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PE3HOME

MpuBoANTCA ONMUCaHWEe KITMHUYECKOro Cilydas nauneHTkn 37 net ¢ ne-
FOYHBIM KanunifpHbIM reMaHromMaro3omM (OyHKLMOHAIBHOrO Kracca
IV no knaccudomkauum BO3 co CnoXXHOCTAMK AMArHOCTUHECKOTO NOUC-
Ka 1 ocobeHHocTamu JTAT - cneumdynyeckoil Tepanuu.

Jleroynas apTepuansHas runepTeHsumn — rpynna 1 B KNMUHUYECKON Knac-
cunKauum npencTasneHa HeCKOSTbKMMU popMamMu naTonoruu, B TOM
yucne BeCbMa pefKuMu 3a60/1eBaHNAMU, TAKUMW KaK Nero4Has BEHOOK-
KN03MOHHAS 60/1E3Hb 1 NIEr0YHbIA KanuIAapHbIA reMaHrnoMaros.
CnoXKHOCTM AMarHOCTUHECKOro MOMCKA 3aKMKYaloTCH B OTCYTCTBUM
Cneunmuyeckux CMMNTOMOB, Pa3HO06pa3nn MHTEPCTULMANTBHBIX UMK
04aroBbIX U3MEHEHUI N0 AaHHbIM CMUPanbHON KOMMLIOTEPHO TOMO-
rpacyuu, a OKOHYATESIbHbIA AUArHO3 MOXHO MOCTaBMTb TOJILKO MOCHe
BbIMNOSIHEHUA 6MONCUK JIErKOr0, YTO COMPSXKEHO C BbICOKUM PUCKOM
pa3BUTUS BO3MOXXHBIX OCNTOXHEHMIA. Mpu nepBuYHOM 06paLleHun 1
06CnefoBaHNYN MALUEHTKU KNUHWUYECKWE U reMOAMHAMUYECKIUE napa-
METpbl HE NO3BONWIIM Cpa3y 3anof03pUTh HANMYME NIErOYHOr0 Kanui-

Bknap aBTOpOB. BCe aBTOpbI COOTBETCTBYIOT KPUTEPUAIM aBTOPCTBA
ICMJE, npnHumanu y4yactue B NoArOTOBKE CTaTby, HAbope mMaTepuana
1 ero 06paboTke.

0< HELENDIAMOND @ YANDEX.RU

NAPHOro reMaHrnomarosa. M Toibko CroXHOCTU BELEHUS NauUeHTKK,
CBSI3aHHbIE C OTCYTCTBMEM 0XKMAAEMOro adddpekra oT NPOBOANMOIA Te-
panun J1AT-cneuudomydeckumu npenaparamu NocnyXunm 0CHOBON Ans
JanbHemLwero AnarHocTUYeCcKoro nomcka.

Ha choHe npuema Ba3oAmnaTaTopos Npu HopManu3auuu reMognHamu-
YeCKUX MoKasaTenemn y nauueHTKn 0TMe4anoch nporpeccupoBaHme apl-
XaTenbHOi 1 NpaBoXenyno4KoBoil HefoCcTaToYHOCTW. 10 pesynbTatam
JOMOJSTHUTENBHOTO 06Ce0BaHNA OblT YCTAHOBIIEH ANArHO3 NIEr04HOr0
KanunnapHoro remaHrnomarosa, npou3BefeHa Koppekuum Tepanum un
OnpefereHa fansHemwan TakTuka BeleHUs 1 nevYeHus nauueHTku. B
HacTosLLee BpeMs naumeHTKa oXxuaaet TpaHcnnantauuu 8 HMIALL um.
B.I. LLymakoBa 1 nonyy4aeT crneunmuyeckyro Tepanuio puoumryaTtom
2,5 Mr 3 pasa B CyTKM 1 603eHTaHOM 125 Mr 2 pa3a B CyTKW.
Knioyesble cnoBa: feroyHas aptepuansHas runepTeH3uns, JIero4HbIi
KanunapHblil FeMaHrmoMaros, KOMNbIoTePHas TOMorpacus, 603eHTaH,
cungeHadun, puoumryar

KoH(hnuKT nHTEpecoB. ABTOPbLI 3asBNAIOT 06 OTCYTCTBUM KOHAIIMKTA
MHTEPEeCOB.
®UHaHCUPOBaHKUE CTaTbU He OCYLLECTBNIANOCS.
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SUMMARY

The article describes a clinical case of a 37-year-old patient with pulmo-
nary capillary hemangiomatosis of functional class IV according to the
WHO classification with difficulties of diagnostic search and features of
PAH-specific therapy.

Pulmonary arterial hypertension - group 1 in the clinical classification is
represented by several forms of pathology, including very rare diseas-
es such as pulmonary veno-occlusive disease and pulmonary capillary
hemangiomatosis.

