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Pesiome

B cTpykType 3aboneBaemMocTu Aeteit M noapocTtkoB B Poccuiickoit Penepaumnm 601€3HM OpraHoB AbiXaHWst CTabUIbHO 3aHUMAKOT
nepeoe MecTo. [laHHble perncTpoB nokasblBatoT, YTo y 10-12% aetei C neroyHom runepreH3nen MMeeTcs acCoLMMPOBAHHAS XPOHU-
Yeckas maTonorus Nerkux. SBnascb rpo3HbIM OCNOXKHEHUEM TaKMX XPOHMYECKMX 33aDONeBaHWM Nerkux, Kak runepyuyBCTBUTENbHbINA
MHEBMOHMUT, BpOHX03KTaTUYeckas BonesHb, BPOHXMaNbHAs acTMa U Ap., NEFOYHAS TUNEPTEH3NS YCYrybnseT TAKeCTb UX KIMHUYECKOro
TEYeHWs M B 3HAUMUTENbHOM CTeneHn 0byCnoBnMBaeT Ucxon 6one3Hn. B ctatbe 0606LeHbl COBPEMEHHbBIE AAHHbIE O JIEFOYHON runep-
TEH3UW Yy AeTeN pa3IMYHOro BO3pacTa, CBA3aHHOM C XPOHMYECKOM BpOHX0NeroyYHom natonormen. PaccMoTpeHbl BOMPOChI Knaccubuka-
LMW, NATOreHETUYECKME MEXAHU3MBI, KDUTEPUM M COBPEMEHHBIE METOLbI AMArHOCTUKM U NIEYEHUS, @ TAKKe NMPOrHO3. ABTOPbI NPUXOAAT
K BbIBOLLY, YTO, HECMOTPS Ha Yrnyb6neHHOe U3y4YeHne NaToreHeTUYeCcKnxX acnekTos pa3BUTUS NErOYHOM rMnepTeEH3MUM NpKU XPOHUYECKON
HPOHX0NEroyHolM NaToNorMu y AeTei, N03BoAMBLLEE B NOC/IELHEE BPEMS NPOAWTb CBET HA MOHWMAHWE MHOTWX ee acnekToB, cleayeT
npU13HaTb, YTO Npobnema B LeNoM faneka OT CBoero paspeLleHns. KpaiHe BaXXHO paHHee BbISIBNEHME U IeYeHMe NaToNorMu 1Er04HON
reMofiMHaM1KK NS npesynpexneHns GopMUMpOBaHUS NEroYHOro cepala. JlerouHas runepreHsus, OCIOXKHSLWAs TeYeHe XpOoHUYe-
CKMX 3aD0NeBaHMIA NErkmX, BCE eLLLe OCTAeTCs Hen3neYuMon 1 acCoLMMPYETCS C BbICOKOM CMEPTHOCTLHO. [10 HACTOSLLEro BpeMeHM KHbIX
NaLMEeHTOB C IEFOYHOM rMnepTeH3uelt Yacto 0bCenyoT U levaT Ha 0CHOBE pekoMeHAauMi ans B3pocnbix. OLHAKO pasnnyms B 3TMO-
NOTUK, KIIMHUYECKMX NPOSBAEHMUSX U BO3MOXHOCTAX AMArHOCTUKM TpebyoT 0C060ro Noaxoaa B M3yveHuu 3Toi npobneMsl y AeTen, 4o
CTaBMT BOMPOC 0 HEOOXOLMMOCTU pa3paboTKu OTAENbHbIX KTMHUYECKUX PEKOMEHAALMI ANs NefnaTpuyeckoi NpakTUKK.

KnioueBble cnoBa: aetu, neroyHas r'MnepTeH3na npu XpOHMHECKOﬁ 6pOHXOﬂ€F0‘4HOIZ naTtonornu
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HPOHXONErOYHOM NATONOIMK Yy AeTel: B3rNS4 Ha NpobieMy C TOYKM 3peHus nysbMoHonora. MeduyuHckuli cosem.
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Abstract

The respiratory diseases are consistently ranked first in the morbidity pattern among children and adolescents in the Russian
Federation. Registry data show that 10-12% of children with pulmonary hypertension have PH-associated chronic lung pathol-
ogy. Pulmonary hypertension as a life-threatening complication of such chronic lung diseases as hypersensitive pneumonitis,
bronchiectasis, bronchial asthma, etc. aggravates the severity of their clinical course and has a great impact on the outcome of
the disease. The article summarizes modern data on pulmonary hypertension in children of various ages associated with chron-
ic bronchopulmonary pathology. The issues of classification, pathogenetic mechanisms, criteria and modern methods of diagnosis
and treatment, as well as prognosis are considered. The authors come to the conclusion that despite the in-depth study
of the pathogenetic aspects of the development of pulmonary hypertension in chronic bronchopulmonary pathology in children,
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which has recently made it possible to shed light on the understanding of many of its aspects, it should be admitted that
the problem as a whole is far from being resolved. Early detection and treatment of pulmonary hemodynamic pathology is
extremely important to prevent the formation of cor pulmonale. Pulmonary hypertension, which complicates the chronic lung
diseases, is still incurable and is associated with high mortality. Now, young patients with pulmonary hypertension are still often
examined and treated using guidelines for adult patients. However, differences in etiology, clinical presentations and diagnostic
capabilities require a special approach to studying this problem in children, which raises the question of the need to develop

separate clinical guidelines for pediatric practice.
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BBEOEHWME

B ctpyktype 3aboneBaeMocTM geTeld M NOAPOCTKOB
B Poccuiickoit Mepepaunmn 60ne3HM OpraHoB AbIXaHWUS CTa-
6unbHO 3aHKMMaloT nepBoe MecTo [1]. XpoHuyeckne 6poHxo-
NeroyHble 3aboneBaHus, Ha4aBLIKCh Y AeTel, HepeaKo npu-
BOAAT K WMHBaNMAM3aUMKM MaUMEHTOB B 3pENOM BO3pacTe
M MHOTAA M K ApaMaTMyecknMM Mcxodam. JTO onpepensieT
3HAYMMOCTb JAHHOW Mpo6neMbl He TONbKO ANg NeauaTpum,
HO M AN KIMHUYECKOW MEeLUUMHDBI B LLENOM.

[aHHble pernctpoB nokasbiBatoT, uto y 10-12% pneten
C IErOYHOM rMnNepTeH3men MMeeTcs aCCOLUMMPOBAHHAN XPOHU-
yeckas naTtonorus nerkmx [2]. 1Bnssicb rpo3HbIM OCIOXKHEHUEM
TaKMX XPOHUYECKMX 3aD0NeBaHUIA Nerkux, Kak rmnepyyBCTBU-
TenbHbIvi THeBMOHMT (TYIM), bBpoHxo3kTatnyeckas 6onesHs (b3),
6poHxumanbHas actMa (BA) n ap., Nero4Has runepreHsus ycyry-
BngeT TAHKECTb UX KIUHUYECKOTO TEYEHUSI U B 3HAYUTENBHOWM
CTeneHun o0bycnoBaMBaeT Ucxon bonesuu [3].

JlerouHas runepteHsus (JIN — ato reTeporeHHoe 3abone-
BaHWe, XapaKTepu3ylolleecs reMoaMHaMM4eCKUMK Hapylue-
HUAMU, YBENIMYEHWEM CPELHEro [LaBNEHWUS B NIETOYHOM apTe-
pWK, NPOrpeCCUPYIOLLMM PEMOAEANPOBAHNEM NETrOYHOM COCY-
[IMCTOM CeTu, MpU OTCYTCTBUM CBOEBPEMEHHO HayaToM Tepa-
MUK CYLLECTBEHHO YXYALIAIOLLEe KAa4yecTBO >KU3HM, NPUBOAS-
Lee K NpaBOXeNyLoYKOBOM HeLOCTaTOYHOCTU U B KOHEYHOM
uTore — K CMepTu.

EBponeiickoe pecnupatopHoe obuectso (ERS) u Espo-
nenckoe obuwectso kapanonoros (ESC) onpenensioT neroy-
HYI0 TMNepTEH3NI0 KakK MaTodU3MONOrM4ecKoe COCTOSIHMeE,
XapakTepu3yloleecss MOBbILEHWEM CPeaHero Nero4yHoro
aptepwmanbHoro aasnexus (PAPm) 2 20 MM pT.CT. B COCTOS\HWUM
MoKost MO OLeHKe KaTeTepu3auuu NpaBbliX OTAENOB CepALa
(y AOHOLEHHbIX AETEN CTaplue 3 Mec. Xu3Hu) [4].

B ctpaHax, roe nomouwps naumenTam c JII ueHTpanmnsosa-
Ha, PaCNpOCTPaHEHHOCTb €e 3HaUYUTENbHO BapbMpyeT B 3aBU-
CMMOCTM OT pervoHa, BoO3pacTa W Mona, CoCTaBnas
ot 15 no 50 Ha 1 000 000 B3pocnoro HaceneHus u oT 2,2
0o 15,6 Ha 1 000 000 peteit. B otanume ot B3pocion nony-
NAUMK, TOEe COOTHOLIEHME JINL, KEHCKOTO M MYXCKOro mona
CK/TIOHSIETCS B CTOPOHY 3HAYMTENbHOro NpeobnagaHuns xex-
WKH, Bapbupys ot 1:1,7 no 1:3,4, B neTckon nonynsumMm aaH-

HbIX Pa3Nnuuii He Habn4AeTCA: COOTHOLWEHME ManbYyMKOB
n feBoyek paBHoe [5].

