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Cuucok coxpameHHH

AKT — anruokapauorpapus

BIIC — BpoXxaeHHBIE TOPOKH CEpALa

JIMDKII — nedext MexoKeIyJOIKOBO#H MEPErOPOIKH
JIMIIII — gedext MexnpeacepaHo NEpEropoIKH

KoAo — xoapkranus aopTsl

JIA — nero4nas apTepus

JIB — jrerovHsie BEHE

JIBIIB — 1eBOCTOPOHHSAA BEPXHsid II0Jasd BeHa

JIT" — nérounas ranepTeH3ns

JDK — neBsiii xexyaodex

JIIT — neBoe mpencepaue

MK — MuTpambHBL KiIanad

MPT — MarHHTHO-pe30HaHCHaA ToMorpadus

HK — HeZ0cTaTOYHOCTh KpOBOOOpaIECHHS

IDK — npasbiit xenmyao4ex

I1IT - npaBoe npexacepane

TAJIJIB — ToTaJbHBIH aHOMAJIBHBIH APEHAX JIETOYHBIX BEH
YAJIJIB — vacTH4HEL aHOMaNbLHBINA JPEHAXK JIETOYHEIX BEH
9KI' — snextpokapauorpadus

9x0KI" — 3xokapauorpadus



TepMuHBI H oNIpeAeIeHHS
Anrnokapauorpagus — KaTeTepH3allus IIOJIOCTEH cepama H COCyJOB, HHBa3sHBHas
npoueaypa, HpoBOAMMAas C JIeYeOHBIMH WIM JUArHOCTHYECKMMH NEISMH IpH HaTONOTHH
CEepAeYHO-COCYIUCTOM CHCTEMEI ITyTEM BBENCHHA KAaTETEPOB B ITOJIOCTh CEpANa HIIH IIPOCBET

MarucCTpajibHbIX COCYyOB.

Jlerounas rumepreH3us — NMaTO(QH3MOIOTHIECKOE COCTOSHME, KOTOPOE XapaKTEepH3yeTCs
NOBBINICHAEM CpEJHEr0 MAaBI€HHS B JIETOYHOM apTepmE > 25 MM PT.CT. C pa3BHTHEM
IIPaBOXKETYXOYKOBOM CEpICYHOM HEJOCTATOYHOCTH, KaK Hambolii€e JacToif mpudIMHEI rHbemH

TIAITHCHTOB.

VYpoBenb pocroBepHOCTH HoKasarenscTB (YJI) — cTemeHb YBEpEHHOCTH B TOM, 9TO

HaliAeHHBIH 3QdeKT OT MpHMEHEeHH MEJUIIMHCKOrO BMEIIATENLCTBA SBJIMETCS ACTUHHBIM [1].

VpoBeHs ybGemurenbHoCTH pekoMeHpamui (YYP) — cremeHsr YBEPEeHHOCTH B
JOCTOBEPHOCTH 3] (dexTa BMEMATENLCTBAa H B TOM, 4TO CI€AOBaHHE PEKOMEHAAIMSAM IPHHECET

6oJbIIe NONMB3k], YEM BpeJa B KOHKpEeTHOM cHTyanuH [1].

Oxokapauorpapuss — MeTOX YIBTPa3BYKOBOTO HCCJICAOBAHHA, HaIpaBIeHHBIM Ha
HcclieioBaHue MOpGOIOrHIecKHX M (PyHKIMOHAIBHEIX W3MEHECHHM Cep/lla H €ro KJIalaHHOIo

anmnapara.




1. KpaTkas nadopMainus no 3a60/ieBaHAI0 HJIH COCTOSHHIO (rpynmne

3a00J1eBaHHH HJIH COCTOSIHHI)

1.1 Onpenenenne 3a60/eBaHAS HIH COCTONHEAS (Fpynnyl 3a0oJieBaHAH HIIH COCTONHMIH)

Knaccudgeckoe (wim THANHYHOE) TpexmpeacepaHoe cepame (cor triatriatum  sinister) —
BpOKACHHLIM IOpOK cepaua, NpH KoTopoM Ji€rounsie BeHsl (JIB) aApeHmpyrores B
«IpOKCHUMANBHYIO» KaMepy jdeBoro mpexacepaus (JIII), oTneneHHYIO OT «AMCTAIBLHOM) KaMephl
Maadpparmoi (MeMOpaHOii) ¢ OHAM KM HECKOJILKMMH PECTPHKTHBHEIMHA OTBEPCTHAMH [2].

B cBoio ouepenp, ymoMHHaeMEBIi B JIATEpaType TEpMHH «cor triatriatum dexter»,
HCIONb3yeTcs A9 O00O3HAa4eHHs pas3siMYHBIX aHOMAIMH pa3BUTHS CepAua C paslciieHAEM

IIpaBOTO MPEACEPNS B HE CBA3aH C KIIACCHIECKUM TPEXIPEACEPAHBIM CEPALIEM

1.2 DTHOJOrAS H HATOre¢He3 3a00JIcBAHMHE WJIH COCTOSHHS (Tpynnbl 3a0oJeBaHMi HJIH
COCTOSHHH

B cBa3u ¢ TeM, yto TTIC OTHOCHTCS K aHOMAaIHAM BHYTPHYTpPOOHOro pasBUTHS, JOOHIC
coOhITHS, BIHAMIOmMME Ha SMOpHOreHe3, MOT'YT IPHUBECTH K 3TOMY mopoky. IIpexxae Bcero, 310
BO3JeMCTBHA pasIMYHbIX (PH3MIECKUX, XHMUYECKUX, HH(EKIHOHHBIX H TOKCHIECKHX (hakTopoB
Ha pasBHBarommiics mnoj. Henb3s Taioke HCKIIIOYHTH HACIHEACTBEHHBIH XapaKTep I1aTOJOTHH,
TaK KaK HeT JaHHbIX HHM IOATBEPXJAIONINX, HH ONPOBEPralolMX JAHHYI0 BO3MOXHOCTG. B
CIEACTBHA HAapymeHUA 3MOpHOHAJIFHOTO pa3BHTHS IIeperopoika B JIEBOM IPEACEPIHH
obpa3syeTcs 3a CY4eT OTCIOCHMS BHYTPEHHEIO ILIACTa CTCHKH IpPEACEpAHs NPH HENpPaBHILHOH
3aK/JaJIKe JITOYHRIX BEeH. B0o3MOXEH Takke BapuaHT o0pa3oBaHHsS HE IIEPETOpPOAKH, a
BeIieneHHOM KaMepsl [3]. To ects 31a aHOMaHA AB/IAETCA NPOMEKXYTOIHBIM BAPHAHTOM MEXIY
HOpMO# M aHOMaJMe#t QpeHaxa JICrOYHBIX BeH, B OCHOBE ee — 3akJIajika U OTACICHHE COCYIOB

nerkux. B pesynnTare naHHOM aHOMAIMH KaMepa JIEBOTO IPEACEPIHs pa3JeseTcs MEMOpaHOi.

B THOWYHBIX CIyYasx TPEXMpEACEpAHOro cepiama mpeacraBieHa (UOpo3Has HIH
¢ubpozHo-MBImeyHass MeMOpaHa ¢ OJHMM WIM HECKOJHLKMMH OTBEPCTHAMH, pasfeisromas
THOJIOCTD JIeBOro mpeacepaus. OGsMHO MeMGpana TOJICTas, OTBEPCTHE B Hell TyGymsapHoe [4,5],
OHa MOXET cofepxarh mnerpuduxatel. MemOpana pasgenser JIII Ha BepXHIOIO WIH
BEPXHE3aHIOI0 KaMepy (00IIyI0 JIEr0YHO-BEHO3HYIO KaMepy, NPOKCHMAIBHYIO) H HHXKHIOIO HIIH
NepeTHEHUKHIOK Kamepy (IucTanbHyio). B mepByio otkphmBaiorcs JIB, BTopas coobmaercs ¢
ymkoM JIIT # MK. Mem6pana or MeXTpeacepaHO#i Ieperopoakd B 0671acTH OBAJILHOH AMKH
npocTHpaeTca 10 nepeaHe6okoBoit crenku JIII, mpuKpeluIsacs TOoTIac HUXKE BHAJCHHSA YCTHEB

Hkaux JIB. Yame MemOpana mpuKpemisercs Haj OBaJlbHRIM OKHOM [6] HIIM OT CpEAHEro




OTAEeNIa OBABHOTO OKHa, NpHYEM MOCNeAHee pasfensdercd Ha ape 4acTH. OOBIYHO CTCHKa
MPOKCHMAIBHOM KaMephl TOJICTasA, TOTrja Kak CTeHKa JUCTAIbHON KaMephl TOHKas.

B 90% ciygaeB mpoxcHMalbHas Kamepa cooOImaercd ¢ JWCTaIbHOH IeBOH Kamepoi
Ipeacepans depe3 UEHTpaIbHOE WM SKCICHTpHIHOE OTBepcTHE B MeMOpane. B 10% ciydaes
coobmeHHre MEXAy AOMOIHATELHOM KaMepoit u cobcTenHo JIIT Boo6Gme oTcyTcTBYeT. B Takux
crydasx umeerca coobmenne c¢ III1 memocpeactBeHHo depe3 JIMIIII uimm xocBeHHO, depes
AQHOMAJIBHYIO JIETOUYHYIO BEHO3HYIO CBA3b. HecMOTps Ha BBICOKOE JaBJIEHHE B MPOKCHMAJIBLHOM
xamepe JIB He munsruposansl. [To oTHomeHmro k Bepxue#t monoit Bene u [T, mpassie JIB,
BIIZIAJONIHE B MPOKCHMAIBHYIO KaMepy, PacolIoXKeHH! kak B HopMaisHoM cepane. IDK o6erano
YBEIMYEH, HO 3TO YBEJIMYEHHE 3aBHCHT OT HAIHIHS H CTENECHH JIEBO-IpaBoro c6poca Ha ypoBHE
npencepauii. JOK HOpMaiBHBIX pasMEpPOB HIM YMEPEHHO THNOIUIa3MpoBaH. OBalpHas sAMKa
MOXET pachmojiararbcsi MeXmy oOmeil nerogno-BeHo3Hoi kamepoii u IIII, HO vame B
neperopoake Mexxay JIIT u IT1. TIpu Haw9uH OTKPHITOrO OBATBHOIO OKHA — OHO PacTAHYTO.

Ilpu TpéxmpemcepaHoM cepaie npaseie H JeBhie JIB MoryT o6pa3oBeIBaTh OTHACIBEHYIO
«KaMepy» Mmo3aau, HeMHOro Bbmme wiH MemuanbHee JIII, ananormano of6meMy BEHO3ZHOMY
cuHycy xapaktepHoMy mis TAIUIB.

Cpemu CONMyTCTBYIOIIMX BHYTPHCEDICYHBIX aHOMamMii Hambojiee 4acTO BCTpevYaeTcs
KoMOHHanMs TpEXNpeICEepAHOro cepana ¢ aHoManbHEIM aApeHaxkeM JIB [2,7-12].

Cpemu npovMx CONMYTCTBYIOINMX AHOMAIHH pa3BUTHA CepAnia MOXHO OTMETHTH [13-17]:
JIMIIIT, JIBIIB, IMXII, KoAo, OOABK, T®.

Ilpu m30ompoBanHO¥M (opMe mMOpoka HapymieHHs TIe€MOJUHAMHKM CBOIATCS K
3aTpyAHEHHIO OTTOKA KPOBH M3 JIETKHX M aHAJOTHYHBI TEM, KOTOPhIC HAOOAIOT IPH CTEHO3E
MK. Crenenp BX BRIpRXEHHOCTH OOpaTHO HpOHNOPHHOHAJNLHA IUIOMAAH COOOINCHHS MEXIY
KaMepaMH cepana.

Ilpu orcyrcTBHE COOOImMEHHS MEXAYy Kamepoil ¢ Bmapaiomuma B Hee JIB H eBRIM
IpEeACEPAHO-KETYOYKOBEIM OTBEPCTHEM NOCTHATAIbHOE KPOBOOOpAINECHHE BO3MOXKHO JIMOIH
OpM HAJIHYMH TaKoOro MexmpeacepaHoro nedexra, uepe3 KoTopbli (wm kxortophie) IIII
coobmaercsa ¢ obemmu kamepamu JIII. B stHx ciyuasx KpoBb M3 BepXHel KaMephl CHadaia
noctymaer B IIIl, a 3areM duepe3 dacTh AeeKrTa, pacHONIOKEHHYIO HHXE MeEMOpaHBI,
Bosppamaercs B JIIT i orTysna B JDK [2,18].

EcrecTBeHHO, YTO MOCTyIUIEHHE CMEMAHHOK KpOBH B GOJBINON KpYr KpoBOOOpameHus
00yCIIOBTHBaET TMIIOKCEMHIO, & OT BEJIAYAHBI MEKIPEACEPAHOTO COOOMICHUS 3aBHCHT CTENICHD
BEHO3HOTO 3aCTOH B JIETKUX, JIETOYHO# TUIIepTeH3HH ¥ 0615eM BEIOpoca kpopH u3 JDK.

Jlokamw3aums MexTpeAcepaHOro AedekTa OmpeAeNseT BEpOATHOCTh JBYX THIIOB

HapyIeHHs TeMOJJHHAMUKH IIPH BTOpOi aHaroMudeckoit popme MeMOpanbl. Ecri gepe3 negext




AMeeTcs CoOoOImeHHe NpaBoro IpeiCcepAds TONBKO C BEpXHEH KaMepoH, TO HapyIICHHe
reMOJMHAMHUKH TOXICCTBEHHO CHHApoMmy Lutembacher (coderanue BpoxaenHoro JIMIIII ¢
NpHOGPETEHHHIM MATPATHLHEIM CTeH030M). Ecin ke aeekT pacmosioxkeH HAXke MeMOpaHEl, To K
reMOJHHAMHYIECKHM HapyIIeHHIM, XapaKTePHBIM JUIS MHTPAIbHOTO CTEHO3a, IIPHCOCHHHSIETCS

Tak HaskIBaeMas cOpocoBad rumokcemus [18-20,35].

1.3 OnuaeMHoI0rHsg 3200/ 1eBAHNE HIIM COCTOSHHS (TPynnbl 3200/1eBaHAH AN COCTOSHHINA)

TpéxnpeacepaHoe cepaue ABIAETCA AOCTATOYHO PEAKOH BPOXKAEHHOH aHOMAIMEH H
Habmonaercas npumepHo B 0,1-0,4% cioywaeB cpemu Bcex BpPOXKIEHHBIX IIOPOKOB cepAna
[2,7,18,21].

EcrecTBeHHOE TE€YCHHE M HPOTHO3 3aBHCAT OT pasMeépa KOMMYHHKAIlHH MEXIY
mpoKcHMansHOM xamepod u JuctanbHeM JIII. IpuGmmsuressHO B 35%  cimydaeB
BHYTpHIIpEICEPAHOE COO0IIEHHe HMeeT MeHee 3 MM B JHaMeTpe — KpaiiHad ¢opma CTeHO3a,
MOYTH paBHas aTpesdd. B 35% caydaeB pasmep oTBepcTHs KoieGnerca oT 3 o 6 MM H
COOTBETCTBYET TAKEIOMY CTEHO3Y.

