OnoOpen

OOBEIMHEHHON KOMUCCUEH
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[TpoTtokoa Ne65

KJIWHUYECKHWH MPOTOKO.JI JTMATHOCTUKHA U JTEYEHUSA

JETOYHAS TMIIEPTEH3UA Y IETEN U IIOJJPOCTKOB

I. BBOIHASI YACTb:
1.1 Koa(s1) MKB-10:
MKB-10
Kon Ha3zBanmue
127.0 [lepBuyHas jeroyHas runepTeH3us

1.2 laTta pa3pa6oTku/mepecMoTpa nporokoJa: 2014 rox (mepecmotpen B 2018 1.)

1.3 Cokpaienns, HCNOJIb3yeMble B IPOTOKOJIE:

AJIAI' | — | acconuupoBaHHasl JIETOYHAsl apTEPUaAIbHAsl TUIIEPTEH3US
AHA — | aHTUHYKJICAPHBIE aHTUTEJIA

ADP — | aHTAarOHUCTHI SHAOTEINHOBBIX PELIENITOPOB

BNY — | BUpYC UMMYHOIe(pHUITITA YETIOBEKA

BO3 — | Bcemupnas opranusanus 31paBoOOXpaHEHUs

BIIC — | BpPOXKJICHHBIE TIOPOKHU cepana

JUIA — | aBIEHUE B JIESTOYHOW apTEpUHU

J13JIK — | JaBJICHUE 3aKJIMHUBAHUS B JIETOYHBIX KalIMIUIIpax
JIMIIIT | — | nedekT MexKIpeaCcepTHON MTePEeropoOIKH

JAMXII | — | nedext Mexokeny10u9KoBON IEPErOpOIKU

JITIIT — | JABJICHUE B IPABOM MPEJICEPIUUN

II-

OxoKI' | — | monmep-3xokapauorpadus

3CT — | 3a00J1eBaHUs COETUHUTEILHON TKAaHU

WNJIAI' | — | nanonaTuyeckas JIerouHasi apTepuasbHas THIEePTEH3Us
KT — | KoMmbIOTepHAs ToMorpadus

KAT — | KopoHapoaHruorpadus

JIAT — | JIerO4YHas apTepualibHasi TUIIEPTEH3US

JIA — | JIeroyHas aprepus

JII — | Jero4Has rurnepTeH3us

JI3JIK

— | JABJICHUC 3aKJIMHHMBAHUS B JICTOYHBIX KalIMJIJIApax




JICC JIETOYHOE COCYIMCTOE CONPOTUBIICHHUE

CIJIA CpeJHEEe TaBJICHUE B JIETOYHOU apTepuu

CHIDK CUCTOJIMYECKOE JABJICHUE B IPABOM KEITYIOUYKE

dJ[3-5 uHTHOUTOPHI (hochoamdcTepassl 5-ro THIA

XOBJI XPOHUYECKAsI OOCTPYKTHBHAsSI OOJIE3Hb JIETKHUX

XTOJT XPOHUYECKAss TPOMOOIMOOIMYECKasl JIETOYHAS TUIEPTCH3US

Yll-

Ox0KT YpeCNUIEBOHAS IXOKapauorpadus

4qCC 4acTOTa CEPACUYHBIX COKpAIICHUN

Ox0KT axokapauorpadus

BNP MO3TrOBOM HATPUYPETUUECKUM HENTUL

EOK EBponeiickoe 0011eCTBO KapIHOJIOrOB

NYHA Hbm-ﬁopxcxaa Acconuanuu cepana

MHO MEXIYHApOJIHOE HOPMAJIM30BAHHOE OTHOLIEHUE

TAPSE CUCTOJIMYECKAs] aMIUIUTYJa JBUXEHUS KOJbLA TPUKYCIHIAIBHOTO
KJIallaHa

VIQ BEHTWISIIIUOHHO-TIEP(Y3MOHHBIN HHIEKC

KYP KJIACC YPOBHS PEKOMEHIAIIUU

1.4 Toab3oBaTeaun

MMpoTOKoOJIA: KapanoJoru (I[CTCKI/IG,

B TOM quCJjac

MHTEPBEHUMOHHBIE), KapAHUOXUPYPTH AETCKUE, Bpaud OOILIEH NpPaKTUKW, MEIUATPHI,

ACTCKUC IIYJIBMOHOJIOTH, JACTCKUC PCBMATOJIOIH, JCTCKHUC He(prJ'IOFI/I, JCTCKHUC
OHKOJIOTH (XI/IMI/IOTepaHI/IH, MaMMOHOFI/IfI), JETCKUC (1)TH31/IanBI, JCTCKHUC
MHDEKITUMOHUCTHI.
1.5KaTeropusi nanMeHToOB: JICTH.
1.6 IlIxaJyia ypoBHsI 10Ka3aTeJIbHOCTH:
1. Knaccol pexomeHaanmii:
Knaccbt Onpenesienune IMpennaraemas
peKoMeH ¢dopmyauposka
aumi
Kiacc | JlaHHble u/unum BceoOliee coriacue, YTo KOHKPETHBIA METOT Pexomennyercs /
JICUEHHUS WM BMEIIATEIbCTBO MOJE3HbI, 3O ()EKTUBHBI, UMEIOT | TOKa3aH
IIPEUMYIIECTBA.
Knacc I1 [TpoTHBOpEUMBBIE TaHHBIE U/UIH PACXOXKAECHUE MHEHUI O
mob3¢e/2(PPEKTUBHOCTH KOHKPETHOTO METO/IA JICUCHUS UITH
IIPOLIEYPBHI.
Knacc lia BoaBIMHCTBO TaHHBIX/MHEHUN TOBOPHUT O MOJIb3€e/ [lenecoobpazno
3¢ (HEeKTUBHOCTH. MPUMEHSATH
Kiacc Iib JlanHble/MHEHUS HE CTOJIb YOETUTENBHO TOBOPSAT O MO0>XHO IPUMEHSTH
110J163€/9((EKTUBHOCTH.
Kunacc III JlanHbIie u/mnm BceoOIIee coriacue, 4YTo KOHKPETHBIN METO/T He pekomenayercs
JICYEHHUS WM BMEILIATENBbCTBO HE SIBJISFOTCS MOJIE3HON MM
3¢ (HeKTUBHOMN, a B HEKOTOPBIX CIIy4asX MOTYT IPUHOCUTh
Bpes.




I11. YpoBHU 10Ka3aTeJIBLHOCTH:

A I[aHHBIC MHOTI'OYHCJICHHBIX PaHAOMU3UPOBAHHBIX KIIMHUYCCKHX
I/ICCJ'ICI[OBaHI/Iﬁ nin METa-aHaJIn30B.

B | JlamHble OJHOrO PAHAOMHM3WPOBAHHOIO KIMHUYECKOTO HCCIIENOBAHUS HWIIU
KPYITHBIX HEPAHAOMU3HPOBAHHBIX UCCICIOBAHNMN.

C CoriacoBaHHOE MHEHHE OKCIICPTOB /Wi HEOOIBIINE HCCICAOBAaHM:I,
PCTPOCIICKTUBHBIC HCCIICAOBAHNA, pCTUCTPHI.

1.7 Onpenenenne [1]: Jlerounas runeprensus (JII') - sBisieTcss reMOAMHAMHYECKAM
U MaTo(U3UOJIOTHUYECKUM COCTOSIHUEM, XapaKTEPHU3YIOLIEECs MOBBIIIEHUEM CPEIHETO
JABJIEHUS B JIETOYHOM apTepuu >25 MM pT.CT. B MOKOE, KOTOPOE€ OBLIO M3MEPEHO C
IIOMOLIBI0 KaTE€TEpU3alMN NMpaBbIX Kamep cepaua. JII' MOKHO ITHArHOCTHPOBATH NPH
MHOTUX KJIMHAYECKUX COCTOSTHUSX.

Jlerounasi aprepuagbHasa runeprensus (JIAIY) - SABISIETCS  KIIMHUYECKUM
COCTOSIHUEM, XapaKTePU3YIOUIMMCS HaJuyueM mNpekamwusipHon JII' u jmeroyHeim
COCYIUCTBIM compoTtuBiieHueM >3 en. Bya. JIADT BkiodaeT pasiuyHbie (HOPMBI,
KOTOpPbIE HMEIOT CXOJHYI0 KIMHUYECKYH) KAPTUHY U MPAKTUYECKU HJICHTUYHBIC
[aTOJIOTUYECKNE U3MEHEHNSI MUKPOLMPKYJIITOPHOTO PyClia JIETKHUX.

1.8 Knaccudukauus:
IMoanas kauanveckas kaaccupukanus JII [1]:

1. Jlerounasi aprepuajibHas TMNIEPTEH3UA

1.1 Uanonatnyeckas
1.2 HacnencrBeHnHas
1.2.1 Myranusa BMPr2
1.2.2 Jlpyrue myrauuu
1.3 NunyuupoBaHHasi IPUEMOM JIEKAPCTB U TOKCUHOB
1.4 AccounnpoBaHHas C:
1.4.1 CucteMHBIME 3200JIEBAHUSIMU COCTUHUTEILHON TKAaHU
1.4.2 BUY-undexnueit
1.4.3 ITopTasibHOU TUNIEpTEH3UEH
1.4.4 BpoxkaeHHBIMU TOPOKAMHU Cep/Ilia
1.4.5 lluctocomozom

1’. BeHOOKK/II03UOHHAS 00J1€3Hb JIETKUX W/WJIH JIETOYHbIN KaNUJJIAPHbIA
reMaHruoMaro3




1’.1 Unuonatnueckas
1.2 HacnenctBeHHas
1°.2.1 eIF2AK4 myTtanus
1°.2.2 Jpyrue Mmyranuu
1.3 MuaynupoBaHHas MPUEMOM JICKAPCTB, TOKCMHOB U pajualriuei
1’.4 AcconunpoBaHHas C:
1’.4.1 CucteMHBIMH 3a00JIEBAHUSIMU COEAUHUTEILHON TKAaHU
1.4.2 BUY-undexnueit

1”’°. llepcucTupyromas JII' HOBOPOKIEHHBIX

2.JII BCJECACTBUE NMIATOJOI'MHA JIEBBIX 0TACJ0B cepana

2.1 Cucronmuueckas nucynkuus JDK

2.2 Muacronudeckas auchynkius JDK

2.3 KnamnaHHble IOPOKH

2.4 BpoxaeHHas/mpuoOpeTeHHass oOCTPYKIUS BXOJHOTo/BbixogHoro tpakra JOK u
BPOKJICHHBIE KapIMOMHUOIIATHH

2.5 BpoxaeHHbple/mpruoOpETEHHBIE CTEHO3bI JICTOUHBIX BEH

3. JII' BcJiieacTBHE MATOJIOTHH JIETKHUX U/ WU THIIOKCHH

3.1 Xponuueckasi 0OCTpyKTHUBHAs 00JIE3HB JIETKUX

3.2 UntepctuninanbHas 00J1€3Hb JIETKUX

3.3 Ipyrue 3a00seBaHus JETKUX CO CMEIIAHHBIM PECTPUKTUBHBIM U OOCTPYKTHBHBIM
KOMIIOHEHTaMU

3.4 HapyuieHus 1bIXaHUsl BO BpEMsI CHa

3.5 AnbBeoJisipHasi TUITOBEHTHIISIIUS

3.6 XpoHuueckoe nmpeObIBaHNUE B YCIOBHIX BHICOKOTOPBS

3.7 Ilopoku pa3BUTHUS JETKUX

4. Xponuueckasi TpomOoIMOoamueckas JII' m papyrume BuHABI 00CTPYKUMH
JIETOYHOW apTepuu

4.1 Xponunueckas TpoMoosmOonunueckas JII'

4.2 Ipyrue BuAbl OOCTPYKILUHU JETOYHOU apTEPUH:
4.2.1 AHrnocapkoma
4.2.2 Jlpyrue BHYTPUCOCYAUCTBIE OITYXOJIN
4.2.3 Aprepuut
4.2.4 BpoxIeHHbIE CTEHO3bI JIETOYHBIX apTepuid
4.2.5 I1apa3uTtsl (rugaTUaN03)

5. JIT' ¢ HesICHBIMH W/WJIM MHOKE€CTBEeHHBIMH MEeXaHU3MAMU

5.1 T'emaTtonmornueckwie HapyIICHUSA: XPOHHYECKAs TEMOJIMTHYCCKAs aHEMUS,
MHUETIOpOTH(EpaTUBHBIC 3a00IC€BaHMUS, CTUICHIKTOMUS

5.2 CucremHble  3a00JieBaHUS:  CApPKOMA03, JIETOYHBIM  THCTHOIMTO3,
nuMdaHTroJIeioMHOMaTo3, HelpopudpomaTo3

5.3 Merabonuueckue 3a0oieBaHMs: OOJIE3HHL HAKOIUICHHS TJIMKOTEHA, OOJIE3Hb
I'omre, 3a001€BaHMs MUTOBUIHOM JKEJI€3bI

5.4 Jlpyrme: omyxoJjieBas TpoMOOTHYECKass MHUKPOAHTHOIATHS  JIETKUX,
(Gbubpo3upyromUii MEIUACTEHUT, XPOHHMUYECKAs TMOYeYHas HEIOCTAaTOYHOCThH (c/0e3
JMann3a), CerMEeHTapHas JIeTOYHAs TUTIEPTEH3US




Cokpawenusn: BMPr2 — peyenmop 2 muna xocmmozco mopghocennoco npomeuna, elF2AK4 — syxkapuomuueckuil
uHUYuupyrowui mpancaayuio paxkmop 2 anvga xuna- 3vt 4, BU4 — supyc ummynooepuyuma wenosexa, JII' — necounas

eunepmensus, JIZK — negvtil scenyoouex.

