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Abstract: the article presents a clinical case of primary pulmonary hypertension
(Aerz’s disease) in the Aral Sea region. Despite the extremely rare occurrence
of this disease, it is necessary to remember it in order to make the correct
diagnosis as early as possible, prescribe the necessary pathogenetic and
symptomatic therapy, and thus prevent the development of undesirable
complications, assess the dynamics of the clinical and functional status, central
hemodynamic parameters and tolerability. therapy with idiopathic pulmonary
hypertension (IPH).

Keywords: idiopathic pulmonary hypertension, primary pulmonary
hypertension, echocardiography, doplerography.

KJIMHUYECKHNH CJIYYAHR U3 TIPAKTUKHU BOJIE3HU ADP3A
JlsKymaHus30Ba 3.®.}, Adugos @.0.2 (Pecny0iimka Y30ekucras)

Ulieymanuszosa 3ynxymop @apxadosra — KanOudam MeOUYuHCKUX HayK,
ooyenm, 3asedyrouas Kageopoll,
Kageopa nponedesmuku 6HympeHHux Ooie3Hell U KOJHCHO-BEHEePON0SULeCKUX
3a001€6aHULL,
2A6uooe @appyx O3a0 yeuu — cmydenm,
JleuebHblll hakynvmem,
Ypeenuckuii ghunuan
Tawxenmckas MeOUYUHCKas akaoemusl,
2. Ypeenu, Pecnyonuka ¥Y36exucman

Annomayua. 6 cmamve U3N0NHCEH KIUHUYECKUU CIy4atl NepeuyHou J1e204HouU
eunepmenzuu (bonesnu Aspza) 6 3ome Illpuapanvs. Hecmomps ma Kpaiine
PEOKYI0 8CmpeuaemMocms 3mo20 3a601e8anus, HeoOX00UMO NOMHUMb O HeM,
umobbl KAK MOJCHO paHbule BblCMABUMb NPABUIbHBIU OUACHO3, HA3HAYUMD
HeoOX00UMYI0 NAMO2EHeMUYECKVIO U CUMNIMOMAMUYECKYI0 Mepanuio, U, maxKum



00pazom, npedomsepamums pa3zeUmMue HeNCelamenbHblX OCLONCHEHUU, OYeHUMD
OUHAMUKY KIUHUKO-(DYHKYUOHATbHO20 CMAamycd, Hapamempos YeHmMpaibHOLl
2EMOOUHAMUKY U  NEPEHOCUMOCb  NPOBOOUMOL  mepanuu Y  OO01bHOU
uouonamuyeckou ne2ouynou eunepmensuen (UJII).
Kniouesvie cnosa: uouonamuuecxkas Jjne20uHas eunepmen3us, NepeUHHas
necounas eunepmensus, IxoKI, donnepoepaghusi.

Jlerounas aprepuansHas runepteHsus (JIAI) — HeoTHOPOHAS 110 ATUOJIOTHH
U MaToreHe3y rpyina 3adosieBaHuil. MexaHu3Mbl, IPUBOJISIINE K €€ Pa3BUTHUIO,
0 KOHI]a HEU3BECTHBI, B HACTOSIIEE BpPEMs MPEAIOIararoT B3aUMOIECHCTBHE
reHeTHYeCKuX Je(heKTOB U (PaKTOPOB PHUCKA (aCCOIMUPOBAHHBIX COCTOSHUN).
@akTOphl  pHUCKA  PA3BUTHS  JIETOYHOW  apTEPUAIBbHOM  TUIEPTECH3UH
paccMaTpUBaAKOT C YYETOM YPOBHS JOKa3aTeIbHOCTH AaHHBIX. OnpeneneHHas
cBsa3pb ¢ JIAI' mokaszaHa 1 psga JIEKapCTBEHHBIX IPENaparoB, BEChMa
BEpPOSITHAsI C TMOPTAIbHOW TumepTeH3uerd u 3adosieBaHusMU nedeHu. HoBbie
BO3MOXHBIE (PAKTOPbl pPUCKA BKIIIOYAIOT CEPHOBHUIAHO-KIETOUYHYIO aHEMHUIO, [3-
tamaccemuto [14, 15]. [marno3 dopmupyercs coriacHo BeHenuaHckoi
KJIMHUYECKON Kiaccudukamuu jierouHoi runeptensuu (2003r.). Knunudeckas
kjaccudukaius HeoOXoauma JUIsl CTaHAApTU3AIUU TUATHOCTUYECKUX METOJIOB
u JeueOHbIx MepornpusTuil. IlepByro kaTeropuro ‘“JierouHas apTepuaibHas
TUNIEPTOHUSL” pa3leluid Ha TPU TPYNINbL: HUIAONATHYECKAs JIETOYHAS
runiepronust (MJIAL'), cemeitHast JseroyHas apTepualbHas TUIEPTOHUS W
apTepuaibHas JIErOYHasl TUTIEPTOHUS, CBSI3aHHASI C JPYTUMHU 3a00I€BAaHUSIMH H
dakropamu pucka (JIAI'CJI3DP) [13, 15]

[lepBuunas JnerouHass runepteH3ust (cuHapoMm Anp3a-Apuiaro, OOJ€3Hb
Asp3a, Ockyaepo, IIMaHO3 4YEpHBIM) peakoe 3a00JeBaHHE HEU3BECTHOM
ATUOJIOTHM, XapaKTepU3YIOIIEeCs] YCTOWYMBBIM TMOBBIIIEHHUEM JaBJICHUS B
JIETOYHOU apTepuu (cpeaHee AaBieHue 6osee 25 MM pT. CT. B okoe u 6osee 30
MM PT. CT. — TpHU (HU3NUECKON HArpy3Ke WKW CUCTOJIMYECKOE JABJICHUE BHIIIE
40 MM pT. cT. mpu jorieporpaduu), HE OOYCIOBICHHBIM HW3BECTHBIMU
npuunHami. [lepBuunas nerounas runeprensus (I1JII') BnepBsie Obuta onrcana
B 1901 r. B 1967 — 1970 rr. B EBpomne ObUIO TPHBIEUYEHO BHUMAHUE K
3HAUUTEIIBHOMY YyBeIWYeHHr0 uucna ciydaeB [IJII, 4rto cBsA3BIBaIOCH C
IMIMPOKUM Ha3HAUYEHUEM aHOPEKCHUIE€HHOTO MperapaTa aMuHOpekca ¢ymapara
(Aminorex fumarate), TO CBOECH XHMHYECKOH CTPYKTYpe CXOJHOTO C
sa¢enpuHom. IMeHHO B Te BpeMmeHa B EBpone nmpoucxoaui HacTOAIUNA OyM 1o
O0opb0e ¢ OXUpPEHUEM M JIUIIHUM BecOM. B 3TOM rOHKE M BO3HHMK BCIUIECK
JIETOYHOM TUIIEPTECH3HH.