AkTyanbHas knaccudukaums JII, npuHgatas Ha 6-M
BcemnpHOM cruMnosmyme no neroyHon runepteHsum (WSPH,
2018), BblgenseT NaTb rpynn, Kaxnas M3 KOTOpbiX MMeeT
obuwme natodu3nonormyeckme xapakTepucTuku: 1) neroyHas
aptepuanbHas runepteHsus (JIAIN (nepsuyHas); 2) neroyHas
rMnepTeHsus, CBA3aHHas C NaToNOrnei NeBbiX KaMep cepa-
ua; 3) cBg3aHHas C MaToNorMen Nerkux W/vau runokcuen;
4) Il n3-3a ob6CTpyKLMM NneroyHom aptepum; 5) JIT C HesCHbI-
MU /MM MHOTOMAKTOPHBIMKW MeXaHWM3MaMu 3aboneBaHus.

JleroyHas runepteHsusg (J1I), cB93aHHas ¢ 3aboneBaHneM
nerkux u runokcuent (rpynna lll), sgnsetcs ogHon m3 nuau-
pyloWwmMx no pacnpoctpaHeHHoctn dopm JIIT n cBsizaHa
C MOBbIWEHHON 33a601EBAEMOCTbIO UM CMEPTHOCTbIO. ITH
6onbHble NpeacTaBngoT COBOM CNOXHYH, BeCbMa retepo-
FeHHYI0 rpynny, B KOTopow npekanunnspHas /Il yawe Bcero
OC/IOXKHSIET XPOHMYECKYIO OBCTPYKTUBHYIO BONE3Hb Nerkux
(XOBJ) n/unun amdusemy, pa3BmBLLYIOCS Ha HOHE UHTEPCTH-
umanbHon 6onesHun nerkmx (MBJ1), o6CTpyKTMBHOrO anHoO3
BO CHE W aNnbBEONSPHOM TUMOBEHTUAALMM B YCIOBUAX
BbICOKOTOpbs [6].

MeonaTpbl OTAENBHO BbILENSOT psn 3aboneBaHuii ner-
KMX, CBA3aHHbIX C Ppa3BUTMEM JIETOYHOW TMMEPTEH3UU
y netew (mabn. 1).

NATO®U3NOJIOTMYECKUE OCHOBbI PA3BUTUA
JIEFTOYHOM TMNEPTEH3UU,ACCOLMMPOBAHHOM
C MATONIOTMEN NETKUX

STUONOrMYECKME MPUYUHbBI IEFOYHOM TUMEPTEH3UU MNpU
3a060M1eBaHMSAX NETKMX OTIMYAKOTCS MHOTOMAKTOPHOCTbHO.

B HopMe Manbiii Kpyr KpoBoOOpalLeHMs NpencTaBnser
060l KPOBEHOCHYI CUCTEMY HW3KOro AAaBMEHMs, YTO 00b-
SCHAETCS BbICOKOM PACTSXKMMOCTbIO COCYAOB, LUMPOKUM MX
NPOCBETOM, MEHbLLUEW OJIMHOW M MO3TOMY MasbiM COMPOTUB-
NeHWeM TOKY KpOBW. JleroyHoe CcocyamcToe COnpOTUBAEHME
SBNAETCS pe3yNbTaTOM eCTECTBEHHOIO YMeHbLEeHMS Kanmbpa
NErOYHbIX COCYAO0B MO MEpPe UX OTBETBNEHWUS OT LEHTpaib-
HbiIX apTepuit. pu yBenuuyeHun ceppevHoro BbIBpoCa,
HanpuMmep BO BpeMs CTpecca, NeroyHas Cocyamcras ceTb
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Ta6nuua 1. 3aboneBaHus, conpoBoxaatoLmecs GOpMUPOBAHUEM NEFOYHON TMNEPTEH3UMN Y AETEN, U UX XapaKTEPUCTUKA
Table 1. Diseases causing pulmonary hypertension in children, and their characteristics

[ucnnazus a/lbBEONIAPHbIX Kanunnapos
CO CMELLEHUEM BEH Wn 6e3 Hero

YMeHbLUeHWe aNbBEONSPHbIX KAMUANSPOB, YTONLLEHWE TKaHM aNlbBEOISIPHOI NEPEropofikM M HECOCOBHOCTL
KanunsipoB KOHTAKTUPOBATb C aflbBEONSIPHbIM AMUTENNEM. BbISBNEHbI FTEHOMHbIE W TEHETUYECKME AENELMM KNacTepa
reHoB (akTopa TpaHckpunumu FOX B 16p24.1 1 HakTMBMPYHOLLME TOYeYHble MyTaumn FOXFL

bpoHxoneroyHas aucnnasus

Mpe- 1 noCTHaTanbHoe BO3AENCTBME IK30reHHbIX (PaKTOPOB PUCKA HA CTPYKTYPHO M (BYHKLMOHANBHO He3penble Nnerkue
MPUBOAMT K NOCTHATA/bHbIM HAPYLLIEHMSIM aHTUOTEHE3a U aNbBEONAPU3ALIMM, CBA3AHHBIM C aHOMAIbHOM COCYANCTON
(YHKLUMe (NOBbILLEHHIV TOHYC, U3MEHEHHAs PEaKTUBHOCTb, HapyLUeHWe MeTaboan3Ma) U CTpYKTypoid (nponudepaums
TNafKOMBbILEYHBIX KNETOK, M3MEHEHHAs BHEKNETOYHAs MaTpUyHas CTPYKTypa)

BpoxneHHas AuadparManbHas rpbbka

Mopok pa3BuTHs, NPUBOASLLMIA K CEPbE3HOMY PEMOLENMPOBAHMIO COCYLOB M PA3PEXEHHUI0 COCYAUCTORO PyCna.
Jledek cBSI3aH C rUnonasuelt Ierkux pasnuuHoi CTeneHu

[Mnonnasus nerkmx
a/1bBEON U COCYA0B

[eHeTMyeckue aHOManuM, PE3KOE COKpaLLEeHME OKONONI0AHBIX BOA, BEAYLLEE K CHXKEHWUIO NPEHATAIbHOTO PA3BUTUA

JlerouHblit UHTEPCTULMANbHDIN

TMKOreHo3
[MCTPECCOM

06ycnoB/IEH aHOMANbHBIM HAKOMIEHHEM [TIMKOTEHA B UHTEPCTULMM JIETKOTO, YTO MPUBOAMT K €10 YTONLEHMIO
Y 3aTpyaHseT Auddy3uio ra3oB Yepe3 anbBeoNOKANUANAPHYIO MEMOPaHY. Y MNafeHLEeB NPOSBASETCS PECNMPATOPHbIM

JleroyHblit anbBeONSPHbIN NPOTEMHO3

Penikoe 3aboneBaHue nerkux, Npy KOTOPOM B aNbBEO/AX MPOUCXOAMT aHOMANbHOE HAKOMEHHe CypaKTaHTa,
NpensTCTBYIOWEro ra3006MeHy 1 BAMSIOLLET0 HA poCT Nerkux. Bo3amMoxHas npuumHa: aytoantutena npotus GM-CSF.
MyTauuu peuentopa GM-CSF npu HacnencteeHHoM JIAT

JleroyHas iMMQaHruaKTasmsa
PeLMaMBUPYIOLLMM XMIOTOPAKCOM

Penkoe HapyweHWe pa3BuTMs Nerkux, XxapakTepusytoLeecs cybnneBpanbHOiA, MEXA0NEBOA, TepUBACKYNSPHON
W NepUBPOHXUANBHOM MMMDATUYECKON AnunaTaumeit. Bo3MOXHO, CBSI3aHO C HE[OPA3BUTUEM UM (YHKLIMOHANBHOI
HeA0CTAaTOYHOCTLIO NyTei, 06eCcneymnBaroLLMX OTTOK IMM(bI K KOPHIO Nerkoro. MoxxeT nposiBNSTbCS YNOPHO

Hapywenus cypdaktaHTHoro 6enka (SP)

[eHeTUyecku 06yCI0BNEHHbIN AedULMT CypdaKTaHTa, NPUBOAALLMA K HAPYLIEHWUIO Pa3BUTUS NIETKMUX.
Mpyu BU3yanu3aLmmu MOXET NPOSBAATLCA KaK MHTEPCTULMANbHOE 3ab0NneBaHue nerkux

MOXET pacwupatbcs, 4tobbl obecneynTb nNOTPebHOCTb
B Bonee BbICOKMX 06beMax KpOBM, U 3aeMCTBYHOTCS apTepum
C OTHOCWUTENbHO HWM3KOM nepdysmen. B pesynbrate 3T0r0
B HOpME MPOWMCXOAWT He3HaUYUTeNbHOE M3MEHeHWe aaBne-
HWS B IETOYHOM apTEPUMN.