I'emoannamuyeckas kiaaccupukauus JII™

Onpenenenue XapakTrepucTi Kiannuyeckas rpynna (rpynnsi)b
Ka
JIr Cpennee JIJIA Bce
>25 MM PT.CT.
[Ipexkanumnsipuas JII' Cpennee JIJIA 1. Jlerounas aprepuanbHas
>25 MM pT.CT. TUIIEPTEH3US
J3JIA <15 mMm 3. JI" BcneacTBUE HATOJIOTHUH JIETKUX
pT.CT. 4. XpoHuueckas
TpombosIMOoueckast JII'
5. JIT' ¢ HesICHBIMH W/UITN
MHO>XECTBEHHBIMU MEXaHU3MaMH1
[Toctkanunsapuas JII' Cpennee AJIA 2. JII" BcnencTBye MaToI0THUHU JIEBBIX
>25 MM pT.CT. Kamep cepala
J3JIA >15 mMm 5. JIT' ¢ HEesACHBIMU W/HUITN
pT.CT. MHO>XECTBEHHbIMU MEXaHU3MaMH1
N3onupoBaHHas NOCTKANMMILIAPHAS HIT <7 mm
JIr PT.CT. /W
JICC <3 en.
Byn©
Komb6unupoBaHHast HIIT >7 mm
MOCTKANWUISIPHASA U MpeKanuUisipHas | pT.CT. W/WiIH
Jr JICC >3 en.
Byn©

Hpumeuanue:* — ece noxasamenu usmepenvl 6 cocmosnuu nokosi (cm. maroce Pazoen 8.0), ® — coenacno dannvim
mabauywl 4, © — edunuysvt Byo 6 coomeemcemeuu ¢ Oun*cex*cm™.,

Coxpawgenusn: MOK — munymuvii obvem Kpogoobpawenus, HIIIT — ouacmonuyeckutli Nyl1bMOHALbHGINL 2PAOUEHM
(Ouacmonuueckoe [[JIA-cpeonee /[3JI4), cpeonee [J/IA — cpednee daerenue 6 necounoii apmepuu, [J3/IA — Odaenenue
3aKIUHUBAHUs 8 NleeoyHou apmepuu, JII' — necounasn eunepmensus, JICC — nezounoe cocyoducmoe conpomusietue, eo.

Byo — eounuy Byo.

Kinunnyeckas kinaccupuxkanusa JIAT,
MOPOKAMHM CepALa:

aCCOHHHpOBaHHOﬁ ¢ BPOXKICHHBIMH

1. Cunapom JiizeHMeHrepa

Bxurouaetr Bce KpyInHbIE BHYTPU- U BHECEPICUHBIE IIYHTBI, C UCXOJHBIM CHUCTEMHO-
JIETOYHBIM HANpPABJICHUEM TOKA KPOBU, B JaJbHEUIIEM C MPOrPECCUPYIOIIUM
nosbitienneM JICC u peBepcueil (JIETOYHO-CUCTEMHBIN) WM JABYHAIpaBJIE€HHBIM
IIYHTUPOBAHUEM KPOBH; IIMAHO3, BTOPUYHBIA SPUTPOILIMTO3 U OOBIYHO MPUCYTCTBYET
MOJIMOPTaHHbBIC HAPYLICHMUS.

2. JIAI', accouuupoBaHHasi CHCTEMHO-JIEerO4YHbIMH
LIYHTAMH

e  Koppurupyemsie *

e  Hexkoppurupyemsie
Bxntouaetr cpegnue u kpynssie Aedektsl; JICC ciaerka wiv yMEpEeHHO MOBBILIEHO;
MPEBAIUPYET CHCTEMHO-JIETOYHOE HANpPABJIEHUE IIYHTa; LHMAaHO3 B IIOKOE HE

XapaKTCPCH.

HNPEeUMYIICCTBCHHO C




1.9JIAT npu Meakux/caydaifHbix gedexrax”

BripaxxenHoe nosbienue JICC npu HanMuuu MEITKUX BPOXKJIEHHBIX MOPOKOB (OOBIYHO
3¢ (PeKTUBHBIN AMAMETP MO JaHHBIM dXOKapauorpaduu gedeKkTa MeEex KeTyI10YKOBOM
neperopoku <l cMm u aedexta MEeKIpeACepIHON EPETOPOAKU <2 CM), KOTOPbIE CaMu
no cebe He ABISIIOTCS NpuurHOM moBbllieHHOTO JICC; KiIMHMYecKas KapTHHA OYEHb
cxoxa ¢ uanonaruyeckoi JIAT'. 3akpoiTue 1edeKTOB MPOTUBOMOKA3aHO.

1.10 JIAT mocje KoppeKIMU NOPOKOB

BpoxxneHHblll TOPOK cepAlla KOppurupoBaH, HO coxpansercs JIAIT cpa3y ke mocie
BMEILIATEIbCTBA WIH PELHUJIUBUPYET YEPE3 MECSIbI WIM TOJbI TOCIE KOPPEKLUHH IMPU
OTCYTCTBHH 3HAYUTEIBHBIX MTOCIEONEPAUOHHBIX T€MOJUHAMUYECKUX HAPYIIEHUH.

Ilpumeuanue:* — xupypauueckas upeskodlCHOe UpeccoCyOUCmoe 6Meuamenbcmeo, ® — pasmep npumenum Ko 63p0oCibiM

bonvubim. OOHaxo Oadice 'y 63pOCAbIX NAYUEHMOG U3MepeHue ouamempa Mmodcem Ovimb He O00CMAmOYHbIM OJiA
onpeodenenus 2eMOOUHAMUYECKO20 COOMBEMCcmaus oegpekma u epadueHma 0asienus, cieoyem opams 60 6HUMAHUE pasmep
WyHma u Hanpasiexue, U COOMHOULEHUE 1e20UHO20 K CUCHEMHOMY KPOBOTNOKY.

Coxpawgenusn: JIAI' — necounaa apmepuanvrasn eunepmensus, JICC — ne2ounoe cocyoucmoe conpomusienue.

2. METO/JBbIL, TIOAXOAbI U ITPOLHEAYPbI AUATHOCTHUKMU:

2.1 InarnocTuvecKue KpUTepPHUu:

Juarno3 JII' moxxeT ObITH 3alOJ03pEH HAa OCHOBAHWM JaHHBIX aHaMHe3a, BKJIIOYas
CEMEUHBIN, OIICHKH XKajao0 NalueHTa W POJUTENeH, pe3yJbTaToB (PU3UKAIHLHOTO
obcienoBanusi, JKI', axokapauorpaduu, pearreHorpaduu rpyaHoi kietku. (KYP — I,
Y1 -B)

Huarnoctuka JII' TpeOyeT mnpoBeneHus psiga HCCIEJOBaHWM, HaNpaBIEHHBIX Ha
BBISIBICHUE €€ KPUTEPUEB, YCTAHOBJICHUE BO3MOXXHOM NPUYMHBI BO3HUKHOBEHWUS,
onpejielieHue  KIMHUYECKOTO KJacca, OILEHKY CTENeHH (QYyHKUUOHAIBHBIX U
reMOJIMHAMUYECKUX HApYIICHUH 10 HasHaueHus crnerudpuyeckon tepanuu. (KYP — I.
Y1 -B)

Bce nmetm ¢ npeamonaraéMbIM WM YCTAHOBJIEHHBIM —JUArHO30M  <JIETOYHAs
TUTICPTEH3US» TOJ>KHBIM OBITH HanpaBJICHbI pInIE: o0cJie1oBaHus B
cnenuanusupoBanubiil nieHTp Jiedenus JII. (KYP - 1. Y] - C)

Kayio0b1 1 aHaMHe3:

Cumnromer JII' HecneuupuyHbl U B OCHOBHOM OOYCIIOBJIEHBI MPOTPECCUPYIOLIEH
muchynkuuen npasoro xenyaoudka (IDK). HauansHbie nposiBieHus 00bIYHO BO3HUKAIOT
pu GU3HYECKON Harpy3Ke.

Heo6xomumo wu3ydeHHe CeMEWHOW, JUYHOM HMCTOPHUU JKW3HU M OOJIC3HM, BKJIIOYAs
Te4eHHe OEPEMEHHOCTH U POAOpa3pelleHus IOCTHATAIBHOTO Iepro/a.

[Ipu cbope anamHe3a u kxamod PEKOMEHIYETCS pPACCIPOCUTh peOCHKa W/WIH €ro
pOIUTENEH O HATUYNH:

OJIBIIIKH;

yTOMJISIEMOCTH;

CHUKEHUS IEPEHOCUMOCTH (PU3HUECKUX HArpy30K;

T'OJIOBOKPYKEHMUH;

00OMOPOKOB, MPOBOIUPYEMBIX (PU3NUECKON HATPY3KOU;

KalllIsl, KpOBOXapKaHbs, 00Jiel B IPYHOM KIIETKE;

repe0oeB B pUTME Cep/ilia, cepaieOneHus,



e Hanmuyue y pedeHKa 3a0o0sieBaHUi, accouuupyromuxcs ¢ pazpuruem JII;

e B ciyuae JIAI, accouumpoBannoii ¢ BIIC, MPOBOAMJIACH JIM ONEpaTUBHAA
KOpPpEKLHs TOPOKa, ee Tull, creneHs JII' 1o u nocne onepauny;

® pAacCHpOCUTh POAUTENICH peOEHKa O MPOKUBAHUU C PAHHEr0 BO3pacTa B YCIOBUSA
BBICOKOTOPbSI.