BonsHEIe 06eHX Ipymn yMHpPAlOT B paHHEM JETCTBE OT CEpAeqHOM HeOCTaTOYHOCTH. B
HepBoii rpymime CMEPTh MOXET HACTYIIHTh B TEYCHHE MEPBHIX 6 MeCAIeB KA3HH, BO BTOPOH — 110
2-netrero Bo3pacta [22-24]. IIpu 6omsmoM aquamerpe orBepeTrs (6onee 7 MM y AeTel paHHEro
BO3pacTa H IOJAPOCTKOB) IOPOK npomxaér C KIAHAKOM MMTpPAJIBHOIO CTEHO3a, a
IPOAO/DKATENPHOCTS JKH3HH YBEIHYHMBACTCA JO HECKONBKMX JieT. TakuM oGpasoM, Yy
GoNpIIMHCTBA MAHEHTOB OTBEPCTHE PECTPUKTHBHOE M OKONO 70% GONBHEIX C KIACCHIECKHM
TPEXTpPEACEpAHBIM CEpALIEM YMHPAIOT B paHHeM JeTckoM Bo3pacte [2]. ITpornos 3a6oneBanns
Gonee OmarompusTeH NpH HMeIOMEMCS COOOMIEHWM C MpaBBIM NpEACEPAMEM, TakK Kak
IIPOMCXOOAT AeKoMIpeccHa obmel Nérouno-peHo3HOU Kamephl. Teuenme 3abGoieBaHHA INIpH
6onpmoM JreBo-npaBoM cOpoce Gosee GIaronpuATHOE B OTJIHYHE OT GOJIBHBIX C pECTPHKTHBHEIM
oTBepcTHEM B MeMOpaHe [2,18,25]. ‘

Ouens peaxo TpExupeAcepAHoe cepile MoXKeT OOHApYXHThCA y B3poCibIX [26-28].

Taxas mo3mHsAA AHArHOCTHKa 00YCIIOBIICHa MeHbINE#H oOCcTpyknpe#i MeMOpaHBbI.

1.4 OcoGeHHOCTH KOIHPOBAHHAS 3300/1eBAHNE HIIH COCTOSHHY (Tpynubl 3a0ojieBannii niH
cocToannii) no Mexaynapoanoii craTucraYeckoli kiaccupuxanny Goae3Heili n npobiaem,

CBH3AHHLIX CO 310POBhEM
Q 24.2 — Tpexnpeacepanoe cepane.

1.5 Kaaccnpnkanng 3a601eBAHAR HIH COCTOSHESE (TpynnbI 3a001eBAHAN HIIH COCTONHMIN)
Knaccaguxanns I [29]:

I. lo6aBounas xamepa npuauMaet Bee JIB u coequnsercs ¢ JIIT:




A — 6e3 npyrux KoMMyHHKanmii (KJiaccuieckas ¢popMa opoka);

B - C [OONOJNHHTEIHHHIMA aHOMAJIBHHIMA KOMMYHHKALUMAMH (HENOCPEACTBEHHOE
coemunenne ¢ I wim coequaenne nocpeacrsoMm TAJIJIB).

II. o6aBounas kamepa npuHuMact Bce JIB 1 He coemunsercs ¢ JIII:

A — npsimo coeunsercs ¢ IT11;

b — coeaunserca ¢ I1I1 mocpeacteom TAJIJIB.

III. Hemomnas ¢opma Tpéxmpencepanoro cepana (dacts JIB HENMOCPEACTBEHHO BIANAET
B JII1, wacts — B no6aBo4HyI0 Kamepy):

A — nobaBounas xamepa coeuasercs ¢ JIIT;

b — nobaBounas kamepa coegunsercs ¢ I1I1.

Knaccadnxanns 11 [30]:

A. JloGasouHas oOmas JEroyno-BeHO3Has kamepa momydaeT Bce JIB m coobmaercs ¢

JIIL.
1. HeT JpyTHX coeaMHEHMH (KJIACCAYECKOE TPEXIIPEACEPAHOE CEPALIE);
2. npyrue aHOMaJIbHbIE COCAUHEHHS:
a) menocpeacreenHo ¢ [111;
6) C TOTAIFHBIM AaHOMAIBLHEIM JIETOYHO-BEHO3HEIM COCAMHCHHEM.
B. Jlo6aBounas obmmad éroyno-peHo3Has kamepa noxydaer Bce JIA u He coobmaercs ¢
JIII.

1. anoMansHOE coemunenue HenocpeacTBeHHO ¢ I (xapamamsHeni Tun TAJUJIB,
mpu KoTopoM Bce JIB cHagaina JpeHupyroTca B BEHO3HBIN KOJUIEKTOD).
2. ¢ TOTWIbHEIM aHOMAJHHHIM JIETOYHO-BEHO3HHIM COCIMHEHHEM (Cynpa- HIH
nH$paxaprraneHeii THn TAJJIB).
C. CybroTanbHoe TpéXnpeAcepAROE CEPALIE.
1. JlobaBounas o6mas JE&royHo-BeHO3Has Kamepa mnoiydaeTr 4acth JIB m
coeaunsercs c JIIT:
a) octasmmecs JIB coequHAIOTCS C JIEBBIM IPECEPANEM;
6) ocrasmmecs JIB coeaMHAIOTCS aHOMAIBbHO (JaCTHYHOE TPEXIPEACEPIAHOE
cepaue ¢ YAJJIB).
2. Jlo6aBounas oOmas JEro4HO-BEHO3Has KaMmepa moiydaer dacth JIB ®
coeaunsercs ¢ I1I1:
a) ocrasmmmecs JIB coequnsrorcea ¢ JIIT;

6) ocrasmmecs JIB coeaunmoTcs aHoMaIbHO (cMemanHEn Tl TAJIJIB).

1.6 Kinnuveckas KapTHHA 3a00JeBaHHA HJIH COCTOEHHS (rpymnbl 3a6ojaecBanmii nanm
COCTOSIHMI)




Kymundeckue mposBieHHs 3aboneBaHMsd 4dpe3BbYANHO pa3sHOOOpa3HBEI M 3aBHCAT OT
BEIMYMHH CTEeHo3a Aedekra MemOpaHBI, HampaBlieHHs W o06beMa cOpoca KpOBH depes
Mextpencepanbii nedexr [2,23,25,31,35].

IIpu pe3koM cTeHO3e C MEpBHIX AHEH JKU3HH BO3HUKAIOT M MOCTENCHHO HApacTaloT
[HaHO3, OABINIKA, Kallelb, 3aCTOMHEIC XPUNBI B JETKHX. 1[ano3 BUAMMBIX CIIH3HUCTHIX B KOXH
o0yCIIOBJIEH COOOMEHNEM JIEBOTO M NPABOr0O MpeACEpIHii dYepe3 OBaIbHOE OKHO WM JAedeKT
MeXIpeacepaHoi mneperopoaxkd. B nanbHeifimeM oTMmedaeTcs cepAcdHas HEAOCTATOYHOCTS,
oTcTaBaHue B puzHIecKoM pa3BHTHH. [Ipn Gonee GaronpHATHLIX YCIOBHAX, KOTZIa OTBEPCTHE B
MemOpaHne npeBocxoaut 6-7 mmM [2,18,25,32,33], HapacTaHWe CHMITOMATHKH NPOHCXOAHT
MEJICHHEE.

Hepenko GONBHEIX JieYaT MO NOBOAY IMHEBMOHHMH, H TOJIBKO 3XOKapamorpapudeckoe
HCCJIEIOBaHUE TIOMOTaeT BRIBHTH MOPOK. J[pyrie CHMOTOMBI OTHOCATCS K ITPaBOXEITYA0YKOBOH
HEeIOCTaTOYHOCTH — TemaroMeraims, OTEKH Ha jmne M HoraXx. OTMedaroTcs TPYAHOCTH NPH
KOpMJICHHH, IUI0Xas mpubaBka B Bece. BOMbIMMHCTBO GONBHEIX MOrHGaeT OT HEAOCTaTOYHOCTH
IpaBoOro XelyAodka [2,8,25,34,35].

B ommune oT OGONBHBIX MHUTPAIbHBIM CTEHO30M IIpH TPEXTPEACEPAHOM Cepaue B
aHaMHe3e HeT Kakux-IMOO yKasaHWii Ha IIepeHECeHHEIH paHee peBMaTHdeckuii mpouecc [2,26-
28].

2. lnarsocTrka 3a601eBaHHS HJIH COCTOAHHS (Tpynnbl 3a00/1eBaHHH HIH
COCTOSIHHMIi), MEAHIHHCKHE OKA3AHHA H NPOTHBONOKA3aHHA K IPHMEHEHHIO

METONOB THArHOCTHKH
JInars€o3 TpexmpeJcepaHOro cepAuna BepH(HIUpPYeTCa Ha OCHOBAaHAHM CBOJHBIX JAaHHLIX
aHaMHe3a pa3BHTHA 3abolieBaHHA, X060 poauTeneii MallMeHTOB, KIMHWYCCKHX NpOSBICHHH

NOPOKa, a TAKKC JaHHEIX HHCTPYMECHTAJIIBHBIX METOOB HCCIICNOBAHH.

2.1 Kano6bl m aHamMHe3
e PexomeHayercs BBIIOJHHTh cOOp amaMHe3a M xamo6 y BceX MaIHEHTOB C
TpeXINpeacepAHbIM cepateM [2,7,8,18,25].
YYPC, YIAS).

KommenTapun: B 3asucumocmu om cmeneHu HapywieHus 2eMOOUHAMUKU HabOn00aemca
3HaYuUmMenvHan 6apuabenbHOCMb  KIUHUYECKO20 MEYeHUs mpexnpeocepoHo20  cepoya.
Cocmosnue 6onvrHozo 3aeucum om pasmepa omeepcmuii 6 Membpane, cmeneHu HAPYULEHUA

ommoxa no JIe204HbIM 6€HaM, a makKdce aHamoMu4decKozo eapuarnma BIIC (couemanue c
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DA3MUYHbIMU  BAPUAHMAMU  AHOMANBLHO20 OPEHAdICA JIe204HbIX GeH, HAanu4us Oegexma
MedCnpeOcepOHOll nepezopoOKY, pasmepos nesozo icenyoouka cepoya). Ilpu cbope anamuesa
HeoOX00UMO YMOYHUMbL HATUYUE Y NAYUeHmos O0OblKY, cepOyebuenull, yYxXyouleHus
nepenocumocmu pusuYeckux Hazpy30K, NI0Xou NPUbAGKYU MACCyl menq, Yacmuvlx UHPEKYUOHHbIX

bponxonézounvix 3abonesanuii.

2.2 Ou3ukaabHOE 00C/IeN0BAHAE
e Pexomenayercs y BceX MAMEHTOB C TpPEXNpeACEPOHBIM CEPAUEM IIPOBOAMTH
¢u3HKATHHEIN 0OCMOTP C onpeAe/ieHAeM GOPMBI rpyAHOM KJISTKH H Naiblanuel obmactu

cepmma [7,8,10,18,25,35].
(YYP C, VI 5).

Kommentapun: i1 6onvHbix ¢ paszeuediowjetica 1e204HoU zunepmensueid 6 Gonvuiurcmee
CNyNaes XapaKmepHbl NOHUJCEHHOe NUmMAHue U acmenuyeckuii mun menocnodcenus. Ilpu
npucoeOuHeHuu K KIUHUKE NDABONCENYOOYKOBOU HEOOCMAMOYHOCMU ) NAYUeHMO8 Mozym
8bLABIAMbCA OMEKYU HA HUNCHUX KOHEYHOCMSX, NOACHUYe, nepeorel bpownou cmenke. Hanuuue
6bIPAJICEHHO20 HADYWIEHHO20 OMMOKA N0 Jle204HbIM 6eHaM MOJicem Npuéooums K
Qopmuposanuio nHa nuye 6ORLHO20 YUAHO3a 2Y6 U PYMAHYA HA WeKax — mMaK HA3Lleaemou
«Mumpanvrou 6abouxuy.

Ilpu paszeumuu 2unepmpopuu IDK (u3onuposannoii unu dce 6 cCOYeEMAHuu C MUOEHHOU
ounamayueii) Ha ¢hone cCywecmeoBaHus NOPOKA 603MONCHO YCUNEHUE GEPXYUIEHHO20 MONYKA, a

maxoice noseeHUe PasTUmo nyteCayuu @ snuzacmpanvioi obnacmu [34].

e Pexomenayercs BCEM MalMeHTaM C TPEXIOPEACCPAHBIM CEPALEM  BBHIIOIHHTH
aycKyJbTall|Io cepaua [2,7,8,10,18,25,35].
YYPC, YA S).

KomMmenrapun: Ayckyiomamuenas xapmuHa nopoka HexapaKkmepHa, € HEeKOmMOpbiX CRy4aix
Modicem noIHOCMYbI0 omcymcemeoeamy. B 6onvwuncmee ciyyaee I mon nopmanvublii unu crezka
yecunen, II mon, npocaywusaemulii no 1e60My Kpaio 2pyOuHbl, 2POMKUY, UHO20a PACU}ENIEHHBIU.
B cnywasx evipajdicennozo napywiennoz0 ommoxa no n1e204HbIM 6eHAM U PA3BUMUU Ne204HOU
cunepmen3suu ommesaemca axkyewm II mona nao JIA. Ilpu paszsumuu Ouramayuu npagvix
omoenoé cepOya 603MOICHO GO3HUKHOBEHUE CUCMOAUNECKO20 WIYMA MPUKYCRUOANbHOU
nedoocmamounocmu. IIpu onumenvHom cyujecmeoéaruu nNOPoKa u pazsumuy OMHOCUMENbHOU
HeOocmamounocmu knanana JIA na gpone nosviuennozo oasnernus 6o Il m/p cneea om 2pyounvl
U 6001b 166020 KpAs 2PYOUHbL MOJICEM GLICIYUMUECAMBCA (DYHKYUOHANLHBIY OUACMORUYECKUl

‘wym I'pexema-Cmunna [35].
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2.3 JIaGopaTopHbie AHATHOCTHYECKHE HCCIEI0BAHNAS

VY manueHTOB ¢ HEpeCTPHKTHBHBIM OTBepcTHEM B MeMOpane JIIT He HMeeT cneudpuIHOCTH.

2.4 UacrpyMenTaIbHbIE JHATHOCTHYECKHE HCC/IEIOBAHNS

o PexoMeHnayercs BceM IalMEHTaM BBHIIONHHUTL PErHCTPALHIO 3NIECKTPOKAPAHOrPaMMBI
(OKI') mns ompemeneHHs Ieperpy3KH JEBBIX H IIPaBhIX OTAEIOB CepALa, OIECHKH
CepAeIHOro pUuTMa H poBoguMocTH [7,8,10,18,25,35].

YYPC, YAA5).
KommenTapun: [Ipu evinonnenuu KT -uccnedosanus ne umeemcs cneyu@uueckux npusHaKos.
B 6onvuuncmee ciyuaee ommeuaemcs omrioHeHue 3nekmpuieckoii ocu cepoya enpaso. Taxoice

Moeym pezucmpupoeantvCca:
v’ 3y6ey P ysenuuennoii amnnumyowt 6o I u V omeedenusx;
v’ npusnaxu pesxoti zunepmpoghuu IDK ¢ gpopmoti gR 6 omeedenuu VI;

v’ 2nybokue ompuyamenvrvie 3y6yvi T 6 npasvix 2pyoHvix omeedenusx, pece 6o 11, III, aVF

— npusnaxu cyb63u00KkapouanvHol umemuu muoxapoa IDK npu evicokom 0aenenuu 6 Hem.
Bosmooicno, no ne écez0a, nosenenue npusnaxos 2unepmpogpuu JIII [18,25,35].

e BceM manmeHTaM pexoMeHAyeTcHs BERIIOJHEHHWE NPHIEIbHON peHTreHOrpadpun OpraHoB
TPYAHOM KJIETKH IS OnpeleiicHuA KOHQHUTypaluu cepiia H COCTOSHHS Maloro Kpyra
KpoBoobpamenus [7,8,10,18,25,35].