The difficulties of diagnostic search consist in the absence of specific
symptoms, a variety of interstitial or focal changes according to spiral
computed tomography, and the final diagnosis can be made only after
performing a lung biopsy, which is associated with a high risk of possible
complications. During the initial treatment and examination of the pa-
tient, clinical and hemodynamic parameters did not immediately allow to
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suspect the presence of pulmonary capillary hemangiomatosis. And only
the difficulties of the patient’s management associated with the lack of
the expected effect of the therapy with PAH-specific drugs served as the
basis for further diagnostic search.

Against the background of taking vasodilators, with the normalization of
hemodynamic parameters, the progression of respiratory and right ven-
tricular insufficiency was noted in the patient. According to the results of
an additional examination, a diagnosis of pulmonary capillary hemangi-
omatosis was established, therapy was corrected and further tactics of
management and treatment of the patient were determined. Currently,
the patient is awaiting transplantation at V.I. Shumakov national medical
research center and receives specific therapy with riociguate 2.5 mg TID
and bosentan 125 mg BID.

Keywords: pulmonary arterial hypertension, pulmonary capillary heman-
giomatosis, computed tomography, bosentan, sildenafil, riociguat.
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KITVHWNYECKWV CTTYYAUN

KITVHNYECKVIV CITYHAU MALUVEHTKU C JTIEFOYHbBIM KAMWTIAPHBIM MTEMAHMVIOMATO30M

JleroyHas aptepuanbHas runepteHaus (J1Al), ogHa u3 chopm
npekanunnapHoii neroyHoi runepteHsumn (JIN) — Taxenoe nporpec-
cupyloLee 3a60eBaHne ¢ He6NAronPUATHBIM NPOrHO30M, KOTOPOE
XapaKTepu3yeTcs NoBblLEeHWEM CpeHero 4aBNeHNs B Iero4HON ap-
Tepun >25 MM pT. CT., NEr04HOr0 COCYAUCTOr0 CONPOTMBIEHUS 60-
nee 3 efguHuL No Byoy 1 HOpManbHbIM 3Ha4eHEM [aBfeHUs 3aKu-
HUBaHWA B NIEro4HON apTepun (<15 MM pT. CT.) B MNOKOE N0 LaHHbIM
KaTeTepu3aLmMm npasblX OTAENOB cepAua (Mpu OTCYTCTBUM ApYrux
npu4uH npekanunnapHon J1). Fpynna JAT Bknto4YaeT nauonatuye-
ckyto JII (UNAT), Hacnegyemyto J1T7, JTT, nHAYLMPOBAHHYIO NPUEMOM
NeKapCcTB U TOKCUHOB, @ TaKXXe acCOLMMPOBaHHbIE (DOPMbI, B TOM
4ucne NerovHy BEHO-OKKNIO3MOHHYI0 6001e3Hb (BOB) n/unu neroy-
HbIA KanunAspHbIA remanruomaros (J1KT) (1,2). B kavectse npume-
pa JIT Ha (hoHe NEero4yHOro KanuaaspHoOro remMaHruomarosa npej-
CTaBJIAETCA CEAYIOLLNIA KIIMHUYECKUIA ClyYan nauuenTkn E. 37 ner.

C netcTBa 60MbHYHO GECNOKOMNA OfibILLKA NPU YMEPEHHbIX -
31U4eCKMX Harpyskax, K Bpady He obpallanacb u He nedunacs. Ky-
puna okono 3-x net. Poauna 2-ux geteit B 20 n 24 roaa, otmevana
YMEPEHHYI0 OfbILKY, O4HAKO poAbl Obln CamocTosATeNbHble, 663
oco6eHHocTen. C mas 2020 roja crana pesko HapacTaTb OfblLUKa
Npu He3Ha4YMTENbHON (pM3M4eckoii Harpy3ke. C nogo3peHuemM Ha
TPOM603MBONMI0 J1ero4Hoi aptepun (TIJTA) 6bina rocnuTanuau-
poBaHa B LIPE no mecty xutenbctBa. Ha anekTpokapauorpamme
(9KT) BbISiBNEHbI MPU3HAKK ULLEMWN MUOKAPAA NEBOr0 Xenyaouka
(JMK) V2, V5, aVF; no naHHbIM axokapauorpadum (3X0 KI') — Hepo-
CTaTO4HOCTb TPEXCTBOPYATOro Knanaxa (TK) 2 cteneHun, aunaraums
npasbIx OTAENOB cepaua. NMauneHTke peKoMeHA0BaHa KOHCYNbTaLus
B YCII0BUAX 06/1aCTHOr0 Ne4e6HOro yupexaeHns. B mae 2020 ropa
nawlmeHTKa 06CnefoBaHa B Kapauonoruieckom oTaeneHun PocTos-
CKOW 06N1acTHON KnuHu4yeckoi 6onbHuubl (TBY PO «POKB»). Mo
[aHHbIM 06CNejOBaHNS BbISBNEHbI MPU3HAKM MLIEMUN MUOKapaa
nepeLHecenTanbHOM 0611acTL, BEPXYLLIKN, 3aIHEHKHEN 1 6OKOBOM
cTeHoK J1XK; no gaHHbiM 3X0 KI' gmnataums npaeblx 0TAEN0B Cepa-
La, HegoctatoyHocTb TK 1 neroyHoro knanaxa (J1K) 1-2 crenexu;
CUCTONMYECKOE [aBneHne B NpaBoM xenynouke (COMK) 90 mm pr.
CT.; CpefiHee AaBneHue B neroqHoin aptepum (Cp/1A) 60 Mm pT. CT.;
BbINOT MO KOHTYPY cepaua Ao 4-6 MM; no AaHHbIM aHr1onynbmo-
Horpadouu: AaHHbIX 3a TIJTA He BbLISIBNIEHO, BbISIBAEHbI MPU3HAKM
WHTEPCTULMANbHOrO 3a6onesaHus nerkux (M3J1) (anbBeonspHoro
NpoTenHo3a?); npuaHaku Bbicokom J1I.