POuznkajabHoe 00c/Ie10BaHNe

[Nanmentam ¢ momo3peHueM Ha JII' wiaM yCTaHOBIEHHBIM JMAarHO30M <JIETOYHAs
TUTNEPTEH3US» PEKOMEHIYETCSl TPOBECTH:

e 00mmii ocMoTp (0OpaTWTh BHUMAaHHE Ha OTCTaBaHWE€ B (U3UYECKOM U
MICUXOMOTOPHOM Pa3BUTHH);

® OICHKAa KOXHBIX IIOKPOBOB KOXHBIX ITOKPOBOB, CIHU3UCTBIX (IIBET KOXHBIX
MMOKPOBOB, MHBEKIUS CKJIEp, HAIMYME IMAaHO3a, U3MEHEHHE (DaJlaHT MabIEB MO TUITY
«0OapabaHHBIX MAJOYEK» U HOTTEBBIX IJIACTUH B BUJE «YAaCOBBIX CTEKOJ»);

e majbpnanus JUMQOY3NOB, MOJKOKHO—KUPOBOU KJIIETUYATKU, OMPEAEIUTh TOHYC
MBIIIIII;

e OIECHUTh (OpMYy TPYAHOM KIIETKU, HCKIIOYUTH HAJIMYME KOCTHBIX Jedopmaruit
(«60uk000pazHas» rpyaHas KIEeTKa, CEpJeUHbI ropo);

® ONpEACUTh YaCTOTY JbIXaHUS, TPOBECTU NMEPKYCCUIO U ayCKYJIbTALUIO JIETKUX;

® ONpeACIUTh XapaKTEPUCTUKU BEPXYIICUHOTO U CEPACUYHOrO TOIYKA, MEPKYTOPHO
ONPENENIUTh TPAHUIBI cepAla (YCUIEHHBIN, PAa3JIUTON CEP/ICUHBINA TOTYOK, PACIIUPEHUE
IpaHUIl OTHOCUTEIILHOM CEpJIEYHOM TYIIOCTH);

® [IPOBECTH AyCKYJIbTALHUIO CEPJla, ONPEAEIUTh YaCTOTY CEpPJCYHBIX COKpAIICHUU,
OIICHUTh PUTM TOHOB CEp/lla, HAJIMUME WJIA OTCYTCTBHE IIyMOB (ycuieHue, akieHt Il
TOHA  HaJ JICTOYHOM  apTepuel;  JAUACTOJIUYECKHA  IIyM  OTHOCHTEIBHOU
HEJIOCTATOYHOCTH  KJlamaHa  JjieroyHod  aprepum  (mym  ['pexema—Cruiia);
CUCTOJIMYECKUM IIYM TPUKYCHUJATBbHOW HEAOCTATOYHOCTH; IIYM apTEPUOBEHO3ZHOIO
cOpoca KPOBH MPU CUCTEMHO- JIETOYHBIX IIYHTaX);

® OCMOTpPETh, NPONAIBIINPOBATH IICHUHBIE BEHBI, ONPEICIUTh MyIbCALUI0 HA BEPXHHUX
U HUXKHUX KOHEYHOCTSIX, OINpPEAECIUTh apTepUAIbHOE IABJICHHE HAa PyKaxX M HOrax
(cnemyer oOpaTUTh BHHMMaHHE HAa pACIIMPEHHBIE W HAIOJHEHHBbIC BEHBI IIIEU B
KJIMHOTIOJIOKEHUU U OPTOCTA3€; Ha MOJIOKUTEIIbHBIM BEHHBIN MYJIbC);

o MPOBECTU MAJIBNAIMI0 U MEPKYCCUIO KUBOTA, OLECHUTH AUYype3 (Ha yBEIUUYCHUE
MEYEHHU, aCIIUT, MOXO0JIOJJAHUE KOHEUHOCTEH, mepudepuueckue OTEKN).

JlabopaTopHbIe UCC/IeI0OBAHMS

Bcem 6onpHBIM ¢ JII' HE0OX0AMMO TIPOBEACHUE:

e OAK;

e buoxumuyeckue tectol: Ownupyoun, AJIT, ACT, kpearuHuH, MOYEBHHA,
anextponutsl, CPb, 6emok o0uuit;

e KucnaoTHO-11eTI09HOE COCTOSIHUE KPOBH - OLIEHKA a30B KPOBH, YPOBHSI JIAKTATA;

e ['opmonsl mutoBuaHOM xkenesbl (T3, T4, TTT, AT k TTT, AT x TIIO). (KYP — 1.
YA -B);

e Ckpununr Ha BUY, mapkepsi renaruta. (KYP — 1. V]I — B);



e Jlng WCKIIOYECHHUS AaCCOIMMPOBAHHBIX (OpPM, BTOPUYHBIX K ayTOMMMYHHBIM
3a00€BaHUsIM, BKJIOYas CHCTEMHbIE 3a00JIeBaHHMSI COCAMHUTENIbHOW TKaHU —
UMMYHOJIOTUYECKHUE TECTHI:

ypoBeHb C—pEaKTUBHOIO IPOTEHHA;

pEeBMAaTUUYECKUI (pakTop;

anTuHykKieapHbsii paktop (AHD);

aHTHTeNa K sepHbiM anTurenaM (ANA);

IKCTparupoBaHHBIM aHTHTeHaM siipa (ENA);

onno— u asycrnmpanbHoit JIHK, antudochomunuansix antuten, CHS0
komiuiemeHt (C3, C4). (KYP - 1. Y1 — B).

e OmnpeneneHre ypoBHS MOYEBOM KHCIIOTBI B CBIBOPOTKE KPOBHU (ISl MCKIIFOUEHHUS
HapyluieHus: MeTadoyM3Ma KHUCIOpoJa B mepudepuyeckux TKaHAX Yy MaIlMEHTOB C
uJIAT). (KYP —lib. V]| - C);

e Ormpenenenrue ypoBHsS MO3roBoro Harpuitypermyeckoro nentuga (BNP) wmm N—
TEPMHHAJILHOTO  MO3rOBOro  Harpumilypermdyeckoro  mentuga  (NT—proBNP)
PEKOMEHJIOBAaHO JUIsl OLEHKH TSOKECTH W TNpOorHo3a 3abojeBaHusA, OTBETa Ha
npoBoauMyto y 6osbHbIX ¢ JII' (3Hauenue BNP Boimie 130 nx/mn y OonbHbix JIAT
accollMMpyeTcss €  HEOJarompusTHBIM  IPOTHO30M, BKIIOYasg HEOOXOJUMOCTh
TPAHCIUIAHTALIMH JIETKUX M PUCKOM JIeTadbHOro ucxona. YposeHb NT—proBNP Beime
1664 nir/mn sBaseTcs nporuoctudecku HebmaronpusataeiM). (KYP — 1. V][ - B).

e OreHKa HACBHIIMICHUS apTepHaibHON KpoBu KkuciopoaoMm (Sa0;) pekomeHmOBaHa
BceM O0onbHBIM C¢ JII' (cHmxkenue SaO, Himke 94% MO MaHHBIM MYJIbCOKCUMETPUH B
MIOKOE€ MO’KET 03HadyaTh (OPMHUPOBAHHE BEHO—APTEPHAIBHOTO cOpoca MpH CUCTEMHO—
JIETOYHBIX IIYHTaX. ITO BO3MOXHO TaK)K€ MPU YBEJIMUYEHUU 00beMa (PYHKIIMOHATIBHOTO
MEPTBOTO MPOCTPAHCTBA (BEHTHJIMPYEMbIEC, HO HE nepdy3upyeMble y4acTKH JErOYHOU
TkaHu) y 6onbHBIX ¢ WUJIAT, cocrossuuu mocne TOJIA (BcieacTBue MacCUPOBAHHOTO
MOPAKEHHUS JETOYHBIX COCY/IOB), MPABOXKEITYJOUKOBOW HeAocTaTOUHOCTU. Kpome Toro,
ompeiesieHHas: CTeneHb 1uraHo3a y 0oibHbIX ¢ WJIAT u TOJIA Moxker onmpeaensiThes
ITYHTUPOBAHUEM KPOBHU Yepe3 OOUIIbHO Pa3BUBAIOIIMECS aHACTOMO3bI);

e OmnpeneneHre UUMPKYJIUPYIOUIUX SHIOTEIUATBHBIX KIETOK MOXET OBbITh MOJIE3HO
npu cTpaTUUKAIMK PUCKA M OIEHKE CTENEHU IMPOTPECCHpOBaHUS 3a00JeBaHUS U
OTBETa Ha MPOBOAUMYIO Tepamnuio y nereit ¢ JIAT

e ['eHeTHUECKOE MCCIIEeIOBaHUE U KOHCYJbTAIUs TeHETHKA PEKOMEHI0BAaHbI OOJIbHBIM
¢ WJIAI' u nacnencrBenHou JIADY mis onpeneneHus MOJIEKYISPHO-TEHETUUYECKOTO
BapHaHTa U MPOBEICHUS pUCK cTpaTudukamnmu 3adoieanus. (KYP — lia. Y - C).

VVVVVYVY

HNucTpyMeHTaIBHBIE HecaenoBanns [1,2, 12-17, 52- 54]:

e Ouexktpokapauorpaduss  (IKI): runeprpodhun  mpaBoro  mpenacepaus,
runepTpoduss MpaBOTo KEMyJouka;, HapylieHus: putMa u npoogumoctu. (KYP — .
Y- B).

o Penrrenorpadgus opraHoB rpyaHoi KJeTKH: peKkoMeHa0oBaHa 00ibHbIM ¢ JIIT st
WCKJTIOYEHHUSI COYETAaHHOW OpOHXOJIETOYHON TMAaTOJIOTUM W TMpPU TMOJO3PEHUH Ha
TPOMO0IMOOJINYECKYIO JIETOYHYIO TUIIEPTEH3HUI0, KH(POCKOIHNO03;



» TIOBBIIIIEHWE TIPO3PAYHOCTH JIETOYHBIX TOJIed Ha mepudepund 3a cuer
00eTHEeHUS JIETOYHOTO PUCYHKA;
» BBIOyXaHWE CTBOJIAa W JIEBOM BETBH JICTOYHOW apTEepHH, KOTOPHIE
dbopmupytoT B ipsiMoil npoekuuu Il gyry mo ieBoMy KOHTYpY cepila;

» pacimpeHue KOpHEH JIeTKuX;

» yBenmueHue npaBbix oTaenos cepana. (KYP — 1. V]I - B).
e Oxokapauorpapusi (AXOKI') cTporo pekoMeHI0BaHA KaK MeTOJ CKPUHHHIA
HA HAJIMYHE JIeTOYHOH r'unepTeH3nH.
CkpunuHr Ha Hanuuue JII' 1oikeH npoBOJUTCS BCEM MAallUEHTaM C:
® [POrPECCUPYIOLIEH OJIBIIIKOM;
® CHHXCHHUEM TOJIEPAHTHOCTU K (PU3NUECKON HArpy3KE;
® CHUHKOIIE HE YCTAHOBJIEHHOI'O I'€HE34;
e [amnueHTaM ¢ 3aboneBaHusiMu, accouuupyrommmuca ¢ JII' (BIIC, cucremubie
3a00JIeBaHUs, CEPIOBUAHO—KJICTOUHAs] aHEMMs, MOpPTaJbHAs TUIEPTEH3Us, OO0JIE3HU
nerkux, BUY, Tpom603M0O051H, IpHeM aHOPEKTUKOB H T.11.);
e BosiBiieHHOM MyTtanuer BMPR2, ACFRLI, ENG, SMAD9, CAVIl, KCNR3,
TBX4, cnydasx JII' y poACTBEHHUKOB 1—2 cTeneHu poACTBa;
e geraMm ¢ BJIJI, 3aBucuMBIM OT Kuciopona B 36 HeAenb MOCTKOHUENTYalIbHOTO
BO3pAacTa, pOJUBIIMXCS C 33JIEPKKOU BHYTPUYTPOOHOTO Pa3BUTHS ILJI0Aa, HAXOISIIUXCS
Ha JIOMAIllHEH KCUJIOPOAOTEpaNuu, 3aJCP>KKOM MpUOaBKM MacChl Tejla, HECMOTpS Ha
aJicKkBaTHYI0 KasiopuiiHocTh nmutanus. (KYP — L.V - B) [1-5, 12-17].
OXOKI', pekomMeHIOBaHAa KaK HEHWHBA3WBHBIM WHCTPYMEHT Ui MOHMTOPHHTIA 32
COCTOSIHUEM BHYTPHUCEPJICYHOM TI'e€MOJUHAMHKHU, OLEHKH MOPGOJIOTUU U (PYHKIIUU
npaBoro xenyaouka. (KYP —1. V]I - B) [1-5, 12-17, 57- 61].
IIpu nposenennu IXOKT cienyer oeHUTh:
e (opmy, IMHEIHBIC pa3Mephl, 00bEM, TONIIMHY MUOKap/ia MPaBOTO KEIyA0UKa;
® pa3Mepsl MPaBOro MpeIcepaus;
® ONpeAciuTh JaBJICHHE B JIETOYHOM apTepuu C YYETOM [IaBJICHUS B IPaBOM
MpEeACEepANH U TPAIUEHTA IaBJICHUS B BBIBOJHOM TPAKTE MPABOI0 KEIyA0UKa;
® OIICHUTh CHUCTOJIMYECKYIO (PYHKIIMIO TPAaBOTO >KeNIyaouka: ¢pakiuio BbIOpoca
MpaBoOTO  JKEIyAOuYKa, (Ppakiuio W3MEHEHUs IUIOMAaM MPaBOTO  KEIyAouKa,
CUCTOJIMYECKYIO OKCKYpCHIO (PUOpPO3HOTO KOJbIla TPUKYCIHUIAIBHOTO KiarmaHa
(TAPSE);
® OIECHUTH IUACTOJNUYECKYIO (DYHKIIHIO TIPABOTO KETYI0UKA;
e OmpeAcauTh BeposTHYIO 3THoJIoTHI0 JIIT (BpokAeHHBIE U MPUOOPETEHHBIE MOPOKU
cepala, KapaAuOMUONIaTUH, KapJIUTHI U T.1.).
JIonoJTHUTENIbHBIMH NOKA3ATEASIMH, CBUAETEIbCTBYOIINMHU 0 Haauyun JIT':
® YBEJIMYCHUE Pa3MepOB U (OPMBI TTPABOTO MPEICESPANS;
e yBeJIWYEHHE 00BhEMa, pa3MEPOB, TOJIIIMHBI MUOKAp/ia IPABOT0 JKEIyA0UKa;
e u3MeHeHHe (OpMBI TPABOrO M  JIEBOTO JKEIYAOYKOB C  OTKJIOHCHUEM
MEXKETYJJOYKOBOU MEPErOpOIKH B TOJIOCTh JICBOTO JKEIIyA0uka U (POpMUpPOBAHUE €TO
D—-dopwmsr;
® pacuIMpeHuE€ CTBOJIa JIETOYHOW apTepud M €€ BETBEH, W3MEHEHHE NaTTepHa
KPOBOTOKA B JIETOYHOM apTepuH, yKOPOUECHUE BPEMEHHU U3THAHUSI TIPABOTO KETy10UKa.