(YYPC, YA )5).

KommenTapun: Ha penmeenozpamme 6 npamoti npoexyuu menv cepoya He3HA4umenbHoO unu
YMEPEHHO YBeNIUYeHa 6 pa3Mepax, y 63DOCTbIX OHA noYmu Hopmanvhas. B xoceix npoexyusx
6blAGIAEMCA YBeludeHue cepoya 3a cuem npasvlx omoenos. JIéz2ounvili pucynox ycunex no
6€HO3HOMY pYCNy, uH020a Habniodaemcs KaApMuHA oméka NE2K020, CMBOA NE204HOU apmepuu
pacwupen [2,8,25,35].

o PexoMeHayercs BCeM IAMEHTaM BHINOJIHEHHE TPAHCTOpPaKaJbHOM sXxokapamorpaduu
(OxoKI') ¢ mpuMeHeHHEM peXHMa LBETHOTO JOMILIEPOBCKOrO KapTHPOBAaHHS, YTO
SBJIIETCS BEAYINIMM JHATHOCTHYECKMM HHCTPYMEHTOM B IIOCTaHOBKE [AMarsHo3a
TPEXMPEACEPAHOTO CepANa, ONIpele/icHUH JIOKaTh3alid MeMOpaHbl, HalWdMs B Hel
OTBEpCTHA W pasMmepa, Hamwaue u pasmepnl JIMIIII, onenxu BapuaHTOB BnancHus JIB,
oInpeAeneHus HallpaB/ieHHA IMyHTAPOBaHHUs KpoBH [2,7-10,18,25,35].

YYPC, YA S).
KomMmenTapan: Jlegoe mpexnpedceponoe cepoye. B napacmepnanvhoti npoexyuu no

ONUHHOU OCU 718020 IHCENYOOUYKA GUIYANUUDYEMCA (DUKCUPOBAHHLIN NUHEUHbIN 3XOCUZHAN,
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PAacnpoCmpaHAiowuiica om ce0600HOU CmeHKU 11€6020 NPEOCEPOUR K MEANCNPeOCepoOHol
nepezopooxe. Pacnonojcenue u cmenenv npuxkpennieHus K MedCnpeOCcepOHOU nepe2opooke
eapuabenvna. B anuxanvholi nosuyuu 6 npoexyuu 4-x xamep ciedyem nooOmeepoumbs Hanudue
JUHEUHOU 3XOCMPYKMYPbl ¥ UCKTIOYUMb apmegdaxm.

Huppepenyuanvuviii  3xoxapouozpaghuueckuii  OuazHo3 mpexnpeoceporoz0 cepoya
exnrouaem Openadxc JIBIIB 6 kopoHapHblii CUHYC, HAOKIGNAHHOE MUMPANbHOe KONbYo (MeNCOy
ywxom JIIT u ocnosanuem nepeoneti mumpanvrou cmeopku), euoumoti cknaoku cmenku JIII na
cmulke HudcHe neeoti JIB.

Ilpu obunapyoicenuu mpexnpeocepoHozo cepoya cnedyem Onpeoderumsv pasmep,
KOMUYeCcmeo u pacnoioxcenue omeepcmuii ¢ membpane. Tpexmepnas 3xokapouozpagus €
PedNCUME YBEMHO20 OONNNEPOBCKO20 KAPMUPOBAHUA MOdcem obnezyums udeHmupuxayuio
omeepcmua [36]. Ouenv eadicHo maxaice onpedenums Openadic écex yemuipex JIB. B cnoocnuix
CAYyNaAX, NpU YpechuwesoOHOl IXoKapouozpaguu nezxko euzyaruzupoeamv MemOpawny €
npeocepouu, a maxkjice onpeoerums MpPaHcCmMeMOparnnblll 2paduenm, o1 Onpeoenenus Cmenexnu
obcmpyxyuu ommoxy u3 nezkux. Husxuil cxopocmuoii hazoeviti nomox ¢ MaKCuManbHou
ckopocmyuio menee 1 m/c ykaszvieaem na omcymcmeue oocmpyxyuu. Covemannviié cmenos MK
Mooicem  3aMACKUpO6amMb YMEPEHHYI0O O00CmpyKyulo Ha YpoeHe membpanvl npeocepous.
ITosmomy, eavicho usyuume mopgponozuio MK u nooxnanannozo annapama.

Oxoxapouozpaghus 6 donnnepo6ckom pedicume nONE3HA NPU GbIAGNIEHUU YMEPEHHOU UMY
maicenoi obcmpyxyuu ommoxa u3 nezoynvix @eH. Ilpu nezkoii cmenenu pexomeHOyemcs
npooOUMb  NMPOGOKAYUOHHWIW  mecm, Hanpumep, usuveckue YNPajrCHeHUA  nepeo
9X0Kapouozpaguseckum uccre006anuem.

Ilpasoe mpexnpeoceponoe cepoye. Membpana Oenum npaeoe npedcepOue Ha
NPOKCUMANBbHYIO (6EPXHIOI0) U OUCMANLHYIO (HUJICHION) Kamepyl. BepxHasa kamepa coeounsemcs
C Gepxnel (u HudiCHell) NONOU GeHOU, HUNCHAA KAMepa KOHMAaKmupyem ¢ MpuKyCnuOQibHbIM
xnananom, ywxom I1I1 u nuoicneti nonoi éenoii [37]. Cnedyem oyenueamo pecmpuxmugrHocmbo
ommoKa no noviM eeHam (Ouamemp omeepcmus 6 MemOpane, ckOpocmyv/2paduerm OAaBNeHUA
Medic0y Kamepamu npeOcepoOus), HANPAGNeHUA UWIYHMUDOBAHUA KDOBU Npu  HANUYUU
OOO/JMIIII. Oxoxapouozpaguuecku OuazHO3 NPABO20 MPeXnpedcepOHO20 Cepoya creoyem
ougghepenyuposamo ¢ anomanueii S6wmetina [38].

e Pexomenayercs  BBIIONHHTh  KOMIIBIOTEPHYIO  ToMorpaguio  cepama C

KOHTPaCTUPOBAHHEM IMAalHEeHTaM JUis yTouHeHHs JaHHBIX JXoKI' (ecim ects B 3TOM

HeoGxomuMocTh, 60 pesynprarl OXOKIT HeyOeauTensHE) IpH INIAHMPOBAHHH

XHpPYPru4ecKoro jeuenus [2,64-66].

(YYP C, VI 4).
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Kommenmapuu: KT wuzpaem ece 6Oonee 6adxcnyio ponb 6 OudazHOCmMuKe
mpexnpeoceponoz0 cepoya: obecneyusaem OMIUYHOE NPOCMPAHCMBEHHOE PA3PEUEHUE U
bvicmpoe nonyuenue OAHHLIX, NO360AAEM GU3YANUZUPOBAMb INUKAPOUANBLHLIE KOPOHADHbIE
apmepuy u KOWIaMepany apmepul, 6bla6UMs NAPEHXUMAMO3Hble 3abonesanua nezkux. Pazmepul
U YYHKYUIO JICENYOOUKOB MOICHO OYeHUMb C MEHLUIUMU 3aMPAMAMY 6DEMEHU 6 CPABHEHUU C
MPT. KT 6 nacmoswee epems 6onee wupoxo oocmynua, yem MPT, u nosmomy uzpaem ocobyio
ponv 8 sxcmpennvix cumyayusx. KT cepoya sensemcsa arnomepnamueou MPT y nayuenmos ¢
UMNIAHMUPOBAHHLIMU KAPOUOCMUMYSMOpaMu uiu degpubpunnamopamu [2,64-66].

e PexoMennyercss mpoBelieHHe MAarHWTHO-PE30HAHCHOM ToMorpagpmH cepina ¢

KOHTPaCTHPOBAHHEM B3POCIIBIM MAIMEHTaM C TPEXIPEACEPAHBEIM CEPAIEM IS OLECHKH

HX CTPYKTYPHO-(YHKIIMOHAILHBIX H3MEHEHHH [67].

YYPC,YAA4).

Kommenmapuu: MPT cepoya yryvwaem 603MOdCHOCMU GU3yanuzayuu, ocobenHo ons oyenxu
nepezpy3Ku Jceny00yKos cepoya u KOnu4ecmeeHHozo onpedenenus wynma. Memoo noseonsem
nonyuums mpexmeprvle aHAMOMUYECKUe PEKOHCMPYKYUU C 6biCOKUM NPOCMPAHCMEEHHLIM U
8DEMEHHLIM pa3peuleHueM, nposooums obveMHble USMepPeHUA, OYeHKY cocyoo8 u ¢ubposnbix
usmenenuti muoxapoa. MPT npumensemcs y 63pOCNbIX NAYUeHMOE C MpexnpeocepoHbIM

cepoyem 6 CReOyIouUx KIUHUYECKUX CUMYAYUAX:

- 8 kauecmee anbmeprHamuewi IxoKIT, koz0a 06a Mmemooa Mozym damb CX0OHYI0 UHDOPMAYUIO.

- KAaK OOnoJHuUmMenvHuili Memoo, K020a Nony4eHvl HEOOHO3HAYHbLIE UWAYU NOZPAHUYHBIE OGHHbIE
IxoKT', nanpumep, ob6vemer u gppaxyus evibpoca JDK, umo moaicem umems pewiaiouyee 3na4erue
6 makmuxke JeYeHus 83POCNbIX NAYUEHMO8 C MPEXnPeOCePOHbIM CepoyemM, HanpuMep 6 OYenke
obvema nepezpy3ku U KIAGNAKHLIX pezypzumayuii;
- MPT 6onee ungpopmamuena ¢ cpasuenuu ¢ IxoKI' npu xonuyecmeennou oyenke 06vemos u
dpaxyuu evibpoca IDK, obcmpyxyuu evinocawezo mpaxma IDK, nezounoti pezypsumayuu,
OYeHKe Ne204HLIX apmepuli (CmeHo308, aHeepuzM) U aopmul (AHe6PUIMA, DACCROEHUe,
KOGpKmayus), CUCMeMHbIX U JNe20YHbIX 6¢H (AHOMANLHLIU OpeHadCc, obcmpykyuu u m.o.),
Koniamepaneti U apmepuogeHO3HLIX Manbpopmayuli (npeeocxooum eosmodcHocmu KT), npu
uwemuseckoi 6onesnu cepoya (UBC) (ycmynaem KT), oyenxe enympu- u 3xcmpaxapouanoHbix
Mmacc (ycmynaem KT), xonuuecmeennoli oyenxe maccet muoxapoa (JDK u IDK), evisenenue u
Konuvecmeennas oyenka ubpo3a muokapoa/pybya (npu uccnedo6anuu ¢ 2a00NUHUEM
6bLAGNAEMCA YYYULEHUE 8 OMCDOYEHHYI0 (ha3y), xapakmepucmuka mxanu (¢pubpos, scup u m.o.)
[39,67].

14




e PexoMenayercs  BHIIONHAT,  YPE3BEHO3HYI0  KaTeTepH3alMio  cepaua ¢
KOHTPacTHPOBaHHEM BCEM MMAI[MEHTaM IpH MOBBHIIICHMH NABJICHUA B JICTOYHOM apTepHH
no aauHbeM IX0KI™ mia onpeziesieHHs JIErOYHOr0 COCYAHCTOrO COIMPOTUBIICHHS, a TakKe
YTOUHCHHA aHATOMHH TPH CIOXKHBIX AHATOMHYCCKMX BAapHAHTaX IIOpOKa MIM XK€

coMHHTENbHBIX AanHbeX IXO-KI [2,25,35,68].
YYPC,YAA 4).

KommenTapum: [JocmoeepnviM npusHakom nopoxka AGIAEMCA HaAludue 6 Je6oM
npedcepouu 0gyx obnracmeii ¢ pasuvim Oaenenuem. Ilpoeecmu xamemep 6 obe xamepwr uepes
Medicnpeoceponviii Oeghexm yoaemcs kpaiine peoko. Pakmom, yKazvi6alOuum Ha 603MO’CHOCMb
nopoka, AenAemcs GolAGNeHUe 8bICOK020 Oa6heHus «3axnunueanua» JIA, a maxoice zpaduesma
Mexcdy Oaenenuem «3axnunueanusy JIA u xoneunvim ouacmonuyeckum oasnenuem 6 JUK [13].
Mooicem 6vimv evisenen enympunpedcepoHwiti copoc xpoeu. Hanpaenenue cbpoca kpoeu
DA3NUYHO U 3a6UCUM OM PACnONoXCeHus oegpexma no omuowenuio xk nepezopooke JIII. Ecnu
umeemca coobwjenue medxncoy eepxueii kamepou JIII u I1I1 yepe3s osanvroe oxno unu JMIIII, mo
ommevaemca cOpoc Kpoeu Cle6a HaAnpaso, OOCMuU2aIoWull UH0204 3HAYUMENbHLIX PAMEPOS
[40].

Cenexmugnoe KoHmpacmuposeanue Ie204HOU apmepuu 6 pAde CIy4aeé no3eonsem
ommemumv 3ameoONieHUe KPOBOMOKA NO JE20YHbIM 6EHAM, @ 6 CAYy4asx HNIOMHO20
KOHMpAcmupoeanua Ne6020 Npedcepous uUHO20a Oaem GO3MOJICHOCMb YCMAHOBUMb
ogyxxamepHocme e20 cmpoerus. Ilpu oveHv Gonvuwiux MmedHCNPeOCepoOHbIX COOBUEHUAX
AHZUOKAPOUOZPAPUHECKAR KAPMUHA MAN0 OMIUYAEmMCs Om MOMANbHO20 AHOMANLHO20

Openadica nezoynvix een [15,40].

2.5 Hinble AHATHOCTHIECKHE HCCICAOBAHAS
e PexomeHayerTcs nepel BRITHCKOM M3 CTAMOHApa BCEM NallHEHTaM C IEJIBIO KOHTPOIIA

HaJIM9IMA BO3MOXKHBIX HapyIIeHu¥ puTMa H IPOBOAUMOCTH CEpIIa MOCIIE BHITOJHEHHOTO
ONEPaTHBHOIO BMEINATEIBCTBA BBRIOIONHUTH PETHECTPALMIO  3JIEKTPOKapAHOIpaMMBI
[2,25,35].

YYP C, YA 5).

e Ilepen BhmHCKOM M3 CTamMOHApPa BCEM IMAHMEHTaM C IENbI0 KOHTPOJA MHOCHE
BHIIOJIHEHHOTO  ONEPaTHBHOrO  BMEMIATENLCTBA  PEeKOMEHAyeTcH  BBIONHHTH
sxokapauorpaduio [2,25,35].

YYPC, YA 5).
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3. JIe'lelme, BKJIIOYaf MEAHKAMEHTO3HYIO H HEMEIHKAMEHTO3HYIO TEPAIIHH,
MEAHIIHHCKHE MOKA3aHHA H NIPOTHBONOKA3AHHA K NPHMEHCHHIO METOA0B

JCYCHHA

3.1 KoncepBaTHBHOE JieUeHHE
IoagepxpBaOmas Tepanns

Taxmuxa neveHus mpexnpedcepOH020 cepoya oOnpedensiemcss pasmMepoM OmMeepcmus 6
Membpane, cmenenvio Hapywienus ommoxa no JIB u pazmepom cbpoca no JMIIII (npu ezo
Hanuyuu. OCHOBHOe KOHCepeamMueHoe JleYeHue HaNpaneHo HA YMEHbUIEHUE Ne20YH020
6€HO3HO20 3aCMOs U NPUMEHAEMCA Ol CMAbUNU3AYUU COCMOSHUA NAYUeHMa npu ROO20MoeKe K
onepayuu.

e Pexomenayercs y zerelf ¢ YMEPEHHO BBHIDOXCHHBIM DECTPHKTHBHBIM OTBEPCTHEM B

MeMOpane JIII npu mpH3Hakax THMIEPBOJIEMHM MAloro Kpyra KpoBooOpallleHHs H

SIBJICHHSX HEJAOCTATOYHOCTH KPOBOOOpaIeH:A CAMITTOMaTHIeCcKas Tepamnus [2,25,35].

