Kapouosackynapras mepanus u npogunrakmura. 2023;22(7S):3627.
doi:10.15829/1728-8800-2023-3627

ISSN 1728-8800 (Print)

ISSN 2619-0125 (Online)

"q T
3
l Y 8
- @ - H POCCMICKOE
2 g KAPAMOAOTMYECKOE
POMHU3 % W & OBLUECTBO

"3anpIxadch OT HeM3BECTHOCTU . KiTMHM4YeCcKuit

cayyau

Capubeksu A.T., Kpynuuka K. C., bBamusk B. C.

CASE

KAPANONOINA

OI'BY "HanyoHaAbHBIT MEAMIMHCKII MCCAEAOBATEABCKII [IEHTP Tepanuyu i IpodUAaKTIHIeCKOI MeAnIyHbl" Muu3apasa Pocenn.

Mocksa, Poccns

JleroyHasi apTepuanbHas runepTeH3ns — 3aboneBaHue, KOTOPOE
BCTPeYaeTCs KpavHe penko, 04HAaKO HeCeT KOMoCCalibHylo onac-
HOCTb N1 XXM3HU AaHHbIX NaLueHToB. Heo6XoaMmMo 4eTKo NoHMMaTh
KpUTEPUM NOCTAHOBKM AMarHo3a, nogbopa n oueHkn 3pHEKTUBHO-
CcTn cneunduyeckon Tepanuun. B knmHM4yeckom cnyyae molaroso
OMMCaH anropuT™M, MOMOraOLLMIA NPUATK K PEAKOMY 1 MHTEPECHOMY
OVarHoay.

KnioueBble cnoBa: neroyHas rmnepTeH3us, neroyHas AeHepsaums,
XPOHMYeCckas cepaeyHas HegOCTaTO4HOCTb.

OTHOLLEHUS U AEeATEeNbHOCTD: HET.

"Suffocating from the unknown". Case report

Saribekyan A. G., Krupichka K. S., Bashnyak V.S.
National Medical Research Center for Therapy and Preventive Medicine

Pulmonary hypertension is an extremely rare disease that threatens
the life of patients. It is necessary to clearly understand the diagnosis
criteria and evaluate the effectiveness of specific therapy. In a case
report, an algorithm is described step by step that helps to come to
arare and interesting diagnosis.
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KT — komnbloTepHas Tomorpadus, JIA — neroynas aptepusi, JIAT — neroyHas aptepuansHas runeptenaus, Ji — neroynas runeptenaus, CAJIA — cpepHee AnacTonmyeckoe faBneHve B 1eroqHoi aptepum, TLX — tect

LIECTUMUHYTHOM X0Ab0bI, dX0KIm — 3axokapaumorpadws.

BBenenne

Jlerounas runeptensuss (JII') — moBbinieHuUe
cpeaHero auactonuvyeckoro nasienus (CIJIA) B se-
rouHoit aprepuu (JIA) mpu 4ype3BeHO3HOU KaTeTe-
pusauuu cepaua. K passutuio JII' BegyT kpaiiHe
pa3HooOpa3Hble 3a00JIeBaHUs, BKIIOYAIOIINE B CeE-
05 cepleuyHble U BHeCEpJeYHble MATOJIOTMU, OIHA-
KO cyuiecTtByeT oTaenabHas rpynmna JII, mpu koTtopoit
OMNpEeneUTh MPUIYUHY HEe SIBJISETCS BO3MOXHBIM [1].
HJaHHBIA 1UarHo3 SIBJASETCS NUAarHO30M UCKIIOYEHUS
U BBICTABJISIETCS JIUIIb MOCJAE UCKIIOUEHUS BCEBO3-

*ABTOP, OTBETCTBEHHBI 3a nepenmcky (Corresponding author):
e-mail: nairiann@mail.ru

MOXHBIX TIPUUYUH, KOTOpble MOTJM MPUBECTU K Ma-
TOJIOTMUECKOMY TOBbIIIEHUIO naBieHus: B JIA. Ilpu-
HUMasli BO BHUMaHUe KpaiiHe peiKylo BCTpeuaeMOCTh
JIerouyHoi aprepuanbHoit runepreHsuu (JIAI), 3a-
4acTylo BpayMd HEAOCTAaTOUHO MPOUHGOPMUPOBAHBI
0 JaHHOM 3a00JiIeBaHUU U O TAaKTUKE BEIEHUS Mallv-
€HTOB JIAHHOTO criekTpa [2].

