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Pesome

BeHookkito3noHHas 6oie3Hb jierkux (BOBJI) — penkas marosorvsi HeyCTaHOBJIEHHOM 3THOJIOTUHU, TIPU KOTOPOI pa3BUTUE U TIPOrPecCUPOBaHUE
JIETOYHOM aprepuanbHoil runepreHsuu (JIAD) cBsi3aHO ¢ mopakeHWeM MeJIKMX JIETOUYHbIX BEH M BEHYJI, B T. 4. TPOMOOTMYECKOIO XapakTepa.
PacrnipoctpaHeHHOCTb 3a00sieBaHus cocTapisieT 1—2 ciayyas Ha 10 muiH. BOBJI xapakrepu3syeTcst ObICTPbIM IIPOrpecCUpOBaHUEM U HEOIaronpu-
STHBIM MporHo3oM. Llenbro paboThl SIBUJIACH IEMOHCTPALIMS PEIKOro KinHudeckoro HaomoneHust BOBJI y xeHiuuHbl 43 JIeT ¢ npeapacrnoiara-
oMK (hakTopaMu pUcKa pa3BUTHSI 3200JIeBaHNs U BepudUIIMPOBaHHON MyTatueil B reHe E/F24AK4. 3akmovenne. Ha npumepe KIMHAIECKOTO
HaOJIOIEHUST TIPOIEMOHCTPUPOBAHBI CIIOKHOCTH ArarHocTKY BOBJI v BeIGopa maibHeNIei TAKTUKY BBeICHMS MmalreHTa. OTMedeHo, UTo ISt
nauureHToB ¢ BOBJI kputnyecku BaxkHO CBOEBPEMEHHO YCTAHOBUTh IMarHO3 U Ha3HAYMTD JIeYeHUe, ofiHaKo npuMeHeHue JIAI-cnenmduueckoi
Tepary MOXKET OCJIOKHUTBH MPOLIECC Pa3BUTUEM OTeKa JIETKUX.

KnioueBble c10Ba: BEHOOKJI033MOHHAsI 00J1€3Hb JIETKUX, KIMHUYECKOe HabIoIeHUe, XPOHUYECKasi TPOMO0IMOO0INYeCKast JIErOYHasi TUIePTEeH3UsT
(JIAT), JIAT -cnietimcurueckas Tepamnus, JerouHasi apTepuaibHast TUIIEPTEH3US.

Kondumkr untepecoB. KoHMIMKT MHTEPECOB aBTOPaMU HeE 3asIBJICH.

@unancuposanue. CrioHCOpcKasl MOAIePKKa OTCYTCTBOBAIA.

DTuyeckas IKkcneprusa. VccienoBaHue MpOBOAMIOCH B COOTBETCTBUY C TIPUHIIMITAMU XEJTbCUHKCKON Hekyiapaiui BceMupHO MeTUITMHCKON
accoluauuu. Y NaluueHTKy MoJy4eHo MUCbMeHHOe MH(OPMUPOBAHHOE COrJlacke Ha OMUCAaHKe U IMyOJIMKaLMIO ee 00e3TMIeHHBIX KIMHUYECKUX
TAHHBIX.
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Abstract

Pulmonary veno-occlusive disease (PVOD) is a rare pathology of unknown etiology when the development and progression of pulmonary arterial
hypertension (PAH) is associated with damage to small pulmonary veins and venules, including thrombotic lesions. The prevalence of the disease is
1 — 2 cases per 10 million people. PVOD is characterized by rapid progression and poor prognosis. The aim of the work was to demonstrate a rare
clinical case of PVOD in a 43-year-old woman who had a predisposing risk factor for the development of the disease and a verified mutation in the
EIF2AK4 gene. Conclusion. This clinical case illustrates the difficulties of diagnosing PVOD and choosing the further patient management. It is
noted that timely diagnosis and initiation of therapy are critically important for patients with PVOD, while the use of PAH-specific therapy might
complicate course of the disease by provoking pulmonary edema.