(YYP C, VIA 5).

KommenTtapan: V  nayuenmoe ¢ cepoeunoli  HedocmamouHocmbvio  yenecoobpasHo
npubezHymb K KOHCEPEAMUBHOU MeEpPanuyu ¢ Ucnoiv3oeanuem ouypemukos. Jleuenue He
O0NAHCHO GblMb ONUMENLHBIM U UCNONL3YEMCA 00 Xupypeudeckoii koppexyuu BIIC.
Cepoeunas nedocmamouynocmy — Haubonee yacmas npobrema 63POCAbIX NAYUEHMOE C
mpexnpeocepoHbIM cepoyeM iU nocie xupypzuieckou xoppexyuu nopoxa. Tepanus 6 makux
CYHAAX OCYWeCMBIAEeMCA C UCNONbI0BAHUEM NPUHANMBIX PEKOMEHOAYU NO 1EYEHUI0 CEPOEYHOU

Hedocmamournocmu [41,42].

¢ Pexomenayercs HazHauYeHHE JHYPETHKOB MAI[HCHTaM ¢ TPEXMPEACEPAHBIM CEPALIEM C
ABICHAAMHA CEpHEYHOM HEJOCTaTOYHOCTH, B TOM 4YHCJIE C XPOHHYECKOH, i
KylApOBaHHs OTE€YHOI0 CHHApoMa [69,70,73-86].

(YYPB, YA 3).

Kommenrapun: [Juypemuxu ucnonvsyiomca y Oemeti OnAa  mepanuu  cepOeyHOu
HEOOCMAamMOYHOCMU, CHUMCAIOM Npeo- ¥ NOCMHAZPY3KY MUOKAPOA, a makdice KOAUYecmeo
6HEKNEMOYHOU JHCUOKOCMU, meM CaMbM YAyHulas (YHKYUOHANbLHOE COCMOSHUE GHYMPEHHUX
opaanos. Jlozvl noobupaiomcs uUHOUBUOYANLHO, HAYUHAA C MUHUMANLHOU, NOCMENEHHO
yeenusueas 0o knurudecku s¢hgpexmuernou. Ilpu Hebonvwioli 3a0epaiicke JHCUOKOCMU UCNONLIYIOM
muasudwl: #I'uopoxnopomuaszuo** (C034AA03) y Oemeti 0o 3 nem npumensemcs 8 pamkax
npenapama off label (meepnas nexapcmeennas popma). #I'uopoxnopomuaszuo** (C034A403),

CO2NAacHO UHCMPYKYuU, npumeHsiemcs 6 003e 12 me/xe/cym uwu 30-60 M2/’ noeepxuocmu
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mena 1 paz é cymxu, 00HaKo 6 1umepamype onucano npumeHerue 6onee 6biCOKUX 003 —y Oemeti
00 6 mec — 2-3,3 m2/x2/cym 6 2 npuema, cmapue 6 mecayee — 2 mz/kz/cym 6 2 npuema [73].
Kaﬁuﬁc6epezarou4uﬁ ouypemux #Cnupononakmon** (Kanuiicbepezaiowue ouypemuxu /
Anvoocmepona aumazonucmor / C03DA0I) moocem npumeHaAmbCcs eémecme C muasuoamu y
Oemeti 6 pamkax npenapama off label ¢ 0o3ze 1-3 me/ke/cym [73-75]: y neOoHowennvix 0o 32
Hedenb 2ecmayuu — 1 M2/k2/cym, H080pooicOeHHbIX — 1-2 M2/k2/cym, y mradenyes u oemeu — 1-3
Mm2/ke/cym.  #Cnupononakmon** uacmo ucnonvzylom 6 CO4emaHuu C (NEMIEBLIMUY
ouypemuxamu (gypocemuo**) e xauecmee xanuticbepezaiowe2o Mo4e20HH020 cpeocmeéa. Y
Ooemeili CO CHUJNCEHHOU (DyHKYueld nOYeK UIU GLIPANCEHHOU 3A0epICKOU  JICUOKOCMU
DPEKOMEHO0BAHO NPUMEHeHUe «nemnesoixy ouypemuxos. #pypocemuo** (C03CA01) nasnauaiom
H0BOPOJXCOeHHbIM 6 003e | M2/k2/npuem Kadxcovie 12-24 yaca per os unu 6HympueenHo 60110CHo;
mraoenyam u oemam — 1-4 mz/xe/cym 6 2-4 npuema npu nepopanvHom npumereruu u 1-2
M2/k2/npuem kadicovie 6-12 uwacoe npu e/e [73]; npu nocmosnnoti ungysuu 0osa cocmaensiem
0,1-0,4 me/xe/vac [74,75]. Coenacno uncmpyxyuu npenapama, @ypocemuo** (C03CA0I)
86o0umcsa 6/6 6 0o3ze 1 me/ke/cym, no ne Gonee 20 mz/cym, mabnemxu nasnauaiomcsa ¢ 3 nem
Jcusnu, 2 me/ke/cym, Ho ne 6onee 40 mz IIpu enympueennom esedenuu 3¢pghexm nacmynaem
yepes 10-15 munym u npoodondicaemca 0o 3 wuacoe. Ilpu conymcmeyioweii noueunou
neoocmamounocmu 0o3a #gypocemuoa** yeeauuusaemcs 0o 5 u 6onee me/xe/cym [87]. Ecmp
yKkasanue Ha 6e3onachocmv u 3¢pghekmusHocms npumenerus y demeii 6 pamkax npenapama off
label «nemnesozco» Ouypemuxa #mopacemuoa [77-86]. #Topacemud moxcem 6Goimp ‘
agppexmuenee #Hpypocemuoa** npu nevenuu CH y Oemeii 3a cyem 6onee 6bicoKoli
ouypemuyeckot axmueHocmu, coznacyoweics c Kanuticbepezarouyum u
anmuans0ocmeponoevimMu 3pgexmamu. Y oemeii npumensiom #mopacemuo 6 oose 0,42-0,48
me/ke/cym (om 0,18 0o 0,8 me/xe/cym) 6 ooun npuem [76).  Ilpu nepeeode pebemka c
#pypocemuoa** na #mopacemuo, 0o3a koppexmupyemcs credylowum obpazom: 1 m2
#dypocemuoa** coomeemcmsyem 0,2 mz #mopacemuda [76].
. Pexomennyercs HasHadeHHE aJpEHEPrHIECKMX H H0QAMHHEPIHYECKHX CPENCTB Y
[AlMEHTOB ¢  SBJICHHAMH CEpACYHOM  HEJOCTATOUYHOCTH JUIA  YAYYIIICHHS
COKPaTHTEIBHOH CIIOCOOHOCTH JKeNTyJ09IKOB CepANa M MoaAepXaHus 1mepdy3HOHHOro

nasjieHus [69,70].

YYPC, YA 5).

Kommenrapun: /i noeviuenus cepdeunozo 6vi6poca npumeHsiomcs aapeHEprHuecKHe H
AohaMHHEpPrAYecKHe CPeACTBa (HHOTPONHEIE mpenapathl) (Qobymamun**, donamun) [52,53].
JaHHEIE NpenapaTsl IPAMEHAIOTCS y JeTell BceX BO3PACTHHIX Ipymm (OT poxaeHHA Ko 18-TH

1neT) Ha h)OoHE HH3KOTO CEpAEIHOrO BEIGPOCa, HO ¢ OCTOPOXKHOCTHIO.
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o He pexoMenayercs Ha3HaueHHe NAOHEHTaM C TpexmpexacepAHbiM cepauem H JII'
HHruouTopoB AlII®, aHTaroHMCTOB penentopoB anruoteHsuHa II, GiokxaropoB
KaIBIMEBHIX KaHAIOB, Oera-aqpeHO6IOKAaTOPOB IpH OTCYTCTBHH CONYTCTBYIOIIEH

aprepuanbHo¥ runeproann, UBC, mucyHKIHH JIEBOrO )léeny,uoqlca [46,47].

(YVP C, VA 5).

KomMenTapum: Y6eoumenvHvie OanHvle 6 noav3y 3¢ghgpexmuenocmu u besonacrHocmu
unzubumopoe AII®, anmazonucmos peyenmopoe anzuomensuna II, 6noxamopoe xanvyuegwix
Kananos, 6Gema-aopenobroxamopoe y nayuenmog ¢ mpexnpeoceponviM cepoyem u JII'

omcymcmeyiom.

e PexoMenayercs HCIONB30BaHAE SKCTPAKOpHOpalIbHOH MeMOpaHHOH OKCHICHAllHH Y
HOBOPOX/JCHHBLIX IAI[HEHTOB C TPEXMpPEACEPOHHIM CepAlEM H PECTPHKTHBHEIM
coobmeHreM MeXAy KaMepaMH IpeacepAdii, IpOTEKAIOmMMX C CHHAPOMOM HH3KOI0O

CepAeYHOro BHIOpOCca H BRIPaXKEHHOM apTepHalbHOi rumokcemuet [2,25,35,48,49].
YYP C, YAA5).

3.2 Xnpypruveckoe Je4enne
o Xupyprudeckoe JIe4eHHE PEKOMEHAyeTcH IallMeHTaM C TPEXIPEACEPAHEIM CEPALIEM C

PECTPUKTHBHBIM OTBEPCTHEM MEXIY IIPOKCHMAILHOM KaMepoid M JUCTANbHOH KaMmepoi
[2,25,32,35].

(YVP C, VI 4).

e Xwupypruueckas koppekius BIIC pexomenayercs nanmMeHTaM C TpEXNpeACEpAHBEIM
CepALeM, COYETAIOMHUMCH C COIMYTCTBYIOIIMMH BPOXICHHBIMH AHOMAIWAMH CEpALa.
[71,72].

(YYP C, VI 4).

e Xupyprudeckas KOppEeKIHs TpEXIPeACEpAHOTO Cepla pPeKOMEHAYETCH B3POCIbIM

HalHEeHTaM ¢ KITHHHIECKHMH IPOABICHHAMH [72].

(VVP C, VI 4).

e Xwupyprudeckas KOppPEKIHS IIOPOKAa PpeKOMEHAyercd IIpH AaTHINHYHBIX (opMax
TPEXTIPEACEPAHOrO CepaNa, CONMPOBOXKAAIOMMXCA TDKENBIM KIMHAYCCKUM TECYCHHEM:
obmas JIEro9H0-BeHO3HAaA KaMepa OTKPHIBAaeTCs B IIPaBOE IpeAcepane, OTCYTCTBYET HIIH

HMeeTCs PECTPHKTHBHOE COOOIMEHHEe MexAy oOmel IEroyHo-BeHO3HOM KaMepo# u
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JIEBBIM IpeAcepAueM ¢ MICHBKHM OBAIbHBIM OKHOM MEXAY NpaBbIM NMPEACCPAHEM H
JICBBIM NIPEACECPAACM, 6onsmom JICBO-IIpaBOM c6p0ce, COYCTAOINMMCA C YMCHBIICHHCM

IIPUTOKA K JIEBOMY IPEICEPIMIO H JIEBOMY XelyaouKy [2,25,32,35].
(YYPC, YAA S).

e Xupypruueckas KOppeKIH: TPEXIpeCEpAHOro cepAlia peKOMEenAyeTcs y IMalHEHTOB C
HEPECTPUKTHBHEIM OTBEPCTHEM B MeMOpaHe, y KOTOPEIX IIOPOK OIPaHHYHBACT
TPYAOCIIOCOGHOCTh MM COAEHCTBYIOT BO3HAKHOBEHHIO BTOPHYHBIX 3aGOJICBaHHIH

[2,25,32,35].
(YYP C, VIIA 5).

3.3 DHpoBacKyJSpHbIE BMEMATEILCTBA
e [laiMeHTaM C TpeXHpEeACEPOHELIM CEpALEM, HAXOAAMMMCS B KPHTHISCKOM COCTOSHHH C

PECTPMKTHBHBIM COOOIICHHEM MEXAY KaMepaMH PeKOMEHIyeTcs HCIIOb30BaHHE
GaIOHHOM Ba30JWJIATALAH C HCIIOIE30BaHAEM ABOHHOM 6alsIOHHON TEXHHKH B KAY€CTBE
5KCTPEHHOTO BMEMATENbCTBa [2,25,35].

YYPC, YAAS).

KoMMEHTApHH: UCNONb308aHUe OAHHOU MEMOOUKU NPUBOOUM K peZpeccy CUMBMOMamuxu u

nosgonsem 6blgeCmMu NAYueHmMa U3 KpuUmMuyeckoz0 COCMOAHUSA, ABNAACL JicusHecnacalowue
npoyeoypou.

3.4 Nuoe Jevenne
Her

4.MeanuuHCKAas peabHIHTAIHA H CAHATOPHO-KYPOPTHOE JieUeHHE,
MeJHIHHCKHE N0KA3aHHA H NPOTHBONOKA3aHASA K NIPHMEeHEHHIO
METO/AOB peaGHINTAIIHH, B TOM YHCJIe OCHOBAHHBIX HA HCTOJIbL30BAHHH

HPHPOIHBIX Jie4eOHLIX (PaKTOPOB.

e B Teuenme 6 MecAneB IOCNE€  BHIIOJIHEHHS  XHPYPrH4eCKOM  KOPpPEKIHH
TPEXNPEACEPAHOro CepAila B YCIOBHAX HCKYCCTBEHHOI'O KpOBOOOpameHHS MAI[HEHTY C
OCJIOXHEHHBIM Te4eHHEM IocjeonepanMoHHoro mepuosa (pesugyampHas JIIT, HK,
HH}EKIHOHHBIE OCIOXXHEHHSA, MOBTOPHEIE XHPYpPrHYeCKHe BMEINATebCTBA B TEUCHHE
ONHOH TrOCHHTAIM3ALNMH) peKOMEHAyeTcd INpOoHTH peabHWiMTAIMIO B YCITOBHAX

CHeMHAM3UPOBAHHOTO JIEYeOHOIO YIpEXAeHNA Kaparnojaorudeckoro npoduns [88].




(YYP C, VAT 5).

KovmMmentapan: Ilocre «koppexyuu mpexnpeOCepoHO20 cepoya Mozym 6cmpedamuvCs

cneoyowue COCMosSHUA:

—  Pecmenos peseyuposannoi membpanv [4,22].

— IHepcucmenyus JII' moxncem wnabmooamvca u nocie ycnewnoti koppexyuu BIIC.
Iepcucmupyrowas JII" nocne xoppexyuu mpexnpedcepOHozo cepoya omrHocumcs K 1-oi
epynne [55]. Ilpu nanuvuu KIUHUYECKUX NPOAGNEHUU, €€ NeYeHue OCywecCmeniemcs
coomeemecmeuu ¢ UMeloUUMUCA pexomernoayuamu [46].

—  Hapywenus pumma u npogooumocmu (x#ceayooykoevie, HA0NCENYOOUKOBHE aPUMMUU,
6noxada noxcex nyuxa I'uca, ampuogenmpuxynapHoie 610Ka0bt U HE3ANHAR CEPOEHHAR
cMepmb) MO2ym 603HUKAMb KAK HENOCPEOCMEEHHO NOCHe XUPYP2u4ecKou KOppeKyuu,
max u 6 6onee omoanenHvle CPOKU.

o PexoMenayercs OrpaHHYMTh (H3HYECKYIO Harpy3Ky B TEYCHHME TPEX MECALEB C
MOMEHTA BHIITACKHA K3 CTallHoHapa [56,57].