OpHaKO AnS XPOHWYECKOM NaToNormu Nerknx xapakrep-
Hbl COCYAMCTblE M3MEHEHMUS, BEAYLIME K CHUXKEHMIO CNOCOB-
HOCTM BblAepPXMBATb Oonee BbICOKMIA CepaeyHblii BbIOpOC,
4yTO, B CBOK OYepefdp, NPUBOAMUT K MOBLILLEHWUIO AABAEHWS
B NeroyHoi aptepuun. Kpome Toro, 6ONbIIMHCTBO XPOHMUYeE-
CKMX 3aboNneBaHuit Nerknx NpUBOAST K BbIPAXKEHHOM B pas-
HOW CTENEHU TMMOKCUM: COCYAbl NErKMX COKPALLAOTCS B OTBET
Ha BO3HMKLUYIO afbBEOSIPHYIO TMNOKCUIO. Ha paHHUX cTagu-
X 3T M3MEHEHMS MOTYT HOCUTb 0BPATUMBIN XapakTep npu
YBEIMYEHUMN KOHLEHTPALMM KMCI0POAA BO BAbIXaeMOM BO3-
nyxe. Ho pnnMTenbHO COXpaHAoLLAaCs rMNOKCUS NpOBOLMPY-
€T BbICBOBOX/AEHNE BAa3OKOHCTPUKTOPOB, TaKMX Kak 3HAOTE-
JIMH W CEepPOTOHMH, ABASIOWMXCS MOLWHBIMU 3HAOTEHHbIMM
Ba30aKTUBHbIMK MefMaTopamu. 3TO NPUBOAMUT K runepnna-
3UKM KNETOK MHTUMbI U ee runepTpoduu, BCIEeLCTBME Yero
MOBbILLIAETCH TOHYC COCYAOB [7].

XapakTepHble ons 60MbWMHCTBA XPOHMYECKMX 3abone-
BaHMM NErkKnx MnepcucTupylollee BocCManeHne M XpoHuye-
CKast rTMnoKcemMms CnocobCTBYHOT NOBPEXAEHWNIO COCYAUCTOrO
3HOOTENUS U CHUKEHMIO CMHTE3A IHLOMEHHbIX PeNakcupyto-
WMx GaKTOpoB: MPOCTALMKAMHA, NPOCTarNaHAMHAE, OKCMAA
a30Ta M MoBbllWeHMO 06pa3oBaHUS (GakTOPOB Ba30KOH-
CTPUKLMK: 3HAOTENMHA-1, TPOMBOKCaHa v Ap., YCMAUBAIOLWMX,
KpoMe TOro, afresuto TPOMOOLMTOB U BbI3bIBAOLLMX MUKPO-
TpomM603bl [8]. 3T U3MEHeHMs NPUBOAAT K nponudepauum
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KNeToK 3HAOTeNMS C MNOCNeaylLliMM ero paspacTaHuem
W yBENMYEHMEM TOHYCA CTEHKM COCYLOB.

TakuM 06pa3oM, OLHMM M3 [NABHbIX NATOreHETUYECKMUX
3BEHbEB Pa3BWUTUS NETOYHOM TUMNEepPTEH3NMU SBNSETCS Hapy-
LeHne paBHOBECUS MexX[y eCTeCTBEHHbIMWM Ba30AMNaTaTo-
paMU W BA3OKOHCTPUKTOpPaMy B CTOPOHY MOCAELAHMX, YTO
NOAAEPXKMBAET 3HOOTENNANBHYIO ANCDYHKLMIO.

[onroe Bpems CywecTBOBafa CEpOTOHMHOBAs rMMoTe3a
pa3suTug JII, 0OCHOBbLIBAOLIASACS HA COCYAOCYKMBAIOLLMX U NPO-
NndepaTMBHbIX CBOMCTBAX CEPOTOHMHA WMAW 5-rMApPOKCUTPUN-
TamuHa (5-HT). Mmetowmecs naHHble, AENCTBUTENBHO, CBUAE-
TEeNbCTBYIOT O TOM, YTO 3HAOTENMANbHbIE KNETKM NerkmMx nawm-
eHToB ¢ JIT 3kcnpeccmpytoT B 60M1bLWOM KonnyecTse TpUnTodaH-
rmapokcunasy-1 (TPH1), 4to npnBOAMT K yBENUYEHMIO SHOOTE-
NMaNbHOMO CWMHTE3a CEepPOTOHMHA, KOTOPbIM B UTOre MOXET
[leiCTBOBATb HAa HWKenexalline NagKoMbllleyHble KIeTKu
neroyHon aptepun (PASMC). 3To BbI3bIBaET Cy)XEHME COCYLOB
B NeroyYHbIx apTepumsx yepes 5-HT-peuentopsl U nponudepa-
umio PASMC yepes TpaHcnoptep cepotoHuHa (SERT) [9].

BUOMAPKEPbI AJ11 PAHHEW AIMATHOCTUKMU
M MPOrHO3A PA3BUTUSA IEFOYHOM TMNEPTEH3UU

E. Davide et al. B 2019 1. pa3genunu Bce Gromapkeps,
yyacTBylolme B nporpeccuposarum JII, Ha pasnunyHsle rpyn-
Mbl: MapKepbl COCYAUCTON OMCHYHKLMKU, MapKepbl BOCnane-
HWS, MWOKApAManbHOro CTpecca, HW3KOro CepaevyHoro
BbIGpOCa M/MAU TKAHEBOM MMMOKCUM.

AcMMeTpUYHbIN aumeTunapruHud (ADMA) npencrasns-
eT cobor MeTUAMpoBaHHOE MNPOU3BOAHOE AMUMHOKMCIOTHI



L-apruHuHa. byayyn CTpyKTypHbIM aHanorom L-apruHuHa,
ADMA o6nafaer cnocobHOCTbH MHIMOMPOBATL CUHTA3y
okcmaa asota (NO), UTo MpUBOAMT K YyMeHbLUeHWo o6pa3oBa-
Hug NO B kpoBeHOCHbIX cocyaax [10].

[lokasaHo, 4TO NOBpEeXAEeHMEe 3HOOTeNUS MOXET Bbl3bl-
BaTb YBeNMYeHMe KoHLeHTpauun ADMA B nnasme, 4To CBsi3a-
HO C bonee HW3KOW KoHLUeHTpaumein NO u nocnemyrowmm
MOBbILEHWEM COCYAMUCTOrO TOHYCa. HeECMOTPS Ha TO 4TO 3TOT
NaToNorMyeckunii MexaHusm bonee cneunduyeH ons nerou-
HOM apTepuanbHOM runepTeH3un (J1AT), B nocnenHee BpeMs
y 60N1bHbIX XpOHMYECKON 0BCTPYKTUBHOM NATONOTMEN Nerkmnx
C NEroYHow runepTeH3melt boina obHapyxxeHa 6onee BbiCo-
Kas koHUeHTpaums AIMA no cpaBHEHWIO C KOHTPOJIbHbIMM
300pOBbIMK U CTabunbHbIMKU H60abHBIMM XOBJ1, He ocnoX-
HEHHOWM IerOYHON rMnepTeH3nen.

Hatpuiypetunyeckuii nentug mosra (BNP) n npomykTt ero
N-koHueBoro pacwennenns (NT-proBNP) cekpeTupytotca
KapAMOMMOUMTaMM B OTBET Ha CTPecC CTeHKM >Xenymouka
M3-33 Meperpysku [aBNeHWEM W/MnM yBenuueHuns obbeMa,
npu 3toM NT-proBNP uMeer Gonee nnutenbHbii nepuop,
nonyebiBefeHus. B MeTaaHanuse 25 neamatpuyeckux uccne-
nosaHuit NT-proBNP B cbiBopoTke KpoBM Bbln MAEHTUDULM-
pOBaH Kak CyLLeCTBEeHHbIM NporHocTuieckuii daktop npu JII
y aeten [11]. HepaBHue mnccnenoBaHns Takke nokasanu npu-
MEHUMOCTb CbiBOpoTO4YHOTO NT-proBNP B kKauectBe MHPOpMa-
TMBHOrO Bromapkepa y mnagerues ¢ bJ14 v JIT [12]. Ho cne-
LyeT y4ecTb, YTo abcontoTHble 3HaveHns NT-proBNP cunbHO
3aBMCAT OT reCTallOHHOIO BO3PacTa M, TaknuM 06pa3oM, UMetoT
OrpaHuYeHHOe 3HaYeHwWe ANS AMArHOCTMKM U OnpeaeneHus
ctenenun Taxectn JII'y petert ¢ BJ1. OnHako onpenenexve
ypoBHst NT-proBNP B coueTanum ¢ sxokapamorpadwmei noka-
3an0 CBOK 3MHEKTUBHOCTb A4S OLEHKM MPOrpeccMpoBaHms
3aboneBaHns u/mnn otBeTa Ha nevenue [13].

KoneuHbie npoaykTbl rankuposanms (KT, obpasyrowm-
eca B pe3ynbrate HedepMeHTAaTUBHOIO [MKMPOBAHMUS
W OKUCIeHUs 6enkoB, MMNUAOB U HYKNEUHOBBIX KUC/OT, CBS-
3biBatoTcs ¢ peuentopamm (pKIIN) Ha knetoyHoM nosepx-
HOCTU NS MHAOYLMPOBAHUS MHOXECTBA BHYTPUKNETOUHbIX
CUTHANbHbIX KaCKaAHbIX peakuuit. [nasmeHHble peLenTopsl
[N KOHEYHbIX MNPOAYKTOB IMKMPOBAHMS NpPeacTaBasioT
€060l UMMYHOTNOBYAUHDI, KOTOPbIE YYACTBYIOT B MMMYHHbIX
M BOCNANMUTENbHbIX peakumsax. Tak, HanpuMep, CBA3bIBaHUE
KMl ¢ ux peuentopamu npuBoamT K aktuaumm HALDH-
OKCMAa3bl, KOTOpas YycuAMBaeT o06pa3oBaHWeE aKTUBHbIX
dopm kucnopopa (AD®K) u B ganbHewrwem obycnoBanBaeT
pa3BUTUE IHAOTENMANBHOW AMCYHKUMU. Hanuumne ux B anb-
BEONIIPHOM MPOCTPAHCTBE WM B KPOBWM MPU MNOBPEXAEHUU
Nerkux, no3BoAWMO psiAy aBTOPOB MPEASIOKWUTb WX pob
B KayecTBe NMPOrHOCTUYECKUX BMOMApKEPOB MPW XpOHMYe-
ckux 3aboneBanuax nerkux [14].