Unnomarnueckas nerounas runeprensus (MJII') — sto dopma merounoit
apTepuaibHOM runepreH3uu (rpynna | B KIMHUYECKOW KIiacCHU(UKAIINN)
HEYCTAaHOBJICHHOM 3THOJIOTMH, MPU KOTOPOM OTMEYaeTcsl MpOrpeccUpyroliee
NOBBIILIEHUE JIErO4HOro cocyauctoro conportusienus (JICC) u naBieHus B
nerouHnoi aprepuu (IJIA), npuBozsiiee K quaaTalluy MPaBbIX OTACIOB CEepla,



IIPABOXKEIYIOYKOBOM  CEPACYHOM HEAOCTATOYHOCTH W  IPEKICBPEMEHHOMN
rubeny maruenToB [1].

B Poccuiickux peKoOMEHIAUsAX IO JAUArHOCTUKE W JICUCHUIO JIErOYHas
aprepuanbHas runeprensus (JIAIY) oTHocuTcs Kk 3a001€BaHUSAM, KOTOPOE OUYEHb
4acTO JUArHOCTUPYETCS Ha MO3HEN cTaiuu ¢ GyHKIIMOHAIBHBIM Ki1laccoM (DK)
neroydoi runeprenzun (JII') Il wim IV no xnaccuduxanum BceemupHoit
opranuzanuu  3apaBooxpaHeHus (BO3), wu mpuBOAUT K  TSDKETOM
MIPaBOKETYAOYKOBOM HEJOCTATOYHOCTH C MOCIEAYIOIIUM JIETATbHBIM UCXOJ0M.

K muarnoctuueckum kputepusiM JIAIT oTHOCAT ypOBEHb CPEAHETO JABIICHUS
B serouHoit aprepunm (IJIAcp.) >25 MM PpT. CcT. B TIOKO€ TIO JaHHBIM
kaTeTepuzanuu npaBbix oTAenaoB cepana (KIIOC), naBneHue 3akjIWHUBAHUS B
nerounor aprepuu ([J3JIA) <15 MM pT. CT., JErOYHOE COCYIUCTOE
conpotusienus (JICC) >3 en. mo Byay, npu MCKIIOYEHUH NpEKaANWILISIPHOM
JIT', cBsi3aHHOW C MATOJIOTHEH JETrKUX, XPOHUYECKON TpoMOOAIMOOINUECKOM
aerounoi runeprensuei (XTOJI) u npyrumu peakumu 3adoneBanusmu [ 2, 3].

Kutepuem Hamuuusa JII' npu XpoHHUYECKUX 3a00JE€BaHUSAX JETKUX SIBIISIETCS
MOBBIIIIEHUE CPEHET0 JaBJIeHHs B jerouHoi aprepuu (Ppa) B yCcnoBUAX MOKOS
BbIlie 20 MM PT. CT. (B HOpME JaHHBIN MMOKa3aTesib HAXOAUTCS B mpeaenax 9-16
MM PT. cT.). [IOCTOSIHHBIN pPOCT AaBJIeHHs] B JIETOUHOW apTepuu TepenaeTcs
IPaBOMY KEIYyJIOUKY, BBI3bIBas yTOJIIEHUE ero cTeHku (rumeprpoduio). Co
BPEMEHEM IIPaBbIA JKEIIYJIOYEK NEPECTAECT CIPABIIITHCS C IMPOTPECCUPYIOLIEH
JIETOYHOM THUMEPTEH3UEH, YTO MNPUBOJIUT K CHUKEHHUIO €r0 COKPATUTEIbHOMU
(HacocHO#) (YHKIIMM W PA3BUTHIO TIPABOXKETYTOYKOBOM HEIOCTATOYHOCTH.
BoisiBieHO, 4TO  Hambosiee  MOABEPKEHHBIMU  MEPBUYHOM  JIETOYHOM
TUTIEPTCH3UEH SBIITFOTCST MOJIOJIbIC KeHIMUHBI, B Bo3pacte oT 20 mo 40 ner. [Ipu
3TOM ciayyau OOJIe3HM MYXYMH BCTpPEUYaloTCsl ropaszno pexe. Yacrora
3a0oneBaHusi cocraBisger 2 ciaydas Ha 1  MiaH. yenoBek. [lpuuunbl
BO3HMKHOBEHUS 3TOT0 3a00JeBaHus Heu3BeCcTHBI. [Ipeanonaraercs, 4To BaxHOE
3HQYEHUE  UMEIOT  TEeHEeTHYeckhue  HapyueHus. [lpuem  opanbHbBIX
KOHTPALIENITUBOB TAakKX€ MOXKET HMETh OTHOUIEHHE K BO3HUKHOBEHUIO
NEPBUYHONW  JISTOYHOM THUNEPTEH3UWH, OCOOCHHO TMpU HAIMYMAUA  psaa
npeapacrnoaralommux (HakTopoB — CHCTEMHOM KpPacHOW BOJIYAHKH, CEMEHHBIX
ciydJaeB 3a00JICBaHUA.

B nocnenHee Bpemss H3y4YEHHIO O3TOro Bompoca B EBpone yaensercs
3HAYUTEIbHOEC BHUMaHKE. HO Ha CerogHsAIHuN IeHb TOYHOTO OTBETA O IPUUMHE
BO3HUKHOBEHUS JIETOYHOM TUMNEPTEH3UM MMOKa HET. [lepBhIMU KIMHUYECKUMHU
NPU3HAKAMM NEPBUYHOM WM BTOpUYHOU JII' WacTto ABISIIOTCS NMCIIHO? NpH
Harpy3ke uinu cuHkone. O0a cUMITOMA SIBJISIOTCS CJIEICTBHEM OTPAaHUYCHHOM
CIIOCOOHOCTH YBEJIMYMBATH B YCJIOBHUSIX IOKOS €Ill€ HOPMAJIbHBIN CepACUHbIN
BBIOpOC, a BMECTE€ C TEeM IOCTyIUIGHHE KHCIopoJa Ha nepudepuio mpu
¢u3nueckoil Harpy3ke. [Ipu 3TOM CHHKoOIE SBISETCA PE3YJIbTATOM CHH>KEHHOIO
epeOpanbHOro KpOBOTOKA, KOTOPBIN €llle OOoJIblle YMEHBIIAETCS B PE3YJbTaTe
UHAYLMPOBAHHON (PU3NYECKON Harpy3kol nepudepruueckoil Ba3oJuIaTalUu.



