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AHHOTauMA

BeHookknio3uoHHas 6onesHb nerkux (BbJT) — peakoe 3abonesanue, kotopoe BepudpuLmMpyioT naTomopdonornuecku unm npu 06HapyKeHuu MyTaLum

B reHe EIF2AK4. Knunnyeckoe nogo3peHue 0CHOBaHO Ha COBOKYMHOCTIA JaHHbIX, BKNKYAKLLAX CeLnduuecknii naTTepH U3MeHeHUi B Nerknx Ha
MyAbTUCIMPANIbHBIX KOMMbIOTEPHbIX ToMorpammax (MCKT) nerkux, runokcemuto, Huskyto guddysnonnyto cnocobHocTb nerkux (DLCO), n3BpaLyeHHblil
0TBET Ha CneLuduyecKyto Tepaniuio NerouHoi aptepuansHoli runeptexsum (JIAT). bbictpoe Teuenne BB ¢ BbICOKOI NeTanbHOCTbIO onpeaendeT 3HaUUMOCTb
(BOEBPEMEHHOIA AUArHOCTUKM U MOCTAHOBKY B NINCT 0XIAAHNA HA TPAHCMNAHTALMIO JIETKMX.

B cTatbe npepcTaBneH KNuHMYeCKkmil cnyyaii nauneHTkn ¢ JIAT, umetowei Kpaite HU3KY ANGAY3MOHHYI0 CNOCOBHOCTL NErKkX Mo MOHOOKCUAY Yrnepoaa
(DLCO), BepuduumpoBanHyto myTaumio B reqe EIF2AK4, nonoxutenbHblii Ba3opeakTuBHblil TecT (BPT) ¢ KnuHMyeckim 0TBETOM Ha Tepanuio 6okatopamu
KanbLuesbix kaHanos (BKK) B nebiote 3abonesanus. Yrpata nonoxutenbHoro BPT B coueTaHun ¢ KnuHuyeckum yxyawenuem Teuenuns JIAT ctana
nokasaHuem Ans nociefoBaTebHoI KOMOUHIUpoBaHHOI JIAT-cnelnduueckoil Tepanuu, ckanauns KoTopoil npusena k MaHudectauum BBJT B Buge Taxenoit
JecaTypauuu, peLuaMBUPYIOLLIMX CUHKONAMbHBIX 3113008 1 0Teka nerkux. Couetanue Huskoii DLCO n u3BpaLeHHoro oTBeTa Ha JIAI-cneumnduueckyto
Tepanuio y naumneHTos ¢ UIAT JomKkHO HaCTOPOXMTb NPAKTUKYIOLMX Bpayeil B oTHoWeHuu BBJ1. OcTopoxHoe HapalumBaHue 06bema Tepanim npu
TLLATeIbHOM MOHUTOPUPOBAHIN COCTOAHMA NaLMeHTa, BbinoaHeHn MCKT opraHoB rpyaHoil KNeTKuM B COYETaHNM C FeHETUYECKUM NOATBEpXAeHNeM
AMarHo3a MoryT ynyyLnTb PaHHIolo auarHocTuky BBJI, a Takke cnocobcTBOBaTL (BOEBPEMEHHOI MOCTAHOBKE B INCT 0XKMAAHMA Ha TPAHCMINAHTALIA NErKKX.

KnioueBble cnoBa: nanonatnyeckas neroyHasn apTepuanbHas runepTeH3na, Ba3opeakTUBHOCTb, BEHOOKKITIO3MOHHAA 60n1e3Hb Nerkux, reHeTuka.
Bknap aBTOpoOB. Bce aBTOpbI COOTBETCTBYHOT KpuTepuAm aBTopctea ICMIE, npuHumany yuactue B noAroToBKe CTaTbu, Habope matepuana u ero obpabotke
KoHpnuKT unTepecos. He 3asBneH.
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Positive vasoreactive response in patients
with genetically confirmed pulmonary
veno-occlusive disease: case report

*Elizaveta M. Andreeva, Natalya S. Goncharova, Kirill B. Lapshin, Anna A. Kostareva, Darya V. Alekseeva, Aelita V. Berezina, Irina S. Zlobina, Anton V. Ryzhkov,
Polina S. Sokolnikova, Vadim V. Zaitsev, Olga M. Moiseeva

Almazov National Medical Research Centre, 2 Akkuratova street, St. Petersburg 197341, Russian Federation

Abstact

Pulmonary veno-occlusive disease (PVOD) is verified by identifying typical pathological changes in lungs or mutation in the EIF2AK4 gene. Clinical suspicion
is based on combination of specific pulmonary pattern on computed tomography scan, hypoxemia with low diffusing lung capacity (DLCO) and inadequate
response to specific therapy of pulmonary arterial hypertension (PAH). The rapid course of PVOD with high mortality determines the importance of early
diagnosis and lung transplantation refferal.

We present an unusual clinical case of 40-year-old woman with expected idiopathic PAH and extremely low DLCO with verified EIF2AK4 gene mutation, who
demonstrated a positive vasoreactive test (VRT) and clinical response to calcium channel blockers therapy at the onset of the disease. The loss of positive

VRT and subsequent PAH specific therapy escalation resulted in PYOD manifestation with severe desaturation, recurrent syncope and pulmonary edema. The
combination of low DLCO and inadequate response to PAH therapy in idiopathic PAH patient should be of a paramount awareness of PVOD. Careful PAH therapy
escalation with meticulous follow-up, pulmonary multispiral CT and genetic testing could improve early PVOD diagnostics and lung transplantation referral.

Key words: idiopathic pulmonary arterial hypertension, vasoreactivity, veno-occlusive pulmonary disease, genetics.
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BBepgeHne

BeHooxkimosnonHas 6onesub nerkux (BBJI) siBnsiercs pen-
KM 3a00/IeBaHMEM, C PaCIIPOCTPAHEHHOCTHI0 1-2 C/TydaeB Ha
10 MU/IIMOHOB YelOBeK, KOTOpPOe pacCMaTpPUBAETCA KaK IOj-
TpYIIIa JIeTOYHOI1 apTepuanbHoil runeprensun (JIAT) B cuny
CXOIHON K/IIMHMYECKON KapTUHBI, HECMOTPs Ha BOBJICYEHME B
TIaTONIOTMYECKUIT MPOLeCC NMPENMYIeCTBEHHO JIETOYHBIX Be-
Hy/. IIpy 9TOM CMEPTHOCTD B TeYeHME OJHOTO I'ofia C MOMEH-
Ta MOCTAaHOBKM AiMarHo3a cocTasiseT 72% u moutu 100% B Te-
gyenue AByx et [1]. Ha BBJI npuxogutca ot 3 o 12% paHee
OVAaTHOCTMPOBAHHBIX C/Ty4aeB UIMOMATIYECKOI IETOYHO ap-
tepuanpHoil runeprensuu (VIJIAT) [2]. CymecTByioT reHeTn-
4eCKM-00YC/IOB/IeHHble HAC/eCTBEHHbIE J CIIOpajuyecKue
¢dopmbr BBJ/I. ¥V manyueHTOB ¢ reHeTHMYeCKU-00yCIOBIEHHON
HacrepcTBeHHOI BBJI o6HapyxuBawTCsa OGuasiepbHble MyTa-
LIMJ B TeHe 9YKapMOTUIeCKOT0 PaKTOpa MHUIMALMY TPAHCIS-
nuu 2-anpga-kuHasel 4 tuna (EIF2AK4). K fonomHuTenbHbIM
¢dakTopaM pucka BosHUKHOBeHUs BBJI oTHOCATCA: XUMMOTe-
paneBTudeckue npenaparsl (MutoMuiuH C), BO3LeCTBIE Op-
TaHMYECKMX pacTBOpUTENell (TPUXIOPITUIIEH), CUCTEMHbIE
3a00/1eBaHMsI COEMHUTENbHON TKaHN (CHCTeMHast CKIIepofiep-
mus), BUd-undexuus [3-4].