Key words: pulmonary veno-occlusive disease, clinical case, chronic thromboembolic pulmonary hypertension, PAH-specific therapy, pulmonary
arterial hypertension.
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BenooxkkntoznonHas 6ose3Hb Jerkux (BOBJI) — onHa
U3 PeIKUX MaTOJOTUil, aCCOIMMPOBAHHBIX C JIETOYHOM
aptepuanbHoii TuniepreHsueii (JIAI). Otuonorus BOBJI
IIo cux rmop He yctaHosieHa [1]. ExxeromHas 3a6oeBae-
MocTb cocTaisieT 1—2 caydast Ha 10 miH. [Tpornosz BOBJT
HebaaronpusaTHbIi. Coob1aeTcs, 4To rogoBasi CMepT-
HOCTb 0/113Ka K 72 %, a oxxumaeMast IIpOA0JIKUTEbHOCTD
JKM3HU COCTABJISIET 2 TOIa C MOMEHTA YCTaHOBJICHMST T -
arHo3sa [2]. BOBJI BnepBbie onucaHa B 1934 r., onHako
TMOHMMaHKe TaHHOTO 3a00JIeBaHUS IO CHUX TTOP OCTAETCS
HenoyHBIM |3]. BOBJI cBsi3aHa ¢ mopaskeHrueM MeJIKUX Jie-
TOYHBIX BEH U BEHYJI, B T. 4. TPOMOOTHYECKOTO XapaKTepa,
KOTOPOE MPUBOAUT K IMOBBILIEHUIO TaBJCHUS B JIETOUHOMN
aprepuu (JIA) 1 mpaBoxXeny10uYKOBOI cepAeYHOI Hen0-
cratogHocTH [4]. CyIIecTBYIOT TeHETHUECKHN 00YCIOBIICH-
HbIe HacJIeACTBEHHBIE U ciopagnyeckue popmbl BOBJI.
V nanuyeHToB ¢ TeHETUYEeCKM 00YCIOBIEHHON HACIeICT-
BeHHOI1 BOBJI o6HapyxuBaloTcst OuaiebHble MyTalluu
B TeHE 3YKapUOTUUIECKOTO (paKTOopa MHUIINAIIUM TpaHC-
Jsiumy 2-anbga-KuHasel 4-ro Tuma (EIF2AK4) [5]. Omm-
CaHHBbIE B TUTEpaType CropaanyecKre cayyau 3a4acTyro
ObuTM cBs3aHbI ¢ hakTopamu pricka BOBJI, ocobeHHo
mpodeCcCUOHATBHBIM BO3ICHCTBIEM OpTraHMIEeCKIX pac-
TBOPUTEJIEN, TAKMX KaK TpUxIopaTuiieH [6]. KimmHuyeckas
KapTUHA U MPOSIBJICHUST 3a00JI€BaHUST CXOXKU C TAKOBbI-
mu nipu JIAT 3a peakumMu OTJAUYUSIMU, UMEHHO MO3TO-
MY BaxkKHa ITpaBWJIbHAsI M CBOSBPEMEHHas BepU(pUKAIIIS
nuarHosa. Pannsas muarHoctuka BOBJI nmeer pemraro-
1ee 3HaYeHMe, MOCKOJIbKY y TAKUX MallMEHTOB B OTBET
Ha JIAT -cneunduyeckyto Tepanuio 6e3 TpaHCIJIaHTalu1
JIETKUX OTMEYArOTCSI ITOBBIIICHUE PYCKA Pa3BUTHSI OTeKa
JIETKUX W YXyAIIeHUE ITPOTHO3a TI0 CPABHEHMIO C IPYTUMU
dopmamu JIAT [7].

Lenbo paboThl BUJIACh AEMOHCTpALIUS PEAKOTO
KnmHn4Yeckoro HabmoneHnss BOBJI y skeHImHbBL 43 et
¢ TIpeapacnoaralolnMy (pakKTopaMy pruckKa pa3BUTHUS
3a00yieBaHUS U BepU(ULIMPOBAHHOI MyTallieil B reHe
EIF2AKA4.