Oxokapanorpaguueckue KpUTEPUH JIETOYHOM TUIIEPTEH3UH MPECTABIEHBI B TAOIHIIE.
Tadanuma. IxoxkapauorpagpuyecKkue KPUTEPUH JerOYHOH runepreH3nu [2]

BepositHocTh Kpurepun Knacc Yposenb
V1x peryprutarmn < 2.8 M/c, CJJTA® I B
Jr <36 mmHg,
Ma10BeposTHA OrcyrerByror nononaurensusie OXOKI — kpurepuu JII
lla C
1 Vi perypruraumn < 2.8 m/c,
CIJIA <36 mm, ects gononuurenasHeie X OKI — kputepuu JII'
JII' BO3MO:KHA
2. Vrx perypruranuu = 2.9 M\c,
CIJIA =37 — 50 mmHg
| B
Jr Vrxk peryprutauuu > 3.4 mM/s, CJIJIA " C

A0CTOBEPHA > 50 mmHg

1 .
CIVIA — cucmonuueckoe 0agnerue 8 1e204HOU apmepuu

111V peaypeumayun — CKOPOCHb KPOBOMOKA MPUKYCRUOATLHOU pe2ypeumayuu

OcHOBHBIE TMOKAa3aTeJqd, pacyeT KOTOPbIX He00X0AMMO IPOBOAUTHL INpPH
TpancropakaabHoil IXOKI' y nereii ¢ JII':

1) pacdeT CHCTOJIMYECKOTO JIABJCHHS B JICTOYHOH apTepud IO ITUKOBOMY
TPAHCTPUKYCHUJATIBHOMY CUCTOJINYECKOMY TPAJUEHTY JABIICHUS,

2) pacdeT CpeaHero M AMACTOJIMYCCKOTO JaBJICHHS B JIETOYHOW apTEepHH 110
NMUKOBOMY M CPEIHEMY IPAJIMEHTY MYJIbMOHAJIBHON PETYPTrUTALINY;

3) ompeneacHHe CHCTOIMYCCKON IKCKypcuu (PHOPO3HOIO KOJbla TPUKYCIHAAILHOTO
knamana (TAPSE) i olleHKH CHCTOMMYECKON (DYHKIIMHU MPABOTO KETyT0UKa;

4) ompenencHUE MHACKCOB TIJI00AIBHON W JIOKaJIbHOW aedopManuyd MHOKapa
MPABOIO KEIYyJI0UYKa;

5) ompenencHrue OOBEMOB IMPABOTO JKEIYAOYKA JUIA OLECHKH CHCTOJUYECKOW M
JMACTOINYECKON (DYHKIIUU MPABOTO JKEITYOUKA;

6) ompenencHue Tei—WHAEKCA MPABOTO JKEIyIOYKa JJIA OICHKH CHCTOJMYECKON WU
JMACTOINYECKON (DYHKIIMU MPABOTO KEIYA0UKa;

7) TKaHEBOE JOMNILUIEPOBCKOE HCCIICOBAHHME IIPABOrO W JIEBOTO JKEIYJOUYKOB IS
OIIEHKH CUCTOJIMYECKOMN U AUACTOJIMUECKON (DYHKIIUU MTPABOIo Keya0UKa;

8) ompeneneHNUe COOTHOIICHUS JUAMETPOB MPABOTO U JICBOT'O JKEIYI0YKOB;

9) ompeneneHre BpEMEHH YCKOPEHHS CHCTOJIMYECKOTO KPOBOTOKA B CTBOJIC JIETOYHOM
apTepuu;

10) onpeneseHre HATMYUS IEPUKAPAUATLHOTO BBIITOTA,

11) onpeencHre pa3MepoB MPABOTo MPEACEPans.

TpanctopakanbHas IXOKI' sBisieTcs OCHOBHBIM METOJIOM CKpUHUHTA Ha Hanuuue JII.
HccnenoBanne HEOOXOIMMO IOBTOPSATH KaXable 3—6 MeECAIEB IOCIE HHHUITHAIUH
crienu(pUYecKo Tepanuu; y HeCTaOWIBHBIX U CUMIITOMHBIX OOJIBHBIX — TaK 4acTo, Kak
HEO00XO0IMMO.

e Tectr 6- MmuHyTHOM X0ABOBI: JleTsiM cTapmie 6 JIET peKOMEHIOBAHO IMPOBEIACHUE



TecTa 6—MHHYTHOW XOJKOBI IO Hadaja Teparuu U Ipu TWHAMHYEeCKOM HabmoaeHnn 1
pa3 B 3—6 mecsueB. (KYP — 1. VI - B).
e Tpeamua-rect wiam BII0Ipromerpusi: Y mnanueHtoB ¢ OK Hmwke I s
MOHHUTOpPUHTA (PAKTOpPOB pHCKA, OIpEACNICHUs OTBETa Ha Tepalui U TPOrHos3a
3a00€BaHUsl PEKOMEHJOBAHO MPOBEACHHUE KapIUOMYyJIbMOHAIBLHOTO HArpy304HOTO
TecTa (TpeAMUI—TECT WK BEIOIPTrOMETpHs) A0 Hayajaa Tepanuu U Mpyu AUHAMAYECKOM
Habmonennu 1 pa3 B 3—6 mecsines. (KYP — 1. V][ — B).
e Karerepusauus moJiocreil cepaua: «30J0TOM» CTaHAAPT AHUATHOCTHUKHU JIETOYHOU
TUTIEPTEH3UU; LIEJIb UCCICTOBAHUA:

» TIOJITBEPUTH AMATHO3 M OIICHUTH TSHKECTH 3a00JICBaHMS,

» OIICHUTh OTBET COCYJOB JICTOYHOTO pycla Ha Ba30AWIATATOPHl (OCTPHIA

Ba30pEaKTUBHBIN TECT) 10 HayaJIa crienupruuecKkoi Tepanuu;
» OIICHUTh OTBET Ha TPOBOJUMYIO CHEIUPUICCKYI0 aHTHTUIIEPTCH3UBHYIO
TEpanuio U OIICHUTh HEOOXOIMMOCTh B €€ KOPPEKITUH;

» UCKIIOYHWTHh  JIpyrHe, IOTCHIMAILHO  OOpaTUMbICe  TMPUYHHBI  JICTOYHOU
TUTICPTECH3NH;
ONpeaeNuTh onepadbenbHoCcTh nanuenTa npu BIIC neBo-npaBbIM HIyHTOM;
BBIOOp ONTUMAJILHOM TaKTUKH B TEPMUHAIBHOUN (paze — TpaHCIIaHTAlUsl cepala
WJIA KOMIUIEKCA CEPALIE-JIETKHE;
Jlo Hayana cneuuduueckoil Tepanuu OonbHBIM ¢ JII' peKOMEHIOBaHA KaTeTepu3anus
nmojocTe cepana (C U3MEPEHUEM JIaBJICHUS M ONPEACIICHUEM caTypallud KpPOBHU B
[IPaBOM MPEACEPAUHN, IPABOM KEIYAOUKE U JIETOYHOU apTEPUU, U3MEPEHUEM JABIICHUS
3aKJIMHUBAHUs JIETOYHOM apTepUM, a IO IOKAa3aHUSIM — C ONPEAECICHUEM caTypaluu
KPOBH M HM3MEPEHHEM [IaBJICHUS B A0PTE€ M JIEBOM JKEIYAOUYKE) U PACUET OCHOBHBIX
MoKazaTesield TeMOJIMHAMUKHU (CepACYHBIX HHJEKCOB OOJIBIIOTO M MaJloTO KPYroB
KpoBooOpaimieHusi, 3PGEeKTUBHOTO  KPOBOTOKA, BEIUYHHBI  BHYTPUCEPACUHOTO
IIYHTAPOBAHUs  KPOBH, HHJAEKCOB CHUCTEMHOIO M  JIETOYHOTO  COCYIAMCTBIX
CONPOTHUBJIEHUN) g  NoATBepkAeHuss  Hammuus  JII,  omnpenenenus — ee
reMOJAMHAMUYECKOTO TUNa (MpeKanuuisipHas, MOCTKAMUIUISIPHAs) U CTETICHU TSKECTH.
UckntoueHne — 1eTu B KpailHE TSKEJIOM COCTOSIHUM, KOTOPBIM HEO0O0XOJIUMO
HEMEIJICHHO HauaTh KOMIUJIEKCHYIO CIIEM(UUYECKYIO TEPAIHIO.
Kamemepusauusa nauyuenmoe oemckozo eospacma c JII' conpajxcena ¢ 6vicokum
PUCKOM HEDNA2ONPUAMHBIX UCX0008, NOIMOMY O0JIHCHA NPOBOOUMBLCA MOTLKO 6
IKCNEPMHOM YEeHmpe U MoJIbKO ONbIMHOU KOMAHOOU CREYUAIUCHOG.

Y V

Ba3opeakTHUBHBIN TECT:

[IpoBenenne Tecta Ha Ba30PEAKTUBHOCTh peKOMEHIoBaHO OonpHBIM c JII. B
OTCYTCTBUMM IPOTHUBOIIOKA3aHUM KaTeTepus3alrs IOJOCTEM CepAua M TeCT Ha
BA30PEaKTUBHOCTb [JOJDKHBI NPOBOAWUTHCS 1O Hayajga TEpanuy I OIpeleIeHUs
TaKTUKA MEAUKAMEHTO3HOIO (BEPOSATHOCTh OTBETA HA JOJITOBPEMEHHYIO TEPaNuIo
OJI0KaTOpaMHU KaJIbLIMEBBIX KaHAJIOB) MU XUPYPrHUECKOIO JICYEHHs («OnepabenbHOCTh
nauuenToB ¢ BIIC ¢ neBo-npaBbIM HIYHTOM). Te€CT COCTOUT B ONpPEIAEICHUH OCHOBHBIX
[oKaszarejged TIeMOJMHAMHMKA B OTBET Ha BBEACHHE KOPOTKOJAECUCTBYIOLIUX
BAa30IMJIATATOPOB, BKJIIOYas AbIXaHUE KUCIOPOAOM, MOJAa4y B JbIXATEIbHYIO CMECH
OKCHJA a30Ta U UHTAJSLUIO WIIOIIPOCTEHOIIA.