B paborte E. Davide et al. 8 2019 r. 6bina oTMe4eHa ponb
cypdakTaHTHbIX 6e1KoB (SPS), NpoayLMpyeMbIX aibBEONOLM-
TaMu Ons NoAaepxaHus QyHKUMKM U CTPYKTYpbl anbBeon.
«Cneunduueckme cypdakTaHTHble OenKku MCNob3yHTCS
B KayecTBe MapKepoB MOBPEXAEHMWS NErOYHOM TKaHu, npe-
[IMKTOPOB NOBPEX/EHUS aNbBEOS UM CEPAEYHO-COCYANCTOrO
nporHoctuyeckoro mapkepa. Kak RAGE, Tak 1 SPs cBsizaHbl
C U3MEHeHWEeM asbBEONSIPHbIX MeMbpaH Mpu pasnmMyHbIX

KapLMopecnupaTopHbiX 3a60neBaHUsX, U MO 3TOW NpUYKHe
OHWM MOTYT UrpaTb POnb MPOTHOCTUYECKMX MapKepoB Mpu
NeroYHow runepTeH3nu, pas3BuBLLENCS HA QOHE NaToNormu
nerkux» [14].

KNMHUYECKUE NMPOABJIEHUA
MU AUATHOCTUYECKUE KPUTEPUU NNETOYHON
TMNEPTEH3UU

JIl gBnseTcs cepbe3HblM OCNOXHEHWEM Y MaLMEHTOB
C WMHTEPCTUUMANBHOW NaTONOrnei Nerkux, Ho paHHWe CUM-
MTOMbl NEFOYHOM TMNepTEH3UM TPYAHO MAEHTMOULMPOBATDL
13-3a ux Hecneunduyroctu [15].

0O6bl4HO Y NaumeHnToB ¢ JII B coveTaHuu ¢ 3aboneBaHneM
nerkux HabnaaeTcs HeBbIpaKEHHOE MOBbILEeHWE AaBNEHUS
B IErOYHOM apTepuu, KOPPENMPYHLLEE C THKECTbI0 OCHOBHO-
ro 3aboneBaHuns Nerkux, OOHaKO y HEKOTOPbIX MaLMEHTOB
Habntopaetca Tskenas JII faxe npu He CTOAb BbIPAXKEHHOM
NMOpaXeHun napeHxumbl [16]. Ha nepBbit nnaH BbiCTynatoT
CMMNTOMbl OCHOBHOIO 33a60NeBaHUS HWXHWUX [bIXaTeNbHbIX
nytei. KnuHuueckas KapTMHa HeNocpeacTBEHHO CaMoii
NErovyHoOM runepTeH3un oOyCNOoBNEHA PA3BUTMEM TUMOKCE-
MMM U HU3KUM CEpLEYHbIM BbIOPOCOM: OAbIlIKa, CNabocTb,
MOBbILEHHAs YTOMASEMOCTb, 6onm B 0bnactv cepaua, rono-
BOKPYXEHMS U CMHKOMasbHble coCcTosHUA. CnenyeT OTMETUTD,
4TO Ha HayanbHoM 3Tane JII MoXeT NpoTekaTb BoBCe Heccum-
nToMHO. Hanbonee yactbiM cMMOTOMOM JebtoTa 3abonesa-
HUS 9BNSETCS oAbllUKa Npu Gu3nyeckol Harpyske. Hepeako
otMeyaeTcs AMbAY3HbIA LUMAHO3, YCUIEHHBI HA KOHYMKAX
nanbLes, HOCa M Moukax ywen. [Ins 3aboneBaHnin nerkmx
XapaKTepeH «Tennbli» LUMaHO3 (B OTAMYME OT «XOJOLHOro»
LUMaHO3a NP NOPaKEHUM CepAauad). bonbWKMHCTBO aBTOPOB
CBAI3bIBAKOT 3TOT CMMIMTOM C TMMOKCUEN M OTMEYALDT, YTO LiMa-
HO3 HaYMHAET OMpeaensTbCs NPU YMEHbLUEHUM HACBILLEHUS
KpOBM KMCiopoaom MeHee 85% [16].

Y pneTelt nporpeccMpoBaHune 3aboneBaHus, 0CNIOXKHEHHOE
NpaBOXeNyLO4YKOBOM CEPAEYHON HEAOCTATOHYHOCTbLIO, XapaK-
Tepu3yeTcs nosiBneHWeM nepudepuyecknx OTekoB, renato-
Meranuu, acuuta. Junataumsa neroyHoro CTBona WAM ero
BETBEM MOXEeT MNPMBOAMTb K KOMMPeccuu mnpuaexalmx
CTPYKTYp C pa3BUTHEM OCMNNOCTH ronoca (BCneacTeme caaB-
NeHWs BO3BPATHOrO rOPTAHHOrO Hepga). Bo3amMoxHO passu-
The 0BCTPYKTMBHOMO CMHAPOMA (B pe3y/nbTaTe KOMMpPeccuu
HPOHX0B); KpPOBOXapKaHbs (BCIeACTBME paspbiBa BPOHXU-
anbHbIX apTeEPUM CAN3MCTON 060N104KM BPOHXOB).

B oTHOWeEHMM [AMArHOCTUHYECKMX KpUTEPUEB NErOYHOM
TMNEPTEH3UM MHEHWe aBTOPOB pacxoauTcs. Ha  6-M
BceMWpHOM CMMMNO3MyMe MO NEroYHOM rUMNepTeH3nK, KOTo-
pbii coctoancs B 2018 r. B Huuue, paboyas rpynna nog pyko-
BOACTBOM G. Simonneau npeanoxuna nepecMoTpeTb reMoau-
Hamuuyeckoe onpepeneHne JII M CcHM3UTL nopor c 225
[0 >20 MM pT. CT. MHOTME yYacTHUKM CMMMO3MYMa HeraTuBHO
OTpearnpoBanu Ha npeanaraeMble U3MEHeHUs U apryMeHTu-
poBaNnu CBOE Hecornacue TeM, Y4TO 4O CUX MOP HEWU3BECTHO,
Kak NleynTb NaLMEeHTOB C MOBbIWEHWEM A3BAEHWS B NIEFOYHOM
aptepun Mexay 20 1 24 MM pT. CT,, M 4TO HOBOE OMnpefeneHue
KpUTepueB MOXeT NPUBECTU K TMNEePANArHOCTUMKe U, COOTBET-
CTBEHHO, Ype3mepHomy nevenuto J1T [17].
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[oyeMy xe AaBneHWe B NerovyHoM aptepum 25 MM pT. CT.
n bonee CTano KpUTEPUEM NErOYHONM rnnepteH3sum? B 1973 .
nocne pes3koro nogbemMa 3aboneBaemMoCTu T. H. nepsuyHomn JII
B lepmaHun, ABctpum u LLiBeruapmu, BbI3BaHHOM aHOPEKCU-
reHoM aMuHopekc dymapar, bbiia nposeneHa KOHMepeHLms
BO3, Ha KOTOPOM y4YaCTHWKM KOH(DEpeHUMM 33asBUAK, YTO
«CpefHee [aBneHWe B NIErOYHOM apTepumn 06blYHO He npe-
BbllwaeT 15 MM pT. CT., KOr4a NauMeHT HaxXoAMTCa B COCTOS-
HMM NOKOSN nexa. ITO 3HaYeHWe Mano 3aBMCUT OT BO3pacTa
W HUKorga He npesblwaet 20 MM pT. cT. [MnepTeH3us, 6esyc-
NIOBHO, MNPUCYTCTBYeT, €eCnuM [AaBfieHMe MpeBblwaeT
25 MM pt. ct.». Torga xe 6bl10 MPU3HAHO, YTO AABNEHUE
20 MM pT. CT. 9BNSIE€TCS BEPXHEN rpaHuuein Hopmbl. [o3xe
B pabote G. Kovacs et al. 2009 r. 66110 NoATBEPXKAEHO, YTO
HopManbHoe CAJIA coctaBnsieT 14,0 MM pT. CT. CO CTaHOapT-
HbIM OTKIIOHEeHMeM 3,3 MM pT. cT. [18].

Takum 0bpazom, nopor 25 MM pT. CT. cTan ckopee nparma-
TUYECKMM, @ HE HaYy4YHbIM, 4TOObI OTIMYUTL PEKUE, HO TsKe-
Nble cnyyau nepBuyHoi JIT oT Apyrux 6onee pacnpocTpaHeH-
HbIX MpuYnH JIT, BbI3BAHHbIX, B YACTHOCTU, XPOHUYECKUMMU
3ab601eBaHNIMU NErKMX UK cepaua, KoTopble 06bIYHO CTap-
TYIOT C ropa3ao H6onee HU3KMX ypoBHeN fasnenus B J1A [17].

HecMoTps Ha BHeCeHHble CyleCTBEHHblE KOPPeKTUBbI
B reMoAMHaMuyeckyw knaccudukauutio JII Ha 6-M
BcemnpHoM koHrpecce no JII 8 Huuue, paboyeit rpynnoin
«KnnHM4ecknx pekoMeHaauuii No NIeroYHOM rmnepTeH3nmn»
6bI10 NpefnoXKeHO COXPaHWTb AMArHOCTUYECKUI KpUTEPUIA
NI (cpepHee ONA 2 25 MM pT. CT.), NnpuHaThI EBpOneickum
00LLecTBOM KapaMonoroB M EBponeicknuM pecnupaTopHbIM
obwectsom B 2015 r. [19]. B Tekywmx pekoMeHAauUMAX
EPPVDN 2019 r. sce xxe mPAP > 20 MM pT. CT. OKOHYaTENbHO
paccMaTpUBaETC B KayecTBe MOPOroBOro 3HAYeHus Ans
ycTraHoBnenuns amarsosa Jil [20].