Knunuueckoe Habnioperme

[ManmenTka 43 ner (1981 rona poxnenust) B 2019 r. crana ot-
MedaTh caboCTh, Kallleib C MOKPOTOI MOCIe TIepeHeCeHHO!
OCTpOMl pecriMpaTopHOii BUpycHOW nHdekuuu. B nekadpe
2022 r. BnepBbIe rocrnuraiu3dnupoBaHa. B pesynbraTe nep-
BUYHOI TOCTIMTAIM3AIIMY YCTAHOBJICH TMarHO3 XpOHUUYeCKast
TPOMO03MOOIMUECKasl JIETOYHasl TUTIEPTEH3MsI (CUCTOJMYECKOE
nasieHue B JIA (CIJIA) — 85 MM pT. cT.). BoisiBIeHBI OpoH-
XO0D9KTa3usl B cTanuu 00OCTPeHUsI U TUTiepypukemust. B saBape
2023 1. mauMeHTKa rmepeHecaa 06ocTpeHne 6poHxuTa 6e3 ro-
critanu3anuu. B otneneHue myIbMOHOIOTUM Y HUBEPCUTET-
CKO KITMHUYeCKO# 60bHUIIBI Ne 4 MHCTUTYTa KITMHUYEeCKOI
MeauiHbl nMeHn H.B.Ckindocosckoro PenepabHOrO rocy-
JapCTBEHHOTO aBTOHOMHOTO 00pa30BaTeIbHOTO YUPEKACHUS
BBICIIero oOopa3oBaHust «[lepBrrit MocKoBCcKuMit rocynapet-
BEHHBIN MeaUIIMHCKWI yHUBepcuTeT uMeHu M.M.CeueHoBa»
MunuctepcTBa 3apaBooxpaHeHusi Poccuiickoit deneparumu
(CeuenoBckuit YHuBepcutet) noctrynuia 30.01.23 ¢ xanoba-
MU Ha OJBIIIKY MPU MUHUMAJIbHBIX (U3NUECKUX HArpy3Kax
(BbIpaxkeHHOCTH oAbIIKHM 110 1Kane mMRC (Modified Medical
Research Council) — 3 6anna), cn1adocTh, COHIMBOCTD, CYXOii
KallleJib, yTOMJISIEMOCTh. B aHaMHe3e oTMeuaeTcst XpOHMYeCKUiA
AyTOMMMYHHBI! TUPEOUIUT C UCXOJOM B TUTIOTUPEO3 U CU-

HycuT ¢ 2021 r. BpenHbIX NpUBbIYEK HET, HACIEACTBEHHOCTh
oTsroieHa OpOHXUAJbHOM acTMOI 1O MaTEPUHCKOMN JTUHUU,
y CeCTpbl — CAPKOUI03 JIETKHUX.

YV manueHTKY BhIsIBJIeHA MpodecCuoHaIbHask BpeTHOCTh —
paboTa ¢ OpraHMIeCKUMU PACTBOPUTENISIMU (TPUXJIOPITUIICH).

[Tpu mocrynieHuu obduiee coctosiHue Tsokenoe. MHmeke
Macchl Tefa — 22,27 xr / m%. KoxkHble TOKPOBBI U CJIM3HCThIE
000710uKM G1enHble. OTMEUaeTCs [IMaHO3 I'y0, HAOYXIIIME BEHbI
meu. YBeJlrueHue IUTOBUIHOM XKeye3bl. Jedbopmanus nu-
CTAJIbHBIX (DajlaHT TaJIbLIEB KUCTEH B BUIe «0apabaHHBIX TaJIo-
YeK», HOITeBBIX TUTACTUH IO TUITY «9aCOBBIX CTeKoJ». YacToTa
IIBIXaTeJIbHBIX ABVDKEHUI — 24 B MUHYTY, HACBIIIIEHUE TeMOTJIO-
6una xucnoponom (SpO,) — 89 % Ha Bozmyxe, IpU HarpysKe
cHikaetcs 10 83 %, Ha Kucinoponoteparuu — 4 1 / MuH (95 %).
JpIxaHue KeCcTKOe, eIMHUIHBIE CYXUe XPUTIBL. AYCKYJIBTATUBHO
BbICTylIMBaeTcs akieHT 11 ToHa B Touke Han JIA, oTMeuyaeTcs
TTOJIOKUTETBHBIN BEHHBIH MYJIbC, YACTOTA CEPACTHBIX COKPAIIE-
Huit — 70 B MUHYTY, apTepraibHoe nasienne — 130 / 70 MM pT.
ct. [1pu nuarnoctrke BOBJI ocyniecTBiieH MOTHBINA KOMILJIEKC
HCCIIeIOBaHUI, HEOOXOMMMBIX Tl BepuduKaluy 11arHosa,
YCTAHOBJIEHMS KJTMHUYECKOTO KJIacca U MCKJIIOUEHUS BCEX BO3-
MOXHBIX TIPUYUH Pa3BUTHUS JAHHOTO COCTOSTHUSI TTAITUEHTKH.

