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Cnmcok cokpameHui
AJl — apTepuanbHOE JaBJICHUE
BJIJ1 — 6poHxoJierodHast TuCIiIa3ust
BO3 — BcemupHas opranusanust 34paBoOXpaHEHUs
BIIC — BpoxeHHBII OPOK cepala
J3JIA — naBieHuve 3aKJIMHUBAHUS JIETOYHOU apTepUn
uJIAT — nauonatuyeckast ieroyHasi apTepuanbHasi THIEPTEH3US
NJICC — uHeKC JErOYHOr0 COCYIUCTOr0 COPOTUBIICHHUS
KT — xomnbrotepHas Tomorpadus
JIAT" - nerounas apTepuaibHas TUIEPTEH3US
JII" — merounas rurnepreHsus
MHO — MexayHapogHOE HOPMAIM30BaHHOE OTHOILIEHUE
MPT — MarHUTHO—pe30HaHCHAs1 TOMOTpadus
HM3 — HepBHO-MbIIIEUHBIE 32a00JI€BaHUS
IIJII'H — nepcuctupyroias JieroyHas rurepTeH3usi HOBOPOKICHHBIX
CU — cepaeuHblit THACKC
T6MX — TecT 6-MUHYTHOM XOJbOBI
TOJIA — TpoMO03MOOIIHSI IETOYHON apTepUn
V3U — ynbTpa3ByKOBOE UCCIIEI0BAHNE
@3 — penepanbHbIil 3aKOH
OK-— QpyHKIMOHANBHBIN Ki1acc
XTOJIT" — xpornueckasi TpoMO0IMOOTNYECKas JIETOYHAs THIIEPTEH3US
XCH — xpoHuueckas cep/ieqHasi HEJ0OCTaTOYHOCTb
YCC — yacToTa cepAeUHbIX COKpAILEHUN
OKI — anexTpokapanorpadus
OXOKTI" — sxokapaunorpadus
BNP — M03roBoii HaTpuilypeTHdecKuii menTug
MPAP\MSAP — oTHOIIIEHHE CPEHETO JABJICHUS B JICTOYHOW apTepUH K CPEIHEMY CHCTEMHOMY
apTepHalIbHOMY JaBJICHUIO
NO — okcup a3ora
NT—proBNP — N—tepmuHanbHbIif MO3rOBOI HaTpUHypETUYECKHM MENTHT
Qp\Qs — cooTHOIIEHHE HHAECKCOB JIETOYHOTO U CUCTEMHOT'O KPOBOTOKA
PaO, — mapumanpHO# HanpsHKEHUE KUCIOPOo/Ia B apTepUaIbHOW KPOBH
Sa0, — HackIIeHNe apTepHaTbHON KPOBU KUCIOPOIOM

TAPSE — cucronuueckast 3kckypcust puOpO3HOro KoJblia TPUKYCIUAATBLHOTO KiarnaHa
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TepMuHbI U onpeaeIeHUs

I'unepren3nonHas cocyaucrasi 00j1e3Hb JIETKMX — 3a0ojeBaHue, MPOSABIAIOIIEECs
PEMOJECINPOBAHUEM JIETOYHOW COCYJUCTOW CTE€HKH, IIOBBIILIEHUEM JIETOYHOTO COCYAMCTOIO
COIPOTHBIICHUS U AaBJICHUS B JIeTOYHOI apTepuM.

Nnnonarnyeckasi JieroyHasi aprepuajibHasi TMIEPTEH3Usl — JMAarHO3—HCKIIIOUEHUE,
O3HaAYaroIMi cropagudyeckuit ciaydail JIAI' B OTCYTCTBUM T'€HETHYECKHUX, XPOMOCOMHBIX
aHOMAQJINH WM H3BECTHBIX TPUITEPHBIX (PAKTOPOB, ACCOLMUPYIOIIMXCS C PUCKOM Ppa3BUTHS
JIAT.

Jleroynasi runepreH3us y JAeTeil — IOBBIIICHUE CPEIAHETO ABJICHUS B JIETOYHOU apTepuu
> 25 MM PT. CT., OIIPEJIETICHHOE B [IOKOE METOJIOM KaTeTepU3aluu cepLa y AeTed 3 MecsleB u
crapuie.

Jlerounasgs  aprepuajbHas  (IpeKanWUISIpHAs) TUIEPTEH3UdA y  JAeTed ¢
OMBEHTPUKYJISAIPHON TeMOAMHAMUKON — COCTOSHUE, INPU KOTOPOM CpEIHEE JIaBJICHHUE B
JIETOYHOHN apTepuH, ONPEICIEHHOE METOJOM KaTeTepU3allMM CepAua, COCTABIAET > 25 MM PT.
CT., JABJICHHME 3aKIMHHUBAHMSA JIETOYHOM aprepuu < 15 MM pT. CT., @ HMHIEKC JIETOYHOIO
cocynucToro conporusieHns > 3 Ex Byna\m®.

Jlerounasgs  aprepuajbHas  (IpeKanWUIsIpHAs) TUIEPTEH3Ud y  JAeTed ¢
YHUBEHTPHKYJSIPDHOH TI'eMOJIMHAMUKON — COCTOSHHE, IPU KOTOPOM CpEIHEE IaBICHHE B
JeTOYHON apTepuu > 15 MM pT. CT., HHJEKC JETOYHOI0 COCYAUCTOro comnpotuBieHus > 3 Ex.
Byz[a\MZ, a TPAHCIYJIbMOHAJIBHBIN IPAJUEHT JABICHUS > 6 MM PT. CT.

HacaeacTBeHHas1 JierouHasi apTepuajibHasi TUIEPTeH3Us1 — Hanuuue y OonpHOro JIAT
JBYX M 00Jiee WIEHOB CEMbH C MOATBEPKACHHBIM nuarHo3oM JIAI' wiu BeisBIIeHHE Yy OOIBHOTO
TEHETHUUYECKON MyTallMi WJIM XpOMOCOMHOM aHOMaJIMM, accouunpyromerics ¢ JIATL.

IMocTkanuiisipHast Jiero4yHast THIEPTeH3Ws y JeTelli ¢ OHMBEHTPHKYJISPHOMU
reMOAUHAMMKOM — COCTOSIHHE, IIPpU KOTOPOM CpEJHEE MOaBJICHHE B JIETOYHOW apTepuw,
OTpe/IeIECHHOE METOJIOM KaTeTepu3allMM Cepilla, COCTaBiseT > 25 MM pT. CT., a JaBJeHUE

3aKJIMHHUBAHMS JIETOYHOM apTepuu > 15 MM pT. CT.



1. Kparkas uapopmauus

1.1 Onpeneaenue

JlerouHasi TUmepTEH3HsI Y JETEH — XPOHUYECKOE, IMporpeccupymoiiee 3aboyieBaHue ¢
KpaiiHe HeOJIaronpusTHHIM MPOTHO30M. 3a00JieBaHUE XapaKTepusyeTcs MposindepaTUBHBIMU
U3MEHEHHUSMHU JIETOYHOW COCYIMCTOW CTEHKH BIUIOTH JO IOJHOW oOOJMTEepalu MpocBeTa
JIETOYHBIX COCYJIOB, TPOTPECCUPYIOIINM MOBBIILIEHUEM JIETOYHOTO COCYIMCTOTO CONPOTUBIICHHUS,
MPUCOSAMHCHUEM TPABOXKETYJOUYKOBON HEJOCTATOYHOCTH W TIPEKICBPEMEHHOW THUOENBIO
6onbHOTO [1-3, 12-16].

OTO NaTOreHETUYECKU CJIOXKHOE, MYJIbTU(AKTOPHAIIBHOE COCTOSIHUE B KauecTBE
OTpeIeTICHUSI UMEET TeMOIMHAMUYECKHE KPUTEPHUH.

Jlerounasi rumepTeH3Msi y /JeTell — COCTOSHHE, COMPOBOXKIAEMOE IIOBBIIIICHUEM
CpPEeIHEro JaBJ€HUs B JIETOYHOM  aprepur > 25 MM pT. CT., ONPEAEISIEMOE METOJI0M
KaTeTepu3aliy Cep/ila B IOKOE y JOHOIICHHBIX JeTel crapiie 3 Mecsies xu3uu [2, 3, 12, 14].

Jlerounast aprepuajbHas (NIpeKanWuUIsApHasi) THUIEPTeH3ust Yy JeTedl ¢

OMBEHTPHUKYJISIPHOI reMoanHamMuKoii [1-3, 12-16].:

. CpenHee gaBieHUE B JIETOYHOU apTEpUH > 25 MM PT.CT.;

2.
. WHIEKC JIeroYHOro COCyAaucToro conpotupicHus > 3 Ex. Byma\m®;
. JlaBneHue 3akIMHUBAHUA JETOYHOU apTepuu < 15 MM pT.CT.

Jlerounass aprepuajibHasi (MpeKanW/UIIPHAasl)) THUNEPTEeH3Uuss Yy JAeTed ¢

YHUBEHTPUKYJISIPHO#i reMoquHamMukoi [1-3, 12-16]:

. Cpennee naBieHue B JIETOYHOM apTepun > 15 MM pT.CT.;

. 2.
WHeke Tero4Horo cocyauctoro conporusienus > 3 Ex. Byna\m*;

. TpaHcIyIbMOHAJIBHBIN TPaIuEHT AaBJIE€HUS > 6 MM PT.CT.

IocTkanunnsipHasi Jiero4yHasi TUNEPTeH3UsA Yy JeTeid ¢ OMBEHTPHUKYJISPHOM
remoauHamMukoii [1-3, 12-16]:

. Cpennee naBieHUE B JIETOYHOM apTepuu > 25 MM pT.CT.;

. JlaBiieHMe 3aKJIMHUBAHNUSA JIETOYHON apTepuu > 15 MM pT.CT.

IMeanaTpuyeckasi runepTeH3NOHHAS COCYAUCTasi 60JIe3Hb JerKux [2, 4-6,12, 14]

. [ToBbIlIEHNE CPENHETO AABJIEHUS B JIETOUYHON apTepuu > 25 MM PT. CT., HHAEKCA
JIETOYHOTO COCYIUCTOTO CONpOTUBIEeHHs > 3 En By;la/M2 y Jnereil ¢ OUBEHTPUKYISIPHOU
reMOJUHAMHUKOI 0€3 JIeBO—IIPaBOro BHYTPUCEPIEYHOTO ITYHTa KPOBH;

. [loBbIIEHNE CpEHErO NABIEHUS B JIETOYHOM apTepuu > 15 MM pT. CT., HHIEKCA
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rpagueHTa > 6 MM pT. CT. y MAalMEHTOB IIOCJIE KaBamyJIbMOHAJIbHOTO aHacToMo3a 0e3
JIOTIOJIHUTEILHOTO UCTOYHHUKA JIETOYHOI'O KPOBOTOKA WM orepaiuu OoHTeHa..

1.2 DTHOJ0IUS U IATOreHe3

Jlerounast runeprensus y nereit (JII') — 310 reTeporeHHOE MHOTO(GaKTOPHOE COCTOSHUE,
KOTOPOE€ MOXET OCIIOKHATH OONbIION CHEeKTp 3a0ojieBaHUM, BKIIOYash BPOXKICHHBIE U
npruoOpeTEHHBIE TOPOKU Cep/la, CUCTEMHBbIE 3a00JIeBaHUSAMH COCIMHHUTENbHON TKaHu, BUY
WH(QEKINI0, TOPTAIBHYI THIIEPTEH3UIO, IMaTOJOTHUI0 INMUTOBUIHON Kele3bl, OO0Je3HU
HAKOIUICHHS, TIeMOrJoOMHONAaTuH,  3a00jeBaHHs  OpraHoB  JAbIxaHus, JuOO  OBITH
CaMOCTOATCIILHBIM, HM30JMPOBaHHBIM 3a0oneBanuem [1, 12-17]. B omimume OT B3pOCibIX
OONBHBIX y JeTel 3a00JIeBaHNEe MMEET KIIMHUYCCKUE, TAaTOTCHETHYECKUE U TeMOIMHAMIYCCKHE
OCOOCHHOCTH, B OCHOBE KOTOPBIX (YHIAMCHTAIbHBIC OTIWYHS PACTYIIETO H  YKe
c(hOpMUPOBAaHHOTO OpraHu3ma. JIerouHslii OpraHOreHe3 M aHTUOTE€HE3 HAXOSTCS B CTPOroi
B3anMOCBs3H. JItoOble HapyiieHus: GOPMUPOBAHUS, POCTA U PA3BUTUA JETOYHOM TKAHU MOTYT
COMPOBOXKAATHCS HapylIeHHEeM (OPMUPOBAHUS M JITOYHOH COCYIMCTOM CTEHKH. Tak ke
U3MCHEHHUS CTPYKTYpPhl H (QYHKIIMH JIETOYHBIX COCYJOB HEU3MEHHO COIPOBOXKIAOTCS
NePUBACKYJISIPHBIMU HAPYIICHUSIMH CTPYKTYPhI albBeosipHON TKanu [12, 14-17]. JIT' y mereit
ACCOLIMUPYETCS C PSAJIOM TeHETHMYECKUX U XPOMOCOMHBIX aHomanuii (accouumanueit VACTERL,
cuagpom CHARGE, cunnpom Ilonanma, cunapom Anamca—Omnusepa, tpucomus 13, 18, 21,
cunapom Jlu JIxopmka, cunapom Hynana, 6onesns (on Pexnunrayszena, cunapom Dursun,
cunapom Kanry, HelipopuOpomaTos, ayTOMMMYHHBINA MOJUIHIOKPHUHHBIN CHHIPOMOM, OONIE3Hb
[otrie, TAMKOr€HO3bI, MUTOXOHAPHAIbHBIE 3a00meBanus) [1,12,14, 18-20].

B ciydae, korga B3aMMOCBS3b CHHIpPOMA JICTOYHON THUIEPTEH3WHW W BBISIBJICHHOTO
3a00JIeBaHHs yCTAHOBJICHA, COCTOSHHE pPACHEHUBACTCA KaK dCCOYUUPOBAHHAA JIETOYHAS
runepreHsus. Ecnu mpoBeneHHoe o00cniegoBaHWE HE TIO3BOJISICT BBISIBUTH — MPUYHHY,
OOyCIIOBUBIIYIO pa3BUTHE 3a00JIeBaHUSA, COCTOSHHE MOXET OBITh PACICHEHO Kak
uouonamuveckas nerounas runeprensus [1,13].

[uarno3 wJIAI' — nuarHo3—MCKIIOYEHUE, O3HAYAIOUIUM cropaandeckuil ciydair JIAIT B
OTCYTCTBHE T€HETHYECKHX, XPOMOCOMHBIX AHOMAIMA WU M3BECTHBIX TPUTTEPHBIX (hAKTOPOB,
ACCOIMMPYIOLINXCs ¢ pruckoM pa3zutus JIAT[1].

[Ipn namuuuu y OGompHOro JIAI' nByx u Oosiee 4WIEHOB CEMbU C MOATBEPKICHHBIM
nuarHo3oMm JIADT wiv BBIABJICHHH y OOJIBHOTO TEHETHYECKOW MYTallMH, acCOIUUPYIOIIEHCS ¢
JIAT, 3aboneBaHue paclieHHMBaeTCs Kak HaciencTBennas ¢popma JIAT [1,13].

[To maHHBIM MEXIYHAPOJHOTO PETHCTpa MEeIUATPUUECKON JIETOYHON TUIEPTEH3UH, CpPeIn
BCEX 3aperucTpupoBaHHbIX ciydaeB JII' y mereit, y 88% mamumentoB amarHoctupoBana JIAT.
[Tocnenusist B 57% ciy4yaeB mpeicTaBlieHa MIMOMATUYECKIMHU U HACJIEICTBEHHBIMA (hOpMaMH, B
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OCTaJbHBIX — accolMUpoBaHHBIMU ¢GopMamMu. B mnopasmstomem uyucine (Oonee 85%)
acconuupoBaHHbie (Gopmbl ObuTH TpencTaBiieHbl JIAT, OCIOXHUBINEH TeUEHUE BPOXKICHHBIX
nopokoB cepana (JIAI-BIIC), B 12% — JIAI', accoruupoBanHbie ¢ 3a00J€BaHUSIMH JIETKUX U
runokcemueit, B 1% cinyuaeB ycranoBieHa Tpombosmbonuueckas JII', emie pexe — ocrajabHbIe
rpymms [1, 12,14, 17, 21, 22].

B Poccuiickoii ®enepannu, B ctpanax CHI' u ctpanax «rperbero mupa» cbiie 70% JIAT
Habmomaercs y aereit ¢ BIIC, y koTopsix JInb60 BOOOIIE HE BBHIIOIHIACH KOPPEKLIUS MOPOKa,
1100 oHa ObLTa BRIIOJIHEHA [TO3HO M HE MpHBeia K perpeccy JIAT[L, 3, 6, 11] .

Jlo HacTosmero BpeMeHu (akTopbl, 3allyCKaoNue KacKaj] MaToJIOrMYeCKUX MEXaHU3MOB U
IPUBOJALIME K DPEMOAEIMPOBAHUIO JIETOYHOTO COCYAMCTOIO pycila, OCTalOTCS HE BIIOJIHE
BBISICHCHHBIMU.

B 70% cnydaeB cemeiinbix ¢opm u B 11-40% cnopaauueckux cinydaeB uJIAT
BbIsIBIsieTcs MyTanus B rene BMPR2, xonupyromero penentop tuna Il x mporenHy KOCTHOTO
Mopdorenesa, I KOTOPOW XapaKTepeH ayTOCOMHO—IOMHHAHTHBIA THIT HACJEIOBAaHHS C
Huskoi (10-20%) neHeTpaHTHOCTBIO TeHa. B HacTosiee BpeMs onucansl 6osiee 300 myTanuii B
stom TreHe. [lopaxkennsie myranueir B rene BMPR2 kak mpaBuio momnoxke U uMmeroT 6osee
TSDKEJIOE KIIMHUYECKOe TeueHue u mporHos. Y gereit ¢ mJIAI' u HacnencrBennou JIAIT sta
mytauus BbisBisierca B 10-17% ciyuaeB. 'erepo3urotHas myranus B T'€HE, KOJIUPYIOLIEM
akTMBUHTIIONOOHYI0 kmHazy 1 tuma (ALK1), endoglin (ENG) BbisiBieHa B ciydasx
HACJIEICTBEHHOW TeMOPpParn4eckoid TeNeaHTMOAKTa3MH, AaCCOLMUPYIOLIEHCS C  TSKENoil
3nokadectBeHHOM JIAI. Bemercs mouwck TeHeTHYecKOro cyOcTpara y OONBHBIX C
acconuupoBanubiMi Gopmamu JIAT [12-16, 23-26].

JIAT' — nporpeccupytoimee 3a00jieBaHUE, XapaKTepU3YIOIIEeeCs HWHTCHCUBHBIM
PEMO/IEMPOBAHUEM JIETOYHOTO COCYJUCTOTO pyCla C MPEUMYLIECTBEHHBIM TMOPAXKECHUEM
TUCTANBHBIX JIETOYHBIX apTepuil U aprepuoi. [lopakeHue IEeroyHoro apTepualbHOTO pyclia
OPUBOJUT K 3aTPYAHEHHMIO KPOBOTOKAa B HEM, BO3PACTAIOLIEMY YBEIWYEHHUIO JIETOYHOTO
COCYAMCTOTO COMPOTHUBICHUS M PEMOJEIUPOBAHUIO IMPABOT0 KEIyJ04YKa C IOCIETYIOIUM
MPUCOSANHEHUEM TPaBOXKETyIOYKOBOM, a 3aTeM W OWBEHTPHUKYISPHOW  CepIedHOM
HejocTaToyHOCTH. B ocHOBe marorene3a JII' NMeXHT Kackaj MAaTOJOTMYECKUX MEXaHH3MOB C
HapyIIAOMUX (QYHKIHUIO SHIOTEIHAIBHBIX KJIETOK JIETOYHBIX COCYJIOB, TPOMOOTHYECKUMHU
nopaxeHusiMu in Situ, passutuem auddysHoro aprepuuta [1, 12, 13].

OcHOBHBIM MaToreHeTudeckuM Mexanusmom JII' sBnsieTcss HapylleHHe peryisiuu TOHyca
MBIIIEYHOTO CJIOS COCYIOB JIETKHX, BBI3BAHHOE OJHJOTENUANbHON mucyHKiuei. Pa3Butue

HOCHeJIHeﬁ BKJIIOYAa€T HECKOJIBKO HYTGI\/’II CHHMIXCHHC BI)Ipa6OTKI/I OHAOTCIIUMAJIbHBIMH KJIICTKaMH



MeINaToOpOB Ba30IMIIATALIMH MPOCTALMKINHA U OKCHJA a30Ta, a TAKXKE MMOBBIMICHHAS TPOTYKITHS
MOIIIHOTO Ba30KOHCTPUKTOPHOTO MenTtuaa sujoTenunna—1 [1, 12, 13].

[TaTonoruyeckre HM3MEHEHUS 3aTParuBalOT MPEUMYIIECTBEHHO IUCTAJbHBIC JIETOYHbIS
aprepun (MeHee 500 M B TMaMeTpe) C BOBICYEHUEM BCEX CIOEB COCYAMCTON CTEHKH, BKIIOYAs
THIIEPIUIa3UI0 MHTUMBI, THIEPTPO(UIO TIaJKUX MBIIMICUYHBIX KIETOK, (uOpo3 ajBEeHTHLUH C
(dopMHpOBaHHEM TIEPUBACKYJSPHBIX BOCIAIMTENBHBIX WHQPWIBTPATOB M TPOMOOTHYECKHE
noBpexaeHus in situ. Cnennduyueckre MOBPEKICHUS apTEPUNl U apTEPUOILT JIETKHX, N3BECTHBIC
Kak aprepuomnatus npu JII', mpuBOAAT K 3aTPyAHEHHIO KPOBOTOKA B HUX, a B PsJie CIy4aeB K
HOJHOW OOJMTEpalMi MPOCBETa COCYAOB. B TKenmbIX ciaydasx CTPYKTYpHBIC H3MEHEHHS
3aTparuBaloT 110 80% JIETOYHBIX apTepUil MEJIKOTO KaiauOpa, UYTO HEU3MEHHO BEAET K
3HAYUTEILHOMY YBEIUUCHHIO JIETOYHOTO COCYAUCTOTO CONpOTHBICHUS [27-32].

1.3 DunaeMuoa0rus

3a0oneBaHue BCTpevaercs B J1I0O0M Bo3pacTe. MIcTHHHAS paclpOCTPaHEHHOCTh Pa3IMYHbIX
ee popM Hem3BeCTHA.

B crpanax, rae momomp nauueHtam c¢ JII' neHtpanus3oBaHa, pacnpOCTPAaHEHHOCTh €€
3HAYUTENLHO BapbUPYET B 3aBUCUMOCTH OT PETHOHA, BO3PACTa U MOJIa MOMYJISIINH, COCTABIISIS OT
15 no 50 ma 1 000 000 B3pocnoro Hacenenus u ot 2,2 10 15,6 va 1 000 000 gereit. B otnuuue ot
B3pPOCJION TMOMYJISINK, T/I€ COOTHOIICHHE JIMI[ JKEHCKOTO M MYXKCKOTO T0ja CKIIOHSETCS B
CTOPOHY 3HAYMTEIBHOrO Tpeobnaganus xeHmuH, Bapbupys ot 1,0:1,7 mo 1:3,4, B merckoi
MOMYJSIIIMKA JAaHHBIX Pa3NUuuil He HaOMI0JaeTCs: COOTHOIIEHHWE MalbYMKOB U JIEBOYEK PABHO.
TenneHuus K npeodIagaHUIO JHI )KEHCKOTO IM0JIa MOSABISETCS B MyOepTaTHOM BO3pacTte, Koraa
9TO cooTHoIIeHue coctasmseT 1:1,4 [21, 22, 33, 34, 35]. Unuonatuueckas JIAI' BcTpedaeTcst oT
0,7 no 4,4 ua 1000 000 nere#i u ot 5,9 no 25 na 1000 000 B3pocasix. Pacipoctpanennocts JIAT,
accouuupoBannoit ¢ BIIC, cocraBnsger 2,2 — 15,6 na 1000 000 mereii u 1,7 — 12 ma 1000 000
B3pocisixX. [Ipu aToM 10 50% BCex MalMEHTOB MMEIOT CHHAPOM JitzeHmenrepa [13, 33, 34]. Bo
B3pPOCJION TMOMYJISAIUN JISTOYHAS THICPTEH3Us, aCCOIMUPOBAHHAS C 3a00JICBAHUSMHU JIETKUX
BcTpeuaercss peako, npu XOBJI mo 1,1% cayuae [13]. YV gereit Tsbkemasi, 4acto
cynpacucremnaas ¢opma JII' ocinoxusieT TeueHue 3aboneBanus y 63% OOIbHBIX C BPOKIESHHON
nuadparManbHOM TpbDKeH M runorutazued jnerkux uy 23% gereil ¢ OpOXOHJIErOYHOM
JUCIIA3UeN, OmIpeaenss BBICOKMI ypOBEHb CMEPTHOCTH B O3TOM TIpynme B IEpUOL
HOBOpoXxeHHocTH [15,16, 17].

B cootBercTBUU ¢ onpeaeneHueM peakoro 3adoneBanus B 4.1 cT.44 @3 Ne323 «O06 ocHOBax
OXpaHbl 3/I0pOBbs TpaxkaaH B Poccuiickoit @eneparun» ot 21.01.2011 r. JIAT sBasetcst peaxkum
(opbanneiM)  3aboneBanweM. B "llepeyeHb  KHU3HEYIPOXKAIOIIUX H  XPOHUYECKHX,
MPOTPECCUPYIOMNX, peakux (opdaHHBIX) 3a00J€BaHUN, TMPUBOIANIMX K COKPAIICHUIO
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IPOJOJDKUTEIBHOCTH KU3HU TPaKIaH WK UX MHBanugHocTH» [locranosnenus [IpaBurenscrBa
P® or 26.04.2012 N 403 "O nopsiake BeneHUs (eaepaqbHOrO PErucTpa JIMI, CTPAdaroIIuX
KU3HEYTPOXKAIOMMMU ¥ XPOHUYECKHMH, TPOTPECCHPYIOIIUMH, peAKUMH (ophaHHBIMH)
3a00JI€BaHUSAMH, TPUBOJAIIMMHU K COKPALICHUIO MPOJODKUTEIBHOCTH KU3HHU TPAXKAAH UIM UX
MHBAJIUJHOCTH, U €r0 PErMOHAJIBHOIO CErMEHTa» B I. 23 BKIIIOYEHA JieroyHas (aprepuaibHast)
THIIEpTeH3us uauonarndeckas (nepsuunas) — kogq MKb-10: 127.0.

