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Annotation: Contemporary registry data indicate that the average age of patients diagnosed with PAH has increased
over last 20 years. Older patients are more likely to have multiple comorbidities, have lower functional capacity of cardio-
vascular system. Thus, etiology of pulmonary arterial hypertension, clinical features of the disease and treatment in young
and elder patients may be different.

Key words: pulmonary arterial hypertension, right heart catheterization, mean pulmonary artery pressure, dyspnea.

AHHoTaums: CoBpemeHHble peecTpbl nNaumeHToB ¢ JIAI CBMAETENbCTBYIOT O TOM, YTO CPedHWM BO3pacT MauveHToB
yBenuuuncs 3a nocnegHue 20 net. C BO3pacToM yBENMYMBAETCS KOIMHYECTBO CONYTCTBYIOLMX 3aboneBaHuii, CHXaloTCS
hyHKUMOHaNbHbIE  CMOCOBHOCTW  CepAeqHO-CoCyAUCTON cuUcTeMbl. Takum obpasom, atvonorust JIAT, KnuHWYeckue
nposiBneHns 3abonesBaHns 1 NeYeHne y NaLMEeHTOB pasHbIX BO3PACTHbIX KAaTEropuii MOryT OTIIMYATLCS.

KntoueBble crioBa: neroyHasi aprepuanbHas runepTeHaunsi, katetepuaauus npasbix OTAENOB cepala, CpeaHee AaBneHne

B NEroYHOM apTepun, ogblLLKa.

IeroyHas runepteHsus (J1IN) aBnseTca peakum v Tskensim 3abo-
nieBaHMEM, BKIIHOYAOLLMM MHOXECTBEHHbIE TMOormyeckune hakTopbl
1 CrOXHble mpouecchbl natodusnonorn. HecmoTpsi Ha AOCTUXKEHME
BonbLUMX yCnexoB B MOHUMaHWM TeveHns JIIN n ee neYeHUn y MHOrmx
nauveHToB 3aboneBaHue MPOAOIMKAEeT NPOrpeccMpoBaTh, NPUBOASA K
MHBanNuaunsauum n cmeptHocTH [17].

Mpu npoBegeHun nepsbix nccnenosanuii JIAI 3abonesaHve Bbl-
ABMNSANOCH MPEUMYLLECTBEHHO Yy MONoAbIX nauveHToB. [aHHble peru-
cTpoB nauueHToB ¢ JIAI" nocnegHux NeT CBUAETENBLCTBYOT O TOM, YTO C
TeYeHNEeM BPEMEHW CPEAHMI BO3PaCT NaLMEHTOB C BNepBe ANarHocTu-
poBaHHom JIAI yBenuunBaeTcsi, Of4HaKO NPUYMHBI 1 OCOBEHHOCTU Teye-
H¥s 3ab6oneBaHns y AaHHOW KaToropuv nauMeHToOB OCTalTCst Marno us-
yyYeHHbIMU. Tak, B peectpe HaunoHanbHOro MHCTUTYyTa 300poBbs 1987

roga cpefHuii Bospact nauueHTos ¢ JIAI coctasun 36 + 15 net [15],
Torga kak B 6onee no3gHux peectpax CoeamHeHHbix LLtatoB Amepukn
1 dpaHuum cpefHuii Bo3pacT NauMeHToB C BrepBble AMarHOCTUPOBaH-
Hou JTAI coctaBun 50 + 15 net n 52 + 15 neT, cooTBeTCTBEHHO [3, 8].
B koropte BenukobputaHum n Mipnasaum cpegHuii Bo3pacT nauneHToB
C MAMONaTUYECKON, CEMENHON 1 aHOpeKcureH-accouunposaHHon JIAT
coctasun 50 net, npuyem 13,5% naumeHToB Obinu ctaplie 70 net [12].
B Heckonbkux nccnepoBaHusax 6binm BbISIBNIEHbl Pas3nuyns B XxapakTte-
puctukax JIAI y noxunbix nogen, B ToM yucrne bonee HU3kne 3Hade-
Hus cpOJ1A, Gonbblue conyTCTBYOLWMX 3abonesaHunii 1 6onee Hu3koe
COOTHOLLIEHWE XEHLLMH N MYX4uH [7, 16].