Pe3ynbraThl 1a60paTOPHBIX MCCIEIOBAHUIA: TT0 TaHHBIM
00111ero aHajM3a MOYU oTMevaeTcs nporeuHypust — 0,348 r / 1
(pedepencusie 3HaueHus1 — 0—0,094 T / 1), OUOXUMUIECKOTO
aHaJI1M3a KPOBM — TIOBBIIIIEHHBI YPOBEHb MOYEBOI KUCIOTHI —
456 mmodb / 1 (pedepeHcHble 3HaYeHusT — 154—357 Mmmonb / ).

HccnenoBaHue razoBoro cocraBa KpoBU: KOHILIEHTpALIUS
YIJIEKHCIIOro ra3a — 24 MM pT. cT. (Hopma — 41—51 MM pT. CT.).
IMapumanbHOe gaBieHue Kuciaopoaa — 60 MM pT. ¢T. (HopMa 35—
49 mmM pr. cT.), pH — 7,45 (Hopma — 7,33—7,43). Cokpaturesib-
Hasl CITOCOOGHOCTh MMOKap/a MpaBoro XeJIyIo4yKa Mo JTaHHBIM
9X0KapaAuorpaduyeckoro uccjieoBaHusl CHUXKEHA: TPUKYC-
NMUATbHAs PETyPTrUTALIMS C TPAAMEHTOM 73 MM PT. CT., TMKOBast
CHUCTOJIMYECKAas 9KCKYPCHs KOJblla TPUKYCIUAATBHOTO KJlanaHa
(TAPSE) — 9 MM, cootHomenue TAPSE / CAJIA — 0,1 MM / MM
PT. CT., pakims Beiopoca — 60 %, BHIITOT B MOJIOCTH TIepUKapa,
MPU3HAKHU BbIpakeHHOMU jierouHoi runepreH3un CIAJIA — 88 mm
prT. cT. (puc. 1).

[To naHHBIM KOMIUTEKCHOM OLIEHK! (DYHKITNY JIETKUX PeTH -
cTpupoBasiach HU3Kast T dy3noHHasT CITOCOOHOCTD JISTKUX —
3,41 mn / MuH / MM pT. cT. (34 % ). [Ipoiinennas aucraHums
MPU BBITTOJTHEHUN 6-MUHYTHOTO IraroBoro tecra (6-MIIT)
coctaBuia 200 M. Ob6painana Ha ceOs BHUMaHUE BbIpaKEHHas
necarypauus B pouecce BbinonHenus 6-MIIT — SpO, cuu-

Puc. 1. Dxokapauorpadus. JInnataiys ipaBbIX OTIEIOB cepalia

Figure 1. Echocardiography. Dilation of the right heart
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Puc. 2. KomnbiorepHasi ToMmorpadusi OpraHOB IPYIHOM KJIETKU: LIEHT-
PUIOOYIISIPHOE PACTIONOXKEHNE YIaCTKOB «MaTOBOTO CTEKJIa», BBIpa-
SKEHHBIE CeNTalbHbIC TMHUU, TIPUKOPHEBast TuMbaaeHOmaTHsI

Figure 2. Computed tomography of the chest. Centrilobular arrange-
ment of ground glass areas, emphasized septal lines, hilar lymphade-
nopathy