1.4 KonupoBanue no MKb-10
127 — IIpyrue ¢hopMbl 1€rOYHO—CEPACUHON HEOCTATOYHOCTH

127.0 — Jlerounas (apTepualibHast) TUIIEPTEH3US UHONAaTHUeCKast (TIepBUYHAs)
128.8 — Jlpyrue yrouHeHHbIE O0JIE3HU JIETOYHBIX COCY/IOB

128.9 — bosie3Hb EroYHbIX COCYI0B HEYTOUHEHHAs

127.8 — [Ipyrue yrouHeHHbIE (JOPMBI JIETOUHO-CEPICUHON HEIOCTATOUHOCTH

1.5 Ilpumepbl IUATHO30B
1. Unnonmarnueckas JerodHas aprepuanbHas rtunepreHsus | 27.0. HegocrarodHoCTh

TpéxcTBOpuaTtoro kianaHa. HemocraToyHocTh kiamaHa JjérouHoil aprepuul. XpoHuueckas
cepaeunas HegocratouHocTh |1 b, @K Il . dynkunonansnsiii kiace JII 1.

2. JlerouHasi aprepuajbHas TUIEPTEH3Ms, ACCOLMUPOBAHHAS C BPOXKICHHBIM ITOPOKOM
cepaua 128.8. Jledbext mexoxenynoukoBoid neperopoaku. Cunapom Ditzenmenrepa. CoctossHue
1ocje onepauuu Cy)KMBaHUs JIETOYHOM apTepuu. HeroctaToUHOCTh TPEXCTBOPYATOrO KIIANaHa.
HenocraTounocTts kianana J1I€royHoi aprepun. XpoHudeckas cepeuHas HegoctaTouHocTs Il A,
OK II-11l . ®ynkunonansusiit kiace JII 1.

3. JlerouHas aprepuaigbHasl TMIIEPTEH3Us, ACCOLMMPOBAHHAS C MOPTAIBHOM TUIEpTEH3UEH
(mopTo—mynbMOHaNbHAs JierouHas apTepuanbHass runepteHsus) 128.8. CoctosHue mnocne
orepanuy aTpUOCENTOCTOMUU. XPOHUUECKask Cep/iedHasi HEJOCTaTOUHOCTh . DYHKIIMOHAIbHBII
Il b, ®K Ill. ®ynkumonansuseiit knace JII V.

1.6 Knaccudukanus

JI' MoxeT ObITh CaMOCTOATENbHBIM 3a00jieBaHMEM JIHOO CHHAPOMOM, OCIOXKHSIOIIUM
Oonbiioi crekTp coctosHUi. IlepBas knmHMYeckas KiaccHHKAIUs JIETOYHOM TMIIepTEH3UH,
npeyioxkeHHas BcemupHoW opraHuzanuein 3apaBooxpaHeHus B 1973 1, BKIO4alia TONBKO 2
KaTeropuu: IEpBUYHAas M BTOpPUYHAs JIETOYHAs TUIEPTEH3USA. 3a MPOLIEIUIME COpPOK JIET
NPOM30LIUIM 3HAYUTEIbHbIE U3MEHEHUS B MOHUMAaHUM 3THOJOTMU U MAaTO(PHU3HOIOTHH, a TaKXKe
KIMHUYECKUX pasznuuuii pasHeix BapuantoB JII'. B 2013 r. B Humne (®panmus) na V
BceMupHoM cummnozuyme mno JII' mnpunara moauduuupoBanHas kiaaccudukamus JIL,

BKJTFOUaroIas msith rpynmn u 27 moarpynmn (Taomn.1) [13, 36].
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Tabmuua 1 Kiunuueckas knaccugpuxayus neeounou eunepmenszuu (Nice , 2013)

Jlerounasi apTepuaJibHasi THNIEPTEH3UA

1.1 Unnonaruueckas JIAT

1.2 Hacnencreennas JIAT
1.2.1 BMPR2 mytanus

1.2.2 lpyrue mytauuu

1.3 JlekapcTBenHas wim Tokcuueckas JIAT

1.4 AccouuunpoBanHas c:

1.4.1 3a0o0sieBaHUSIMU COCIUHUTEIBHON TKAHU

1.4.2 BUY — undexnueit

1.4.3 IlopTanbHOM TULIEPTEH3UEN

1.4.4 BpoxaeHHbIMH IOPOKAMU Cepiia

1.4.5 Iuctocomocom

1’ Jlerounas BeHO—OKKJIIO3MOHHAS 00JIe3Hb HM\WJIM JIETOYHbIH BEHO—OKKJ/IIO3HOHHDIM
reMaHruoMaTo3

1’.1 Uanonatnyeckas

1°.2 HacimencTBeHHas

1’.2.1 EIF2AK4 myTtanus

1.2.2 Ipyrue myrauuu

1’.3 UnayunpoBaHHas J€KapCTBEHHBIM, TOKCHYECKUM M PaJAMAllMOHHBIM BO3ICHCTBHEM

1.4 AccounnpoBanHasi c:

1°.4.1 3a00eBaHUsIMHU COEQUHUTENLHON TKAHU

1’.4.2 BUY — undexrueit

1"’ IlepcucTupyomas Jiero4Hasi runepTeH3usi HOBOPOKIACHHBIX

2. JIT', o0yciioBy1eHHAs 3200/ 1eBAHUSIMH JIEBBIX KaMep cepala:

2.1 Cucronnueckas qucyskius JOK

2.2 Jlmactonmueckas nuchynkims JDK

2.3 TlopaxkeHre a0OpTaILHOTO U MUTPAJIHLHOTO KJIANIaHOB

2.4 BpoxaeHHas uiau npuoOpereHHas oOCTpykius nmyreil mpuroka m  orroka JIK m

BPOXICHHBIC KapAHUOMHNOIIaTUH

2.5 BpO)K,Z[CHHBIe NN HpI/IO6peTeHHHe CTCHO3bI JICTOYHBIX BCH

3. JIT', o6ycJioBJIeHHAs1 3a00J1€eBAHMMHU JIETKHX HM\HJIU THTIOKCEMHUEN

3.1 Xponunueckne 00CTpYKTUBHBIE 3a00JIEBAHUS JIETKUX ulmonary hypertension due to lung diseases

3.2 UnTepcrunmanbabie 3a0071€BaHUS JIETKUX

3.3 [pyrue 3a0oyieBaHUS JIETKMX CO CMEIIAHHBIM PECTPUKTUBHBIM U  OOCTPYKTUBHBIM
MEXaHU3MOM

3.4 PaccTpolicTBa AbIXaHMs BO CHE

3.5 AnbBeosisipHasi TUTIOBEH TSNS

3.6 BricokoropHas jgerouyHas runepTeH3us

3.7. Hapymenue pa3BUTHS JIETKUX

4. TpomGodmMOoIuyeckass  JieroYHasi  TUNepPTeH3uss U Jpyrue  3abojeBaHus,
COTIPOBOXKAAIOIINECS 00CTPYKIIMEN JIETOUHBIX apTepHil

4.1 Xponudeckast TpoMO0IMO0INYecKas IerOYHas TUIIEPTEH3HS

4.2 npyrue 3a00JeBaHUs, CONIPOBOXKIAIONTUECS OOCTPYKITUEH JISTOYHBIX apTepuid

4.2.1 Anruocapkoma

4.2.2 Jlpyrue BHYTPUCOCYIUCTHIE OMYXOJIH

4.2.3 ApTepunTsl

4.2.4 BpoxJeHHbBIE CTEHO3bI JIESTOUYHBIX apTEePHid

4.2.5 Tlapa3uTsl (rugaTHI03)
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5. Jlerounas TUIICPTCH3UA C HCACHBIMU U MHOXXCCTBCHHBIMU MCXaHU3MaMU PAa3BUTHUA

5.1. 'emaTonorunueckue 3a00J€BaHNUS: XPOHUYECKAsk TEMOJUTHYECKAsT aHEMUS,
MUeoNpoar(epaTUBHbIC 3a00€BaHUs, CITICHIKTOMMUS

5.2. CucreMHBIE 3a00JICBaHU: CapKouI03, TUCTHOIIUTO3 JICTKUX,
AUMGbaHTHOICHOMHUOMATO3

5.3.Merabonudeckue 3a0ofieBaHUs: HapylIeHHe OOMEHa TIIMKOreHa, O0oje3Hs [ oie,
TUPEOUIHAS TUCHYHKIUS

5.4. Jlpyrue: TpomOoTHYecKass MUKPOAHTHONATUS TPU OIMYXOJSAX JIETKUX, (UOPO3HBIHA
MEIMACTHHUT, XPOHUYECKas I0YeYHasi HeI0CTaTOYHOCTh, cerMeHTanbHas JII

Knaccudpukanus JII', momudunupoannas B Hume B 2013 romy, AOCTaTOYHO mpocTa U
HIMPOKO HCHONB3YETCs B KadecTBe pabOyero MHCTPYMEHTA KaK B €KEJHEBHOM KIMHUYECKOM
MPAKTUKE, TaK B PA3IMYHBIX SMUJEMHOJOTHYECKUX UCCIEIOBAHUSIX, BKIIOYAs HAIIMOHATIbHBIC U
pETHOHANBHBIE PErUCTPbl JIeTOuHOW runepTeH3un. OObeAWHEHHE pa3IUYHBIX BapPHAHTOB
JIETOYHOM TUNEepTEeH3UU O0YCIIOBJIEHO OOIIMMU /JIsi KOHKPETHOM IpyMIbl MOAX0AAMU K TaKTHUKE
Bepenus. Takum obpasom, kinaccudukarms JII' (Nice, 2013) opuenTupoBaHa Ha BEIOOP TAKTHKU
nedenus. OpHako, HecMoTps Ha Hamuuue nyHkra 1.5 «llepcuctupyromas jerouHas
TUIEPTEH3Us HOBOPOXKIEHHBIX» JlaHHAas KiacCU(UKAlMs Mallo YYUTHIBAET OCOOCHHOCTH U
BBIPKEHHYIO T€TEPOr€HHOCTh 3a00JIeBaHUS B IETCKOM BO3PACTe.

B 2011 r. Ha mexnynapogHoit koH(pepenuun B Ilaname, mocBsimeHHON mpoOneme JII' y
neTei, ObUT MpeIIoKEH TEPMHUH «IeluaTpuueckas TUIEPTEH3MOHHAas cocyaucTas OoJe3Hb
JIETKUX» W TpEeJCTaBleHa TepBas KiIMHW4Yeckas kinaccubukauus JII' y nmeredl, BriIrodaromias
JecATh OCHOBHBIX rpynn u Oonee 100 moarpymm (Tabm. 2) [37]. Tlemmarpudeckas
KJIaccu(uKanus He OpPUEHTHPOBAHA Ha BBIOOpP MeToha JedeHus. Hozomornum oObeaMHEHBI B
TpyNIbl HA OCHOBAHUU OOIIMX MAaTOTEHETHYECKUX U MaTo(U3UIOTHYeCKUX mpu3HakoB. Llensb ee
— CHCTEMaTHU3MPOBATh BBIPAKEHHYIO T€TEPOT€HHOCTh JIETOYHOM TIMIIEPTEH3MH BO BCEX
BO3PACTHBIX KAaTETOPHSX OT BHYTPHYTPOOHOTO MEPHOAA IO MOIPOCTKOBOTO BO3PACTa, YIYUIIUTh
NOHMMaHHUE TATOTeHe3a W MaTO(pU3UOJIOTHH 3a00JEBaHUS, TEM CaMbIM OOJIETYUTH CIOKHYIO
3aJa4y JAMAarHOCTHYECKOro TIOHMCKa Yy peOeHKa ¢ BBIABICHHON JIETOYHOW THUIEPTEH3UEH.
[Tanamckas knaccudukanus JII' mpencrasiena B Tabm. 2.

Tabmuna 2. Ochoehbie epynnbl  NeOUAMpPUYECKOU SUNEPMEH3UOHHOU COCYOUCMOl DoNe3HU

neexkux (Panama, 2011)

1. IIpenaranpHas 1€rouynas TUNEPTEH3USI

2. Ilepcuctupyroimas JEroyHas runepTeH3us HOBOPOXKIAEHHBIX

3. Jlerounas runepTeH3us, aCCOMUPOBAHHAS ¢ 3a00JICBAHUSMH CepALA Y AeTel

4. JlerouHasi TUNIEPTEH3Us, ACCOLMUPOBAHHAs C OPOHXONErOYHOM TUCTIIa3uei

5. N3onupoBanHas n€ro4yHas apTepuanbHasi THIEPTEH3US

6. JI€rounas runepTeHs3us, acCOLMHPOBAHHAS C T'€HETUYECKUMH MIM XPOMOCOMHBIMHU
3a00JIeBaHUSMHU U CUHJIPOMaMU

7. JlerouHas runepTeH3usl, aCCOLMUPOBAHHAs ¢ 3a00JI€BaHUSIMHU JIETKUX
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8. TpomOosmbOoIMYecKas JerouyHas TunepTeH3Us

9. Jlerounas TUNCPTCH3USA, ACCONUHUPOBAHHAA C I‘I/IHO6apI/I‘ICCKI/IMI/I I/I/I/IHI/I TUITOKCHUYCCKUMU
COCTOSIHUSIMU

10. JlerouHast TULIEPTEH3Ms], ACCOLMUPOBAHHASA C 3a00JCBAaHUAMHU JPYTUX OPraHOB U
CUCTEM

DyHKIMOHAJIBbHASA KiaaccupuKalus JeroyHoi runepren3nu no BO3

I knacc. Ilamuenter ¢ JIIT 6e3 orpanuueHus ¢usnueckod axTUBHOCTH. OObIYHAS
dbusnyeckas Harpy3ka HE BbI3bIBA€T BBIPAKCHHOW OJIBIIIKH, YTOMIIIEMOCTH, 0ojeil B oOmacTtu
cepAua U CUHKOIAJIbHBIX COCTOSIHUU.

Il xnace. IMamments ¢ JII' 1 yMepeHHBIM orpaHnyeHreM (PU3NIECKO aKTUBHOCTH. B mokoe
xKanod He npeabaBsioT. OOblyHas ¢u3nyeckass Harpy3ka MOXET BBI3bIBaTh OJIBIIIKY,
Ype3MEepPHYI0 YTOMIISIEMOCTh, 0ONM B 0O0JacTU cepAla M COMPOBOXKIATHCS CHHKOMAIbHBIMHU
COCTOSTHUSIMHU.

Il xmace. [Mammentsr ¢ JII' 1 cymiecTBeHHBIM OrpaHHMYEHHEM (DU3MYECKONW aKTHMBHOCTH. B
MOKOE€ >Kaio0 MOTyT He MpeabsABIATh. Maneiias guandyeckas Harpy3ka BBI3BIBAET OJIBIIIKY,
Ype3MEepHYI0 yTOMIIIEMOCTh, OonM B o0NacTH cepaua U MOXKET COMPOBOXKIATHCS
CUHKONAJIBHBIMU COCTOSIHUSIMH.

IV xnacc. [laruentsr ¢ JII, HEe uMeIMe BO3MOXHOCTH OCYHIECTBISATh KaKylO—IHO00
¢u3myeckyro  aKkTUBHOCTb  0e3  MposiBIeHHS  cUMOTOMOB.  MMmeroTcs — mpu3HaKu
IIPABOXKEIYAOYKOBOM HENOCTATOYHOCTH. OppllIKa W YTOMIISIEMOCTh OTMEYAKOTCS B IIOKOE.
HuckoMdopT pe3ko ycuiauBaercs npu (PU3nuecKod akTUBHOCTH. CHHKOTAIBHBIC COCTOSTHUS

BecbMa BeposTHbI [1, 38].
2. JluarHocTuka

o Huarno3 JII' moxeT ObITh 3aloJI03peH Ha OCHOBAaHMM JAHHBIX aHAMHE3a, BKIIOYas
CEeMEIHBIN, OLIEHKHU Kajlo0 MalMeHTa U poJUTeNel, pe3ynbTaToB (PU3NKAILHOTO 00CIe10BaHus,
OKT', axokapanorpadpuu, peHTreHorpapuu rpyJHON KIETKH.

Kaacce yoenuteabHoctu pekomennanuii | (Yposenb nokasareabnocru — B) [1,2, 12, 16, 2-
6, 39-42].

. Huarnoctuka JII' TpeOyer mnpoBeneHHs psAga MCCIENIOBaHWNA, HANpaBICHHBIX Ha
BBISIBJICHHE €€ KpPUTEPHUEB, YCTAHOBIECHUE BO3MOYKHOI MPUYMHBI BOZHUKHOBEHUS, ONPEICIICHUE
KJIIMHUYECKOI0 KJlacca, OLIEHKY CTENEeHM (PYHKIMOHAIBHBIX M FeMOJUHAMHYECKUX HapyIIeHUi
JI0 Ha3HAYeHUS CrelnpUUecKoi Tepanuu.

Kaacce yoenurteabnoctu pekomennanuii | (Yposenb nokasareabnocru — B) [1,2, 12, 16, 2-
6, 39-42].
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Bce nmetm ¢ mpeamosiaraeMbpIM WJIM  YCTAHOBJICHHBIM JIMAaTHO30M <JICTOYHAS THIICPTCH3HS»
JIOJKHBIM OBITh HAPABIICHBI JJIs1 00CIeIOBAaHUS B CIICIIMATU3UPOBAHHBIN 1eHTp JederHws JII.
Kaace yoenureabnoctu pekomennanuii | (Yposenn nokaszareannoctu — C) [1,2, 12, 16, 2-
6, 39-42].

2.1 ’Kaao0LI M aHAMHE3

o IIpu cbope anamMHe3a U ’kajno0 PEKOMEHAYETCS PacCHpOCUTh peOeHKa W/WIH ero

pOI[PITCJICﬁ O HAJIMYUHU Y HCT'O OABIIKHU, YTOMJIACMOCTH, CHUKCHUS IICPECHOCHUMOCTHU (1)I/I3I/I‘ICCKI/IX

HaArpy30K.
° Kaacc yoenureabHocTn pexkomenaanuii | (YpoBenb noka3zarenbHoctn — B) [1,2, 12,
16, 2-6, 39-42].

o IIpu cOope aHamMHe3a W JKajno0 PEKOMEHIYETCS PacCIpOCHTh peOEHKA W/WIHM ero

poOUTENe O HATMYMK Yy HEro TOJOBOKPYKEHUH, OOMOPOKOB, MPOBOIUPYEMBIX (HU3UUECKOM

HArpy3KoO#, Kaluisi, KpoBOXapKaHbsi, OOleil B TPyTHOM KiIeTKe, MepedOoeB B PUTME Cepalla,

cepaneOneHus.
° Kaacc yoenurenbnoctu pekomenaanuii | (Yposenb nokazareannocru — B) [1,2, 12,
16, 2-6, 39-42].
o IIpu cOope aHamHe3a W >KaI00 PEKOMEHJOBAHO YTOYHATH HajdWuue y peOeHKa

3a00JeBaHui, accoruupyromuxcs ¢ pazpuruem JII'.

° Kaacc yoenurenbnocru pekomenaanuii | (Yposenb naokazarennnocru — B) [1,2, 12,
16, 2-6, 39-42].
. B cnyuae JIAT, accoummpoBanHoii ¢ BIIC, pekoMeHI0BaHO pacCIpOCUTh POAMTEIEH

pebeHKa MPOBOIMIACH JIM ONIEPAaTUBHAS KOPPEKIHs MOpOKa, ee Tul, creneHsb JIIT mo u mocrme
oTiepanuu.

Kaacc yoenureannocTu pekomenaanuii | (YpoBenn nokazareanHocrun — B) [2-7,11].

. [Ipu cObope anamne3a U xamod PEKOMEHIYETCS PAaCCIpPOCUTh PoJUTENiel pedeHka o
NIPO’KUBAHUM C PAHHETO BO3PAcTa B YCIOBHSX BBICOKOTOPbSI.

Kaacce yoequrenbHocTn pexomengamnuii | (Yposennb goka3zareannoctu — B) [1,12-17].

o [Tpu cOope aHamHe3a M Kajdo0 PEKOMEHIYETCS PACCIPOCUTh POAMTENEH pedeHKa O
Hannuuu JII' y poacTBeHHMKOB 1-2 cTeneHu poacTBa.

Kaacce yoequrenbHocTn pexomengamnuii | (Yposenn goka3zareannoctu — B) [1,15, 16, 23].

2.2. PuzukajabHoe 00cIe10BaAHUE
) [Ipu usukanpbHOM OOCHETOBAaHUH PEKOMEHAYETCSI MPOBECTU OOIIMI OCMOTp, OICHHUTH
COCTOSTHUE KOXHBIX TOKPOBOB, CIHM3UCTHIX, MOJKOXHO—KHPOBOW KIIETYATKH, JUMQOY3IOB,

OTpEeAeNUTh TOHYC MBI, OLUEHUTh (HOpPMY TPYAHON KIETKH, UCKIIOYUTh HAJIMYUE KOCTHBIX
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nedopManuii, ONpeaesuTh YaCTOTY JbIXaHUs, MPOBECTU MEPKYCCHIO U ayCKYJbTAIMIO JIETKUX,
OTIPECIIUTh XaPAKTEPUCTUKH BEPXYIICYHOTO M CEPACYHOTO TOITYKA, MEPKYTOPHO OMPEICIIUThH
TPaHUIBI CEep/Ia, MPOBECTH AYCKYJIbTAlMIO CEpAlA, ONPEACIUTh YacTOTy CEepACUYHBIX
COKpAIlEHUH, OLEHUTh PUTM TOHOB CepAlla, HAJWYHE WU OTCYTCTBUE IIYMOB, OCMOTPETH,
PONaNIbIIMPOBATh IIEHHBIE BEHBI, OMPEIEIUTh MMYJIbCALUI0 HA BEPXHUX U HIDKHUX KOHEUHOCTSIX,
OTIPE/ICNIUTh apTEPHUATHLHOE JABJIICHUE HA PyKaX M HOTaxX, MPOBECTH MAIBIAINI0 U TEPKYCCHIO
JKUBOTA, OIICHUTH JNYPE3.

° Kaacc yoenureabHocTn pexomenaanuii | (Yposenb noxaszareannocrtu — C) [1,2, 12,
16, 2-6, 39-42].

KommenTapuu: [lpu ¢@usuxkarvnom o6credosanuu ciedyem oopamums 6HUMAHUE HA
omcmasanue 6 QU3UYECKOM U HNCUXOMOMOPHOM pA3GUMUU, HA UYB8EM KONCHLIX NOKPOBOSE,
Hanudue Yyuamosda, usmeHeHue ¢hpaname naivyed no muny «0apadaHHvlx NAIOYeK» U HOSMEBblX
niacmud 6 6ude «4Ydaco8blX CMEKON», HA pAcCuUpeHHvle U HANOJIHEeHHble BeHbl weu 8
KAUHONOJIONCEHUU U OpmOocmase; HA NOJ0NCUMENbHbIU 6EHHbIN NYIbC; HA U3MEHeHue Gopmbl
2pYOHOU KlemKu («004K00Opaznasy epyoOHas KIemKa, cepoeyHblil 20p0); HA YCUNEeHHbI,
PAa3umou cepoeyHblll MONYOK, PACUIUPEeHUe 2PaHUy OMHOCUMENbHOU CepOedHOU Mynocmu;
yeunenue, akyeum |l mona mao necounou apmepueti; ouacmonruueckuti wym OMHOCUMENTLHOU
HedoCmamoyHocmu Klianana ie2ounoti apmepuu (wym I pexema—Cmunna); cuCmonudecKuti wym
MPUKYCNUOATbHOU HEOOCMAMOYHOCMU, WYM APMePUO-6eHO3HO20 COPOCA KPOBU NPU CUCTEMHO-
JIe2OYHbIX — WIYHMAX, HA  Yeeludenue  NeyeHu,  acyum, noxonooamue  KOHeuHocmel,
nepughepuyeckue omexu.

2.3. J1aGopaToHasi TUATHOCTHKA

° PerynsapHble cTaHIapTHBIC TEMATOJIOTHUSCKHE W OMOXUMHUYECKHE TECTHI, OIICHKA Ira30B
KPOBH, YpOBHS JIaKTaTa, OIEHKAa (YHKIMHM IIUTOBUIAHON IKele3bl PEKOMEHIOBAHBI BCEM
oonpubM C JIT.

Kaace yoequrenbHocTn pexomengamnuii | (Yposenb noka3zareannoctu — B) [12-17, 43].

. Cxpununr Ha BUY, Mapkepsl renatura cTporo peKOMeH/10BaHbI

Kaacc yoenurenbHocTn pexomenaanuii | (Yposenb noka3zareannoctu — B) [12-17].

o JUisi  HUCKIIIOYEHHUs  aCCOLMUPOBAHHBIX  (OPM, BTOPUYHBIX K  AYTOMMMYHHBIM
3a00JIeBaHUsM, BKIIIOYasi CHUCTEMHBIC 3a00JIEBaHUS COCTUHHUTEIBHON TKAaHHW PEKOMEHIIOBAHO
NPOBEICHHE HMMMYHOJIOTUYECKHX TECTOB, BKIIIOYas ompereneHne ypoBHS C—peakTHBHOTO
OpOTEHHA, peBMaTH4YecKoro (hakropa, aHTUHYKIEapHOro (akTopa, aHTUTEN K SIEPHBIM
aHTUIeHaM, OKCTPAarMpOBaHHBIM aHTUIe€HaM sapa, oaHo— U ABycnupanbHoit  JIHK,
artudochonunuaneix antures, CH50 komrmiement (C3, C4).
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Kaace yoequrenbHocTn pexomenganuii | (Yposenb goka3zareannoctu — B) [12-17].

o PexoMeHI0BaHO OMNpeeCHUE YPOBHS MOYECBOH KHCIOTHI B CHIBOPOTKE KPOBH IS
UCKITIOYEHUS] HapyIICHHE MEeTaboIM3Ma KUCIOPoaa B MEepUPEPHUUCCKUX TKAHIX Y MAIUCHTOB C
nJIAT.

Kaacc yoenurenbHocTn pexomengamnuii 11b (Yposenns nokaszarenbnoctu — C) [15-17].
. OmnpenencHre ypoBHsS MO3roBoro Harpuityperudeckoro mnentuaa (BNP) wmm N-

TEPMHUHAILHOTO MO3roBOro Harpuityperuueckoro mentuaa (NT-proBNP) pexomenmoBaHo ajist
OIICHKH TSDKECTH W MPOTHO3a 3a00JIeBaHMsI, OTBETA HAa IPOBOAUMYIO y OonbHBIX ¢ JIT).

Kuaacc yoenurennnoctu pekomennanuii | (YpoBenb nokazareabHoctun — B) [12-17, 43-49].

