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The article presents a clinical case of a patient with Erb-Roth’s hereditary neuromuscular dystrophy
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XCH —  xpoHmueckas cepaeyHas HeA0CTaTOYHOCTb

Abstract presented with severe cardiomyopathy.
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CnuncoK coKpaLLeHuii
[IKMI - nOACHO-KOHEUHOCTHAA MblLIeYHas AMCTpoPuA
Y3l — ynbTpa3BykoBoe UCCIefoBaHue

MoACHO-KOHEUHOCTHAA MblweyHaa auctpodua (MKMA) —
rpynna nofMMopHbIX 11 reHeTUYeCKI reTeporeHHbIX 3aboneBaHuii,
KOTOpble XapaKTepu3yloTcA NpeuMyLLeCTBEHHbIM NOpaXeHuem
MbILLIL| Ta30BOTO 11 NIEYEBOr0 NOACOB. YacToTa BCTPEUaeMoCTI BCex
BapuaHToB KM/ konebnetca B pa3nuyHbIx nonynawuax ot 5 ao 70
6onbHbIX Ha 1 MH HaceneHua [1]. K HacToAwemy BpemeHm oninca-
Ho 6onee 20 reHeTuyeckux BapuanTos KM/, koTopble noapasae-
NAKTCA B 3aBUCMMOCT OT TUMA HACNeZ0BAHNA Ha 1Be MOATPYNMbI:
MKMZA 1-ro Tuna ¢ ayTocoMHo-AoMUHAHTHbIM 1 [TKMJ 2-ro Tuna ¢
ayTOCOMHO-PeLieccMBHBIM TUMOM HacneoBaHuA. Muonatua Spba-
PoTta oTHoCMTCA Ko 2-ii rpynne 3aboneBaHuii. Bnepsble coobyeHme
06 ayTocomHo-peLieccuBHoM BapuaTe KM 6bino onybnukoBaHo
B 1895 . Bpauom B.K. PoTom, KoTopblil onucan cneuuduueckuii de-
HOTUN Y 22-NeTHero naunenxTa [2].

[epBble CUMATOMbI Pa3BUBAKOTCA MOCTEMEHHO, NO3TOMY Onpe-
AenuTb Bo3pacT AebloTa 3abonesaHna yaaetca He Bcerga. (naboctb
COYETAETCA C CUMMETPUYHBIMI aTPOGUAMI MbILLILL TA30BOIO NOACA.
bonbHble HauMHAKT UCMbITbIBATL TPYAHOCTL Npu bere, ObICTPOI
xopbbe, npbhxkax. MoxoAka CTaHOBUTCA NepeBanuBatoLLeiica. Mo
Mepe MporpeccupoBaHmA 3ab0neBaHNA MeHAETCA OCaHKa, B Na-
TONOrAYECKINA NPOLIECC BOBMEKAKTCA MbILLLbI NIEYeBOro noAca.
(yxoxunbHble 1 nepuocTanbHble pedreKcbl CHUXAIOTCA, a 3aTem
MOMHOCTbI0 McYe3atoT. JluLeBble MbILLbI, Kak NpaBuno, He CTpa-

JatoT. MHTennekT He cHupkeH. JletoT 3aboneBaHua Habnwoaaetcs B
go3pacte 10-20 net. Yepe3 10-20 neT 0T noABNeHUsA nepBbix CMM-
MTOMOB 00/bHOI MOXET NOTEPATL CMOCOBHOCT K CAMOCTOATENbHOI
xonbbe [3].

JinddepeHunpoatb Muoauctpoduio Ipba-Pota npuxoautca ¢
Apyrumin popmamu 37oro 3abonesaHusA (Nporpeccnpyiowas gucTpo-
dua JioweHHa, muognctpodun [peiidyca u bekkepa), aepmatomu-
03UTOM, NONMMUO3UTOM, GOKOBBIM aMUOTPOGUYECKIM CKNIEPO3OM,
TOKCUYECKOIA MiuonaTuei u p.

[Tpobnema nopaeHua cepAeyHOil MbILLILbI M MPOBOAALLEN CUCTe-
Mbl npu MuoancTpodumn Ipba-Pota Hanbonee akTyanbHa, Tak Kak
NMEHHO OHa B 00MbLUNHCTBE CyYaeB ABNAETCA NPUYNHOI NETANIbHOTO
Mcxoaa y Takux nauueHTos [4].

[pumepom Takoro nopa<eHua ABNAETCA C1yyvail ¢ nauueHTom C.,
23 net. Moctynun B 60AbHULY CKOPOIA MEANLMHCKOR TOMOLLM CXKano-
6amu Ha 0bILLKY B NOKOe, CHIUXKeHWe Anype3a, 0TeKU ronieHeil, cTon,
BbIpaXeHHyto (1abocTb. 113 aHaMHe3a M3BeCTHO, UTO B paHHEM JeT-
(TBE BbIABJIEHO HACNEACTBEHHOE HelpoMbILIeYHOe 3aboneBaHie ¢
ayTOCOMHO-PELIeCCMBHBIM TUMOM HaCef0BaHIA — MionaTia Ipba-
Pota. B 2012 rogy AnarHoCTMpoBaHa AUNaTaLMOHHAA Kapauommona-
A. B 2014 rogy Ha doHe nporpeccupoBaHiA cepaeyHol HeloCTa-
TOYHOCTM Obin umnnanTpoBaH CRT-D ¢ NoCToAHHOI SHAOKapAMUanDb-
HOM aTpuobuBEHTPUKYNAPHOA cTumynAumeit B pexume DDD(BIV)
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R-T. PerynapHo npuHuman ambynatopHyto Tepanuto, Kotopas BKIo-
yana B ce6s [uypeTMKI, UHIMOUTOPbI AHTMOTEH3MHMPEBPALLAHLLETO
depmenTa (MIAND), 6eta-6nokaTtopbl, CepAeUHbIE FUKO3UADI.

Mpu 06bEKTUBHOM OCMOTpe Mpu MOCTynAeHUM obpalani Ha
e08 BHUMaHWUe MacCUBHbIe OTEKM TONIeHeld, CTOM, acLuT, 0CnabneH-
HOe JIbIXaHue B HUXKHUX OTAeNaXx Nerkux  06emx CTOpoH, yBennyeHne
neyeHu, BbICTYNaloLeil Ha 3 CM u3-nog Kpas pebepHoii ayru.

JlabopaTopHo npu noctynneHun — B obLiem aHanuse Kposu
He3HauuTenbHblil neiikouutos ao 10,4 X 10°/n, B ocTanbHoM — 6e3
0cobeHHoCTeil. B Guoxumnueckom aHanuse KpoBi — 3HAUUTENbHO
MOBbILUEHbI NMeyeHouHble (epMeHTbl (anaHMHaMUHOTpaHcdepasa
843,0 Ea/n; acnaptatamuHoTpaHcdepasa 681,0 Ea/n), HapywweHue
3N1eKTPOAUTHOTO HanaHca (CHUKeH ypoBeHb kanua ao 3,20 Mmonb/n),
noBbilLeH ypoBeHb (-peakTBHoro besnka - 90,0 mr/n. B obuiem aHa-
nu3e mouu — npotentypus 0,168 r/n.

Mo 3neKTpoKapAMorpadu perucTpUpoBanca pUTM KapanocTu-
MYNIATOPA C YACTOTON MeNYL0UKOBbIX COKpALLEeHNi 125 ya. B MIAHYTY.

Mo sxoKapaunorpadumn — cHKeHue Gpakuum Bbibpoca o 28%,
AUnatauns Beex nonocteii cepaua, AMdQY3HbIi ruMoKMHe3, HefocTa-
TOYHOCTb MUTPANbHOIO U TPUKYCMMAANBHOTO KNanaHoB 2-3 CTenexu,
NeroyHan runepTeH3ma C CUCTONMYECKIM JaBNeHNeM IerouHoii apTe-
pui 55 - 58 MM pT.CT., NepuKapananbHblid BbINOT fo 0,7 ¢m, B NpaBbIx
OTAENax ANeKTPOAbl NEKTPOKAPANOCTUMYNATOPA.

Mo ynbrpa3sykoBomy nccnenosanuio (Y31) opraHos GproLuHoit
MoN0CTH U NOYEK — XMAKOCTb B OPIOLLHOA NONOCTI f0 60 MM, XMa-
KOCTb B NeBpasbHbIX NONOCTAX ¢ 06enx cTopoH no 80 mn, renatoc-
nneHomeranua (pa3mepbl nevenn 17,5 X 13,7 X 12,5 cw; pa3mepsl
ceneseHkn 14,0 X 6,8 (M), KOHTYp neyeHu HepoBHbIN, HEUETKNIA,
3XOTeHHOCTb MOBbILIeHa, AUddY3HbIe N3MEHeHUA B NOAXeNYA0YHON
xenese, AudPysHble U3MeHeHUA NapeHX UMbl MOYeK.