Taxke TUNWUYHBIM  SBISETCS  OMMOOYHBIM  JUArHO3  OOCTPYKTHBHOTO
3a001eBaHUs JIETKUX BIUIOTH 0 OPOHXHAIBHOW aCTMBI, TaK KaK MOYTH y BCEX
MAllMEHTOB CO 3HAYMUTEIBHOW JIETOYHOM THUIEPTEH3UEH B 3aBUCUMOCTH OT
CTETMEeHM TSHKECTH 3a00JIeBaHUSI COCYJIOB JIETKUX Pa3BUBAETCS COMYTCTBYIOIIAS
o0cTpykIusi OpoHxOB. IlanueHThl 4YacTO KaldyrTCSd Ha TOJOBHbIE OOIU H
nekTanruo3ubie 0ou. [locnennrue BOZHUKAIOT B Pe3yJIbTaTe MIEMHH MPABOTO
KETyJo4YKa BCIEACTBUE OrPAaHUYEHHOIO KOPOHAPHOTO KpPOBOTOKA IIpU
BO3pOCHIEH MBIIIEYHOW Macce MPaBOro JKEIyJI04YKa U  IOBBILIEHHOTO
JUACTOIMYECKOTO M CHCTOJIMYECKOTO JaBJICHUW B TIPABOM JKEIIyJOUYKE.
[Tepudepuyeckne oTexku, Kak CIEJACTBHUE HEJOCTATOYHOCTH IMPABOTO CEPIa,
SIBJISIFOTCSI BBIPQKEHUEM JTaJIEKO 3alieniiero 3adonesanus. [{uano3 B mokoe mnpu
JII' sBasieTcs, 3a UCKIIOYEHUEM MAI[MEHTOB C WHTpPAaKapAHAIbHBIMU WU
AOpTOMYJIbMOHAILHBIMA ~ KOMMYHHUKAIUSMH,  CIEJICTBUEM  CHUXKEHHOTO
CMEIIIAHHOTO BEHO3HOI'0 HachImeHus1 kuciaopogoMm (SvO2). Ilpu sTom nmaHo3
OKa3bIBAETCS MO3JTHUM CUMIITOMOM WJIM Ja)K€ BBIPAXKEHUEM JAPYTroro OCHOBHOTO
3a00J1eBaHusl, WIK JOMOJHUTEIBHO MPUOOPETEHHOr0 3a00JieBaHUsI TTaPEHXUMBI
nerkux. CHukeHHble 3HaueHusd SVOZ 4acTo KOppENHpYyIOT C MOBBIILIEHHBIM
MyJIbMOHATBHO-KAMWIIIPHBIM ~ JIAaBJICHUEM  BCJICJCTBHE  OOYCJIOBJIICHHOM
MIPABOXKENYOYKOBOM JuiaTalieil HapylleHHeM JHACTOIMYECKON (yHKINH
neBoro kemynouka. Ilocne mnocranoBkn auarnosza [T oxupaemas
MPOJIOKUTEIBHOCTh KU3HU Yy JIETEH OKa3bIBAETCS KOpPOUE, YEM Y B3POCIbIX
namnueHToB. Y B3pociabix ¢ I[IJIIT u 3HaueHusMu SvO2 <63% 3-nmeTHUi Cpok
BBIKMBaHUS cocTaBisaeT <20% .

JlnarHo3 JE€royHoW TUMNEPTEH3UM BBICTABJISETCS TMPU OIEHKE CTENEHU
TSKECTU U3 aHaMHE3a, pe3yJbTaToB (u3uKaabHOro oodcienosanus, OKI' u

sxokapauorpadun. KarerepuzanmoHHOE HCCIEIOBAHUE CEpJilla IMO3BOJISET
NPOU3BECTH  TOYHOE  KOJMYECTBEHHOE  OMNpENeNIeHUEe  IMyJIbMOHAJILHO-
apTEepUATHHOTO COOTHOIICHUS JIaBJICHUS U ONMPENEIUTh PEaAKTUBHOCTh COCYOB
JErKUX. boe3Hb HaUYMHAETCs ¢ OJBIIIKH, KOTOpPasi B HEKOTOPBIX CIIy4YasiX HOCUT
apOKCU3MAaJIbHBIN XapakTep, 3aTeM MPHUCOEIUHAIOTCS 00711 B 00JacTH cepla.
3aboneBanue OOBIYHO mMpoaoKaeTcss 2 - 3 roma, pexe - A0 5 Jer,
3aKaHYMBaEeTCA JIeTaIbHO. KpOBAHOE HaBi€HUE B JIETOYHOM apTEPUU MOXKET
noBeImatbes B 5—15 pa3, gocrturas 80—120—200 mwm, pr. cr. [Ipoucxonsr
pe3kas TunepTpodus U paclIMpeHUe NPaBOTO KeTyA0UuKa cepala. Y TOMUHAHUN
00 aTHOMOTMU HTOro 3a00JieBaHUS B JIOCTYMHOW HaM JIHTEpaType He
BCTPETUIIOCK.