KommenTapuu: 3unauenue BNP egwviwe 130 nx/mn y 6oavnwvix JIAI accoyuupyemcs c
HeONa2oNPUAMHBLIM NPOSHO30M, 6KAI0YAs He0OX00UMOCMb MPAHCHAAHMAYUYU T1e2KUX U PUCKOM
aemanvhoco ucxooa. Yposeno NT—ProBNP ewviwe 1664 ne/mn sensemcs npoenocmuuecku
HeONa2onpUsMHbBIM.

o Omnpenenenne MUPKYIUPYIOMINUX SHIAOTEIUAIBHBIX KIETOK MOXKET OBITh TIOJIE3HO IIPH
cTpatu(UKalMM pUCKA M OIICHKE CTENEHH MpPOrpecCUpoBaHus 3a0ojeBaHMs U OTBETa Ha
MPOBOIUMYIO Tepanuto y aereit ¢ JIATL.

Kaacce yoenurenbHocTn pexomenaamnuii 11a (Ypoenb nokasareiabHoctu — B) [43,50].

o PerynsipHast  OIleHKa HACBHINICHUSA apTepUaabHONl KpoBu  KkuciopogoMm  (Sa0,)
pexkoMeH10BaHa BceM 00bHBIM ¢ JIT

Kaacc yoenurennnocTu pekomenaanuii | (Yposenn nokazareannocrn — C) [12-17, 43, 49].
Kommentapum: Cruowcenue SaO, nudxce 94% no OamHbiM NYIbCOKCUMEMPUU 8 NOKOE MOdiCen
o3Hauamsv opmuposanue 8eHO—apmepuaIbHo20 coOpoca Npu CUCMEMHO—TIE20YHbIX UWLYHMAX.
Omo 803MOIHCHO MAKHCe NpU y8eauyeHuu 00vema QYHKYUOHATbHO20 MePME020 NPOCMPAHCEA
(6eHmunupyemvie, HO He nepghy3upyemvle Y4acmKu 1e204Hol mixanu) y 0OoavHuix ¢ uJIAIL,
cocmosinuu nocie TIJIA (scnedcmsue maccupo8aHHO20 NOPANCEHUS N€20UYHBIX COCY008),
npagodceny0oukosoi nedocmamounocmu. Kpome mozo, onpedenennas cmenenb yuamosd y
oonvrvix ¢ UJIAI u TOJIA moocem onpedensimvcs UWYHMUPOBAHUEM KpPOBU Yepe3 OOUIbHO
passusarowuecs aHacmomo3sul.

o I'enernueckoe Mccie0oBaHUE M KOHCYJbTAI[Usl T€HETHKa PEKOMEHJOBaHbl OOJIBHBIM C
nJIAI' u nacnencrBenHon JIAI' mis ompezneneHuss MOJEKYJISIPHO-TEHETUUYECKOTO BapuaHTa U
MPOBEJICHUS PUCK cTpaTuduKaImu 3a001eBaHUS.

Kaacce yoequrenbHocTn pexomengamnuii 11a (Yposenb mokasarenbHoctu — C) [12-16, 23-
26].
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o PexomeH0BaHO reHETUYECKOE UCCIIEIOBAHUE POJCTBEHHUKOB | CTENEHU POJICTBA
OOJILHBIX ¢ MOHOTeHHBIMU (popmamu HacieacTBeHHOH JIAI ¢ nienbio Hanbosee paHHei
JTUATHOCTHKY U cTpaTuduKanuu pucka 3adonesanus JIAT .

Kaacc yoenurenbnocTu pekomenaanuii | (YpoBens nokazareabHoctu — B) [12-16, 23-
26].
. PexkoMeH10BaH perysapHbIid HEUBA3UBHBIA CKPHUHUHT O@CCUMITOMHBIX HOCUTEIICH
FeHEeTUYEeCKOM MyTaluu, accoruupoBanHoit ¢ JIAL', Bkmouaronuii nposeaeHue IKI', 9XOKT,
onpeneneHust ypoBas BNP nmu NT—proBNP.
Kaacce yoenurenbHocTn pexomenganuii 11a (Yposenb nokasareabHoctu — B) [12-16, 23].
. [Ipu mosiBIeHWM y pPOJCTBEHHHKAa OOJBHOTO HaciencTBeHHOW JIAIT KIMHWYECKUX
MPU3HAKOB M CHUMITOMOB, acconuupyroomuxcs ¢ JII, pekoMeHI0BaHO HEMEJICHHO HayaTh
o0creoBaHue JJ1s1 CBOCBPEMEHHOM IMarHOCTUKU 3a00JIeBaHUS
Kuaacc yoenureannocTu pekomenaamnuii | (YpoBenb noka3zarenbHoctu — B)) [12-16, 23].
. PoncTBeHHMKH OOJIBHOTO C TEHETUYECKHM CHHIPOMOM, accoruupyrommmcs ¢ JIAT
JOJKHBI OBITH MH(OOPMHUPOBAHBI O MPU3HAKAX 3a00JEBaHUS IS KaK MOXKHO 0oJiee paHHEro ero
BBISIBJICHHUS.
Kaacce yoenurenbHocTn pexomenaanuii | (YpoBeHnb naokasareiabnoctu —B)) [12-16, 23].

2.4. HNHCTpYMEHTAJIbHAS AMATHOCTHKA

. Onexrpokapauorpadus (IKI') pekomeHnmoBaHa Bo Bcex ciydasx nopo3penus Ha JIIT, a
Takke B TMpollecce TUHAMHYECKOTO HaONIoeHUs 3a OONbHBIMH C YK€ YCTaHOBICHHBIM
JTUarHO30M.

Kaace yoenureabHocTn pekomenaanuii | (Yposenn nokazarenbHoctn — B) [1,2, 12-17, 52-
54].

Kommenrtapum: [lpu nposedenuu IKI' cnedyem obpawams enHumanue Ha Hanudue npusHakos
aunepmpoghuu npago2o npedcepousi, NPAo2o HceyO00uKd, HAPYULeHUss PUMMA U NPOBOOUMOCHIU.
o [IpoBenenue peHtreHorpaduu OpraHoB rPyAHON KIETKU PeKOMEHA0BaHO O0IbHBIM ¢ JIIT
JUISE  MCKJTIOYEHHUS COYETaHHOW OpOHXONEroyHOW TMAaTONOTMM W TpH TOJO3PCHHH Ha
TPOMOOIMOOINUECKYIO JIETOUHYIO THIIEPTEH3UIO, KU(OCKOIHO3.

Kaace yoenqureabHocTn pexomenaanuii | (YpoBenn goka3zareannoctu — B) [1, 17, 55, 566].
Kommenrapum: [lpu npogedenuu pemmeenocpaguu ciredyem obpawjamv GHUMAHUE HA
namoao2udeckue UMeHeHUs, GKIIYalowue NosbluleHue NPO3PAYHOCMU JNe20YHbIX NoJell Ha
nepughepuu 3a cuem 00eOHeHUs 1e20YHO20 PUCYHKA, 6blOYXaHue Cmeond U J1eBol 6emeu
Jecounoll apmepuu, Komopule gopmupyrom 6 npsamou npoexyuu |l dyey no nesomy xoumypy

cepoya, pacuupenue KOpHell 1eeKux, yeeaudeHue npaguix 0moenos cepoya.
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. Oxokapauorpadus (3XOKI') ctporo pekoMeH10BaHa KaKk METOJ CKpUHUHTA HA HAJIM4YKe
JIETOYHOM TUIIEPTEH3HH.

Kaacce yoenurenbHocTn pexomenaanuii | (YpoBennb goka3zareannoctu — B) [1-5, 12-17].
Kommenrapum: Cxkpunune ua Hamuuue JIIT Oondcen npogooumcs 6cem NAYueHmam ¢
npozpeccupyioueli 00bIUKOU, CHUNCEHUEeM MOAePaHMHOCMU K QU3UUECcKol Hazpy3Ke, CUHKONe
He YCMAHOBIeHHO20 2eHe3d, nayueHmam ¢ 3abonesanusimu, accoyuupyrowumucs ¢ JII' (BIIC,
cucmemHble 3a001€8aHUs, CEPNOBUOHO—KIEMOYHASL AHEMUS, NOPMATbHAS cUunepmensus, 60ae3HU
neekux, BUY, mpombosmbonuu, npuem aHopekmukos u m.o.), eviasiennol mymayueti BMPR2,
ACFRL1, ENG, SMAD9, CAVI1, KCNR3, TBX4, cryuasx JII'y poocmeennuxoe 1—2 cmeneru
poocmea, demsam ¢ bBJIJ], 3asucumvim om Kuciopooa 6 36 Hedelb NOCMKOHYENMYalbHO2O
603pacma, pPoOUBULIUXCSL C 3A0EPHCKOU GHYMPUYMPOOHO20 pa38Uumus niood, HAxX00AWUXCs HA
domauiHell KCuiopooomepanuu, 3a0epiAcKoll npudasKu Maccvl mejia, HeCMOMpsi HA AOeKBAMHYIO
KALOPUIHOCMb NUMAHUSL.

. OXOKI' pexomeHn0BaHAa Kak HEHWHBA3UBHBIM MHCTPYMEHT JUIsi MOHMUTOpPHHIA 3a
COCTOSTHUEM BHYTPHCEPACUYHON TeMOJMHAMUKH, OLIEHKH MOP(OJIOTUU U (PYHKUHMH MPaBOTrO
KEITyI0YKa.

Kaacce yoenurenbHocTn pekomenaanuii | (YpoBenb nokasareiabHoctu — B) [1-5, 12-17, 57-
61].

Kommenmapuu: Ilpu nposedenuu SXOKI' cnedyem oyenumsv opmy, nuHelinvie pazmepbi,
00vbeM, MOTUUHY MUOKAPOA NPABO20 HCeyOOUKd, pazmepbl Npasozo npeocepousl, onpeoeiums
oasnenue 8 Jle2OUHOU apmepuu ¢ y4emom OasleHUs 6 NpPagoM npeocepouu u  epaoueHma
oasienuss 8 6blI6OOHOM MPAKMmMe NPasoco HCeNYOOUKA, OYEHUMb CUCHOTUYECKVIO QVHKYUIO
npagozo dHceryoouxa: pakyuio 8blopoca npagoeo Hceiyoouxa, pakyuio usMeHeHus niowaou
npagozo HcenyoouKd, CUCOIUYECKYI0 IKCKYPCU GUOPO3H020 KOoabyd MPUKYCRUOATbHO20
kranana (TAPSE); oyenums ouacmonuueckyio (ynkyuro npagoco xiceiyoouka; Onpeoeiunbs
gepossimuylo  smuonoeuto  JII'  (8pooicOennvie u  npuobpemenHvle  NOpoxKu  cepoya,
KapouomMuonamuu, Kapoumol u m.o.). Jlononnumenvhvimu noxazamessimu,
ceuoemenvcmeyrowumy o namuuuu JII, aenaiomes ysenuueHue pamepos u opmvl npagoco
npedcepousl, yeeiuyeHue 00veMd, pazmepos, MOIUUHBL MUOKAPOA NPABO20 AHCeTYOOUKd,
usmeHenue ¢HoOpMvl NpPagoco0 U J1€B020 AHCENYOOUKO8 C OMKIOHEHUEM MeNHCHCENYOOUKOBOU
nepe2opooxuU 6 NOJIOCHb 11e6020 dHcelyoouka u gopmuposanue e2o D—gopmul, pacuupenue
Ccmeona JecouHOU apmepuu U ee emeell, UIMEHeHue NammepHa KpOBOMOKA 8 Je20YHOU
apmepuu, YKOpOYeHUe 6peMeHU U3CHAHUS Npasoeo dcenyoouka. Ixoxkapouozpaguueckue
Kpumepuu J1e204HOU cunepmen3uy npedcmaesienvl 8 maon.3.

Tabnuna. 3 Dxokapouocpapuueckue kpumepuu ne2ounou cunepmensuu [2]
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Onpenenenue | Kpurepun Knacc | Yposenb

VTK peryprutanun S 2'8 M/Cj I B
Jr CIJIA™ <36 mmHg,
MaJjioBepositHa | OrcyrcrByroT nonojHutenbHble DXOKI — kputepun

JIT

lla C
1. Vi perypruranuu <2.8 ™/ C,

CIJIA < 36 mm, ectb momoaHuTenbpHsle IDXOKI —
JII" Bo3MoskHa | xpurepun JII'

2' VTK perypruraniu 2 29 M\C)

CIJIA =37 — 50 mmHg

‘]Ir VTK peryprutraniu > 3'4 m/Sl I I I
J0CTOBEpPHa CIJIA > 50 mmHg

L CIIJTA — cucrommueckoe TaBIeHNe B IEFOYHON apTepPHH

2\ peryprutamui — CKOPOCTb KPOBOTOKA TPUKYCIUAAIBHOMN perypruranun
OCHOBHBIC IIOKA3aTEeNM, pacdyeT KOTOPhIX HEOOXOJMMO IMPOBOJUTH IPH TPAHCTOpPAKaIbHOU
OXOKT y nereit ¢ JII':
. PexoMeHI0BaH pacyeT CHUCTOIMYECKOrO JAaBIICHHS B JISTOYHOW apTepPHH IO ITHKOBOMY
TpaHCTpI/IKYCHI/IIIaJILHOMy CI/ICTOJ'II/ILIGCKOMY FpaIII/ICHTy aBJICHUA
Kaacce yoenurenbHocTn pekomenaanuii | (YpoBenb nokasareiabnoctu — B) [1-3, 12-17, 57-
61].
e PekOMEHI0BaH pacyeT CPEeIHEr0 M JUACTOJIMYECKOTO AaBJICHHS B JIETOYHON apTepuu IO
MTUKOBOMY U CPEIHEMY TPAJMEHTY NMyJIbMOHAIBHOM PETryprUTAIIHH.
Kaacc yoeaureabHocTH pexomenaanuii 11a (Yposens mokaszareabHoctu — C) [1-3, 12-17,
57-61].
° JIns  OIEHKM CHCTOJIMYECKON (YHKIMM TPABOTO JKEIYJ0YKa PEKOMEHIOBAHO
ompesielieHue CUCTOJIMYECKON JKCKypcuu (DHOPO3HOTO KOJbIIAa TPUKYCHHIATHHOTO KJIaraHa
(TAPSE).
Kaacc yoenurenbnocru pekomenaanuii | (Yposenb nokasarennnocru — B) [1-3, 12-17, 62,
63].
° PexoMeHI0BaHO ONpee/iecHHe WHIEKCOB TJI00ATbHOW U JIOKAIBHOW JedopMaiuu
MHOKap/1a PaBoro KelyI0uKa.
Kaace yoequrenbHocTn pexomenaanuii 11b (Yposens mokazareabnocru — C) [12-16, 58].
° JIJ1s1 OLIEHKU CHCTOJIMYUECKOW U IUACTONIMYCCKON (PYHKITUH MPABOTO KETyJ0UKa
PEKOMEHJIOBAHO OTPEe/IeIICHHe 00BEMOB MTPABOTO KETYI0UYKa
Kaacc yoenurenbHocTn pexomenganuii 11b (YpoBenb mokasareabnocrn — C) [12-16, 58].

o JUis  OLEHKH CHUCTOJMYECKOM M JAMACTOJIMYECKON (YHKIMU MpaBoro >Kemyaodyka
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PEKOMEHIOBAHO OIpeJieNieHre | ei—HuHaeKca MPaBoro Kelya0uka

Kaacc yoenurennnocTn pekomennanuii 11b (YpoBens nokazarensnoctn — C) [12-16, 58].

o Jlisi OIICHKM CHCTOJMYECKOW ¥ JMACTOIMYECKOW (YHKIUH TPaBOTO IKEITyJd0YKa
PEKOMEHJIOBAHO IPOBEICHUE TKAHEBOTO JOMIICPOBCKOTO HCCICIOBAHUS TPABOTO W JIEBOTO
KEIyTOYKOB.

Kaace yoequreabHocTn pexomenganuii lla (Yposens goka3zarennnoctu — B) [12-16, 58].

o PekoMeHI0OBaHO oOmpeAeNeHHe  COOTHOIIECHUS ~ UAaMETPOB MPAaBOTO H  JICBOTO
KEIyTOYKOB.

Kaacce yoenurenbHocTn pexomenaanuii lla (Yposens noka3zareannoctu — C) [12-16, 58].

o PexoMeHI0BaHO oOmpe/ielicHne BPEMEHU YCKOPEHHS CHCTOJIMYECKOTO KPOBOTOKA B
CTBOJIE JIETOYHOH apTEepUHU.

Kaacce yoenurenbHocTn pexomengamnuii 11b (YpoBenb nokazareabHocru — C) [12-16, 58].

o PekoMeH10BaHO ompeieNieHNe HaTUIUs IePUKAPIUATBHOTO BEITIOTA.

Kaacc yoenureannocTu pekomenaanuii 110 (Yposenn nokazarennnoctu — C) [12-16, 58].

o PekoMeH10BaHO ompeieNieHHe pa3MepoB MPABOTO MPEACEPIHS.

Kuaacc yoenureannocTu pekomenaanuii 110 (Yposenn nokazarenbnoctu — C) [12-16, 58].
TpancropakanbHas OXOKI' sBisercs OCHOBHBIM METOIOM CKpuHMHIa Ha Hanuuue JII'.
UccnenoBanne HEOOXOAMMO TOBTOPATH Kaxiable 3—6 MeECALEB IOCIE€ HWHUIMALUN
crnennUYecKor Tepanmuu;, y HECTAOMJIBHBIX M CHMIITOMHBIX OOJBHBIX — TaK YacTo, Kak
HEO00XO0IUMO.

Kuaacc yoenureannocTu pekomenaamnuii | (YpoBens nokasarennnoctu — B) [1, 12-16, 58].

. Jletsim ctapiiie 7 JIeT peKOMEHIOBAaHO MPOBEICHHE TeCTa 6—MUHYTHOW XOAbOBI JI0 Havaa
Tepanuy U NpU TUHAMHYECKOM HaOroieHuu 1 pa3 B 3—6 mecsiiies.

Kaacc yoenureabHocTn pekomenaanuii | (Yposenb aokasareabHoctu — B) [1, 12-16, 64].
o VY nanuentoB ¢ ®K nmwke |l s MoruTOpuHTa (HAaKTOPOB PUCKA, OTPEACICHUS OTBETA
Ha TEpaNHi0 W MPOTHO3a 3a00JIeBaHUS PEKOMEHOBAHO IPOBEICHUE KapAHOIYIEMOHAIEHOTO
HArpy304YHOro TecTa (TPEAMUII-TECT WM BEJIOIPTOMETPHs) O Hadaja Tepardd W pu
JMHAMUYecKoM HaOmoaeHnn 1 pa3 B 3—6 mecsues [1, 12-16, 64].

Kaacc yoenurenbHocTn pexomenaanuii | (YpoBenb nokasareabHoctu — B) [1, 12-16].

o Jlo Havana crneuupuyeckoil Tepanuu OonbHbIM ¢ JII' pekOMeHIOBaHA KaTeTepU3alus
MOJIOCTeH cepaia (¢ M3MEPEHHUEM JIaBJICHUS W OIPENEIICHUEM CaTypallMd KPOBH B IPaBOM
npeCepanH, PaBOM JKEIYJA0UYKEe W JICTOYHOW apTepHH, M3MEPCHHEM JaBJICHUS 3aKIMHHBAHUS
JITOYHON apTepuH, a 1O TOKa3aHUsAM — C ONpECIICHHEM CaTypallid KPOBH W H3MEPEHUEM
JIABJICHUSI B AQOPT€ W JIGBOM JKENYAOYKE) W PAacyeT OCHOBHBIX IOKAa3aTeliell I'eMOJIUHAMHKH

(cepieUHbIX MHJIEKCOB OOJBIIOTO W MaJoro KpyroB KpoBooOpaiueHus, 3(pQPEKTHBHOTO
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KPOBOTOKA, BEJIMYMHBI BHYTPHUCEPACUYHOTO IITYHTHPOBAHMS KPOBHM, WHJIEKCOB CHCTEMHOTO M
JISTOYHOTO COCYAMCTHIX COMPOTHBIICHUN) sl moaTBepxkaeHus Hamuuus JII', onpenenenus ee
reMOJIMHAMHUYECKOT0 TUMa (MpeKanumUIsipHasi, MOCTKAMUUIAPHAs) U creneHu Tsokectr (Ta0:1.4)
[2-4, 11-17].

Kaace yoequreabHocTn pekomenaanuii | (YposeHnb goka3zarenbnoctu — B) [2-4, 11-17, 65,
66, 67].

Tabnuua 4. 'emoounamuueckas knaccugpuxayusi necounou eunepmensuu [13]

Onpenenenue XapakTepucTHKH

Jlerounasi runeprensus (JII') Cpenunee JIA > 25 mwm pr. CT.
CH HOpMabHbBIN WA CHHXKEH

Hpexanunasipuas JII' Cpennee IJIA > 25 mwm pr. cT.
WJICC > 3 Ex. Byna\v®?
J3JIA <15 mm pr. cT.

CU HOpMasbHBIN WJIM CHUXKEH

Hocrkanuaasipuas JII' Cpennee IJIA > 25 MM pr. CT.
J3JIA > 15 MM pT. cT.
CU HOpMasbHBII WK CHUXKEH

HN3oaupoBannas HIIT <7 MM pT. CT.
nocrkanwuisipuas JI WJICC < 3 En. Byna\w®
Kom0nnnpoBannas HIII">7 ™M pr. CT.

npe— u nocrkanwuiapuas JI' | WJICC >3 En. Byz[a\M2

JlVIA — Oaenenue 6 necounoli apmepuuu

CHU — cepoeunviii unoexc

HJICC — unoexc necounoeo cocyoucmozo conpomueieHus
J[3JI4 — Oasnenue 3aKIUHUBAHUS 1€20UHOU ApMePUU

JIIT" — ouacmonuueckutl ny1bMoHATbHGIU 2paduenm (Ouacmoauveckoe [JJIA munyc J{3J1A)

. [IpoBeneHue Tecta Ha Ba30PEaKTUBHOCTh PEKOMEH10BaHO OonbHBIM ¢ JII'. B oTcyTcTBUM
MIPOTUBOIIOKA3aHUN KaTeTEpHU3alMs TMOJIOCTEH ceplla M TECT Ha Ba30PEAKTUBHOCTH JOJIKHBI
MPOBOAUTHCS O HAayajlla Tepanuu JUIsl ONPENEJICHUS TaKTUKH MEIMKAMEHTO3HOTO U
XUPYPTrUYECKOTo JICYSHHS], OMpeeNieHus MPOoTrHo3a 3a001eBaHusl, HEOOXOUMOCTH Ha3HAYCHHUS
cnenupuyeckoi Ba3oMIATUPYIOLIEH Tepanuu.

Kaace yoequrenbHocTn pekomenaanuii | (Yposennb aokazarenbHoctn — B) [2-4, 11-17, 65,
66, 67].

KommenTapuu: Tecm cocmoum 6 onpedeieHuu OCHOBHbIX noxazamenel 2eMOOUHAMUKU 6
omeem Ha 68edeHUe KOPOMKOOEUCMBYIOWUX  B8A300ULAMAMOPO8,  BKIIOUAS — ObIXAHUE

KuCJZOpOdOM, l’lO()(ILly 68 dbzxameﬂbuyio cMech okcuda azoma u UHeaAyuro uionpocma.
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Ocmpuitl mecm Ha 6a30peakmMusHOCMb Y NAYUEHMO8 0e3 3HAYUMO20 CUCMEMHO—
necounozo wynma kposu (QP\QS=1) cuumaemcs nonoscumenvhvim, eciu 6 OMeem Ha 8eOeHUe
8a300UNAMAMOPO8 CpeoHee 0asileHue 8 1e20YHOU apmepul U COOMHOUIeHUe UHOEKCO8 1e20UHO20
U CUCMEMHO20 COCYOUCIbIX COnpomusienuti chudxcaemcs oonee yem na 20% npu omcymcemeuu
CHuUDICenust cepoeurozo eviopoca [3, 23].

Ocmpuiii mecm Ha 8azopeakmugHocmsv y nayuenmos ¢ BIIC u cucmemHo—ne20uHbiM
wynmom kposu (Qp\Qs > 1,5:1) cuumaemcs nonoscumenvhvlm, eciu 6 omeem Ha 668e0eHUE
8A300UNAMAMOPO8 OOCULAECMCSL PASHUYA (0asleHue 8 1e20UHOl apmepull Huxdce CUCMEMHO20)
nO  CUCMONUYECKOMY, OUACMOIUYECKOMY U CPeOHeMYy OdGIeHUI) 8 JNe2OYHOU U CUCMEMHOU
apmepusax > 10 mm pm. cm.

Hcnonv3o6anue aHmazoHucmos Kaibyuesblx KAHAI08 U A0eHO3UHA NPU OCMpPOM mecme

Ha 8A30PeaKmu8HOCMb y Oemell He PeKOMEHO0BAHO.
. VYIbTpa3ByKOBOE HCCIIEAOBAHNE OPIOIIHOM IMOJIOCTH PEKOMEHIOBAHO BCEM OOJBHBIM C
JII' HesCHOW OTHOJIOTMW JJIsl MCKIIOYCHHUs 3a00JICBaHUM IICYCHU, BBIABICHHUS MPU3HAKOB
NOPTAJIbHON TUNEPTEH3UHM, YTOYHCHHS CTCIICHU 3aCTOWHBIX SIBICHHS IO OOJBIIOMY KpPYTY
KPOBOOOpAIICHHS, B T.4 IPU3HAKOB ACIIUTA.

Kaacce yoenqurenbHocTn pexomenaamnuii | (Yposenb nokaszareannoctu — C) [1, 12-16]

° MarauTHO—pe30oHaHCHass Tomorpadus ceplna pexkomMeHaoBaHa OosbHBIM c JIIT mis
OIICHKH aHAaTOMHH U (DYHKIIMHU TIPABOTO KeNyI0uKa, BKIIOYas OIIEHKY pa3MepoB, (hOPMBI, MacChl
MHOKap/ia IPaBoro KeIya0uKa.

Kaace yoenurenbHocT pekomenaanmii | (YpoBenb agoka3zareanHocta — B) [1-3, 12-17,
68].

. KomnbrorepHast Tomorpadusi BBICOKOTO pa3pelieHHs peKkoMeHaoBaHa OonbHbIM c JII
JUISL IETalIbHOM OLIEHKH aHATOMUU JIETKUX, JIETOYHBIX COCYJIOB U CPEIOCTEHUS.

Kaacc yoenureabHocTH pekomenaanuii | (Yposenb aokazareanHoctn — B) [1-3, 12-17,
68].

