPU3HAKM NIEFOYHOro CepAaua,
0 YeM CBMAOETeNbCTBYET runeptpodus Muokapaa v anddys-
HbIM KapAMOCKNepo3 nNpasBoro xenynouyka, XN pasHeiv 0,9.
Mo paHHbIM S.Andersen et al. 8 2019 r., pnbpo3 npasoro xe-
NyL0YKa NPUBOAMT K yXyALleHWo paboTbl cepaua u urpaet
peLLaloLLyto po/b B pa3BUTUM HEAOCTAaTOYHOCTM MPABOro Xe-
nypouka. Mpu UNAT 1 xpoHnyeckon TpomMbo3aMbonnyeckon
NEroYHoM rmnepTeH3nmn NpaBbli XenyLovyek NoABepraeTcs
Harpyske AaBleHWeM, yBeNMYeHHbIM NpUMEPHO B 5 pas, yto
NpUBOAMUT K rMNepTpoduu, KOTopas Ha HayanbHOM 3Tane §B-
NISETCS YaCTblo afanTUBHOW peakLumm, HanpaBAeHHOM Ha nNpe-
[OTBpalleHne nepeHanpsiXXeHns KapaMoMMOLUTOB U MOA-
LepxaHuio GopMbl MPaBOro Xenyaoyka Ang ONTUManbHOro
dYHKUMOHMPOBaHKA. Ho B fanbHenLeM npu nporpeccmposa-
HWUU NPWBOLMT K AMNATaLMM MPABOrO XeNyLoyKa, 4To CBuae-
TeNbCTBYET O AM3afanTauuu, HapyLLeHUn BO3DyXOeHUS Kap-
[MOMUOLMTOB M KOOPLAMHALMM COKpaLLeHui Mmokapaa [27].

[lng nporHo3a TeyeHus U CMEPTHOCTU NpPU NEroYHOW rn-
nepTeH3uM MMetoT BaHOE 3HayeHue nokasatenn IXOKT [28].
B Hawem HabntopeHun npu IXOKT umenn mecto aunara-
LMS NpaBblX KaMep cepaua C yMeHblueHneM 06beMOB NEBbIX
Kamep cepiua, NapafokcanbHOe ABWXKEHWE MedOKenyaoy-
KOBOWM Meperopoaku Npu CHUXEHUM CKOPOCTHbIX MOKa3aTte-
nelt NeroYHoro KpoBOTOKA, peryprutaums Ha knanaHe ne-
royHoW aptepuu 1-2-i CT., TPUKYCNUAANbHAs perypruTaLms
2- CT., MUTpanbHas peryprutaumns 1-it CT. 3TM U3MEHeHUs Co-
rnacytTcs ¢ AaHHbIMM M. Bustamante-Labarta et al. 2002 .
n S.A. Van Wolferen et al. 2007 r., noka3aBLIMMU, YTO TaKune
M3MEHeHUs SBASIOTCS MAOXMMU MPOrHOCTUHECKUMU NPU3HA-
KaMu Ang TeYeHus neroyHow runepteHsuu [29, 30], npuso-
LSLWLMMKM BONBHBIX K CMEPTU, KaK 3TO CTy4MN0Ch B ONMMUCAHHOM
BbllLE HaOMOAEHMN.

B3ammooTHoweHue JIAT ¢ OTKpbITbIM OBaNbHbIM OKHOM
MeXnpeacepaHOM neperopofiky NpakTUYeCcKU He OnucaHo
B UTepaType, MOCKOMIbKY Peflko BCTPeYaeTcs B KMHU4e-
ckon npaktuke. C Apyrow CTOPOHbI, MPW BbIPAXKEHHOM TMMOK-
CUK OTKPbITOE OBaNlbHOE OKHO MOXET CoYeTaTbCs C UAMo-
natuueckon neroyHon runeptersmnent [20]. OgHako cnepyet
MOMHUTb, YTO MPU BbIPAXKEHHOMN NEFOYHOW TMNEePTEH3UM MO-
YET BO3HMKATb CMOHTAHHOE PaCKpbITME 0BASIbHOrO OKHA, YTO
Ha KaKOM-TO NepUOA CHWXAET AaBleHWe B IEFOYHOM apTe-
pun. Kpome Toro, MMeeT MecTto BapuaHT NeYEHUS NTero4YHOM
rMnepTeH3unun, Koraa OTKPbIBAKT OBasbHOE OKHO HAaMepeH-
HO O/ CHMXEHWS OABNEHMS B NIErOYHON apTepuun. B npuee-
[LeHHOM HaMW HabAEHUN CNOXHO CKa3aTb, CyLLEeCTBOBANN
y 60ONbHOro MaMonaTnyeckas NerovyHas rmnepreHsuns u oT-
KPbITOE€ OBa/ibHOE OKHO MapaniefibHO MAM NocnefHee BO3-
HWKNO B pe3ynbTaTe BbIPAXXEHHOrO MOBbILLEHUS [aBleHMs
B NErOYHOM apTepuun. Tepanng MOHOOKCMAOM a3oTa «Tua-
HOKC» Ha KOpOTKOe BpeMsi cnocobCcTBOBaNa YMEHbLUEHUIO
3HavyeHma COJTA.

3AK/TIOYEHUE

OcobeHHOCTbI0 NpUBELEHHOTO HabnooeHUs gaBngeTcs
coYyeTaHue NaeKCMPOpPMHOKM apTepmuonaTun n TpomMboTUYe-
CKOW rMNepTeH3UM NPU HAIMUYMM OTKPbITOTO OBASIbHOTO OKHA
MexnpeacepaHon neperopoaku. JantenbHoe nevyeHue na-
LMEeHTa B YCIIOBUSX CTAaLMOHApa C MCMONb30BaHWEM KOHCEp-
BaTMBHOM Tepanuu v uHranaumm NO npuBeno K HeKOTOpOM
MOMOXMUTENBHOM AMHAMMKE, OAHAKO MOMMOPraHHas HeaocTa-
TOYHOCTb ABMNACb MPUYMHOM NETaNbHOIO UCXOAA.
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