N3BecTHO, uTO B marorene3e JIAI' BBIIETAIOT YEThIPE OCHOBHBIX MEXAHU3MA!
BA30KOHCTPHUKIUIO, PEAYKIUIO JIETOYHOTO COCYAUCTOTO pycia, CHUXKEHUE
AIIACTUYHOCTH JIETOYHBIX COCY/IOB, OOJUTEPAITNIO JETOYHBIX COCYA0B (TpoMO03
In situ, mpoymdeparys rIaIKOMBIIICYHBIX KJIETOK). J[0 HacTOsAIero BpeMEeHU
TOYHO HE YCTAHOBJIEHBI MPOIIECCHI, UTPAIOIIUE IMYCKOBYIO POJIb B Pa3BUTUU
MaTOJOTUYECKUX H3MEHEHUW B JierouHwlx cocyaax npu JII. CoBpeMeHHBIE
teopun nartoreHeza JII' dokycupyrorcs Ha AUCHYHKIMM WIM TOBPEXKICHUU



IHIOTENNS, IPUBOISIIEH K HapyIICHUIO OanmaHca MEXITy
Ba30KOHCTPUKTUBHBIMH W Ba30JWIATUPYIOIIMMHU BEIIECTBAMH M PA3BUTHIO
Ba30KOHCTpUKIMHA. OCBOOOKICHNE HEUACHTU(PUIIMPOBAHHBIX XEMOTAKCHUECKUX
areHTOB M3 TOBPEXKACHHBIX KJIETOK JHAOTENHS BBI3BIBAET MHTPAIHIO
TTIaJIKOMBIIIEYHBIX KJIETOK B MHTUMY JIETOYHBIX apTeproi. Cekperus JTOKaIbHO
AKTUBHBIX MEIHMAaTOPOB C BBIPAKEHHBIM Ba30KOHCTPUKTOPHBIM JIEHCTBUEM
CIIOCOOCTBYET pa3BUTHIO TpombOo3a in situ, TpaHCHOPMUPYS COCTOSHHE
JIETOYHOT'O0 COCYJIUCTOTO pycia K3 OOBIYHOTO AHTHUKOATYJISSHTHOTO COCTOSIHMS
(BciencTBME€  OCBOOOXICHHS TMPOCTAIMKIMHA M HMHTHOMTOpAa TKAaHEBOTO
aKTUBaTOpa IUIA3MHHOT€HA) B MpOKoaryyisHTHoe. B pesynbraTe oOpasyercs
HOPOYHBIM KpYyT: MOBPEKICHHE OHAOTENHUS HEYKIOHHO MPOTPECCUpPYET U
OPUBOJUT K PEMOJCIUPOBAHHIO JIETOYHBIX COCYJOB, HApPACTAHUIO COCYIAHCTOMN
o0ctpykumn u  oOnutepauuu. [Ipy 3TOM  MaTONOrMYECKUE IMPOLECCHI
3aTparuBalOT BCE CJIOM COCYJAMCTOM CTEHKH, pa3JIMYHbIE THUIbl KIETOK —
SHJAOTENUANbHbIE,  TIJIaJAKOMBIIIEYHble, (GuOpobmactel. B agBeHTHLMH
OTMEYaeTCd TMOBBIIEHHAs MPOAYKIMS SKCTPALEUIIOJISIPHOIO  MaTpHUKca,
BKJIIOYasi KOJUJIareH, 3JacTuH, (PUOpOHEKTHH W TeHacluH. BocnanutenbHbIC
KJIETKH ¥ TPOMOOIIMTHI TaKKE€ UTPAIOT CyIIECTBEHHYIO posib B pa3zsutuu JII'. B
mwiazMe KpoBU O0nbHBIX ¢ JII' MOBBINIEHB YPOBHM MPOBOCHAIMTENIbHBIX
IUTOKMHOB, B TPOMOOLIMTax HapyllaeTcs MeTaboiu3M CepoTOHMHA. Takum

obpazom, nucOanaHc MEXTY TPOMOOTHYECCKUMH, MHUTOTCHHBIMH,
IIPOBOCIIATUTCIPHBIMHA, Ba30KOHCTPUKTUBHBIMU (PAaKTOpaMH M MEXaHHU3MaMH
oOpaTHOTO JEHCTBHS —aHTHKOATyJITHTHBIMH, AHTUMUTOT€HHBIMU,

Ba30IMJIaTUPYIOIIMMH, CHOCOOCTBYET BAa30KOHCTPUKLUMUA U  TpomMOo3awm,
npoau(epaTUBHBIM U BOCHAJIMUTEIBHBIM  W3MEHEHUSIM B JIETOYHOM
MUKPOIUPKYJIITOpHOM pycie [3].

JuchyHKIMs SHAOTENUS JIErOYHBIX COCYAOB SIBJISIETCS OJHUM M3 (PAKTOPOB,
IPUBOIAIIMX K pasBUTUIO U IporpeccupoBanuto JII', wu3-3a HapylieHHON
BBIPAa0OTKM Ba30aKTUBHBIX MeauaTopoB [2, 5]. B pesynbraTe pa3BuBaercs
BA30KOHCTPUKIIMS, PEMOJICTUPOBAHUE W HAPYLIEHHE 3JACTUYHOCTH JIETOYHBIX
COCY/IOB, a TaKke TpoM003 in situ [4, 6].

Ouporenua-1 (DT-1) — DSHIOreHHBIH NEOTHA, OO0JAJAIOIIMA MOI[HBIM
Ba30KOHCTPUKTUBHBIM 3 (HEKTOM, CMOCOOCH BBI3BIBATH Ipoiudepanuro,
OPOAYKIHIO (PAKTOPOB POCTa, IUTOKMHOB U OMOJIOTUYECKU aKTHBHBIX BEIECTB,
4TO B JaJbHEUIIEM MPUBOJIUT K PEMOJICIIMPOBAHUIO JIETOUHBIX aptepwii [9, 11].
N3BectHO 0 cymectBoBanMM 2 Tunos penentopoB k OT-1: tum A u B.
AKTHBalMsl 3TUX PEUENTOPOB MNPUBOJUT K BA30KOHCTPUKLIMU H PA3BUTHUIO
MuTOoreHHoro 3¢dexra. HapylieHHas akTUBHOCTh CHUCTEMBI JHIOTEIUHA
CUMTAETCS] OJHUM M3 3BEHBEB NATOIEHE3a, NPUBOJSIIIMX K PA3BUTHIO H
nporpeccupoBannto  JII'.  Takum  00pa3oM, aHTaroHMWCTBI  PELENTOPOB
supotenuHa (APD) sBnstoTcs narorenernueckot repanueit NI u JIAT.

bo3zentan (UMKIMYECKUU Cynb(OHAMHUA) — TMEPBbIA HeceneKTUBHbIA APD,
pekoMengoBanHbli B 2001 1. AaMuHUCTpanued MO KOHTPOJIIO KadyecTBa



IPOIYKTOB NUTaHUs U JiekapcTBeHHBIX cpencTB (CIIIA) mis neuenus GOIbHBIX
JAT' (®K HHI-IV (BO3)) ¢ uenpro yiydileHHs MEPEHOCUMOCTH Harpys3ok,
CHIDKEHHUS TEMIIOB mporpeccupoBanus 3aboneBanus. B 2006 r. mpemapat Ob11
3apeructpupoBad B PO u onobpen nis nedenus: 6onbubix UL, JIAL Ha done
cucTeMHbIX 3ab0osneBanuii coenuHuTenbHOM TKaHu (C3CT) u OOJBHBIX C
cuHIpoMoM OizeHMmenrepa [1]. B psanme skcnepumeHTalbHBIX paboOT ObLia
NIOKa3aHa BbICOKas 3(pPEeKTUBHOCTh HECEIEKTUBHOTO TpuMeHeHust APD [7, 8].