Onucanue KJIMHAYECKOrO CIydyast
IMauuneHTtka 75-Tu JIeT rOCIUTAIM3UPOBAaHA B CEH-
Ts6pe 2022r ¢ )xajio6aMU Ha ONBIIIKY B COCTOSIHUU TO-

[CapubeksiH A. I.* — opauHaTop 1 ropa no cneumansHocTy kapauonorus, ORCID: 0000-0002-2408-1541, Kpynuuka K. C. — Bpay-kapauonor, ORCID: 0000-0001-8711-7348, BawHsik B. C. — Bpay-kapauonor,
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Kapouonoeus

KOs, YCWJIMBAIOIIYIOCSd MPU MUHUMAaJIbHON (busnue-
CKOI Harpyske, a TakxXe Ha OOIIyI0 c1abocTh, MTOBHI-
IIEHHYIO YyTOMJISIEMOCTb, CHUXEHHWE TOJEPAHTHOCTU
K husnueckoii Harpy3ke (pucyHox 1).

B anamuese: ¢ 2009r ctana oTMeyaTh OMBIIIKY,
B CBSI3U C 4eM ObLjIa TOCIUTAIM3UPOBAaHA B CTALIMOHAD
10 MECTY XWTeJIbCTBA, MPOBOAUIACH Tepamnusi, Ha $ho-
HE KOTOPO COCTOSIHME CTaOWJIM3MPOBAJIOCH, IOCIE
BBIMMCKY MOCTOSIHHOM Tepanuu He mosydana. B 2019r
ONIbIIIIKA BO30OHOBUJIACH, MALIMEHTKA BHOBb MPOXOIU-
Jla CTallMOHApHOE JieYeHUE, I1e BIEPBbIE MO TAaHHBIM
axokapauorpaduu (9xoKI') ObLI0 AUaTHOCTUPOBAHO
nosbiieHre CIAJIA mo 65 MM pT.CT., oTMeuanach Tpu-
KycnuaaabHas peryprutauus 3 creneHu. Ilosydana
Tepanuio aHTUArperaHTamMu, OIUYpeTUKAMU, CTaTU-
Hamu. [Tocie Beimucku 10 HOsiOps 2021t yyBCTBOBa-
J1a ce0sT yAOBIETBOPUTEIBHO, KOTJa MAIMEHTKA C Xa-
JJ06aMM Ha TIPOTPECCUPYIOLIYIO ONBIIIKY 00paTuiach

B CTallMOHAp, TOrJa Xe BepudullMpoBaHa HOBask KO-
poHaBUpycHast UHGEKIUs, KOTopask OCIOXKHWIACH MO-
JIMCETMEHTAPHOW BUPYCHOW IMHEBMOHMEN, Mojydaia
Tepanuio TIIOKOKOPTUKOCTEPOUAAMU, TMEePOPaTbHbBI-
MM aHTUKOATYJSIHTAaMU W aHTUOMOTMKAMM, OIHAKO
ofbpllIKa mporpeccupoBana. IlaumeHtka Habirona-
JIach y KapauoJora Mo MeCTY XUTeJIbCTBa, M0 JaHHBIM
OxoKTI' or mtonga 2022r: CIJIA 70 MM pT.CT., mauu-
E€HTKe TpoBeaeHa KomibloTepHas Tomorpadus (KT)-
AHTUOIYJIbMOHOTpadus: JEerouyHblif cTBOJI 10 5,1 cM,
npaBas JIA 4,7 cm, neBas 3,1 cM. BBuay nporpeccupo-
BaHUs OIBIIIKYU, CHUXKEHUST TOJIEPAHTHOCTHU K pusnye-
CKMM Harpy3kKam HeCMOTPS Ha MPOBOJUMYIO T€paruio,
nmanueHTka noctynuia B ®I'BY "HMUILL tepanuu
u npodurakTuyeckoit menuuuHel' (HMULL TTIM).
Ha MoMmeHT rocrnuTanun3aiuy npuHUMaa rpenaparsl
pa3IMYHBIX KJIACCOB, OMOIOTMYECKUE aKTUBHBIE TO-
0aBKU.
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— XM-3KT: putm crHycosbiii, YCC 50-
69-95 ya./MuH

cemarytvg, 0,25 mr*1 pas/Hes,
marHusa opotat 500 mr*1 pas/cyr.
owmera-3 1000 mr*1 pas/cyr.