KommenTapuu: Hccnedosanue  nposooumcs  ONsi  UCKTIIOYEHUS — UHMEPCMUYUATbHBIX,
aumeponponugpepamuenvix  3abonesanuii  aeekux, TIJIA, BeHOOKKNO3UOHHOU  OONE3HU.
Xapaxmepnvie  uzmeneHus 6  6uoe  MEOUACMUHANbHOU U  KOPHEBOU  A0eHOnamuu,
YEHMPONOOYIAPHBIX  0YA20B8bIX NAMEH, (DOKYCHBIX nojlell 8 6ude «MAamogo2o CmMeKiay,
CenMAIbHLIX  JUHEUHbIX UIU 04a208blX 3amemuenull v nayuewma c JII, ne noooaroueiics

06w;enpulmmoﬁ mepanuu, no360JiA0nl 3an0603pumb Nec0uHblll Kal’llxl]l]l}lprlZZ ceMarHcuUoOMamaos.
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o KonTpacthHas kommbioTepHas ToMorpadudeckas aHruorpadus JErKuX peKOMEHIOBaHa
60mbHBIM ¢ JII' 111 OIIEHKU CTPYKTYpPBI, aHATOMUU U OCOOCHHOCTEH reMOJIMHAMUKHU JIETOUYHOTO
COCYIMCTOrO pycia).

Kaace yoenutenbHocTu pekomenaanmii | (Yposenn pokazarenbHoctn — B) [1-3, 12-17,
68].

o Bentunsnuonno—tepdy3uoHHas CIUHIUTPAQUS JETKHX PEKOMEHIOBaHA BCEM OOJIbHBIM
¢ JII' HesCHOM STHOJOTHUHU JUIsl UCKIIOUCHUS XPOHHUYECKOH TPOMOOIMOOIMYECKON JIETOYHON
TUIEPTEH3UU.

Kaacc yoenurenbHocTn pexomenganuii 11a (Yposenb mokazareabHoctn — C) [1-3, 12-17].
. [Momucomuorpadust ~ peKoMeHIOBaHA IS YTOYHEHUS  HEOOXOAMMOCTH B
KHUCIIOPOJIOTEpANIui B HOYHOE BpEeMs.

Kaacc yoenureannocTu pekomenaanuii I (Yposennb nokaszarenbnoctu — C) [17].

2.5. Mnasi AMArHOCTHKA

o Buoricust erkux He sIBIIETCA 003aTEILHBIM MCTOJO0M HUCCJICAOBAHUA Y ooispHBIX JIT.
Kaacce yoenurenbHocTn pexomenaanuii | (YpoBennb jgoka3zareannoctu — B) [1-3, 12-16].
Kommenmapuu: buoncus neckux modicem Oblmb peKOMeHO0B8AHA NPU NOOO3PEHUU HA HAIUYUe
urmepcmuyualbHoblx 3abo01eeanull JlecKUux, KOHL{eHmpu"l€CKOZZ u Clﬂb6€0.7lﬂpH01:i ducnﬂas*uu, 6C€HO—

0KKJH03MOHHOL2 6OJZ€3HL[,' Kanufl]l}lpHOZO cemMmaHzuomamosla.
3. Jleuenue

3.1 KoncepBaTuBHOE JIeUeHHE

Jleuenue JII', BHE 3aBUCUMOCTH OT €€ STHOJIOTHH, IOJDKHO OBITH HAMPaBJIEHO Ha OOJIErUYeHue
CUMITOMOB, YIY4YIIEHHE KadecTBa XU3HU OOJbHBIX, MPEAYNPEXKACHHE MPOrpecCUpOBaHUs
3a00J1€BaHNs, HACKOJIBKO 3TO BO3MOXKHO, U YBEIMUYEHHUE TPOIOJIKUTEIBHOCTH KU3HH.

Bei6op TaxkTuku nedenus JII' y gereit ompenensercss TSKECTbIO 3a0osieBaHUS M TpeOyeT

KOMOMHAIMH TAKTUYECKUX pelleHui, BKiodatonmx [1-3, 12-17, 69-70]:

1) oOmme peKkoMEeHIAIMKM TI0 KOPPEKIUH o0pa3a KH3HH, MeTogaM (U3NYecKod |
MICUXOJIOTHYECKON peadMIINTaIliH, BaKIIMHAINH,

2) MOJICP)KUBAIOIIYI0 MEIUKaMEHTO3HYI0 Tepanuio JIIT — KOppEeKUIWIO THUIOKCeMHH,
anuao3a, o0e300/MBaHUe, CeNalli0, AHTUKOAryJSHTbI, TUYPETHKH, CEpACUHBbIE TIIMKO3HJBbI,
WHOTPOITHBIE ~ IIpenaparbl; MeEpbl, HANpPAaBICHHbIE HA KOPPEKLUHUIO ACCOUMHPOBAHHOTO
3a00JIEBAHNUS;

3) cnenmduvecKyro Tepanuo JIAT, BKJIFOYAIOLIYIO MEJIUKaMEHTO3HYIO
Ba30/MJIaTUPYIOLIYIO U aHTUIIPOIH(PEPATUBHYIO TEPAITUIO U XUPYPTUUECKUE METObI JICUEHUSI.

O01mme pekoMeHIAUHM /151 00JIBHBIX € JIETOYHOI rMNepTeH3nei
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Jlnst Bcex OonpHBIX C JII' akTyanbHBI OOIIHME PEKOMEHAAIMH, COOJIOJIEHUE KOTOPBIX
MO3BOJISIET YMEHBIIUTH PUCK BO3MOKHOTO YX Y IIIICHHS TCUCHUS 3a00ICBAHMS.
o HezaBucumo ot mnpuumssl JII, BcemM OONBHBIM PEKOMEHIOBAaHO OrpaHUYCHHUE
WHTECHCUBHOCTH (PU3NYECKUX HATPY30K, UCKITIOYCHUE COPEBHOBATEIHLHBIX BUIOB CIIOPTA.
Kaace yoeaureabHocTu pekomenaanuii | (ypoens aokaszareannocru — C) [1-3, 12-17, 69-
70].
o HezaBucumo ot mpuumnsl JII, BceM OONbHBIM peKkoMeHAOBaHA (u3MUecKast
peaOunuTanMs: TPEHUPOBKA [bIXaTEIbHOW CHUCTEMBbI U JIO3UPOBaHHAs (pu3MyecKash Harpyska
MOTYT YBEIHYUTH IEPEHOCUMOCTh (PU3HUYECKUX HATPY30K U yIYUIINTh KQ4eCTBO JKU3HH.
Kunacc yoenurensHocTu pekomenganmii | (ypoBenb nokasareasnoctu — C) [1-3, 12-17, 69-
70].
. Hetsm ¢ |-IIOK JII' pekomeHI0BaHBI JieTKHE a’poOHBIC (DU3MUYECKUE HArpy3KH MO
KOHTPOJIEM CaMOYyBCTBHUSI.
Kuaacc yoenurenbHocTu pekomenaanmii | (ypoBenb nokasarennnoctu — C) [1-3, 12-17, 69-
70].
o Hetsim ¢ JII' He pekOMeHA0BaHbI CHIIOBBIE BHUJIBI CIIOPTA, aHAYPOOHBIE U U30METPUUECKUE
Harpy3KH.
Kaacce yoenureabHocTn pekoMenaanmii | (ypoBenb mokazareannoctu — C) [1-3, 12-17, 69-
70].
° HezaBucumo ot mnpuuunsl JII, BceM OOJBHBIM pPEKOMEHJIOBaHA TICHXOJIOTHYECKas
MOJJIEPKKA U PeaOUIUTAIIUS.
Kaacce yoenureabHocTH pekomenaanuii | (ypoenb mokazareannoctu — C) [1-3, 12-17, 69-
70].
o PexomenoBano u3berath U\MIK MPEAYNPEKIaTh pa3BUTHE 0OJIEBOTO CHHAPOMA JIFOOOM
stronorun 'y OonbHbIXx ¢ JII'. BecrnokoiiHble NamueHTHl HpU 3TOM MOTYT HYXKAAaTbCs B
JIOTIOTHUTETIFHOU CeTallNU.
Kaacc yoenureabHocTn pekomenaanmii | (ypoBenb mokazareannoctu — C) [1-3, 12-17, 69-
70].
. Bcem GonbubiM ¢ JII' pexomendosana nianosas eaxyunayus, B TOM YHUCIE TMPOTUB
TPHIIIA, PECIHPATOPHO—CUHIIUTHAILHOTO BHpPyCca W  KOKIIOIA, a TakkKe MPOTHB
ITHEBMOKOKKOBBIX WH()EKIIHA, KOTOPhIE MOTYT MPUBECTH K 000cTpeHuto JII' M TOBBICUTH YaCTOTY
OCIIO’)KHEHUH U CMEPTHOCTb.
Kaacc yoenureabHocTu pekomenaamuii | (ypoBenb mokazareannoctu — C) [1-3, 12-17, 69-
70].

24



KommenTapuu: B ciyuae 803HUKHOBEHUS pecnupamopHulx 3a00nesanuti mepanus OOJIHCHA
ObIMb  00CMAMOYHO AKMUBHOU, YMOObl MUHUMUZUPOBAMb UIU NPeOynpeoums nosviuleHue
PEaKmu8HOCMU J1e20YHbIX COCYO08 BCIeOCMEUe BeHMUNAYUOHHO—NEPPYIUOHHBIX HAPYUIEHUL
w/unu eunokcemuu. AKMUBHAA HCAPONOHUIICAIOWAS Mepanus 8 ciyydae JUXOPAOKU OOJHCHA
npedynpeoums pazeumue memadoauveckux Hapyuwtenui. Jloboe ungexyuonnoe 3abonesanue
O0JIIICHO ~ paACCMAmMpuBamsvcsi KAk (Qakmop pucka Jne20yH020 2UNepPmeH3UBHO20 Kpusd,
cneyuguueckas mepanus Ha SMoM hone 00HCHA ObIMb MAKCUMATLHOLL.

o PexomeHnoBaHa CBOEBpEMEHHAs KOHCYJIbTAlUA JEBOYEK MOJPOCTKOB, OosbHBIX JII, 0
BEPOATHBIX PUCKaX, aCCOLUUPYIOUINXCS ¢ OEPEeMEHHOCTRIO U POJaMH, a TaKkKe O BO3MOXKHOCTHU
0e30MmacHON KOHTpAEHIIHH.

Kaace yoeauTeabHocTH pekoMeHaanuii | (ypoBeHb aokasareiabHocTn —B) [1-3, 12-17, 69-
70].

. Hetsim ¢ JII' pekoMeHA0BaHO MyTelIeCTBOBAaTh aBUATPAHCIIOPTOM TOJIBKO B CTA0OMIBHOM
¥ KOMIIEHCHPOBAHHOM COCTOSIHHU.

Kuaacc yoenurenbHocTu pekomenaanmii | (ypoBenb pokasarennnoctu — C) [1-3, 12-17, 69-
70].

IMoaaepxuBaomasi Tepanusi Jero4Hoi runepTeH3nu

o Kucnoponorepanuss pekoMmeHgoBaHa OonbHBIM mpu  Bcex ¢opmax JII, korma
Habmromaercs croiikoe cHmxkenne Sa02 < 92% wm PaO; < 60 mm pt. cr. [Ipu xpoHHUEcKon
THIIOKCEMHH PEKOMEH]IOBAaHA MPOJIOJKUTENbHASL KUCIOPOIOTEPAITHS

Kaacc yoenureabHocTH pekomenaanmii 11a (Ypoenb nokazareannoctu — C) [1-3, 12-17,
69-71].

. Kucnoponorepanust pekomenjoBaHa namueHtaMm ¢ JII' u XpoHudeckoil anbBeossipHOMN
THIIOKCeMHUel Ha (hOHE MPOSIBJICHHI MapeHXUMATO3HbIX 3a00JeBaHui Jierkux (B T.4. mpu BJIJ]) B
KayecTBE OCHOBHOTO METOAa Tepamuu s nojuiepkanus 1meneBod SaO02 >93% (mpu
noao3pennn Ha JII'), >95% (npu noarBepxknennou JII).

Kaace yoenureannoctu pekomenaanuii 11a (Yposens nokasareabHoctu — B) [1-3, 12-17,
69-71].

o Kucnoponorepanust pekoMeH0BaHa MallMeHTaM ¢ THIIOKCEMHEN BO BpeMsl aBHUariepenera
WY TIOCTOSIHHO MTPO’KUBAIOLINM B BEICOKOTOPBE.

Kaace yoenurennnocTu pekomenaanuii 11a (YpoBenn aokazareibHoctu — B) [1-3, 12-17,
69-70].

KommenTapum: Venaosicnennwlii  KUciopoo yenecooopasHo HA3HAYamev NOCMOAHHO NpU
XPOHUYECKOU 2UNOKCeMUU, NePUOOULecKU - 8 CILYYAAX OMCYMCMEUA XPOHUUECKOU 2UNOKCeMUl,

npu 0OKA3aHHOU Oecamypayuu nocie @uaudeckol Hacpy3Ku uiu 6 Hounoe epemsa. OmmeHna
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Kuciopooomepanuu nposooOUmMcs: NOCMeneHHo, CHA4a1a OMMeHsII0m KUCTIOPOO 8 OHe8HOe 8peMs
u nepuod 600pcmeosanus, 3ameM 6 HOYHOE 6peMs U B0 6pemMs CHA NoO0 KOHMpOJeMm
NPONIOH2UPOBAHHOU  nynbcokcumempuu. Cnedyem yuumvléams, UmMoO KUCIOPOOOMepanus
nosviuiaem puck J1e20YHbIX OCIONCHEHUl, MAaKUX Kaxk, NHeeMOHUs Uiy oadce 0OocmpeHue
XPOHUYECK020 3a001e8aHUsL Ie2KUX.

. Hneansyuonnwviti oxcuo asoma (NO) pexomengoBan manueHtam ¢ JII' mpu peskom
000CTpEeHUN KJIMHUYECKOTO TEYEHUsS, B T.4. MPHU PA3BUTHH JIETOYHOTO COCYJIUCTOTO KpH3a,
octpoit  JII' ®wa  QoHe  pecnupaTOpHOrOo  JAUCTPECC-CHHIPOMA,  CYIICCTBYIOIIETO
MapeHXUMaTO3HOTO 3a0osieBanus erkux u/miu [TJITH.

Kaace yoeauTeabHoCTH pekoMenaanuii | (ypoBenb aokasareabHoctn —B) [1-3, 12-17, 69-
70].

KommenTapuu: Hueanayuu oxkcuda azoma 6 nacmosujee 8pems AGNAIOMCA mepanuel nepeou
JUHUU NPU OCMPOU JIe2OYHOU 2UNEPMeH3UU, HO He UCNHONb3YIOMCS 6 Kayecmee Memooa
nocmosHHou — mepanuu. Hueanayuu  oxcuda — azoma — CHUdMCAIOM — NOMPEOHOCMb 8
IKCMPAKOPNOPAILHOL MEeMOPAHHOU OKCUSEHAYUU, OCOOEHHO ) HeOOHOUeHHbIX Oemell C
ovixamenvHol Hedocmamounocmoio. Y oonvhvix ¢ msicenou JII uneansyuu NO nauunaiom co
cmapmosou 0ozet 20 ppm, npu omcymcmeuu s3pgexma 003y yeeauwusaiom 0o 40 ppm.
Hcnonvzosanue evicokux 0oz NO mooicem npusecmu k pazsumuro memeemo2ioounemuu, ymo
mpebyem ommeHnsl npenapama.

. [TarmenTaMm C TSKENION JIETOYHOW TMIEPTEH3UEH: BBIPAXKEHHOM THUIIOKCEMHEN, HU3KUM
CepJCYHBIM BBIOPOCOM U TSKEIOW CepAeYHON H\MIIM JBIXaTeIbHON HEIOCTaTOYHOCTHIO, MPHU
HEed(D(PEKTUBHOCTH  MEAMKAMEHTO3HOW Tepanuu, JJs TMPEayNpexJeHUus HeoOpaTUMBIX
W3MEHEHWH B OpraHax M TKaHAX I[IOKa3aHa MpOIeAypa SKCTPaKOpIOpaIbHOW MeMOpaHHOM
OKCUTEHAIINH.

Kaace yoenureabnocTu pekomenaanuii 11a (Yposenn aokasarteibHoctu — B) [1-3, 12-17,

69-71].

AHTHKOATYJISHTHI U Ae3arperanrhbl

. JmutensHoe mpuMenerne Bapdapuna (kogq ATX— b01aa03) pexkomeH10BaHO OOJBHBIM C
MIPOTPECCUPYIOLIEH HUJIUOTIATUYECKOU 51 HACJIEICTBEHHOU JIAT, XPOHUYECKOU
TPOMOOIMOOINYECKON JIETOYHON THIEPTEH3UEH, Y TTAIIMEHTOB ¢ HU3KUM CEePJICYHBIM BBIOPOCOM
1 y OOJIBHBIX C COCTOSIHUSIMH, COMTPOBOKIAIOIIMMHUCS TUTIEPKOATYIISIIACH.

Kaace yoenurenbHocTH pexkomennamuii lla (yposenn noka3zareannoctu — B) [1-3, 12-17,
69].
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KommenTapuu: []enesoii yposenb medxncOyHapoOH020 HOpMaiuzosannoco omuowenus (MHO)
cocmasnsiem 2,0-2,5. V odemeii nauanvnas 0oza obwviuno cocmasisem 0,2 me/ke/cym npu
Hopmanvhou @yukyuu nevenu u 0,1 me/ke/cym - npu Hapywenuu ynkyuu nevenu. Janrvretiuuil
PpedAcUM 003UPOBAHUSL YCMAHABIUBAEMCSA UHOUBUOYATbHO N0O KoHmporem MHO.

. VY nereii ¢ nauonarudyeckoi n HacnenctBeHHo JIAIT mpu Hanuuuu IPOTHBOMOKA3aHUM
JUISL aHTUKOAryJISHTHOM Tepanuu, OCOOEHHO y JAeTed MIaJIiero Bo3pacta U y (U3HUYECKU
AKTUBHBIX JIETeH C TPEINOJIOKUTEIHHO MOBBIIICHHBIM PHCKOM KpPOBOTEYCHHSI, BBUAY Ooiee
BBICOKOM BEPOSTHOCTH CIy4alHBIX IIOBPEXKICHUNA M TpaBM B KadeCTBE AJIbTEPHATUBBI
PEKOMEHJIOBAHO HCII0JIb30BAaTh aHTUATPEraHTHYIO TEparvio (Hampumep, AIETHICAITUIUIOBYIO
kucinoty — kox ATX-a01ad05).

Kaacc yoenureabHocTn pekomenaamuii |1b (ypoBens nokazarennnHoctu — C).
Kommenrapum: /lpeonoumumenvHo ucnonvsosanue cneyuaibHulx opm Ayemuncaruyunosou
KUCJIOMbl, NOKPLIMbIX KUWEYHOPACMBOPUMOL 00010YKoU 8 003¢ om 2 00 4 me/xe/cymxu.
Cnedyem cobnrooams 0CMOPOICHOCIb NPU OOHOBPEMEHHO NPOBOOUMOU AHMUKOA2YTAHMHOU
UnU aHMumpoMOOYUMAapHoU mepanuu, UIU NPU CUTbHLIX MEHCMPYAIbHbIX KPOBOMEUEHUSX.

Maxcumanvnasa cymounas 0oza 100 me 6 cymku.

L HpI/IMeHeHI/Ie AHTUKOAryJIsdHTOB H€ PEKOMCHAOBAHO J€TAM C HaCHeHCTBeHHOﬁ

reMOopparu4ecKou TeJICaHrMAIKTa3ueN U MOPTOMYJIbMOHAIBHON TUIIEPTEH3HEHN.

Kaacc yoenureabnoctu pekomengaumii 111 (Yposenb nokaszarensnocru C)
JuypeTuKku
o JuypeTuku pekoMeHJoBaHbl O00MbHBIM ¢ JIIT W KIMHUYECKUMH TPOSBICHHUSIMH

IPaBOXKEITY0UKOBOM HenocrtaToyHocTH. Hambonee pannoHaIbHBIM SBISIETCS NPUMEHEHHE
nerieBoro auyperruka ¢pypocemuna (koq ATX—c03ca0l) B go3e 0,5 — 4 MI/Kr B CYTKH, a TaKkxKe
ruapoxioporruazuia B 103e 1-4 mr/kr B cytku (kog ATX — c03aa03).

Kaacce yoenureabHocTu pekomenaanuii 11b (Yposens nokazareabnHoctun C)

o brokaTop perentopoB MHHEPaIOKOPTHKOMIOB crirpoHoiakToH (kogq ATX — c03da0l)
pexkoMeH10BaH 00JbHBIM C JIAT W AMacTOMMYECKON Cep/IeyHON HEA0CTaTOYHOCThIO, B T.4. IIPH
coxpaHHOU (pakiuu BbIOpOCa, 3a CYET YJIYULICHHS IUACTOJMYECKOH (YHKIMU NpaBOro U
JIEBOTO >KeTyA04KoB. CIUPOHOIAKTOH Ha3HAYAETCsl B CYTOUHOM 03e 1— 3 MI/KT 2 pa3a B CyTKH.
Kaace yoenureabHocTu pexomenaanmii Ila (YpoBens pokazareannoctu C) [1-3, 12-17,
69].

Kommenmapuu: Jlo3el npenapamog O001dCHbI AKKYPAMHO MUMPOBAMbC 60 uUbexncanue
pe3ko2o nadeHusi 06vema YUpKyaupyroweu Kpoeu U CHUNCEHUS CUCMEMHO20 apmepudibHO20
oasnenus. Jluypemuueckas mepanusi OOJHCHA CONPOBOHCOAMBCA PeYIAPHbIM KOHMPOAEM

YPOG6HA KAJluA U KpeamuHuha 6 Kposu.
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CepaeyHble IJIMKO3UAbI H HHOTPOIIHBIE MPeNnapaThl

PemonenupoBanue mpaBoro >KEIyl0YKa CO CHIDKEHHEM €ro CHCTOJMYECKOH (yHKIHUU
npu JIAD sBisercs OOHMM U3 BaXHEMIIMX MEXAHU3MOB DPa3BUTUS U IPOrPECCUPOBAHUS
CepACYHON HEIOCTATOYHOCTH.

o Huzoxcun (kon ATX—c01aa05) y GonbHbix ¢ JIAI' u mpencepAHbIMU TaXHUAPUTMHUSIMH
PEKOMEHJIOBaH TOJIBKO JUIsi KOHTPOJIS 32 YaCTOTOH pUTMA.

Kaace yoenureabHocTu pexkomenaamuii 11b (Yposens nokazarenbnoctn C) [1-3, 12-17,
69].

o B cinydasix nexommnencanuu 3abosneBanus y 6onbHbIX JII' pexomenoosano ucnonb3oBaHue
WHOTPONHBIX npenapatos (Jlomamun JleBocumeHaan).

Kaacc yoenureabHocTu pekomenaanuii 11b (Yposens nokasarennnocru C) [1-3, 12-17, 69,
70].

Kommenrapun: JJooymamun (ko0 ATX— COLCAQ7) oxazvieaem nonosxcumenvroe uHOmponHoe
Oeticmeue, ymeperno yseauyugaem YCC, ysenuyusaem yoapHviii U MUHYMHBIL 00beMbl cepoya,
CHUdIcaem  e2oyHoe cocyoucmoe conpomusienue. CucmemHoe Oaslenue npu  AMOM
cywecmeenno He usmensemcs. Ilpenapam evizvieaem ymeHbuieHue OAGIeHUS HANOIHEHUs.
oHcenyo0ouKos cepoya. Yeenuuueaem KOPOHAPHBINL KPOBOMOK U CHOCOOCMEYem YIYUUEHUIO
CHabxcenusi muoxkapoa xuciopooom. Ilpenapam pexomendyemcs 6600umsv 6 0ozax [-15
mke/Kke/mun. Ilpu npumenenuu 6 003ax > 7.5 MKe/Ke/MUn HauyuHaem nposaeiamscsi 6016UUHCMEO
NOOOYHBIX 61eHUll (0COOEHHO MAXUKAPOUs).

Jlesocumenoan (koo ATX— c01cx08) nosvlimwaem uyscmeumenbHoCmb COKPAMUMENLbHBIX
enxos k Ca** nymem cesa3vieanus ¢ mpononunom C mMuoxapoa 8 Kaibyueso—3asucumou gase,
yeenuuusaem Cuity CepoeyHvlX COKpAwjeHull, He Gausiem Ha pacciablienue Hcenyooukos. Y
oonvrvix ¢ JII' u XCH nonoscumenvhvill. UHOMPONHuIUL U  6A300ULSAMUpYiowuil 3@ gexm
nPUBOOUM K YBEIUYEHUIO CUNbl CEPOCUHbIX COKPAUWJeHUU U CHUNCEHUI0 KaK nped—, mak u
NOCMHAZPY3KU, He GIUssl NpU dMOM HA OUACMOIUYECKYI0 (DYHKYUuro. Dmu noaioxdcumenbHole
aghghexmul docmuearomes 6e3 3HAYUMENbHO20 YBeaudeHuss NOMpeoeHUsi MUOKAPOOM KUCTIOPOOd.
Ilpenapam 3nauumenvHo crHudcaem cooepoicanue dsnoomenuna—I y 6oavnvix ¢ XCH. Ilpusooum
K 00303a8UCUMOMY VBEIUUEHUIO MUHYMHO20 KPOBOMOKA, a makdice K 00303A8UCUMOMY
CHUDICEHUIO OAGIeHUsl 8 JIe20YHO—KANUIAPHOU cemu, cpeoneco AJl u nepugepuueckozo
conpomuenenusi. Y bonvuwix ¢ JII, ocnoscueHHou ocmpotl cepOeyuHol HedOCmamoyHOCmbvio, Uil
npu oexomnencayuu XCH pexomenooeano 60110cHoe 8HympugenHom 66e0eHue 1e60CUMEHOAHA 8
o0oze 0,05-0,1 mxe\xe 6 mumymy 6 meuenue 24—48 wacoeé noo kKommponem nokazameneu
eemoounamuky. I emoounamuyeckue 3¢Qhhexmovl COXPAHAIOMCA KAK MUHUMYM HA NPOMSNCEHUU

24 y u moeym Haboo0amscs 6n10mv 00 9 OHell nocie npekpaujerus 6—4acosou UH@pY3UuU.
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Crnenuduyeckasi Tepanus JEro4yHol apTepuabHOl TUNEPTEH3UN

Hasnauenune JIAI'—cnenuduuecknx NaTOrTCHETUYSCKH OOOCHOBAHHBIX IPEMapaToB C
JIOKa3aHHBIM Ba30AWJIATHPYIOIIMM M aHTUIPOIH(EPATUBHBIM JCHCTBHEM HIPACT KIIFOUEBYIO
ponb B Tepanuu JIAI.  CBoeBpeMeHHOCTh Ha3HaueHHs crenuduueckoir Tepamuu JIAT
ornpezesnseT NporHo3 3a00JIeBaHusl.