Mpu ocyLiecTBNEHUN AMATHOCTUYECKOrO MOMCKA 3MeK-
Tpokapamorpadusa (KN nyctb M He 4BNSETCS METOLOM
cneunduyeckon AMarHOCTUKM, HO BCE K& NO3BONSET Bbls-
BMTb MPW3HAKM MOBBIWEHUS 3NEKTPUYECKON aKTUMBHOCTU
npasoro xenypouka (MXK) (@mnautyma 3ybua R>>S B npasbix
rPyLHbIX 0TBeAeHMsX, 0cobeHHo B V1 1 V2), a Takxke npaBoro
npeacepams (M) (Bbicokui (>2,5 MM) OCTPOKOHeuHbINM 3ybel
P-pulmonale), oTknoHeHWe >3neKTpMYeckon ocu cepaua
BNpago. [ToBbIWeHNe IneKTpUYecKkon akTuBHocTH XK BbisSB-
naetca y 87%, OTKNIOHEHME 3MeKTpUYecKoM oCu cepaua
BNpaeo — Yy 79% 6onbHbix ¢ JII. OfHaKo Henb3s 3abbiBaThb, YTO
BBMAY HEBbICOKOW YYBCTBUTENBHOCTM WM CREUMPUUYHOCTH
MEeTOAa faxe Yy NaumeHToB C Tsxenon JII MoxeT 0BHapyxu-
BaTbCa HemameHeHHas JKI [20].

TpaHcTopakanbHas axokapanorpadums (IxoKI) cuntaetca
Hanbonee LEHHbIM HEWHBA3WMBHbIM METOLOM AMArHOCTUKM
JIT, T. K. HE TONbKO MO3BOJISET OLEHUTL YPOBEHb CUCTONIMYE-
CKOrO [aBNEHUS B NIETOYHOM apTepuu, HO U AAET BaXKHYH
MHPOPMALMIO O MPUYMHE U OCNOXHEHUSX JIT.

C NoMOLLbIO 3TOr0 MeToAa AMArHOCTUKM MOXHO MCKIH0-
UUTb MOPAXEHUS KNanaHoB, 60NE3HM MUOKAPAA, BPOXKAEH-
Hble MOPOKM C WYHTMPOBAHWEM KPOBM CNEBA HanpaBso, Npu-
Boaswme Kk passutumio J1I [18].

Mpu OTCYTCTBMM OBCTPYKLMM BbIHOCSLLEFO TPaKTa NpaBo-
ro enyaoyka no CTeneHu TPUKYCNMUAANbHOW peryprutaumm
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MOXHO pacYeTHbIM NyTeM ONpenenuTb BENUYMHY CUCTONUYE-
CKOro [fasneHus B neroyHorn aptepum (CLJIA) ¢ nomoubio
MOAMDULMPOBAHHOIO ypaBHeHMs bepHynnu:
AP =4V,
roe AP — rpafueHT [OaBfieHUs 4yepe3 TPexCTBOPYaTbIi
Knana,
V - CKOPOCTb TPMKYCNUAANBHON peryprutaumm B m/c.

Ecnn AP < 50 MM pT. CT,, TO CUCTONMYECKOe AaBNEHWE

B JIErOYHOW apTepun pasHsietcs AP.

Mpu AP < 85 mm pt. ct. CIIJTA pagHo AP +10 MM pT. cT.
Mpu AP > 85 mm pt. ct. CIIJTA pagHo AP + 15mMm pT. cT.

K coxanenuto, npu Bceh MHDOPMATUBHOCTM [AAHHOIO
MeTofa Y MauMeHTOB C MporpeccupylowmM 3abonesaHneM
nerkmx IxoKI uMeeT orpaHMyYeHHy TOYHOCTb B AMArHOCTU-
Ke paHHux ctaguin JII. B uccnepoBanmu 374 nauueHTOB,
OXMOALWMX TPaHCNAaHTaumm nerkmx, S.M. Arcasoy et al.
B 2003 r. obHapyxunu, 4to ncnonb3oBaHme IxoKl ans nsme-
pEeHUS NEerovyHoro COCyAWCTOro AAaBAEHMS Y MaLMEHTOB
C 0BCTPYKTUBHBIMU UM MHTEPCTULMANBHBIMKU 3a60NeBaHUS-
MW NIEerKMX BO3MOXHO TONbKO Yy 44% wuccnepyemblx. Oka-
3aN0Cb, YTO OMpeaenseMoe NeroyHoe AaBNeHME HETOYHO
y 52% 3T0M noarpynnbl, M MCNOAb30BaHME 3TOr0 MeToAa
B KayecTBe eAMHCTBEHHOrO AMArHOCTMYECKOr0 MHCTPYMEHTa
npuBeneT K 3aBblleHHOM oueHke JII y naumeHtoB [21].
N Bce e mpu BCex CBOMX OCOBEHHOCTAIX M HeaoCTaTKax
TpaHCTOpaKanbHas 3xokapauorpadus ocrtaeTcs UccneaoBa-
HWEM NepBOW IMHWUM AN9 AMATHOCTUKU JIeFOYHOM rMnepTeH-
3UM, MOCKOMbKY SBASETCS [LOCTYMHbIM M HEUHBA3WBHbLIM
MeToLOM AMArHoCTUkU. OfHAKO HU OAMH U3 3XOKapauorpa-
duryeckmx nokasatenen B U30IMPOBAHHOM BMAE HE MOXET
npeTeHAoBaTb Ha €AMHCTBEHHO ONpeaensiollyo posb
B YCTAHOBNEHMM anarHo3sa JII Ecam y 60nbHOro BbISIBASETCS
MOBbILIEHWE PACYETHOrO MUKOBOrO0 CUMCTONIMYECKOrO AaBne-
HWS B NIETOYHOW apTepwmu, 3TO NMO3BONSET TOMbKO BKIOYUTb
NI B onddepeHumanbHO-aMarHocTMyeckuin paa. Ytobel obo-
CHOBaHHO npeanonaraTb MO [AaHHbIM 3xoKapavorpadum
Hanuuune JII, HeO6X0AMMO BbISIBUTL COBOKYMHOCTb MOKa3aTte-
nei, xapakTtepHbix ans JII OCHOBHbIMM NOKa3aTensiMu, NOMUMO
NOBbILEHUS PACYETHOIO MUKOBOMO CUCTONIMYECKOTO AABNEHMS
B JIErOYHOM apTepuu, SBASKOTCA: PEMOLENMPOBAHNE NPaBOro
Xenyaouka no TMny aunartaumu, pacluiMpeHune NeroYHown apre-
pUM U/ ee BETBEMN, CHUKEHME IKCKYPCUM KOMbLIA TPUKYCMK-
fanbHoro knanaHa (TAPSE), npu3Haku noBbIlWeHWs AnacTtonu-
Yeckoro AaBfeHWs B NIEroyHoi apTepuu. JononHWTeNbHbIMK
noKasaTensMu, yKasblBaloWMMKN Ha BEPOATHOCTb AmarHosa JI
No AaHHbIM 3X0oKapAnorpaduu, SBKSIOTCS: AMnaTaums NpaBoro
npencepaus, runeptpodums CBOOOAHOW CTEHKM NMPaBOro Xeny-
[l0YKa, M3MEHEHUe MHAEKCA 3KCLEHTPUYHOCTU NEBOTO Xeny-
[04Ka (M3-33 COABNEHUS €r0 PaCLUMPEHHBIM MpaBbiM). TONbKO
NPy BbISIBNEHWM COBOKYMHOCTM 3X0KapAnorpaduyeckmx nsme-
HeHWI, xapakTepHbIx ang JII, AaHHbIA AMarHO3 MOXET paccMa-
TPYBATLCS KaK NPAaBOMEPHbIN.

MNpu peHTreHorpacbumn nerkux BbISBASIOTCS cneunduye-
CKMe N1 OCHOBHOrO 3ab0s1eBaHMs M3MeHEHMsS BPOHXOCOCY-
onctoro pucyHka. OpHako B 10% cnyyaeB OHM MoOryT
He onpenenatbcs. Ha peHTreHorpamMMe mnpu XpOHWYECKOM
NeroyHoMm ceppue obHapyXuBakT BblOyxaHWe Oyru nerouy-
HOM apTepuu. JlerouHblit pucyHok obefHeH no nepudepun.



PaclumpeH KOHTYp NpaBOro enyaouka, Npaeblit aTpuoBa-
3aNbHbIA YroN MPUNOAHAT, HanbONbWaAA BbIMYKNOCTb TEHM
NpaBoro Xenyaoyka npuMblkaeT K gnadparme [16, 22].

MNpu nccnepoBaHnm GYHKUMM Nerkux y NauMeHToB C Uau-
onatnyecknum dubposom nerkux (MJ1M) obHapyKmBanoch
CHMXKEeHME (DOPCUPOBAHHOM XXM3HEHHOM EMKOCTU Jerkux
(®XEN) n anddysmoHHon cnocobHoctu nerkmx (OACI), npu-
YeM 3TO CHWXEeHWEe KOpPenuMpoBano C MporpeccMpoBaHueM
3aboneBanms. OgHako [CJ1 Takxke MOXET OblTb YMEHbLUIEHA
1y naumnenTos c JII 6e3 pubposa nerkux.