Tepanua
Hen3BecTHa

aueTuicanMumnoBas kuciora 75 mrx1 pas/cyt.
nosaprtaH 50 mr*1 pas/cyr.

Tepanusa
HensBecTHa

ko3H3um Q10 100 mr*1 pas/cyT.
¢onvesas kucnota 5 mr*1 pas/cyr.

metonponon 50 mr*1 pas/cyr.
atopBsactatvH 20 Mr*1 pas/cyT.
Topacemua, 5 mr*1 pas/cyT.

3nnepeHoH 25 mr*1 pas/cyT.
NIeBOTMPOKCUH HaTpua 25 Mkr*1 pas/cyT.

anwukcabaH 2,5 mr*2 pasa/cyt.
CNUpoHonakToH 25 mr*1 pas/cyT.
pAanarmnosuH 2,5 mr*1 pas/cyt.
6uconposnon 1,25 mr*1 pas/cyr.
konekanbumpepon 5000 ME*1 pas/cyT.

Puc. I BpemeHHas 11IKaja TeyeHUs 3a001eBaHMs.

Ipumeuanue: Kb — ropoxckas kimHuueckast 6oabHuLa, [JIXK — runeprpodust neBoro xenynouka, KJIP — koHeuHO-auacTonnueckuii pasmep,
KCP — xoneuHo-cucroanueckuii pasmep, KT — kommbiotepHast Tomorpacdus, JIA — nerounast aprepus, JIZK — jeblit xkenynouek, JITT — neBoe
npencepare, MP — murtpanbhas HenocrtatouHocth, OI'K — opransl rpynHoit kietku, CIAJIA — cpenHee TUMACTONINYECKOE MAaBICHUE B JICTOYHOM
aprepun, TMZKIT — TonmimHa MexKenyn04koBoii ieperopoaku, TP — TpukycnunanbHas HenoctaTouHocTh, @B — dpaxims Beiopoca, XM-OKI —
XOJITEPOBCKOE MOHUTOpUPOBaHUe anektpokapauorpamMmmbl, YCC — gactota cepaeyHbix cokparienuit, 9xoKI' — axokapmuorpadusi.

ITpu OOBEKTUBHOM OCMOTpPE OTMEYAIUCh aKpPOLU-
aHO3, IIMaHO3 HOCOTYOHOTO TpeyrojbHUKa, HabyxaHue
1IeHBIX BEH, BapUKO3HOE pACLIUPEHUE BEH HUKHUX
KOHEYHOCTE, ayCKyJbTaTUBHAas KapTWHa cepala: ak-
ueHT Il ToHa Han JIA, CUCTOIMUECKUIA 11IyM Ha BEPXYIIIKE
u B IV Touke ayckynbraumu cepaua. [TposeneHo OxoKT,
MO JaHHBIM KOTOpOi oTMmedaeTcsl nmoBbiieHrue CIJIA
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no 110 mm pr.ct., qunarauust JIA 1o 55 MM, TpUKYCIU-
JaJIbHasi HEIOCTATOUYHOCTh 3 CTETICHU, a TaKKe CHYKe-
HUe (pakunu BbIOpOCA MPUTOYHOIO OTAEIa MPaBOTO
xenymouka 1o 34%. IpuHumasi BO BHUMaHKE XaJloO0bl,
MPEeTbsIBIISIEMbIC TIPYU TTOCTYIJIEHUH, Pe3yJIbTaThl 00beK-
TUBHOTrO ocmoTpa u DxoKI, chopMyarpoBaH auarHo3
JIT, B cBsI3U ¢ YeM HavaT AMarHOCTHUYECKUI TIOUCK.
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Tak Kak camasi yactash IpUYMHA BO3HUKHOBEHUS
JIT — mnaTojornu JIeBBIX KaMmep cepiile, MalueHTKe
OBLIM TIPOBEIEHBI KOpOHapoaHTHUOTrpadus, a TakxKe
MarHUTHO-pe30HaHCHasi ToMorpacdusi cepaia ¢ KOH-
TpacTUpPOBAHUEM, T10 JAHHBIM KOTOPBIX KaKUX-JTUOO
OpraHWYECKUX MU (DYHKIIMOHAJIBHBIX HApYIIEHWI He
OBLTO BBIABIIEHO. CIIEMYIONIMM 3TarioM Oblla UCKITIOUeHa
XpOHMYECKas JIeroyHasi TpoMOoaMOoueckast 60Je3Hb
JIETKUX — TIpoBeneHa Tepdy3noHHast CIUHTUTpaduUs
Jerkux, a Takxke KT-aHruomyabmoHorpadus — naH-
HBIX 32 TpoM0O03MOoMI0 JIA He mosydyeHo. [anee ObI-
JIU UCKJIIOUEeHBbI 3a0oJieBaHus Jierkux (mposeneHo KT,
OlleHKa (PYHKILIMKM BHEIIHETo JbIXxaHWs), 3a00jieBaHUs
COENMHUTETbHOW TKaHW (aHTUHYKJIeapHbIi dakTop,
aHTUTEJIa K OKCTparupyeMoMy siiepHOMY aHTUTEHY, aH-
TUTENA K IIUTOTUIa3MaTUIeCKOMy aHTUTeHy). McKimounB
BCEBO3MOXHbBIE TTPUYMHBI BO3HUKHOBEHUST BBICOKOTO
CIJIA, BepuduumponaH auarHo3 JIAT.