Takum oOpa3zom, 603eHTaH SIBIAETCS MEPBBIM MpernapaToM u3 rpynmsl APD,
BHEJPEHHBIM B KJIMHUYECKYIO NpakTuKy. [losBiienue sroro npenapara B PO B
2006 roxy otkpeuio 3py JIAIT — cnenuduueckoit Tepanuu OompHBIX JIAT.
Bmecte ¢ Tem, B Hameld cTpaHe UMEIOTCS OOJIBIIME CJOKHOCTH C
JICKapCTBEHHBIM OO0ECMEYeHNEM, YTO MOXKET NPHUBOJIUTH K TMEepephiBaM B
jJeyeHuu. B oTedyecTBEHHOW JUTEpaType HUMEIOTCA JIMIIb CAUHUYHBIC
UCCJIEIOBaHUsI, HAIIpaBJICHHbIE HA U3yUYEHHUE JOJITOCPOYHON 3(PEKTUBHOCTU U
oe3onacHoctu Tepanuu 0o3eHTaHoM. [lo nanaeiM PKU otmeudanocs ynyuiienue
(YyHKLIHMOHAIBHOTO  CTaTyca, YMEHBIIEHHE BBIPAKEHHOCTU KJIMHUYECKOM
CUMIITOMATUKH, 3aMeJJIEHHUE MPOTrPECCUPOBAHMS 3a007€BaHUA M YIyUIICHHUE
nporuo3a [1,9]. Pe3ynbrarhl J0JroCpOYHON Teparuyu 003eHTAaHOM Y MAlMEeHTOB
C WAMOMATHYECKOW JICTOYHOM THUIEPTEH3UEH B peXUME CIenupuIecKou
MOHOTEpanuu npuBoasATcs B Tpyaax [lapamonosa B.M. u coasr. [12].

Jlist mpoBenienus nuddepeHInanbHON TMarHOCTUKH MHOTOOOPa3HBIX MTPUYHH
TpeOyercs IIPOBE/ICHUE JOTIOJTHUTEIBHON OLICHKHU IOCPEICTBOM
peHTreHorpaguu TpyJHOU KJIETKH, MyJIbMOHAILHOTO (DYHKIIMOHABHOTO TECTa,
KOJIMYECTBEHHOU Nep(y3MOHCIMHIMPOTrpaduu U, CMOTPS IO 0OCTOSITENHCTBAM,
BEHTWISIITUOHHOM ciimHuorpaduu. [locine npoBoauTcest apTepuaibHbId aHATU3
ra3oB KpOBH, MYJbCOKCUMETPUYECKOE M3MEPEHHE HACBIIIEHUS KUCIOPOJOM B
TeyeHue 24 yacoB. Dpromerpus U 6-MUHYTHBIM TECT Ha Oer — B Cily4yae €ciiu
MO3BOJISIIOT ~ COCTOSIHME U BO3pacT — ClIyXaT [ OOBEKTHUBU3ALMU
AHAMHECTUYECKU OIICHHMBAEMOM MepeHOoCUMOCcTH (u3nueckol Harpys3ku. B
T1000M citydae TpeOyeTcsl IpOBEJIeHUEe 3aTPaTHOTO Jab0paTOPHO-XUMHUYECKOTO
CKpHUHUHTA.

[umeproHuss Majoro Kpyra KpoBOOOpaleHUs SIBISIETCS  HEPEAKUM
CUMIITOMOM TIpH Pa3IUYHBIX 3a00JeBaHUSX JIETKUX H cepamna (dImdbuzema,
XpPOHHMYECKAas MHEBMOHUSA, TyOEpKyJye3 JIETKUX, MHEBMOKOHHO3, XPOHUYECKUIA
OpOHXHT, MHUTPAJbHBII CTEHO3, HE3apalleHUue OOoTaIoBa NPOTOKA, Ae(EKTHI
NEPErOpOJIOK CepJlia), a TAKXKE IMPHU CYKEHHUU IMPOCBETA JIETOYHOM apTepHH.
OnHako mepBUYHAs JIETOYHAsl TUMEPTOHMS BO3HHMKAET MPU OTCYTCTBHHM ITHUX
¢dakTOpoB W Wi B TMporecce 3aboieBaHUs MOTYT pPa3BUTHhCS SMpuzeMa
JeTKUX, IHEBMOCKJIEPO3, OpPOHXO3KTa3us, BO3HUKAET CHMIITOMOKOMILJIEKC
«JIETOYHOTO cepaua». Juarno3 3Toro 3a00J€BaHUs KaK B KIIMHHUKE, TaK U MOCIE
CEeKIIMM MOXET ObITh IIOCTaBJICH JHUIIb TpPU HCKIIOUYEHUU TEPBUYHBIX
XPOHUYECKUX 3a00€BaHUI JIETKUX U cepAla. B Haiiem ciiyyae ObLIIM W3BECTHBI



KJIMHUKA 3200J€BaHUs U PE3yJIbTaThl KIMHUYECKOTO 00cieoBaHusi 00IbHOTO,
YTO JAJI0 BO3MOYKHOCTh IIPABUJIBHO MTOCTABUTH JUATHO3.

[Tpn oOHapyeHUU Ha CEeKIUU KOMIUIEKCA «JIEFOYHOr0 CEep/la, 0OCOOEHHO Y
MOJIOABIX JIMI, HEOOXOANUMO YYHUTHIBATH BO3MOKHOCTH MEPBUYHOU JIETOYHOM
TUTIEPTOHUU W TPOBOJAUTHL B 3TOM HampaiieHun auddepenuuanuto. Ilpu
OTCYTCTBUU JTAHHBIX KIIMHUYECKOTO oOcrea0BaHus YCTaHOBUTD
MaTOJIOTOAHATOMUYECKUN JAMArHo3 MEePBUYHOM JIETOUHON TUIEPTOHUHU BOOOIIE
HEBO3MOXHO.