MatoreHes JIAI' TecHO cBsi3aH C cepAeyHbIM U NerodHbIM KpoBOO-
6paiyeHnem. dtnonorus JIAT, KNUHUYECKME NPOSBIIEHNS U NeYeHne y
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nauneHTOB CpeaHero 1 NOXWIoro Bo3pacta MMET CBOM 0COBEHHOCTU
1 OTNINYAKOTCA OT TAKOBbIX Y MOMOAbIX NALMEHTOB.

3BeCTHO, YTO BO3HMKHOBEHME XXECTKOCTW COCYAOB CUCTEMHOrO
KpoBoobpaLleHns cnocobCcTByeT BOZHUKHOBEHWUIO U30NMPOBAHHOW CU-
CTONMYECKOM MMNepTEH3NM Y NOXUIbIX NIOAEN, NOBbILAsA PUCK cepaey-
Ho-cocyaucTol 3abonesaemocTu U cmepTHocTu [13, 14]. Wcxogs wmx
3TOro, BO3pPacTHOE PEMOAENUPOBAHME COCYAMNCTON CTEHKM MOXET OKa-
3bIBaTb TAKOE e BMUsIHWE M Ha NeroyHoe KpoBoobpalleHue, npuesoast
K YCUIEHMIO NIErOYHOro COCYAMCTOrO0 COMPOTUMBAEHUS U YBEMUYEHUIO
CONA [5, 11, 13], OgHako, 0 BO3PaCTHbIX U3MEHEHMUSIX CUCTOSNTNYECKO-
ro AaeneHus neroqHoi aptepuun (CAJTA), ero geTepMmnHaHTax v npo-
rHOCTMYECKOM BO3AENCTBUM Mano uU3BecTHo. Kpome Toro, AaBneHue B
TIErOYHOM apTepun HanpsiMyto 3aBUCUT OT AaBneHne HanonHexus JHK,
KOTOPOE MOXET MOBbILIATHCS Y NALMEHTOB CPEAHEro U MOXMIIOro BO3-
pacTta, npuBoAst K guactonuyeckon amchyHkummn JDK [4]. Pactywas
pacnpoCTpaHeHHOCTb CepAEeYHO-NEroYHbIX 3aboneBaHunii Takke MOXeT
cnocobcTBoBaTh yBenuyeHuo CAJA.

K coxaneHuto, B HaCTosiLLiee Bpems HET UCcCreaoBaHuii 0 pacnpocTpa-
HEHHOCTH, hakTopax prucka 1 NPOrHo3e y NalyeHTOB MOXWIIOrO Bo3pacTa
¢ JI. MoHnmaHne nNpuyunH 1 ocobeHHocTer TeveHust Ty naumeHToB cpea-
Hero 1 NOXWoro Bo3pacTa, 0CO6eHHO npoBeaeHve AvddepeHLmansHoNn
amarHocTuku mexay J1IL, accoummnpoaHHoi ¢ CH, 1 JIAT, oco6eHHO BaxkHO
Ons Bblbopa TakTUKW BEAEHWS M TEpanimn Takvx NaLMeHTOB.

Marepunansl n MeToabl

Ha 6asze KY «[OKLKK» OOC» ¢ 2007 no 2016 rogbl katetepu-
3auusi cepaua 6bina npoeegdeHa y 20 nauMeHTOB C npegnonaraeMbiM
anarHosom J1AT, u3 Hux ngmonatudeckas JIAI guarHoctupoBaHa y 16
(80%) naumeHTOB, B TOM Yncre y ogHoro pebeHka 2009 roga poxae-
Hus. JIAT, accounmpoBaHHasi ¢ anddy3HbIMK 3a6oneBaHnsaMK coeau-
HUTENbHOW TKaHW, AnarHoctuposaHa y 2 (10%) naumenTos, ¢ BUY —y
2 (10%) naumneHTOB.

Cpeau 19 B3pocnbix nauweHtoB ¢ JIAI 1 rpynnbl npeobnaganu
XKeHLWMHbI (14 XeHLWmH, 5 MyxunH). CpegHuit BO3pacT NauneHToB Ha
MOMEHT BKMtoveHus coctasmn 41,3+3,2 roga, (40 - 60 net - 13 naunex-
ToB, 20-35 neT - 6 NnauneHToB).

OcHOBHbIMY xanobamu 6binn ofplLLKa NPy He3HAYUTENbHOW (HU3N-
yeckow Harpyske nnm B nokoe (100%), cnaboctb (75%), 6onb B npekap-
ananbHou obnactn (30%), oTekun HKHKUX koHeuHocTen (30%), ronoso-
KpyxeHue (25%), cepauebuenve (20%), cuHkone (20%), yBenuyernve
obbema xuBota (10%), kpoBoxapkaHbe u naxora (5%).