C 1enplo MOATBEPXIEHUS IMArHo3a IMalueHT-
Ke TIpoBeleHa Ype3BeHO3Has KareTepusalus cepi-
1a, 1o gaHHbIM KoTopoit CIJIA 47,6 MM pr.cT. Bax-
HBIM KpUTEpUEeM OLEeHKU 3(P(PEeKTUBHOCTU Teparuu
JIAT sBnsiercs TecT mecTUMUHYTHOU Xoap0bl (TLIX),
B CTallMOHape TMalMeHTKe MPOBeNeH JaHHBI TecT —
80 M. [TanmeHTKa ObLIa HampaBieHA B IKCIEPTHBINA
HeHTp no jeyeHuto JIAT ¢ uenblo HazHaueHus JIAT-
crieniMUIeCcKoil Teparnuu, oJHaKO Teparusl oKa3ajiach
HeadbdextuBHo (TLIX — 91 M), B cBSA3U ¢ 4yeM mauu-
eHtka BepHysnacb B HMUILI TIIM, rne Obuta nposene-
Ha neHepBauus JIA.

Kimnnyeckuii 3aKJII0YUTEIbHbII TMATHO3

OcHoBHoe 3a0oseBanue: JlerouHast aprepuaabHast
TUTIEpTEeH3UsT (BBICOKMI PUCK TIPOTPEeCCUPOBAHUS
<15%). CocrosiHUEe MOCJIe PaguoYyacTOTHOM JAeHepBa-
uu JIA ot 11.2022r.

CouetanHble 3a001eBanns: [nmeproHnyeckas 060-
ge3nb III ctanuu, KoHTponupyeMmass apTepuaibHas
TUTIEPTOHUSI, PUCK CEPIEUYHO-COCYIUCTBIX OCJIOXHE-
HUt — 4. ATepOCKIIepO3 aOPThI.

OcJ10:KHEeHUs1 OCHOBHOTO 3a00J1eBaHus: XpOHUUYECKast
cepaeuHast HemoctatodyHocTh IIB cranum co cHUXeH-
HO#1 (dpakuueil BeIOpoca mpaBoro xenaymnouka (34%),
1T pynkumnonanpHoro kiacca mo NYHA.

Henocratounocts kianaHa JIA 4 ctenenu. Tpuky-
cruaaIbHasT HEMOCTaTOYHOCTh 3 CTETICHU.

Hapymenue putma cepnia: GuOpuuisiius npemn-
cepnuii, mapokcu3MajibHas ¢hopMa, TaXUCUCTOTUYE-
ckuii BapuaHT. Puck no mkaie CHA,DS,-VASc 5 6ai-
JioB, puck 1o mkaie HAS-BLED 1 6amr.
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ComyTctBylomue 3a0oneBanus: MHOroy3noBoi 300,
MEIMKAMEHTO3HbII 2yTupeos3. KeaTuHOKaMeHHast 00-
Jie3Hb. Xonenuctakromus ot 2009r. @dubpoaneHoMa Jie-
BOI1 MOJTIOYHOI1 >kesne3bl. KucTa neBoro suyHuka. Ynanie-
HME TIPaBoro sIMYHUKa oT 1979r. DK30reHHO-KOHCTUTY-
LIMOHaJIbHOE oxXupeHue | cteneHu. Bapuko3Has 6051e3Hb
BEH HIDKHUX KOHEYHOCTel. XpoHMUYecKasi BeHO3Hasl He-
JIOCTaTOYHOCTH 1-2 crenenu. lopconarus. JlereHepaTus-
HO-IUCTpO(UYECKUE U3MEHEHUsI TIO3BOHOYHOIO CTOJ10a.
PacnipocTpaHeHHBII OCTEOXOHAPO3 MO3BOHOYHUKA.