Knuunueckoe nopospenne Ha BBJI ocHOBaHO Ha COBOKYII-
HOCTM [AHHBIX, BKIIOYAMOIINX COYETaHMe psja crenudude-
CKUX TIPM3HAKOB IIpY IPOBEJEHUN KOMIIbIOTEPHOII TOMOrpa-
¢un (KT) opraHOB IpyAHOI KJIETKM, TMIIOKCEMUIO C HU3KOI
auddysnonHoit cnocodHoctpio serkux (DLCO), orcyrcTBun
IIPOTHO3MPYEMOro OTBeTa Ha crenuduyeckyo Tepamnio JIAT,
Hanmnaue GaKTOPOB PMUCKa, K KOTOPBIM TaK>ke MOKHO OTHECTH
MY>KCKOJ 1ol U KypeHue. boicTpoe Tedenue BBJI ¢ BbicOKOI
JIeTaZIbHOCTBIO OIIpefie/isieT 3Ha4MMOCTb CBOEBPEMEHHOI Jua-
THOCTUKY U OIpeJie/ieHNsI BpeMEeHM IIOCTAaHOBKM B JIVICT OXU-
TAHMA HA TPAHCIUIAHTALMIO JIETKUX.

Lenb n sagaun

[IpencTaBuTh KIMHMYECKMIT CAy4al nmauueHTKn 40 jer ¢
BepuduuypoBaHHol myranueit B rene EIF2AK4, umeseit B
meb0Te 3a00/NeBaHNsA IIONOXKMUTENbHBI Ba30PEaKTUBHII TeCT
(BPT) ¥ mOMOXMTENbHBIN KAMHUYECKNUII OTBET HA TEPAINIO
6/10KaTOpaMy Ka/IbL[eBbIX KAHATIOB.

MaTepvlan bl 1 MeTO4bl

IManuentka C., 40 5eT, ¢ aHAMHe30M IIpPOTpeccupylowleit
OJBIIIKY Ha IMPOTKEHUM 3 MECALEB ¥ PaCYe€THBIM CUCTOJIN-
YeCKUM [JaBJIeHIEM B JIETOYHOI apTepuy 85 MM PT. CT., TOCIIN-
Ta/nM3nNpoBaHa B fekabpe 2017 ropa mns BepudmKanuym gua-
rHo3a JIAT. TIpu o6cnegoBaHuy OTCYTCTBOBAIN KIMHIYECKHE
Y VIHCTPYMEHTAaJ/IbHble IIPU3HAKM IIPaBOXKENTYLOYKOBOI XpoO-
HU4ecKoit ceppeunoit HegoctarouHoctu (XCH), cokpaTuTenn-

Hasl CIOCOOHOCTb MUOKAp/a IPaBOro XelyRLodKa [0 JaHHBIM
axokappuorpaduyeckoro (IXOKTI) mccnegoBanus 6pina co-
XpaHeHa: MUKOBasg CUCTONMYECKASA SKCKYpCUA KOIbLla TPU-
kycnupanpHoro kimamada (TAPSE) 19 MM m KOHUEHTpanus
N-TepMMUHaIBHOrO PparMeHTa HATPUITyPETUIECKOTO MO3IO-
Boro npornentuga (NT-proBNP) B cbIBOpoTKe KPOBM He IIpe-
BbINIaTIa pedepeHCHble 3HaUYeHMs. XpOHMUYecKas TPOMOOIM-
6osmrdeckast 1eroYHasi TUIePTEH3 s, IIATOIOTVIS IEBBIX KaMep
cepnua u nerkux, JIAT-acconunpoBaHHble 3ab0TeBaHNS 1 CO-
CTOSIHMsL OBUIM MCKIIIOYEHBI B Iponecce obcmenoBanms. Ha-
C/leficTBeHHbINT aHaMHe3 mo JIAI' He oTATOIIEH, BpemHBIX
NIpUBBIYEK IMALMEHTKa He MMeIa, KOHTAKT C OpraHMYecKu-
MM PacTBOPUTETAMMY, IIPUEMOM TOKCHHOB M JIEKAPCTBEHHBIX
IIpenaparoB, aCCOLMMPOBAHHbIX ¢ pasButueM JIAI orpuna-
na. [lucTaHIMs B TeCTe MeCTH MUHYTHO X0ib6bI (T6MX) co-
craBuiaa 370 M, 4To coorBeTcTBOBaNO 111 PyHKIMOHATPHOMY
kimaccy (OK) JIAT (BO3). Obpamana BHMMaHME BBIPaXKeH-
Hasl JecaTypauusi 6O/IBHOI B IIpollecce BBIIOTHEHMs TecTa
¢ 96% o 80%. Ha penTreHorpaMmme opraHoB IPYJHOI KIIeT-
K1 GBIV BBIABJIEHBI NPU3HAKY 1€royHoit runeprensun (JII):
pacimypenne gyTy IErOYHON apTepUM M IPaBOJ HIKHEN BeT-
B JIETOYHOI apTepuy, NPY 3TOM 3HAYMMBIX M3MEHEHUN co
CTOPOHBI NApEHXUMBI JIETKUX BBLABIEHO He OblIo (puc. 1),
0 JAHHBIM MHOTOCP€30BOIl KOMIIBIOTEPHOI TOMOTrpaduu op-
raHoB rpynHoit kiaetku (MCKT) ormeuanocs guddysnoe cau-
JKeH1e THeBMaTU3aL My JIETOYHOI ITAPEHXMMBI C 06eUX CTOPOH
3a C4€T MHOXXECTBEHHBIX LIEHTPUIOOY/IAPHBIX O4aroB MO TUITY
«MaTOBOTO CTEK/a», a TaKXKe ompefenAannuch npusHaku JII' B
BUJI€ PacCIIMPEHNA CTBOJIA IETOYHO apTepun 1o 37 MM U yBe-
NMMYeHUs IPaBOTO XenyouKa (puc. 2)