Ouyenxa omeema:
e vy nanueHToB ¢ MJIAI' win u3onupoBaHHO# Oosie3HbIO cocynoB jerkux (Qp\Qs=1)
TECT CYUTACTCS MOJOKUTEIBHBIM, €CIIU:

> B OTBET Ha BBEJCHUC Ba3OAWIATATOPOB CpEIHEE [aBIICHHUE B JICTOYHOU
aprepun ([JJIA cp.) ¥ COOTHOIIEHHE WHIEKCOB JIETOYHOTO M CHUCTEMHOTO
cocyaucthix conpotuBiennii (PVR/SVR) camxkaercs 6osee yem Ha 20% mpu
OTCYTCTBHH CHHXEHHSI CEpIeYHOTr0 BbIOpOca [3, 23].

» Bropoi crnoco0 — cHmkenue JJIA cp. munumym Ha 10 MM prcT., 1100 110
ypoBHA < 40 MM PT.CT., KOTOpPO€ COIPOBOXKAACTCA HPMAJIbHBIM WJIH
HECKOJIBKO MOBBIIIEHHBIM CEPJICYHBIM BHIOPOCOM;

® OCTpBII TECT HA Ba30PEAKTUBHOCTH y mamueHToB ¢ BIIC u cucTeMHO—JIErOYHbIM
uryHToM KpoBH (Qp\Qs > 1,5:1) cunTaercs MoNI0KUTEIBHBIM, €CJIM B OTBET Ha BBE/ICHUC
Ba30IUJISI TATOPOB:

Ormeuaercs camxenne PVRI < 6-8 WU, PVR/SVR < 0,3

Hcnonp30BaHne aHTarOHUCTOB KaJbIMEBBIX KaHAJIOB U aJIEHO3MHA IIPU OCTPOM TECTE
Ha Ba30pPEaKkTUBHOCTH Yy eTeil He pekoMeHioBaHo. (KYP —I. V][ — B).

e VYJibTPa3ByKOBO€ HCC/IeI0OBaHHE OPIIIHOM IOJOCTH PEKOMEHJOBAHO BCEM
00apHBIM ¢ JII' HESICHOM STHOIOTHH JIJIS UCKITFOUCHHUS 3a00JICBAaHUM IICUCHH, BBISIBICHHS
MIPU3HAKOB TMOPTAIBHOW THIEPTEH3UHM, YTOYHEHHUSI CTEIECHH 3aCTOWHBIX SBJICHUS I10
OOoNBIIOMY KpYTy KpoBoOOparieHus, B T.4 npusHakoB aciuta. (KYP — 1. V]I — C) [1,
12-16]

e MaruutHo—pe3oHaHcHass ToMorpadus cepiamna pekomeHaoBaHa 0o0JbHBIM ¢ JIIU
JUISl OLICHKW aHAaTOMUM U (DYHKIMU TPABOTO KeIyJI04YKa, BKJIIOYAs OIEHKY pPa3MeEpoB,
dbopMbI, Macchl MHOKapa mpaeoro xenyaodka. (KYP — 1. Y1 - B) [1-3, 12-17, 68].

e KomnboTrepHas ToMorpagusi BbICOKOro pa3pemnieHusi peKOMEeH0BaHa OOJbHBIM
¢ JII' nns neTtanbHOW OLEHKHA aHATOMUU JIETKUX, JIETOYHBIX COCYJIOB U CPEIOCTCHUS.
UccnenoBanue POBOAUTCS TUTSt HCKJTIOYEHUS UHTEPCTULIHAIIBHBIX,
mumponponudepaTuBHbIX 3a001eBanui erkux, TOJIA, BEHOOKKIIO3MOHHON OOJIE3HHU.
XapakTepHble H3MEHEHHS B BHUJAC MEIUACTUHAIBHOM W KOPHEBOW aJCHOIIATHH,
[EHTPOJOOYIISIPHBIX OYAroBBIX TSTEH, (DOKYCHBIX TMOJIEM B BUIE «MATOBOTO CTEKIJIay,
CENTAJbHBIX JIMHEWHBIX WJIA OYaroBbIX 3areMHeHuMM y mnaumeHta c¢ JII, He
MOAJAIOMICHCST  OOIICIPUHATON  TEepamuu, IO3BOJISIIOT — 3alOJ03PUTh  JICTOYHBIN
KanuusipHelid remanruomaros. (KYP — 1. Y] - B).

e buoncusi jerkux MOXeT OBbITh MPOBEICHA ACTSIM C JIETOYHOM apTepuasbHOU
TUTIEPTEH3UEN C MOJ03PEHNUEM Ha JISTOYHYIO0 BEHO-OKKJIIO3UOHHYIO 00JI€3Hb, JICTOYHBIH
KalmWUIApHBIA reManruomaros, Backyiut. (KYP — 11 b. V][ - C)

e BenTuasiuMoHHO-NepdY3HMOHHOE CKAHUPOBAHUME —  HCHOJIB3YyETCS A
OTpeeCHUs] BEHTWISAIIMOHHOW © Tepdy3nOHHOM JUCCOIMANMKM TP  HATUYNU
OOCTPYKIIMM  JbIXaTeIbHBIX MyTed b0 cocymucroro  pycna. [lo3Bomsier
JTMArHOCTUPOBATh TPOMOOAIMOOIIMIO JIETOYHBIX apTEpPHUil, OIEHUTh Pa3HUILy KPOBOTOKA
yepe3 CTEHO3UPOBAHHBIE JIETOYHBIE APTEPUU ITOCIIE XUPYPTUUECKON KOPPEKIIUU.

Iloxa3zanus AJIA KOHCYJIbTAIlUMA Y3KHUX CIIENUAJTUCTOB:



® KOHCYJIbTALMS Kapauosora (B3pociblil, AETCKUN, B TOM YHCIIE HHTEPBEHIMOHHBIN ):
UCKJIIOYEHHE 3a00JI€BaHUM JIEBBIX OTAEJIOB CEPJlA, BPOXKACHHBIX MOPOKOB CEpALa,
ONpENEICHUE TAaKTHKU JICUYEHUS IIPABOYKEIYIOYKOBOM HEIOCTATOYHOCTH, COCTOSIHUS
nepudepuieckorl COCyAUCTON CUCTEMBI, ONPEAEICHUE CTEIIEHNU BOBJIEUEHUS CEPIIEUHO
— COCYMCTOM CHUCTEMBI B ITATOJIOTMYECKUI TIPOLIECC;

® KOHCYJbTAllUA PEBMATOJIOTA: C LENbI0 UG HEepeHIINaTbHOTO JUarHo3a CUCTEMHOTO
3a00J1€BaHMs COETUHUTEIBHON TKAHU;

® KOHCYJIbTAlMSl IYJbMOHOJIOTA: C LENbI0 JUArHOCTUKU NEPBUYHOTO MOPAKEHUS
JIETKUX;

® KOHCYNIbTAllUA KapIUOXUPYpra: C LEJbI0 JUAarHOCTUKU MEPBUYHOIO 3a00JI€BAHUSA
(BIIC, ob6ctpykunu ortoka JIK);

e KOHCyNbTallUig (THU3HATpa: TPU HAIUYUU CHMIITOMOB, TMOJO3PUTEIBHBIX B
OTHOIIIEHUH TyOepKyJie3a;

® KOHCYJIbTallMsl OHKOJIOTa: MPU HAJUYUM CHUMIOTOMOB, IOJO3PHUTEIBHBIX B
OTHOIIIEHUU OHK03a00JIEBaHUI;

e KOHCyNbTallUg Hedpojora: MNpu HAIMYUM CUMITOMOB, MOJO3PUTEIbHBIX B
OTHOLIEHUU 3a00JIEBaHUI MOYEK;

® KOHCyJIbTalMsl WH(MEKIUOHKWCTA: NpPH HAIMYMKM T[PU HAJUYUH CUMIITOMOB,
MO/I03PUTEIBHBIX B OTHOIIEHUH IIMCTO30COMO33;

e KOHCYJIbTAIMS T€HETUKA: ITPU NOJO3PEHUHN Ha HaciaeACTBeHHYIO JIAT .

2.2 Iuarnoctuyeckui anroputm: (Ilpunoxenue 1).

2.3 InddepennuajbHblii JUATHO3 U O000CHOBAHHME [IONMOJHHUTEJIbHBIX METOJ10B
HCCJICA0BAHMS:

HuddepeHunanbHblii AMarHo3 MPOBOAMTCS MEXAY PazIudyHbIMU (hOpMamMH JIErOYHOU
TUIEPTEH3UU, KPUTEPUH MTPEACTABICHBI B TAOIHIIE.

Taboumua: IuddepeHunajbHass JMATHOCTHKA MEKAY Pa3jM4YHbIMM (OpMaAMHU
JIETOYHOM r'MIepTeH3 U

OobocHoBaHue 115 Kpurepun
Juaruos auppepeHunaIbLHON O0cienoBanue HCKJII0YEeHHUe
AHATHOCTHKH AHATHO3a
IToBenmenne  ypoBHs | Kapuorunmuposanue c
JABJICHUSI B JIETOYHOM | HIUTOI€HETUYECKUM OtpunarenbHbIi
Hacnencreennas .
TIAT apTepuu HCCIEA0BAaHUEM BMPR2; | pesynbrar
ALK1, ENG, SMAD9, CAV1, | kapuoTUIUPOBaHUS
KCNK3
TIAT IloBplieHME  ypoBHsI| AHaMHe3, aHalIW3 KPOBH Ha
’ JaBJ€HHUs] B JIETOYHOMU | TOKCHUHBI, MPHUEM IpenapaToB
UHAYLIUPOBaHHAas OtcyrcTBUE TpHUEMa
apTepuu ¢beHdopaMuH, aMHHOPEKC,
JIEKapCTBAMHU " IIpenapaToB
ambeToMunsbl, L-Tpunrodans
TOKCUHAMU
U T.1.
JIAT, IloBpiienne  ypoBus| OxoKT, karerepuszanus | Hckmouenue BIIC




acconuupoBanHas | aasinenuss B Jerounoil | [IOC, amarnoctuka BIIC c
¢ BIIC apTepuun JIEBO-TIPAaBbIM
UIYHTUPOBAHUEM KPOBH.
JIAT, IloBbiienne  ypoBHs | MmmyHOnoruueckue .
. OTtpunareabHbIN
aCCOLMMPOBAHHAA | JaBIIEHUS B JICTOYHOM | UCCIIEIOBAHMS, JMAarHOCTUKA
pesysnbrar BUY
¢ BU4 aprepuu B1Y
TIAT [Topimienne  ypoBusi| CPb, ACJIO, P®, AHA,
’ JaBieHuss B JieroyHoil | ADJIA, nuarHoctvka | HopmanbHbie
accoIMUpOBaHHAas
c C3CT apTepuu CHUCTEMHOT'O 3a00JIeBaHus | [TOKA3aTeIN MapKepoB
COCIUHUTEIILHON TKaHU.
IloBbiienne  ypoBHs | buoxumuueckui aHanus3
JIAT, JIaBJICHUSI B JIETOYHOM | KPOBH C ONpeICIICHUEM OTCVICTBIHE
acCOIIMUpPOBaHHAs | apTepuu MEYEHOYHBIX (bepMeHTOB, Y .
. MOPTAILHON
c MOPTAIbLHON OounupyOnHa ¢ (QpaKkIUsIMH.
o .. | runmepreH3uu
TUTIEpTEH3UEH VY31  opranoB = OpromHOH
nojoctu, PITJIC.