J o navana tepanuu JII' pekoMeH10BaHO MTPOBEICHIE KaTeTePU3aLUU Cepia Jils
Bepudukanuu auarno3a JII', ompeneneHuss ee reMOJUHAMHYECKOTO TUMa (MpEeKaNMIIspHAS,
MOCTKAMWUTSIPHAS) ¥ CTETICHU TSKECTH.

Kiacc yoenureabHocTu pexomenaanuii Ila (Yposenns moxazareabnoctu C) [1-3, 12-
17, 67].

. Ho mnavanma JIAD-cmenuduyeckoil Tepanmuu pPEKOMEHJIOBAHO IPOBEIACHHUE
cTpatu(dUKalMM pUCKA, BKIIOYAIONICH aHalu3 pe3yJbTaTOB TecTa Ha Ba30PEaKTHBHOCTH,
FeMOJIMHAMHUYECKHUX U (YHKIIMOHATBHBIX XapaKTEPUCTUK OOJIBHOTO.

Kaacc yoenureabHocTu pexomenaanuii Ila (Yposennb noxazarenbHoctu C) [1-3, 12-
17,67, 72-74].

. bnokaTops! KanpluEBbIX KaHAJIOB peKOMEHA0BaHbl JeTsM crapiue | rona c JIAD
I-11 ®K nipu norooxcumenvrom mecme Ha Ba30pEaKTUBHOCTD.

Kaacc yoenurenbnocru pexomenaanuii Ila (Yposenb nokazarennnocru C) [1-3, 12-
17,67, 72-74].

. KommenTapuu: [lomumo nonosxcumenbHo2o0 mecma HA 6a30PeaKmueHOCb
peutenue 0 HA3HAYeHUU OIUMENbHO20 Npuema ON0KAmopos KANbYUeblx KAHAN08 OOJbHbIM C
JIAI oondcno 6vimb npUHAMO NpU COOMOOEHUU Mpex YCA08UlL. cepoeunbli unoekc donee 2,1
wmun/m?; Sa0; enosHol Kposu 6onee 63%, oasnenue 6 npasom npedcepouu mernee 10 mm pm.
cm. Buvibop 6noxamopa kanbyuesvix KaHAanio8 onpeoensemcs KIUHUYeCKUM COCMOSIHUeM
001bHO20. nayueHmam CcoO CKIOHHOCMbI0 K Opaouxkapouu peKkoMeHOO08aH Hugeounun 6
NPOJIOH2UPOBAHHBIX (HOPMAX, A MAKIHCE AHMALOHUCMbL KAbYUS OUSUOPONUPUOUHO08020 pada 111
nokonenusi (amnoounuw). Ilpu cxromHocmu k maxuxapouu ciedyem omoamv npeonoumeHue

ounmuazemy.

Pexomenoosannvie 003v1 y Oemeli:

Junmuazem (koo ATX— c08db01): nauanvnas ooza 0,5-0,7 me/xe na npuem 3 pasa 8
CYMKU NepopaibHO ¢ NOCMENeHHbIM NnogvlueHuem 003vl 00 1-1,7 me/ke na npuem 3 pasa 6
cymku. Makcumanvnas 0oza 0ns e3pocivix 240 — 360 me/cym nepopanvuo 6 3 npuema.
Ilpenapamvl ¢ NPONOHSUPOBAHHBIM — BbICBOOOIHCOCHUEMNPUMEHAIOMCS ~ MONLKO — Npu

nepeHoCUMoCcmu 3QheKmusHol 003bl Npenapama KOPOmMKo2o Oelicmaus.
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Hugeounun (koo ATX— c08cals): nauanvnas ooza 0,2—0,3 me/xe na npuem 3 pasza 6
CYMKU NEPOPAbHO C NOCHENeHHbIM NosbluleHuem 003bl 00 1-2,5 me/ke na npuem 3) pasa 6
cymku. Maxkcumanvuas 0oza 0ns e3pocavix 120-240 me/cym nepoparvno 6 3 npuema.
Boszmoorcno ucnonvzosanue npenapamos ¢ npoioHSUPOSAHHBIM 6blc8000dcOeHuem (maxc. 180

Mme/cym nepopaibHo).

Amnoounun (k00 ATX—c08call): nauanvnas dosa: 0,1 me/ke na npuem 2 pasa 6 cymku
nepopabHO, C NOCMENEeHHbIM ee Y8eludeHueM 8 3asucumocmu om nepeHocumocmu oo 2,5-10
Mme Ha npuem 2 paza 6 cymku. Makcumanvras 003a 01 63pociavix 20 me 6 Cymku.

o brokaTopsl KaJabIMEBBIX KaHAJIOB He PEKOMEHAO0BAHBI TIPU OmpuyameibHomM mecme Ha
Ba30pEaKTUBHOCTh; MALMEHTaM, KOTOPHIM HE MPOBOJIWIICSA TECT Ha Ba30PEAKTUBHOCTD;
MalydeHTaM C MPaBOKeTyn04KoBoi HemoctarouHocThio (DK IV mo BO3) BHe 3aBHCcHUMOCTH OT
OTBETa Ha Ba30PEAaKTUBHBIN TECT; IeTAM 10 1 roja.

Kaacc yoenurenbnoctu pekomennanmii Ila (Yposenb gokasarennnoctu C) [1-3, 12-17, 67,
72-74].

CoBpemennas JIAI'—cneuuduueckass Tepanusi BO3JEHCTBYET Ha TPU OCHOBHBIX 3BEHA
natoreHe3a JIAI, B OCHOBe KaXIOro W3 KOTOPBIX JICKUT SHIAOTEIHANbHAs IUCHYHKIHS,
BKJIFOYAs MyTh SHIOTENMHA, MyTh OKCHIA a30Ta\IMKIMYECKOTO ryaHO3uHMOHOpochaTa U MyTh
npocranukianaa. JIAIT cienmduyaeckas Tepanust y AeTeil BKIIOYAET TPU TPYIIIBI penapaTos: 1)
0JIOKATOPBI perenTopoB 3HA0TeNnHA—] (003eHTaH, aMOpU3eHTaH, MAIIUTEHTaH), 2) OKCH] a30Ta
U MHruouTop dochoauscrepassl S Tuna cuiaeHapuiIaT; 3) CHUHTETHUECKHI aHAJIOT SHAOT€HHOTO
npocranukiarHaa uwionpocr [1-3, 12-17, 69, 110].

. PeGenky c¢ BepudummpoBanHoii JIAIT HasHaueHue crenuUYEcKod Tepamnuu
PEKOMEHI0BAHO TPH COOJIOJACHUM CIEAYIONIMX YCIOBHil: 1) OTpUIATENbHBIA TECT Ha
Ba30pPEaKTUBHOCTb;, 2) OTCYTCTBME WJIM HEYCTOMYMBBIA OTBET Ha Tepamnuio OJ0KaTopaMu
KaJIBI[UEBBIX KAHAJIOB, 3) HAJIMYME MPOTHUBOMOKA3aHUI K HA3HAYCHHUIO OJIOKATOPOB KaJIbIIMEBBIX
KaHaJOB.

Kaacc yoenurenbHocTn pexomengamnuii Ila (Yposenb noxasarenbnoctu C) [1-3, 12-17, 69]
. CraptoByto cnemuduueckyto Ttepanuto JIAIT y gereit ¢ ®K |-l u Huzkum
CTpaTH(PUIMPOBAHHBIM pPUCKOM (Tabj. 6) peKOMeHI0BAaHO HAYWHATH C MOHOTEpAIHU
0JI0KaTOpOM peLenTOPOB IHAOTEINHA 003EHTaHOM UM MHTUOUTOpOM (pocdonuscTapassl S TUIa
CUIIICHA(UIIOM.

Kaacc yoenurenbHocTn pexomenaamnuii | (Yposenb noka3zareannoctu B) [1-3,12-17, 69]]
o KommenTapuu: [lpeonoumenue no 603modxcHocmu 0O03eHMAHy pPA3PEUeHHOMY K

npumenenuio 8 demckou npakmuxe 6 Poccutickou @edepayuu.

30



o [Tpu HepocTarouHoU 3 deKTUBHOCTH Tepanuu onHuM JIAI —cniennpuieckuM mpenaparom
netsim ¢ JIAIT ®K -1l u sHus3kuM crpaTuduurpoBaHHBEIM PUCKOM (Tabm. 6), a Takke y JeTel ¢
BriepBble quarHoctupoBanHoil JIAIT @K II-1ll, panee ne momywasmux JIAI—cnenuduueckoi
TEpanuy, PEKOMEHJIOBAHO KaK MOXHO Oojiee paHHee Ha3HaueHHE KOMOWHHPOBAHHOM
cnenuuYecKor Tepamnuu AByMs IepopaIbHBIMU MperapaTaMu — CHIACHA()UIOM H O03EHTaHOM.
Kaacce yoequrenbHocTn pexomengamnuii 11b (YpoBens moxazarenbnoctu C)

. VY nereit ¢ JIAT" ®K -1V u Hanuyuu ¢$hakTOpoB BHICOKOTO PHCKAa PEKOMEHA0BAHO KaK
MOXKHO OoJiee paHHee Ha3HaYCHHE KOMOMHUPOBaHHOW Tepamuu Tpems JIAT cnenmduyecknmu
npenapatamMu. s 3TOro HMCHONIB3YIOTCA B KOMOMHAIMU OJOKAaTOp PELenTOpPOB >HIOTEIHHA
(6o3enTaH) mepopanbHO, HHTHOMTOp (ochomuscrepasbi—5 (cuameHapmi) mnepopaibHO U
UHTAIAIMOHHBIA CHHTECTUYECKUH aHAJIOT YHIOTCHHOTO MPOCTAMKINHA (MIIOMPOCT).

Kuaacc yoenurennnocTu pekomenaanuii 11b (Yposenn nokaszarenbnoctu C)

. IMpu tsoxenoit (IV ®K) w/mmm Opictpo mporpeccupymomein JIAIT pekomeH10BaHO
0e3oTiararelbHO HayaTh TEPAHMI0 HK30TCHHBIM aHAJIOTOM MPOCTAIMKIWHA (HIOMPOCT
UHTASIIAOHHO) C TOCIEAYIOIUM OBICTPBIM TOAKIIOUYEHHEM KOMOWHHPOBAHHOW Tepanuu
nepopaibHbIMU TIpenapatamu (003eHTaH U cuieHadwI).

Kaacc yoenurenbnocTu pexomenaanuii | (Ypoenb mokaszareannocru C) [1-3, 12-17, 75-
79]]

. Bosenrad™ (kon ATX— c02kx01) pexomennoBan nersm ¢ JIAT | — [IIDK kak B kauecTBe
MOHOTEpanuu, Tak U B cocTaBe KOoMOumHHMpoBaHHOH Tepamuu. s gereit ¢ JIAIT IVOK
PEKOMEH/I0BaH TOJBKO B COCTaBE IBOMHOM MM TPOMHON KOMOMHUPOBAHHOM TEpaIuy.

Kaacce yoenureabHocTn pexomenaanuii 11a (Yposenb nokaszareannoctu C) [7, 80-86]

Kommentapuu: Hauansnas 0o3a 603enmana’ — 2 Me/ke 6 Cymii 6 2 npuema nasmavaemcs ua 4
Hedenu C UYeibl) YMEHbUIeHUSI PUCKA HEeNCeNameNbHO20 6030€licmeus Ha nedeHv. B
nocieoyrowem, npu Omcymcmeuu 3Hauumoeo (bonee uem 6 3 paza) NOBbILEHUS YPOBHS
newenounvix mpancmamunas (AJIT u ACT) 0oza yeenuuusaemest 0o 4 me\ke 6 cymxu 6 2 npuema.
Y oemeii ¢ 6ecom 0o 20 ke pekomeHOyemcs K NPUMEHEeHUI) 0emcKas J1eKapCmeeHHas hopma —
oucnepeupyemvle mabaemku 32 me. YV Odemeii ¢ maccou mena om 20 oo 40 ke 6ozenman
HazHauaemcs 68 NOCMOSHHOU noodoepxcusaroweli 0oze 62,5 me 2 pasa 6 cymku, y oemelu ¢
maccou mena 6onee 40 me — 8 nocmosanHoU noodepacusarowetl 0oze 125 me 2 paza 6 cymxu.
Oyenka s3¢pgpexmunocmu npenapama 0OIHCHA OCYWeCMBIAMbCA He panee yem uepe3 8 Hedenb
mepanuu u He paree, yem uepes 4 Hedenu npuema npenapama 6 NOCMOoAHHOU NOO0epHCUBaIOWell
0oze. C yenvio CB0eBPEMEHHO20 BbIABIEHUS HENCENAMENbHbIX B030€liCEUll PeKOMEHOO0BAHO

encemecAaA4Ho oyeHueantob d)yHKI/;LlIO nedyeHu 'y ()emeﬁ, nojgyuyarnowux mepanuro 003eHmanoM.
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o AmGpmsentan’ (k00 ATX — C.02.K.X.02) pexomennoBan aetsm crapme 5 et ¢ JIAL I —
II®K npu HenmepeHocuMOCTH OO3EHTaHa.

Kaace yoenurenbHocTn pexomennanuii 1la (YpoBens nokazareabHoctu C) [12, 15, 16,
87,88]

KommenTapuu: Cmapmosas doza Ambpuzenmana 2,5 me Ha npuem OOHOKPAMHO 8 CYMKU,
nooodepoicusarowas 0o3a om 5 0o 10 me na npuem ooHokpamuo 6 cymku. Ilobounsie 3¢hghexmoi
no0obmsl 603enmany. C yenvlo CB0eBPEMEHHO20 BbIAGNIEHUS HEeNHCeNaMeNbHbIX B8030eliCNEUll
PEKOMEHO0BAHO eHCeMeCAUHO OYEeHUBAMb (QYHKYUIO neyenu y oemell, NOAYYAIOUUX MePaAnuro

amoOpu3eHmaHoM.

. MaLII/ITeHTaHz (xom ATX— C02KX04) pexomenmoBan getsim crapire 12 mer ¢ JIAT T —

I1I®PK kak B KauyecTBE MOHOTEPAIIMH, TaK U B COCTaBE KOMOWHMPOBAHHOM TEPaITUH.
Kaacc yoenurennnocTu pekomenaamnuii 11b (YpoBenn nokazarennnocru C) [15, 16. 86]]

KommenTapuu: cmapmosas 0oza 5—10 me oonoxpamno 6 cymxu, noodepaicusaiowas 10 me

O0OHOKPAMHO 8 CYMKU.

o Cungenapun’ (ko0 ATX — g04be03) pexomenmoBan nersm ¢ JIAL I — IIOK kak B
KauecTBe MOHOTEpAIuU, TaK U B COCTaBe KOMOMHUpOBaHHOU Tepanuu. [ nereit ¢ JIATT VDK

PEKOMEHI0OBaH TOJIBKO B COCTaBE IBOMHOM MM TPOWHON KOMOMHUPOBAHHOM TeparuH.

Kaacc yoenurenbnoctu pexomenaaumii | (Yposen» aokasarennbnoctu B) [1-3, 12-17, 89-
97].

Kommenrapum: Hauanvnas oosa: 0,3—0,5 me/ke na npuem 4 pasza é cymku y demeti 0o 1 200a u
3 paza 6 cymxuy oemeu cmapuie 1 200a nepopanvro. Iloodeporcusarowasn dosza: 0,5—1 me/ke
Ha npuem 4 paza 6 cymxu y demeu 0o 1 2o0a u 3 paza 6 cymku y doemetl cmapuie 1 200a
nepopanvto. /na demeti om 8 00 2(0) ke peKOMeHO08AHA NOOOEPHCUBAIOWAS 003a CUldeHaghula
10 me na npuem 3 pasa 6 cymku nepopaivho. [na Oemeti 6onee 20 ke pexomMeHO08aHA

noooepaicugarouias 0o3a cunoenaguia 20 me na npuem 3 paza 8 Cymxku nepopaivHo.

. Cunpenadun peKOMEHIOBaH JETSIM C OPOHXOJETOYHON aucriiazueu, ocnoxHeHHoN JII'
npu Hed((EKTUBHOCTH KUCIOPOAOTEpanuy B TeueHue 4 Heaenb. MakcuMaibHas J103a B 3TOM
ciy4ae — 8 MI/KT B CYTKH, pa3jieieHHas Ha 3 uiu 4 npuema.

Kaacc yoenurennnocTu pexomenaanuii 11a (Ypoenb noka3zareiabHoctu B) [17, 91].

o Wnonpoct? (koxg ATX-BO1AC11) pekomenmoBan rersiv ¢ JIAT IHI-IVOK B cocrase
KOMOMHUPOBaHHOM BOMHOM niu TpoitHoit JIAI —cnenuduueckoi Tepanuu.

Kaacc yoenurenbHocTn pexomenganuii 11b (Yposenb nokaszareannocru C)[15,16, 98].
KommenTapuu: Pexomendosannvle 003bl uionpocma y oemeli. Ha4aibHasi 0OHOKPAMHAsL 0034

2,5 mxe (1,25 mxe y oemeil maaoweti 603pacmHol epynnel) ¢ NOCMENeHHbIM NOGblUuleHUeM 00 5
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MK2 npu Xxopouieli NepeHOCUMOCMU UHSANAYUOHHO C UCNOb308aHuem Heodyaauzepa 6—9 pas 6
cymxu. [IpodonscumenvHocms Kaxcoou uneanayuu — 8—15 munym.

Koppexuust accounnpoBaHHbIX 3a00/1eBaHU I

CBoeBpeMeHHas U aJeKBaTHas KOPPEKIMs OCHOBHOIO 3a00JI€BaHHS MOXKET MPEAYyIpeauTh
pa3BUTHE WIM YMEHBIINTh CTeNeHb accoruupoBaHHor JIAI. ¥V OGompHbix ¢ BIIC u
YBEIMYEHHBIM JIETOYHBIM KPOBOTOKOM ISl TPEAOTBPAILICHUS PAa3BUTUS HEOOpPATHMBIX
U3MEHEHHH B COCyJax JIETKHX HEOOXOauMa CBOCBPEMEHHAs XHUpypruyeckas KOppeKuus B
panHem Bo3pacte. [Ipu XpoHHUECKHX OOCTPYKTHBHBIX M WHTEPCTHUIMAIIBHBIX 3a00JeBaHMSIIX
JIETKUX TIOKa3aHbl aHTHOWOTUKH, OPOHXOIWJISATATOPHI, TIFOKOKOpTUKOcTepoubl. Ipu XTIJII
HEOOXOJUMBI MEphl 10 JHUKBUAALMU HCTOYHHKA TPOMOOB, TPOMODHIAPTEPIKTOMHSA, a TIO
MOKa3aHMsM - YCTaHOBKA KaBaQHIbTPA.

[Ipucoeaunenne nocrkanuuigspHoi JII' y OonbHBIX C 3a00/€BaHUSMHU JIEBBIX KaMep
Cep/la 3HAYUTENIBHO YXYALIAET MPOrHO3 M YBEIWYUBACT JIETATbHOCTh. [Ipy BPOXKICHHBIX WU
IPUOOPETEHHBIX MOPKax cepaua ¢ nocrkanuuigpHoit JII' y nereit HeobxonrMa CBOEBpEMEHHAas
xupypruueckast koppekuus. Y gerer ¢ XCH gomkHa 1poBOAMTBCS — aJ€KBaTHas
MEAMKAMEHTO3Hasl ~ Tepamus, BKIIOYAION[as HMHTHOUTOPHl  AHTHOTEH3MHIIPEBPAIIAOLIETO
dbepmenTa, OnmoKaTOpsl peuUEenTopoB K aHruoteHsuHy |l, P—OmokaTopsl, aHTaroOHUCTHI
MUHEPAJTIOKOPTUKOUIHBIX PELENTOPOB, AUYPETUKH, CEpACUHBbIE TIMKO3UIbI, a IpPU HATUYUU
NOKa3aHWi — KapAMOPECHHXPOHH3HMPYIOIIAs Tepanus H\MJIM WMJIAHTAIMS KapAuoBepTepa—
negulpusTopa.

3.2. [lanauaTuBHOE XHPYPIrUYecKoe JeUyeHne

. Hetsm ¢ JII' ITI-IV ®K pexkomeHn0BaHa KOHCYJbTAIMs KapAHOXUPYpra Ui pelIeHus
BONpPOCAa O BO3MOXHOCTH M L€JIeCO00pa3HOCTH MAIJIMATUBHOTO XHUPYPTHUECKOro JIEYEeHUs
(aTtpuocenTocTomusi, anactomo3s [loTrca).

Kaace yoenureanHocTu pekomenaanuii | (Yposenn pokazarenbHoctn C) [1-3,8,9, 99,
103]

Kommenrapum: [laniuamuenvie Xupypeuueckue onepayui pacCmampuearomecs He 8 Kavecmee
«mepanuu OMUAAHUSAY UIU «MOCMA K MPAHCHAAHMAYUU», d 8 Kauecmee CamoCmosmenbHO20
Memooa, noxkazasuieco 6o pgpexmusnocms 6 aevenuu JII' u npoeooumozo Ha meppumopuu
Poccuiickoii @edepayuu 013 0emcko2co KOHMUHSEHMA OOJILHBIX.

. ATpHOCENTOCTOMHUSI PEKOMEHJIOBaHAa JETSAM CTapuied BO3PACTHOM TIpynmbl ¢
cynpacuctemuoi JII' I1I-1V ®K, cumnromamu npaBoXenylT0uKOBOH HEJOCTATOYHOCTH M \IIH
MOBTOPSIOLIMMHCSA CHUHKONEe Tpu HeadpdekTuBHOCTH mpoBoaumoin JIAT—cnenuduueckoin

Tepanuu.
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Kaace yoequreabHocTn pekomenaanuii lla (Yposenb goka3zareannoctu C) [1-3,8,9, 99,
103].
. Jlerouno—aopranbHblii aHacTOMO3 [loTTca pekoMeHI0BaH AETSAM MIIaalIeld BO3PaCTHOMN
rpynnsl ¢ cynpacuctemHot  JIIT IV @K, cuMnromamu — 1npaBoXkKenyn04YKOBOM
HEIOCTATOYHOCTH M\WJIM TOBTOPSIOIIUMHKCS CHHKOIE TNPH HEIPPEKTUBHOCTH MPOBOIUMOI
JIAT—cnienmndudeckoit Tepamnum.
Kaace yoenureabnocTu pekomenaanmii 11b (Yposenn nokazareannocru C) [1-3,8,9, 99,
103]
. Jleroyno—aopranbHblii aHacToMO3 IloTTCca pekoMeHOBaH nersaM ¢ cynpacucteMHou JII'
-1V ©®K, cuMnTomMamu NpaBOXENTyIOYKOBON HEIOCTATOYHOCTH W\MIIM IOBTOPSIOIIUMHUCS
cunkone npu HedpdektuBHOCcTH TpoBoauMoll JIAI—cneunduueckoit Tepanmuu U BBHICOKOM
TEXHUYECKOM PUCKE aTPHUOCEHTOCTOMHUH.
Kaace yoenureabnocTu pekomenaanmii 11b (Yposenn nokazareannocru C) [1-3,8,9, 99,
103].
KommenTapuu: Jlecouno—aopmanvusiii anacmomos Ilommca y demeii ¢ cynpacucmemuou JII°
HI-IV @K moocem paccmampusamscs 6 kauecmee aibmepHaAmuebl MpaHCNIAAHMAYUU 1eeKUX.
TpancniaaHTanus Jerkux
. [Maruentam ¢ Obictpo  mporpeccupytomeit  JIIT -1V ®K, cumnromamu
NPaBOXKEITYJA0YKOBOM  HEJOCTATOYHOCTH  H\WJIM  TOBTOPSIONIMMHCS  CHHKONE  TpHU
HeapdexkTuBHOCTH TpoBoauMoOil JIAT—cnennduueckoil Tepamuu IOKa3aHa KOHCYJIbTalUs
KapAHOXHUpYypra JUisl perieH s BOIpoca O TPAHCIIAaHTAIIMH JIETKHX.
Kaacc yoenurennnoctu pekomenaanuii I (Yposenb nokazareanHocru C)[1-3,12-16].
4 PeaOuauranus
JlerouHass rUmepTeH3Us SABISETCS XPOHUYECKHUM 3a00JI€eBaHMEM C KpaiiHe HeOIaromnpusiTHhIM
MPOrHO30M. MeTopl peaduinuTanuu He pa3padoTaHbl. TpeHHPOBKA IbIXATETBbHOW CHUCTEMBI U
JO3UpOBaHHas (hU3MUECKass HArpy3Kka MOTYT YBEIUYHTH MEPECHOCHUMOCTh (PU3NICCKUX HATPY30K
U YIy4IIATh KA4eCTBO JKU3HU. BOJBIIMHCTBO OOJBHBIX HYXKIAIOTCI B ICHXOJOTHYCCKON
NoJJep)KKe W peadmwimuranuu. B HacTosiee Bpemsi HE WMeEETCS JOCTATOYHOTO KOJIMYECTBa
JTaHHBIX 00 dPPEeKTUBHOCTU peabUIUTAIIMOHHBIX MepomnpusaTuii. HecMOTpst Ha omaceHus, 4To
TPCHUPOBKA MOTYT  YXYIIIMTh CHMIITOMBI 3TOW TpYNIBl  IAIIMEHTOB, HECKOJIBKO
PaHJIOMU3HPOBAHHBIX KIIMHUYICCKUX HCCIICIOBAaHUI OMyOITMKOBAIA O MOJIOKHTEILHOM 3 dekTe
bu3nYeCKUX YIOpaKHEHUN y B3pocibix manueHToB ¢ JII', o0 ymyumiennu (GyHKIMOHAIBHOM
CIOCOOHOCTH M CaMOYyBCTBUU Tocie TpeHupoBok [1, 3]. Psa wuccnenoBanuii oOHapy»x ui
MOBBIIICHUE KAuyecTBa KU3HM y aHajlorumdyHbiX OonbHBIX [2]. Tlammentsr ¢ JII' 3anmManuch

ne4eOHONM  (QU3KYABTYpOH, B T.4. a’pOoOHBIMH  YOPOKHCHHUSAMH, VIPOKHCHHSIMH Ha
34



COIPOTUBIIEHUE, TPEHUPOBKY JbIXaTEIbHON MYCKYyJIaTyphl, 3aMeJIEHUE IbIXaHUs, pelaKcalluio,
MICUXOJIOTHYECKYI0 KOppeKknuio. HeOmaronmpusTHbIA MPOTHO3 BEPOSTEH JUIS TAIMCHTOB,
crocoOHbIX mpoiith meHee 400 merpoB mpu mpobe ¢ 6-MuHYTHOW Xonb0Ooit [4]. OmnHnaxo,
JIAHHBIX UCCJIEIOBAHMKN HemocTaTouHO i BKItoueHus JIOK B oOmuil mepedeHs npoueayp ais
nanuenToB ¢ JII' u TpeOyroT nanpHEHIero u3ydeHus. B neaquarpudeckoil mpakTuke 1moao0HbIe

uccienoBanus He nmpoBoauiauck [105-107].