lMaumeHTKe Ha3Ha4veH cunpeHadomn 20 mr 3 pasa B CYTKM, U OHa
HanpasJ/ieHa Ha KOHcynbTauuio B MefepanbHblii LEHTP Ana [006-
CNeJoBaHMs, YTOYHEHUs [MarHo3a W onpejeneHus fanbHenLlen
TaKTUKU BEAEHMS.

B ceHtabpe 2020 roga naumeHTka 06patunach Ha KOHCYNbTaLmio
B ®I'6Y HUW nynbmoHonorum ®MBA Poccuu. Mo aaHHbiM 3X0 KI
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PucyHok 1. Inektpokapauorpacua 601bHOI NPU NOCTYNNEHUN
Figure 1. Electrocardiography of the patient upon admission
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BbISIBNEHbI NPU3HAKM 3HAYUTESbHOMO PacLUMPEHNs NPaBoro npeacep-
aus (M) n He6orbLLOE pacLLmMpeHne Npasoro xenyaouka (MXK); npu-
3Haku JII". TaumeHTKe BbICTaBNeH NpeaBapuTeNbHblid anarHos WIAT,
OQHaKO Ans UCKIOYEHNs BEHOOKIHO3WOHHOM 60/1e3HN PEKOMEHL0-
BaHa rocnutanusauuy B MOCKOBCKUIA LIEHTP NIErOYHOM rUNepTeH3uu.

B okTa6pe 2020 rofa naumeHTKa NpoXoAuT 06CNefoBaHue B
I6Y3 r. MockBbl «[KE Ne51 pmenaptameHta 3apaBOOXpaHEHUs T.
Mocksbl». Ha 3KI npu nocTynneHun peructpupyercs CUHYCOBBIN
putm ¢ HCC 50 ya B MUH. BepTukanbHas anekTpuyeckas ocb cepaua,
oTpuuarenbHbli 3yéew T B V1-V3 u aByxdasHein T B V4. (puc. 1).

[pn o6cnepoBaHum TECT LLECTUMUHYTHOW Xx0Ab6bl (T6MX)
315 m. Catypaums (Sat 02) B nokoe 99%, nocne Harpysku 98%.
Opbiwka no bopry 10. Mo gaHHbIM KaTeTepM3aLmMn NPaBbIX OTAEN0B
ceppua (KNOC): pasnexune B neroyHomn aptepun (ON1A) (cuctonu-
yeckoe/cpefHee/auacronuyeckoe) 50/32/20 mm pT. CT.; LaBneHue
3aKJIMHWBaHWA 1eroqHoi aptepun (A3J1A) 3 MM pT. CT.; cepLeyHbIn
Bbl6poc (CB) 3,2 n/muH; ceppaedHbin uHaeke (CK) 1,9 n/munH/m2;
nerovHoe cocyauctoe conpotusnenne (JICC) 3,9 en. Byna — BbisiB-
NeHbl NPU3HAKW NpeKanuIApHOM J1ero4Hoi runeptenamn. Octpas
thapmakonoruyeckas npoda (OPI) (¢ unnonpocTom) oTpuLaTeNb-
Has. Mosrosoi Hatpuitypetudeckuit nentug (NT-proBNP) 96,3 nr/
M. BbinonHeHa cnupanbHas KomnbloTepHas Tomorpadma (CKT)
aHrnonynbMoHorpadous, No pesynsratam KOTOPOM AaHHbIX 3a TAJA
TaKXKe Noy4eHo He 6bi10. Mpu cUMHTUIPacuM nerkux NPU3HaKoB
nepmy3noHHbIX U3MEHEHWI B JIETKMX W LYHTA CnpaBa-Haneso He
BbISIBNEHO. Y4uTbIBas OTCYTCTBUE 3p(peKTa 0T npuema cungeHapu-
na, coxpanstowuiica Il doyHkumoHanbHblii knacce (PK) JTAT npuHaTo
peLleHne 06 ackanawuum Tepanum 1 3aMeHe cungeHaduna Ha puoLm-
ryat ¢ TuTpauuei fossl. Ha poHe NpoBOAMMOIA Tepanuu 0TMEHanoch
HEKOTOPOE YNyyLUEeHNe COCTOAHUS B BULE YMEHbLUEHWNS OfbILIKN 1
OTCYTCTBMS HapacTaHus OTEKOB HMXHWUX KOHEYHOCTeR. llauueHTka
BbINMCAHA N0 MECTY XWUTeNbCTBA. [l0 HaYana npuema npenapara pu-
oumMryar pekoMeH0BaHO NPOJOMKNTL NPUEM cungeHadmna.