[loBeimenne  ypoBus | OKI, OxoKI', KAI, AKI,| OrtcyrcrBue
aBJIEHWSI B JIETOYHOM | IMAarHOCTHKA CUCTOJIMYECKOI/ | CHCTOJINYECKON/
apTepuu JUACTOIMYECKON JUCHYHKINH | TUACTOTUIECKON

JII', cBs3aHHas c JIEBOTO KEIyI0YKa, | TUCHYHKIIUK  JIEBOTO
3a00JIeBaHUAMU KJIAaMIAaHHBIX TIOPOKOB JIEBOTO | KEIYJ0UKa,

JIEBOTO cepaua cepaua, CTPYKTYPHBIX
BPOKJICHHBIX/TIPUOOPETECHHBIX | K3MEHEHHI
o0CTpyKIIUiA JIEBOTO | MUTPAJILHOTO
KEIy104Ka. KJlanaHa

[ToBeimenne  ypoBHsi| PenrtreHorpadust  opraHos
JABJICHUA B JIETOYHOMU | TPyIHOMU KIIETKH,
apTepuu JIBIXaTeTbHbIE TECTHI,

cnuporpadus, AMATHOCTHUKA
XOBJI, wuHTEepcTULHATbHBIX
0oje3Hell  JIETKUX, MPOYNX
3a00JIeBaHUH  JIETKHX  CO
JII', cBsi3aHHas ¢ OtcyrcTBUE

CMEUIaHHBIM PECTPUKTUBHBIM

3a00JIeBaHUSAMU 3a0oseBaHUs co
u 00CTPYKTUBHBIM

JIETKUX. . CTOPOHBI JIBIXaHUSI
KOMIIOHEHTOM,  PacCTpPOICTB
JIbIXaHUsI BO BpEeMsl  CHa,
aJbBEOJIPHOU
TUTIOBEHTUJISIIINH,

XPOHUYECKOTO  BO3ACHCTBUS
BBICOKOTOPBS, MTOPOKOB
Pa3BUTHS JETKUX

[loBbiienne  ypoBHs | BeHTunsiuuoHHO —

JaBJICHUsT B JIETOYHOH | mepdy3uOHHAsACUUHTUTpadus,

apTepuu aHTHoIyIbMOHOTpadus, X0

XTOJI PP KT z[y}llarHOCTHKF; q))le(iJeKTOB Hckmoyerue
’ XTO2JII

nepdysun  u
JIETKHX,
XTOJIT.

BEHTUJISLIMU
oOHapyXeHHe




IloBbiienne  ypoBHs | DusukanbHOE
JaBJCHUs] B JIETOYHOM | 0OcieoBaHue,
apTepuu MMOTPECKUBAIOIINE XPHITHI TIPH
ayCKyJbTallUM  JITKUX B .
YEKY, 1 OTpunaTenbHbIMl
Benookxkito3nonn 0a3aJIbHBIX OTAENaX C JBYX
pe3ynbTaT  MyTaluu
ast 60JIe3Hb JIETKUX, CTOPOH,  HU3KHE  LUDPHI
. N re’a EIF2AK4,
JIETOYHBII 1 y3noHHOH crocoOHOCTH
. HOpMaJbHbIE
KalWJUIIPHBINA Jerkux (s MOHOOKCHIA
reMaHTHOMATO3 nepoaa), peHTreHorpadus frokasateii
yraep > P P ’ | peHTreHorpadum,
KT BbICOKOro paspeuieHus,
oponxockomuu, KT
Oponxockonus. buannensHbie
myTaruu reHa EIF2AK4 6e3
TUCTOJIOTMYECKOTO
HCCIIJICOBaHUS.
[ToBbiienne  ypoBHs | Jlerounas
Jlerounas .
JABJICHHUSI B JICTOYHOMW | BA3OKOHCTPHUKIIHUSI,
TUIEPTEH3Us C
apTepuu nponudepaTuBHas Uckmrouenue
HESICHBIM U / WIIH
BaCKyJIONIATHSI, BHEITHSIS | IEPEYNCIICHHBIX
MHOTO(aKTOPHBIM
KOMIIpECCHUsl,  BHYTPEHHSS | IPOIIECCOB
MEXaHH3MBI
OKKJTFO3US

Tadamma Ne 6: YpoBeHb pucKa Pa3BUTHS JETOYHOH I'MIIEPTEH3MU NPH MpHeMe

ONpeieICHHBbIX JIEKAPCTBEHHBIX MpPenapaToB W  BO3AeiiCTBUM TOKCHHOB,
CocoOHbIX BbI3BaTh JII'
OnpeneneHHblii Bo3MoxkHbII
- AMHHOpEKC -Kokaunn
-Oendaypamun -OEeHUIITPOITIaHOIaAMUH
-Jlexcendmypamun -3Bepo0boit
-Tokcuueckoe parncuBoe Macio -XUMHOTEpaneBTUYECKHUE MpernapaThl
-bendmyopekc -CesleKTUBHBIA UHTHOUTOP 0OpPaTHOIrO
3axBaTa CEpOTOHUHA
-Ilepromupg
BeposiTHbIi MaJjioBepOSITHBIN
-AmberaMuHbI -IlepopanbHble KOHTpaLIENTUBbI
-JI-rpunirodan -2CTpOreHbl
-MertamperamuHbl -Kypenue

3. TAKTUKA JIEYEHUS HA AMBYJIATOPHOM YPOBHE:

3.1 HeMeguKaMeHTO3HOE JIeYeHHE:

e Jluera — ctoa Ne 10;

® IIPOTHBOIOKa3aHa N30BITOUYHAS (PU3NUECKasi aKTUBHOCTD, KOTOPAsi MOKET MPUBECTU K
HapacTaHWIO OJIBIIIKY U YXYAIICHUIO COCTOSHUS;

e no3upoBaHHas (QusnMueckas Harpy3ka u (u3MUecKas peaduIuTaIus  IMOJ
PYKOBOJICTBOM OIIBITHOTO HWHCTPYKTOpa IIOKa3aHa BceM rmamueHtam c JII' jmos




YIYYIIEHHUs] KayecTBa >KM3HU M €€ OXUIAEMON MNPOAOJDKUTENbHOCTH. Pusnueckas
Harpy3ka OT HE3HAYUTEIbHOM JI0 YMEPEHHOW, a’poOHOro xapakrepa, Hu30erarb
CTaTUYeCKOM Harpy3ku. Bo BpeMs 3aHSATUN DalUEHThl JOJDKHBI OBITH  XOPOIIO
TUAPATUPOBAHBI;
e BaKIMHAUMA NPOTHUB BHUpYyca T[PUMIA, PECHUPATOPHO-CUHIUTHAIBHOTO BUpPYCA,
ITHEBMOKOKKA PEKOMEHJOBaHa BCEM MALMEHTaM C JIETOYHON TMIEPTEH3UEN;
e BceM nanuentaMm ¢ JII' Heo6X0AMMO OKa3bIBaTh MCUXOCOIHATBHYIO OJACPKKY;
e HaOJIOZICHHE MAMEHTa OCYIIECTBISAET NETCKHM KapAHOJIOr M0 MECTY >KUTENIbCTBA,
KpOME TOTO, C MHTEPBAJIOM B 3-6 MECSLEB B 3aBUCUMOCTH OT TSIKECTU COCTOSIHUSA
NAlMEHT JIOJDKEH MNPOXOJAUTh OOCieOoBaHME B JKCHEPTHOM IIEHTPE IO JIErOYHOM
runepren3uu (B PK: skcrepTHble LEHTpHI MO JIETOYHOW THIEPTEH3UU Yy JeTed —
HOIMu X, r. Anmarsr, HHKL, r. Hyp-CynTan), TpeOoBaHUsS K 3KCIEPTHOMY IIEHTPY
U3JIOKEHBI B IPUIOKEHUH Ne 4;
® [IpM OCYIIECTBICHUM aBHUANEPENIETOB KHUCJIOPOJHAs MNOJAepKKa HeoOxoauma
nanreHTaM B 3-4 ®OK, ¢ HU3KUM YPOBHEM caTypalvH;
® [IpM NPOBEICHUU XUPYPIHUECKMX BMEIIATENIbCTB MPEANOYTEHUE HEOOXOAMMO
OTJaBaTh SMUYpaIbHON aHECTE3UH 110 CPABHEHHUIO ¢ OO1IEH aHecTe3uel;
® JIUTEIbHAs KUCIOPOAHAsA TMOJAEpP)KKAa TI0Ka3aHa OMNPEACNICHHbIM Tpynmnam
MalKEHTOB:
» TalneHTaM ¢ OpOHXOJIETOYHOW IUCIUIa3HMe C HHU3KUM YPOBHEM CaTypaluu
KHCJIOPO/Ia, IICJICBOM yPOBEHb caryparuu — 92-95%;
» y npyrux rpynn mnamueHtoB (JIIT accoumumpoBannas c¢ BIIC, cunapom
Dif3eHMeHTepa) Mpu ypoBHE carypaiuu <91% B ciaydae 3HAYUMOIO YIyUlICHUS
COCTOSIHUS MPU NI0JIaYe KUCIOpOAa.

3.2 MennkaMeHTO3HOE JieYeHne:
Tadamma Nel: IlepeyeHb OCHOBHBIX JIeKAPCTBeHHBIX cpeacTB (umerwommux 100%
BEPOSITHOCTH PUMEHEHM )

Ne JlekapcTBeHHAast MeskayHapoaHoe Cnoco6 npuMeHeHust YpoBeHb
rpymnmna HeNaTeHTOBAHHOE A0KAa3aTeJIbHO
Ha3BaHHMe CTH
Cnenndnueckas Tepanus J1€érouHoil apTrepHaJbHOH IMIEPTEeH3HA
1. 0JIOKaTOPBI 0o3eHTaH e Hay. J103a. 2 MI/KT B IC
peLenTopoB CYTKH, JeTsIM cTapuie 3-X
sHAO0TENNHA—1 JIeT. ITpoTuBonokazaHo

NEeTsIM 10 3-X JIET

e y JETed  CcTapuIero
Bo3pacrta npu Bece 20<40kr
32,25 mr/mo3a 2 pasza B JieHb
e Bec 20-40 kr - 62,5 mr
2 pa3a B JICHb;

e npu Bece > 40 kxr -
HayajibHast go3a 62,5 mr 2
pasa B JieHb, naiee — 125 mr
2 pa3a B JIcHb




2. WHTUOUTOP 5-| cunmenadun Hetm<lroma—0,5-1 I1C

dbocdoaurcrepasbl MT/KT 3 pa3a B JICHb;
Bec <20 kr— 10 mr 3
pa3a B JICHb;

Bec > 20 xr — 20 mr 3
pa3a B ieHb (2)

JIonmyCcTHMO HCII0JIb30BaTh
103y 1-4 MI/Kr B CyTKH
(eBporieiickue
PEKOMEHIallNN )

3. CUHTETHYECKUI WJIOIPOCT onHokpaTHasg no3za 2,5 Mkr | | C
aHaJIOr HHIOTE€HHOI'O (1,25 mxr y nereit mnaauieit
IIPOCTalUKINHA BO3PACTHOM TPYIIIbI),
BO3MO>KHO IIOBBIIIEHHE JI0
5 MKT;

KOJI-BO UHTJIILUI — 6-9 B
CYTKH;

JUINTEIBHOCTh UHT AN
10-15 munyT.
IIpoTrBONOKa3aH AETAM 10
18 ner

Ilepen Havamom crnenu(pUYECKOW AaHTUTUIEPTEH3UBHOM Tepanmuu HEO0OXOIUMO
IIPOBECTH CTPATU(UKALMIO PUCKA HEOIArOMPHUATHOrO MCXOAA W ONPENEIUTh MPOTHO3
3a0oneBanusi. MakToOpbl puUCKa W UX MPOTHOCTHYECKOE 3HAYECHHE IPEACTABICHBI B
[Tpunoxenun Ne 2.

Br10op crapToBOro npenapara, a Tak:ke He00X0JUMOCTh B KOMOMHUPOBAHHON T€panuu
ONpejAeNnsieTcss Moclie  CTpaTU(HUKAauMu  pUCKa Ha  OCHOBAaHMM  QJITOPUTMA,
IIPEACTABICHHOIO B NpuioxkeHue Ne 3.

Tepanust OnokaTopamMH SHAOTEIMHOBBIX PELENTOPOB TPEOYEeT MOCTOSTHHOTO KOHTPOJIS
nokazatenen Gpynkiuu neuenu (AJIT, ACT, OunupyOun).

Taoauna Ne2: IlepeyeHb JONOJHUTEIbHBIX JIEKAPCTBEHHBIX CPEICTB.

Ne JlexapcTBeHHas JlexapcTBeH Cnoco0 npuMeHeHus Yposennb
rpynna Hble CpelacTBa A0Ka3aTeJIbHO
CTH

Hounepﬂanammaﬂ Tepanus JerouyHom THIICEPTCH3NN

1 AHTUKOAryJIsIHTHOE Bapdapun B goze 0,2 mr/kr/cyr —| ha B
CPEACTBO HENPAMOTO cTapToBas /1032
JNEUTCBHE 0,1 wmr/kr/cyr — npu
HapylIeHUN byHKIIN
MEYCHHU.