S.IIpodunakTuka u HaOJ0AeHHUE MAIUEHTOB

Jleroynasi TUIEPTEH3US] MOXKET OBITH CAMOCTOSATEIBHBIM 3200JIEBaHUEM UJIM CHHIPOMOM,
OCJIOXKHSIOIIMM  IEeNBIA  CHEKTP COCTOSIHUK. Mep mnpoQUIaKTHKH HMIUONATHUYECKOW U
Hacle1cTBeHHOM (opMbl HeT. CBOEBPEMEHHOE aJeKBAaTHOE JIEYEHHE OCHOBHOIO 3a00JIeBaHMS
SBJISICTCS OCHOBHBIM METOJIOM NPOQHIAKTUKU accoluupoBaHHbIX (opm JIAI'. PerynspHsiii
OXOKI' cKpHHHHT B LEJEBBIX TPYIax, BKIOYas OOJBHBIX C CHCTEMHO—JICTOYHBIMHU LITYHTaMH,
3a00JIEBaHUAMU COEIMHUTENbHON TKaHU, MOPTAJbHOM TUIEPTEH3UEH, T'€MOJIUTHYECKUMU
anemusimu, BUY — wuHpekuwmeit, 3aboiieBaHUSIMH JIETKMX U T.J., MO3BOJSIOT BBISIBUTH
3a00JICBaHMs HA PAaHHEH CTaMH M CBOCBPEMEHHO HAa3HAYMTH JieueHHe (Tabu.5).

Tabmuua 5. PekomeHO06aHHbIU NIAH OUHAMUYECKO20 HaO00eHus 3a boavHbimu ¢ JITI

OO6cnenoBanue [IepBuunoe UYepe3 3-4 | Kaxnpie | Ilpwm
oOcienoBanue | Mec. mocie |3—6 YXYIIICHUU
710 Ha3HAueHMs | Hayana MECSIIEB | COCTOSIHUS
cnenuduueckon | crienupuye
Teparnuu CKOHU
Tepanuu
AHaMHECTUYECKHUE JaHHBIE v
CemeiiHblil aHaMHE3 v
Onenka xanod v v v v
dusmkansHOe 00CIeJOBaAHIE v v v v
AHanu3 KpOBU KIMHHYESCKHUN v v v v
["a30BBIil COCTaB KPOBU v v v v
BHOXUMHYECKOE UCCIIEIOBAHNE 4 v v v
KpPOBHU
Koarynorpamma v v v
YpoBeHb TOPMOHOB LITUTOBUIHOM v
KEJIe3bl
VpoBeHb MO3rOBOTO v v v v
HATPUIypEeTHUECKOTr0 MenTHIa
OKT v v v v
OXOKTI 4 v v v
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MPT, KT npu Hanuuuu v 4
MOKAa3aHMI

Pentrenorpadus rpyIHoi KJIeTKH v 4
T6MX (metsim crapiiie 7 jeT) v v v v
Karerepu3sanus 1moaocreil cepana v v
VIbTpa3sByKOBOE UCCIIEJOBAHUE v v v

OPIOIIHOM MOJIOCTH

KoHCybTanuu myJibMOHOJIOTa, v v
racTpO’HTEPOIIOra, FeMaToIora,
Hedposora, peBMaToJora u Jip.
CIEUAIICTOB NPU HATWYNN
ITOKa3aHUM

6. JlomosHuTesbHasn uHopManMs, BJIUSIOMIAA HA TeyeHHE H HCXO[
3a200J1eBaHUSA

6.1. Ucxoabl 4 MPOrHo3 3a00/1eBaHUsI
[Ipy ecrecTBEHHOM TEYEHMM IIPOTHO3 3a0o0jeBaHMs KpaiiHe HeOyaronpusaTHbd. B
OTCYTCTBHE JICUEHHUS CPEIHSAS BBDKMBAEMOCTh y JAeTeil coctaBiser 10 MecsieB ¢ MOMEHTa
YCTaHOBJIEHUS] JuarHo3a U 2,8 roja ¢ MOMEHTa YCTAHOBJIEHHUS [MarHo3a y B3pOCIBIX.
BreokuBaemocts B Tedenme 1, 3 m 5 jer cocraBuser 68%, 48% u 34% COOTBETCTBEHHO.
@yHKIMOHaNBHBIN Kiacc JII' urpaeT oCHOBHYIO poJib B IPOrHO3€ 3a00JI€BaHUs: IPU OTCYTCTBUU
JI€YEHUS MPOJIOKUTENIBHOCTD KU3HU nauueHToB ¢ JIAT cocraBnsier qis IV @K B cpennem 6
Mecsues, g |1l ®K — 2,5 roga n okoso 6 jer mist OonbHBEIX, Haxomammxca B I u I OK.
Bo3moxkHocTh pumeHeHus 1eneBoi Teparnuu JIIT ymyummmino nporHos 3aboneBanus. Ha done
cnenuduieckoi teparmu  JIAT 1, 3— u 5—1eTHSAS BEDKHBAEMOCTh cocTaBiisieT 96, 84 u 74%.
Ho nHecmoTps Ha 3HAuWTENbHBIE YCHEXH B MEAMKAMEHTO3HOM U XHPYPTUUYECKOM JICUCHHUH
nporuo3 y aereit ¢ JII' ocraercst HebnaronpustHeiM [109-111].
OreHka TSHKECTH M OIpe/ieNieHre MporHo3a y 60mbpHbIX ¢ JIIT JOMKHBI OBITH IPOBEICHBI C
Y4€TOM KIIMHHYECKUX, TEMOIMHAMUYECKUX TAHHBIX M (DYHKITMOHAIBHBIX TIOKa3aTeeH.
OcHoBHBIMU (haKTOpaMH, OTIPEAEAIONUMU porHo3 JII, sBisiroTcs:
1. Drtuonorus JII
2. Knuauueckue nmposiBICHHS MPABOKETYTOUYKOBOM HEIOCTATOYHOCTH,
3. ®yHkumoHampHBIN KiMacc JII
4. bpICcTpOTa MPOTPECCUPOBAHUS CUMIITOMOB 3a00JICBAHUS;
5. Hanuuwue cunkone;
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6. VYposenr BMP\NTproBMP;

7. Jannsie DXOKT;

8. Tloka3zarenu reMOJAMHAMUKH I10 JAHHBIM KaTETEPU3ALUU CEPIIa.

Tabnuua 6. Cmpamughuxayus pucka y oemeii ¢ JII' [15,16].

Hus3kuii puck Kpumepuu pucka Buvicoxuit puck
Het Kinanueckue nposiBiieHus Ha
IIPaBOXKEIYJ0YKOBON
HEJO0CTAaTOYHOCTHU
Her Cumnromsl nporpeccupytor | Jla
Her Cunkore Na
Her OtcraBanue B ¢usnueckom | Ja
pa3BUTUU
| wom 11 OK JII" mo BO3 HI1 wa 1V
MuHMA/IbHOE MOBBIIIEHHE BMP\NTproBMP 3HauHNTeIbHOE MOBBIIIEHHE
He3naunreabnas quiaaranus, | OXOKT BoipaxkenHnasi nuiaranus,

runeprpodus npaBoro
JKeJIyI0YKa, HOPMAJIbHAS WIH
HE3HAYHNTEJIbHO CHUKEHHAas!

3HAYUTEJIbHOE CHUKECHHE
(¢pyHkuumu npasoro
JKeJIY/I04YKa, BBINOT B

(YHKIHS MPABOIr0 JKeJTYA04YKA nepukapae
CH > 3.0 i\mun\m2 I'emogunamuka o ganueiM | CH < 2,5 n\muna\m2
MPAP\MSAP < 0,75 KaTeTepH3aIiy cep/ma MPAP\MSAP > 0,75

Ba30pPeaKTHBHOCTD +
NJICC < 20 Ea. Byna\m2

JdaBJjienne B npaBoM
npenacepauu > 10
NJICC > 20 Ea. Byna\m?2

MPAP\MSAP — orTHolIeHHe cpeaHero gaBJjeHUs] B JIErOYHOH apTepuu K CpeIHEMY CHCTEMHOMY

apTepUaTbLHOMY JaBJIEHUIO
CH - cepaeuHblii HHIEKC

NJICC — uHAeKce J1ero4Horo coCyaucToro ConpTUBJIeHUst

Boszpact mnaame 14 ner, mporpeccupyrollee CHUXEHHE TOJEPaHTHOCTH K (hU3MUYECKOMH

Harpy3ke, TMpPHU3HAKKM  MPABOKEITYTOUYKOBOM  HEAOCTATOYHOCTH  CBHUJETEIBCTBYIOT O
HeOaronpusTHOM IporHo3e. [lokazarenu reMoJuHAMUKH 10 TaHHBIM KaTeTepHU3alluy Cep/ilia B
MOKOE, BKJII0Yasi caTypaluio KUCIOpo/a, AaBJIeHUE B IPaBOM IPEICepIuH, CepIeUHbI BBIOpOC,

BAa30pPCAKTUBHOCTDH TAKKC YYHUTBHIBAKOTCA ITPU OLICHKE BEPOATHOI'O MMPOTHO3a 3a00JIeBaHUs.

7. Kpurepum olleHKH Ka4ecTBa 0Ka3aHUs MeTUIIUHCKON MOMOIIU
HacTosmme kpuTepuu OLIEHKHM KauecTBa MEIUMIMHCKON mnomouu (nanee - Kpurtepuwn

KaquTBa) MNPUMCHAIOTCA IIPU OKAa3aHUH MEIUIIMHCKOM IIOMOIIM B MEOUIIMHCKUX H HHBIX
opraHu3anuax, OCYHCCTBIIIOINNUX MCIUINHUHCKYHO JACATCIBbHOCTb, HUMCHOINHUX JIMICH3HWIO Ha
MCIUIHUHCKYIO JCATCIBbHOCTL, IMOJYYCHHYIO B IOPAAKE, YCTAHOBJIICHHOM 3aKOHOAATCILCTBOM

Poccuiickoit @eneparuu. Jlanasle Kpurepun kauecTBa JOJKHBI IPUMEHATHCS B LEIAX OLICHKU
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CBOEBPEMEHHOCTH €€ OKa3aHMsl, MPaBUILHOCTU BbIOOpA METOAO0B MPOGUIAKTHUKHU, TUATHOCTHKH,

JICUYCHUA U pea6I/IJII/ITaI_[I/II/I, CTCIICHU NJOCTUKCHUS 3aIlJIAHUPOBAHHOT'O PE3yJibTaTa.

Tabnuna 7. Opranu3aMOHHO—TEXHIUYECKHUE YCIOBHUS OKa3aHUS MEIUIIMHCKON TTOMOIIIH.

Bua mequnuHckoi
MOMOIIH

CrennanusupoBaHHas,
MEIUIMHCKAs TIOMOIIb

B TOM 4YHCJIC BBICOKOTCXHOJJIOTHYHAA

YcioBua oxka3zaHus
MeINIUHCKON MOMOIIH

AMOynaTOpHBIE YCIOBUS
CranuoHapHbl€ YCIOBUS
VY ci10BHsI JTHEBHOTO CTallMOHAPA

®opma oKazaHus [1nanoBas/HeOTIIOKHAS

MeIULUHCKOI MOMOIIH

Tabmuna 8. Kpumepuu xavecmea oyeHKu MeOUYUHCKOU NOMOWU

Ne

Kpurepun kayecrsa

YpoBeHnb
JAOCTOBEPHOCTH
JA0KAa3aTeIbCTB

YpoBeHb
y0eauTeabHOCTH
pexoMeHaanuii

Boinonnen pacnpoc pedenka ¢ JII' o Hamuuuu y
HEr0  OJBIINIKH, YTOMIIIEMOCTH, CHWO)KEHHS
MIEPEHOCUMOCTH buznIecKkux Harpy3ox,
TOJIOBOKPY>KEHHI, 00MOPOKOB, TPOBOLIUPYEMBIX
¢buzngeckoi Harpy3Kom, KL,
KpOBOXapKaHbs, OONeil B TpyAHOW KIETKE,
nepeboeB B PUTME CepJla, CepAIecOueHus, o
HaJIM4uu y  pebeHka  3a0oyeBaHMIA,
acconuupyromuxcs ¢ passuruem JII', npum
Hanmyuu BIIC mpoBomwiiack aM onepaTHBHAS
KOppeKIusa Nopoka, ee Tul, creneHb JII' 1o u
1ocjae OIepalud, HPOXKUBalI JIM pPeOEHOK ¢
pPaHHETO BO3pacTa B  YCIIOBHSX BBICOKOTOPBS,
€cTb JM B CEeMb€ DPOACTBEHHHKH 1-2 cremeHu
poxactsa ¢ JII'

B

IIpu  ¢usukanbHOM  OOCHEIOBaHUM  OBUIM
MOJITBEPK/ICHBI WJIM WCKJIIOYEHBI OTCTABAaHHE B
¢U3MYEeCKOM U  TICUXOMOTOPHOM  pa3BUTHH,
M3MEHEHHE I[BETa KOXKHBIX IMOKPOBOB, HAINYHE
[[MaH03a, U3MEHEHHE (halaHT MaJIbLEB MO0 TUIY
«OapabaHHBIX MAJO0YEK» U HOTTEBBIX IJIACTHH B
BUJIE «YaCOBBIX CTEKOJ»; Ha paCIIMPEHHBIE U
HATIOJTHEHHBIC BEHBI IIEH B KIIMHOTIOJIOKCHUH U
OpTOCTa3e;  IOJIOKUTENbHBIA BEHHBIN IYIIbC;
WN3MEHEHHE bopmbI TpyIHOU KJIICTKH
(«6ouxkooOpa3Has» rpyaHas KJieTKa, CepAeyHbIH
rop0); yCHUJIEHHBIH, PA3JIUTON  CepAECUHBIH
TOJYOK, pacUIMpeHHe TPAHUI] OTHOCHUTEIbHOM
CepJIeYHON TymoCcTH; ycwieHue, akueHt |l Tona
HaJl JICTOYHOU apTepUEH; TUACTOIIMUYECKUN LIyM
OTHOCHUTEIIFHOW  HEIOCTAaTOYHOCTH  KJIallaHa
nerouyHod aptepuun (mym ['pexema—Cruiia);
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CHUCTOJIMYECKU I rym TPUKYCTTUIATBHON
HEJIOCTAaTOYHOCTH; a TakKXKe IIyM apTepHo-
BEHO3HOTO cOpoca KpOBM TMPU CHUCTEMHO-
JICTOYHBIX IIYHTAX, YBCIWYCHHUC IICYCHU, aCLUT,
MOXOJIOAHUE KOHEYHOCTeH, mnepudepruieckue
OTEKH.

[Tpu JIAT, accoruupoBannoii ¢ BIIC 6onpHOMY
Ha3HA4Y€HA KOHCYJIbTAIMs KapIMOXUpypra

BbInosiHEHBI  CTaHJAPTHBIE I'€MATOJIOIMYECKHE
1 OMOXMMMYECKHE TECThl, OLIEHKA ra30B KPOBH,
YPOBHSI JIaKTaTa, OLEHKa (PYHKIIUU LIIUTOBUIHOM
*kKenesbl, CkpuHUHT Ha BIIY, mapkeps! renarura
CTPOT0 PEKOMEHJOBAHBI

Beimonnena osnektpokapauorpagus B 12-TH
CTaHJAPTHBIX OTBEJCHUSX

Brinonnena TpaHCTOpaKaJIbHAas
sxoKapauorpadus

BrimonHaena pentrenorpadus opraHoB IpyIHOU
KJIETKH

Hersim crapuie 7 J€T BBIIOJHEH TeCcT 6—
MUHYTHOH XOJbOBI

V nanuenros ¢ JII' mmxke |l OK Beimonnen
KapIMONyJbMOHAJIbHBIN HATPY30YHBIN TECT

10

Karerepuzanus mosiocteit cepama v JEro4HOM
apTepHH BBIMOJIHCHA 10 Hadaja CreupuIecKoi
Tepanuu

11

BoinonHeH TecT Ha Ba30pPEaKTUBHOCTb IIPU
KaTeTepU3aLUM JIETOYHON apTEPUH

12

Brinonnena crpatudukaius pucka

o8]

13

Haznadena kuciopojoTepanusi MpH CHIKEHUH
Sa02 < 92% unu PaO; < 60 mm pr. cT.

lla

14

biiokaTop penenTopoB MHHEPATOKOPTUKOUJIOB
(crtupoHoakTOH) Ha3HadeH OonbHBIM ¢ JIAT u
JINACTOJINYECKON CepAEYHON
HEJIOCTAaTOYHOCThIO, B T.4. MPH COXPAHHOMU
¢pakuuu BeIOpoca

15

Pe6enky ¢ JII' 1 KIMHUYECKUMHU MPOSIBIICHUSIMU
[IPaBOXKEIIYA0YKOBOU HEJ0CTATOYHOCTH
Ha3HA4YeHbI JUYPETUKHU

16

PeGenky ¢ mporpeccupyromiei uanonaTuaeckon
n Hacieacrsennon JIAT, XPOHUYECKOMN
TpOMO0IMOOINYECKOM JIErOYHO runepTeH3uei,
O0JBHBIM C HU3KHM CEpACYHBIM BBIOPOCOM, C
COCTOSIHUSIMH, COIIPOBOXAAIOIIUMUCS
TUIepKoaryisiiyel, HazHaueH BaphapHH

Ila

17

[Tpu MOJIOKUTETHHOM TecTe Ha
Ba30pPEaKTUBHOCTb, CEPJIEYHOM HHJEKce Oosee
2,1 m/mus/M?,  Sa0, BeHO3HOI KpoBU Ooiee
63%, naBIeHUH B MPaBOM mpeacepann meHee 10
MM pT. CcT. pebenky crapme 1 roga ¢ JIAT -l
®OK  HazHaueHbl  OJOKATOpPHI  KaJIBIIMEBBIX

Ila
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KaHaJIOB

18

IIpu OTpHULIATEILHOM TECTE Ha
Ba30PCAKTUBHOCTb, OTCYTCTBHH WIH
HEYCTOMYHUBOM OTBETE Ha TEpaIUIO
OJoKaTopaMy  KaJbLHEBBIX KaHAJIOB H\IIH
HaJU4YUU [POTHUBOIOKA3aHUM K HA3HAYCHUIO
0JIOKaTOpOB KaJIbIIMEBBIX KaHAJIOB, Ha3Ha4yeHa
JIAT -cnenuduueckas Tepanus

lla

19

Pebenky c JIAI' |-l ®K u HU3KHMM pHCKOM
HasHaueHa craproBas JIAT-cnenuduyaeckyro
Tepanusi OJIOKaTOPOM PEIENTOPOB IHAOTEIHHA
(603enTan) mim UHrHOUTOP hochoardCcTEpPasbl 5
tuna (curaeHadun).

20

IIpu HemoctatoyHOW >(PPEKTHBHOCTH TepaNHH
onuuM JIAI'—cneunguyeckuM mpenaparoMm y
nereit ¢ JIAIT ®K I-Il u Huszkum puckom, a
TaKkXe y JeTel ¢ BIEpBbIE JUATHOCTUPOBAHHOM
JIAT 1=l ®K, panee He nmomyuaBmux JIAI'—
cneunduyeckoi Tepanuu, Ha3HaueHa
KOMOWHUpPOBaHHAA CHEIU(HUUECKass Tepanus
JIBYMs  MEpopajlbHbIMU  IpenapaTramm  —
criieHahuIOM U 003€HTAaHOM

Ib

21

Pe6enxky ¢ JIAL HI-IV ®K wu nanuuun
(GakTOpOB  BBICOKOTO  pHCKAa  Ha3HA4YCHA
KOMOMHMpOBaHHas  Tepamusi  Tpems  JIAT
cnenn(pUIecCKUMU TpenapaTamu: OJIOKaTOPOM
peLenTopoB SHJIOTEIINHA, UHTHOUTOPOM
dbochoamdcrepazpi—5 " CHHTETUYECKUM
aHaJIOTOM HJIOT€HHOTO NMPOCTAIMKINHA

b

22

IIpu Ttoxenont (IV  ®K) w/mnum  ObicTpo
nporpeccupyromeid  JIAI' HazHaueHa Tepanus
9K30T€HHBIM aHaJIOrOM MPOCTAIUKINHA
(MJIOTIPOCT MHTANSAIMOHHO) C MOCEeIYIOIUM
OBICTPBIM TOJKJIIOUYEHUEM KOMOWHHUPOBAHHOMN
Tepanuu nepopaibHbIMU npenapaTramu
(6o3enTan u criaeHadwm).

23

Pe6enxky ¢ JII' M-IV ®K mnposenena
KOHCYJIbTAIMS KapJUOXUPypra JUisl PeIIeHUs
BOIIPOCa O BO3MOXXHOCTH U I1eJeco00pa3HOCTH
MAUTMATABHOTO  XHPYPTHUECKOTO  JICUCHUS
(arpuocenrocromusi, anacromos [lorrca)

24

Pebenky ¢ OvicTpo mporpeccupyromeit JIIN 11—
IV @K, cumnromamu npaBOXKeENTyI04YKOBON
HEJIOCTATOYHOCTH  W/WJIM  TIOBTOPSIFOLIMMUCS
CHHKOIIE TNpH HEAIPPEKTUBHOCTH MPOBOIUMOM
JIAT—cnenndudeckoil  Tepanmuu  MPOBEIACHA
KOHCYJIbTallsl KapAUOXUpypra JUisl peleHus
BOITPOCA O TPAHCIUIAHTALINN JIETKUX.

40




Cnmcok Jurepatypsl

1.

10.

bokepust JI.A., T'opbGaueBckuii C.B., llIkonsHukoBa M.A.. Jlerounas THHepTeH3Us Yy
nereii.-Mocksa, 2013-416 c.

I'opbauerckuii C.B., IlImamen A.A. ['mmepreH3noHHas cocyaucTasi OONE3Hb JIETKUX,
acCOLIMMPOBAHHAS C BPOXKJICHHBIMU MMOpoKaMu cepAaa. B kH.: JleTckas kapaAuoxXupyprusi.
PykoBoacTBo ms Bpaueit. M., 2016: 833-850.

bokepust JI.A., Topb6aueBckuii C.B., IImamen A.A. u gap. Ilegmarpuueckas
TUTIEPTEH3UOHHAS] COCyAUCTasi OOJE3Hb JIETKMX, ACCOLMHUPOBAHHAS C BPOXKICHHBIMH
nopokamu cepaua. Kimmanueckue pekomenaaunu. M.:HIICCX um. A.H.bakynesa. 2015.
I'opbauesckuii C.B., HImanbi A.A., benkuna M.B. I'penanepo M.A., bapsiinukosa
N.10., IlypcanoB M.I'. u ap. AIroput™m AMArHOCTUKH THIEPTEH3MOHHOW COCYIUCTOU
OOJIE3HH JIETKUX, aCCOIMUPOBAHHOW C BPOXIECHHBIMH IOpOKaMH cepana. bromiereHb
HIICCX um. A.H. bakynesa PAMH Cepueuno-cocyaucteie 3aboneBanus. 2015; 16(S3):
12.

I'op6auesckuii C.B., HImaner A.A., beakuna M.B., I'peranepoB M.A., Paxmonos K.X.
AJTOpUTM OmpeeNieHUs MOKa3aHUi K XUPYPTUUECKOMY JICUEHUIO BPOXKICHHBIX TOPOKOB
ceplilla C THMNEPTEH3MOHHOM cocyaucToi Oone3nbto jerkux. bromterenr HIICCX um.
A.H. bakynesa PAMH Cepueuno-cocyauctsie 3a06oseanus. 2015; 16(S3): 12.
I'op6aueBckuit C.B., Maxuno VY.A., T'opuakoBa A.M. Xwupypruueckoe JieueHue
BpPOKJICHHBIX IOPOKOB cepAlla ¢ CHUHAPOMOM OiizeHMeHrepa. ['pyaHas u cepaedHo-
cocymucras xupyprus. 2016. T. 58. Ne 3. C. 124-129

I'op6auesckuii C.B., benkuna M.B., [maneir A.A. AiiGazoB P.A. Ilpumenenue
bozeHTana y OONBHBIX C OCIOXKHEHHBIM TEUEHHEM T€MOIAMHAMHYECKON KOPPEKIUU
(YHKIIMOHATTFHO €IWHCTBEHHOTO JKENyl0YKa W HWCXOJHOW IJIErOYHOW THUNEPTEH3HUEH.
bromterens HIICCX um. A.H. bakynesa PAMH Cepaeuno-cocyauctoie 3a001eBaHusl.
2015; 16 (S3): 14

I'op6auesckuit C.B., llImansn A.A., benkuna M.B., I'penanepos M.A., bapslHnkoBa
N.10., ITypcanoB M.I"., Tarapssu ®@.3., 'opuakoBa A.N. Anactomo3 [loTTca y nereit ¢
JIETOYHOM THUIIEpPTEeH3WeH: 7 omepauuid B OJHOM KIMHUKE U 0030p MHUPOBOTO OIIBITA.
Herckue 6ose3nn cepana u cocymon. 2016. T. 13. Ne4., C. 189-198.

[Imaney A.A., HwumonoB H.A. Arpuocentoctomusi y OOJNBHBIX C JIETOYHOU
runeprensueit. ['pyaHas u cepaeuno-cocynuctas xupyprus. 2015. Ne 5. C. 18-25.
[MImamerr  A.A., benkuna M.B., TopGaueBckuit C.B. Cnemuduueckne IerouHbie

BazoaMJIaTaTOPHI Mocie onepannu PorteHa. Jlerckue Oone3nu cepama u cocyaos. 2017,

41


http://elibrary.ru/item.asp?id=26176859
https://portal.bakulev.ru/services/science/detail/?ELEMENT_ID=23145
https://portal.bakulev.ru/services/science/detail/?ELEMENT_ID=23145
https://portal.bakulev.ru/services/science/detail/?ELEMENT_ID=23145
http://elibrary.ru/contents.asp?issueid=1390639
http://elibrary.ru/contents.asp?issueid=1390639
http://elibrary.ru/contents.asp?issueid=1390639&selid=23436037
http://elibrary.ru/contents.asp?issueid=1390639
http://elibrary.ru/contents.asp?issueid=1390639
http://elibrary.ru/contents.asp?issueid=1390639&selid=23436643
https://portal.bakulev.ru/services/science/detail/?ELEMENT_ID=21299
https://portal.bakulev.ru/services/science/detail/?ELEMENT_ID=21299
https://portal.bakulev.ru/services/science/detail/?ELEMENT_ID=21299
https://portal.bakulev.ru/services/science/detail/?ELEMENT_ID=24506
https://portal.bakulev.ru/services/science/detail/?ELEMENT_ID=24506

11.

12.

13.