[narHo3 6bin noaTBEPXKAEH AaHHBIMU KaTeTepusauuy npasbIX OT-
nenos cepaua. MpekanunnapHow JT aBnseTca npu cpegHeM Aasnenmmn
B NerovHon aptepun 6onee 25 MM pT. CT. U AaBMEHUN 3aKNUHUBAHUS
neroyHon aptepun mexHee 15 mm pr. cT. [5]. Mpu npoBeaeHun katetepu-
3auux cepaua cpeaHee AaBneHve B NeroyHon aptepun 6oino 57,2+3,9
MM PT. CT., AaBfeHne 3aknmHueaHus neroyHom aptepum 10,8+1,0 mm pt.
CT., IerodyHoe cocyanctoe conpotmenenne — 1066,5+208,2 guHec/cm5.

TecT Ha Ba3opeaKTUBHOCTb (NMPOBOAMIN C MHransiuuen Kucnopo-
[a ¥ BeHTaBuca) pacueHMBancs Kak nonoXuTenbHbIN NpU CHUXEHUN
[aBreHnst B nerovyHon aptepun bonee, yem Ha 10 MM pT. CT. Unn Ao
3HayeHunst 40 mm pT. cT. Cpean 20 nauMeHTOB, KOTOPLIM NPOBENWN KaTe-
Tepu3auuio cepaua Tect 6bin caenaH 9 (45%) nauneHTam, U3 KOTopbIX
Y OAHOrO OH BbIN NONOXUTENbHBIM.

Mo paHHbIM Oxo-KIM CONA cocTaBuno 79,5+5,4 mm. pT. CT., gna-
MeTp cTBOna nerovHom aprtepum - 3,1£0,2 cM, KOHEYHO-AMACTOMU-
yeckuin pasmep (KOP) npasoro enygouka (MK) 3,7+0,3 cm. Bcem
nauneHtam onpegensnu ypoBeHb NT pro-BNP, kotopbii coctaBun
1225,7+305,3 nr/gn. Y 10 (52,6%) nauneHToB gnarHoctuposaH || ©K
XCH, y 9 (47,4%) - lll ®K XCH. Ha MOMEeHT nocTaHOBKM AnarHosa amc-

TaHuus, npovaeHHas 3a 6 MuH, coctasuna 289,0 £ 21,7 m. Y 8 nauu-
€HTOB Npv HabnoaeHWn B AMHaMuKe aucTtaHuma 6 MTX vepes 1 roa
coctaBuna 371,6+20,7 m.

Cneuundumyeckyto Tepanuio no nosogy JIAIN nonyyanun 13 (68,4%)
nauuneHToB: cungeHadun — 8 (42,1%), cenekcunar — 6 (31,6%), macu-
TeHTaH — 4 (21,0%). Ha kombruHaummn AByx npenapaTos: cungeHadun
n cenekcunar 6bino 2 (10,5%) nauumeHTa, cenekcunar U aHTaroHUCT
kanbumsa — 2 (10,5%) naumenTa. NeTnesble ANYPETUKN NPUHUMANK - 6
(31,6%) naumeHTOB, aHTaroHNCTbI anbgoctepoHa — 11 (57,9%), Henps-
Mble aHTuKoarynsaHTel — 2 (10,5%), aHTnarperaHTsl — 8 (42,1%).

PesynbTathl 1 nx obcyxakeHve

B coBpeMeHHbIX peecTpax HabnogaeTcs TeHAEHUMS K BbISIBIIEHWIO
JIATl B 6onee ctapLuem Bo3pacte. Tak, B peectpe NIH cpeaHuii BospacT
naumeHToB coctasun 36x15 nert, a B peectpax Pulmonary Hepertension
Connection (PHC) n Registry to Evaluate Early and Long-term PAH
Disease Management (REVEAL) okono 50 net (tabn. 3). NogobHoe
M3MeHeHWe gemorpaduyeckon KapTuHbl NauueHToB Habnogaercst He
TOMBbKO MeXAY NO3AHUMM 1 PaHHUMW peecTpamMu, HO U C TEYEHNEM Bpe-
MEHV B paMKax ofHoro peectpa. Tak, B Benukobputanum u pnangum 3a
nepuwog ¢ 2001 no 2009 rog Habnoganock 3HaYMTeNbHOE yBENUYEHNe
BO3pacTa NauueHToB, koTopbiM AmarHocTupytoT JIAI [15]. B Yeluckom
peecTpe naumeHTbl, BktoYeHHble B 2007 rogy 6binm Ha 10 neT craplie
naumeHToB, KoTopble Bbinu BKMoYeHbl B peecTp Ao 2007 roga [6].