Mo peHTreHorpaduy OpraHoB rpyaHON KNeTKM BblABEHA Mpa-
BOCTOPOHHAA HIKHE0NeBAA MHEBMOHMA, HauaTa aHTbaKTepuanb-
HaA Tepanu.

B otaeneHuu nonyyan cnepyiowyto Tepanui: AUypeTYeckyo
(dypocemun n BepownupoH), beta-6nokatopsl (6uconponon), cep-
JAeuHble rMKo31abl (AUTOKCUH), NpenapaTbl Kanna (acnapkam).

Ha 8-e cyTKn CTawMOHApHOrO NeyeHna y nauueHTa noABM0Ch
KpoBOXapkaHbe, npoBefieHa ¢pubpobpoHXocKkoNuA, No pesynbratam
KOTOPOIA BblABNEH ABYCTOPOHHUIA ANPY3HbIiA (nabo BbipaKeHHbIi
OpOHXWT, Npu UccnefoBaHNM BPOHXMANBHOTO fepeBa CpaBa BblAB-
NeH remopparnyeckuit cekper B Hebonbliom KonnyecTse. Hauata
remocTaTyeckas Tepanius.

Ha ¢oHe npoBogumoil Tepanun oTMeyanacb MONOXUTeNbHAA
ANHAMUKA, ABNEHUA [eKOMMNeHCauMn cepaeyHoi HefoCTaTouHOCTH
YMEHbLUMAKCb, NaB0paTOpHO NeyeHoUHble epMeHTbI C TeHAeHLel
K HOpManu3aLmi, BOCCTAHOBMACA SNEKTPONUTHBINA 6anaHc, MHGUb-
TpauuA NeroyHoil TKaHW N0 PEHTreHorpadui OPraHoB TPyAHOIl
KneTkn Ha 20-e CyTKM CTaLMOHAPHOTO NleYeHua B CTafuu 06paTHoro
pa3suTiA. OfHaKO Ha 25- CYTKI Pe3Koe yXyALIeH!e COCTOAHIA: Nos-
BUNacb pBoTa, bonu B xuBoTe. [laLmeHT Obin OCMOTPEH XUpyprom,
nposefieHo Y3 opraHoB GploLLHOI MONOCTY B IMHAMUKE, AAHHDIX 33
OCTPYI0 XUPYPrUYecKyto NaTonorui He BbiABAEHO. OCMOTPeH MHeK-
LIMOHWCTOM, JaHHBIX 33 OCTPYIO KULIEUHYI0 MHGEKLMIO HeT. B ganb-
HeliLuem nauyeHT Obin nepeBefieH B NanaTy UHTEHCUBHOI Tepanui.
B (BA31 C HapacTaHmeMm [blxaTefbHON HEJOCTaTOYHOCTM HauaTta

WCKYCCTBEHHAA BEHTUNALMA NIETKUX. YUUTbIBAA HECTAOUNbHYI0 remo-
ANHAMUKY, MOAKMIOYEHA KapAMOTOHMYeCkana NoAAepXKa, C yBeu-
yeHuem J103bl npenaparos. JlabopaTopHo B 0bLiem aHanu3e Kposi
BbIPOC NeiiKoLuUTo3 A0 23,5 X 10°/n.

Hecmotpa Ha npoBogumylo Tepanui, COCTOAHUE O0CTaBanoch
KpaiiHe TaxenbiM. [lo MOHUTOpY 3aperucTpupoBaHa acuCTonus,
HauaTbl peaHMaLIOHHbIe MeponpuATYS, B TeueHne 40 MUHYT 63
3ddeKTa, KOHCTaTUpoBaHa bronornyeckas cmepTb.

[To pe3ynbratam NaToNOroaHaTOMUYECKOr0 BCKPbITUA: Cepa-
Le — pa3mepbl 16 X 12 X 7 cm, macca 880 r, anuKapa TYCKblii ¢
BbIPAXKEHHOI MHbEKLMe COCYAOB, B MOAOCTI nepukapaa 250 mn
CONIOMEHHOTO0 LiBeTa XUAKOCTU. KOHCUCTEHLNA CepAeYHOi MbILLbI
MNOTHaA, B NpaBblX OTAeNaX CMeLIaHHble (BEPTKM KPOBMU, MpaBoe
YLLKO 3aM0/HEHO KPOLLKOBUAHBIMI MAcCamil KpacHO-Ceporo LiBeTa,
CMAAHHBIMM € SHAO0KAPAOM NPABOro YLK, TOALMHA CTEHKI NeBOTO
Xenygouka 1,6 cv, npasoro 1,1 ¢M, TOMLLMHA MeXKeny[0UYKOBOIi
neperopogki 1,3 CM, 3HAOKAPA TYCKNbIIA, YTOALLEH, NNOTHBIIA, 6enoro
LiBeTa, NapueTanbHbIil SHA0KAPA NEBOT0 Xeyaouka ¢ MHOXeCTBeH-
HbIMIA CMAAHHBIMM C HM 06pa30BaHUAMI OKPYTNO-0BaNbHOli pop-
Mbl KPaCHO-CepOro LiBeTa KPOLIKOBUAHOIN KOHCUCTEHLMMN, TaKIe Xe
CTPYKTYpbI MeXay nanuanAapHbIMU MbllLLami. Miuokapa nnoTHbli,
Ha paspese MIUHUCTOTO BUAQ, (EPO-KOPUUYHEBOTO LiBETA, C MHOXe-
CTBEHHBIMIA MIONIOCAMI MIOTHOI KOHCUCTEHLMI cepo-6enoro LgeTa.
TNerkue — macca neBoe 420 r, npasoe 500 . TkaHb NErkoro Ha paspese
PO30BO-CUHIOLLHOTO LIBET, MONHOKPOBHAs, C MOBEPXHOCTI pa3pe3a
(TekaeT 60nbLLoe KONMYECTBO KPYMHOMEHCTON PO30BOI XKUAKOCTH,
OPOHXU CpefHero 1 MenKoro Kanubpa BpoBeHb C NOBEPXHOCTbIO pa3-
pe3a, CTEHKI MOTHble. B HUDKHeN 1 cpefHel JonAX CnpaBa BUAHbI
Mo OHOMY 0Yary KOHYCOBUAHOA (OPMbl MAOTHOM KOHCUCTEHLIN
BULLIHEBO-KPACHOrO LiBETA, BEPXYLLKOI 06paLLieHbl K KOPHI0, 0CHOBa-
HUeM K NnieBpe, BOKPYT 3TUX 0uaroB fierouHas TKaHb bonee apAbnas
TeMHO-Ceporo LiBeTa.

[lo pesynbratam rUCTONOrMYECKOrO WCCNENOBAHUA NETKUX —
MPU3HAKN 0YAroBOr0 reMocAepo3a OCTPbIX reMOAMHAMMYEeCKUX 1
remopeonornyeckmx paccTpoicTB No TUMY 04aroBbIX KPOBOU3NNAHMI
1 NOBCEMECTHbIX (Ta30B, albBEONAPHbIN 0TEK, YYacTKN Cepo3HO-Ze-
C(KBAMATUBHOI MHEBMOHMI, YUaCTKN KapHUQUKALNK, aTeneKkTa3os,
YUacTKi CTPOEHMA remopparuyeckux UHOapKToB C 30HON Cepo3-
HO-THOIHOTO BocnaneHna. Miuokapg — runeptpodua kapamomuoum-
TOB, Nonocbl GUOPO3HOI TKAHM, NEPUBACKYNAPHBIIA KapANOCKNEPO3,
napueTanbHblil Grbpo3, NpuCTeHOYHbIN TPOMOO3 C BOCNANUTENbHbI-
M1 TPOMOaMu, TMAPONUYECKas 1 KNUpoBas AUCTPOOUA Kapauomuo-
LMTOB.

YuuTbiBas pe3ynbraTbl NaToN0r0aHATOMUYECKOr0 UCCIIEf0BAHIS,
BbICTaBNEH AMarHo3 — muonariia Ip6a-Pota ¢ ayTocomHo-peLieccuB-
HbIM TUMOM HACIe[0BaHWA, KApAMOMUONATIA C HApYLLIEHNEM Cep-
AeuHoro putma. OCNoXHeHre — BTOPUYHBIA NapueTaNnbHblil TPOM-
03HZ0KapANUT MapUeTanbHOro JHA0KAPAA NEBOT0 XKeNy[ouKa cepALa.
Tpom603 npasoro ywka. Tpombo3mbonuA BeTBei NPaBOil NErouHoli
aptepuu. UIHGapKT-MHEBMOHMA B CPEAHEN U HIKHER JONAX NPaBOro
nerkoro. XpoHuyeckas cepAeyHas HefoCTaTOYHOCTb, CTajuA AeKOM-
neHcaumnu. lpuunHa cvmepTin — XpoHUYeckas cepaeyHasn HefocTaToy-
HOCTb B CTaZlUM ieKOMNeHcaLuu.