Tpaguunonnoe neyenue [IJII' nmpenycmaTrpuBaeT Ha3HAYECHHE aHTarOHHUCTOB
Kanplug. XOTb My HEOOJBIIOr0 KOJUYEeCTBAa OOJBHBIX, 3TH TPEMapaThl
oOycnoBnuBatoT oOpatumocth JII'. Pexomenmyembie 10361 HHpEAUTHHA
coctaBisoT He MeHee 240 mr B cyTku, muitnazema — 900 mr B cytku. Ilpu
HEA((DEKTUBHOCTH TPOBOJUMOTO JICUCHHS B TEUCHUE HECKOJIBKHX HEIENb
NOKa3aHO Ha3HA4Y€HHE JPYTrux NpenaparoB. AHTUKOATYJISHTHAs Teparnus
(BapdapuH) nmokazaHa BceM OOJIbHBIM B CBSI3U C HAJTUYMEM BEHO3HOIO CTa3a MpH
CHMKEHHOM CEepJI€YHOM BBIOpOCe, 00pa30BaHMEM TPOMOOB B MEJKUX ApTEPHUIX
u runepkoaryisiuuen. Jlody nmoxbupator Tak, uyroOsl mopaepxkuBate MHO B
nuarazone 1,5-2,5. Bapdapun He BiausieT Ha o01iee COCTOSTHUE, HO YBEJIUUHUBAET
POJIOJDKUTEIBLHOCTD JKM3HU TMAlUEHTOB. [[MypeTuku mokas3aHbl MPU HAJTUYHH
MPaBOXKEIYIOYKOBOM HEAOCTATOYHOCTU (OTEKH, acuur). OHM yIy4dlIaroT
JMACTOIMYECKYI0 (DYHKIHUIO JIEBOTO KEITyA0UKa.

Buarpa: ocHoBHOe neiicTBue cwineHaduiia 1uTpara (pabodero BelecTBa
«Buarpb») OCHOBaHO Ha €ro CIOCOOHOCTHM paclIUpsTh COCYJIbI, IPUYEM
MEXaHU3M 3TOr0 JEWCTBUS OJMHAKOB KaK B COCyJax TIE€HUTaIud, TaK U B
cocynax Jierkux. CrnocoOHOCTh cuiieHauiia UuTpaTa CHHXKAThb JIETOYHOE
naBjieHue ObUla TOATBEPXKIEHA B XOJE€ HECKOJBbKUX JAaO0OpPaTOPHBIX U
KInHn4eckux uccienoanuii. B 2005 rony cunnenadun nurpat Obu1 0100peH B
CIIIA B xauecTBe nmpenapara JUisl JICUEHHUS IEPBUYHON JIETOYHON TUIIEPTEH3UH Y
B3pociblx. ONHcaHO TakKe HECKOJbKO CIIy4aeB YCHEIIHOro JIeUYEHHUS
MJIQ/ICHIIEB C JIETOYHOM T'UIePTEH3UEN MPU MTOMOIIM 3TOTrO Mpernapara.

[Ipobema MetomoB Jseuenus JIAIT mo-mpekHeMy oOCTaeTcs aKTyaJbHOM.
HoBpii moaxox K JIEUEHUIO IIPU  JIETOYHOW TUIIEPTEH3UM  BKIFOYAET
UCIIOJb30BaHUE MPOCTAHOMJOB, AHTATOHUCTOB pELENTOPOB SHIOTEIWHA H
uHTHOUTOPOB (hochoamdcTepaspl 5-ro tuma [17, 18]. DTu mpenapatbl ceromHs
IPAKTUYECKA HE UCIOJIb3YIOTCS, B MOBCEJIHEBHOW MPAKTHKE Yallle HA3HAYAIOT
nepudepruueckue Ba30qUIATATOPbl — AHTArOHUCTHI KaJIbIUSl, HUTPATHI, HO
OTPaHUYCHHEM HX TPUMEHEHHUSI MOXKET CTaTh aKTUBAlMS CHUMIIATUYECKOU
HepBHOUW cuctembl [16]. Maruburtop If kaHamoB KJIETOK CHHYCOBOTO Y3ja
UBaOpagH TMO3BOJIAET KOHTPOJIUPOBATH YHUCIO CEPACYHBIX COKpAIllEeHUH, He
BJIMSISL HA COKPATUTENBbHYIO (DYHKIHIO MHOKAapAa M 3JIEKTPOPHU3UOIOTUIECCKUE
napamMmeTphl.

B nurepatype npoBoauiach COMyTCTBYIOIIAs TEPANMs aHTUATPETaHTaMU WK
AQHTUKOATYJISIHTaMH, HEIUTHAPOIICPUIMHOBBIMU  OJIOKATOpaMH  KaJIbIIUEBBIX



KaHAJIOB (QWITHA3eM), JUYypeTUKaMH (IIpU HAIMYUKA COMYTCTBYIOIIMX SIBJICHUIA
HenoctatouHoct  kpoBooOpamienus (HK)) wu, mnpu  HeobOxomumoctw,
JATOKCUHOM.  bosbHBIE  mosywanu — ctaHgaptHyro — tepanuio  JIAL:
AQHTUKOATYJISIHTBl Wi aHTuarperantbl (83%), nuntuazem (56%), auypeTUKH
(45%), murokcun (5%).

[IpencraBnsgem kinHUYeCKUil ciaydaid. bonsHaa L., 35 ner, nu3 Xope3aMmckon
00JaCTH TOCTyIUJIa B TEPANEBTUYECKOE OTICICHHE KIMHUKUA YPreHuCKOro
bununa TamkeHTckod wmemuuuHCKoM akagemun 4.02.2019 ¢ OCHOBHBIM
muarHo3oM  bonesns  Asp3a. Ocnoxuenus: HK I cr. KamoObr  mpu
NOCTYIUIGHUU: Ha OJBIIIKY MpH HE3HAYUTENbHOM (U3NUYECKON Harpyske,
cepaneOueHre, ooOmas c1adocTh, OTEKM HIDKHMX KOHEYHOCTEH, OTCKH Ha
TOJICHSIX, BCIIBUIBYUBOCTD.