PucyHok 1. PeHTreHorpamma nérkmx, npamas npoekuus. lMpnsHakn
JIT: paclumpeHne pyrn néroyHoun aprepum (CTpenka), paclumpeHne
npaBoiil HWKHell BeTBU NEroyHol apTepum (ABONHaA cTpenka)
Figure 1. Chest radiography, antero-posterior projection. Signs of
pulmonary hypertension: dilation of the pulmonary artery arch
(arrow), dilation of the right lower branch of the pulmonary artery
(double arrow)
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ITo faHHBIM KOMIUIEKCHOII OLleHKM (YHKI[MU JIETKUX Peru-
crpupoBanack Huskass DLCO 28% mpu oTCyTCTBUM NpU3HA-
KOB pecTpuKumu miu obcTpykuuu (061asi eMKOCTb JIETKUX
119%, 06peM GopcrpoBaHHOrO BbI0Xa B 1 cekyHAy 106%). ITo
[aHHBIM KaTeTepusanuy mnpassix Kamep ceppua (KITKC) mog-
TBEP>KJIeH IpeKanu/IApHbIi xapakrep JII: cpefnee naBnenne
B nerouHol aptepun (cp[l/IA) 42 MM pT. CT., IeTOYHOE COCY-
nucroe conporusnenre (JICC) 4,8 En. Byna, naBneHue sakin-
HUBAaHUs JIETOYHON apTepuy 4 MM PT. CT., CEPAEIHBIN MHEKC
3,83 n/MuH/M?% faBleHue B IPaBOM Ipefcepanu 4 MM pT. CT.,
caTypauus CMEUIaHHOJ BEHO3HON KpoBu 76,8%. YuurbiBad
npepnonaraemsblit guarnos VIJIAT III ©OK, semonusanca BPT ¢
UIOIIPOCTOM, Pe3y/IbTaThl KOTOPOTO MMeJIN KPUTEPUI IOIOXKU-
TebHOTO oTBeTa (Tabn. 1). Ycranosnenusiit nuaruos VIJIAT 3
@K c nonoxxurenbHpiM BPT ocnyxum ocHoBaHMeM A1 CTapTa
Tepanus aM/IOAUIINHOM C JOCTVYDKeHNEM Jo3upoBKu 10 Mr/cyT
(tabmn. 2). ITocnepymomas TUTpauus IpeKpalieHa BCIeCTBUE
BOSHUKHOBEHNS IeprQeprdecKux 0TeKOB ¥ OTCYTCTBISI faJIb-
HeJILIIero yIy4IIeHNs TOMEPAHTHOCTI K (QU3MYECKOI Harpys-
ke. Yepes 3 Mmecsna Ha oHe Tepamuy 6I0KATOPaMm Kaib-
IIMeBbIX KaHanmoB oTMevanoch cHmkeHnme ®K XCH mo 2-ro,
muctanuusa B TOMX ysemuuunace go 521 m. OpgHako coxpa-
HsMach fecarypauust npu Quamdeckoir Harpyske o 80%,

NT-proBNP B chIBOPOTKE KPOBM OCTaBajCsA CTAOM/IBHO HM3-
xkuM (56 mr/mi). ITo ganusiv OXOKT oTcyTcTBOBama fuiaTa-
LM IPaBOTO KeMYHNOUKa ¥ COOTHOIIEHME IPABOr0 >KeMyHou-
Ka K JIeBOMY >Kenymouky coctasisano 0,8. [To ganubsiM KIIKC
0TMeYanoch cHikeHue Cp/lJIA mo cpaBHEHUIO C MCXOJHBIM
(42 MM pr. cT.) M coxpaHAncA nonoxuTenbHbnt BPT: cpll/TA
36->26 MM pT. CT., JaBleHMe 3aKIMHMBAHNA JIETOYHON apTe-
puUM 6 MM PT. CT., CephedHblil uHpekc 3,1 n/mun/m?. Ilpu Kap-
AMOPeCMPAaTOPHOM TeCTUPOBAHMM TIOKA3aTeIy MMeNN MeHee
671aroIpUATHBIN XapaKTep: IMKOBOe HOTpebIeHne KUCI0po-
fa 610 CHIDKeHO 13,3 MJI/KI/M?, @ BEHTUIATOPHDIN 9KBMBa-
JIEHT 1O AMOKCUAY YIZIEPOAY OBUI 3HAYMTENBHO HOBbILIEH —
53, uto ob6bsAcHANN Huskoit DLCO. TeM He MeHee, y4nuTbIBasA
HOBbILIIEH)E TOJIEPAaHTHOCTU K (M3NIECKOI Harpyske, 6maro-
TIPUATHBIN TTaTTePH TeMOAVHAMUKM, HOPMAJbHBI yPOBEHb
NT-proBNP u oTcyTcTBMe AMIaTaluy IpaBbIX KaMep cepAla,
Tepamnus aMIOEUIIHOM OblIa IpofomKeHa (Tabt. 2).

OpHaxo yxxe yepe3 12 MecsAleB IIOCIe CTapTa Tepalny aM-
TONVIIVHOM, Y TTAIfMeHTKU MOABUINCH IIPeCUHKOIaIbHbIe CO-
CTOSIHU A, CMHYCOBas TAXMKApHWs, Hapoc/a ofpimiKa. [Tpu aTom
npusHaku InpaBoxenymoukosoit XCH mo-mpexxHemMy OTCyT-
CTBOBAJM, COXPAHANACH Y/IOBIETBOPUTENbHASA COKPATUTENb-
Hasi CoCOOHOCTD IpaBoro xenypouka: (TAPSE 25 cM, cucro-

PucyHok 2. MCKT opraHoB rpyaHoli KNeTku, akcuanbHas npoekuus. A. MHoXKecTBeHHble LLeHTpUNo6ynApHble oyaru No TNy <MaToBoro
CTeKna» C HeYETKUMU KOHTYpamu (cTpenku). B. PaclunpeHne ctBona nérouyHoir aptepuu (ABoiiHaA CTpenkKa) c npeobnagaHne guamerpa
CTBOJ1Ia NEro4yHoOI apTepumn Haa AMaMeTPOM BocxoAsLLell aopTbl (3BEé3a04Ka)

Figure 2. Chest computer tomography, axial sections. A. Multiple centrilobular foci of the “ground-glass opacity” type with fuzzy contours
(arrows). B. Enlarged pulmonary artery trunk diameter (double arrow) and pulmonary artery trunk-to-aorta ratio (star)

Ta6nuua 1. laHHble KaTeTepu3ayuu NpaBbix Kamep cepALa 3a nepuoa HabnoaeHNA 3a NaLMeHTKoN