[Tpn u3yueHnn ciyyasa cmepTir, Ha OCHOBAHUM KANHUKO-MOpPGO-
NOTNYECKNX JAHHBIX YCTAHOBNEHO, UTO OCHOBHbIM 3aboneBaHnem
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ABNAETCA BPOXAEHHAA NATONIOMNA — MUoNaTuA 3p63-POTa, nmeBLLaA
BbIpaXXe€HHble  KNUHUYECKNE MPOABNEHUA. ﬂpm JlJaHHOM  BUJe
MunonaTun nopakaeTcad He TOJIbKO MblleYHaA TKAaHb MOMepeyHo-
nonocaToit MYCKynaTypbl, HO 1 CEpA€YHAA MblllLa C NPOABAEHNAMN
TAXENon (I)OprI Kapanomuonatui, HapyleHuAmn CepaedyHoro
puTMa, 4To U UMEN0 MeCTO B IAHHOM CJy4ae. OcHoBHoe 3a60neBaHMe

OCNIOXKHUNOCb BTOPUYHBIM OaKTepuanbHbIM TPOMOIHLOKAPAUTOM
napueTanbHOro SHA0KapAa NEBOro XenyAouka cepaua, uto NpuBeno
K [eKOMMeHcauuu WUMeBLUEA MeCTO y OO0NbHOT0 XpOHWUYECKoi
CepAeyHoil HeloCTaTOYHOCTY 1 06YCNIOBMINO NETaNbHbIN UCXOf,.

KoHnuKT nHTepecoB: ABTOpbI 33ABNAT 00 OTCYTCTBUN
KOH(NMKTA MHTEPECOB.
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METACTATUYECKASA OMYyXOJib CEPALIA NOA «<MACKOW» MEPBUYHOIO
MHOAPKTA MUOKAPAA Y XEHLLHbI MONNOAOIO0 BO3PACTA

W.B. NMoHomapeHko’, U.A. CykmaHoBa?, U.B. Banosa'

"Kpaesoe 20cydapcmeerHoe GrdxemHoe yypexdeHue 30pagooxpaHeHus
«Anmatickudi kpaesoli kapouonoauyeckudi ducnaxcep», bapHayn, Poccusa
2 DedepanbHoe 20¢ydapcmeerHoe BrdxemHoe 00paz0eamestbHoe yypexdeHue 8bicue20 06pasosanus «Anmatckuti 20cy0apcmeerHbili
meduyuHckuti yHusepcumem» Murucmepcmaa 30pagooxparerus Poccutickold ®edepayuu, bapHayn, Poccusa

HOBOOﬁp&BOBaHMH cepaua OTHOCATCA K Maﬂ0M3yquHOI7I 06n1acTi KNUHNYECKOIA OHKONOTUM 1 Kapauno-
norum, 4to 06yCHOBJ16H0 KpaﬁHEVI PeaKoCTbio I'Ipe,D,(TaBﬂeHHOVI nartoJiornu, oTCyTCTBMEM NATOrHOMO-
HUYHbIX CUMNTOMOB, 3HaYNTEJIbHbIM pa3H006pa3V|eM KNNHNYECKnX ﬂpOﬂBﬂEHMVI N CU10XKHOCTBIO Ana-

Pesiome THOCTUKM. [PeACTaBNEH KNHINYECKNIA Cyyail NO3AHEN NePBIYHOI ANATHOCTUKM MeNaHOMbI KON N0
Pa3BUTHIIO KAPAMONOTUYECKUX OCTOXKHEHMI (MHOAPKT MUOKAPA U PELIMAVBUPYHOLLME NAPOKCA3MaNb-
Hble HapyLUeHIA pUTMa CepALa) B CBA3M C NPOPACTAHNEM ONYXON B MIAOKAPA JIEBOTO KENYA0UKa.
KnioueBble cnoBa Onyxonb - MeTactas « UHapKT Mrokappa « ’Ku3HeyrpoxaioLye HapyleHns putma

Mocmynuna & pedakyuto: 11.10.2017; nocmynuna nocie dopabomku: 11.01.2018, 21.01.18; npunama k neyamu: 23.01.18

METASTATIC TUMOR OF THE HEART PRESENTED AS PRIMARY
MYOCARDIAL INFARCTION IN AYOUNGER WOMAN
I. V. Ponomarenko’, I. A. Sukmanova?, I. V. Vyalova'

"Regional State Budgetary Healthcare Institution “Altai Regional Cardiological Dispensary, Barnaul, Russia
2 Altai State Medical University, Barnaul, Russia

Metastatic tumours requires further investigation in the cardio-oncology field as they are extremely rare
and have a large variety of clinical signs and symptoms, complicating the diagnostic process. We present a

Abstract clinical case of the delayed diagnosis of primary cutaneous melanoma after cardiovascular complications
have developed (myocardial infarction and recurrent paroxysmal heart rhythm disturbances). The
complications were caused by the tumor invasion into the left ventricular myocardium.

Keywords Tumor « Metastasis « Myocardial infarction « Life-threatening arrhythmias

Cnuncok coKpaLLeHwii
All —  apTepuanbHoe aBneHne YCC - yacTota CepeyHbIX COKpaLLeHuil
IMT —  NHAEKC Maccbl Tena K — 3nekTpokapauorpamma
K —  NeBblil Xenyaouek oKl —  3xokapaworpaduu
MBIMHMI —  nonHas 6nokafa npaBoii HOXKM NyuKa [Mca Mts - meractasbl
MTMXA nepefHAA MexKeny[ouKkoBas apTepus

HoBoo6pa3oBaHuA cepALa 0THOCATCA K Masnou3yyeHHoli obna-
T KAMHUYECKOI OHKOMOTMI M Kapauoaoruu, uto obycnoBneHo
KpaliHell PeaKoCTblo MpefCTaBAEHHON MAToNOrAW, OTCYTCTBUEM
MaTOTHOMOHNYHbIX  CMMNTOMOB, 3HAauUTeNbHLIM  pa3Hoobpa-
31eM KNWHUYeCKX MPOABNEHWIA N CNOMHOCTbIO AUATHOCTUKM.
MeTactaTuyeckine nopaxeHua cepaua auarHoctupytorca B 30 pa3
yalLle, yem nepBuuHble onyxonu cepaua [1]. B bonblmkHcTe Cny-
yaeB Habntogatotca mMetactasbl (Mts) B cepfiLe npu pake nerkoro,
numdomax, neitko3ax, pake MoNIOUHOI xene3bl, menaHome [2]. Mts
B CepAaLe NouTI BCerfa BO3HMKAIOT Ha JaNneko 3allefLei cTaguu

3a001€BaHMA 1 COYETAKTCA C MepBUYHOI onyxonblo unu Mts B
npedenax rpyoHoil MofoOCTM, WHOTAA, BMPOYEM, OHUM CTAHOBATCA
NepBbiM  MPOABJIEHNEM  3N0KAUECTBEHHOTO HOBOOOPa30BaHMA.
MopakeHne cepaua 06bIYHO OCYLLECTBAAETCA TeMaToreHHbIM W
NMMAOreHHbIM NYTAMIA, NPAMbIM PACNpoOCTpaHEHeM NepBUYHON
ONYXONM Ha Cepaue WM NPOHUKHOBEHMEM OMyXONeBblX TPOMOOB
B NpaBble OTAE/bI CepALA Yepe3 CUCTEMY HIDKHEIA Nooii BeHbl [3].
MpuBoaMM faHHbIe CO6CTBEHHOrO HabniloaeHus.
MaumeHTka T., 49 net, NocTynuna B Kapamnonornyeckoe oTaene-
Hue AnAa 6obHbIX ¢ MHGapkTom muokapaa (VM) KIbY3 Antaiickuii
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KpaeBoOli KapAvonorueckuii aucnacep ¢ xanobamn Ha cnaboctb,
ObICTPYl0 YyTOMNAEMOCTb, AaBALie-HOWLWmMe 60N 3a TPYANHOIA C
uppagmauueil B NeBoe NeYo 1 pyKy, OfbILKY NpU MUHUMANLHO
Harpy3Ke, 3M130/bl YYalLieHHOro cepaLeduneHns.