(YYPC, Y1 5).

KommenTapuan: Yepesz 8 mecayes nocne ycmpanenus mpexnpeOcepOHO20 cepOya hayuermul
Mozym 6bimb OOnywjeHbl K 3aHAMUAM 6CeMU COPEBHOBAMENbHLIMU BUOAMYU Chopma npu
omcymcmeuu: 1) npusHaxo8 nez04HOU apMepuanbHOl 2unepmeH3uu; 2) CUMRMOMHbIX
maxuapummuii unu AB 6noxaowt II unu III cmenenu; 3) npusnaxoé oucynxyuu muoxapoa; 4)

JHCeNYO0UKO08OU UNU NPEOCEPOHOU MAXUKAPOUU.

5. lIpodpunakTHKa H JHCHIAHCEPHOE HAGIOAeHHE, MEJHIHHCKHE NTOKA3aHUA H

NPOTHBONOKA3AHHA K NIPDHMEHCHHIO METOX0B llpO(l)llJlaK'l‘llKll
IlIpoenos nocne xupypeuuecxoii xoppexyuu mpexnpeocepoHozo cepoya baazonpusmuvii npu
ycnoeuu ceoespemennou koppexyuu BIIC. IIpodonscumenvnocmev dwcusnu u ¢pusuveckas

pabomocnocobrocme mMozym 6vimb 02panuyenbt NPU HATUYUU NE204HOYU 2UNepmeH3UU.

e PexoMenayercs IucnaHCepHOe HAOMIOJCHHEe 3a MAlMEHTaMH C TPEXIpeICEepIHBIM

CepANeM NOCJIE XHPYPrUYecKOro MM 3HAOBACKYJIIPHOTO BMeIIaTenbCcTBa [39].

(VVP A, VIA 3).

KommenTapun: Yacmoma oucnancepnozo Habniodenus y 0emckozo Kapouonoza/kapouonoaza -
yepe3 mecay, 3, 6 u 12 mecayee nocne onepayuu. B xomniexc OoucnancepHozo HabnooeHus

exmouaiomca IKI' u IOxoKI, a maxace npu neobxooumocmu, mecmuvl ¢ OO3UPOBAHHOU
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pusuueckoti nacpysxoh u nynecoxcumempus. Janvnetiwee HabnioOeHue nayuenmos

ocywecmensemcsa ¢ unmepeanom 3-36 mecayee [58,59].

IHocne svinonnenus onepayuu pekomeHOyemca HaxoOumMvCa Ha OUCRAHCEPHOM y4éme 6 meyerue
200a, Oanee no noxaszanusm. Ilayuenmwt ¢ Oucgynxyueti JUK, ocmamounvim wiyHmom,
De3uUOyanvHoti  Ne204YHOU  2unepmen3ueti  OONJCHLI  HAOGMIOOAMLCA  €JCe200HO 6
Cneyuanu3UPOBAHHLIX YeHmpax. Y nayuenmos ¢ XOpouwum KIUHUYECKUM U 2eMOOUHAMUYECKUM
pe3ynemamom onepayuu npu coxpannou gynxyuu JDK, omcymcmeuu ne2ounou 2unepmeH3uy u
Opy2ux nopasiceHusi 603MOANCHO PACCMAMPUBAMY BU3UNMbL HAONIOOEHUA C UHmMepeanom 3-3 nem.

Ilpu onpedenenuu xpamunocmu HabnIOOeHUs caedyem PYKOBOOCMBOBAMbCA HANUYUEM
CUMNMOMO8  CepOeyHOll  HeOOCMAMOYHOCMU, COCMOAHUEM  2eMOOUHAMUKY,  HAluduem
Hapywenuli pumma cepoya, 2unoxcemuu u Op. B 3asucumocmu om smux ¢haxmopos eécex

nayuenmos ¢ BIIC mooicno pazdenums Ha yemvipe epynnet (4,B,C,D):
I'pynna A

- cepOeynas nedocmamoyrnocmo OK I;

- omcymcmeue QHAMOMUYECKUX 2eMOOUHAMULECKUX HAPYUEH U,
- omcymcmeue HapywieHull pumma cepoya;

- HOpMANLHAR PYHKYUR NEYEHU, NOYEK U NEZKUX.

I'pynna B

- cepOeynasn nedocmamoynocmo OK II;

- MUHUMANbHLIU CMEH03 WUnU HedocmamoyHocme Kiananos (I cmenenu),

- He3HAYUMeENbHAA OWIAMAYUI AOPMBL UNU JHCETYO0YKA (-08);

- @B JUK ne menee 50 %, DB npasozo dicenyoouxa He menee 40%,

- 2eMOOUHAMUYECKU He 3HaYuMble 6Hympucepoeyruie utynmol (Qp/Qs<1,5);
- omcymcmeue 2unoxcemuu;

- HApYWeHUA pumma cepoya, He mpeobyiowue l1edeHus;

- omcymcmeue npusnaxKkos Ne204HOU cunepmen3uu,

- HOpMANLHAR PYHKYUA NOYEK U NeYeHU.

I'pynna C
- cepoeunan Heoocmamournocmv DK III;

- YMEPEHHbLU UNU 3HAYUMENbHLLU CMEeHO03 W/ Uunu Hedocmamounocme kianarnog (11I-111 cmenenu),

21




CMeHOo3bL apmepuii UnY 6eH, YMepeHHas OUNamayus aopmel UNU HCeryooyKa (-06);
- @B JDK 40-49 %, ®B IDK 35-39%;

- 2eMOOUHAMUYECKU 3HAYUMblE 8HympucepOeyHvle wiynmut (Op/QOs >1,5);

- YMepeHHo svipasicennan zunokcemua (SatpO2 > 85%);

- HapYwieHUA pumMma cepoya, KOHMpoaUpyemvie mepanueu,

- nézoynasn 2unepmensun (PK nézounoii cunepmensuu I-11);

- HapywleHUus YYHKYUl 6HyMPEHHUX OP2aH08, KOHMPOAUpYeMble MEPAnUEH.
I'pynna D

- cepoeunas neoocmamoyrnocms PK 1V;

- 3HAYUMeNbHAA Ounamayus aopmui;

- svipadicennan zunokcemuu (Satp02 < 85%);

- HapywieHuA pumma cepoya, pegppakmepHoie K mepanuu;

- nézounasn zunepmensus (OK nézounoti zunepmensuu III-1V);

- Hapywienus YyHxyul 6HympenHux op2anoe pehpakmeprvie K HPOBOOUMOU MEPANUU.
B 3aeucumocmu om  npunaonedlcHocmu  nayuenma C  KOPPUSUDOBAHHLIM  UIU
Hexoppuzupoeannvim JJMIKIT x moit unu unoii zpynne, peKoMeHOyemca pasiuiHas KpamrHocnbo

HabnooeHuA u 06vém HeobX00UMBIX NPU IMOM UCCIE00BAHUN.

e PexoMenayercs IIPOBOJUTH IIYJILCOKCHMETPHIO BCeM IIAIIMEHTaM HAa BH3HTaX

Habmonenns [56].

(YYP C, VI 5).

e Pexomenayerca nposeseHre OxoKI™ BceM MalHEeHTaM ¢ TPEXNPEACEPTHBIM CEPALIEM Ha
BH3HMTax HabmoneHus [56].
YYPC, YAA 5).
Kommenrapun: OxoKI" nosgonsem ycmanosumv Hanuiue mpuKyCRUOQIbHOU peZypeumayuy,
DeCmeno3a Ha ypo6He pe3eyupo6aHHoU MemOpanbl, OUCHYHKYUU IHCENYOOYKOE, NOGLIULEHUE

0aGreHUR 8 NE20YHOU APMEPUU.

o PexoMenayercs  pErHCTpanmMs  Jl€KTPOKapAMOrpaMMbl  BCEM  HAaOHEHTaM C
TpeXnpeACepAHBIM CepALieM Ha BA3ATaX Habmoaeuus [60].
(YYP A, YA 2).
e Pexomenayercs JCTSM, NEPEHECIIMM OINEPAlMIO MO KOPPEKIMH TPEXIPEICEPAHOIO
cepala, BEIIONHATH BaKIMHAIKIO HE paHee, YeM Jepe3 TpH Mecsana [61].
YYPC, VAAS).
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e Pexomenayercs npu HaOMOAEHHHM NAUMEHTOB IIOCIE€ XHPYPIHYECKOH KOPPEKIMH
TpeXNpeacepaHOro cepaua mpoduiakTika HHOEKIHOHHOTO SHIOKApIHuTa B TeYeHHE 6
MecseB [62].

(YVP C, VI 5).

Kommenrapun: [Ipu n106om mune 8poicOéHH020 nopoka cepoya, npu KOppeKyuu Komopozo
UCNONb306ANUCL 3ANIAMbL CEPOCYHO-COCYOUCTMbIE HCUBOMHO20 NPOUCX0dicOeHun™**(192060)
unu cunmemuyeckue*** (192080), npu nanuyuu noxasanusi ocywecmensemcs npogunakmuxa
6axmepuanvbrHozo 3HOOKapOuma 6 medenue 6 Mecayee nocie OnNEPAYUU ULYU NOJCUSHERHO, eClu
COXPAHAIOMCA pe3udyaibHvle WyHmMbl wlu pezypzumayus Ha kaananax. IIpogunaxmuxa
3HOOKAPOUMA NPOBOOUMCA NPU  GLINONHEHUU  CMOMAMONOSUYECKUX  BMEULAMENbCMS,
CONPOBOINCOAIOWUXCS NOBPENHCOCHUEM CAUUCMOU 000N0YKYU DPOMOBOY NONOCMU (IKCMPAKYUA
3y6a, Manunynayuu 6 nepuanuxanbHou 3one 3y6a u m.0.). Ilpogunaxmuxa ungexyuornnozo
3HOoKapouma 3axmodaemca 6 npuéme eHympo 3a 30-60 muwym Oo npoyedypel
amoxcuywinuna** e oosze 50 me/xz (Oemu), wwu 2 2p. (63pocnvie) (npu annepeuu Ha
6enzunnenuyuinun ** unu amnuyunnun** ucnonvzyemcsa Hxaunoamuyun** (off-label y oemeit 12-

mu nem) 6 0o3se 20 mz/kz (0emu) uru 600 m2 (63pocnvie)). [62]

6. Oprann3anus oxa3aHAs MeJHIHHCKOH NOMOINH
INoka3aHus AI8 TOCIMTAIM3AMY B MEAROMHCKYIO OpraHH3alMIO:
1) HamMuYMe CHMIITOMOB CEpCUHOM HEAOCTATOYHOCTH;
2) HaimM4Me JErovHo runepTeH3uH;
3) mnnaHOBOE ONEpPATUBHOE JICYCHHE.
INoka3aHus A SKCTPEHHOM NOCIIATAIH3AIHH:
1) yxymmeHne (yHKIHOHANLHOTO CTaryca MalMeHTa B CBiA3H C IPOrpPECCHpPOBaHHEM
CHMIITOMOB HEAOCTATOYHOCTH KpOBooOpallieHHs, HapyIIeHUsMH PATMa CEepLa;
2) uHObEKIMOHHEIH 5HIOKAP/IHT;
3) ocTphie HapyIIeHHUs pUTMAa CepALa.
IToka3anns K BEIIMCKE NANWCHTA H3 MEAWIIMHCKON OpraHH3alim:
1) orTcyTCTBHE NpENSTCTBHS KPOBOTOKY Ha YPOBHE IIpecCepanii;

2) oTCyTCTBHE/KOMIICHCAUA CHMIITOMOB HEAOCTATOYHOCTH KpOBOOOpaImeHus.
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7. HJononauTeabHas HEPopManua (B TOM 9Hcae PaKTOpLl, BAHAIOIIHE HA

HCX0J 3200/1eBaHHA HJIH COCT Oﬂllllﬂ)

PexoMen)yeTcs MalMEHTaM C TPeXIPEACEpAHBIM CEpAIEM M JIETOYHOM IMIepTeH3HeH

n36erats H3OKTOTHON PH3MUECKOi aKTHBHOCTH, KOTOpas MPOBONHPYET BOZHHKHOBCHHE

TaKHX MDOTCHIHMAIEHO OIIACHBIX CHMIITOMOB, KaK BEIp2XCHHasg OJABIIIKA H c1abocCTh,

rOJIOBOKpYXEHHE, CAHKoNe, 60/ B rpyau [56].

YYPC, YAAS).

Pekomeunye'rcn Y DanucHTOB C I/IH(I)CKIIHOHHBIM SHOKapJHTOM B aHaMHE3C,

npodHIaKTHKA HH(PEKIHOHHOTO SHIOKApIHTa [63].

YYPC,YIAS).

KpuTepnu ONleHKH KaYeCTBa MeJHIHHCKOH MOMOIIH

(IpH HATHYMHA ITOBBINIEHHOTO JABJICHHUSA B JIETOYHOM

aprepud no ganaeM OxoKI™ g onpenenenus

Ne Kputepnu kauecTBa EOK YVYP yina
9Tan nocTAHOBKH JHATHO3a
1 | BemounaeH c60p anHaMHe3a U kanob manueHTa C 5
2 | BemmosHeHa aycKybTalus cepana C 5
3 | BemoHeHa perucTpanus 3MeKTpOKapAAHOrpaMMBI C 5
4 | BomosnHeHa peHTreHorpadyas OpraHoB IrpyaHOM C 5
KJIETKH
5 | Bemomsena sxokapanrorpadus C 5
6 | BemonHeHa KoMIbIOTEpHAA ToMorpadHs cepana ¢ C 4
KOHTpPaCTHPOBaHHEM IALACHTaM (I YTOUYHEHHSA
Jauebx OxoKI™ wim ux HeyOe TMTeNEHOCTH)
7 | BrmonHeHa MarHATHO-pEe30HAHCHAsS TOMOrpadusa C 4
cepana ¢ KOHTPaCTHPOBAHAEM (B3pPOCIIBIM
IaIHEHTaM C TPEXIIPEACEPAHBIM CEpALEM IS
OLICHKH HX CTPYKTYPHO-(QYHKIIHOHAILHBIX
HA3MECHCHHH)
8 | BemonHeHa Ype3BeHO3HAA KaTeTEpH3ALMs CEpANa C 4
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JIETOYHOI'O COCYOHUCTOrO CONMPOTHBIICHHS, a TAKXKC
YTOUYHCHHA aHATOMHH IIPHA CIIOXKXHBIX
AHATOMHYCCKHX BapHAHTaX HJIH XKC

COMHHTENBHOCTH AaHHBIX IXO0-KI')

Tan KOHCEPBATHBHOIO H XHPYPIrAY€CKOro JICUcHH#

1 | Hasmauena cuMrroMaTHYeCcKas Tepamnus IpH C 5

ssneausx HK

2 | Ha3sraueHn! AMYypPETHKH IIPH HAJTMYHN CHMIITOMOB B 3

cepnetmoﬁ HCAOCTATOYHOCTH H OTCYHOI'O CHHIApOMA

3 | HazHaueHn! afipeHEpruIecKue U C 5
nodaMUHEPrUIecKHe CPEACTBA IPH JCKOMIICHCAUHH
HK

4 | Ilonxmouena cACTEMa 3KCTPaKOPIOPAILHOH C 5
MeM6paHHO# okcHreHanwH (Y HOBOPOXKAEHHBIX
IIAHEHTOB C TPEXNPEACEPIHBIM CEPALIEM H
PECTPHKTHBHBIM COOOIEHHEM MEXIY KaMepaMHy
npeAcepAuii, MPOTEKAIOMMX C CAHAPOMOM HU3KOTO

CEpACYHOr0 BEIOpOCA U BRIPAXKEHHOM apTepHaIbHOM

THIIOKCeMHeit)
4 | BemonHeHa XApypradeckas KOppeKmrs mopoka C 4
JTan nocjieonepanHOHHOr0 KOHTPOJIA
1 | Bemonsena perucrpamms 3JeKTPOKApAHOTPAMMEI C 5

nepen BBITHCKOH H3 cTamyoHapa

2 | BomonneHa 3xokxapanorpadus mnepex BRIIHCKOM U3 C 5

cTanuonapa

Cuucok JuTepaTypbi
1. Annpeesa H. C., Pe6posa O. 10., 3opur H. A., ap. CHCTEMEI OLIEHKH IOCTOBEPHOCTH
HAaYYHBIX JOKA3aTEIbCTB M YOEAHTENLHOCTH PEKOMEHIAIMM: CPABHUTEILHAS XapaKTepUCTHKA 1
nepcneKkTuBhl yHudAKammd. Meauuuackre Texaonorun. Ouenka 4 BuGop 2012; 4: 10-24.
2. Ilaranos K.B. Tpexnpencepanoe cepane. B ku.: Bokepua JI.A., llaranos K.B. (pexn.).
Herckaa xapmuoxupyprus. PykxosoactBo mns Bpauet. ®I'BY "HMHUIICCX um. A.H.