Table 1. Follow-up right heart catheterization data

MapameTpbl 12.2017 WUnonpocr 04.2019 Unonpocrt 03.2021
“Cnf}":ﬁ_/ CPANA/ AATA, 63/42/27 48/28/18 61/40/24 52/34/20 85/63/48
JICCep. Bypa 4,76 3,5 75 6,4 15,5
A3NK, mm pT. CT. 4 2 8 2 5
Ann, mm pr. cT. 4 3 1 1 6
CW n/mnn/m? 3,8 41 24 2,6 2,07
Sa0,, % 97,0 95,0 95,0 97,0 90,2
SvO,, % 76,8 - 59,8 71,2 51,3
BP oTBet MONOXUTENbHbBIN oTpuuaTeNibHbIN He BbinonHeH

Mpumeyanne/Note: CAJIA — cuctonmyeckoe faBneHue B ieroyHor aptepun (sPAP — Systolic pulmonary artery pressure); cpIJ1A - cpeaHee
ZaBneHue B nerouHon aptepun (MPAP — mean pulmonary artery pressure); AAJIA - anactonuyeckoe faBreHne B 1erodyHon aptepum

(dPAP - diastolic pulmonary artery pressure); JICC — nerouyHoe cocyauctoe conpotusnerue (PVR - pulmonary vascular resistance);

03J1K — paBneHune 3akNUHMBaHNA neroyHblx kKanunnapos (PAWP — pulmonary arterial wedge pressure); MM - naBneHve B npaBom npeacepann

(RAP - right atrial pressure); CU — cepgeunbin nHaekc (Cl - cardiac index); SaO, - caTypaums apTepumanbHoii Kposu (Sa0, — arterial oxygen saturation);

SvO, - caTypauua cMellaHHO BeHo3Ho Kposu (SvO, — mixed venous oxygen saturation); BP — BasopeaktusHbin (VT - vasoreactivity test)
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nMdecKas CKOPOCTb MABVDKEHMUS KOJbLA TPUKYCINAATBHOTO
ximamana (TAVS) 12 cm/c, ppakius Boibpoca 43% 110 FaHHBIM
MarHuTHO-pe3oHaHcHoi Tomorpadum (MPT). Kpome Toro,
ypoBerb NT-proBNP (99 nr/mn) ocraBancsa B Ipefienax HOp-
Mbl. [Ipy MHBA3KMBHON OLlEHKE TeMOAMHAMUKIU PerucTpupo-
Basochk Hapactauue cpllJIA (40 MM pT. CT.), CHIDKEHNE Cepaed-
HOTO MHJeKca 2,28 1/MUH/M* IpU HU3KUX 3HAUCHU A TaBICHNA
3aK/IMHUBAaHNA IerouHOI apTepu (8 MM pr. c1.). BPT cran or-
punaTenpHbIM (Tab/1. 1), 4TO B COYeTaHUM C HUBKUM IIKOBBIM
norpebrenveM Kucnoposa (13,9 My1/MuH/Kr) 1 BBICOKMM BEHTH-
JISITOPHBIM 9KBUBa/IEHTOM (59,9) ObIIO paciieHeHO KaK yXyZllie-

VO,pci - 13,3 MA/MUH/KT 14 (54%)
(57% [
EqCO, 53 .
O,/HR mn (70% [) 8.2 (75%)
4/2017
HR/Vkg - slope- 80%

Sal02 83%

Hue TedyeHnA JIAT u yTpaTa H0/N0XKXUTETbHOIO Ba30PeaKTUBHO-
ro otBeta (rabu. 2). ViHnnumnpoBaHa Tepanus CungeHapmIoM
(20 mr x 3 pasa B cyTkn). HecmoTps Ha cMeHy Tepanum, yBenu-
yeHUs PUINIECKOil pabOTOCIIOCOOHOCTY U perpecca CUMITO-
MOB He HaOIOfIa/loCh, B CBA3K C YeM OCYIeCTB/IeHa IOIBITKA
HepeK/IoYeH s Ha puonuryat. OfHaKoO IpU JOCTYUKEHNH JO3BI
puonuryata 6 MI/CyTKM y TaIjMeHTKM 3Ha4MTeTbHO HapoC/ia
ofibIlIKa U cmabocThb. [IpernapaT 6bI1 OTMEHEH, BO30OHOB/IEHA
Tepanus cuifeHaduIoOM U JOOABIeH MAalMTEHTaH, YTO HpHU-
BeJIO K YBEMYEHMIO IIEPEHOCUMOCTH (PU3NUECKOII HATPY3KU U
OTCYTCTBUIO ITPECUHKOIIATbHBIX 9SIIN3070B (puc. 3).

8,5 (33%)

He onpeaenaemMbli

4,4 (47%)

7/2018 3/2021

86%

PucyHoK 3. [lnHamunKa OCHOBHbIX MOKa3aTeseil KapAnopecnupaTopHOro TeCTUPOBaHUA

Figure 3. Cardiopulmonary exercise testing data

MpumeyuaHmne/Note: NMpumevarune: VO2peak — nnkoBoe notpebneHune kucnopopa (peak oxygen uptake); EQCO2 — BeHTUAATOPHbIV SKBMBANEHT NO
nvokeupy yrnepogy (ventilatory equivalent for carbon dioxide); 02/HR - kucnopogHbii nynbc (oxygen pulse); HR/Vkg-slope — HaknoH oTHoLeHnsA
noTpebneHna KNCnopoga K MHYTHOW BEHTUNALMM NpU dusnuyeckon Harpyske (the slope is the ratio of oxygen consumption to minute ventilation

during exercise)

PucyHok 4. MCKT opraHoB rpyAHOII KJIETKM, akcnanbHble cpesbl. A. llonncermeHTapHble NHGUIbTPaTUBHbIE 3MeHeHUA (YépHbie
CTpenku), BbipakeHHOe YToJllLeHe MeXA0/IbKOBbIX NeperopoAok (6enas crpenka), ABYCTOPOHHWIA TMAPOTOPAKC (ABOIHbIE CTPENKM).

B. YBennueHHbie BHYTpUrpyaHbole numeoysnbi (3BE3404KN)

Figure 4. Chest computer tomography, axial sections. A. Polysegmental infiltrative changes (black arrows), severe thickening of the
interlobular septa (white arrow), bilateral hydrothorax (double arrows). B. Enlarged intrathoracic lymph nodes (stars)
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C ocenn 2020 roga Ha ¢oHe Tepanuy cunfeHapUIoOM U Ma-
nuTeHTaHoM auctaniusa B T6MX coctaBuma 510 M, CHUSUIIOCH
IIIKOBOE MOTpebeHNe KUCIopopa 12,5 1/MUH/KT U yBeMIUI-
Cs1 BEHTU/IATOPHBIN 9KBUBaIeHT — 61. ITo manusiMm MPT cepp-
1ja 6asabHbII pasMep MPaBOTO JKeMYLOYKa COCTABIN 45 MM,
IIpaBoro npepcepans — 47 MM, Qpakiysa BoIOpoca IpaBoro >e-
Ty RO4YKa CHUSUIACh [0 37%. K Tepanum fo6aBieH celeKCuIar,
mosa oTTUTpoBaHa o 1600 Mxr/cyTku. Ha ¢oHe TpexkoMmmo-
HeHTHOII JIAT-cnennduyeckoil Tepanuu manyeHTKa cybbek-
TUBHO OTMETW/Ia yBeNIW4YEHNE IePEeHOCHMOCTI (PU3MIeCKO
Harpysky. C y4yeToM SNMIEMUONOTMYECKON CUTyaluu BO3-
MOYXHOCTY IPOBefIeH)sI BUSUTOB HMAIlEHTKM C BBIIIOTIHEHJEM
HATPY30YHBIX TeCTOB B Iepuoy 2020 rofa 6bUIM CyILeCTBEHHO
OrpaHMYEHBI.