14.

15.

16.

17.

18.

19.

20.

14 (1): 16-25

I'op6auesckuii C.B., llImanbi A.A., I'penagepo M.A.,benkuna M.B.,Paxmonos K.X.,
Aii6azoB P.A. u np. Xupyprudeckoe JiedeHUE MOTPAHUYHBIX COCTOSHUI y OOJBHBIX C
3a00JIEBAaHUSIMU CCpI[C‘lHOCOCYI[HCTOfI CHUCTCMBI, OCJIOKHCHHBIX JIETOYHOH FHHepTeHBHeﬁ.
bromuterenr HIICCX um. A.H. bakynesa PAMH Cepaeuno-cocyaucteie 3a00ieBaHusl.
2017; 18 (1): 73-80

Ivy D.D., Abman S.H., Barst RJ, et al. Paediatric pulmonary hypertension. J Am Coll
Cardiol 2013;62(25 Suppl):D117-26.

Galie N., Humbert M., Vachiery J. et al. 2015 ESC/ERS Guidelines for the diagnosisand
treatment of pulmonary hypertension. European Heart Journal 2016; 37:67-119

Abman S., Hansmann G., Archer S.. et al. Pediatric Pulmonary Hypertension. Guidelines
From the American Heart Association and American Thoracic Society. Circulation
2015;132:2037-2099

Hansmann G., Apitz C., Abdul-Khalig H. et al. Executive summary. Expert consensus
statement on the diagnosis and treatment of paediatric pulmonary hypertension. The
European Paediatric Pulmonary Vascular Disease Network, endorsed by ISHLT and
DGPK. Heart 2016;102:ii86-ii100.

Lammers A.E., Apitz C., Zartner P. et al. Diagnostics, monitoring and outpatient care in
children with suspected pulmonary hypertension/ paediatric pulmonary hypertensive
vascular disease. Expert consensus statement on the diagnosis and treatment of paediatric
pulmonary hypertension. Heart 2016;102:ii1-13.

Hilgendorff A, Apitz C, Bonnet D, Hansmann G. Pulmonary hypertension associated
with acute or chronic lung diseases in the preterm and term neonate and infant. The
European Paediatric Pulmonary Vascular Disease Network, endorsed by ISHLT and
DGPK. // Heart. 2016 May;102 Suppl 2:ii49-56.

Stewart D., Cogan J. Kramer M. et al. Is pulmonary arterial hypertension in
neurofibromatosis type 1 secondary to a plexogenic arteriopathy? Chest. 2007;132:798—
808.

Lo S., Liu J., Chen F. et al. Pulmonary vascular disease in Gaucher disease: clinical
spectrum, determinants of phenotype and long-term outcomes of therapy. J Inherit Metab
Dis. 2011;34:643-650.

Alghamdi M., Steinraths M., Panagiotopoulos C. et al. Primary pulmonary arterial
hypertension and autoimmune polyendocrine syndrome in a pediatric patient. Pediatr
Cardiol. 2010;31:872-874.

42


https://portal.bakulev.ru/services/science/detail/?ELEMENT_ID=23676
https://portal.bakulev.ru/services/science/detail/?ELEMENT_ID=23676

21.

22.

23.

24.

25.

26.

27.

28.

29.

30.

31.

32.

33.

34.

35.

36.

Peacock A., Murphy N.., McMurrey,J. et al. An epidemiological study of pulmonary
arterial hypertension. European Respiratory Journal 2007;30:104-1009.

Moledina S., Hislop A., Foster H. et al. Childhood idiopathic pulmonary arterial
hypertension: A national cohort study. Heart 2010;96:1401-6.

Soubrier F., Chung W., Machado R. et al. Genetics and Genomics of Pulmonary Arterial
Hypertension. Am Coll Cardiol 2013;62:D13-21.

Roberts K., McElroy J., Wong W. et al. BMPR2 mutations in pulmonary arterial
hypertension with congenital heart disease. Eur Respir J. 2004;24:371-374

Sztrymf B., Coulet F., Girerd B. et al. Clinical outcomesof pulmonary arterial
hypertension in carriers of BMPR2 mutation.Am J Respir Crit Care Med.
2008;177:1377-1383

Runo J., Vnencak-Jones C., Prince M et al..Pulmonary veno-occlusive disease caused by
an inherited mutation in bone morphogenetic protein receptor Il. Am J Respir Crit Care
Med.2003;167:889-894.

Humbert M. Morrell N., Archer S. et al. Cellular and molecular pathobiology of
pulmonary arterialhypertension. J Am Coll Cardiol. 2004;43(12 Suppl S):13S-24S.
Rabinovitch M. Molecular pathogenesis of pulmonary arterial hypertension. J Clin
Invest.2008;118(7):2372-2379.

Ji R., Meng J., et al. Functional changes in pulmonary arterial endothelial cells associated
with BMPR2 mutations. PLoS One. 2014;9(9):e106703

Klinger J.. The nitric oxide/cGMP signaling pathway in pulmonary hypertension. Clin
Chest Med 2007;28(1):143-167/

Sitbon O., Morrell N. Pathways in pulmonary arterial hypertension: the future is here. Eur
Respir Rev 2012; 21: 126, 321-327.

Galie” N, Manes A, Branzi A. The endothelin system in pulmonary arterial hypertension.
Cardiovasc Res 2004; 61: 227-237.

Humbert M., Sitbon O., Chaouat A. et al. Pulmonary arterial hypertension in France:
Results from a national registry. Am J Respir Crit Care Med. 2006;173(9):1023-1030.
Peacock A., Murphy N., McMurray J. et al. An epidemiological study of pulmonary
arterial hypertension. Eur Respir J. 2007;30(1):104-1009.

van Loon R., Roofthooft M., Hillege H. et al. Pediatric pulmonary hypertension in the
Netherlands: Epidemiology and characterization during the period 1991 to 2005.
Circulation.2011;124(16):1755-1764.

Simonneau G., Gatzoulis M., Adatia I. et al. Updated clinical classification of pulmonary

hypertension. J Am Coll Cardiol 2013;62:D34-D41.

43



37.

38.

39.

40.

41.

42.

43.

44,

45.

46.

47.

48.

49.

Cerro M., Abman S., Diaz G. et al. A consensus approach to the classification of pediatric
pulmonary hypertensive vascular disease: Report from the PVRI Pediatric Taskforce,
Panama 2011. Pulm Circ. 2011;1:286-298.

Lammers A., Adatia I, Cerro M.J. et al. Functional classification of pulmonary
hypertension in children: report from the PVRI Pediatric Taskforce, Panama 2011. Pulm
Circ. 2011;1:280-285.

Van Loon R., Roofthooft M., van Osch-Gevers M et al. Clinical characterization of
pediatric  pulmonary hypertension: complex presentation and diagnosis. J
Pediatr.2009;155:176-182.

Barst R., Ertel S., Beghetti M., Ivy D. Pulmonary arterial hypertension: A comparison
between children and adults. Eur Respir J. 2011;37(3):665-677.

Berger R., Beghetti M., Humpl T et al. Clinical features of paediatric pulmonary
hypertension: A registry study. Lancet. 2012;379(9815):537-546.

Fraisse A., Jais X., Schleich J. et al. Characteristics and prospective 2-year follow-up of
children with pulmonary arterial hypertension in France. Arch Cardiovasc Dis.
2010;103(2):66-74.

Van Albada M., Loot F., Fokkema R. et al.. Biological serum markers in the management
of pediatric pulmonary arterial hypertension. Pediatr Res. 2008;63(3):321-327.
Fijalkowska A., Kurzyna M., Torbicki A. et al. Serum N-terminal brain natriuretic
peptide as a prognostic parameter in patients with pulmonary hypertension. Chest.
2006;129:1313-1321. doi: 10.1378/chest.129.5.1313.

Lowenthal A., Camacho B., Lowenthal S. et al. Usefulness of B-type natriuretic peptide
and N-terminal pro-B-type natriuretic peptide as biomarkers for heart failure in young
children with single ventricle congenital heart disease. Am J Cardiol. 2012;109:866-872.
Tobias J. B-type natriuretic peptide: diagnostic and therapeutic applications in infants and
children. J Intensive Care Med. 2011;26:183-195.

Bernus A., Wagner B., Accurso F. et al. Brain natriuretic peptide levels in managing
pediatric patients with pulmonary arterial hypertension. Chest. 2009;135(3):745-751.
Lammers A., Hislop A., Haworth S. et al.. Prognostic value of B-type natriuretic peptide
in children with pulmonary hypertension. Int J Cardiol. 2009;135(1):21-26.

Takatsuki S., Wagner B., Ivy D. B-type natriuretic peptide and amino-terminal pro-B-
type natriuretic peptide in pediatric patients with pulmonary arterial hypertension.
Congenit Heart Dis.2012;7(3):259-267.

44



50.

51.

52.

53.

54.

55.

56.

57.

58.

59.

60.

61.

62.

Smadja D., Gaussem P., Mauge L. et al. Circulating endothelial cells: A new candidate
biomarker of irreversible pulmonary hypertension secondary to congenital heart disease.
Circulation.2009;119(3):374-381
Hoeper M., Pletz M., Golpon H., Welte T. Prognostic value of blood gas analyses in
patients with idiopathic pulmonary arterial hypertension. Eur Respir J 2007; 29:944-950.
.Bonderman D., Wexberg P., Martischnig A. et al. A noninvasive algorithm to exclude
pre-capillary pulmonary hypertension. Eur Respir J 2011;37:1096-1103.
Rich J., Thenappan T., Freed B. et al. QTc prolongation is associated with impaired right
ventricular function and predicts mortality in pulmonary hypertension. Int J Cardiol
2013;167:669-676.
Sun P., Jiang X., Gomberg-Maitland M. et al. Prolonged QRS duration: a new predictor
of adverse outcome in idiopathic pulmonary arterial hypertension. Chest 2012;141:374—
380..
Babyn P., Gahunia H., Massicotte P. Pulmonary thromboembolism in children. Pediatr
Radiol 2005;35:258-74.
Sun X., Hansen J., Oudiz R. et al. Pulmonary function in primary pulmonary
hypertension. J Am Coll Cardiol 2003;41:1028-103.
Hinderliter A., Willis P. 4th, Long W. et al. PPH Study Group. Frequency and severity
of tricuspid regurgitation determined by Doppler echocardiography in primary pulmonary
hypertension. Am J Cardiol.2003;91:1033-1037, A9.
Ploegstra M., Roofthooft M., Douwes J. et al. Echocardiography in Pediatric Pulmonary
Arterial Hypertension. Circulation: Cardiovascular Imaging. 2015;8:e000878
Fisher M., Forfia P., Chamera E. et al. Accuracy of Doppler echocardiography in the
hemodynamic assessment of pulmonary hypertension. Am J Respir Crit Care Med.
2009;179:615-621.
Ommen S. Nishimura R. Hurrell D. et al. Assessment of right atrial pressure with 2-
dimensional and Doppler echocardiography: a simultaneous catheterization and
echocardiographic study. Mayo Clin Proc. 2000;75:24-29.
Peterson A., Deatsman S., Frommelt M. et al.. Correlation of echocardiographic markers
and therapy in persistent pulmonary hypertension of the newborn. Pediatr Cardiol.
2009;30:160-165.
Koestenberger M., Ravekes W., Everett A. Right ventricular function in infants, children
and adolescents: reference values of the tricuspid annular plane systolic excursion
(TAPSE) in 640 healthy patients and calculation of z score values. J Am Soc
Echocardiogr. 2009;22:715-719.

45



63.

64.

65.

66.

67.

68.

69.

70.

71.

72.

Morcos P., Vick G. 3rd, Sahn D., Jerosch-Herold M.. et al. Correlation of right
ventricular ejection fraction and tricuspid annular plane systolic excursion in tetralogy of
Fallot by magnetic resonance imaging. Int J Cardiovasc Imaging. 2009;25:263-270
Lammers A., Diller G., Odendaal D. et al. Comparison of 6-min walk test distance and
cardiopulmonary exercise test performance in children with pulmonary hypertension.
Arch Dis Child 2011; 96: 141-147

Taylor C., Derrick G. McEwan A. et al. Risk of cardiac catheterization under anaesthesia
in children with pulmonary hypertension.Br J Anaesth. 2007;98:657—661.

Carmosino M., Friesen R., Doran A., lvy D. Perioperative complications in children with
pulmonary hypertension undergoing noncardiac surgery or cardiac catheterization.
Anesth Analg. 2007;104:521-527.

Apitz C., Hansmann G., Schranz D. Hemodynamic assessment and acute pulmonary
vasoreactivity testing in the evaluation of children with pulmonary vascular disease.
Expert consensus statement on the diagnosis and treatment of paediatric pulmonary
hypertension. The European Paediatric Pulmonary Vascular Disease Network, endorsed
by ISHLT and DGPK. Heart 2016;102:ii23-9.

Latus H., Kuehne T., Beerbaum P. et al. Cardiac magnetic resonance and computed
tomography imaging in children with suspected or confirmed pulmonary
hypertension/pulmonary hypertensive vascular disease. Expert consensus statement on
the diagnosis and treatment of paediatric pulmonary hypertension. The European
Paediatric Pulmonary Vascular Disease Network, endorsed by ISHLT and DGPK. Heart
2016;102:ii30-35.

Berger R., Bonnet D. Treatment options for paediatric pulmonary arterial hypertension.
EurRespir Rev. 2010;19(118):321-330.

Kleinman ME, de Caen AR, Chameides L, Atkins DL et al. Pediatric Basic and
Advanced Life Support Chapter Collaborators. Pediatric basic and advanced life support:
2010 International Consensus on Cardiopulmonary Resuscitation and Emergency
Cardiovascular Care Science with treatment recommendations. Pediatrics.
2010;126:e1261-e1318

Maslach-Hubbard A., Bratton S. Extracorporeal membrane oxygenation for pediatric
respiratory failure: History, development and current status. World J Crit Care Med
2013; 2(4): 29-39.

Sitbon O., Humbert M., Jais X. et al. Long-term response to calcium channel blockers in

idiopathic pulmonary arterial hypertension. Circulation. 2005;111(23):3105-3111.

46



73.

74.

75.

76.

77.

78.

79.

80.

81.

82.

83.

84.

Barst R., Maislin G., Fishman A.. Vasodilator therapy for primary pulmonary
hypertension in children. Circulation. 1999;99(9):1197-1208.

Douwes J., van Loon RL, Hoendermis ES, et al. Acute pulmonary vasodilator response in
paediatric and adult pulmonary arterial hypertension: Occurrence and prognostic value
when comparing three response criteria. Eur Heart J. 2011;32(24):3137-3146.

Kahveci H., Yilmaz O., Avsar U. et al.. Combination therapy with bosentan and sildenafil
in idiopathic pulmonary arterial hypertension. Eur Respir J.2004;24(6):1007-1010.
D’Alto M., Romeo E., Argiento P. et al. Bosentan-sildenafil association in patients with
congenital heart disease-related pulmonary arterial hypertension and eisenmenger
physiology. Int J Cardiol.2012;155(3):378-382. Lunze K, Gilbert N, Mebus S, et al. First
experience with an oral combination therapy using bosentan and sildenafil for pulmonary
arterial hypertension. Eur J Clin Invest. 2006;36 Suppl 3:32-38.

Porhownik N., Al-Sharif H., Bshouty Z. Addition of sildenafil in patients with pulmonary
arterial hypertension with inadequate response to bosentan monotherapy. Can Respir J.
2008;15(8):427-430.

Mathai S., Girgis R., Fisher M. et al. Addition of sildenafil to bosentan monotherapy in
pulmonary arterial hypertension. Eur Respir J. 2007;29(3):469-475.

Douwes J., Roofthooft M., Van Loon RL et al. Sildenafil add-on therapy in paediatric
pulmonary arterial hypertension, experiences of a national referral centre. Heart.
2014;100(3):224-230.

Hislop A., Moledina S., Foster H et al. Long-term efficacy of bosentan in treatment of
pulmonary arterial hypertension in children. Eur Respir J. 2011;38(1):70-77.

Barst R., Ivy D., Dingemanse J, et al. Pharmacokinetics, safety, and efficacy of bosentan
in pediatric patients with pulmonary arterial hypertension. Clin Pharmacol Ther.
2003;73(4):372-382.

Beghetti M., Haworth S., Bonnet D. et al. Pharmacokinetic and clinical profile of a novel
formulation of bosentan in children with pulmonary arterial hypertension: The FUTURE-
1 study. Br J Clin Pharmacol. 2009;68(6):948-955.

Beghetti M., Hoeper M., Kiely D. et al. Safety experience with bosentan in 146 children
2-11years old with pulmonary arterial hypertension: Results from the european
postmarketing surveillance program. Pediatr Res. 2008;64(2):200-204.

Rosenzweig E., Ivy D., Widlitz A. et al. Effects of long-term bosentan in children with
pulmonary arterial hypertension. J Am Coll Cardiol. 2005;46(4):697-704.

47



85.

86.

87.

88.

89.

90.

91.

92.

93.

94.

95.

Ivy D., Rosenzweig E., Lemarie J. et al. Long-term outcomes in children with
pulmonary arterial hypertension treated with bosentan in real-world clinical settings.
Am J Cardiol. 2010;106(9):1332-1338.

Souza R.o, Pulido T., Channick R.. et al. Long-Term Survival and Safety with
Macitentan in Patients with Pulmonary Arterial Hypertension: Results from the
SERAPHIN Study and Its Open-Label Extension. Pharmacological treatment of
pulmonary hypertension 2017; May 1: A2294-A2294

Klinger J., Oudiz R., Spence R. et al. Long-term pulmonary hemodynamic effects of
ambrisentan in pulmonary arterial hypertension. Am J Cardiol. 2011;108(2):302-307.
Takatsuki S., Rosenzweig E., Zuckerman W. et al. Clinical safety,
pharmacokinetics,and efficacy of ambrisentan therapy in children with pulmonary
arterial hypertension. Pediatr Pulmonol.2013;48(1):27-34.

Barst R., Ivy D., Gaitan G. et al. A randomized, double-blind, placebo-controlled, dose-
ranging study of oral sildenafil citrate in treatment-naive children with pulmonary
arterial hypertension.Circulation. 2012;125(2):324-334.

Krishnan U. Krishnan S. Gewitz M. Treatment of pulmonary hypertension in children
with chronic lung disease with newer oral therapies. Pediatr Cardiol 2008;29:1082-6.
Mourani P., Sontag M., Ivy D., Abman SH. Effects of long-term sildenafil treatment for
pulmonary hypertension in infants with chronic lung disease. J Pediatr 2009;154:379-
84.

Michelakis E., Tymchak W., Noga M., et al. Long-term treatment with oral sildenafil is
safe and improves functional capacity and hemodynamics in patients with pulmonary
arterial hypertension. Circulation. 2003;108(17):2066—2069

Barst R.., Beghetti M., Pulido T., Layton G. STARTS-2. Long-Term Survival With
Oral Sildenafil Monotherapy in Treatment-Naive Pediatric Pulmonary Arterial
Hypertension. Circulation. 2014;129:1914-1923.

Xia Y., Yan W., Chen H. Efficacy and safety of sildenafi | in the treatmentof high
altitude heart disease associated with severe pulmonary arterial hypertension in
children: a preliminary evaluation. Zhongguo Dang Dai Er Ke Za Zhi. 2014;16(7):745—
748

El Midany A, Mostafa E., Azab S., Hassan GA. Perioperative sildenafil therapy for
pulmonary hypertension in infants undergoing congenital cardiac defect closure.
Interact Cardiovasc Thorac Surg. 2013;17(6):963-968

48



96.

97.

98.

99.

100.

101.

102.

103.

104.

105.

106.

107.

108.

Vargas-Origel A, Gomez-Rodriguez G, Aldana-Valenzuela C, Vela-Huerta MM,
Alarcon-Santos SB, AmadoR-Licona N. The use of sildenafi | in persistent pulmonary
hypertension of the newborn. Am J Perinatol.2010;27(3):225-230.

Baquero H., Soliz A., Neira F., Venegas M., Sola A. Oral sildenafi | in infants with
persistent pulmonary hypertension of the newborn: a pilot randomized blinded study.
Pediatrics. 2006;117(4):1077-1083.

Ivy D., Doran A., Smith K. et al. Short- and longterm effects of inhaled iloprost therapy
in children with pulmonary arterialhypertension. J Am Coll Cardiol. 2008;51:161-16
Micheletti A., Hislop A., Lammers A. et al. Role of atrial septostomy in the treatment of
children with pulmonary arterial hypertension. Heart. 2006;92(7):969-972.

Law M., Grifka R., Mullins C., Nihill M. Atrial septostomy improves survival in select
patients with pulmonary hypertension. Am Heart J. 2007;153(5):779-784.

Sandoval J. Gaspar J., Pulido T. et al. Graded balloon dilation atrial septostomy in
severe primary pulmonary hypertension. A therapeutic alternative for patients
nonresponsive to vasodilator treatment. J Am Coll Cardiol. 1998;32(2):297-304.

Blanc J., Vouhe P, Bonnet D. Potts shunt in patients with pulmonary hypertension. N
Engl J Med.2004;350(6):623.

Gorbachevskiy S.., Shmalts A., Zaets S. Potts Shunt in Patients with Suprasystemic
Pulmonary Arterial Hypertension: Does the Size Matter? Anatomy & Physiology
2017;7(2): e140.

Gonzalez-Saiz L., Fiuza-Luces C., Sanchis-Gomar F. et al. Benefits of skeletal-muscle
exercise training in pulmonary arterial hypertension: The WHOLEIi+12 trial. Int J
Cardiol. 2017;231:277-283.

Morris N., Kermeen F., Holland A. Exercise-based rehabilitation programmes for
pulmonary hypertension. Cochrane Database Syst Rev. 2017;19;1:CD011285.

Bussotti M., Gremigni P., Pedretti R. et al. Effects of an outpatient service
rehabilitation programme in patients affected by pulmonary arterial hypertension: an
observational study. Cardiovasc Hematol Disord Drug Targets. 2016 Nov 30.

Roselien B., Andrea A., Véronique A. Cornelissen Exercise training improves physical
fitness in patients with pulmonary arterial hypertension: a systematic review and meta-
analysis of controlled trials. BMC Pulm Med. 2015; 15: 40.

Zijlstra W., Douwes J., Rosenzweig E., et al. Survival differences in pediatric
pulmonary arterial hypertension: clues to a better understanding of outcome and optimal
treatment strategies. J Am Coll Cardiol. 2014;63(20):2159-2169

49


https://portal.bakulev.ru/services/science/detail/?ELEMENT_ID=23678
https://portal.bakulev.ru/services/science/detail/?ELEMENT_ID=23678
https://www.ncbi.nlm.nih.gov/pubmed/?term=Gonz%C3%A1lez-Saiz%20L%5BAuthor%5D&cauthor=true&cauthor_uid=28189191
https://www.ncbi.nlm.nih.gov/pubmed/?term=Fiuza-Luces%20C%5BAuthor%5D&cauthor=true&cauthor_uid=28189191
https://www.ncbi.nlm.nih.gov/pubmed/?term=Sanchis-Gomar%20F%5BAuthor%5D&cauthor=true&cauthor_uid=28189191
https://www.ncbi.nlm.nih.gov/pubmed/28189191
https://www.ncbi.nlm.nih.gov/pubmed/28189191
https://www.ncbi.nlm.nih.gov/pubmed/?term=Morris%20NR%5BAuthor%5D&cauthor=true&cauthor_uid=28099988
https://www.ncbi.nlm.nih.gov/pubmed/?term=Kermeen%20FD%5BAuthor%5D&cauthor=true&cauthor_uid=28099988
https://www.ncbi.nlm.nih.gov/pubmed/?term=Holland%20AE%5BAuthor%5D&cauthor=true&cauthor_uid=28099988
https://www.ncbi.nlm.nih.gov/pubmed/28099988
https://www.ncbi.nlm.nih.gov/pubmed/?term=Bussotti%20M%5BAuthor%5D&cauthor=true&cauthor_uid=27908251
https://www.ncbi.nlm.nih.gov/pubmed/?term=Gremigni%20P%5BAuthor%5D&cauthor=true&cauthor_uid=27908251
https://www.ncbi.nlm.nih.gov/pubmed/?term=Pedretti%20RF%5BAuthor%5D&cauthor=true&cauthor_uid=27908251
https://www.ncbi.nlm.nih.gov/pubmed/27908251
https://www.ncbi.nlm.nih.gov/pubmed/?term=Buys%20R%5BAuthor%5D&cauthor=true&cauthor_uid=25896259
https://www.ncbi.nlm.nih.gov/pubmed/?term=Avila%20A%5BAuthor%5D&cauthor=true&cauthor_uid=25896259
https://www.ncbi.nlm.nih.gov/pubmed/?term=Cornelissen%20VA%5BAuthor%5D&cauthor=true&cauthor_uid=25896259
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC4423624/

109.

110.

111.

D’Alonzo G., Barst R., Ayres S. et al. Survival in patients with primary pulmonary
hypertension. Results from a national prospective registry. Ann Intern Med
1991;115:343-9.

Haworth S., Hislop A. Treatment and survival in children with pulmonary arterial
hypertension: The UK pulmonary hypertension service for children 2001-2006. Heart.
2009;95(4):312-317.

Barst R., McGoon M., Elliott C., Foreman A. et al. Survival in childhood pulmonary
arterial hypertension: Insights from the registry to evaluate early and long-term
pulmonary arterial hypertension disease management. Circulation. 2012;125(1):113-
122.