Hcxon

ITanmeHTka CyOBEKTUBHO CTajla OTMEYaTh yayd-
IIEHWe CaMOYYBCTBUS B BUIIE YMEHbBIIIEHUsI MHTEHCUB-
Hoctu oabiiku, THIX — 140 m, o maHHbIM OxoKT
otMmeyvaetcs cHuxkeHue CIJIA no 102 MM pT.CT., yMEeHb-
meHue quametpa JIA 1o 42 MM, TpUKycnuaajibHas He-
JIOCTaTOYHOCTD 2 CTETICHU.

O06cyxaeHue

CoueraHue jeroyHoit aeHepBauuu ¢ JIAT-cne-
uududeckoil Tepanueii, Ha (poHe KOTOPOI U3HAYATIBHO
HE 0TMeYaJI0Ch 3HAYMMOTO YIy4YIlIeHUSsI, TOKa3bIBAET XO-
pollre pe3yabTaThl, OMHAKO TPEOYeT NaJlbHENIIEero Ha-
omonenus. 1o naHHbIM uccnenoBanust Zheng Z, et al.
(2022) [3], B xoTOopoM yyacTBoBasio 339 maluMeHTOB,
OTMEYaeTcsl, YTO B pe3yjibTraTe MPOBEICHHON NeHepBa-
muu JIA ormeuaercst cuumskenue CJIJIA, nérouyHoro co-
CYIUCTOTO COMPOTUBJICHUS, YIAydllleHUe MoKa3aTeaeit
CepIeYHOro BbHIOpOCaA, a TakXke, 4YTO OCOOEHHO WHTEe-
pecyeT KIMHULKUCTA, — yiayulnaercsd nuctaHuus THIX
U YMEHBIIIAETCSI BBIPAXKEHHOCTD OJBIIIKH.

3akiouyenue

JIAT — Ts1xenoe 3aboJjieBaHUE C HEOIArOMpPUSIT-
HBIM TTPOTHOCTUYECKUM TEUEHUEM, BEAyllee K yXyI-
IIEHWIO0 KavyecTBa XW3HM, a TaKkKe BIMSIONICe Ha ee
MPOIOJKUTENBHOCTb. OCO0YI0O CI0XHOCTh MPEACTaB-
JIsIeT U3 ce0sT AMarHOCTHUKA, KOTOpasl BKJIIOYAeT B ceOst
HUCKJTIOYEHUE BCEX BO3MOXHBIX MPUYMH TAaHHOTO Ma-
TOJIOTUYECKOTO COCTOSIHUSA. [l MalreHToB JaHHOTO
CIIEKTpa CYIIECTBYIOT pa3JIMUHbIe MYTU JIEUeHUsI, KO-
TOpBIE BKJIIOYAIOT KaK KOHCEPBATUBHYIO TEparnio, Tak
U XUPYPTUUYECKYIO, KOTOpasi Ha CETOMHSIIITHUI JeHb He-
JIOCTATOYHO WHTETPUPOBAHA B COBPEMEHHYIO MEIUIIN-
HY, OTHAKO TIO[IaeT OOJIbIITNE HAIEXKIbI.

OTHoUIEHHS U IeITETbHOCTh: BCE aBTOPHI 3asIBIISTIOT
00 OTCYTCTBUM TOTEHIIMAIIBHOTO KOH(INKTa UHTEPE-
COB, TPEOYIOIIETO PACKPBITHS B TAHHOM CTaThe.

Zheng Z, Chen R, Sun X, et al. A Meta-analysis of the efficacy
of pulmonary artery denervation in the treatment of pulmonary
hypertension. Heart Lung. 2022;53:42-50. doi:10.1016/j.
hrtlng.2022.01.020.