/13 aHamHe3a: B TeyeHun 8 net oTmeyaeT MoBblleHNe apTe-
puanbHoro Aasnenua (Afl), makcumansHo o 210/110 mm pr. cT.,
perynAapHo runoTeH31BHble NpenapaTbl He NPUHUMAET, CUTYaLMOHHO
nonb3yetca kantonpunom. C 1 anpena 2017 roga cranu becnokoutb
JAaBsLLe-HotoLL e 6001 3a rPYANHOI C MppaAnaLeil B 1eBOe NeYo I
PyKy, Haubonee MHTEHCUBHBIN 1 ANUTENbHDI 60NneBOoIi CUHAPOM bl
01.04.17r. 3a MeAuLIMHCKOIN nomoLyblo obpaTunac Tonbko 05.04.17
I. B (BA3V C NOABNEHMEM NPUCTYNOB yualleHHoro cepalebuenus. B
LieHTpanbHoli pailoHHoIi 6onbHULE No 3nekTpokapanorpamme (IKI)
3aduKcMpoBaHa TaxvKkapama ¢ wupokumu Komnnekcammu QRS (ot
05.04.17 1., 10.04.17 ., 11.04.17 .), pacueHeHa BNOCAEACTBUN Kak
(0rnacoBaHHoe TpeneTaHue NpeAcepanii Ha GoHe NoNHOI bnokagpl
neBoii Hoxkun nyuka uca (MBIMHMI), npoBogunacL Kapamosepcua
amuoZapoHoM. B panbHeilwem nauueHTka nepesegeHa B KIbY3
«AnTalickuii KpaeBoil KapANOAOTNYECKNIA JUCMAHCep».

Mpu 06bekTMBHOM 0cMoTpe: PocT: 155 cm. Bec:80 Kr. UHAekc mac-
cbi ena (MIMT): 34 kr/m?. Temneparypa 36,6 C. YacTota bixateNibHbix
ABWXKeHNIA: 16 B MuH. HacToTa cepaeuHbix cokpaweruil (4CC): 72 ya.
B MiH. AZl = 130/80 mm. pr. cT. CocToAHMe 60NbHOTO CPeHeit cTene-
HU TAXecT. Koxa 1 BugMMble Cn3ucTble unctble. Ha noBepxHOCTY
nonatoyHoli 06nacTin cneBa onpegenaerca okpyrnoe obpasoBaHue ¢

PucyHok 1. 06pa3oBaHue nonatoyHoil 06nactu y nauneHTku T.,49 net
Figure 1. Neoplasm at the scapular region of the patient T., 49 years old

HepOBHbIMI KOHTYpamu, BbICTynatoLLee HaZ MOBEPXHOCTbIO KOXM,
0K0J10 7 CM B MameTpe, MUrMeHTUPOBaHO, NNOTHOE, He300ne3HeH-
Hoe npu nanbnauum (Puc.1)

(o ¢n10B, faHHOe 06pa30BaHKe NOABMIOCH HECKOBbKO NET Ha3ag,
no 3Tomy noBogy He obcnedoBanach. Mepudepuyeckue Aumdoy3nb
He yBennyeHbl, 6e3bonesHeHHbl. B Nérkux nepkyTopHO NeroyHblii
3BYK, ayCKyNbTaTMBHO AbIXaHUe Be3MKyNAPHOe, BbICTYLIMBAETCA BO
BCeX OTAeNax, XpunoB HeT. [paHuLbl cepAeyHOli TYNoCTI He pacium-
peHbl. ToHbl CepALa NpUINYLIeHbl, PUTMUYHDI, WYMOB HeT. Kugot
MArKui, 6e3donesHenHbIi npu nanbnauum. 0TEKOB Her.

Ha JKI' pernctpupoBanca cunycosblii putm ¢ 4CC 72 B MuH.
Mogbem cermenta ST B |, aVL V2-V6 fo 3 Mm, oTCyTCTBME NMpUMpOCTa
3ybua RV2-V6, 3y6ew Q B otBefenmax aVL V5-V6 (Puc. 2).

[To nabopatopHbIM AaHHLIM 0TMEYaNocb HebosbLLOe NOBbILLe-
Hue ypoBHA (-peakTusHbIii 6enok - 99,7 mr/n, ubputorena 6,8 r/n,
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PucyHok 2. KT naunentku T., 49 net
Figure 2. ECG of the patient T., 49 years old

B 0CTaNbHOM 0€3 OTKNOHEHNIi 0T pedepeHTHbIX 3HaUeHMWil.

Mo pe3synbratam 3xokapamorpadum (IxoKr): nesoe npepcep-
Ane 40 MM, KOHEUHbIIl ANACTONNYECKNI pa3mep NEBOTO Xenyaoy-
Ka (JTK) — 46 MM, KOHeuHblii cuctonuueckuii pasmep JIK — 35 mm,
dpakuua Bbibpoca no Teiixonbly — 47%. MuHUManbHas perypru-
TaluA HA MUTPANIbHOM, a0OPTaNbHOM, TPUKYCMUZANBHOM KianaHax.
OcHoBaHue aopTbl — 37 mMMm. [paBbiii xenygouek — 27 MM. 3aKto-
yeHue: HeOONbLLIOE YBeNUYeHNe NEeBOro npeacepaus. YmepeHHoe
CHkeHune cokpatumoctu JIK. Tuneptpodua JIXK. TonwmHa 60koBoiA
CTeHKM B annKanbHOM cermeTe - 41 Mm, nepeaHeii CTeHKI - 37MM.

PucyHok 3. 3X0-kapauorpadusa 6onbHoit T., 49 net. 06pa3oBaHue 6oko-
BOW 1 anuKkanbHoil cteHKn JIK 32 X 85MM ¢ MHGUABTPATUBHBIM POCTOM
Figure 3. ECHO-CG of the patient T., 49 years old. The neoplasm in the
lateral-apical left ventricular wall (32 x 85mm) with infiltrative growth

IXOreHHOCTb CTEHOK HeofHopogHad. Obpa3oBaHue 60KOBOA M
anuKanbHoil cTeHKkn JIK 32 X 85MM ¢ MHQUALTPATUBHBIM POCTOM.
[UnoKMHe3 nepefiHeit 1 HOKOBOW CTEHOK B CPeAHUX U anuKaNbHbIX
cermeHTax (Puc. 3).

[To sanHbIM XonTepoBckoro MoHuTopupoBaHna IKI: CuHycoBbiit
putm ¢ cpepHent YCC 79 B muHyTY. Hactana 0AMHOUHAA Xeny[0uKoBas
3KCTPACUTONNA, Peaikan HAKeNy[ouKkoBas IKCTPACUTONMA. 3Hauu-
MbIX May3, ULLEMUYECKIX U3MEHEHNIT He 3aperucTpupoBaHo.

Mo KopoHapoaHruorpadum — apTepun 6e3 aTepocKknepoTNYecKo-
ro nopa<eHnsa, 0AHaKo, HabNIAAKTCA CUMNTOMbI ClaBNIeHNA Nepea-
Heli mexkenynouoBoi aptepun (TMMA) Ha ypoBHe 0T cpeaiHeli o
HUXHel TpeTu (Puc. 4).

[TpoBeeHa MynbTMCMUPaNbHAA KOMMbIOTEPHAA ToMorpadua
(pefoCTeHuA: B MuoKapae nepenHeli cteHku JIK onpegensetca
runepBackynapHoe obpasoBaHiie ¢ HEOJHOPOAHBIM KOHTPACTUPO-
BaHWeM, C HePOBHbIMM KOHTYpamu, C NponabupoBaHmem B NonocTb
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PucyHok 4. Koponapoanruorpadua naumnentku T.,49 ner.
CpaBnenue IMXA ot ¢/3 go H/3.
Figure 4. Coronary angiography of the patientT.,49 years old.
Compression of the AIVA from s/3 to n/3.

nepukapga. lonoctb nepukapha HepaBHOMEPHO paclMpeHa [o
13-14 mm c copepxannem cBobogHoli xuakoct. Onpefenaiotca
eHNYHble brdypKaLMOHHbIe NMMPY3Mbl pazMepom A0 6-8MM.

[poBeseHa NyHKLMN HOBOOOPA30BAHUA HA CNIUHE, MO pe3ynbTa-
Tam LUTONOTUYECKOT0 UCCIENOBAHNA - dMUTENNOUAHO-KNETOUHaA
MenaHoma.

KoHcynbTpoBaHa ~ OHKOMOTOM,  BbICTaBAeH  AMArHo3:
MenaHomakoxu nonatouHoii obnact cnesa T4bNTMO, st V. Mts
B NeBblil xenyaouek cepaua co caasneHnem [MMA.MauneHTke
BbICTaBEH AuarHo3: MenaHoMa Ko NeBOi I0NaTouHol 06mactn
T4bNTMO st. Mts B neBblii xxenyaouek cepaua co caaBnenem MMKA.
Bropuunbiii Q -nepeaHebokosoit UM ot 1.04.2017r.  Tapokcu3mbl
Tpenetanna npeacepauii ¢ MBIMHMNM ot 01.04.17, 05.04.17, 11.04.17
r. YacTas XenyaoukoBas IKCTpacucTonua.

ConyTcTBytowwme 3aboneBaHua: luneproHnuyeckas 6onesb I
CTajium, CTeneHb apTepuanbHoil runeprexsnm - 2, puck 4. Oxupenue
1¢r (MMT 34.)