LecTpyKums napeHXuMMbl Nerknx U HakonneHue pybuLo-
BOWM TKaHM KaK TakoBble MOMHOCTbIO He 0ObIACHAIOT pa3BuTHe
NI y naumerToB ¢ UJTI®. XoTta cHukeHne OC/1 sBnseTcs Hau-
6onee Npu3HaHHbIM OTKNOHEHMEM B TECTAX QYHKLMM NETKMX
y naumeHToB ¢ JII, cam no cebe 3TOT Nokasatenb Hecneuudu-
yeH. CJT MoxeT BbITb YMeHblLUEeHa Takxe Mnog AencTBUMEM
Lpyrnx (aKTOpoB, TaKMX KaK XpoHM4eckas Tpomboambonus
NeroyYHOM apTepuu, aMdu3emMa, KypeHue CUraper, oTek ner-
KMX, BbI3BAHHbIA CEpAEYHON HeAO0CTaTOYHOCTbI, aHe-
Mus [23]. Takum 06pa3oMm, 04HO TONbKO UCCnenoBaHne QyHK-
UMW NErKMX UMeeT OrPaHMYEHHYI0 MPOTrHOCTUYECKYHD LEH-
HOCTb Ang BbisBnexus JIIy naumeHTos ¢ UJ1D.

HekoTopbiMy aBTOpamMu pekoMeHAyeTCs onpepeneHune
(YHKUMOHANBHOrO COCTOSHUS 3HA0TENNS HA OCHOBE OLLEHKM
3HOO0TENUIN-3aBUCMMOM Ba3ogmnaTaLlmm MeTogoM MexaHuye-
CKOM CTUMyNFUMM 3HOOTENUS nepudepuyecknx aprepuit
YCUNEHHbIM KPOBOTOKOM MOC/IE apTepPUAsbHOM OKKIH3MM
C LEenbto BblAENEHUS rPynn pucka No GOPMUPOBAHMIO Neroy-
HOM runepTeHsun [24].

Y nauMeHTOB C NEroYyHOM runepTeH3nen, BO3HMKLLEN
Ha QoHe Tsxenon 6poHXMANbHOM aCTMbl, TMNEPYYBCTBUTENb-
HOro NMHEBMOHMTA, @ Takxke OpPOHX03KTATUYECKON BonesHw,
6bIN0 YCTAHOBNEHO AOCTOBEPHOE CHMXEHME MokKasaTtenew
MaKCMManbHOM M TOTaNbHOM NOTOK-3aBUCMMON BaszoamnaTta-
umm (M3BL), ko3pduuMeHTa HYBCTBMTENBHOCTM SHAOTENMUS
K HamnpskeHUI0 CABMIA B CPABHEHMM CO 3[0POBbIMU LETbMM,
KOTOpOE BO3HWMKAET paHblUe HAPYLUEHWI IEFOYHOM reMoam-
HaMUKW. bbino BbISBNEHO, YTO (BAKTOPaMM pMCKa Pas3BUTUS
JIErOYHOM TMNEPTEH3UN Y AeTel C PasNMUYHOM XPOHUYECKOM
6pOHX0NEro4YHOM MNaToNOrMeN SABUIMCL MOKasaTelb MaKCu-
manbHou M3B[ meHee 10% (natonorMyecknin nokasartenb —
MeHee 5%), 3HayeHwe ToTanbHoW [13BL meHee 850%-c
(natonormnyeckoe 3HayeHne - MeHee 520%-C), a 3HaveHue
Ko3PUUMEHTA YYBCTBUTENBHOCTM 3HAOTENUS K Hanpske-
Huto casura Meree 0,25 (Mpu 3TOM O BbIpaXKE@HHOM Hapylue-
HUM DYHKLUMOHANBHOTO COCTOSIHMSI 3HOOTENUS CBUAETENb-
CTBYeT 3HauveHue koabduumeHTa meHee 0,12) [24].

lpoBeaeHMe KOMNbIOTEPHOW TOMOrpadumn rpyaHoOM KneT-
KM C BblICOKMM paspewenunem (KTBP) pekomeHngoBaHo 601b-
HbIM [N OLEHKM CTPYKTYpbl, aHaTOMUKW M OCOBEHHOCTEN
reMoaMHaMMKK Nero4YHoro cocyamcroro pycna. Ee nHbopma-
TMBHOCTb OCODEHHO BEAMKA Yy MALMEHTOB C JIErOYHbIM
$Gnbpo3oM a9 OUEHKM COCTOSHUS MAPEHXWMMbl NErKuXx,
a TaKXe MCMonb3yeTcs ANs NPOrHO3MpPOBAHMS COMYTCTBYHO-
Len NeroyHon rmnepteHsun. Mpasaa, CTOMT YyYUTbIBATb, YTO
yBENMYEHME CEerMeHTapHOW Nero4YHon apTepum TOMbKO
B OOHOM WMAK ABYX AONAX MOXET 0Ka3aTbCs IMLb KOMMEHCA-
TOPHbIM MEXaHW3MOM AJ19 MepeHanpaBfieHns KPOBOTOKA

OT GUOpPO3HOW [0NKM, NPU 3TOM He BAMSIOWMM Ha CpeaHee
neroyHoe pasnexue [25].

MarHuTHO-pe3oHaHcHas Tomorpadus cepaua - Hambo-
Nlee COBEPLUEHHbIN HEMHBA3MBHbLIA MHCTPYMEHT BM3yanum3a-
UMM  CepaeyvyHo-cocygucTon cuctembl gns  oueHku JIIL
MaKTUYECKM 3TA TEXHONMOMMS CYMTAETCS 30/10TbIM CTaHAAP-
TOM B KOJMYECTBEHHOM oueHke obbemMa M QyHKLMKM Kamep
Ccepaua U He WMMeeT OrpaHUYeHui, NpUCYLWMX TpaHCcTopa-
KanbHOM 3xoKapanorpaduu (onepaTopo3aBuMCUMOCTb, Yros-
33aBUCUMOCTb, CHUXEHWE MHDOPMATUBHOCTM MPU Y3KOM 3XO0-
KapamorpaduyeckoM okHe).

OpnHako BCerga BaXKHO MOMHMTb, YTO 3HAYUTENbHbIA PUCK
cepaumun/obulen aHectesmu, HeobXxoaMMOW ONS NpoBedeHMs
BbILIEYMOMSIHYTbIX METOLOB MCCIEA0BaHMS, @ TaKXKE BbICOKAs
CTOMMOCTb 1 Bonee HM3Kas 4OCTYMHOCTb 3TUX METOMOB MCCe-
[oBaHMs y naumeHToB € JII [OMKHbI ObiTb YPaBHOBELLEHDI
C NoTeHUManbHoM nonb3ont ot MPT nnu KT-uccnenoBaHuin n ux
BAUSIHWEM Ha ByayLlyto Tepanumio kaxaoro nauuerta ¢ JI[20].

AJITOPUTM ONMATHOCTUYECKOIO MOUCKA
JNIEFTOYHOW TMNEPTEH3UM Y ETEN
C XPOHWYECKOW MATONOIMEN NETKUX

C uenblo NPOrHO3MPOBAHMS PA3BUTUS NIEFOYHOM TUnep-
TEH3MM y aeTet BbIAKn YCIOBHO BblAeNeHbl HECKONbKO 3Tanos
[MArHOCTMYecKoro noucka. Ha nepsom 3tane npoBOAMTCS
oTbop MaumeHToB C Tskenon BA 1 BbipaxeHHbIMKU BPOHXO-
0BCTPYKTUBHbIMKM HapyweHuamu, ¢ TUM n dubpo3HbIMUK
M3MEHEHMSAMU NErkmx, C 3ab0neBaHMAMM, CONPOBOXAAIOLLN-
MWCS pacnpocTpaHeHHbIMK B3, a Takke feTel C HapyLlweHu-
eM QYHKLMM BHELIHEero ApixaHus (CHmkeHnem OMB1 u XKE)
ons panbHenwero nposeneHus KM M TpaHCTOpakanbHOM
ponnep-OxoKll Y peTtel € BbIIBAEHHOW COBOKYMHOCTbIO
OCHOBHbIX (2 XXenaTenbHO WM AOMNONHUTENbHbIX) 3XOKapAMO-
rpadmyeckux nokasartenen, xapaktepHoix ans JI[, amMarHo-
ctupyetcs JII. [letn, He uMetowme BCen NOAHOTbI OCHOBHbIX
3xokapauorpaduueckmx nokasatenen, xapakrepHoix ans Jil,
COCTaBASKOT OCHOBHYIO rpynny pucka no dopmmupoBaHuto I
Ha TpeTbem 3Tane C Uenbld OUEHKM GYHKLMOHANbHOIO
COCTOSIHMS SHAOTENUS y BOMbHBIX C XPOHUMYECKOW BpoHXone-
FOYHOM MNaTONOTMEN U HOPMalbHbIM CPEAHUM [AB/IEHWEM
B JIA nccnepyetca MN3BM » onpeaenseTcs nna3mMeHHas KOH-
LeHTpaums sHpotennHa-1 n daktopa Bunnebpanaa (PB).