25



BakyneBa" M3 P®, 2016.

3. Eroposa E.B. Tpexmpenmcepamoe cepame: kmuHmdeckmii ciydait // JXypman HUU
Kapauonoruu u BHyTpennux 6onesneit M3 PK. Tepaneprraeckuii BecTHHK. - 2010. - Ne4.

4. Richardson J.V., Doty D.B., Siewers R.D., Zuberbuhler J.R. Cor triatriatum: (subdivided
left atrium). J Thorac Cardiovasc Surg 1981; 81: P.232.

5. Marin-Garcia J., Tandon R., Lucan R.V.Jr., Edwards J.F. Cor triatriatum: study of 20
cases. Am J Cardiol 1975; 35: P. 59-66.

6. Parsons C.G. Cor triatriatum: concerning the nature of an anomalous septum in the left
auricle. Br.Heart J.1950;12: P. 327-338.

7. I'amxueB A.A., Kokmenés H.B., CamconoB B.B., KpiokoB B.A., Kapaberos P.P.,
AzoBckuit JI.K. TpéxnpeacepmHoe cepaue (cortriatriatun) ¢ aHOMaIbHBIM JpeHAKEM JTETOYHBIX
BEH B IUICYCTONIOBHYIO BCHY M HHTAaKTHOM MeKmpeiacepaHod mneperopoixod. I'pyaHas u
cepaedHo-cocyaucTas xupyprus. 2002; Ne 1; ctp. 72-74.

8. Benozepos IO.M. // lerckas xapamonorus. — M.: npecc-uagpopm. 2004. C. 137-139.

9, Bokepus JLA.,, Ueammuxmit A.B., Maxaues O.A, KapabGerop P.P.//
Oxokapauorpagpuyeckas JHarHOCTHKA aHOMAIBHOro IpeHaXka JN&royHeix BeH. — M.: HIICCX
uM. A.H. bakynesa PAMH. 2004. C. 53-64.

10. Hanunxmii A.B., MaxaueB O.A., KpiokoB B.A., Kapa6erop P.P., Bumnaxosa M.B.,
Porosa T.B. Tpé&xmpencepanoe cepaile ¢ aHOMATLHRIM ApPeHaXEM JIETOYHBIX BEH: aHATOMHA,
reMOJIMHaMHKa U HEMHBa3sHBHas AMAarHOCTHKA mopoka. // Busyanmsamusa B xmHEKe. 2002; 20;
cTp. 64-71.

11. Gerlis L.M., Dickinson D.F., Fagan D.G. An unusual type of anomalous pulmonary
venous drainage associated with a complex left heart hypoplasia and a variety of divided left
atrium (“cor triatriatum”). Int.J.Cardiol., 1985,7: P. 245-250. 29. Kirk A.J., Pollock J.C.S.
Concomitant cor triatriatum and coronary sinus total anomalous pulmonary venous

connection.Ann.Thorac.Surg.,1987, 44: P. 203-204.

12.  Vouhe P.R., Baillot-Vernant F., Fermont L., Bical O., Leca F., Neveus J.Y. Cor
triatriatum and total anomalus pulmonary venous connection: a rare, surgically correctabe
anomaly. J Thorac Cardiovasc Surg 1985; 90: P. 443-447.

13.  Praagh R.V,, Corsini I. Cor triatriatum: Pathological anatomy and a consideration of
morphogenesis based on 13 postmortem cases and a study of normal development of the
pulmonary vein and atrial septum in 83 human embryos. Am.H.J., 1969, 78(3): P. 379-405.

14.  Gharagozloo F., Bulkley B.H., Hutchins G.M. A proposed pathogenesis of cor
triatriatum: impingement of the left superior vena cava on the developing left atrium. Am Heart
J.1977; 94: P. 618-626.

26




15. Geggel R.L., Fulton D.R., Chernoff H.L., Cleveland R., Hougen T.J. Cor triatriatum
associated with partial anomalous pulmonary venous connection to the coronary sinus:

echocardiographic and angiocardiographic features. Peadiatr. Cardiol. 1987; 8: P. 279-283.

16.  Gerlis L. M., Dicrinson D.F., Fagan D. G. An unusual type of anomalous pulmonary
venous drainage associated with a complex left heart hypoplasia and a variety of divided left

atrium (“cor triatriatum”) // Int. J. Cardiol. — 1985. — Vol. 7. — P.245-250.

17.  Oglietti J., Cooiey D.A., Izguierdo J.P., Ventemigla R., Muasherl., Hallman G.L. et al.
Cor triatriatrum: operative results in 25 patients. Ann Thorac Surg 1983; 35: P. 415-20.

18.  Bemoxons H.A., IlomsonkoB B.IL. / BpoxaéHHsie nopoku cepana. — M.: Meaununa,

1991. (Bu6imoTexa mpakTHIECKOro Bpada. 3aGojieBaHHsA JeTCKoro Bospacra). — C.89-92.

19. Rader M. A, et al. An unusual case of cor triatriatum: Clinical presentation and the
haemodynamics of a rare anomaly // J. Cardiovasc. Surg. — 1993. — Vol. 1, Ne 1. — P. 83-85.

20. Radermecker M.A. et al. An unusual case of cor triatriatum: Clinical presentation and the
haemodynamics of a rare anomaly. J.Cardiovacs.Surg., 1993, 1(1): P. 83-85.

21.  de Belder M., Argano V, Burrell CJ. Cor triatriatum sinister, not mitral stenosis, in an
adult with previous Sydenham's chorea: diagnosis and preoperative assess -ment by cross
sectional echocardiography. Br Heart J. 1992 Jul; 68 (1) : P. 9-11.

22.  Jorgensen C.R., Ferlic R.M., Varco R.L., Lillehei C.W., Eliot R.S. Cor triatriatum.
Review of the surgical aspects with a follow-up report on the first patient successfully treated
with surgery. Circulation 1967; 36: P. 101-107.

23. Rodefeld M.D., Brown J.W., Heimansohn D.A., King H., Girod D.A., Hurwitz R.A. et al
. Cor triatriatum: clinical presentation and surgical results in 12 patients. Ann Thorac Surg 1990;
50: P. 562-8.

24.  van Son J.A., Autschbach R., Mohr F.W. Repair of cor triatriatum associated with
partially unroofed coronary sinus. Ann Thorac Surg 1999; 68: P. 1414-1418.

25. Ilapexma A.C. BpoxiéHHbIE MNOpPOKH cepAua. PyKOBOACTBO JyIs MEAHATPOB,
KapHoJIoroB, HeOHATONOroB. - M.: «Tepemox», 2005; cTp. 130-134.

26.  IkegakiJ. Kimura Y., Mikawa K., Obara H., Oka Y. Cor triatriatum in an adult patient:
implications of intraoperative TEE for anesthetic management. J Cardiothorac Vasc Anesth.
1992; 6: P. 215-217.

27.  Leung W.H., Wong C.K., Lau C.P. Cor triatriatum masked by coexisting COPD in an
adult. Chest. 1989 Sep; 96: P. 676-678.

28. Schliiter M., Langenstein B.A., Thier W., Schmiegel W.H., Krebber H.J., Kalmar P.,

27



Hanrath P. Transesophageal two-dimensional echocardiography in the diagnosis of cor
triatriatum in the adult. J Am Coll Cardiol. 1983 Nov; 2(5): P. 1011-1015.

29. Krabill K.A,, Lucas R.V. Abnormal pulmonary venous connections./ Emmanoulides
G.C., Rimenschneider T.A., Aiien H.D., Gutgesell H.P., eds. Moss and Adams. Heart disease in
infants, children, and adolescents including the fetus and young adult. — 5™ ed. — Baltimore:
Williams and Wilkins, 1995.- P. 838-874.

30. Herlong J. R., Jaggers J. J., Ungerieider R. M. Congenital heart surgery nomenclature and
database project: Pulmonary venous anomalies / Ann. Thrac. Surg. — 2000. — Vol. 69. — P. S56-
S69.

31. Kirk AJ., Pollock J.C.S. Concomitant cor triatriatum and coronary sinus total anomalous

pulmonary venous connection.Ann.Thorac.Surg.,1987, 44: P. 203-204.

32. Kirklin J.W., Barratt-Boyes B.G. Cardiac surgery. 3™ ed. New York: Churchill
Livingstone 2003: P.781-789.

33.  Muniudeen-Russell I.A., Silverman N.H. Images in cardiovascular medicme. Cor
triatriatum in an infant. Circulation 1997; 95: P. 2700.

34.  Somerville J. Masked cor triatriatum . Br Heart J 1966; 28: P. 55-67.

35. IHaramos K.B., TopbaueBckuit C.B. Tpexmpeacepanoe cepame: HOXOAEI K
XupyprudeckoMy iedeHHio B kn.: bokepus JI.A., 'opbauesckuit C.B., IlIkonmsHHMKOBa M.A.
(pen.). PyxoBozacTBO 10 JIerouHo# runeprensun y aereil. Mocksa, 2013. — 416 c.: un.).

36. S Kunapuli, A Rahman, M Dimaano, M Ahmad. Live 3-D Echocardiography in
Diagnosis of Cor Triatriatum. The Internet Journal of Cardiology. 2003 Volume 2 Number 2.

37. Alboliras ET, Edwards WD, Driscoll DJ, Seward JD. Cor triatriatum dexter: two-
dimensional echocardiographic diagnosis. JACC 1987;9(2):334-337; Meher BK, Pradeep S, Das
L, Tripathy P. Cor-triatriatum dexter with pulmonary hypertension in a neonate/ Open Journal of
Pediatrics 3 (2013) 337-339.

38. Barrea C., Rubay J., Wagner K., Ovaert C. Cor triatriatum dexter mimicking Ebstein
Disease. Circulation. 2009;120:e86-¢88.

39.  Debl K, Djavidani B, Buchner S, et al. Quantification of left-to-right shunting in adult
cbngenital heart disease: phase-contrast cine MRI compared with invasive oximetry. Br J Radiol.
2009; 82(977):386-91.

40.  van der Horst R.L., Gostman M.S. Cor triatriatum: angiographic diagnosis by rretrograde
catheterization of the dorsal accessory chamber. Br J Radiol 1971; 44: P. 273-278.

41. Baumgartner H., De Backer J., Babu-Narayan S.V. et al. 2020 ESC Guidelines for

28



themanagement of adult congenital heart disease. The Task Force for the management of adult
congenital heart disease of the European Society of Cardiology (ESC)//European Heart Journal
(2020) 00, 1-83.

42.  Dickstein K. et al. ESC Guidelines for the diagnosis and treatment of acute and chronic
heart failure 2008: the Task Force for the Diagnosis and Treatment of Acute and Chronic Heart
Failure 2008 of the European Society of Cardiology. Developed in collaboration with the Heart
Failure Association of the ESC (HFA) and endorsed by the European Society of Intensive Care
Medicine (ESICM). Eur Heart J 2008;29:2388-2442.

43. Yazosa U. E., Maptamiok T.B., Bammesa 3.C., ap. EBpazuiickae KIIHHHYECKHE PEKOMECHIAIHA
[0 JHArHOCTHKE H JICYECHHIO JIETOYHOM THNIepTeH3uH. EBpasmiickmii Kap/AHOIOTHIECKHH KypHa
2020; 1: 78-122.

44, Griinig, E., Benjamin, N., Kriiger, U., et al. General measures and supportive therapy for
pulmonary arterial hypertension: Updated recommendations from the Cologne Consensus
Conference 2018.

45.  Jentzer, J. C., Mathier, M. A. Pulmonary Hypertension in the Intensive Care Unit. Journal
of Intensive Care Medicine. 2015; 31(6): 369-385.

46. Galie N., Humbert M., Vachiery J.L. et al. 2015 ESC/ERS Guidelines for the diagnosis and
treatment of pulmonary hypertension: The Joint Task Force for the Diagnosis and Treatment of
Pulmonary Hypertension of the European Society of Cardiology (ESC) and the European
Respiratory Society (ERS): Endorsed by: Association for European Paediatric and Congenital
Cardiology (AEPC), International Society for Heart and Lung Transplantation (ISHLT). Eur.
Heart J. 2016. 37:67-119.

47. YasoBa HU.E., Apnees C.H., Ilapera H.A., np. KiumHH4ecKkHe peKOMEHAAMH MO
JHATHOCTHKE M JICYCHHIO JIETOYHOM rumepreH3uu. EBpasmiickmii KapauosiorHdeckuii XKypHai.
2014; 4: 4-24.,

48.  Al-Fadley F. et al. Cor triatriatum associated with anomalous pulmonary venous drainage
in the setting of mitral atresia and a restrictive interatrial communication. Ped., 13 Gardiol.,1992:
P.125-126.

49.  Victor S. et al. Surgical correction of a rare variant of cor triatriatum. J.Thorac.

Cardiovasc.Surg.,1975. 70: P. 354-357.

50. Timothy F. Feltes, Emile Bacha, Robert H. Beekman, John P. Cheatham, Jeffrey A.
Feinstein, Antoinette S. Gomes, Ziyad M. Hijazi et al. Indications for Cardiac Catheterization
and Intervention in Pediatric Cardiac disease: a scientific statement from the American Heart
Association. // Circulation 2011; 123 (22):2607-52.

51.  Pwibka M.M., Xungaros [I.51., Mymnanze K.B., ap. ITox pexn. JI.A.Bokepus. ITpoTokomns

29



aHECTEe3HOJIOTHYECKOro 00ecredeHrs KapAUOXHPYPrHYeCKHX OIepallui, BBIIONHAECMBIX Y
HOBOPOXIEHHEIX M aAetel. Metogmueckue pexomenmammn. M.: HIICCX mM.A.H. bakynepa
PAMH; 2014.