[laumeHTKa KOHCYNbTUPOBAHA KapaMOXMPYProm, MakeT [AOKY-
MEeHTOB HanpaeneH B OefiepanbHblil LEHTP A4 peLeHns Bonpoca 06
0nepaTUBHOM IeYeHIu.

B HoAbpe 2017 r. yaanocb BbliATI Ha CBA3b C POACTBEHHUKAMMU
nauueHTKI. BoiacHeHo, uto 6onbHaa T. CKoHUanach BHe3anHo yepes

2 MecALa noce BbINUCKM U3 CTaLMOHAPa, Ha BCKPbITUM - MellaHoOMa
KOXM C MpopacTaHieM B cepaLe, nerkie. Mo AaHHbIM rcTonoruye-
CKOTO MCCNe0BAHNA INUTENNOUAHO-KNETOYHAA MENaHOMa.

06cyxneHue

Takum 06pa3om, npeacTaBieH KNMHUYECKUIA Cnydali No3AHeN
nepBUYHOI MArHOCTUKM OFHOTO U3 CAMbIX MPOTHOCTUYECKM Hebna-
FONPUATHBIX HOBOOOPA30BaHMIl - MeNaHOMbl KOXI Y KeHLUHbI
CpenHero Bo3pacTa. HecmoTpa Ha Hanuune 06pa3oBaHus, B TeueHue
2-X NneT 32 MeZULIHCKOM NOMOLLbI NaLMeHTKa aKTUBHO He obpa-
wanacb. MoBogom AnA obpalleHna 3a MeANLUHCKOA NOMOLLbI
CTanu Kapauonoruyeckue CUMATOMbl (60n1 B rpyaHOI KNeTKe Hoko-
LLie-AaBALLEro xapaKkTepa v NpucTynbl cepaLebrenus), C ouepeaHbim
npuctynom cepauebuedna naumentka obpatunaco B LIPB, rae no
KT 3admMKCMpOBaH NAPOKCM3M TaxMKapAMIA € LUNPOKMMIA KOMMEK-
camn QRS u nHdapkTHble n3meHeHua no JKI. Hanuune obpasosa-
HUA KXW He 06paTuno Ha ceba BHMaHue Bpayeii LIPB. MaumeHTka
6bina nepesesieHa B Kapavoancnatxcep ¢ Q nepeHe - 6okosbiM UM n
PeLVANBUPYIOLIMMI XU3HEYTPOXKAILLUMI HAPYLLUEHUAMN pUTMa. B
nepBble CyTKM rocnUTan13aLm nocie NpoBeaeHna KopoHaporpaduu
(M3MeHeHuA No KOTOPOil He COOTBETCTBOBANM KIMHUYECKOIA KapTUHE
1 fanHbIM KN n IxoKl ¢ yueTom Hanuuma 06pa3oBaHMA Ha Koxe
CMUHBI B NIEBOIA Haf/1I0NaToOYHORA 06MacTiA 3anoao3peHa MenaHoMa
C npopacTaHuem, nubo MeTacTa3npoBaHueM B cepaue. [laHHble
MarHUTHO-Pe30HaHCHOI TOMOTpaduIn 11 TUCTONOTMYECKOro 1ccieso-
BaHWA NOATBEPAWIN JaHHOe npeanonoxeHue. (Tano oueBUAHBIM,
YTO OCHOBHbIM MeXaHu3mom passutua VM, pacnpocTpaHeHHbIX
n3meHeruii no KT 1 HapyLLeHWi cepaeyHoro putma bbin MHGUIbL-
TPaTMBHBbII POCT ONYXONK CO CAABNEHNeM MIOKapAa. C yueTom 3Toro
naLyueHTKa HanpaseHa nof HabntogeHue oHkonora. OcHOBY Kapau-
0N10rMYeCKoil Tepanum CocTaBuNK 6eTa-afpeHo6noKaTopbl, ammopa-
POH, MHrMOMTOP aHrOTEH3MH-NPEBPALLAIOLLIETO GepMEHTa.

JlaHHbIA KNUHUYECKNIA Cyyail nopyepKnBaeT HeobXoAUMOCTb
0onee BHUMATENbHOrO 0CMOTPA NALMEHTOB Bpayami Ha Nto6om 3Ta-
fe 0Ka3aHWA MOMOLLY, YKa3blBaeT Ha 0COOEHHOCTU AMArHOCTKM 1
neyexuA npu M I Tuna.

KoHnuKT MHTepecoB: ABTOpbI 3aABNAT 00 OTCYTCTBIN KOH-
ONNKTa NHTEpeCoB.
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OMNbIT AMBYJIATOPHOW PABOTbI LIEEHTPA JIETOYHOW TMMNEPTEH3UN B
CAMAPCKOW OBJIACTIU
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Jlerouxas aprepuanbHas runepten3ua (JTA) — xpoHuueckoe, nporpeccupylolLiee 3aboneBanme, acco-
Lupyemoe C M0XUM MPOrHo30M, HeCMOTPA Ha COBPEMEHHbIe OCTUXKEHMA B NeyeHun. [1nd BepHoro
BbIOOpa TepaneBTNYECKOl TAKTUKN He06XOAUMO BbINOMHUTDL MONHOE AMArHOCTUYeCKoe 06ce0BaHMe
00MbHbIX C NOA03peHrem Ha Hanuuue JTAT, NOCKObKY NOXKHbIN AUarHo3, 0C06EHHO Npy HaUMK NOCT-
KanuanAapHoi GopMmbl 1ErOUHOIA rUMepTeH3NI, MOXET MPUBECTU K TAXKENbIM OCNIOKHEHUAM C PUCKOM

Pe3tome datanbHoro Mcxoza. Takue naLMeHTbl JOMKHbI HAXOAUTLCSA MOJ NOCTOAHHBIM HabMIOAEHUEM CreLua-
N1CTa, 06N1aatoLLIEero JOMKHBIMU 3HAHUAMI N0 JAHHOI Ho30M0rM. OpraHu30BaHHaA cyxba ambyna-
TOPHOIA MOMOLL NO3BOAUT BbIABUTL MaLMeHTa Ha paHHUX CTaANAX 3a601eBaHNA UMK MAKCMMAIbHO
YMEHbLUNTb PUCK OCNOXHEHNIA. B cTaTbe NpeacTaBneH onbIT ambynatopHoil paboTbl LieHTpa neroyxoit
runepTeH3un Ha 6ase obnacTHoro kapauoaucnancepa B Camapckoil obnactu.
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EXPERIENCE OF OUTPATIENT CENTER FOR PULMONARY
HYPERTENSION IN THE SAMARA REGION
N.A. Cherepanova', D.V. Duplyakov'?, V.P. Kuzmin', O.N. Bukhareva'?, E.A. Suslina’

'State Budgetary Healthcare Institution «Samara Regional Clinical Cardiology Dispensary»
Samara State Medical University

Pulmonary arterial hypertension (PAH) is chronic and progressive disease associated with poor prognosis
despite advanced therapeutic options. The choice of adequate treatment requires medical examination
as a potential misdiagnosis, particularly in patients present with post-capillary pulmonary hypertension,

Abstract may result in death. Such patients should be followed up by an experienced healthcare specialist.
Outpatient Center will allow identifying target patients with early-stage disease or minimizing their risk
of complications. The article presents the experience of Outpatient Centre for Pulmonary Hypertension at
the Regional Cardiology Dispensary in the Samara region.

...................................................................................................................................................

Idiopathic pulmonary hypertension « Pulmonary hypertension « Registry « Acute vasoreactivity test
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Cnucok cokpaLueHuit
BINC — BpoXzaeHHble MOpOKN CepAaLa JNI0 - nbroTHoe nekapcTBeHHoe obecneyeHne
WIAT — nawonatmyeckas neroyHas aptepuabHas (OKKA — (Camapckmit 06nacTHOI KNUHUYECKMIA Kapanonoryec-
runepreH3us Kuii gucnaucep

NAT  — neroyHaA apTepuanbHaA runepTeH3ua XT2NIT —  XpoHmyeckan Tpom6oImbonuyeckan neroyHas
N — neroyHaA runepreH3uaA runepTeH3uns

Nerounas aptepuanbHad runepteHsua (JIAT) — 31o rpynna  conpotueneHue >3 enunuy Byaa [2]. OHa BKNiouaeT nanonatinyeckyio
pefkux u TAxenblx 3abonesaHuii [1], kotopas xapaktepusyerca  JIAT (UNIAT), cemelinyio JIAT u JIAT, accoummpoBaHHylo ¢ GakTopamu
Hanmuem npexkanunnApHoi nerouHoii runepressun (NN): cpenHee  pucka UK ApYrUMM COCTOAHNAMM, TaKUMK Kak 3aboneBaHus coepu-
[JaBNeHue B JIErOUHOI apTepun >25 MM pT. CT., AaBNeHIUe 3aKNU-  HUTENbHOI TKaHM, BPOX/EHHbIE MOPOKN CepaLa, NopTanbHaa runep-
HUBaHWA N1EroyHoil apTepun <15 MM pT. CT., NeroyHoe cocyanctoe  TeHsna n BUY-undexuna [3]. be3 cBoeBpemeHHO HauaToro neyeHus