HapyweHune noTok-3aBMCMMOW Bazoamnataumm (OTKO-
HeHWe OT HOpMbI XOTS Obl OAHOTO MOKa3aTens) ykasbiBaeT
Ha MOBbIWEHHYI0 BEPOSTHOCTb BO3HMKHOBEHUS JIIy neten
C XpPOHWYEeCKOW BPOHXONEroYHOM naTonornen. Takxe NoBbl-
waet puck dopmmnposaHusa JII ysenmyeHne ypoBHS 3HAOTE-
nunHa-1u akTuBHocTH dbakTopa BunnebpaHaa [3].Beisensemas
peakuus WMHAMKATOPOB 3HAOTENMANbHOM  AMUCHYHKUMM
B BWOE 3HAYMTENbHOIO YBENMYEHMS YPOBHS (dakTopa
BunnebpaHpa v 3HpoTenvHa-1 B mnasme KpOBM TOBOPUT
O HapyLWeHMM aAre3VBHOM M Ba3OKOHCTPUKTOPHOW QYHKLMM
3HA0TENMS NpU 3TOM naTonorum [26].

B3anMMOCBS3b BbIpaXXEHHOCTU JIEFOYHOM FMNEpPTEH3MU
¢ MN3BO w“ nnasMeHHOW KOHLEHTpauuen 3sHAOTeNU-
Ha-1 un dakTtopa BunnebpaHaa MoxeT CBMOETENbCTBOBATH
0 K/IKOYEBOM POAU SHAOTENMANBHON ANCHYHKLMM B CTAHOB-

2021417)300-309 |MEDITSINSKIYSOVET | 305



neHun 3aboneBaHus y geten. B To e Bpems B psage uccne-
[LOBAHWI YCTAHOBMIEHO OTCYTCTBME MONOXKWMTENbHOM KOppe-
NAUMK Mexay Mapkepamu OUCHYHKLMM SHOOTENUS U reMo-
OMHAMUYECKUMWU MHAMKATOPAMKM NIEFOYHOM TUMNepTEH3UK
Y B3pOC/IbIX MAUMEHTOB C AJIUTENbHO CYLLECTBYIOLLMM NOBbI-
WEeHHbIM [aBNeHWEM B CUCTEME JIEFOYHOMO Kpyra KpoBOO-
bpaiieHus. No Mepe CTabUAU3aLMU NEFOYHOM TMNEepPTEH3UN
BeAyLas posb NAaTONOMMU IHAOTENNS, MO-BUAMMOMY, YCTyna-
eT CBOe MeCTO APYrMM MexXaHM3MaM, TakKMM Kak peMonenu-
pOBaHWE JNleroYHbIX COCYAOB, NPUBOASAWMM K CTOMKOM
BA30KOHCTPUKLMK [26].

Ha 3akntounTensHOM 3Tane Npou3BoaaT oT6op HOMbHbIX
ong GopMMpOBaHUS rpynn C HaMbBOMbLWMM PUCKOM MO pas-
BuTHio JII. OTMM AeTaM MnoKasaHbl, MOMUMO MYAbMOHOMOrA,
[MHaMuyeckoe HabnoaeHne Kapauonora, KOHTPOab Jleroy-
HOW reMOAMHAMWKM W MpPOBEAEHME LieIeHaNnpaBieHHbIX
neyebHO-NpoduNakTUYecKnX MeponpusaTuii [3]. Takxke 3ToM
KaTeropmm 60bHbIX PeKOMEHA0BAHO (Mpu OTCYTCTBMM NPO-
TMBOMOKAa3aHMM) NpoOBeAEHME KOMMbOTEPHOM TOMOrpadum
NEerkmMx BbICOKOrO pa3peLleHnss U MarHUTHO-pe30HaHCHOM
ToMorpadum cepaua.

TakvuM 06pa3oMm, B HAcToALLEE BPEMS HE CYLLECTBYET eau-
HOr0 HEeMHBA3WBHOIO TecTa, KOTOPbI M03BOASAN Obl TOYHO
onpeaensdTb U amardoctmposath JII y NauMeHTOB C pasnuy-
HbIMWU XPOHWMYECKMMU 3aboneBaHUaMK nerkux. PesynbraThl
NpWBEAEHHbIX BblllE WCCNEAOBaHUM B AaNbHEWWeEM MOryT
ObITb NOATBEPXKAEHBI MHBA3WBHOM KaTeTepm3aumen npasbix
otnenos cepaua. MIMeHHoO kaTteTepusaums Npasbix kamep
ceppAua oCcTaeTcs 30/10TbIM CTAHAAPTOM A/19 NOCTAHOBKM AMa-
rHO3a NIErOYHOW TMNepTeH3uU. Takxke OaHHble KaTeTepusa-
UMM NpaBbiX Kamep cepaua 3anoxkeHbl B onpenenexve JII
[103TOMY 4MCTO TEOPETMYECKM AAHHbIA [MArHo3, He noA-
TBEPXAEHHbIN KaTeTepu3alumen, HenpaBoMoyeH. Ho kaTeTe-
pu3aLMs NpaBblX KaMep — 3TO MHBA3MBHbINM, BbICOKO3ATPaAT-
HbI M HELIMPOKOAOCTYMHbIA METOA, AMArHOCTUKM, KOTOPbIN
MMeeT CBOW NPOTMBOMOKA3aHMs K NpuMeHeHuto. OH OO/MKeH
BbINOMHATLCA B CNELMANU3NMPOBAHHOM KIIMHWKE, NMOCKObKY
MHOTMe MeToAbl MpeMeamKaumu, WUMPOKO MCMONb3yeMble
y naumeHToB 6e3 JII, CHMXKAKT AaBNeHMe B NIErOYHOM apTe-
pWK, MPUBOAST K MCKAXKEHMIO NMOMYYEHHbIX AAHHbIX U CBOAST
Ha HeT LLeHHOCTb uccnenoBaHus. [osTomy Bceraa Heobxoam-
MO YETKO MOHWMATb, HA KaKMe BOMPOChHl OTBETUT KaTeTepm3a-
Mg NpaBblX KamMep cCepaua M Kak 3TO M3MEHWT TaKTUKy
NeyeHns 1 BefeHWUs KOHKPETHOro 60bHOro C NOA03PEHUEM
Ha J1I. KaTeTepu3aumio npaBbix KaMep CepAala pekoMeHayeT-
€51 0643aTeNbHO BbIMOMHATH MALMEHTAM C NATONOMMEN NErkux
NpY NNAHUPYIOLWENCS TPAHCNAAHTALMMU NETKMX.

B cBoeit pabote S.D. Nathan et al. 8 2019 r. npegnaranu
afanTupoBath onpepenerue JII B KOHTEKCTE XPOHMUYECKMX
3abonesanuit nerkux [27]:

X3/1 6e3 JIN (mPAP < 21 mm pt. ct. uam mPAP 21-

24 MM pT. CT. C Ier0YHbIM COCYAMUCTBIM COMPOTUBIEHWNEM

(PVR) < 3 eaunnuu, Byaa (WU)).

X311 ¢ Il (mPAP 21-24 mm pt. ct. C PVR 2 3 WU wnum
mPAP 25-34 mm pr. ct.) (CLD-PH).

X311 ¢ Taxkenon JIT (mPAP 2 35 MM pT. cT. wam
mPAP 2 25 MM pT. CT. C HWU3KUM CepLeYHbIM MHAEKCOM

(<2,0 n Munt-M2)) (Tskenas JIT ¢ X3)).
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Esponeickoe coobuiecTBo cneunanmctoB no 3abonesa-
HUSIM NIeroYHbIX COCYAOB Yy AeTeit npeanaraet 6onee paclum-
peHHble nokasaHus Ang katetepusaumn cepaua [20].

NPUHLNIMbI TEPAMUUA U NPOIHO3

Bbibop TakTukn neveruns JII'y oeteit 3aBUCUT OT TSXKECTH
3aboneBaHmMs, CKOPOCTU ee NPOrpeccMpoBaHUS U, yBbl, Orpa-
HWYEH CMEeKTPOM MpenapaToB, pa3peLleHHbIX K MpUMeHe-
HWIO B AETCKOM BO3pacTe.

OcHoBHble uenu Tepanuum /1INy geTen, Kak npaBuno, 3aBu-
CAT OT peanbHOM KAMHWYECKOM CUTyaLMM, HO Cpefau HuX
BblAeNstoT 6a30Bble CTpaTernyeckue 3afayu, Tpedyolme
peLleHns B KOHKPETHOM cuTyauuu: 1) nogasneHune naTono-
rMYECKOM Ba3OKOHCTPUKLUU U CAEPXKMBAHUE CTPYKTYPHOrO
pPeMOLENMPOBAHUS NIETOYHbIX COCYAOB; 2) KOPPEKLMS TMMOK-
ceMuu; 3) nopaepxaHue QYHKUMM NpaBOro >Kenynouka,
4) neyeHne OCHOBHOrO 3aboneBaHus.

Loctuxenne rnobanbHbix Leneit Tepanuu JII''y KOHKpeT-
HOro naumeHTa TpebyeT, Kak NpaBuIo, KOMOMHALMM TaKTUYe-
CKMUX pELUEHUI U BKIHOYAET:

1) obwue pekoMeHZaLMM MO KOPPEKLMM 06pa3a XM3HH,
MeTofaM (U3MYECKOM M MCUXONOTMYECKOM peabunutauum,
npenynpexaeHunto 6epeMeHHOCTH, BaKLUMHALMK;

2) NOLAEPXMBAKOLWY MeLuKaMeHTO3Hyl Tepanwuio JIT
(KOppeKLuMio TMnoKceMuu, aumnnosa, obesbonuneanue, cena-
LMI0, aHTUKOAryNaHTbl, ANMYPETUKK, CEPAEYHbIE [MUKO3MIbI,
MHOTPOMHbIEe NpenapaTbl; Mepbl, HaNpaBAeHHble HAa KOPPeK-
LMI0 acCOUMMPOBAHHOIO 3aboneBaHus);

3) cneumduyeckyto Tepanuio JII, BKIOYas MeaMKaMeHTos-
HYH Ba30AMNATUPYIOLLYH, aHTUNPONUMEPATUBHYHO, U XMUPYP-
rmyeckoe nevenwue [28].