52. Pubka MM, Xunuarob .. Ilomx pen. JLA.Bokepus. IIpoToxossl
aHEeCTe3HOJIOTHYECKOr0 00eCIedeHrsI KapAHOXMPYPIHYSCKHX OIICpallHii, BBITOJIHACMEIX IPH
HIIeMHYeCKoM OoJIe3HH cepAna, MaTOJIOTHH KIAaNaHHOrO ammapara, HapylleHMsIX pHTMa,
runeprpo¢udecKoil KapAHOMHMONIATHH, aHEBPH3MaxX BOCXOZSINErO OTAENa aOpTHl y MAIMCHTOB
pa3sIMYHBIX BO3paCTHBIX rpymm. Metommaeckne pekomengammu. M.: HIICCX mm.A.H.
bakynesa PAMH; 2015

53. Ppibka M.M., Xunuaros JI.5., Mymnanze K.B., Huxynxuna E.C. ITox pen. JI. A.bokepus.
ITpoTokoist aHECTE3N0JIOTHIECKOTO obecnedeHus PEHTTCHIHAOBACKYIAPHBIX H
JAArHOCTHYECKHX NpOIEAYyp, BHIIOJNHAEMEIX Y KapAHOXHPYPrHICCKMX NAlHEHTOB Pa3IHYHBIX
Bo3pacTHEIX rpymn. Merogudeckue pexoMenaammu. M.: HIICCX um.A.H. bakynesa PAMH;
2018.

54.  Beller B,, Childers R., Eckner F., Duchelle R, Ranniger K, Rabinowitz M. Cor triatriatum
in the adult. Complicatedby mitral insufficiency and aortic dissection. Am J Cardiol. 1967 May;
19(5): P. 749-754.

55. Simonneau G et al. Clinical classification of pulmonary hypertension. J Am Coll
Cardiol; 2013; 62: D34-D41.

56. IlomsonxoB B.II, Kaccupckmit I'I. (pen.). Peabunuramus GOIBHBIX IOCHE
XUPYPrHYECKOro JICYEHHS BpPOXICHHBIX MmopokoB cepaua. M.: HIICCX um. A .H. Bakynepa;
2015. '

57. boiimos C.A. CMoneHckuit A.B., 3emmonckuit J.B., ap. PexoMeHmanum 1no AOmMycKy
CIIOPTCMEHOB C OTKJIOHEHHAMH CO CTOPOHEI CEpACYHO-COCYNHUCTOR CHCTEMBEI K TPEHHPOBOYHO-
copepHoBaTebHOMY mnponeccy. Kondepenmus «CIIOPTME/-2011».2011,8 nexabps,
OkcnoneHTp, Mockaa.

58. Stout K., Daniels C., Aboulhosn J. et al. 2018 AHA/ACC Guideline for the Management of
Adults With Congenital Heart Disease: A Report of the American College of
Cardiology/American Heart Association Task Force on Clinical Practice Guidelines. Circulation.
2019; 139 (14): 698-e800.

59.  Jochen Weil. Guidelines for the Management of Congenital Heart Diseases in Childhood
and Adolescence. Cardiology in the Young. 2017: 27(Suppl. 3): S1-S105.

60. Van Hare G., Ackerman M., Evangelista J. et al. Eligibility and Disqualification
Recommendations for Competitive Athletes With Cardiovascular Abnormalities: Task Force 4:

Congenital Heart Disease: A Scientific Statement From the American Heart Association and

30




American College of Cardiology. // Circulation. 2015; 132: e281-€291.

61. Myung K. Park. Pediatric Cardiology for Practitioners. Mosby; 6 edition, 2014.-688 p.

62. Habib G., Lancellotti P., Antunes M.J. et al. 2015 ESC Guidelines for the management of
infective endocarditis: The Task Force for the Management of Infective Endocarditis of the
European Society of Cardiology (ESC)
Endorsed by: European Association for Cardio-Thoracic Surgery (EACTS), the European
Association of Nuclear Medicine (EANM). Eur Heart J Volume 36, Issue 44, 21 November
2015, Pages 3075-3128.

63.  Regitz-Zagrosek V, Roos-Hesselink JW, Bauersachs J, et al. 2018 ESC guidelines for the
management of cardiovascular diseases during pregnancy. Eur Heart J 2018; 39: 3165-3241.

64. Gahide G., Barde S., Francis-Sicre N. Cor triatriatum sinister: a comprehensive
anatomical study on computed tomography scan //Journal of the American College Qf
Cardiology. —2009. — T. 54. — Ne. 5. — C. 487-487.

65.  Eichholz J. L. et al. Cor triatriatum sinister in a 43-year-old man with syncope //Texas
Heart Institute Journal. — 2013. — T. 40. — Ne. 5. — C. 602.

66. Ohlow M. A. et al. Cor triatriatum sinister in a 61-year-old patient //Cardiology. — 2005.
—T.104. —Ne. 2. - C. 110.

67.  Tamkeviciute L. et al. Multimodality Imaging of Cor Triatriatum Sinister in an Adult
//Radiology: Cardiothoracic Imaging. — 2020. — T. 2. — Ne. 6. — C. €200367.

68.  Alphonso N. et al. Cor triatriatum: presentation, diagnosis and long-term surgical results
//The Annals of thoracic surgery. — 2005. — T. 80. — Ne. 5. — C. 1666-1671.

69. Kirklin J.W., Barratt-Boyes B.G. Cardiac Surgery. N.Y:: Churchill Livingstone; 2013.
70. Bypaxosckmnit B.11., boxepus JI.A. //Cepaeano-cocymucras xupyprus // M., 1996

71.  Ozyuksel A. et al. Surgical correction of cor triatriatum sinister in the paediatric
population: mid-term results in 15 cases //European Journal of Cardio-Thoracic Surgery. — 2015.
—T.47.—Ne. 1. - C. e25-¢28.

72.  Saxena P. et al. Surgical repair of cor triatriatum sinister: the Mayo Clinic 50-year
experience //The Annals of thoracic surgery. — 2014. — T. 97. — Ne. 5. — C. 1659-1663.

73. Van Der Vorst MMJ, Kist JE, Van Der Heijden AJ, Burggraaf J Diuretics in pediatrics :
current knowledge and future prospects. Paediatr Drugs 2006;8:245-264.

74.  Ahmed H, VanderPluym C Medical management of pediatric heart failure. Cardiovasc
Diagn Ther 2021 Feb 1;11. DOI: 10.21037/CDT-20-358.

75. Masarone D, Valente F, Rubino M, Vastarella R, Gravino R, Rea A, et al. Pediatric Heart
Failure: A Practical Guide to Diagnosis and Management. Pediatr Neonatol 2017 Aug 1;58:303—
312.

31




76.  Senzaki H, Kamiyama M, Masutani S, Ishido H, Taketazu M, Kobayashi T, et al.
Efficacy and safety of torasemide in children with heart failure. Arch Dis Child 2008
Sep;93:768-771.

77.  Shaddy R, George A, Jaecklin T, Lochlainn E, Thakur L, Agrawal R, et al. Systematic
Literature Review on the Incldence and Prevalence of Heart Failure in Children and Adolescents.
Pediatr Cardiol 2018 Mar 1;39:415-436.

78.  Kantor P, Lougheed J, Dancea A, McGillion M, Barbosa N, Chan C, et al. Presentation,
diagnosis, and medical management of heart failure in children: Canadian Cardiovascular
Society guidelines. Can J Cardiol 2013 Dec;29:1535-1552.

79.  Colan S Review of the International Society for Heart and Lung Transplantation Practice
guidelines for management of heart failure in children. Cardiol Young 2015 Sep 17;25 Suppl
2:154-159.

80.  Del Castillo S, Shaddy R, Kantor P Update on pediatric heart failure. Curr Opin Pediatr
2019 Oct 1;31:598-603.

81. O’Connor M, Rosenthal D, Shaddy R Outpatient management of pediatric heart failure.
Heart Fail Clin 2010 Oct;6:515-529.

82. Ahmed H, VanderPluym C Medical management of pediatric heart failure. Cardiovasc
Diagn Ther 2021 Feb 1;11. DOI: 10.21037/CDT-20-358

83. Miller J, Thomas A, Johnson P Use of continuous-infusion loop diuretics in critically ill
children. Pharmacotherapy 2014;34:858-867.

84. Ricci Z, Haiberger R, Pezzella C, Garisto C, Favia I, Cogo P Furosemide versus
ethacrynic acid in pediatric patients undergoing cardiac surgery: A randomized controlled trial.
Crit Care 2015 Jan 7;19. DOL: 10.1186/S13054-014-0724-5

85.  Haiberger R, Favia I, Romagnoli S, Cogo P, Ricci Z Clinical Factors Associated with
Dose of Loop Diuretics After Pediatric Cardiac Surgery: Post Hoc Analysis. Pediatr Cardiol
2016 Jun 1;37:913-918.

86. Senzaki H, Kamiyama M, Masutani S, Ishido H, Taketazu M, Kobayashi T, et al.
Efficacy and safety of torasemide in children with heart failure. Arch Dis Child 2008
Sep;93:768-771.

87.  Prandota J. High doses of furosemide in children with acute renal failure: a preliminary
retrospective study //International urology and nephrology. — 1991. — T. 23. — Ne. 4. — C. 383-
392.

88.  bokxepma JL.A., Mmwmesckas E.B., Kpymsako C.M., HeBegpora M.H. Ontumu3zanus

KO€4HOro ¢oHIa KapIHOXHPYPrHIECKOr0 CTAl[MOHApA HA BTOPOM 3Talle peaCHIHTALMH IOCTe

32



XHMPYPrHYECKOTO JICYCHHSA BPOKICHHBIX NOPOKOB cepauna. I'pynmas M cepAedHO-COCyaMCTast
xupyprus. 2015. T. 57, Ne 2, C. 33-38.
89. Van Son J. A. M. et al. Cor triatriatum: diagnosis, operative approach, and late results

//Mayo Clinic Proceedings. — Elsevier, 1993. — T. 68. — Ne. 9. — C. 854-859.
Hpunoxenne Al. CocraB paGodeii rpynnbl o pa3pabdorke H NepecMoOTpy

KJIHHHYECKHX peKOMeHAanHH

ABpamenxo A.A., (Camapa)

2. ApnayroBa U.B., AM.H., "Acconmanus CepAeYHO-COCYAHCTHIX XHpyproB Poccun",
(Mocksa)
BorxnanoB B.H., (Uena6unck)

4. Boxkepus JLA., akanemuk PAH, "Accoumanms cepieqH0-COCy JUCTBIX XHupypros Poccun”,
(Mocksa)
bopuckoB M.B., a.M.H., (KpacrOzap)

6. BopucoBa H.A., "Poccmiickoe Hayunoe  OOIDECTBO  CHECOHAIMCTOB IO
PEHTTeH3HI0BAaCKY/IIPHOM JuarHocTuke H jiedenuio”, (Canxr-Ilerep6ypr)

7. Topbaruxos K.B., 1.M.H., (TioMenn)

8. Topbarex IO.H., a.M.H., (HoBocubupck)

9. Kum AW., 3.M.H., "Acconnamnys cepAedHOo-COCYIUCTHIX XHpypros Poccun", (Mocksa)

10. Kosanés U.A., 1.M.H., "Accommanus JeTCKuX Kapauoioros Poccun", (Mocksa)

11. KpusomexoB E.B., a1.M.H., (ToMck)

12. Kynpsmos A.A., a.M.H., (MockBa)

13. Jlesuenxo E.I'., (MockBa)

14. Moscecsn P.P., nm.H., "Accommamms CepIeYHO-COCYAMCTHIX XHpypro Poccun",
(Canxr-Ilerep6ypr)

15. IInotauxoB M.B., k.M.H., (AcTpaxaHs)

16. IlypcanoB M.I'., a.M.H., (Mocksa)

17. Cunensankos 10.C., 1.M.H., (Ilepmb)

18. Tpynuna U. Y., n.M.H., "Accomuamus aeTckux kapamosoroB Poccun", (Mocksa)

19. YepnorpusoB A.E., aM.H., "Acconmuanus cepAe9HO-COCYIUCTHIX XHMpyproB Poccum",

(Mocksa)

20. IlatanoB K.B., a.M.H.,, "Accommamusa cepIeuHO-COCYAHCTHIX xupyproB Poccun"

(Mocksa)

KoH}mKT HHTEPECOB OTCYTCTBYET.
Bce wnensl PaGodeit rpynmel moaTBEpAWIE OTCYTCTBHE (PHHAHCOBOM MOANCPIKKH/KOHGIHMKTa

HHTEPECOB, O KOTOPHIX HEOOXOJAMO COOOIIHTE.

33



Ipnaoxenue A2. MeToxo10rus pa3spaboTKH KIHHAYECKHX PeKOMEHIAH A

ﬂe.nenan AYIATOPDHHA TAHHLIX KJIHHHYICCKHX nexomeggagm‘i:

A o A

Bpau-aerckmii KapAuOIOr
Bpau-xapauosor
Bpa4-cepAe4YHO-COCYAUCTHIA XHPYPr
Bpau yipTpa3ByKOBOH JHATHOCTHKH
Bpau-neauatp

Bpa4 1o peHTreH3H0BacCKY/ISPHOH JHATHOCTHKE H JICYCHHIO

B xozme paspaborku KP mcmons3oBansl HoBas cucteMa mkan Y[ u YYP mna neqeGHBIX,

peaﬁnmalmommx, npodmnalcmqecmx BMEINATEJIBCTB M JUArHOCTHYCCKHX BMEIIATCIIHCTB

(TaGammsi 1, 2 u 3), sBegennas B 2018 r. ®I'BY LIDKKMII Munzapasa PO.

Ta6amama 1. IlIkana omeHKHM YpoBHEH AOCTOBEpHOCTH nokaszaTremscTB (YIJ) s MeTomos

JAHArHOCTHKHA (nnarﬂocmqecxnx BMCHI&TCJIBCTB).

Yin Pacmudposka

1 Cucremataueckue 0630pHl HCCIENOBaHHM C KOHTPOJEM pedepeHCHHIM METOIOM HIIH
CHCTEMATHYECKHHi 0030p paHIOMHM3HPOBAaHHBIX IKJIMHHYECKHX HCCICNOBaHHH C
[pEMEHEHHEM MeTaaHaJIn3a

2 OThenbHBIE HCCIENOBAHHA C KOHTPOJEM peQEepeHCHBIM METOAOM HIH OTICIIBHEIC
paHOMHM3HPOBAHHEIE KIMHAYECKHE MCCIACAOBAaHAA M CHCTeMaTH4ecKHe 0030pEI
HCCeNoBaHuil moboro Am3aifHa, 3a MCKIIOUYCHHEM PaHIOMH3HPOBAHHBIX KIMHHYCCKHX
UCCJICZIOBaHHi ¢ IPIMEHEHHEM METaaHa/In3a

3 HUccnenosanuss 6e3 MOCIENOBATENLHOTO KOHTPONA pedepeHCHBIM METOAOM, HIH
HCCHENOBaHMA C peQepeHCHBIM METONOM, HE SBIMIOMAMCA HE3aBHCHMBEIM OT
HCCIIElyeMOro METO/a, WIHM HEepaHJAOMH3MPOBAHHbIE CPAaBHHTENBHEIC HCCICIOBAHHA, B
TOM YHCJIE KOTOPTHEIC HCCIIEAOBAHUA

4 HecpaBHATEILHEIE HCCIEAOBAHNUS, OMMUCAHAE KIIMHAYECKOTO ClTydas

5 HUmeerca mams 060cHOBaHHE MeXaHU3Ma ACHCTBAA HIIH MHCHHE SKCIIEPTOB

Ta6mmma 2. Illkana omeHkH ypoBHE#H ROCTOBEpHOCTH aokasarenscrB (Y/J) mms Meronos

IpoHITAKTHKH, JIEUeHUA B peabumTanuy (IpopHIaKTHIECKHX, IeueOHbIX, peaGHINTalHORHEIX

BMEIIATENBCTB).

yaa

Pacmudposka
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1 | Cacremarrueckmii 0630p PKU ¢ npuMeHeHnEeM MeTaaHATH3a

2 | Otnensnle PKM m cHcreMarHueckme OO030pHI HCclefoBaHHM moboro adsaiiHa, 3a
ucxnodeHueM PKH, ¢ npuMeHeHHEM MeTaaHAIIN3a

3 HepaHI[OMH3Hp0BaHHHC CPaBHHTCIILHBIC HCCIICAOBAHAA, B T.4. KOTOPTHLIC HCCIICAOBAaHNA

4 | HecpaBHHTEIBHEIE HCCIIEHOBAHHUSA, OMACAHAE KIMHWIECKOrO CIIydas HJIM CEpHH CIIyYacs,
HCCJIEIOBAHHSA «CITydai-KOHTPOIIb)

5 | Ameerca mmme 00OCHOBaHHE MEXaHH3Ma MNEHCTBHA BMEINATENbCTBA (JOKIHHHYCCKHE
MCCIICIOBaHUSA) HIIH MHCHHE SKCIIEPTOB

Ta6auna 3. Ixana onerxu ypoBHe# ybemurensHocTH pekoMeHAammit (YVYP) mia Meromos
npoQHIaKTHKH,  AWArHOCTHKH, JiCYeHMA H  peabwmaramuu  (MpodHIaKTHICCKHX,

JAATHOCTHYECKHX, JiedeOHBIX, peaOMIATAIIHORHBIX BMEIIATEILCTB).