[ina koppecnondenyuu: Yepenanosa Hamanea Anekcanoposra, men. +79178131643; e-mail: 63cherepanova@mail.ru; adpec: 443070, 2. Camapa, yn. A3podpomHas, 43
Corresponding author: Cherepanova Natalia, tel. +79178131643; e-mail: 63cherepanova@mail.ru; address: Russian Federation, 443070, Samara, 43, Aerodromnaya Str.
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OnbiT ambynatopHoii pabotbi Lientpa JII B Camapckoii obnactu

nauneHTa ¢ Taxenol creneHbto JIAI BbIXKBAEMOCTb COCTaBUT He
0onbLLe Nonyrofa, T eCTb MPOTHO3 CONOCTaBUM C Hanbonee Tsxe-
nbiMu Gopmamu paka [4]. Mo 3nuaemuonornyecknm AaHHbIM, B
o6LLeii nomynAuNM eBpoOneiickoro HaceneHna pacnpocTpaHeHHOCTb
NAT w WNAT coctaBnAet cooTBeTCTBEHHO 15 1 6 CnyyaeB Ha 1 MiH
B3pOC/Ioro Hacenenua [5, 6]. Ananoruuxaa JIAT mukpoBackynonatus
[7] pa3BuBaeTca 1 MU XpoHMUECKO TPOMBOIMOONMUECKOi Neroy-
Hoit runepTen3un (XTIJIM), uto Aenaet BO3MOXKHbIM Ha3HaueHue
NAT-cneunduueckoir Tepanum [8]. 3o eauHcTBeHHaa Gopma JIAT,
Mpu KOTOPOI CYLLIECTBYET MOTEHLMANBbHO U3NeYMBaIOLLAA onepaLna
— TpoM63HapTEPIKTOMUA M3 NerouHbIx apTepuid [9]. PegkocTb 3a-
bonesanua 00ycnaBnMBaeT HeJOCTAaTOK 3HAHMIl U HempuMeHeHue
JOMMKHOTO AMArHOCTAYECKOro anropuTMa (JOCTaTOuHO CNIOMKHOTO, B
T.4. C MIHBA3WBHOW MArHOCTUKOI) 3a4acTyto NPUBOANT K OTCYTCTBUIO
AnddepeHunpoBkI Mexay pasnnuHbimi dopmamu JI, uto Breyet
Heo60CHOBaHHOe Ha3HaueHue JIAT-cneunduueckoit Tepanuu [10].
Kpome Toro, JTAT — nporpeccupytoliee 3a6oneBaHue, KoTopoe Tpedy-
€T NOCTOAHHOT0 MOHUTOPUHTA U 3CKanaLu eKapCTBEHHOI Tepanim,
MO3TOMY MaLMEHTbI, BbINMCAHHbIE N3 CTaLMOHAPA, JOMKHbI HaXo-
ANTBCA N0 HabNIAeHNeM CneLnanicTa, 06nafaloLLero JOMKHbIMI
3HaHUAMM N0 0CODEHHOCTAM BeAeHNA JaHHbIX NauueHToB [11].
BblwenepeuncneHHoe ABUNOCL MPeANOCbIKOIA ANA CO3HaHMA
Llentpa JIT B Camapckoit obnacTu. Mpobnemoii JIAT B obnactut Haua-
nu 3aHumatbea ¢ 2009 r. Torga 310 6bina rpynna u3 30 nawueHToB
(MNAT, NAT, accounmpoBaHHyt ¢ BPOXAEHHBIMU NOPOKaMI CepALa
(BMNC)), nonyyaBlmx cungeHadun no nporpamme NbrOTHOMO fekap-
cTBeHHoro obecneuequs (N710). [lanee 3Tu naumeHTbl HaNpaBAANNCH
ANA [MHAMNYecKoro HabniofeHNA B MeAULMHCKYI0 OpraHi3aumio no
TeppUTOPMaNbHOMY npuHumny. B GonblumHcTBE CnyyaeB Ha amby-
NaTOpHOM 3Tane NpuaepXIBaNMcb Ha3HaueHHOro B Kapauonoriye-
CKOM AucnaHcepe neveHus. OfHAKO HeXBaTKa 3HaHMIl MO JaHHOMY
3a00neBaHu0, Manas OCTYNHOCTb CNeLPUUIecKoil Tepanum NpuBo-
AN K HeCBOEBPEMEHHOI! KOpPEKLIY Tepanuu, No3aHei AnarHocTy-
Ke, KoTopble HebnaronpuATHbIM 06pa3oM CKa3biBaUCh Ha TeYEHUN
3a6oneBanuA. 03T0My € LeNblo NOBbIEHNA SPOEKTUBHOCTU Aua-
THOCTUKI 11 NeyeHns 6onbHbIx ¢ JT Mpukazom MuHuctepcTea 3apa-
BooxpaHeHua Camapckoit obnactu N2 916 ot 19.06.2015 r. B cTpyk-
Type «Camapckoro obnactHoro kapanogucnancepa» (COKKJ) co3pan
LleHTp neroyHoii runepteH3un. OCHOBHble 3adaunl — 3T0 OKa3aHue

KOHCYNIbTaTUBHO, NeYebHO-AMArHOCTUYECKOI MOMOLLY BONBHBIM C
paznuuHbiMu dopmamu JII, KOHCYNbTPOBaHME Bpayeil MeANLINH-
CKIX OpraHn3aLuil no CIOXHbIM BONPOCaM AMarHOCTUKN U NeveHuna
nauuenTos ¢ JII, npoBeeHme OpraHu3aLMoHHO-MeToANYecKoil pabo-
Tbl, ANCNaHcepHoe HabntopeHue naumenTos ¢ JIAT. MpenumywiectBom
co3aanua LienTpa JII Ha 6a3e obnacTHOro KapanoauUcnaHcepa ABY-
N0Cb TO, UTO BXOAALLYE B €r0 COCTaB MOANKANHMKA, KPYINOCYTOYHbII]
CTaumoHap (B T.4. KapAMOXUPYPTUYECKUiA, PEHTTEHXMPYpruYecKoe
OTAeNeHe), AHeBHOI CTaLNOHap, peabunutauns, akyLepckuii CTa-
LiMoHap 06ecneynBaioT KOMNEKCHDIA NOAX0A K 0Ka3aHWI0 MOMOLLY
naumentam ¢ JIAT Ha BCex 3Tanax Ha YpoBHE OFHOTO yupexaeHus. B
(0CTaB BXOAAT CMELMANNCTBI, NpoLledLne obyyeHne no npobneme
N7 B Bedywmx GeaepanbHbIx LeHTPax (Kapamonor, AeTckuii Kapau-
0101, GYHKLIMOHANbHbIIA ANATHOCT, PEHTTEHXMPYPT).

AmbynaTopHas nomoLLb 0Ka3blBaeTCA B ANCMAHCEPHO-KOHCYIb-
TaTUBHOIA NOANKAMHUKE, PacCYNTaHHO Ha bonee yem 56 Tbic. noce-
LUEHWIA B TOA, U3 HUX HA AUCMAHCEPHOM YyeTe cocTouT oKono 1600
NaweHToB Nocne NepeHeceHHoro HapKTa MUoKapaa U Kapauo-
XUpYpriayeckinx BMelLatenbcTB. B ueHTp JIT moxeT ObITb HanpaeneH
060l XuTeNnb ropoaa 1 06nacTu B Clyuae BbIABNEHNA B X0Ze 3X0-
kapauorpaduyeckoro nccnesoBaHNA ypoBHA CUCTONNYECKOTO AaBie-
HUA B NIErOYHOIA apTepuu, npesbiwwatowero 40 mm pr. cT. bnarogaps
NHOOPMALMOHHBIM NUCbMaM, 06pa30BaTebHBIM NEKLNAM Bpauu
MepBUYHOrO 3BeHa (TaNk aKTUBHEE HAMPaBAATb HA KOHCYNbTALNI
00MbHbIX M3 rPyNMbl pUcKa ¢ Nofo3peHrem Ha pasgutue JIAT. Tyna
OTHOCATCA NALNEHTbI C BPOXKAEHHBIMU 11 NPUOBPETEHHBIMI NOPOKa-
MM CEPALA, B T.4. NOC/IE XMPYPrnYeckoil KOpPeKLMH; ¢ nepeHeceHHoi
Tpom603mbonMeli NerouHoi apTepuu; C ayTouMMyHHbIMI 3ab0/eBa-
HUAMM (CUCTEMHAA KpacHaA BONYAHKA, CKNepofiepmMus, peBMaTona-
Hblii apTpUT, AEpMato/nonumno3ut); ¢ BUY-uHdekumeil; c uupposom
neyeHu, 0CNOXHEHHBIM NOPTANbHON runepTeH3ueil, 1 apyrue.