W3 anamnesa: OonbHas poamnack B 1984 romy. M3 amOymnatopHOi KapThl
00JBbHOM B TpyHOM Bo3pacte Bpaun otmeTuau CII Hax ob6nacTeio cepaia. beut
NIOCTABJIEH JMarHo3 BpoxIAEHHBIM mopok cepaua (BIIC). M3BectHo, uro Yy
OOJIBHOM ¢ JAeTcTBa TMpU HE3HAYUTENbHOW HArpy3ke, SMOLMOHAIBHOM
HaIpsOKEHWM BO3HMKala W ycuiauBaiach ofapimka. Co ciaoB marepu emé B
MJIaJICHUECTBE «ClbllIana paboTy cepaua CUasien psaoMm nodepu». B cBoém
¢bu3MUecKOM pa3BUTUU OTCTaBajia OT cBepcTHUKOB. C JeTcTBa CTOUT Ha
JUCIAHCEPHOM YYETE C e(PEeKTOM MEXKeNIyA0UKOBOU mneperopoaxku. Jloma mo
XO03STUCTBY HE mojBepraer cedst pusmdeckuM Harpyskam. B 19 jet y GonbHOM
HOSIBIIIOCH KpoBoxapkaHbe. [lanneHTky oOcienoBanu M HCKIIOUWIN JApYyTue
3a0oneBaHus, MpoTEKamIue ¢ KpoBoxapkanbem. B 2009 romy B | obmactHO#
0onpHULE ¢ omolbio DX0KI' ycraHoBieH auarHo3 0ose3Hs Aspsa. C Tex nop
C OJTUM JHMArHo30M JIEYUTCA CTAallMOHApHO B XOpEe3MCKOM (uuanie
PecnyOnukaHCKOro KapauOJIOTMYECKOro LeHTpa, B ['ypiieHCKOM pailOHHOM
o0bequHenuu. [Ipunumaer cunerpy 25 mMr B CyTKH, TpoMOOIOJ 75 MI' B CYTKH.
B cembe BTOpas mo c4y€ry U3 LIECTEPBIX AeTer. bpatuika WHBAIU C JIETCTBA.
bonbnas uaBanua |l rpynnel. He 3amyskewm.

OOBEKTUBHO: COCTOSIHUE CpEeIHEM TSHKECTH. BBITIAIUT  MOJIOXKaBo.
[Tonoxxenue BbIHYXkAEHHOE, opTonHO3. Co3HaHnue scHoe. OtTMmeudaercs
akporaHo3. HorreBple IIIacTUHKM CHHIOIIHBIE. CHMITOM «4YaCOBBIX CTEKOJ»
nonoxuTenpHbii. Ha mekax pymsHen. [lanpusl pyk, HOT XOJIOJHBIE HA OLLYIIb.
SI3pIK GarpoBO-CHHIOIIHETO IIBeTa, YMCThIA. ['yObl mmanotuusele. B merkux
0CJIa0JICHHOE BE3UKYJISIPHOE JbIXaHue. I'paHuLbl cepaua pacliipeHsl BIpaBo +
2 cm. ToHsl cepana MpUTIyLIeHB, puTMUYHBIE 85 ymapoB B 1 munyty. Ha
neroyHon aprepurn I I ToH ycumen. Ha TpuxkycnuaaapHOM —KialaHe
cucronndeckuil mrym. Yactora apixaHusi B mokoe 22 B 1 MUHYTY, IpH Harpy3ke
pesko yuamaercs. AJ[ 100/70 MM pr.ct. XKuBor msrkuii 6e3007€3HCHHBIN.
IleueHs U cene3eHKa HE yBEJINYCHBI.

Ha OKI': putm cunycossiii, D0OC otknonena Bnpaso. HCC 83 B 1 MunyTy.
[Ipu3Haku runepTpoPuu MpaBoro Keaya04YKa U IPABOTO MPEACEPAUS.



Oxo KI': Pacmmpenue mnpaBoro sxkemyjodyka M MPaBOTO MPEACEpAUs.
Henocrarounocts TPEXCTBOPYATOIO KJIaIlaHa. TpukycnunanbHas
peryprutauus.+++. BeipaxeHHast 1erouHasi TUnepTeH3 L.

5.02.19 O6mmit ananm3 kposu. remorjoomn 104, neikorur 6,6, DUT 4
MM/4yac. Bpemsi cBepThiBaHus KpoBU Havaiio 3.14- konen 4.16.

7.02.19 buoxumust kpoBu: OuIMpPyOuH 001U 16,4 MMoJib/i,, CBsI3aHHBIN 3,8,
cBOOOIHBII 12,6.

OO6mumii ananu3 Mo4M: KoiaudecTBo 60 M1, TEMHO-KENTOTO 1BETA, MpO3payHas
MoOYa, OTHOCHUTENbHAs m1oTHocTh 1017, 6emok abs, snurenuii 6-5-6, TEHKOIUTEI
3-4-4, conu okcajaThl.

V3 BHYTpEHHUX OPTraHoOB: DX0 MaTOJOTUM HET.

Ha Oxo KI' B 2015 rony: 3akmtouenue: bonesns Aspza. ['mneprensus
JeroyHol aprepur jgasinenue/4- 75 wmm  pr  cr. TpukycnupanbHas
HegoctarouHocTh -1l cr.Ilonoctu mpaBoro xemygouka U NpaBoro Mpeacepaus
pacmmpensl.Ha Oxo KI' B 2017 romy romy bone3ns Anp3a. ['mneprensus
neroyHor aprepuu gasienue 100-110 MM pr cr. TpukycnmpanbHas
HegoctarouHocTh I-11 cr. TlonocTu mpaBoro xenynoyka v MpaBoro npeacepaus
pacupenbl. COKpaTHUMOCTh JIEBOTO JKETyJl0uKa He HapyuleHa. B pesynbraTte
POBEICHHOTO  O0CieNoBaHMs  BBICTaBIeH AuarHo3: boiesnp  Anspsa
(uouonaTuueckas JserouHas runeptensus) HK 11 cr.

bonpHas monyvana cunerpa 25 Mr B CyTKH, TpomOomon 75 mr 1 tabnerka B
CyTKHM, THOTPA30JIMH, BepowmnupoH 25 wr, Bepamamun 40mr. JlanHas
MpPOBEJCHHAs Tepanusi MNpHUBEJIa MOJIOKUTEIBHOMY pPE3yibTaTy 3a KOPOTKHUIA
nepuoa  BpeMeHu. CocTosHHE  OONBHOM  YIyYIIHWJIOCh, 3HAYUTEIBHO
YMEHBUIWJIACH OJIBIIIKA, BBIPOCIA TEJIEPAHTHOCTh K (PU3MUECKOM Harpyske,
YMEHBIIIWIUCH OTEKU Ha TOJICHSIX.