Tabnuya 3
KnuHu4eckas xapakmepucmuka nayueumoe c JIAIC
8 pa3IuYHbIX peecmpax

ROrreQ 194 | 576 | 675 | 2635 376 19

MauneHToB, N

Bospact, rogb! | 36£15 | 50£17 | 52415 | 5015 | 425+155 | 41,3:32
Xepau 63 | 70 | &2 80 85% 737
nor, %

Brepsbie

oA | 8 | 7| 8 100

[laHHOe sBneHne obbsACHAETCA BO3POCLUMM MHTEPECOM MpakTuye-
ckux Bpadew k JIAI n BHeApeHVeM OCHOBHOTO MeTofa ee ANarHoCTUKU
- KaTeTepu3aLunm nNpaBbIX OTAENOB CepALa B HEAABHO CO34aHHbIX cre-
Lmanu3npoBaHHbIX LeHTpax. [MoBceMecTHO BHeapeHbl U NpaKTUYecKu
MCMOMNb3yTCA KPUTEPUM ONs HanpaeneHusi 6oMbHbIX B cneuuanmnsu-
pOBaHHble LEHTPbl AVArHOCTUKMA U NEeYEHUsT NEFOYHOW TUNEePTEH3UN U
Tpomboambonuu nerovHon apTtepun. BcnegcTteue aToro, Aaxe y na-
LIMEHTOB CTapLUeli BO3PACTHOWN KaTeropmnm ¢ COMETAHHOW CepAeYHO-Co-
CyAMCTON nartonornen u orcytctenem JIM-cneumduyHbIX CUMNTOMOB,
€CTb BO3MOXHOCTb YCTAHOBUTb AMArHo3.

CpefHvin BO3pacT NauMeHToB B HALLEM MCCNEefoBaHWM COCTaBuI
41,3 + 3,2 roga, OH COMOCTaBMM CO CPeAHUM BO3pacTOM NauMEHTOB B
Poccuickom peectpe (42,5 + 15,5 ner) [2], npu 3TOM cpegHuin Bo3pacT
nauveHToB B COBPEMEHHbIX peecTpax CocTaBnseT npumepHo 50 ner.
Bonee monogoi Bo3pacT nauneHToB HaLLero U pOCCUNCKOro Uccneao-
BaHWii B CpaBHEHUW C BO3PACTOM NaLMEHTOB B MeXAYHapOAHbIX pee-
CTpax MOXET ABNATbCA Kak Aemorpacmyeckort 0COBEHHOCTbIO, Tak u
ObITb 06YCNOBMNEH KOMMNIEKCOM MPUYMH OPraHN3aLMOHHO-TaKTUHECKOTO
Xxapaktepa, B YacTHoCTW, Bornee pegkoro HanpasrneHusi 6onbHbIX Ans
npoBedeHunst KateTepusaumm cepgua.

Cpeon naumeHToB ¢ JIA[ GONMbLUMHCTBO COCTaBUIN JKEHLLUMHbI
(73,7%). MopoGHbIi reHAepHbI nepekoc HabmopgaeTcs v B APYrux
peectpax [15]. [NocnegHne anuaemMuonornyeckne nccrnenoBaHns xa-
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pakTepusyloTcst Takke Gonbluet BOCNIPUUMUNBOCTBIO XXEHLLMH K 3a60-
nesaHuto JIAI, HO Npu 3TOM MOCMe MOCTAHOBKU AMarHo3a NpoaormKu-
TEMbHOCTb XM3HW Y XEHLLMH 6ombLue B CPaBHEHUN C My>X4dnHamu [9].

fABneHve 6onee Bbicokor 3abonesaemocTtu JIAI npu nyywnx no-
KasaTensax BbHKMBAEMOCTU Y KEHLUMH B CPABHEHUU C MY>XYMHAMM NO-
TNY4nIo Ha3BaHWe «3CTPOreHOBbIN NapagoKey. B aKkcnepuMeHTanbHbIX
Mozensix 6bI1o NokasaHo, YTO 3CTPOreHbl U oTNMYMst Metabonmama no-
TI0BbIX FOPMOHOB MOFYT MOBbILLIATL PUCK BO3HUKHOBEHUS J1AT, a nx B3a-
MMOLENCTBNE C CEPOTOHMHOM CMOCOBHO ycunvBaTb noBpexaatoLlee
OENCTBME Ha COCYAbl NETKUX.