(momeHTa co3anuA Lientpa JIT oTMeyeH pocT KOHCYNbTaTUBHOI
aKTUBHOCTY Oonee uem B 2 pa3a (Puc. 1). Y feTeit 310T Nokasatenb
0CTaeTcA (TabunbHbIM 6narofapAa paHHeil ANarHoCTUKe BPOMAEH-
HbIX MOPOKOB CepALa (B T.4. ¥ NPEHaTaNbHOI) 1 CBOEBPEMEHHOI WX
XUPYPrAYecKoli KOppeKLMM, 1 34ecb OCHOBHYH rpynny HabnioaeHns
COCTABAAIOT MaLMeHTbl NoCae TanHoil koppekuun BIC (¢ remogu-
HaMUKOIl €[JIHOTO XeNyouKa), a TaKXKe BbIABNAEMble NaLMEHTHI C
NNAT.
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Pucynok 1. lunamuka Koucynbtaumii B Lientpe JIF COKK/, 3a 2015-2017 rr.
Figure 1. Dynamics of consultations in the Outpatient Center for PAH at the Samara Regional Cardiology Dispensary
in the period from 2015 to 2017
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110 Onbir ambynatopHoii pabori Lientpa JII B Camapckoii obnactu

Konunuyectso nauueHToB, % (n)

30%

23,80%(29)
25%

W 3aboneBaHUA NeBbIX oTAeNnos

cepaua
mBMNC

22,10%(27)

20%

mXTa1r

17,20%(21)

15%

B UNAT

B 3aboneBaHUA Nerkmx

10,60%(13)
10%

13,10%(16)
m BNy

6,60%(8)

i 3abosieBaHUA COEaUHUTENBHOM
TKaHuU

5%

0%

3,3%(4) 2 509%(3)

W 3a60s1eBaHMA NevyeHn

0,80%(
[l CMmeLlaHHbIN reHes

PucyHok 2. CTpykTypa nauuentos ctapuue 18 net ¢ Jir
Figure 2. Patient population with pulmonary hypertension >18 years

Kak npaBuno, Ha KOHCynbTaLuio HanpaBnATCA Haubonee guar-
HOCTUYECKM CNOXHDbIE MALNEHTBI, Y KOTOPbIX Ha 3Tane TeppuTopu-
anbHOTO N1eYebHO-NPOPUNAKTIYECKOTO YUPEXKAEHUA HENb3A OfiHO-
3HayHo BA3aTb /I ¢ Hanbonee YacToil NPUYMHON Pa3BUTUA JAHHOTO
COCTOAHNA — 3a00/1eBaHNAMN NEBbIX OTAENOB CEpALA WAW JIerkux.
[lnq BepnduKauun anarHo3a u yTouHeHUA STUONOMMM UCMONb3YeTCA
MOLLIAroBblii AUArHOCTUYECKINA anropUTM COTNMACHO COBPeMeHHbIM
pekomeHaaunam [12, 13]. Cpeam nuu ctapiue 18 net, obpaTuBLUNXCA
B Llentp JII (Puc. 2), npeobnagatot nawueHTbl ¢ 3aboneBaHuamm ne-
BbIX 0TAeN0B cepaua v BIC. locTaTouHo BbICOKa YacToTa AMArHOCTU-
posaHua XTI/M. Y 15 naumentos JII He BepudmLmpoBaHa.

[Tpn onpeseneHHbIX NOKa3aHWAX ANA YyTOUHEHUA AMarHo3a nauu-
€HT roCMUTaNM3NpyeTca B CTaLMOHAp, rae NpoBOAATCA yraybneHHoe
o6cnenosaHue u neyene naumentos. C 2014 r. 8 COKKJL npoBoawTca
KaTeTepu3aLuA NpaBbiX OTAENOB CePALA C TeCTOM Ba30peakTUBHO-
ctu. Hamu npoBefieHo 32 MHBa3MBHbIX UccienoBaHns. Bepuduum-
poBaHo 15 VT (13 HUX TONBKO Y OAHOI NALMEHTKM NONOXKUTENbHbIIA
TecT BasopeakTuBHocTH), 5 XTIJIT ¢ AnCTanbHbIM NopaxeHuem ne-

FOYHOrO pycna, y 9 NawueHToB ANArHOCTUPOBaHbI anbTepHaTUBHbIE
MPUYNHBI NOBbILIEHUA AABNEHNA B NETOYHON apTepuid, y 3 GONbHBIX
aunarto3 JII He noATBEpAMNaCh.

Ha cerogHAwWHNIA fieHb B 06nacTu B CTpYKTYpe nauuenTos ¢ JIAT
(Puc. 3) npeobnagatot BIC, B T.u. 11 33 CYET NaLMEHTOB AETCKOrO BO3-
pacta. bnarogapa noctaBneHHoil Kapawoxupypruyeckoii ciyxbe,
paHHee BbisgneHue Aeteli ¢ BIIC fenaeT BO3MOXKHOI pafuKkanbHyo
Koppekumto o pa3sutua Heobpatumoli JIT. JIAT-npenapatbl ucnonb-
3yI0TCA C LeNblo NpefonepaLymoHHOIi NOATOTOBKI NpU 3TanHOIA Kop-
pekuun BIC ¢ nepcnekTnBoil 0TMeHbI. B nocnefHme rogbl oTMeyaeT-
A yBenuyenue goan 6onbHbix ¢ XTI, uTo (BA3aHO C ynyuleHnem
AMArHoCTUKN 11 YAeNbHOro Beca 0CTPoii TPOMO03IMOONIUM NEroUHOI
apTepuu B CTPYKTYpe CepAeuHo-COCYAMCTOIl 3ab0neBaeMocTi B Ha-
weit obnactin. Accoumauun JTAT ¢ BUY-uneKuneli noka BbIABNAITCA
B EANHUNYHBIX CTyYasAX.

[TpuuenbHoe BHMMaHWe K npobneme NpuUBENO K YnyuyLueHWHo
BbiaBnsemoctu nauueHToB ¢ WIAT. Ecnu B 2014 r. BbisaAnocb 1-2
HOBbIX CTyuan 3aboneBaHuA B rof, To ¢ MomeHTa pabotbl Lientpa NI

O BUY-uHdekuyma

24,7%(21)

17,6%(15)
3,5%(3) 4,7%(4)

49,5%(42)

XTanr

[0 BpoKaeHHble NOPOKU cepaLa

B UanonaTuyecKana nerovyHas
rmnepTeHsnAa

W 3aboneBaHua
COeaVHUTENbHOMN TKaHU

PucyHok 3. CrpykTypa nauueHToB c JIAI: Bce Bo3pacTHble rpynnbi (%(n))
Figure 3. Patient population with PAH of all age groups (%(n))
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Ta6nuua 1. 06ecneyenne JIAT-cneyuduyeckumm npenapatamm B COOTBETCTBUE C HO30/OTAMY
Table 1. Availability of PAH medications based on nosologic spectrum

Mpenaparbl VAT NAT-BNC Xmnr
................ CMHHEHa¢M"7234
bo3eHTaH 4 0 0
Puoumryat 0 0 1
Vinonpoct+cunaenadun 0 0 1
(unpeHadun-+603eHTaH 2 2 0
bo3eHTaH+puoumryat 1 0 0
3TOT NoKa3aTesb BbIPOC 0 5-6 cnyyaes B rof. B Hactoawwmit mo-  (amnognud 20 Mr\cyTkn).

MeHT pacnpoctpaHenHocTb WIT B Halweli 06nactu coctaBnaet
4,1 cnyyan Ha 1 MIH YesloBeK € COOTHOLLeHMeM 5,5:1 B nonb3y
XeHckoro nona. CpeaHnii Bopact 39,4 roaa, U3 HUX — OAMH pe-
6eHok 4 ner. llo-npexHemy 0CTalOTCA JOCTaTOYHO OOMbLINMY
CPOKM 0T Hauyana MaHudecTaumn 3aboneBannA A0 yCcTaHoBNe-
HWA anarHosa. B cpegHem 10T nepuog coctasnder 1,5 roga.
MaunenTbl ¢ JIAT xapakTepu3yloTca 3HaunTeNbHbIM PacXofoBa-
HMeM pecypcoB cucTeMbl 3paBooxpaHeHna. Cornacto «[lepeuto
KU3HEYTPOXKAIOLLNX M XPOHIUECKIX MPOTPECCUpYIOLLNX pesKux (op-
daHHbIx) 3aboneBanuii..» [14], onbko UITAT BxoauT B 06A3aTenbCTBa
npasutenbcta no JI0. B cnyyae ycranonenua guarHosa JIAT npo-
BOAMTCA KOHCUNMYM C y4acTUEM [NABHOTO BHELUTATHOTO CeLanicTa
00nacTh No KapauonorM Ana peLeHrs BoNpoca o HeobXxoanumocTy
BK/IOUEHNA NaLneHTa B «PeecTp rpafaaH, HyXAAKOLWMXCA B NIbrOT-
HOM NekapcTBeHHOM obecneueHnm». B Haweii obnactn B peectpe
coctouT 45 naumeHnTos, ux HuX 15 naunentos ¢ UNAT. Bce onn non-
HOCTbI0 0becreyeHbl 3a CYeT CPeCTB 06nacTHOro blogkeTa, UMe-
H0TCA NaLMeHTbl Ha KOMOUHUPOBaHHoOI Tepanuu (Tabnuua 1). OpHa
nauieHTKa nonydaer Tepanuio 61okaTopamin KanbLMeBbIX KaHanoB