HasHaueHwne kncnopoaa nokasaHo npm scex dopmax /17 [29].

CoBpemeHHas cneunduyeckas tepanus /1l Bo3gencray-
€T Ha TpM OCHOBHbIX 3BEHA ee NaToreHesa, B OCHOBE Kax-
[lOT0 U3 KOTOPbIX NEXWUT 3HAOTeNManbHas AUMCOYHKLMS,
BK/IKOYAS NYTM SHOOTEAMHA, OKCMAA a30Ta/LMKINYECKOro
ryaHosnHMoHodochata M npocTaumkanHa. B Hactoswee
BpPEMS CYLLEeCTBYET HECKONbKO rpynn npenapaTtoB martore-
HeTUYeCKOW Tepanum Nero4YHOMm rmnepTeH3nn, TpU U3 KoTo-
PbIX YK€ MUCMONb3YKTCS B KNIMHUYECKON NpakTuke: 1) aHTa-
FOHUCTbl peLenTopoB 3HLoTeNNHa-1 (Bo3eHTaH, amMbpu3eH-
TaH, MauuTeHTaH); 2) npenapatsl, Bausowme Ha nyTs NO -
urM®: uHrnbutopsl docdoamacrepassl 5-ro Tuna (cunge-
Hadwmn; Tapganadpun, BapaeHaduH), CTUMYNITOp pacTBOpU-
MOW ryaHunatTumknasbl (puouuryat); 3) CUHTETU4YecKkue
aHanorn 3HAOTEHHOrO MNpOCTaUMKAMHA (3MONpoCTeHoN,
MNONpOCT, TPENPOCTUHMA, BepanpocT), a Takxke aroHucT
peLenTopoB MpocTaumMknmHa cenekcunar. B Poccuickon
Qdepepauun 3aperncTpupoBaHbl Ang npuMeHeHus y 60ob-
HbiX ¢ JIAI 603eHTaH, aMbpu3eHTaH, MaLUTEHTAH, CUAEHA-
bun, pyuouwryat, cenekcmunar v MAONPOCT, U TONbKO OAMH
603eHTaH MMeeT paspelleHne AN NpUMEHEHUS B LETCKOM
Bo3pacte.[lpuMeHeHune cunaeHadumna, nnonpocrta u ambpu-
3eHTaHa - off-label [26]. Ong neyenus JII, passuBLueics
Ha (oHe XpoHWMYeckoro HGpoHxoneroyHoro 3aboneBaHus,
Hanbonee WMPOKO NPUMEHSOTCS MHIMBUTOPBLI hochoama-
crepasbl-5 (cungeHadwmn). MpumeHeHne npenapaToB Npo-



CTALMKIMHOBOIO psaa He HaxXo4MT NOLAEPXKKM Y BONbLUNH-
ctBa wuccnepoBatenei. OcTanbHble rpynnbl NpenapaTos
MOTyT C OCTOPOXHOCTbIO MPMMEHATLCS B CAy4Yasdx, KOraa
0XMAAEMAs NoNb3a MpeBblWAET MNOTEHUMANbHbLIA PUCK
OT UX NPUMEHEHMUS.

[MpOrHO3 NeroYyHoW TruMnepTeH3un y [eTer 3aBUCUT
oT GOpMbl, CTaAUM PA3BUTUS U TeYEHUS OCHOBHOrO 3abone-
BaHMS. ExxerofHas CMepTHOCTb MpU COBPEMEHHbIX MeToAax
neyeHwus cocrasnset 15% [30].

Y neter ¢ XpoHMYEeCKMMKU BpPOHXONEroYyHbIMM 3aboneBa-
HWAMU KpalHe BaXKHO PaHHEee BbISIBIEHME W JleYeHue naTto-
NOTWUM NEFOYHOM reMOAMHAMUKM ANa NpeaynpexaeHuns Gop-
MUPOBaHMA neroyHoro ceppua. Onpenenenne nporHosa
3aboneBaHnsa ABNSETCS CIOXKHOM, HO HEOOXOAMMOM 3aJa4ei,
peLleHne KoTopon GopMupyeT CTpaTernio Tepanuun y aeten
¢ JIT. Crpatndumkaums pucka BKAOYAET KOMMIEKCHYIO OLEHKY
KIMHUYECKMX NPU3HAKOB M CUMMTOMOB B COMETAHUM C LaH-
HbIMWU pac4yeToB NMapaMeTpoB reMOAMHAMWKK, ONpeaeneHu-
eM GYHKUMOHANbHOIO K1acca, COCTOSIHUS U CTEMeHU Hapy-
WweHns dYHKLMM NPaBOro enynouka, pesynbratamMu nabo-
paTOPHbIX TECTOB.

Crpatudukauma pucka y peter c¢ JII npencraeneHa
B Tabn. 2 [28].

3AKNIOYEHME

K coxaneHuto, 4O HACTOSALLEr0 BPEMEHM tOHbIX MaLMEH-
ToB ¢ JII yacto obcnenytoT M neyaTt Ha OCHOBE peKoMeHAa-
UMM Ons B3pOC/bIX. HeCMOTps Ha 3TO, COBEPLUEHHO O4YeBUA-
HO, YTO Pa3nUYUs B 3TUONOTMK, KITMHUYECKUX MPOSBIAEHUNAX
M BO3MOXHOCTAX AMArHOCTMKM TpebytoT ocoboro noaxoaa
B M3y4YeHUM 3TOM npobneMbl y [OeTen, YTO CTaBWUT BOMPOC
0 Heob6xoAMMOCTM pa3paboTKM OTAENbHbIX KAMHUYECKMX
pekoMeHAaUMM Ang NeamaTpuyeckomn NpakTuKu.

HecmoTps Ha yrnybneHHoe mM3yyeHune naTtoreHeTM4yecknx
aCNeKToB Pa3BUTUS NIEFOYHOM TMNEPTEH3MM MPU XPOHMYe-
CKOM OpOHXONMEero4YHor naTonorMu y AeTei, No3BosiMBLIEE
B Noc/eaHee BpeMs NposiMTb CBET HA NOHMMAHWE MHOTUX ee
aCnekToB, CiefyeT Npu3HaTh, 4To Npobaema B Lenom faneka
OT CBOErO pa3peLleHus.

Ta6nuya 2. Crpatudukaumna pucka y aeten ¢ /I [28]
Table 2. Risk stratification in children with PH [28]

Knuunueckune npossne-

HE3HAYMTeNbHO CHU-
XEHHas QyHKLMS Npa-

Her HWS NPaBOXeENYA0UKO- JiF}
BOI HEA0CTaTOYHOCTH
Her CuMNTOMbI la
nporpeccupytot
Her Cutxone JiE]
TCTaBaHM u3nye-
Her OtcraBaHue B Gusmnye la
CKOM pa3BUTUM
I unm Il ®K N no BO3 117, 78\%
MWHUManbHOE NoBbI- 3HauuTeNbHOE NOBbILLE-
LeHme BNP/NTproBNP Hte
He3HauntenbHas auna-
Tauus, runeptpodus BbipaxeHHas aunara-
npaBoro XenyaouKa, LMSl, 3HAYMUTENBHOE CHU-
HOpMasnbHas um IxoKl KeHue BYHKLMM NpaBo-

10 KeNy/04Ka, BbINOT
B nepukapze

BOrO XeNnyaoyKa
W >3,0 n/MuH/M CH < 2,5 1/’
mPAP/mSAP < 0,75 | [emogMHamMuka no AaH- E;ﬁﬁgépnggéga
BaBﬁﬂ%%KIMzB;(EEb + HbIM KiTei)T:E:mumm HPEACEEA;(I; E>10 WIce
Byaa/m’ Byna/w'?z.

Mpumeyanue: OK - dyHKuUMOHanbHbIA knacc, BNP/NTproBNP - Mo3roBoit HaTpuitypeTuueckuii
nentua/N-TepManbHblii MO3roBOM HaTpuitypeTuueckuii nponentua, mPAP/mSAP - oTHoweHue
CpeaHero AaBNEHUS B NIErOYHOM apTepuu K CpeaHEMY CUCTEMHOMY apTepUanbHOMy
nasnenuto, CU - cepaeynblit nHaekc, MI1CC - MHAEKC NeroYHOro COCYAUCTOrO CONPOTUBNEHNS,
BN, - 6poHxonerounas aucnnasus, MNIMH - nepcucTMpyiowwas neroyHas runepreHsus
HOBOPOXAEHHbIX.

XoTs € Hayana 3pbl cneumduyeckon Tepanmu NIEro4HOM
TMNepTeEH3UN y ,El,eTEIZ HaMeTunacb TeHaeHuUna K ynydleHuro
€€ NPOrHo3a, AaHHaa Natonorn4g, OC1I0KHAKLWAa Te4eHne Xpo-
HUYyeckmx 3aboneBaHui NErknx, Bce e elle 0OCTaeTcsd Hens-

NEeYNMOMN 1 acCoLMMPYETCS C BbICOKOM CMEPTHOCTbIO.
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