OpHako, He BCe 3CTPOreHOBblE COEAMHEHWUS OKasblBatoT MOAOGHbIN
3EKT N HEACHBIM OCTAETCS, NOYEMY B OHMX YCMOBUSX OHU obnaaaroT
3aLUMTHBIM OeVicTBUEM 1 noBpexaatomm B apyrux [10]. Takum obpasom,
Kak 06 BbSICHEHVE CIOXUBLLIErOCS MHEHWS 0 TOM, YT JTAI siBnsieTcs cocyau-
CTbIM 3ab0neBaHveM, HO MPU 3TOM BbPKMBAEMOCTb Npy Helr obycroBneHa
ajanTauven npaBoro xeryaodka K yBENUYEHWo NMoCTHarpysku, Tak 1 13-
YYEHVE reHaep-accoLmMMpoBaHHbIX (haKTOPOB, KOTOPbIE, C OQHOWM CTOPOHbI
YBENUUMBAIOT PUCK BO3HWUKHOBEHMS 3aboneBaHusi, a ¢ ApYrou, yny4LiaoT
NPOrHO3, ABMSIETCS YPE3BbIYANHO MHTEPECHBIM M MOXET B AanbHelLlem
0TpasnTbCst Ha 0COBEHHOCTSIX Tepanuu.

O6pallaet BHUMaHve ny4yiias cybbeKkTuBHasi NepeHoCUMOCTb 3a-
boneBaHusa Npu 6onee BbIpaXXeHHbIX U3MEHEHUAX TeMOANHAMMKM Y Na-
LUMeHTOB B Monogom Bo3pacTe (4o 40 neT), B CpaBHEHUM C NauueHTa-
Mu Bornee crapluero BospacTta (40-60 net). PacctosHue, npoigeHHoe
3a 6 MWH, HE3HauUTENbHO OoTNMYanock B AByx rpynnax (308,8 + 44,1
mMeTpa npoTtue 275,8 + 22,5 metpa), a cybbekTBHas NepeHOCUMOCTb
6bina nyylle y MonoAbIx NaLUEeHTOB: OLEHKa OAbILLKM Mo LWkane Bopr
- 4 6anna npotmB 6 6annoB, COOTBETCTBEHHO. [Mpn 3TOM y MONoabIx
naumeHToB NT pro-BNP coctasun 1900 + 383 nr/mn, a B cTapLuew
BO3pacTHon rpynne - 551,3+17,6 nr/mn. Takke Ans naunMeHToB MOMo-
[0ro Bo3pacTa xapakTepHbiMu Bbinn 6onee BblpaXKeHHble U3MEHEeHUs
remoguHaMukm (CpefHee AaBneHve nerovyHon aptepmm 69,6 + 10,0 mm
pT.CT. NpoTMB 51,4 + 2,4 MM PT.CT U NEro4HOe COCyaAMCTOe ConpoTuBe-
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Hue 1425,0 + 440 npoTtme 809,3 + 101,7) (Tabn. 4).

3TN KNUMHWYeckne OCOBEHHOCTU MOXHO OOBACHUTHL TeM, YTO Yy
MOMOAbIX MaLMEHTOB MPaBbli Xenyaovek CrnocobeH CoXpaHsiTb cep-
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Ta6bnuya 4.
KnuHu4eckas xapakmepucmuka nayuesmos c JIAIC
pa3nu4Ho20 eo3pacma, abc * m

Bpewmsi oo 17,2+3,4

NOCTaHOBKU (3 naupenTa - 6-8 6,8+1,9

amarHosa, Mecsibl ner)

6 MTX, meTpbl 308,8 +44,1 2758 £ 22,5

s 6,5:0,3 4,6£0,4
annbl

NT proBNP, nr/mn 1900 + 383 551,3+17,6

CONA, MM pT.CT. 69,6 + 10,0 514+24

PVR 1425,0 + 440 809,3 + 101,7
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