[anee mox KOHTpoieM
MHO, neneBoit ypoBeHb —

15-2,0.
2 AHTHArperanThbl ATEeTHIICATINIINIOB B 103€ OT 2 10 4 lhib-C
ast KMUCJIOTa MT/KT/CYTKH.
3 ITeTneBoit auypeTux bypocemun B n03e 0,5 — 4 mr/kr B hib-C

CYTKH,




4 TuasuaHbIi AMYPETUK | THAPOXIOPOTHAZHL B 103¢ 1—4 MTI/KT B CyTKH lhb-C
5 | bmokarop peunentopoB | CHHUPOHOJAKTOH CyTO4HOM no3e 1— 3 ha-C
MUHEPATIOKOPTUKOUIOB MT/KT 2 pa3a B CYTKH.
6 biokaropsl Juntnazem Hau.no3a 0,5-0,7 mr/kr 3 lla—C
KaJIBIIUEBBIX  KaHAJIOB pasa B CyTKH, J10 3-5
(pa3perieHbl K MT/KT/IeHb
JUTATEITHHOMY
MPUMEHEHUIO TOJBKO y | Hudemunun 2-5 MI/KT B JICHb
MAIMEHTOB c
MOJIOKUTEIBHBIM AMIoIuIuH 2,5 - 10 Mr/nenn
Ba30pPCAKTUBHBIM
TECTOM)
7 Cepaeunsle Jluroxkcux 5-10 MKr/Kr/CyTKH B 2 ha—-C
TJTUKO3UIbI npremMa

Tepanust n€eroyHol TrUNEPTEH3UU OJOKATOpPAMH KaJbIMEBBIX KaHAJIOB BO3MOXKHA
TOJIBKO Yy TAIMEHTOB C  TMOJIOKUTEIbHBIM  Ba30pPEaKTUBHBIM TECTOM  IpHU
UIMONATHYECKOW/HACIEICTBEHHOM (CEMEINHOI) JIErOYHOM apTepranibHON THIEPTEH3UU.
biiokatopsl KaJbIMEBBIX KaHAJIOB NPOTHMBOIIOKA3aHbl IMALIMEHTaM, KOTOPBIM HE
IIPOBOJIMJICS. BAa30PEAKTUBHBIM TECT, NMPU OTPULATEIIBHOM OCTPOM Ba30pPEaKTHBHOM
TecTe, MPU HAIWYHU MpaBoXkeTyaoukoBor Hepocratounoctu (CH ®OK 1V), nersm go 1
roja.

Tepanust 1auypeTMKaMy Ha3HA4aeTcs NpPU HAIMYUM Yy I[AUMEHTa IPU3HAKOB
IIPaBOXKEIIyJOYKOBOM HEAOCTATOYHOCTH, IPOBOJUTCA C OCTOPOKHOCTBIO H IIPU
TIIATEIbHOM MOHUTOPHMHIE, TaK KaK y TaKUX MAlMEHTOB MOJAJEpPKaHUE aJeKBATHOIO
CEPJIEYHOr0 BbIOpOCA 3aBUCHUT OT MPEIHATPY3KH.

Hcnonb3oBaHWe aHTUKOATYJISSHTHOW TEpanuMy OCTAeTCs CHOPHBIM Yy TMAlUEHTOB
JETCKOTO BO3pacTa, OCOOCHHO y MAaJ€HbKMX JI€TEW, BCIIEJICTBHE BBICOKOTO pHCKa
KPOBOTEUYECHHS. Nwmerores JI0OKa3aTeIbCTBA 3¢ pexTUBHOCTH MIPUMEHEHUS
AHTUKOATYJISTHTOB y MAMEHTOB C HU3KUM CEPJIC€UYHBIM BBIOPOCOM, THIIEPKOATYJISLUENH U
JUTUTEIIHO CTOSIIMMHU BHYTpUBEHHBIMHU KaTeTepamu. lleneBoe 3nauenne MHO — 1,5 —
2,0. IIpumeHEeHUE aHTUKOAryJsHTOB HE IOKA3aHO NALIWEHTaM C NEPCUCTUPYIOLIEH
JIETOYHOM TUIEPTEH3UEH HOBOPOXKIECHHBIX, CONPHO Yy IMALMEHTOB C CUHIAPOMOM
DOW3eHMEHIepa, YYUThIBAsA BBICOKUNA PUCK PA3BUTHS JIETOYHOTO KPOBOTEUEHHS.

3.3 Xupypruyeckoe BMelIaTeJIbCTBO: HET.

3.4 JlanbHelillIee BeeHHE:

HaOnronenne manuUeHTOB C  pa3duyHbIMU  (OpMaMH  JITOYHOM TUIEPTEH3UU
OCYIIECTBIISIETCS JIETCKUM  KAapJIMOJIOTOM TI0 MECTYy JKMTEIbCTBA, a TakK e, C
WHTEPBAJIOM B 3-6 MECAIEB B 3aBUCUMOCTH OT TSKECTH COCTOSIHUS MAIUECHT JOJIKEH
MPOXOJUTH 00CJIeOBaHUE B AKCIEPTHOM IIEHTpE MO JierouHou rumnepreHsuu (B PK:
AKCIIEPTHBIE LIEHTPHI MO JierouHou runepteHsun y aerer — HIIImAX, r. Anmartsl,
HHKII, r. Acrtana). Ilpu ocymiecTBIeHUH NMHAMHYECKOTO HAOIOACHUS PETYISIPHO
MIPOBOJIUTCS PAJI UCCIENOBAHUM, MIEPEYEHb UCCIEAOBAHUN U KPATHOCTh IPEICTABIICHBI
B Tabmuie Ne9:

Taoaunma Ne9: /lunamMuveckoe HAOI10IeHHEe MAIUEHTOB € JIerOYHOM runepTeH3nei.



IIpu
NMepBUYHOM
oOpameHuu

Kaxnaple 3-
6

MecAaneB
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3-6 mecsieB
nocJje
H3MEeHeHH s
Tepanuu

B cayuae
KJIUHUYECK
oro
YXYAIIEHUst

PuzukaabHbBII

+

+

+

+

0CMOTP u
onpeejeHHe
(pyHxuuOHAIBH
0ro KJjacca
KT +
Teecr ¢ 6- + + + + +
MHUHYTHOM1
xoap0oi (st
aerteil crapuie 6
JIeT)
Cepaeuno- + + +
JIerOYHbIe
HArpy304YHble
TecThl (y aereit
crapuie 7 Jier)
IXOKI' + + + +
Bba3oBble + + + + +
JabopaTopHbie
aHAJU3bI
PacuumpeHHbI + + +
71 CIIEKTP
JIa00PaATOPHBIX
nokasareJei
AHanu3 + + + +
ra3oBoro
€OCTaBa KPOBH
bazosvie navopamopnvie ananuzpi: OAK, MHO (y nauumeHTOB, MOJIy4arolIUxX
tTepanuto BapdapuHom), kpeaTuHuH, Hartpui, kanuid, AJIT/ACT (y mnamnueHrtos,

NPUHUMAIOIINX AHTArOHUCTHI SHAOTCIMHOBBIX PEIENTOPOB), OuaMpyOuH, Pro-BNP/
NT-pro-BNP.

Pacwupennvlit cnekmp nabopamopuvix noxkazamesiei: pononHutenbHo — TTT,
TPONIOHUH, MOYEBHHA, CHIBOPOTOUHOE XKEJI€30, YpOBEHbL (heppuTHHA, TpaHcPeppuHa,
KEJIE30CBA3bIBAIONIAs CIOCOOHOCTh KPOBH U JOMOJHHUTEIBHO APYTHE HUCCIEIOBAHUS
WCXO/ U3 UHIUBUYaTbHBIX MOTPEOHOCTEN MalMEeHTA;

e Heo0xoauMm THIATEIbHBI MOHUTOPUHT TAPAMETPOB POCTA PEOCHKA,;

e (OueHb BaXHBIM SIBJISIETCSI CBOEBPEMEHHOE BBIABICHUE M aJICKBATHAs Tepamnus
WHDEKITMOHHBIX OOJIE3HEH bIXaTeIbHBIX MyTEH;

e AHTHOMOTHKONPO(GUIAKTUKA ISl TPEIOTBPAIICHHS TOJACTPOro OaKTEepUaTbHOTO
SHJIOKapAUTa y MAIMEHTOB C [MAHOTUYECKUMU MOPOKAMU;

e [legmarpuyeckum mauueHTam ¢ JII', KOTOpBIM IUIAHUPYETCS NPOBEACHUE
XUPYPTUYECKOTO BMEMIATENbCTBA, HEOOXOAUMO TIATEIHHOE IEePUOTIEPAIIMOHHOE
IJIAHUPOBAHKUE, KOHCYJIbTALUS KApAMOAHECTE3UOJIOTa, OCYLIECTBICHUE TIIATEIBHOTO
MOHMUTOPUHTA ITAPAMETPOB B MOCIEONEPALUOHHOM IIEPUO/IE;

+
+
+
+




e XWpyprudyeckue BMeIIaTenbcTBa nauueHtamM ¢ JII' JOJDKHBI NPOBOAUTHCS B
TOCIIUTAJIC, UMEIOIIEM OIBIT MPOBEACHUS ONEepaluil y JaHHOM KaTeropuu NalUEHTOB,
Hocj€ KOHCYNbTAllUU C TEIAWAaTPUYECKUMHU CHEIUAINCTaMU B O0JIaCTH JIETOYHOU

THIEPTEH3UH.
[TarmmenTs! ¢ nerounoi rumneprensueit |1 — IV yHkumnonanbHeii Kaace pedpakrepHoit
K ONTUMAJILHONM MEAMKAMEHTO3HOW TEepamu JOJDKHBI OBITh HAMpaBIICHBl Ha
o0clieloBaHNE B AKCHEPTHBIN 1eHTp mo TpaHcmiaHnTanuu jgerkux (KYP — I, V]I —A).

[larueHTsl, C TOATBEPXKACHHBIM KaNWUIAPHBIM T€MAHTHOMATO30M M BEHO-
OKKJIIFO3MOHHOW OO0JIe3HBIO JOJDKHBI OBITh HaIlpaBJICHbl B SKCIEPTHBIA IIEHTP IO
TPaHCIUIAHTALIMM JIETKUX Cpa3y nocie yctaHoBkH auarHosa. (KYP — 1, V[ -B).

3.5Unaukaropsbl 3¢pPeKTUBHOCTH JeUYeHHSI:

B nmpormecce eyeHuss mnanueHTa JODKHBI OBITH TOCTaBICHbI W JOCTUTHYTHI
oTnpeJieliCHHbIC e — IeJIb-OpUEHTUPOBAaHHAs Tepanus. [ TaBHas 1elib — MepPeBECTH
MalyeHTa B TPYNIy C HAUMEHBIIUM PHUCKOM HEOJIArONmpUSITHBIX COOBITUH (COTJIACHO
JAHHBIM CTpAaTHU(PUKALUUA PUCKA), YTO O3HAYAET XOpOIIMM (yHKIHMOHAIBHBIA CTaTyc,
XOpoIllee KayecTBO >KWU3HHM, COXpaHHas (YHKIMS MPABOTO MKEITyJ0uKa, HU3KUU PUCK
netanpHOCTA. ONTHUMaANTBHO KaK MOXXHO JIOJBIIE COXpaHATh Y TMalueHTa 2-Ou
(yHKLIMOHAJIBHBIN KJ1acc.