B nexabpe 2020 roga maryenTka neperecna SARS-CoV-2-ac-
COLMMPOBAaHHYIO THEBMOHMIO CPEJHETSAXKENIOTO TeueHuA ¢ 25%
Iopa>keHueM JIeTkux (puc. 4) u secarypauueit go 76%. Ha pone
[IO/TMICETMEHTAPHBIX MH(UIBTPATVBHBIX USMEHEHUIT B JIETKIX
BIIEPBble BBIAB/IEHBl MHTEPCTULVANbHbIE U3MEHEHNA B BHUfE
BBIPA)KEHHOTO YTOJILEHNA MEeX/IOTbKOBBIX IepPeropofokK, OT-
Me4eHO TOSIB/IeHNEe IBYyCTOPOHHETO I POTOpaKca HeGOIbIIIO-
ro o6bemMa 1 yBenndeHue BHYTPUTPYAHBIX muMboysnoB. [Ipu
TOCIIUTANN3ALMM TIALMEHTKA IIO/yyasa CTaHJAPTHYIO Tepa-
o (HU3KOMOJIEKY/IAPHBIIl TellapyH, a3UTPOMULIVIH, TUIPOK-
CUXJIOPOXUH, NMPESHN30JI0H) C OBICTPLIM PerpeccoM MHQWIb-
TPaTUBHBIX M3MeHeHM B jierkux no ganesiM MCKT opranos
TPy HOM K/IeTKN. BpInmcana ¢ caTypanmeit Kiciopoya 1o JaH-
HBIM IIyIbcOKcUMeTpuu 96% Ha (OHe TPeXKOMIIOHEHTHOI
JIAT-tepanuu (cunpeHadun 20 Mr X 3 pasa B CyTKM, MallUTeH-
taH 10 Mr/cyrky, cenexcunar 800 MKT X 2/CyTKu), aHTUKOA-
TYISHTHON Tepanuy (ammkcabad 2,5 Mr X 2 pasa B CyTKH) U
ANypeTHYecKol Tepanuy (TopaceMmy 2,5 MI/CyTKH, CIMPOHO-
JIAKTOH 25 MI/CyTKM).

TeMm He MeHee, yepe3 2 Mecsla MOC/Ie NePEeHECEHHOI ITHeB-
MOHNY HaI[MeHTKa OTMeTH/Ia IPOrpecCUpOBaHMe OfBIIIKMY, Ha-
pacraHe o61eit cnaboctu. BriepBeie 6bI7I0 3aperncTpupoOBaHO
nosbimieHye NT-proBNP o 827 nr/mi, u gunaranns npaBoro
)Kenmypodka 1o 51 mm no fanHbIM OXOKI. B pamKkax Tpexkom-
[IOHEHTHOIT Tepanuu (cuageHadyI, MAIIUTEHTAH U CeleKCHIIa-
rom) Oblia BeOpaHa CTpaTerysi HapalMBaHuUs JO3UPOBKU Ce-
nexkcumara (o 1400 MKT X 2 pa3a B CYyTKM) C yBe/TM4eHMeM T03bI
topacemuza (go 7,5 mr/cyTtku). OfHaKO K MOMEHTY BOCTIXKe-
HIUA NO3MPOBKY cenekcumara 2800 MKI/CyTKM OTMe4anoch Ha-
pacTaHye OfbIIIKM [IPU MUHVMMAJIbHON (U3IMIECKOIT HATPY3Ke,

HOSIBUIVICh PeLMUBUPYIOIE CUHKOIAIbHbIE COCTOSHNUS, B
cBsi3u ¢ 4eM B MapTe 2021 roga 601pHas1 6b11a SKCTPEHHO TOCIIN-
ranusuposana B HMUII um. B.A. Anmasosa. IIpu nocryne-
HUM PeruCTPUPOBAIACh CUHYCOBas Taxukapaus (105 ya/mMuH),
runorensus (100/60 MM pr. CT.), ecaTypauns B okoe g0 66%.
Ha 0630pHOI1 peHTreHOrpaMMe OpraHOB IPYHXHON KIeTKU OT-
Med4azioch YMepeHHOe YCHU/IeH e IETOYHOTO PUCYHKA 32 CYeT CO-
CYAMCTOrO KOMIIOHEHTA, paclIyipeHyie KOpHell JIeTKMX 3a CYeT
MAaruCTpajabHBIX BETBEN JIETOYHON aprepuy, auHuu Kepnm
(puc. 5). C mOMOIIIbI0 BEHTU/IALVIOHHO-TIepY3MOHHOI CIIVH-
TUTpaduy IerKUX UCK/I0YeHa TPOMO0IMOONNs TeTOYHOI ap-
tepun, o sanHbIM MCKT oTcyTCcTBOBa/IM IIPU3HAKY [THEBMO-
HIYECKOI MHPUIbBTPALNY, HO COXPAHSIIICH MHOXECTBEHHbIE
ABYCTOPOHHUE LEHTPIUIOOY/IsIPHbIE OYary IO TUIY «MATOBOTO
CTeKJIa», TOAYEePKHYTOCTb MEX/[O/IbKOBBIX CENT (BbIpajkeHHas
B MeHbllleil CTelleHy, YeM Ha (oHe mHeBMOHuM). Ormevasncs
IIOJIHBII perpecc IMAPOTOPAKCa U MOsIBIEHME MAJIOTO TUAPO-

PucyHok 5. PeHTreHorpamma nérkmx, npamas npoeKkuus.
MpusHaku JIT: paclumpeHne ayrn néroyHom aptepumn
(3Bé3p0uKa), paclumpeHne NnpaBoil HUXKHEN BeTBUN NEro4yHom
apTepum (ABoliHaA ctpenka). JInHum Kepnn - npnsHak BEHO3HOro
3acToA, 06YCNIOBNIEHHbI OTEKOM U YTOJLEHNEM MeXKA0NbKOBbIX
neperopopok (crpenkn)

Figure 5. Chest computer tomography, antero-posterior
projection. Signs of pulmonary hypertension: dilation of the
pulmonary artery arch (star), dilation of the right lower branch

of the pulmonary artery (double arrow). Curley lines: a sign

of venous congestion caused by edema and thickening of the
interlobular septa (arrows)

PucyHok 6. MCKT opraHOB rpyaHOI1 KNeTKu, akcuasnbHble cpesbl. A. YTonleHne MeXXA0/IbKOBbIX Neperopofok (6enas crpenka),
LeHTpuno6ynsapHble oyaru No TUNY «<MaTOBOro cTeKna» (UEépHble cTpenkn). B. Manbii rugponepukapp (ABoliHan cTpenka)

Figure 6. Chest computer tomography, axial sections. A. Thickening of the interlobular septa (white arrow), centrilobular foci of the
«ground-glass opacity» type (black arrows). B. Small hydropericardium (double arrow)
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nepukappa (puc. 6), COXpaHs/IOCh 63 IMHAMUKY YBelTUdeHUe
BHYTPUTPYAHBIX TMMQOY3/IOB 3a CIET OTEKa.