50



[Tpunoxenue Al. CocraB padoueil rpynmnbi:

MIkoabuukoBa M.A. — 1.M.H., mpodeccop, HaydHBI PYKOBOIUTEIh O0OCOOIEHHOTO
CTPYKTYPHOTO mojapasieneHus - HayuyHo—uccnenoBarenbCKuii KIMHUYECKUHA  HMHCTUTYT
nequatpun umenu akajgemuka FO.E. Benprumesa ®I'60Y BO PHUMY um. H.U. [Tuporosa M3
P®, Mocksa, Poccust

I'op6ayeBckuii C.B. — 1.M.H., mpodeccop, TUPEKTOp IKcHepTHOro LleHTpa XUpypruyeckoro u
SHIOBACKYJISIPHOTO  JICYEHUS  JIETOYHOW  TUIEPTEH3MH,  3aBEAYIOIUUHA  OTIEICHHUEM
XUPYPrUYECKOro JeueHus 3ab0JieBaHUI cepila ¢ MpOrpeccupyrouiel JIerouHol runepreH3ueit
OI'BY «HHITLHCCX um. A.H.bakynesa»y M3 P®, Mocksa, Poccus

MuxknameBud U.M. - K.M.H., 3aBeJyIolIast OTAEICHUEM JETCKOH KapIuOJOTHH 000COOIEHHOTO
CTPYKTYPHOTO mojapasaeneHuss - HayyHo—uccnenoBaTenbCKUil KIMHUYECKUHA  HUHCTUTYT
neauatpun umeHu akajgemuka FO.E. Benptumesa ®I'bOY BO PHUMY um. H.U. [Tuporosa M3
P®, Mocksa, Poccus

Imanabn A.A. — 1.M.H., BEIYIIUHA HAYYHBIA COTPYIHUK OTHEIICHUS XUPYPTrU4YECKOrO JICUCHMUSI
3a0oneBaHuil cepiia ¢ mporpeccupyromiei gerounoil runeprensueid OI'bY «HHIILCCX um.
A.H.bakyneBa» M3 P®, Mocksa, Poccus

I'poznoBa O.C. - 1.M.H. BeAyuIMil HayuyHbI COTPYIHUK OTHAE€Na JETCKOM KapAMOJIOTHH U
ApPUTMOJIOTHH 000COOJIEHHOTO CTPYKTYPHOTO TMoJpa3neneHus - HaydHo—wmccienoBaTenbcKuii
KJIMHUYECKUM MHCTUTYT neauarpuu umenu akagemuka lO.E. Bensrumesa ®I'6OY BO PHUMY
uM. H.W. ITuporosa M3 P®D, Mocksa, Poccus

CanbixkoBa JI.U. — n.m.H.,, mpodeccop, 3aBenyrouias kadeapoil neauarpum ¢ Kypcom
nonukianHndeckoil neguatpun I'bOY IO KI'MA M3 P®, renepansHbiii aupektop BOO
«Accoumanus AeTCKUX Kapanojaoros Poccuny, 3acinyxxennsiii Bpau PO, r. Kazans, Poccus
SAxoBaeBa JI.B. — naMm.H., mnpodeccop, 3aBenyromas Kadenpoil MOJUKIMHUYECKOH U
HEoTNI0XXHOM neauatpuu ¢ kypcom UAIIO, r. Yda, Poccus

Herrapes JA.H. - n.m.H., npodeccop, Bpad meauaTp, 3aMECTUTEIb IUPEKTOpa IO HAYIHOU
pabore ®I'BY "Hayunblii LeHTp axyuiepcTBa, TMHEKOJOIMM M nepuHatoisorun um. B.U.
KynakoBa" MunsapaBa Poccun, 3aBenyromuii kadenpoil HEOHATOJOTUU TEIUATPUUYECKOTO
dakynereta ®I'AOY BO «IlepBbiit MI'MY wum. M.M. CeuenoBa» Mun3zapaBa Poccun,
npezncenarenb Cosera OOmepoccHiickoil OOIECTBEHHON OpraHu3alMu COACWCTBUS PAa3BUTHIO
HeoHaTosoruu "Poccuiickoe 0011ecTBO HEOHATOIOTOB"

BypoB A.A. - 3aBenyrouuil Mo KIMHUYECKOW paboTe OTAENCHUS XMPYPTUU HOBOPOXKAECHHBIX
ornena HeoHarosnoruu U neauarpud ®I'bY "HayuHblil meHTp axkymepcTa, TMHEKOJIOTHMH U
nepuHatonornu uM. B.M. KynakoBa" Mun3zapaBa Poccuu, Bpau aHecTe3HMOJIOT-PEaHUMATOIIOT
BeIcHIel kateropuu, PI'BY "HayuHslll IEeHTp akyliepcTBa, THHEKOJIOTUU U IEPUHATOJIIOTHH UM.
B.1. Kynakosa" Mun3npasa Poccun

KoBanés U.U. — a.M.H., mipodeccop, 3aBeAYIOMMA OTIACICHHEM JIETCKOW KapAHOJIOTUU U
aApUTMOJIOTHH 000COOJIEHHOTO CTPYKTYPHOTO MoJpa3neneHus - HaydHo—HccienoBaTenbcKui
KIIMHUYECKUM MHCTUTYT neauarpuu umenu akagemuka lO0.E. Benstuimesa ®1'60Y BO PHUMY
uM. H.1. ITuporosa M3 P®, Mocksa, Poccus

BoakoB A.B. - K.M.H., 3aBeayrouuii gadopatopueil MHCTPYMEHTAIBHOM W Y 3-IMarHOCTHUKU
OI'bBHY HUUP um. B.A. Haconosoit

Tpyuuna U.M. - 0. M. H., npodeccop, 3aBeayromias Kapauoaoruueckum otnenenuem, JI'b N7
uM. 3.A. bamnsesoit JlenapramenTa 3apaBooxpanenus r. Mocksbl, Poccust
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OBcsinaukoB JI.FO. - n1.M.H., mpodeccop, Bpad-meauaTp, Bpad-IyJIbMOHOJIOT, 3aBEIYIOUTUH
kadenpoir nmerckux OonesHeidt wmemamnmHcKoro (Qakymbreta  OI'AOY BO  «Poccwuiickuii
YHHBEPCUTET pYyx)0a Hapo1oB» T. MockBa, Poccus

Abaynatunosa U.B. - Bpau-geTckuii KapanoJor, MOMOLIHUK JAUPEKTOpa Mo JeueOHoil padbote
000COOJICHHOTO CTPYKTYPHOTO MoApasnencHuss - HaydyHo—uccienoBaTenbCKuil KIMHHYECKUAN
MHCTUTYT neauatpuu umeHu akajaemuka FO.E. Benprumesa ®I'bOY BO PHUMY um. H.U.
ITuporoa M3 P®, Mocksa, Poccus, OTBETCTBEHHBI cekpeTapb Bcepoccuiickoit
00LIeCTBEHHON Opranu3aiuu «Accouuanus AeTckux kapauonoros Poccum», Mocksa, Poccust

ABTOpPBI NOATBEPAKAAIOT OTCYTCTBUE (PUHAHCOBOI MOAAEPKKH/KOH(PIMKTA HHTEPECOB,

KOTOprﬁ HEOGXOI[I/IMO OGHaPOI[OBaTb.
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[Tpunoxenue A2. MeTo10J10THs Pa3padoTKH KIMHUYECKHX peKOMeHaaiuii
HeneBast ayiuTOpUs KIMHUYECKUX PEKOMEHIAMIA:

. Bpaun—niennarper,

. Bpauu — nerckue kapauonoru;

. Bpauu — cepieyHO—COCYAUCTHIE XUPYPIH;

1
2
3
4. Bpauu aHECTE3UOJIrM—PEaHUMATOJIOTH
5. Bpauu oOuieil npakTuku (cemeiiHbie Bpaun);

6. CrynenTtsl MenuuuHCKUX BY30B;

7. OOGyyaromuecs: B OpAUHAType U HHTEpHATYype.

Metoabl, ucnosb3yemble 1Jisi cO0Opa/celeKINH J0KA3aTeIbCTB: IIOMCK B AJIEKTPOHHBIX
0a3ax JTaHHBIX.

Onucanue MeT010B, HCIOJIB30BAHHBIX VI OLCHKH Ka4eCTBa U CHJIBI J0KA3aTEJIbCTB!
JI0Ka3aTelabHOM  0a3oif Uil  peKOMEeHJAlMi  sBIAOTCA  MyOJMKalMM, BOIIEAIINE B
KoxpeitHoBckyro Oubmmoteky, 6a3pl manabix EMBASE, MEDLINE u PubMed. I'nyOuna
IIOMCKA — 5 JIET.

Metoabl, HCIIO/Ib30BaHHbIE JJIsl OLCHKH KA4eCTBAa U CHJIBI 10Ka3aTebCTB:

o KOHCEHCYC 3KCIIEPTOB,;

. OLICHKA 3HAYUMOCTHU B COOTBETCTBUU C PEUTHHIOBOM CXEMOM.

Metoabl, HCIIO/Ib30BaHHBIE 1JISl AHAJIN3a 10KA3aTeJIbCTB!

o UCCIIEIOBaHMs TaHHBIX METa—aHaJIN30B,;

o aHaJIU3  CHCTEMAaTU3MPOBAHHBIX  0030POB  MHOTOLEHTPOBBIX  KJIMHHUYECKUX
uccnenoanuit mo JII'.

Onucanue MeTO0B, HCIOJIb30BAHHBIX AJISl AHAJIN3A 10KA3ATEJILCTB

[Ipu  orbope nyOnaukamMii Kak  MOTEHUMAIbHBIX  MCTOYHHKOB  JIOKA3aTENIbCTB
MCIIOJIb30BAaHHAs B Ka)KJIOM MCCIIEOBAHUN METOI0JIOTHS U3y4aeTcs AJIs TOT0, YTOObI yOeaUThCS
B €€ BaJIMJHOCTU. Pe3ynbTar M3yueHUs BIUSET Ha YpPOBEHb JOKA3aTENbCTB, MPHUCBANBAEMBIi
nyOJIMKAlluK, YTO B CBOIO OUYepe/ib BIMIET Ha CUITY PEKOMEHJalUi.

JUis  MUHMMM3alMM TOTEHIMAJIBHBIX OIIMOOK KaXXJO0e MCCIe0OBaHUE OIIEHUBAIOCH
He3zaBucHUMO. JItoOble paznuuusi B OLIEHKaX OOCYXJalUCh BCEM TIpyMHIoOd aBTOPOB B IMOJIHOM
cocrtase. [Ip1 HEBO3ZMOXKHOCTH TOCTHKEHUSI KOHCEHCYCa MPUBJIEKAICS HE3aBUCUMBIN SKCIIEPT.

Tabauubl A0Ka3aTeNbCTB: 3aMIOJIHAINCH ABTOPAMU KIMHUYECKUX PEKOMEHIALINN.

Metoabl, HCHOJB30BaHHBIE I (GOPMYIHPOBAHHSI PEKOMEHJALMii: KOHCEHCYC
AKCIIEPTOB.

HNuauxaTopsl 1o0pokavecTBeHHoi npakTuku (Good Practice Points — GPPs)
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Pekomenayemass n00pokayecTBeHHasl MpakTUKa Oa3upyeTcss Ha KIMHUYECKOM OIIbITE
ABTOPOB pa3pabOTaHHBIX PEKOMEHIAIIHIA.

JKOHOMHUYECKUH aHAIH3

AHanM3 CTOMMOCTM HE TPOBOAMJICS M MyOnuKanmuu 1o (apMakOdKOHOMUKE He
AHATU3UPOBAIHCH.

Metoa BaJIugauuy peKoMeHaauuin

o BHemnsis sxcniepTHas OlIEHKa.

o BHyTpeHHss sKkcriepTHAas OLEHKA.

Onucanue MeToaa BAJIMJIALMU PeKOMeHanui

Hacrosiiue pekoMeHzauuu B IPEABAPUTENIBHONM BEpCMM  ObUIM  PELIEH3MPOBAHbBI
HE3aBHCHUMBIMH JKCIIEPTaMH, KOTOPBIE MPEXKE BCEr0 KOMMEHTHUPOBAIIM, HACKOIBKO JOCTYITHA
JUTSL IOHUMAaHKSI HHTEPIPETaIs 10Ka3aTeIbCTB, JISKAaIas B OCHOBE PEKOMEHIAIHi.

Ot Bpaueil mepBUYHOrO 3BEHA IIOJIy4€Hbl KOMMEHTAapHUM B OTHOLIEHMM JOXOIYMBOCTU
U3JIOKEHUSl JAaHHBIX pPEKOMEHJalui, a TakKe HUX OLEHKAa BaXHOCTU NpeIaraeMbIx
pEKOMEH Il KaKk MHCTPYMEHTA MOBCEAHEBHON MPAKTHKHU.

Bce komMmeHTapuu, MOJy4YeHHBIE OT SKCIEPTOB, TIIATEIHHO CHUCTEMATH3UPOBAINCH U
oOcyxjanuch wieHaMu pabodell rpynnsl (aBTopamMu pekoMmenjanuil). Kaxapli myHKT
00CcyXaaJics B OTIACIBHOCTH.

Koncyapranusi M 3KcnepTHasi O EHKA

[TpoekT pexoMeHaanuil ObIIT PELIEH3UPOBAH HE3aBUCUMBIMU 3KCIIEPTAMHU, KOTOPBIX MPEXkKae
BCEro IMOMPOCHIM MNPOKOMMEHTHPOBATh JOXOAYMBOCTH M TOYHOCTh HMHTEpPHpPETALUU
JIOKa3aTeIbHOM 0a3bl, JIeXKaIeil B OCHOBE PEKOMEH,TaIIHiA.

Pabouas rpynna

Jlis OKOHYATeNbHOW pEeJaKUMU M KOHTPOJS KadecTBa PEKOMEHJAlMK ObUTH TOBTOPHO
[POAHAIM3UPOBAHbl WIEHaMU padouell TPyMIbl, KOTOPbIE MPUIUIA K 3aKJIIOUYEHHIO, YTO BCE
3aMeyaHusl 1 KOMMEHTapHUH 3KCIEPTOB MPUHATH BO BHUMAaHHUE, PUCK CUCTEMaTHYECKUX OIMIMOOK
npu pa3zpaboTKe peKOMEHJalHi CBeIeH K MUHUMYMY.

OcHOBHBIE peKOMEH 1Al

Knacc pexomennanuii (1-3) Ha OCHOBaHHMHU COOTBETCTBYIOLINX YPOBHEH JT0Ka3aTeIbCTB (A—
C) u uHAMKaTOpHl A00pOKauecTBeHHOW mpakTuku (Tadbm. 6) — good practice points (GPPs)

MPUBOJAATCS ITPU U3JIOKCHUHN TCKCTA peKOMeHI{aHI/II\/’I.
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Tabnuna 8. YpoBHU yOeIUTEIHHOCTH PEKOMEHIAIIHIA

Kuacce yoequreabHocTn

peKoMeHIanuil Onucanne
Koace | [Iponienypa mnu Jie4eHUe SBISIOTCS MOJIE3HBIMU/3(PPEKTUBHBIMH,
OHH JIOJKHBI OBITH BBIIOJIHCHBI/Ha3HAUCHBI.
[Iponienypa wim JedyeHue ¢ OOJIBIION JOJEH BEPOATHOCTH
Knacc lla SBIISIIOTCSL  TIOJIE3HBIMU/3()(DEKTUBHBIMU, MX pPa3syMHO OBUIO ObI
BBIITOJTHUTH/Ha3HAYNTh.
[IpoTrBOpeUYNBBIE  JOKA3aTENbCTBA O  IMOJIB3e/3((HEKTUBHOCTH
Kuace 11b NpOLEAYpbl WM JICUCHHS, WX BBHINOJHCHUE/HA3HAYEHHE MOXKET
OBITH PACCMOTPEHO.
Knace I [Mpouenypa uinu jgedeHue SIBISAIOTCA BPEAHBIMU/HEI((PEKTHBHBIMH,

OHH HE HOJIZKHBI BBIIOJIHATHCS/HAa3HAYaThCA.

Ta6auna 9. YpoBHU JOCTOBEPHOCTH JOKA3aTEIIEHOCTH

VYpoBenb goctoBepHoCcTH | Oripesenenue

OKAa3aTeIbHOCTHA

A JlokazarenbcTBa MOJYYEHbI HA OCHOBAHMM  MHOTOYHMCIEHHBIX
PaHIOMHU3UPOBAHHBIX KIMHUYECKUX UCCIEAOBAaHUI U METa—aHAJIU30B
JlokazaTenbcTBa MOJIy4EHBI Ha OCHOBaHUU OTIENbHBIX

B paHILOMI/ISI/IpOBaHHBIX HNINn 60J'II>IHI/IX HepaHI[OMI/ISI/IpOBaHHI)IX
HCCclIeJOBaHUN

C EnuHomyniHoe MHEHHE SKCIIEPTOB M\WJIH HEOOJIBIIINE HCCIIeIOBAHNS,

PETPOCIICKTUBHBIC UCCIICAOBAHUSA, PETUCTPLI

Cxema nnd OLEHKM YPOBHS PEKOMEHIALMM

—*B  Ttabmuue uumdppoBoe 3HaUYECHUE

COOTBETCTBYCT CUJIC peKOMeHJIaHPII)’I, 6y1<B€HHO€ — COOTBETCTBYCT YPOBHIO JOKa3aTCIbHOCTHU

AKTyﬂJ’[I/I3aI{Hﬂ JAHHBIX KIMHHYECKHX peKOMeHZ[aI[I/Iﬁ 6yIleT MPOBOJIUTHCH HE PEIKE,

yeM OJMH pa3 B nATh JerT. IIpunsaTue pemenust 00 o0HOBJeHUM OyaeT NPHHATO HA

OCHOBAHMHM IIPeJIOKeHHUI,

NpeacrTaBJd€HHbIX MEIUINUHCKUMHA HpO(l)eCCI/IOHaJIbHLIMI/I

HECKOMMEPYECCKUMHU OpranusanusiMia ¢ y‘léTOM pe€3yJbTaToB KOMILJIEKCHOM OIICHKHU

JICKapCTBEHHBIX NPenapaToB, MeAUNNHCKUX U31eJIHi, a TaKKe pe3yJabTATOB KIMHHYECKOM

anpodanum.
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Ipuio:xkenne A3. CBsi3aHHbIE JOKYMEHTbI

IHopsaku oxkazaHus MeIUIIUHCKON MOMOIIN:

[Tpuka3 MunucrepcTBa 3apaBooxpanenust Poccuiickoit denepannu ot 25 okradps 2012 r.
No 440n "OG6 yrBepxkaenuu [lopsiaka okazaHuss MEIUIIMHCKOW MTOMOIIIH 10 Tpoduitto "aerckas
kapauosiorus” (3apeructpupoBano B Munrocte PD 4 nexabpst 2012 r. Perucrpanuonusiii No
26000)

[Tpuka3 MunuctepcTBa 3apaBooxpanenusi Poccuiickoit denepanuu ot 15 HOsOps 2012 r.
No 918n "O6 yrBepxkaenuu Ilopsiaka okazaHUs METUIIMHCKOW ITOMOIIHM OOJIBHBIM CEPJICYHO—

cocyaucteiMu 3aboneBanusmu" (3apeructpupoBano B Muntocte PD 29 nexabps 2012 .

Peructpannonnsiit No 26483)
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Ipunoxenune b1. Anroputm nuarnocruxku JII' y nereit

Hammuue xxano0, coorsercrByrontux JII', n/mmm
anamuesa o JII', u/uinn KInHHYeCKUX cUMIIToMoB JII'

JIT
MaJIOBEpOSTHA

HET
Ecte OKI" u/nmn DXOKT, u/vnu
peHTTreHoTrpaduIecKue
npuszHaku JII'

Hanpasnenue B
CIIELIMATU3UPO-
BaHHBIN LEHTP

Haymuwne BIIC w/unu 6osesneit
JICBBIX KaMep cep/na

a

Hamnpasnenue B
CIIeLIMAIU3UPO-
BaHHBIN LIEHTP

OB/ u/vnu noJImMcoMHO-
rpaduyeckue mpu3HaKu
pecTpukuuu jJerkux uiv HM3

a

Hannuue vapymenuii npu

BepositHa
TOJIA

BEHTHJUIAUOHHO-TIEP(Yy3nOHHON
CIMHTUTpa(UU JIETKHX

HampaBnenue B
CIIELIMATU3UPO-
BAHHBIN UEHTP

Harmpasnenue B skcnepTHbIN 1eHTp 1o JII'
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IIpunoxenue b2.Anroputm nedenusi JIAI' y nereit

PexomenoBan
BKK

Ha3nauenne ogHOTO
CHeUPUIECKOTO
MepopabHOro Mpenapara
s neuerus JII

aa

[Iponomxars
JIeUeHHe

IIponoikars
JIeUeHHEe

na
IIponomxkars

JICYHCHHUC

Hamnuue JIAT y pebenka

|

Ba30pCaKTUBHOCTDL

[Iponoikars
JeyeHue

HCT

[TanmeHT rpymmsl
BBICOKOI'O pHCKa?

Hasznauenue BToporo
cnenduaeckoro
[IEpOPAIILHOTO Ipernapara
g nedenus JII'

VYaydmenne

Hasznauenwue tpetbero
CHenupuIecKoro
npenapara Juis gedenus JII
- IpOoCTaHOM 1a

HET

[lonoxuTeNnbHBINA OCTPBIN TECT HA

Haznauenmne
MPOCTaHOU A U
paHHuM nepe-
X0 Ha KOMOU-
HUPOBAHHYIO
Tepanuo

na

[Iponomxkars
JIeYeHue

Pexomen10BaHO pelieHne Bompoca 0 METo/Ie

OTIEpaTUBHOTO JICYCHUS (aTPUOCETITOCTOMHUS,

anactamo3 [loTTca, TpaHCIUTaHTALIUS JIETKUX
WJTU CepJILia-JIeTKuX )




Ipuiaoxkenue B. Uupopmanus 11 nauueHToB
JlerouHnasi runepTeH3usi — yrpokarolee NaToJoru4eckoe COCTOSIHUE, KOT/la B JIETKUX
YXYALIAeTCS UUPKYISAUS KPOBU U CEPJIly CTAHOBUTCS KpaiiHe TpyaHO paboTarh. IMEHHO Tak
IIPOUCXOIUT y AETEH, CTpalaloliuX 3TUM IOTEHIMATIBHO CMEPTEIbHBIM 3a00JIEBAaHUEM, J10JIT0E
BpEMA CHUTABIINUMCA HECU3JICYHUMBIM.

Opplmika, cepAuneOMeHUE M TOBBIIIEHHAs YTOMIISIEMOCTh 3aCTaBJSIOT JAyMaTh, YTO
y pebenka Oosie3Hb cepauna win actMa. Ho B psiie ciiydaeB 3TH CHUMITOMBI MOTYT OBITh
BbI3BAHBI IMATOJOTMYCCKMMU HU3MCHCHUAMU KPOBCHOCHBIX COCYOOB JICTKHUX. COcyI[bI
CTaHOBSITCSI Bce Oosee u Oomee y3KkUMH. B pe3ynbprare Bce MEHBIIE KpPOBH JOXOIUT
JI0 BO3JIYIIHBIX MEIIOYKOB (a1bBEOJ) JIETKUX, 3aTPYIHSS MOJyYeHUE OpPraHu3MOM peOeHKa
kucnopona. OmlylieHus CTpajalolUX JErOYHONH TUIEePTeH3Uel MOoJ00HBI NPEOBIBAHUIO
Ha BBICOTC HECKOJIBKMX ThICSY MeTpoB. Cepime BeAeT Bce 0ojiee 0KECTOUCHHYI OOphOy
C JOIIOJHHUTCIBbHBIM COIIPOTUBIICHHUEM, CO3JaBACMbIM CYKCHHBIMHU KPOBCHOCHBIMU COCY/IaMU,
MOKa B KOHIIE KOHI[OB HE OTKa3bIBaeT.

Y HEKOTOPBIX JAeTel MOBBIIICH PUCK PA3BUTUS JICTOYHON THIIEPTEH3UU, HAIPUMED, MPH
MOPOKE CepJIla, ayTOMMMYHHBIX 3a00JICBaHUSAX, OPOHXOJETOYHOM aucrurazuu wim BUU-
uHpexkuuu. IlpaBUnbHBIH AMAarHO3 4YacTo YCTaHABJIMBAIOT CHMILIKOM M0371HO. Ilockombky
JICTOYHAsA THUICPTCH3USA Pa3BUBACTCA IMMOCTCIICHHO W HA HAYAJIbHOM  JOTall€¢ CHUMIITOMBI
OTCYTCTBYIOT, €€ 4aCTO JUarHOCTUPYIOT yXe B Tshkenoil craauu. Kak mpaBumo, tpedyercs
KOHCYJIbTAIlMsl HECKOJNBKUX Bpaued, MpekIe uYeM yIaeTcss MOCTaBUTh JTUArHo3 JIETOYHOMN
runepTeH3un. BaxkHyro wuwHOOpPMAIMI0O MOXHO TMOJYyYUTh TIPU IXOKApAUOTrpaduuecKkoM
uccienoBanuy. [lonydyeHHble NaHHBIE HEOOXOIMMO, €CJIM IO3BOJSET COCTOSHUE NaIUeHTa,
MOJTBEPAUTD, HAMIPSIMYIO M3MEPSIsl TaBIIEHUE B CEPJIlle U COCYJaX C MOMOIIBIO CIEeNUaTbHOTO
KareTepa.

Ecnu ypaerca BbIIBUTH 3a0o0jieBaHME Ha paHHEW CTaJuy, MOXKHO CTaOMJIM3HPOBATh
COCTOSAHUEC TMaluCHTa W IMOAACPKUBATH 0ojee BLICOKOE KayeCcTBO KH3HH. HGZ[aBHO
€MHCTBCHHON HAJEKO0W /ISl MAlMEeHTOB C JITOYHOW TUIIePTeH3UEH ObLIa mepecagka JETKHX.
OnHako yxe ceifyac MMeeTCsl BO3MOXHOCTb 3((EKTUBHO JIEUUTH JIETOUHYIO THUIEPTEH3UIO
CIICHHUAJIbHBIMHU JICKAPCTBCHHBIMU ITPCIIapaTaMu.

Ka>1<)1},1171 OpraHu3M pCarupyetr Ha MCTOABLI JICUCHUA W JICKAPCTBCHHBIC INPCIaparbl IMO—
pazHomy. IlosTomy cka3aTh, Kakhe W3 HHUX OKaXyTcsl HamOojee NEeHCTBEHHBIMH MMEHHO s
Bamero peOenka, 0e3 crHenuansbHOr0 0OCIEIOBaHUS U TOCIEAYIOIIET0 IOCTOSHHOTO
HAOJIOZICHUSI HE TPEACTABIISIETCS BO3MOXKHBIM. [IpOKOHCYIBTHPYHTECH y CBOETO JIEUaIlero

Bpaua.
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Ipuiaoxkenue I'. PacumnppoBka npuMeyanui

F  NexapCTBEHHEBIH Mpemapar, BXOAAIIHNI B ITepedeHp U3HEHHO HEOOXOMMMBIX H BOXKHEHIITNX JTeKapCTBEHHBIX
mpenapaToB I MeTUIIMHCKOTO npruMeHeHns Ha 2016 rox (Pacmopspkerne [IpaButensctBa PO ot 26.12.2015 N
2724-p)

1

.... — JlexapcTBeHHBIN npenapaT Ha Teppuropun Poccuniickoit denepanyu Ui JIe4eHUS
JIAT y nereii 2 net u crapie. C OCTOPOAKHOCTBIO BO3MOKHO MPUMEHEHHE C BO3pacTa 3 Mec.

2 JlekapcTBeHHbIN npenapar Ha Tepputopun Poccuiickoit denepanuu neuenus JIAL y
nanueHToB crapiue 18 ner. Ilpenapar HazHauaeTcs neTsaM 1o peueHuto BpaueOHoi koMuccun,

npu ycnoBuu Hannus MHGOPMUPOBAHHOTO COTIaCHs TALMEHTA H\WJIH €r0 POAUTEIICH.
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