3utach ¢ 89 mo 83 %. O1ieHKa ofbIIIKY 110 11Kajie bopra moBbI-
cuiach ¢ 3 6ayioB McxomHO 10 6. [To mTaHHBIM KOMITBIOTePHOI
tomorpacduu (KT) opranos rpyaHoii kietku (OI'K) BoisiBIIeHBI
npusHaku BOBJI: muddys3Hoe cHIKeHMe ITHeBMaTU3aliu Jie-
TOYHOI MapeHXUMBI ¢ 00€MX CTOPOH 3a CUET MHOXKECTBEHHBIX
LIEHTPWJIOOYJISIPHBIX OYaroB IO TUITY «MaTOBOT'O CTeKJIa», BbIpa-
JKEHHbIE CeNTaJIbHble TMHUU U HaJIMYue MTPUKOPHEBOM UMD~
ajeHonaTuu (puc. 2).

[To naHHBIM KaTeTepU3alMU MPaBbIX KaMep cepliia Moji-
TBEPXKICH MPeKAMWIISIPHBIN XapaKTep JIETOYHOI TMTIePTCH3UN:
* cpenHee napiaeHue B JIA — 70 MM pT. CT.;

* JIETOYHOE COCYIMCTOE cornpoTuBieHue — 18 en. Byna;
* JapjieHMe 3aKJIMHUBaHUs JIA — 9 MM pT. CT.

Ha ocHoBaHuU pe3ybTaTOB UCCAEAOBAHUI YCTAHOBJIEH
nuarHo3 BOBJI. [TaiiueHTka HampasiieHa Ha TeHETUYECKOE TH-
MMMPOBAHUE JIJIsT OTIpeAe/ICHUS] HATIMYUS OMaJIJICIbBHOM MyTalli
2-anba-kKuHasbl 4-ro tuna (EIF2AK4). [1pu noaTBepXaeHUn
JAHHOI MyTallM¥ MHULIMMPOBAaHA Teparus UHTMOUTOpoM (oc-
domuactepasnl S tuna (OIAD-5) cunnenaduiom 20 mr 3 paza
B cyTKU. PeKOMeHI0BaHO pacCMOTPEHME BOITPOCa O TPAHCILIAH-
TalMU JIETKUX.

O6cyxpaeHue

Juarnoctuka BOBJI B cBs3u ¢ HecnieiUPUIHOCTHIO
CUMIITOMOB BBI3BIBAE€T OMpeAcIcHHBIE CIOXHOCTH.
B HacTosimee BpeMst miisi BepuUKaIuy IMarHo3a HeT
HEOoO0XONUMOCTHU MPOBEAECHUS] MHBA3MBHON MaHUITYJISI-
LI — OTKPBITOI OUMOTICUH JIETKUX C TUCTOJIOTHIECKIM
roaTeepxaeHrneM. CyIecTBYIOT Oolpene/ieHHbIC KpUTe-
PUHM BBISIBJICHUST TaHHOM MaTOJIOTHUH:

s cHuxeHue AUGEPY3MOHHON CITOCOOHOCTU JIETKUX
< 50 % 1o maHHBIM (QYHKIIMOHATBHBIX JICTOYHBIX TC-
CTOB;

*  TSDKeJas TUTIOKCEeMMUS;

» mnpusHaku JIAT no pesynbratam KT OI'K;

* IIPU3HAKW BEHO3HOTO 3acCTOs (BBIpakKEHHBIE CEII-
TaJbHbIC JIMHUU, LIIEHTPUJIOOYISIPHOE PACIIOIOKEHIE
Y4aCTKOB «MaTOBOTO CTEKJIa», IPUKOPHEBAST IMM]-
ageHoraTus);

* OwuamnenbHast mytauust EIF2AK4 o pe3yabratam re-

HETUYECKOTO TUITMPOBAHMS,;

* Hammuue (pakTopoB prcKa (KOHTAKT C OpraHUIECKUMU

PacTBOPUTEISIMU (TPUXJIOPATUIICH));

*  XMMHUOTEpAaIusl B aHaMHe3e;
* oOHapyxeHue cuaepodaroB B OpoHX0aIbBEOJSIPHOM

JIaBaxXke IIpy OPOHXOCKOITHM.