Takum  oOpa3oM  mepBUYHAs  JIETOYHAsh  TUNEPTEH3Us  SIBISETCS
CJIIOKHO/IMATHOCTUPYEMBIM M T'PO3HBIM 3a00JIEBAaHUEM C HEOIaronpusTHHIM
ucxonoM. CoBpeMEHHBIE METOAbl  JIEUEHHUS IO3BOJISIOT  3HAYUTEIIBHO
YMEHBIIHUTh KJIIMHUYECKHUE IIPOTSIBIICHUS 3a0o0sieBaHus, MOBBICUTH
NEPEHOCUMOCTh (DU3UYECKUX HArpy30K MalUeHTaMH, VYIYYIIUTh KadeCTBO
KU3HU, YBEJIUYUTH €€ MPOIOTKUTEIHOCTb.

Cnucox rumepamyput | References

1. Yazoea U.E., Asoees C.H., llapesa H.A., Mapmuiniox T.B., Boakos A.B.,
Hakoneunuxoe C.H. KinHWYecKkne pEKOMEHIAMU 10 [HAarHOCTUKE H
JICYCHHIO JICTOYHOM TunepTeH3uu. TepaneBruueckuii apxus, 2014; 9:4-23.

2. Galie” N., Humbert M., Vachiery J.-L. et al. 2015 ESC/ERS Guidelines for
the diagnosis and treatment of pulmonary hypertension // Eur Heart J., 2016.
—Vol. 37. P. 67-124.

3. Yazosa U.E., Mapmuinox T.B., Haxoneunuxoe C.H. Utorm EBpomeiickoro
KOHrpecca kapauosioroB 2015 roma: HoBas BepcUsi PEKOMEHJALMN IO



JUATHOCTUKE W JICYCHHWIO JIETOYHOW runeprensuun // EBpaswmiickuit
Kapauonoruueckuii xypHain, 2015. T. 4. Crp. 3-10.

4. benenxose [O.H., Yasoea H.E. llepBuuHas nero4yHass runepreHsus. M:
Homumxk, 1991.

5. Hermiller J.B., Bambach D., Thompson M.J. et al. Vasodilators and
prostaglandin inhibitors in primary pulmonary hypertension. Ann Intern
Med., 1982; 97:480-489.

6. Vane J.R. The release and fate of vasoactive hormones in the circulation.
BritJPhysiol, 1969; 35:209-242.

7. 1to H., Hirata Y., Hiroe M. et al. Endothelin-1 induces hypertrophy with
enhanced expression of muscle-specific genes in cultured neonatal rat
cardiomyocytes. Circ Res.,1991; 69:209-215.

8. Davie N., Haleen S.J., Upton P.D. et al. ET(A) and ET(B) receptors modulate
the proliferation of human pulmonary artery smooth muscle cells. Am J
Respir Crit Care Med., 2002; 165:398-405.

9. Gali N., Hoeper M.M., Humbert M. et al. Guidelines for the diagnosis and
treatment of pulmonary hypertension. The task force for the diagnosis
and treatment of pulmonary hypertension of the European Society of
Cardiology and the European Respiratory Society. Eur Heart J., 2009;
30:2493-2537.

10. Torres F. Endothelin receptor antagonists in pulmonary hypertension.
Respir Care, 2006 8:77-82.

11.  Humbert M. Dual endothelin receptor antagonism: setting standards in
PAH. Eur Respir Rev., 2007; 16:102,13-18.

12.  Ilapamonos B.M., Mapmuviniox T.B., /lanunoe H.M., Mamuun FO.I,
Yazoea U.E. Pe3ynbTarhl 1OATOCPOYHON Tepanuu O03€HTAaHOM Y MAlUEHTOB C
UHAOIMATUYECKON JIETOYHOM apTepUalibHOM runepreHsuu. EBpasuiickuit
KapUOJIOTUYECKUil sxypHai. 48-57.

13.  bamwvipnees T.A., Maxmymxooacaes C.A., Oxuncu 3. u Op. Jlerounas
TUIIEPTEH3UST W MOPABOXKEIYJOYKOBass HeAocTtatoyHocTh. Yacte  VIIL
ONUANMUONIOTHUA, dakTopsl pucka 51 IIATOI'€HE3 IIEPBUYHOMN
(MIMOMATUYECKOM) JIeroyHou apTepuanbHoi runeprenzun// Kapnuonorus, 2,
2007; C. 44-56.

14.  Castro O., Hoque M., Brown B.P. Pulmonary hypertension in sickle cell
disease: cardiac catheterization results and survival // Blood, 2003; 101:1257-
1261.

15. Galie N., Torbicki A., Barst R. et al. Guidelines on diagnosis and
treatment of pulmonary arterial hypertension. The Task Force on Diagnisis
and Treatment of Pulmonary Arterial Hypertension of the European Society
of Pulmonology // Eur Hearh J., 2004; 25:2243-2278.

16. Apymwnos I'.Il., Kopcynckas M.U., Yepusecxas T.K. u op. Onbir
JUIMTEJIbHOTO TPUMEHEHUS S5-MOHOHMTpara Yy OOJBHBIX CO CTaOMJIbHOU
neroyHoi runeprensueit // Kapauonorus, 2001. Ne 1. 48-54.



17.  Bamuwvipnees T.A., Maxmymxoodacaee C.A., Ixuncu 3. u Op. JleroyHas
TUIEPTEH3UsT M IPaBOXKEIyAOYKOBas  HeAocTaroyHocTb. Yacte X,
[IpocraHouapl B  JI€YEHHMH MEPBUYHOM  JIErOYHOM  runepreHsuu //
Kapnuonorus. 6, 2007. C. 70-77.

18. JlmarHocTuka W JIeYEHUE JIETOYHOM TuUmnepTeH3uu. Poccuiickue
pekomengauuu. MockBa, 2007. KapauoBackynspHas  Tepanuss U
npodunaktuka. 6 (6). [Ipunoxenue 2.