B aHBape 2021 rofa ¢ faHHbIMW 1006CNEA0BAHNA 1 MEAMLINH-
CKOW AOKYMEHTaLMeli nauneHTKa nosemnack Ha koHcunuym B F'bY PO
POKB nns peLeHus Bonpoca 0 cMeHe JIAT cneumcmnyeckoil Tepanun.
Mpn o6cnenosaHn T6MX 102 m, Sat 02 99%. Oppiwka no bopry
8-9 6annos. Mo AaHHbIM foo6enenosaHuii: IX0 KI-cuctonmyeckoe
AasneHwe B neroqHor aptepuu (CAJTA) 111 mm pt. cT., Cp JJTA 63 Mm
pT. CT.; HefocTato4HocTb TK 3 cTenenu, gunatauus M1, K. (puc. 2).

Mpu xonteposckom 3KI-moHuTOpUpoBaHun (XM-3KT) BbisiB-
NeHbl HapyLIeHNst puTMa Cepaua no TUMy NapoKCM3ManbHOM (u-
O6punnauun Npecepanin, TaxMcMCTONMYECKON Popmbl. Y4nuTbiBas
9KOHOMUYECKUE CMOXHOCTW U HEBO3MOXHOCTb J1EKapPCTBEHHOI0
o6ecreyeHns puouuryatom, 6b110 NPUHATO pelleHne 0 Jobasne-
HUK 603eHTaHa 62,5 Mr 2 pa3a B CyTKW K Tepanuu cunaeHadgunom,

PucyHok 2. IX0-KI
Figure 2. ECHO-KG



CLINICAL CASE

CLINICAL CASE OF A A PATIENT WITH PULMONARY CAPILLARY HEMANGIOMATOSIS

Ha3Ha4yeHa aHTUAPUTMUYECKAs, aHTUKoArynsHTHas Tepanus. OgHako
0T NpUeMa Ha3Ha4YeHHbIX NPenaparos NauueHTa KaTeropu4eckn ot-
Kasasnacb, NPOLOHKMNA NpUeM cungeHacpuna.