I1o pe3ynbratam aHaaM3a UICTOPUM TeUEHUS 3a00J1eBa-
HUsI, aHaMHe3a XXU3HU MalMeHTKH, TTPY HaJTUYUU Tpe.-
pacroyiararoimx (pakropoB, TaHHBIX 00BEKTUBHOTO CTa-
Tyca, pe3yabTaToOB Ja0OPAaTOPHBIX M MHCTPYMEHTATbHBIX
METOZIOB 00cienoBaHus C(POPMYINPOBAH KITMHUYECKUIA
nuarHo3 BOBJI.

Bormpoc onpeneneHNsT TAKTUKA TaTbHEUIIIEH Teparmin
MMaIlMEeHTKN TOTYePKUBACTCS 3HAUMMOCTBIO CBOEBPEMEH-
HOI IMarHOCTUKHU, ObICTphIM TedeHrneM BOBJI u BeIcoKOi
JIETAIbHOCTBIO, OTHAKO YTBEPXKIEHHOTO KOHCEPBATUBHO-
ro jeyenust BOBJI nmoka He pa3pabotaHo. B EBponeiickux
PEKOMEHIAIMSX IO JISTOYHOM TMITePTEH3UM ITOCICTHETO
KoHceHcyca (2022) BeIIeICHBI BCETO HECKOIBKO CO00IIIe-
Huii o nieyeHun BOBJI xupypruueckum nytem [8]. OgHako
CYIIECTBYIOT OTIEJbHBIC JaHHBIC, CBUIETEIbCTBYIOIINE
0 TOM, YTO HEKOTOPHIM ITallMeHTaM C OOJBIIOI OCTO-
POXHOCTBIO MOXHO Ha3HauaThb JIAT -cnenuduueckyio
tepanuio [9, 10]. [IperapaTomM BbIOOpa B KOHKPETHOM
ciaydae crayt marnontop OD-5 cunmenadun 20 mr 3 pasa
B cyTKH. [1o cOBpeMeHHBIM IPEICTaBICHUSIM, TaKas Te-
panusi MOXeT 0Ka3aTbCsl MOJIC3HOM, BBI3bIBAs TEMOIM-
HamMu4ecKue U (yHKIIMOHAIbHbIC YIYyUILIEHUS — Perpecc
Ba30KOHCTPUKIINY U PEMOJICTMPOBAHKE COCYIOB, OTHAKO
JTIOTOCPOYHBIN KIMHUIECKUIA OTBET BCTPEUACTCS PEAKO.
Ha ceromusiitamii neHb eIMHCTBEHHBIM BapUAHTOM JOJI-
TOCPOYHOTO pa3pelieHus] TaHHOW MaTOJIOTUHU SIBISIETCS
TpaHCIIAHTALIUST JIETKUX.

3aknioyeHue

ITonoOHbIe KIMHUYECKUE HAOTIOAEHUS KpaliHe peaKu.
C yuetom Toro, uto BOBJI xapakrepusyetcs Hebaro-
MPUSITHBIM TIPOTHO30M U BO3MOXHOCTbBIO PA3BUTHUSI TSIKE-
JIOTO OTeKa JIETKUX MPU Ha3HAYEHUU MEIUKaMEHTO3HOMI
JIAT -cnietuduyeckoit Tepanuu, cieayeT OTMETUTh, YTO
Kaxaast MOTIOJTHUTETbHAS TTyOJIMKAIIUs TTO3BOJISIET aK-
LIEHTUPOBATh BHUMAaHUE HAa BAXKHOCTU BBISIBJICHUST TAKUX
MalMeHTOB U CBOEBPEMEHHOI AuarHoctuke. O0CyxaeHue
kiHn4Yeckux HaomoneHuit BOBJI criocoOcTBYeT paciiu-
PEHUIO OCBETOMJIEHHOCTH Bpaueil O TaHHON MaToJIOTUN
Y MTHULIMAIUY TIPOBEICHUS UCCIIEIOBAHUIA 7151 OCYIIECT-
BJIEHUS UHHOBALIMOHHOM TEPAITUU, TP KOTOPOU ClienyeT
O0XWIATh YAYYILIEHUS MPOrHO3a XXU3HU TaKUX MAllUEHTOB.
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