ITo manubpiM IXOKI perucrpupoBanoch HapacTaHMe JVC-
¢yuknuy mpasoro xenygouka (TAPSE 17 mm, TAVS 9 cm/c),
ypoBeHb NT-proBNP pgoctur 2800 mr/mi. Ilo gaHHBIM KOM-
IUTEKCHOJI OljeHKe (DYHKI[MM ABIXaHMS OTCYTCTBOBA/IN IIPU3HA-
KM PecTpUKImMu U 06CTpyKumy, coxpaHsuiach Huskass DLCO
(27,3%). Ha ocHoBaHuUM covetanms yxynurenns redenns JIAT ¢
HapactaHyeM runokcemuu, MCKT-npusHakoB oTeka IerKMx Ha
¢one sckanaryn JIAT-tepannu u kpaitae #nskoro DLCO 6bima
3anofiospeHa BBJI. OTMeHeH ceekcumar, yBeln4eHa JO3MpPOB-
Ka MeT/IeBbIX JUYPETUKOB, MHUIMMPOBAaHA KUCTOPOROTepanus
C OCTIDKEHMeM caTyparuy Kucnopopa 90%. Ha done tepamuu
cnnpeHadUIOM 1 MALMTEHTAHOM, Y PETUYECKOI ¥ KICIOPOJ-
HoIt nopepxku 6bi1a BoinonHeHa KITKC, o gaHHBIM KOTOPOIT
OTMEYasIoCh YXy/llleHNe oKa3aTeseil TeMOAMHAMMKY 110 CpaB-
HEHMIO C UCXOHBIMY JaHHbIMK OT 2017 ropa (Tabm. 1.)

ITpy BBIIONHEHMM TE€HETUYECKOTO MCCIEJOBAHNS METOLOM
CEKBEHVPOBAaHMS HOBOT'O IIOKOJIEHUs C IIPUMEHEHMEM LieJie-
BoI1 maHenu oboramenus Ha npubope [lumina MiSeq 6buin
UCCTIefIOBAHbI T'€Hbl, aCCOLMNMPOBAHHbIE C PAa3BUTHUEM LIMPO-
KOTO CIeKTpa HAC/e[CTBEHHbIX 3a00/ieBaHMIl. BoIsiB/IeHDI [1Ba
BapMaHTa B KOMIIAYHJI-TETEPO3NTOTHOM COCTOSHMM B TeHe
EIF2AK4 (chrl5:40293231, rs774494999, NM_001013703.4:c.
C2965T:p.Arg989Trp) wu  (chrl5:40324379, rs372637398,
NM_001013703.4:c.C4669T:p.Argl557 Ter), KOTOpbIE SBISAIOT-
cs1 BepoAaTHoN npuanHoi BBJI. [TanuenTka KOHCYTbTMpPOBaHa
o ka"any Tenemenuuunsl B PI'BY «HMUI] THIO nm. Ak. B.J.
IITymakoBa» MuHu3npasa Poccun, BKII0YeHa B JIUCT OXKUJAaHUA
Ha TPAaHCIUIAHTALNIO JIeTKUX. B JTaHHBII MOMEHT XUBA, IIOY-
vaet JIAT-crienuduyeckyo (cunmenadun 20 Mr x 3 pasa B CyT-
KIM U MaljuTeHTaH 10 MI/cyTKu), KOMOMHUPOBAHHYIO IUYPETH-
YeCKyI0 TepaIlMio U IOCTOSHHYIO KUCIOPOLHYIO MO AEPXKKY.

O6c¢cyxpeHune

BBJI u1 7erovHsIl KanyuUIsPHBII FeMaHIMOMATO3 MMET 00-
mye $aKTOPbI PUCKA, TEHETUYECKYI0 OCHOBY U KIMHUYECKYIO
CHMIITOMATHKY, IO3TOMY PacCMAaTpPMUBAIOTCA KaK eAMHOe IaTo-
JIOTMYECKOE COCTOsAHME, TpuHanexaee K I rpynne JIT, a umen-
Ho JIAT ¢ npusHakaMy BoB/edeHMs BeH/KamnAapos [6]. ITpo-
LlecC peMOZe/NMpOBaHMs 3aTparuBaeT KaK apTepUONbl, TaK U
CenTajbHbIE BEHDI, X IIPeJiceNTalbHble BeHybl. BBJI Mmoxer Ma-
HudecTUpOBaTh B PasIMIHOM BO3pPAcTe, OT AETCKOro fio 70 JIeT.
ITepBorit vk MaHudecTaLM IPUXORUTCS Ha Bo3pacT 20-30 et
C OJITHAKOBOI1 YaCTOTON BCTPEYaeMOCTY CPefM YKEHILVH M MY K-
YMH U, BEPOSITHO, SIB/IAETCS TeHETUUeCK!U 0OYCTIOBIEHHBIM, BTO-
poit muk — Ha 60-70 yeT, 9ame mopakaeT MY>KYMH M aCCOLUN-
poBan ¢ BUY-unexyert, CUCTEMHOI CKIEPOePMIUEN, @ TAKXKE
C KypeHVeM, KOHTaKTOM C OPTaHNYeCKIMM PacCTBOPUTENAMHU (B
YaCTHOCTH, TPUX/IOPITUIEHOM), KypPCaMy XUMMOTepanum (Mu-
tomunuH C, nuxnopocdamup) [2,5-6]. B cuny kpaiiHe pepgkoit
BcTpeyaemocty BBJI, panpnoMmusupoBaHHble KIMHUYECKUE MC-
CTIefIOBaHNA CPeyl JAHHOI KaTeTopMy Nall¥eHTOB OTCYTCTBYIOT,
a BBIBOABI O CIIOCO0AX AMATHOCTUKY 1 3P PEKTUBHOCTH JIeIeHN S
OCHOBaHbI Ha CEPUAX KIMHUYECKUX CIyYaeB U IOATPYIIIOBOTO
aHa/M3a JAHHBIX U3 KPYIHBIX perucTpos JIAT.