B cBf3M ¢ NpOrpeccupoBaHneEM OfbILIKM 1 OTEKOB NaLWeHTKa B
thespane 2021 roga o6patunace B HMIL kapanonorum ans aanbHein-
Lwero o6cnenosaHus u neveHus. Mo aaHHeiM KT runeptpocpus MK
C BbIp@XeHHbIMU MeTabonuyeckumu casuramu. NT-proBNP 520,4 nr/
mn. Mo ganHbiM 3X0 KI paclumpeHune npasbix Kamep cepua ¢ npruaHa-
Kamu neperpy3ku MK, paciunpeHne cTBosa nero4Hoii aptepun (J1A),
runeptpodns MK, BbICOKAs NeroyHas apTepuanbHas runepTeH3us,
HegocTatoqHocTb TK 2 ctenenu, JIK 1-2 cTeneHu, cnegoBoe Konuye-
CTBO XunaKocTh B nepukapae. Mpu katetepusaumu Cp/1A 69 mm pr.
cT. (119/43 mm pr. c1.), A3JTA 5 Mm pT. cT., JICC 1706,7 AnH*cek/cm?,
WHAEKC neroyHoro cocyamctoro conpotuenequs (UJ1CC) 2798,9 auH,
Cl1 1,8 n/mmnn/m?, GB 3,0 n/muH, Sat 02 97%. T6MX 200 M, OfbiLuKa no
Bopry 10 6annos. MNpu oueHke PyHKUNN BHELLHEro AbixaHua (PB[)
HapyLLUEHNA XM3HEHHON emKocTW nerkux (KEJT) u nposoaumocTy
AbIXaTeNbHbIX NyTel He BbisBNEHO. 10 AaHHbIM XM-3KI HapyLLeHui
puUTMa He BbIsiBNIEHO. CO CIOB NauMeHTKM Ha dhoHe npuema aMmuoAapo-
Ha 0TMeyana poToncuto U AUNNONUIO, B CBA3U YEM NPUHATO PELLEHME
06 OTMEHE aHTMapUTMKUYECKOW Tepanuu. [UarHo3 BEHOOKIH3UOH-
HOW 60J1e3HM BbIN NOCTaBMEH NOJ, COMHEHUE, OAHAKO PEeKOMEeH[0BaH
CKT koHTponb. Mo peaynbratam [006CNe0BaHUS BbICTABAEH [aua-
rHo3: lamonartnyeckass neroyHas aptepuanbHas runepteHaus OK
[l-IV (BO3). XpoHuyeckas ceppedHas HegoctatoyHoctb (XCH) M-IV
(NYHA). HapyLeHne putma no Tuny napokcu3ManbHoi pubpunnaumm
npeacepavin. PekomengosaHo ycunenve JIAT cneumnduyeckoii Tepa-
N1 B BUAE yBENUYeHNs [03bl 603eHTaHa Ao 125 Mr 2 pasa B CyTKu
Ha (hoHe npuema cungeHaduna 20 mMr 3 pasa B CyTKM W [o6aBneHue
npenapara Cefiekcunar ¢ nocTeneHHo Tutpauyen 4osbl. NaumeHTka B
mapte 2021 roga o6paTtnnack CHOBA N0 M/ K HAa KOHCUANYM Af1s CMEHbI
JTAT cneumdonyeckoii Tepanui. YanTbiBas NpeaoCcTaBneHHble AaHHble,
[aHHbIe OCMOTPA U Y4KUTbIBAS BO3MOXXHOCTU PErvoHanbHOro obecne-
4eHUs BbIN0 NPUHATO PELLEHe 0 3amMeHe CUNAeHaduna Ha puoumryar
C COXpaHeHneM npuema 603eHTaHa 62,5 mMr 2 pasa B CyTKM.

B TeyeHue 2-x MecsLeB OTMeyana He6O0MbLIOE YNyyLIeHue
cocTosiHMs. OgHako 3ateM NOSBUIMCH 6ONMM 3@ FPYAMHOW, CHOBA
HapoCna OfblLUKA, NOSBUANCH BbIPAXKEHHbIE OTEKU HUDKHUX KO-
HeyHocTeil. B arycTe 2021 roga naumeHTKa NOBTOPHO rocnuTanu-
3uposaHa B HMIL, kapguonorum M3 P®. K MoMeHTY nocTyneHns
nawuneHTKa Haxo4unacs Ha Tepanuu puoLmMryatom B Lenesomn LO3e v
003eHTaHOM B CyOTEpanesTU4ECKMX [03aX, MOCTYNUNA C BbIPAXKEH-
HbIM YXYALIEHMEM CaMOYyBCTBWS B BUAE YCUNEHNS OABILLKN U CHU-
)KEHMS TONEPAHTHOCTM K Harpyske, ABNEHUAMU 3aCTONHOI cepaey-

Ta6nuua 1. lunamuka IX0-KI'
Table 1. Dynamics of ECHO-KG

[apametp/rog, 05.2020
JleBoe npeacepaue, Mm 35
KOP JIXK, mm 38
OB JIK, % 60
Mpa.biil Xenynoyek (6asanbHblin 0TAEN), MM 45
lpaBblil Xenynoyek (CpeLHui 0TAEN), MM 44
TAPSE, mm -
lpasoe npencepane (MMHENHbLIN pasmep), MM 45x42
MpaBoe npexcepaue (Naowaab), cm? -
JleroyHas aptepus, MM 40
HwxHsas nonas BeHa, MM/KOnnabyupoBaHue 25/<50%
COMA, Mm pT. CT. 60
Bbinot B nonocTu nepukapna, Mm Ectb
TpukycnupanbHas peryprutaums, Ct. 1-2

HOM HeJO0CTaTOYHOCTU, B CBA3M C YeM B TEYEHWe rocnuranusaunm
NpoBOAMNAcL NapeHTepanbHaa AWypeTuyeckas Tepanus (Cymmap-
Has NoTeps B BeCe COCTaBuna 4 Kr).