YYP Pacmuadposka

A CunbHad pekoMeHIamus (Bce paccMaTpuBaeMble KpuTepuH 5S(¢EKTHBHOCTH
(ucxonpl) ABIAIOTCS BaXXHBIMH, BC€ HCCICIOBAHUS HMEIOT BBICOKOE HIH
YAOBIIETBOPHUTEIFHOE  METONOJIOTHYECKOE  KadeCTBO, HMX  BEIBOAB IO
HHTEPECYIOMMM HCXOJaM SBIISTIOTCS COTJIACOBAHHBIMH)

B VYcnoernas pekoMeHIanus (He BCe paccMaTpHBacMble Kputepud 3G ¢EKTHBHOCTH
(ucxonnl) SBISIOTCA BaXHBIMM, HE BCE HCCICIOBAaHMSA HMMEIOT BBICOKOE HIH
YIOBJIICTBODHTEIbHOE METOAOJIOTHYECKOE KadeCcTBO H/MIH HX BBIBOALI IIO
HHTEPECYIOMHM HCXOZaM He SBJIAIOTCH COTJIACOBAHHBIMH)

C CnaGas pexoMeHzanus (OTCYTCTBHE J0Ka3aTeNbCTB HAUIEKAIETO KadecTBa (Bce
paccMaTpuBaeMblc KpHTEpUH 3 ¢EeKTHBHOCTH (MCXOIBI) ABIAIOTCS HEBAXHBIMH,
BCC HCCIICZIOBaHHA HMEIOT HA3KOE METOAOIIOTHIECCKOE Ka4eCTBO M HX BHIBOJBI IO
HAHTEPECYIOMUM HCXOAaM He ABIISIOTCSA COTJIaCOBAaHHBIMM)

Ilopsagox 06HOB/ICHHS KIHHAYECKHX PeKoOMeHaAHii.

Mexann3iM  oOHOBNEHMs  KIMHHYECKHX  pEeKOMEHAAOWH  mpexycMaTpUBaeT  MX
CHCTEMAaTHYECKYIO aKTyalH3alHio — He PEeXe 9YEM OJMH pa3 B TPH rojia, a TakKe IPH MOABICHAH
HOBBIX JAHHBIX C IO3WIWH JOKa3aTeIbHOM MEIWIMHEI II0 BOIPOCAM IHATHOCTHKH, JICUCHHS,
NpodHJIaKTHKH ¥ peabWiMTauMM KOHKpPETHRIX 3a0oJieBaHMi, HaMYMM OGOCHOBAHHEIX

JOMOJIHEHA /3aMeuanni k paHee yTBepKaEHHEIM KP, Ho He wame 1 pasa B 6 Mecsnes.
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IIpunoxenne A3. CnpaBouHbie MATEepPHAJIbI, BKJIIOYas COOTBETCTBHE
noKa3aHuii kK NPEMEHEeHHIO H IPOTHBONOKA3aHMii, CIOC000B NpHMEHEHHA H
03 JIEKAPCTBEHHBIX NPENapaToB, HACTPYKIHH 0 NPHMEHEHHIO
JICKAPCTBEHHOTO NpPeNnapaTa

1. O6 ocHoBax OXpaHBI 3I0pOBbs rpaxiaaH B Poccumiickoit ®emepamum (P3 Ne323 or
21.11.2011)

2. HOpXJ.'[OK OKa3aHUs MCOHOUHCKOH noMoIu OOJILHEIM C CCpACIHO-COCYAUCTRIMH

3aboneBannamu (IIpukas Munsapasa Poccun Ne9181 ot 15.11.2012)

IIpunoxenne b. AnropuTmbl aeiicTBHii Bpaya

MopospeHue Ha
mﬁgce$noe cepaue
OuwarHoctuka
HET MpoACANMTL ANATHOCTUNOCKHI
Ananios NOMCK B paMKaXx Apyrod
BHOBNCH (7 HO3ONOTHYECKOH BANHULILI
aA
/\
HosopoxaeHtl HET BoneHol s A
B KPUTHUECKOM KOMNGHCUPOBEHHOM
COCTOAHMN (7 cocTonMn (?)
OA HET

MepauxameHTo3Kan Tepanua HK

y

HET

xgoBackynapHan
npoueaypa
A dexTusHoOCTL Busx UK
HET yeno
hA AA

Peabunurauua

AvHamuveckoe HaGniogeHne
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IIpniaoxenne B. Undopmanus Ajif NANHEHTA

Tpexnpeacepasoe cepaue (cor triatriatum sinister) — BpOXAEHHLIA IOPOK CEPALA, IPH KOTOPOM
NEroYHble BEHBI IPEHHAPYIOTCA B «IPOKCHMAIBHYIO» KaMepy JI€BOro NpeAcepams, OTACIECHHYIO

OT «JAHCTAIBLHOMY KaMephl MEMOpaHO# C OTHUM MM HECKOJIBKHMH OTBEPCTHAMH.

TpéxnpencepaHoe cepiaue SBISETCA JOCTATOYHO penkodf BpOXKAEHHOH aHoMamme#d H

Habmopaetcs mpuMmepHO B 0,1-0,4% cinydaeB cpeau BceX BPOXKAEHHBIX IIOPOKOB Ceparia.

CpeI¥ CONYTCTBYIOIIMX BHYTPHCEpAEUHBIX aHOMamWii Hawboilee 4YacTo BCTpedaeTcs

KOMOHHAaIHs TpéXl'IpeI[CCpI[HOI‘O cepana ¢ aHOMAJIbHBIM APCHAXKEM JIETOYHBIX BCH.

Cpemy NpoddX COMYTCTBYIOIHX 4HOMAIMMA pa3BHTHA CepANa MOXHO OTMCTHTH Jedext
MEXIIPEICEpAHOH IIEPErOpoJKH, JEBOCTOPOHHIOIO  BEPXHIOIO | HONyl0 BeHy, AeQeKT
MEXOKETYIOYKOBOM IIEPErOPOJKH, KOAPKTAIMIO a0pThl, OOIMi aTpHOBCHTPHKY/IAPHEIA KaHAJ,
tetpany Daswio.

IIpu wm3ommMpoBaHHOM (opMe NOpoKa HAapyIMIEHHS TNeMOAMHAMHKH CBOJATCA K 3aTPYAHCHHIO
OTTOKAa KPOBH U3 JIEIKMX M aHAJOTMYHEI TEM, KOTOpBIe HabJIOJAIOT IPH CTEHO3€ MHTPAIBLHOTO
Kianana. CTeneHp HX BRIPOKEHHOCTH 0OpaTHO NMPONOPIHOHAIbHA IUIOMAI COOOMECHHA MEXY

KaMepaMH cepaua.

Kimnandeckue mposBieHns 3a00/IeBaHus Ype3BBMAKHO Pa3sHOOOPA3HBI H 3aBUCAT OT BEIHYHHBEI
cTeHo3a Aedekra MeMOpaHBI, HalpaBJICHHS B 00BeMa cOpoca KPOBH uepe3 MeXIpencepAHEIH

IedexT.

IIpu peskoM cTeHO3e C mepBHIX AHEW XW3HH BO3HUKAIOT H IOCTEINCHHO HAapacTaloT LHAHO3,
OIBINKA, Kallenb, 3acTOMHBIC XpHIBI B JErkux. [{HaHO3 BHAMMBIX CIHM3HCTBIX H KOXH
06ycnoBiIeH COOOIIEHAEM JIEBOTO U IIPaBOTO Mpecepiuii Yepe3 OBAIBHOE OKHO HIH Ae(eKT
MEXIIpeaAcepaHoi neperopoaxd. B pampHelmeM oTMedaeTcs ceplaeuHas HEJOCTATOYHOCTD,
OTCTaBaHME B pu3udecKoM pa3BHTHH. [Ipu Gonee GIaronpusTHEIX YCIOBHAX (GONbIIEM pasMepe

OTBEPCTHA B MeMﬁpaHC) HapacTaHHuC CHMIITOMaTHKHA IIPOUCXOOUT MCIJICHHEE.

Hepenxo O6oOMbHBIX Je4aT IO IIOBOAY IHEBMOHHH, H TOJBKO 3XOKapAHorpadHdeckoe
HCCJIEIOBaHHE TNIOMOTAET BRIABHTH MOPOK. J[pyrHe CUMIOTOMBI OTHOCATCS K IPaBOXKEITyAOYKOBOM
HEIOCTATOYHOCTH — remaToMeranvs, OTEKH Ha Jmne W Horax. OTMedalorcs TPYAHOCTH IIpH
KOPMJICHHH, IUIOXas mpubaBka B Bece. BoIbMMHCTBO GOJBHEIX DOTHOAET OT HEAOCTATOYHOCTH
[IPaBOTO XKeMyHodKa.

EcTtecTBeHHOE TeUeHHE H IIPOrHO3 3aBHCAT OT pasMCpa KOMMYHHKalUH MCXKIY l'IpOKCHMEH:HOﬁ




KaMepoli W [HCTAILHEIM JIeBRIM npexcepameM. IIpuGmusmrensHo B 35%  ciydaeB
BHYTPHIPEACEPAHOE COOOIMEHNe MMeeT MeHee 3 MM B JHaMeTpe; Kpaiinas ¢opma creHosa,
mouTH paBHas arpesud. B 35% ciydaeB pasmep OTBepcTHA Konebiaerca oT 3 0 6 MM H
COOTBETCTBYET TKEIOMY CTEHO3Y.

BomnpHEIE 06eHX IPYIl YMUPAIOT B PaHHEM JETCTBE OT CEpPACYHON HEAOCTaTOYHOCTH. B
HIepBOH rpynIe CMepTh MOXKET HACTYNIATH B TEYCHUE MEPBHIX 6 MECALEB XKHU3HH, BO BTOPOH — JI0
2-nerHero Bospacta. Ilpu Gonbmom mamerpe orBepctus (6omee 7 MM y JeTedl paHHETo
BO3pacTa H MOJPOCTKOB) MOPOK IPOTEKacT C KIMHHKOH MHTpaJbHOrO CTEHO3a, a
NPONODKATENBHOCT JKH3HM YBEJIMYMBAeTCA MO0 HeCKONbKmx JeT. TaxkuM obpasoMm, Yy
GONBLIMACTBA MANHUEHTOB OTBEPCTHE PECTPUKTHBHOE H 0K0JIO 70% GOMBHBIX C KIACCHYECKHM
TPEXIIPEICEPAHEIM CEPALIEM YMHpAIOT B paHHEM IeTcKoM Bospacte. IIporHos 3aGoncBanus
Gonee OnarompHATeH NpH HMEIOMEMCS COOOMICHMH C MpaBbLIM IIPEACEPAHEM, TaK Kak
MPOMCXOJUT AECKOMIpecCHd oOmeil &rouyHo-BeHO3HOM Kkamephl. TedeHue 3aboNiCBaHHSA IIPH
6onbmoM JieBo-ipaBoM cOpoce 6osee GaronpHATHOE B OTIHYHE OT GONBHBIX C PECTPHKTHBHEIM

OTBepcTHEM B MeMbOpane.

YuuthBasg pasiMYHbIH MMPOTHO3 Y Pa3’HBIX MAHEHTOB C TPEXNPEICEPAHBIM CEPALEM,
HaAYAe MeMOpaHEI B JIEBOM IPEICEPIMH HENb3S CUYMTaTh a0COMIOTHRIM IOKa3aHHEM K
omepanud. AOGCOMOTHO IIOKa3aHO XHpPYpPrudeckoe JiedeHHWe: OOJBHBIM C MAaJICHBKHM
(PECTpUKTHBHBIM) OTBEpCTHEM B MeMOpane MeXAy KaMepaMH, B3POCHBIM OOJNBHBEIM C
KIMHHYECKHMH TMpPOSBICHAAMH, MAllMEHTaM C TPEXIPEACEPAHEIM CEpALEM B COYETAHHH C
COIYTCTBYIOIIMMH BPOXJICHHLIMH aHOMAIMAMH cepana. OTHOCHTEIbHEIE MOKA3aHHA HMEIOTCA Y
GONBLHEIX ¢ HEPECTPHKTHBHHIM OTBEPCTHEM B MeMOpaHe, Y KOTOPBIX NOPOK OrpaHHYHBACT

Tp}’JIOCHOCOGHOCTL Al COI[CﬁCTBYIOT BO3HUKHOBCHHIO BTOPHYHBIX 3a00JIeBaHHIA.

PajukambHEIM METOZIOM JICUCHHS TPEXNPEICEPAHOro CepAlla SBIAETCA PpE3EKIHs
MeMOpaHBbl, CO3/al0mas NPENSTCTBHE MOTOKY KPOBH BHYTpPH JIEBOrO mpeacepaus. B ciaydasx
OYCHB TSDKEJIOTO COCTOAHHSA ONepanns NpHoOpeTaeT 3Ha9eHHE SKCTPSHHOIO BMEINATEILCTBA KaK
CIMHCTBCHHO BO3MOXHOA MEpHI CIIACEeHUs KU3HU GONBHOro. B TakoM KadJecTBe OHA Yalle BCETo

BBIITOJIHACTCA Y Jeteit PaHHETO BO3pacTa.

Omneparyss paguKanbHOM KODDEKIMH IIOpOKa dYpe3BhUaiiHO 3¢ ¢eKTHBHa, OXHAKO
OOBEKTHBHO 0XapaKTEPH30BATh JETATBHOCTD CIIOXKHO, TAK KaK MOPOK OYEHb PEKO BCTPEYaeTCH,

H OIIBIT OTACJIBHBIX ABTOPOB OIrPaHHYHBACTCA €AHHAIHLEIMA HaOJIOZICHUAMH.

ITo JaHHBIM pa3IMYHBIX aBTOPOB FOCHMTANbHAS JIETAIEHOCTE cocTaBiieT oT 0 0 50%, B

cpeaseM 15%. BepkaBaeMOCTh HOCiIe KOPPEeKIMH mopoka depes 20 et cocraBister 83-100% u




3aBHCHT OT CONYTCTBYIOIHX BPOXKASHHEIX IOPOKOB CEpAlla M HAIMIHA BBICOKOH JIErOYHOM

THIICPTCH3HHA.

[pnnoxenne I'. lllxanbl oeHKH, BONPOCHAKH H ApyrHe ONeHOYHbIE
HHCTPYMEHTHI COCTOSIHHSA NaNlHEHTa, NPHBEJEHHbIE B KJIHHHYECKHX

PEKOMEHAANHAX
Her.
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