JIuarnos BBJI Bepu¢uUMpPyIOT ¢ HOMOIIBIO TeHETUYECKOTO
(IC xmacc pekoMeHAALMIT) MITU TTATOMOP(OTOTMYeCKOTO UCCTIe-
noBaHMA. II0CKOIbKY OMOIICHS JTETKUX COIPSIKEHA C BBICOKMM
PMICKOM JIETOYHBIX KPOBOTEYEHUII M HE PEKOMEHJIOBaHa C lie-
npto guarnoctuky (IIIC xmacc pekoMeHAaLMit), TeHeTUYeCKOoe
TeCTUPOBaHUe MPEACTAB/IAeTCs O0ee MPeANOYTUTETBHBIM [6].

Heb6naronpyarHslit mporHo3 BBJI 11 BO3MOXXHOCTDb TSKEIOTO
JIeKapCTBEHHO-VHYIIMPOBAHHOTO OTEKA JIETKMX IIPY UCTIONb30-
BaHun JIAT-crierpuydeckoit Tepanuy AUKTYIOT HEOOXOAUMOCTD
paHHel IMaTHOCTUKM 3a60IeBaHNA C LIe/IbI0 PaHHEl IOCTaHOB-

Ta6nuua 2. CrpatudpuKaymna pucka B AUHaAMUKe
Table 2. Risk stratification in dynamics

2017 Yepes 3 mec. 2018 10.2020 3.2021
MNpu3sHakn MK XCH HeT HeT HeT HeT na
MporpeccnpoBaHune 6bicTpOE MepaJsieHHoe 6bicTpoe MepaJsieHHoe 6bicTpOE
CuHKoOnMbI HeT HeT NpecnHKoMbI HeT na
T6MX, m 370 521 420 510 -
OK (BO3) 11l Il 11l Il \%
VO, peak (%[), mn/Kr/mnH - 13,3 (57%) 13,9 (54%) 12,5 -
EqCO, - 53 59,9 61 -
NT-pro BNP, nr/mn 126 56 929 40 2808
Bbinot HeT HeT HeT HeT na
S MM, mm? 14 13 15 13,2 21
A, mm pT. CT. 4 4 1 - 6
CW, n/MnH/m? 41 31 2,28 - 2,07
SvO,, % 76,8 71,5 59,8 - 51,3
ESC/ERS 2015 1,44 (HP) 1,09 (HP) 1,73 (NP) 1,00 (HP) 2,6 (BP)
REVEAL 2.0 7 4 6 5 14
CungeHadpun— Puouuryat— | CungeHadun CunpgeHadun+
Tepanua AmnoaunuH | AMnoamnuH CunpgeHadun + MaunTeHTaH MauuTeHTaH MauyunTeHTaH+
Cenekcunar O,+nypeTtunkn

Mpumeyanune/Note: HP — H13kunin puck — 6enbii (LR - low risk — white); [P — npomexXyTouHblii puck — cepbiit (IR — intermediate risk — gray); BP -
BbICOKMI pUck — TeMHo-cepbiii (HR — high risk — dark gray). [M>K XCH - npaBokenygoukoBas cepgeyHasa HegoctatouHocTb (RV HF - right ventricular
heart failure), T6EMX — TecT WwecTMMUHYTHOM X0Ab6bI (MWD — 6-minute walking distance), ®K - ¢yHKumoHanbHbIn Knacc (WHO-FC — World

Health Organization functional class), %[l — npoueHT oT gomxHoro; VO, peak — nukoBoe notpebneHmne kucnopoga (VO, peak — peak oxygen
consumption VO, peak — peak oxygen consumption), EQCO, — BeHTUNATOPHbIV SKBMBaNeHT no guokcmay yrnepogy (EqCO, - carbon dioxide
ventilator equivalent), NT-proBNP — N-TepmurHanbHbI dparmeHT HaTpuiypeTmyeckoro mosrosoro nponentuga (NT-proBNP — N-terminal pro-
brain natriuretic peptide), S MM - nnowagb npasoro npegcepauns (RAA - right atrial area), NN - naBneHue B npaBom npeacepaun (RAP - right
atrium pressure), CU — ceppeunbii nHgekc (Cl - cardiac index), SvO, — cmelnaHHaa BeHo3Has caTypauma (SvO, — mixed venous saturation)
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KM TTAIMeHTa B JIMCT OXKU/JAHU S Ha TPAHCIUIAHTALUIO JIETKIUX, KaK
€AVHCTBEHHOI CTPATerny, BIMSIOEN Ha IPOrHo3 [7].

CyuiecTByeT psijfi KIMHUKO-MHCTPYMEHTATIbHBIX OCOOEH-
HOCTell, CIIOCOOHBIX IpMBJIEYb BHUMaHME ¥ YCUIUTh HACTO-
poXeHHOCTb B oTHomeHun BBJI, cpeiym HUX COBOKYIHOCTD
KT-npusnaxos, DLCO, ocobeHHOCTH TedeHUs 3a00/IeBaHuA.

JIna BBJI xapakTepHO codeTaHue psAfa IPU3HAKOB, BBIABIA-
embix 1pu MCKT opraHos rpygHoii xneTku. B nérousoin ma-
peHXUMe BU3YaIUSUPYIOTCS 30HBI CHIDKEHMU S BO3LYLUIHOCTH 110
THUILy «MaTOBOrO cTekma». OHM MOryT 6bITh Kak and¢ysHsle,
pacIpocTpaHAIINecs Ha Bce IETKIe, TaK ¥ OTHOCUTENIBHO JI0-
KajIbHBble. PadMepbl X MOT'YT BapbUPOBATh OT LIeHTPUIOOYIAP-
HBIX 04aroB [UaMeTPOM 2-4 MM 10 KPYIIHBIX C/IMBHBIX 30H. Tak-
K€ XapaKTePHO yTO/IIIeHE MEXX/TONIbKOBBIX CEIIT 3a CYET OTEKA,
yBe/IMdeHVe BHYTPUIPYSHBIX TMMPATUIECKUX Y3/I0B, HOsIBIIE-
Hue ruppoTopakca [8]. CoBoxynHocTb faHHbIX KT-ipusHakos
y nanuenrta ¢ JII' nossonser sanogosputsb BBJI. IIpn xommniexc-
HOJ1 OlleHKe BHEIITHero IbIXxaHMA y maumuenTos ¢ BbJI orcyrcTBy-
10T PeCTPUKTVBHbIE U OOCTPYKTUBHbIE HAPYILEHN I, O HAKO Xa-
pakTepHa KpaitHe Huskass DLCO (MmeHee 34%) 1o cpaBHEHMIO C
VIJIAT [8], uTo siB/IsieTCs He TONMbKO npusHakoMm BBJI, HO 1 Kpu-
TepueM HebIarompusATHOro nporHosa Tedenns JIAT cormacHo
mkare pucka neranbHocT REVEAL, REVEAL 2.0 [9-10]. Hus-
kass DLCO, BeposITHO, acCOLMMpOBaHa ¢ OOMBIINM CHIDKEHN-
eM o6beMa KaIWIIAPHON KPOBM M TsXKETbIMU HApYIIEHUAMU
MeM6paHHoiT [uddysun B pesyabrare nponudepanny Kammi-
JISIPOB M MHTEPCTUIMANBHOTO OTeKa [3,8].