CToUT OTMETUTb, HYTO Y MALWEHTKN OTMEYanocCb BbIPaXXEHHOE
cHmxeHne Sp02 Ha aTMocepHOM BO3ayxe (B0 78%) ¢ Heobxo-
ANMOCTbIO NPOBEAEHMS MOCTOSHHOW KWCNOpPOAoTepanuu. Takxe
o6palliano Ha ceb BHMMaHWe 3HaunTenbHoe CHuxeHue SpO, Ha
BbICOTE (pM3U4ECKOi Harpysku (Lo 72-75%). Npu o6cnefosaHnu
Ha peHTreHorpamme opraHoB rpyaHoit knetku (OMK) otmevaertcs
oTpuuartenbHas AWHaMUKa B BMAE YCWUIEHMS NEr0YHOro PUCYHKa.
Mo paHHbIM ®BJ nokasatenu XKEJT n npoBOANMOCTH IbIXaTeNbHbIX
nyTeii B Hopme. Mo aaHHbIM 3X0 KI TakXe 0TMeYaeTcs oTpuuartenb-
Has [MHaMWKa B BUE YBESIMYEHUS NPaBbIX O0TAEN0B Cepaua, yMeHb-
weHue nonocty JIK, nosbiwieHne AJ1A n LeHTPanbHOIr0 BEHO3HOIO
pasnenus (LUBM) (COJIA 105 mm pr. cT., Cp OJIA 70 mm pT. CT.),
CHWXEHWE CUCTONMYECKOI (DYHKLMN NPaBOro Xenyao4ka, yBenumye-
HUE KOJIMYECTBA XNAKOCTN B nepukapae (1aon. 1).

Mpwn CKT nerkux BbifiBNEHa HEOAHO3HAYHA KAapTMHA UHTEPCTU-
LMANbHBIX N3MEHEHUI B NErkKuX (AuddepeHunpoBars Mexzay 3K-
30reHHbIM annepru4eckuM anbBeOsIUTOM, NIErO4HONA BEHOOKNO3N-
OHHO 60N1e3HbI0, MELMKAMEHTO3HOM MOPAXEHUN JIETKUX, PaHHER
cTaguein capkomposa nerkux). Mpu KateTepusaumn BbisiBleHa Kap-
TuHa npekanunnapHoii J1T: CpJ1A 58 mm pT. cT. (86/41 MM pT. CT.),
N31A 4 mm pT. cT., JICC 960 puH*cek/cm?, UJICC 1584 anx, CU 2,8
n/mun/m?, CB 4,5 n/mux, SatQ, 87%. NT-proBNP 1735,0 nr/m.

BbicTaBneH anarHos: JleroyHas aprepuanbHas runeptedans OK
-1V (BO3). XCH HI-IV (NYHA). WHTepcTuumansHblii ¢ombpos ner-
Kux. [bixaTenbHas HefoCcTaToqHoCTb I

Y4uTbiBas MHTEPCTULMANBHBIA (PUOPO3 Nerkux no AaHHbIM CKT
OpraHoB rpyaHON KNeTKW, NauMeHTKe Obl NpoBeAeH N1abopaTopHbIn
CKPUHMHT Ha 3200/1€BaHUS COEUHUTENBHON TKAHM (MONYYEHHBIA TUTP
1:160), B CBA3M C 4eM PEKOMEHI0BAHO HAGMIOLEHE PEBMATOONA.

CymmMupys BblleCKa3aHHOe, a TakXXe NPUHMMAs BO BHUMaHWe
NaHHble peHTreHorpadum OTK u CKT nerkux, He MCKNOYaeTcs ne-
royYHast rUnepTeH3ns ¢ NPU3HaKamm NOPAXEHUS NEroYHbIX BeH/Ka-
nunnapos (puc. 3).

[MpMHUMAR BO BHUMAHME NMONYYEHHbIE JaHHbIE, Tepanus cenek-
cunaromM npeacraensnach HelenecoobpasHoil. B Te4eHne rocnuta-
nnu3aumm [o3sa 603eHTaHa 6biia ysenuyeHa oo 125 mr 2 pasa/cyr.,
nepeHoCMMOCTb Npenapara B LIeIeBON [103e OCTaBanach YOOBNET-
BOpuTeNbHON. [anbHenwas ackanaums JIAT-cneundouyeckon Te-
panuu, y4nTbiBas BOBNEYEHHOCTb BEH U KANUNNApOB He NpeacTas-
nanacb BO3MOXHbIM. [laUMEHTKe MOKa3aHO MNPOAOMKUTL MPUEM
puouuryata u 603eHTaHa B LieJIeBbIX [03aX COBMECTHO C aKTMBHOIA

10.2020 01.2021 02.2021 08.2021
36 35 34 30
46 33 36 33
60 60 60 60
36 47 44 47
36 47 32 35
24 16 14 12
63*38 - - -
19 32 19 23
36 40 34 34
24/<50% 24/<50% >50% 24/<50%
51 111 85 105
EcTh CnepoBoe Cneposoe YBenuyeHue
KONM4eCcTBO KONN4ecTBO B IMHAMUKe
1-2 3 2 2-3
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PucyHok 3. CKT opraHoB rpyfHoil KNeTku
Figure 3. CT scan of the chest

JNINYPETMYECKO Tepanuen noj HabmaeHMEM Neyallero spada no
MECTY XWTENbCTBA, NPW HapacTaHN OAbILIKN — He3aMeaUTEeSIbHO
NPOBOAMTL KOHTPONb peHTreHorpacpum OTK.