MauwenTbl ¢ XTI u JTAT-accouumpoBaHHbIMU 3a60M1€BaHUAMMY
YaCTMYHO 00eCneynBaTCA MeCTHBIM MUHMCTEPCTBOM 3ApaBOOXpa-
HeHnA. 0iHaKo MHorue 60NbHble BbIHYX/eHbl NprobpeTath npena-
paTbl 3a cBou cpefcTBa (Puc. 4). Kak npaBuno, 310 [KeHepuKn cun-
AeHaduna, TaK Kak 370 Haubonee GUHAHCOBO AOCTYMHbIA Npenapar.

Mpn HeobxoaumocTn naumenTbl ¢ JIAT HanpaBnAKTCA B 3KCNepT-
Hble GpefepanbHble UeHTpbl. Tak B COBMIL um. ak. E.H. Mewankuta
Hamu 6bino HanpasneHo 10 naunenTos ¢ XTI (y 6 — nokasaxna k
TPOMO3HAAPTEPIKTOMIM U3 NIETOUHDBIX apTepHid, y 3 — 0TKa3 B one-
PaTUBHOM NeYeHIn, KOHCePBATUBHOE NeyeHue, Y 1 — upeckokHas
0annoHHaA aHruonnacTMka BeTBeil neroyHoii aptepum). B HUCCX
um. bakynesa obcnesoBaHo 3 nauventa ¢ UIAT, 6bina MHMLMMpOBa-
Ha KOMOMHMpoBaHHasa Tepanua. B HUW nynbmoHonorum r. Mocksbl
HanpaBnAnacb eHLWuHa, 33 NeT ¢ AUarHo30M «MHEBMOHUT, 0CTI0X-
HeHHbII NieroyHoli runeptensueit JIN, nocne foobcneaoBanmA aua-
rHoctupoBaHa WUJIAT, Ha3HaueHa KOMOUHMPOBaHHaA Tepanua.

QuarHoctupoBanHaa JIAT Takke TpebyeT MOCTOAHHOTO KOHT-
pons o CTOPOHbI Bpaueld. B 10 e Bpema BBUAY ManouncIeHHOCTI
NaLWeHTOB € JaHHbIM 3aboneBaHuem (1-2 naumeHTa Ha neyebHoe

W Csou cpeacTBa

O /JlbrotHoe neKkapcTBeHHOe

obecneyeHue

BNC

XTanr WNAr

Apyrve

NArT,

¢opmbli JIAT accoumnunpos

Pucynok 3. CrpykTtypa naumuentoB c JIAT: Bce BospacTHbie rpynnbi (%(n))
Figure 3. Patient population with PAH of all age groups (%(n))
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112 Experience of Outpatient Center for Pulmonary Hypertension in the Samara Region

yupexxaeHue) HelienecoobpasHo 034aBaTb B YCIOBUAX MOAMKAM-
HUKIA TPYNMbl AUCNAHCEPHOTO HAONIOAEHNA aHANOTMYHO OONbHBIM C
niwemmnyeckoil 6onesHbio cepaua, runepToHnYeckoil bonestbto. Kak
npasuno, B pernoHax PO npuHATO BefeHue nepcoHMULMPOBaH-
Horo yyeta 60nbHbIX ¢ WIAT ¢ gucnaHcepHbIM HabntoaeHnem am-
OynaTopHO-NONNKNMHIYECKUM YUPEXAEHNEM MO MECTY KUTeNb-
(TBa nauueHta. C Lenbl cobnoAeHNA NpeeMCTBEHHOCTH CTaLMo-
HApHOTO leyeHna, YHUOUKALMN BefeHUA naumenToB ¢ 2016 T. Ha
0ase MONMKAMHWKM 06MACTHOTO KApAMOLEHTPA KCMepuUMeHTaNb-
HO BBEAEHO ANCMAHCEpHOe HabNWAeHWe Mo Mporpamme «eroy-
HaA runepTeH3uA». B 3aBUCMMOCTM OT KAMHMYECKOTO COCTOAHWA
onpefensAeTca KpaTHOCTb BuM3UTOB. [lpn CTabunbHOM TeueHuw
3a60n1€BaHMA MaLWEHTbI NOCELLAT NOMNKAMHUKY Kaxable 6 me-
caues. lpn cMeHe wau MHULMALUMKA Tepanun — yepe3 3 MmecAla.
bonee yactble BU3NTbI MOTYT ObITb MOKa3aHbl MaLMEHTaM C YXYA-
LUeHNeM COCTOAHMA, MPU TepMUHANbHOM CTafuu 3aboneBaHus.
Mpn Kaxaom ambynaTopHOM MOCeLLeHNM NPOBOANTCA TLaTeNbHasA
OLEHKA KNMHMYECKOro CTaTyca, yHKUMOHANbHOTO Knacca. Hezame-
HUMbIM UHCTPYMEHTOM HEMHBA3NBHOW OLEHKN [aBNEHUA B NEroy-
HOI apTepuy 1 COCTOAHWUA NPaBOrO XeNyaouka ABNAETCA 3XoKap-
anorpadua. Takue napameTpbl, Kak pasmepbl 1 ¢ppakuma Bbibpoca
MpaBoro Xenyaouka, CUCTONMYECKoe JaBNEHIe B JIETOYHOI apTepui,
TAPSE, nnowanb npaBoro npescepaua W fpyrve B 3aBUCMMOCTH
OT KNIMHWYECKOro CoCToAHuA u3mepaiTea 1 pa3 B 6-12 mecaues

Mpy CMeHe AN MHULMALMIA Tepanim — Yepe3 3 mecAua. BaxHbim B
AMarHoCTUKe OCNOXHEHWIA 1 NleyeHnn 3aboneBaHNA ABNAETCA KOH-
Tponb NabopaTopHbIX Nokasateneld: 2 pasa B rof — 06LMil aHanu3
KpOBY, BOXMMUYECKII aHan3 KPOBH (eCNIM MaLMeHTbI NOMyyYaer Te-
panuio aHTaroHMCTaMu PeLenTopoB SHA0TENNHA, TO 1 pa3 B MecAL).
[ina nporHo3upoBaHua nporpeccupoBaHna K HefocTaTOuHOCTH
npoBoauTca kKoHTponb BNP (2 pasa B rog).

3a nocneiHue rofbl JOCTUTHYT 3HAUUTENbHbIIA YCnex B AUarHo-
ctuke v nevenun JIAT [13]. (BoeBpemeHHOe Ha3HaueHue 60NbHbIM
C BepudULMPOBAHHBIM ANArHO30M dOPEKTUBHDBIX NEKAPCTBEHHDIX
npenapaToB MO3BOANT PeLlaTb KAWUHUYECKNe 3afaunl Haunyywwum
06pazom [15]. OfHaKO, HECMOTPA Ha HanNue BCeX NOTeHLMANbHBbIX
BO3MOXHOCTeN MefuKkameHTo3Hoi Tepanun, JIAT no-npexHemy
0CTaeTCA aKTyanbHOl npobnemoii ANA rocyAapcTBEHHOrO 34pa-
BOOXpaHeHMA, T.K. HeoOX0A4MMa MOMW3HEHHas maToreHeTYecKas
JoporoctoAwaa Tepanua. [na nauueHtos ¢ JIAT ocHOBHbIM npeg-
Ha3HaueHnem ambynatopHoro HabmoaeHnA ABNAETCA JOCTUMXEHME
3a/1aHHbIX 3HAYEHNIT NapaMeTpoB (U3MKaNbHOro, 1a6oOPaTOPHOrO U
UHCTPYMeHTaNbHOro 06Ce0BaHMA C LiefIblo NpeoTBpaLLEeHUA npo-
rpeccuy NaTonorAyeckoro MpoLecca v pasBUTUA JeKoMneHcauuy,
MOBbILLEHNA KaueCTBa 1 YBENNUEHNA NPOSOKUTENBHOCTI KIU3HY, a
TaKe AUarHoCTUKa 3a601eBaHNA Ha paHHUX CTaANAX.

KoHnuKT nHTepecoB: ABTOpbI 33ABNAT 00 OTCYTCTBUN
KOH(NMKTA MHTEPECOB.
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