OCHOBHBIM cIToc060M 7edeHns nanueHToB ¢ BBJI ABngeTca
TPAHCIUTAHTALMA eTKUX. B OXMAaHUY TpaHCIUTAaHTALIUY, TIPU
HeOoOXOMMOCTH, MOXXET ObITh MHAUBUYATbHO PACCMOTPEHO
HasHavenve JIAT-crenmonyeckoit tepanuu (IIbC kmacc pe-
koMmeHgauuii). [Ipy 3TOM faHHBIE MALVEHTHI JODKHBL HAOMIO-
HaTbCA B LEHTpax ¢ 601bLIM onbIToM nedeHns JII' u 6bIThb oc-
Be[JOMJICHBI O BCEeX PUCKaX edeHus [6].

Heo6xopyMo IOHNMATB, YTO MCIIOIb30BAHNE Ba30AM/IATATO-
POB Majoro Kpyra KpoBoob6paieHus y manueHToB ¢ BBJI ac-
COLIMMPOBAHO C PUCKOM PasBUTUsA JIeKaPCTBEHHO-MHAYLUPO-
BAaHHOTO OTeKa JIErKMX. ITO 3aTPYAHAET BHIOOP M TUTPALNIO
[penaparoB, TpebyeT MHAMBUAYANM3MPOBAHHOIO IIOLXOAA,
TeM He MeHee IpuMeHeHue JIAT-crenndudeckoil Tepanuy He
3allpellleH0 PeKOMEHMAlUAMU. B nmuTepaType OmmMcaHBI CIIy-
Yay yCIeIIHOTO IpYMeHEeHN!sA aHTarOHMCTOB 3H[OTeINHOBBIX
peuernrropos [11], naransgmonsoro mmonpocra [12], nHrubn-
TopoB ¢ochopuscrepasst 5 tuna (cungeradun) [13] y manueH-
TOB C OAiTBep>XeHHOI! BBJI, HAXORAMXCA B TUCTE OXXUJAHNA
TPAHCITAHTALIMM JIETKMX. B CBS3Y C 4eM 9KCIIepTH peKOMEH-

AYIOT TIJATeIbHbIMI MOHMTOPMHT ¥ OCTOPOXKHOCTb HpPHU pac-
CMOTpEHNN BOIIpoca 0 Hadaje u sckamannn JIAT-cnenudunge-
CKoJi Tepamnun [6].

Takum o6pasom, mauueHTs ¢ VIJIAT ¢ Huskoit DLCO u ge-
carypanueii TpedyroT ocropoxxHoit Tutpanun JIAT-cneundn-
4eCKOJ TepaIruy 1 TIIATe/IbHOTO M HAMIYeCKOT0 Hab/II0/ieH AL,
IIpu aToM orcyTcTBUe oTBeTa Ha JIAT-cnenuduyeckyio Tepa-
M0 MM yXyAeHne Tedenns JIAT npyu HapamuBaHuu o6be-
MOB JIO/DXHO YCU/IMBATh HACTOPOXXEHHOCTD B OTHOIIeHUM BBJI.
ITpu manu4uy nopospennus Ha BBJI o faHHBIM KIMHMKO-VMH-
CTPYMEHTA/IbHOTO 00C/IefOBaHNUA CTIeiyeT BBIIOTHATD TeHeTH-
Jeckoe 00cyIejoBaHNe alMeHTOB, YTO MOXKET CIIOCOOCTBOBATD
paHHell MOCTAaHOBKEe MallMeHTa B JMCT OXMJAHUA Ha TPaHC-
IUTAHTALMIO JIETKVX M CHVDKEHUIO JIeTa/TbHOCTHL.

3aknouyeHne

JlaHHbIT KIMHUYIECKNUIT CTyYail IpefiCTaBnseT cob0il HeoObIY-
Hoe TeveHne BBJI ¢ Hanmunem nonoxurensHoro BPT n addex-
Ta OT Tepalyy OI0KaTOpaMy Ka/IbIJeBbIX KAHATIOB B fle0roTe 3a-
6oneBaHus, yxynmenueM tedeHus JIAT mocne mepeHeceHHOI
SARS-CoV-2-accounnpoBaHHOIl HONMNCErMEHTAPHON ITHEBMO-
HUM U yBe/mdeHus oobema JIAT-mipenapaTos ¢ maHudecrarmeit
BBJI B Buzie iecaTypanyim, OABIEHUA MHTEPCTUIINATIBHOTO OTe-
Ka JIETKUX U yBE/IMYeHN A BHYTPUTPYAHBIX TMM(OY3/IOB 3a CYET
oTeKa erknx 1o faHHeIM MCKT opraHoB rpygHoli kneTku. bes-
YCJIOBHO Hanmumyye KpaitHe Hu3koit DLCO 3acraBnsimm ucxogHoO
AyMaTb 0 HeTunyu4HoM BapuaHTe VIJIAL. OfHaKo IOMOXUTENb-
Hblit BPT ¢ MI0IpoCcTOM 1 NONOKUTEIbHBII ITepBOHAYa/IbHbII
OTBeT Ha Tepammio 6I0KaTOpaMy Ka/bIMeBbIX KaHAJIOB JAenasl
TPaKTOBKY AMarHO3a MalMeHTKY KpaliHe 3aTPYAHNUTE/IbHOI.

OcHOBHBbIE TIOCTIAHNA:

o manuenThl ¢ VIJTIAT ¢ uuskoit DLCO (< 50%) merkux u ru-
IIOKCeMMell TPeOyIoT TIIATeNbHOTO AUHAMUYECKOrO Ha-
6IIoneHN A IIpY 3CKaTaL UM }IAF—cneuM(’quecxoﬁ Tepanum;

o orcyTcTBue oTBeTa Ha JIAT-cmenméudyeckyro Tepamuio
unn yxypmenuA redenus JIAT y mauuenrtos ¢ VIJIAT npnu
HapalyBaHuyu o06beMoB/no3upoBoK JIAT-cmeunduye-
CKMX IIpeIapaToB yCUIMBAeT HACTOPOKEHHOCTb B OTHO-
menuu BBJT;

o TeHeTM4YecKoe 00CeloBaHue TAllIeHTOB C IIOf03peHNeM
Ha BBJI 10 faHHBIM KJIMHUKO-MHCTPYMEHTATbHOTO 00-
cnepoBannA pexomenpyercsa (IC) ¢ membio paHHel mo-
CTAaHOBKM NaljMeHTa B TUCT OXXMJAHUA Ha TPAHCIIZIaHTa-
LMIO JIETKUX.
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