YyuTbiBas gecatypauio, NOTPEOHOCTbHD B MOCTOSIHHOI KMCMO-
pogoTepanuun, 0Co06eHHOCTU KT-KapTuHbI JIErKUX NaLneHTKe peko-
MEHI0BaHa KOHCYNbTaLusa 1 HabntogeHne nynbmMoHonora. B casaan
C NOTrPaHNYHBIM TUTPOM aHTUHYKNEAPHbIX AHTUTEN NALUEHTKE PEKO-
MEHA0BaHa KOHCYNbTaLusa peBmaTonora.

MaumeHTKa 6Oblna KOHCYNbTMPOBaHA mynbMoHonorom B ®IBY
HU nynemoHonorun ®OMBA Poccun, raoe BbICTaBNeH AUarHo3
NEroYyHOro KanwisipHoro reMaHrnomarosa C BbICOKOW Nero4Hom
runeptensmin (1 rpynna) ®K IV. PekomeH0BaHO NPOAOSIXKUTL Ha-
3Ha4eHHyto JTAT-cneundonyeckyto Tepanuio (puouuryar, 603eHTaH).
bonbHas koHcynbTMpoBaHa B HMIL, TpaHcnnaHTonorum u McKyc-
CTBEHHbIX opraHoB um. B./. LLlymakoBa n HaxoamTtcs B NUCTE OXK-
AaHus TpaHCNNAHTALMN NErkux.

ObCYX/EHUE

JleroyHbIn KanunnapHelid remadruomaros (JIKIN) — pegkoe 3a6o-
neBaHue (B NMTEPaType OnucbIBAeTCs 0KONo 50 Crlyyaes), BbI3BaHHOE
MErK004aroBom nponudepaLneit NIeroYHbIX anbBeonApHbIX Kanunns-
OB, COYETAIOLLYIOCA C MHCDUNBTPALIMEN MU NIErOYHON TKaHW 1 Neroy-
HbIX COCY[I0B, B YACTHOCTM BEH W BEHYI, 4TO NPUBOLAUT K 3HAYUTENILHOMY
MOBbILLIEHWIO [ABNEHIUS B NIErQ4YHOI apTepuu 1 pas3BUTUI) KIIMHUYECKOI
KapTUHbI IErOYHOIA apTepuanbHOiA runepteHsun [3,6]. CornacHo co-
BpeMeHHOM Knaccudpukauuu JIKI n nero4Has BEHO-OKKIIO3MOHHASA
00/1€3Hb OTHOCATCA K 1 rpynne B KNUHWUYECKON Knaccudpukawmm J1T [1].
J1eroyHblil KANUNNAPHLIA reMaHrMoMaro3 0CTaeTCs KpaiHe Hen3y4eH-
HbIM 3a60/1€BaHWUEM, U €r0 3TUONOrMA TaK A0 KOHLA Heu3BeCTHa. 3a
CYeT nponudepaumn Kanuinisapos NPOMCXOAUT OKKMIO3NSA U CYXKeHUe
NPOCBETA MENKUX NEr04HbIX COCYLOB, YTO B KOHEYHOM UTOTE U NPUBO-
JWT K pa3BUTUIO NEro4HoiA runepteHsuu [4]. Matomopdonornyeckue
N3MEHEHNS MEeNKIX NIEro4HbIX apTepuil 04eHb pa3Ho06pPasHbl, B CBA3M
C 4eM OKOHYaTeNbHbIA AMArHO3 MOXXHO MOCTaBUTL TONBLKO MPpU MOp-
(honornyeckom mccnenoBaHumn nerkux [3, 5, 6]. Mukpockonu4ecku ato
NPOSIBNSAETCA HANMYMEM MHOMOYUCTIEHHBIX TEMOPPArnyecKkuX NATeH ¢
NNOTHLIMKM Y3eNIKOBbIMU Nonamu. Pefiko oTMedaeTcs nponudepaums
Kanunnspamu B Nnepukapg, nnespy 1 numcoysnbl cpefocTeHus [5].
MNpeumyulectsenHo JIKT BcTpeyaetca B Bo3pacte 20-40 net, oguHako-
BO KaK Y MYXHUH, TaK 1 XXeHLMH [6]. CBOEBpPEMEHHAs NPUKM3HEHHas
Auardoctuka JIKI npu MMeer 4pesBbli4aiHO BaXHOE 3HA4eHue, Tak
TaKTWKA NIe4eHns ByeT CUNbHO OTNIMYATLCA NO CPABHEHUIO C APYrUMU
MOATUMNAMU NEro4YHON apTepuanbHOA rMNepTeH3nN.

Knunnyeckn JIKI npeumyLLECTBEHHO NpPOSIBNSETCA NPU3HAKamu
NEero4HOro BEHO3HOO 3aCTOS W AbIXaTernbHOM HEOCTATOYHOCTU C Xa-
nobamu Ha OfbILLKY, HEXBATKY BO3AyXa W Kalenb. [pu BbIMOMHEHUN
PEHTreHOrpamMmbl OpraHoB rPYAHON KIETKW BbIABIIAETCA YCUIEHWE fe-
FOYHOTO PUCYHKA 32 CHET MHTEPCTULNATLHOrO KOMMOHEHT, ero nat-
HWUCTOCTb MW Y3eNIKOBbIE N3MEHEHNS, KapAMOMeranus, PacLUNpeHHbIe
LieHTPasbHbIE NEro4Hble COoCyabl 1 NNeBPaibHbIN BbINOT [7]. Mpn BeH-
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TUNALMOHHO-NEPY3NOHHONM CLUMHTUrpadoumn NIErknx 0TMeYaeTcs mim
HOPMaNbHOE pacnpefeneHns 130Tona, UM yMepeHHOe YMeHbLLEHNe
BEHTWUIALMMN B BEPXHUX [OMAX C HEKOTOPbIM YMEHbLLEHUEM nepdoy3un
B BEPXHUX AONsX. TaK »Ke MOryT BbISIBAATLCS Y4aCTKU YBEMMYEHHOI
nepdoy3un, BeposTHEe, B MeCTax BbIPBXEHHON KanwunisapHOM npon-
(hepauwen [7].

VI3MeHeHMs npu BbINOMHEHWM KOMMbIOTEPHON TOMOpadmm Nerkux
COOTBETCTBYIOT NPU3HAKAM YBENMYEHUE LIEHTPAbHbIX FIEr0YHbIX apTe-
puit (neroyHas apTepuasibHasn runepteH3uns), LBYXCTOPOHHErO SIMHei-
HOTO WK 04AroBOro 3aTEMHEHNS MO TUMY «MaTOBOrO CTEKNa» C OTCYT-
CTBMEM S4EUCTOCTU, U HANNYMEM YBENNYEHHBIX MEAUACTNHANBHBIX UK
KOPHeBbIX uMd0y3ros [6,8].

PaHee y nauueHToB C NIero4HON apTepuanbHON rMnepTeH3nen, «He
NOLAAIOLLENCS>» OBLLENPUHATOI Tepanuu, a TakKXe Npu Hanu4Mn He-
TUNWYHOW PEHTTEHONOMMYECKO KapTWHbI Npeanaranoch NpoBeaeHue
61oncun nerkoro, OAHako nocneaHee BpeMs B BUAY BbICOKOrO pucka
NOSIBNIEHUA OCMOXHEHMI [6]. [laxe UCNoNb30BaHWe BbICOKOPa3peLua-
tOLLei KOMMbIOTEPHON TOMOrpadoum NpK OTCYTCTBUM FMCTONOMYECKO-
ro NOATBEPXAEHNS HE MOXKET [aTb BO3MOXXHOCTU MOCTaBUTb TOYHbIIA
JNarHo3 N 04eHb YacTo Takme NPOSBMEHNUS MOXXHO NyTaTb C JIErO4HOM
BEHOOK/IO3UOHHON 6011e3Hblo (6,9). Hambonee 4acToli npu4MHON
CMEpTY JaHHOM KaTeropuu nauueHTos ¢ JIKI ABnseTcs KapamoreHHbIn
LLIOK, OTEK nerkux [6].

B npeacrtasneHHoM cny4ae y 60/1bHOI Ha NEPBOM 3Tane TeYeHus
6onesHn nogospesanach uavonarmyeckas 1, ofHaKo 0COGEHHOCTM
CKT-KapTuHbl NErkux, HapacTaHue AbIXaTenbHOW HeL0CTaTO4HOCTU U
pasBuTWE BEHO3HOrO 3acToA B JIErkuX Ha poHe JIAT-crieundnyeckoii
Tepanuu NO3BOAMAN 3anN0J03PUTb BOBSIEYEHWE B MATONIOTMYECKMI
MPOLIECC NErOYHbIX BEH W Kanunnsapos. B HacTosLlee BpeMs Ha (hoHe
aKTUBHOMN [MypeTM4ecKoii Tepanuu yaaetcs npogomkuts JIA cneupn-
(huyeckyo Tepanuio npenaparamit puouuryar 1 603eHTaH. MaumneHTka
o6cnenosana B ycnosuax HMIL B.U. LLymakosa, HaxoauTcs B nucTe
OXWAAHMS.
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