L]enesvie xapaxmepucmuxu:

1) OTCcyTCTBYIOT IPU3HAKH MIPABOXKEITYIO0UYKOBOM HEJIOCTATOUHOCTH;

2) OTCYTCTBYET WM MEUICHHOE IPOTPECCUPOBAHUE CUMIITOMOB;

3) OTCYyTCTBYIOT OOMOPOKH;

4) OKI, II;

5) Tect ¢ 6-MuHyTHOU X0aAB00OH > 440 M;

6) CepaeuHo-nerodynbie Harpy3ounbie TecThl: Peak VO2 >15 mu/mMun/kr (MHUKOBOE
noTpeOIeHNE KUCTIOPOIa);

7) Pro-BNP <300 nr/m;

8) DXOKI — miomaas npaBoro npeacepans < 18 cM2, HET BBITNIOTA B IEPUKAP/IC;

9) T'emoauHaMuKa — JaBJIeHWE B MpaBoM mpeacepauu - < 8 mm pr.ct., CU > 2.5
J/MUH/M2.

HeoOxoaumo y4uTBIBaTH, YTO JTH IEIW HE BCETJAa PEATUCTUYHBI M MOTYT OBITh
JTOCTUTHYTHI HE y BCEX MAIMCHTOB. Y MAIMEHTOB C JUINTEILHBIM CTaKEeM 3a00JI€BaHUS 1
TSOKETBIM  COCTOSSHHEM K TIOKa3aTellsIM KadecTBa JICUCHHS SIBIIACTCS YBEIMYCHUC
TOJICPAHTHOCTH K (U3UYECKOW Harpy3Ke, YMEHBIICHHEM CHMITOMOB CEpACYHON
HEJI0OCTaTOYHOCTH, yJIYYIICHUE KaueCTBa )KU3HU.

4. MMOKA3AHUSA JIsI TOCIHUTAIN3AIINUU C YKA3ZAHUEM THUIIA
T'OCIIMTAJIN3AIINMA:

4.1 IToxa3zanus AJ15 NJIAHOBOW rOCIUTAJIH3AINHA:

® C IIENbI0 Bepu(PHUKAIMU JUArHO3a IIPH HAJTMYUHU IPU3HAKOB JICTOYHOM apTepHalbHON
TUTIEPTEH3UH 110 pe3yJibTaTaM CKPUHUHTOBBIX UCCIICIOBAHUIM;

® [IpyM YCTAaHOBJIEHHOM JUAarHo3¢ JIETOYHOW TUIepTeH3uu — 1 pa3 B 6 MecsueB s
MEPEOIEHKH COCTOSIHUS, OLEHKA dAP(HEKTUBHOCTH MPOBOJAUMOMN Tepanuu, MpH
HEO0OXOIMMOCTH dCKaIaIUU TepaIuu;



® B ClIy4ae TKEIOro KIMHUYECKOTO COCTOSIHUSA — TOCTIHUTAIU3alUU Ui KOHTPOJIS
COCTOSIHMS M KOppeKIMH Tepanuu 1 pa3 B 3 mecaua;

e B Cly4ya€ NPOrPECCUBHOIO yXYALIEHUS COCTOSHUS TOCIUTAIM3ALUsA Ui
MPOBEJCHUS KaTeTepH3allMi MOJIOCTEH cepilla M PEIIeHUs BOIMpoca 00 SCKaaluu
Tepanuu;

® B CiIy4yae TOSBICHHUS >KU3HEYTPOXKAIOIUX MOOOYHBIX 3((HEKTOB MPOBOIUMON
cHelu(pUIecKOl aHTUTUIIEPTEH3UBHON TEPaIuU — JJIsl CMEHbI TEPAIUH.

4.2 Tloxka3aHusi 1JI51 IKCTPEHHOI roCUTATU3ANNN:

e KJIMHHMKA JIETOYHOIO THUIIEPTEH3UMOHHOIO KpH3a: PE3KO HapacTarollas OJbIIKa,
BBIPQKEHHBIM 1IMAaHO3, I0XOJOJaHHUE KOHEYHOCTEH, T'MIIOTOHHSA, CHHKOIE, OOJlb B
I'PYAHOM KIIETKE, TOJOBOKPYKEHUE;

e HapacTaHHe JbIXaTEIbHON HEIOCTATOYHOCTH;

® HapacTaHHE CepACYHOU HEAOCTATOYHOCTH;

e HapyleHus purMa cepaua (GuOpwUIALMS NpeacepAnid, TperneTaHue Mpeacepauii,
KEITy10UKOBasi TAXUKapAUs, GUOPUIUIALINS KETYA0UKOB U T.11.);

® KPOBOXapKaHbE, JIETOYHOE KPOBOTECUCHHUE;

e aHeBpu3Ma JETOYHOM aprepud (pa3pblB AHEBPHU3MBI), JAMCCEKIHS JIETOYHOU
apTepHH, CAaBJICHUE OPIaHOB I'PYIHOM KJIETKU pacIIMPEHHON JETOUYHOM apTepuei.

5. TAKTHKA JIEYEHUSA HA CTAIIMOHAPHOM YPOBHE:
5.1. HemeaukaMeHTO3HOE JIeUCHHE:

e Jluera — cton Ne 10.
e Pexuwm- 1,2

JlO1I0JIHMTEJIbHO Ioka3zanus YPpoBeHb 10Ka3aTEeJIbHOCTH
Kucnoponorepanus [Ipu O2 B apTepuanbHOU I-C
KkpoBu MeHee 8 klla
( 60MM.pT.CT)

5.2 MeaqukaMeHTO3HOe JIeYeHHne:

IlepeyeHb OCHOBHBIX W JAONMOJHHUTENbHBIX NPENapaToB il JieYeHHUs JIerOYHO
runepTeH3uu, npejacrasieHa B Tadaume NelO, Nel2.

Tab6auna NelO nepedyeHb OCHOBHBIX JIEKAPCTBEHHBIX CPEICTB:

Ne JlekapcTBeHHas JlekapcTBeHHBbIE Croco6 Kuaace
rpymnmna CpeacTBa NpHUMeHeHHUs peKOMeHAanui
/YpoBeHb
JA0KA3aTeJIbHOCTH
Cnennduueckas Tepanus J€ro4uHoi aprepuajibHOi THNEPTEeH3UN
1 | 6okaropsl 003eHTaH Bec <10 xr - 2 I B
peLenTopoB MI/KT B CYTKU 2 pasa
sHI0TEIHA—1 B JIEHB;
[IpoTrBOMNOKa3aH
IEeTSIM J0 3-X JeT.
Bec 10-20 xr -




31,25 mr 2 pa3a B
JICHb;

Bec 20-40 xr — 62,5
MT 2 pa3a B JICHb;

Bec > 40 kr — 125
Mr 2 pa3a B JICHb;

UHTHOUTOP 5-
docdomudcTepaspl

cunaeHapua

Hertn < 1roma—0,5
— 1 mr/kr 3 paza B
JICHb;

Bec <20 kr — 10 mr
3 pa3a B JIcHb;

Bec > 20 xr — 20 mr
3 pasa B zieHb (2)

Honmyctumo
UCIIOJIb30BaTh 03y 1-
4 MT/KT B CyTKH
(eBporieiickue
PEKOMEHIalliN )

CUHTETHYECKUI
aHAJIOT  DHIOTEHHOI'O
MPOCTAIMKINHA

HJIOIIPOCT

OJIHOKpAaTHas J103a
2,5 mxr (1,25 MKT Y
JeTer MiaaIen
BO3PACTHOM TPYIIIIbI),
BO3MO’KHO
IMOBEIIICHHE JI0 5
MKT,
KOJI-BO MHTAJISIIIAI —
6-9 B cyTKH;
JUTUTEIILHOCTD
naraxsanuu 10-15
MUHYT

Ila B

Ta6auua Nell nepeyeHb J0NOJHUTEIBHBIX JEKAPCTBEHHBIX NMPENapaToB:

Ne JlekapcTBeHHAast JlekapcTBeHHbBIE Cnocod npuMeHeHus! Knacc
rpymnmna cpeacTBa peKoMeHAanuii
/YpoBeHb
J0KA3aTeJIbHOCT
u
1. AHTUKOAryJIsiHTHOE Bapdapuna B n03e 0,2 MI/Kr/cyr. lia B
CPEZICTBO HEMPSAMOTO 0,1 wmr/kr/cyr — npu
JEHCTBUS HapymeHun (QyHKIUU
[TEYEHH.
2. AHTHArperanTbl AneTuiacaaniinio B J103€ OT 2 10 4 lib—C
Basi KMCJIOTA MT/KT/CYTKH.
3. [letneBoil nuypeTHK bypocemua B 1o3e 0,5 — 4 MI/KT B lib—C
CYTKH,
4, TuazuaHblii AMYPETUK | THUAPOXIOPOTUAZH B 103e 1-4 Mr/xr B lib—C
na CYTKH
5. broxaTop CnupoHONIaKTOH cyTo4HO# n103e 1- 3 lia—C

perenTopoB

MI/KT 2 pa3a B CYTKH.




MUHEPATIOKOPTUKOUIOB

6. brokaropsl Juntuazem Hau.no3a 0,5-0,7 lia—C
KaJIbI[MEBBIX KAaHAJIOB MI/KT 3 pa3a B CYTKH

7. bnokatopsl AMoaunuH 0.05-0.2mr/kr lia—C
KaJIbLIMEBBIX KaHAJIOB

8 WHransaunoHHbIN WHransaunoHHbIN 5-20 ppm I-B
MOHOOKCH/ a30Ta MOHOOKCHJ| ~ a30Ta
(iINO) mpu (iINO
MEePCUCTUPYIOIIEH
JIErOYHOM TUIIEPTEH3UU
HOBODPOXK/ICHHBIX,
nociue
KapANOXUPYPrHUECKUX
BMEIIATEIbCTB.

9 Cepacunsbie JluroxcuH 5 MKT/KT/CyTKH B 2 Ib C
TJTUKO3H/TbI npuema
B cnyuae pazButus
KJIMHUKHU CEPICUHOM
HEJIOCTATOYHOCTH

5.3 Xupypruveckoe BMelIaTeJIbCTBO:

JleroyHasi runepTeH3ys, ACCOMUPOBAHHASA C CUCTEMHO-/IErOYHbIM LHIYHTOM:
JlerouHast aprepuanbHas TUIEPTEH3Us SBISIETCA 4YacThiM ocioxHeHuem  BIIC u
3HAYUTEIBHO OMpeesieT 3a00J1eBAEMOCTh U CMEPTHOCTh B 3TOM KaTerOpHUH MaIllMEHTOB.
Puck pasButus Jlar B 3HAUMTEIBHON CTENEHH OMPEICIACTCS BO3PACTOM MAlMEHTOB U
TUTIOM NOpoka. Harpyska jnaBiieHHEM, a Tak K€ BBICOKOCKOPOCTHOM IIYHT ¢ OOJIbILIEH
BEPOSITHOCTBIO MPUBEAYT K pa3BuTHUio Jierounoil runeprensuu (IAMIXKII, OAII), Torna
KaKk HU3KocKopocTHOU notok (IAMIIII), pexxe nmpuBoAUT K (POPMUPOBAHUIO JIETOUHOMN
TUTIEPTEH3UH U B 00Jiee MO3AHUE CPOKHU.

[TanueHTHl ¢ UMAHOTUYECKMMU ITOPOKAMHM CEplla — TPAHCHO3HUIMS MarvCTPAIbHBIX
COCYJIOB, OOIIMI apTepuaabHBI CTBOJ, CAWHCTBEHHBIN JKCIYIOYCK Cepiala, a Tak ke
MalKueHThl y KoTopbix umeercsa couetanue BIIC ¢ cungpomom /layHa MMEIOT BBICOKUI
puck popmMupoBaHus HEOOPATUMOM JIETOYHOMN TUIIEPTEH3UH B PAHHUE CPOKH.

VY namnuentoB ¢ BIIC omnpenenenne 6a30Boi TeMOJUHAMUKHN M HAJIMYUST PEAKTUBHOCTHU
Ha Ba30JIUJIATATOPHI SIBJISETCS KIIOUEBBIM B OIpEACIICHHE OnepabelbHOCTH TOpOKa,
oTOOpa TAIMEHTOB, y KOTOPBIX TMPOBEJACHUE OMEPaTUBHOM KOPPEKIUU OyaeT
CONpsKEHO C HauOosee ONaronpusTHbIMM KPATKOCPOYHBIMHU U OTJAJICHHBIMU
pe3yJbTaTamu.

Anroput™m omnpeneneHust omnepadenbHoctu marueHToB ¢ BIIC ¢ jneBo-npaBbiMu
IyHTaMmu TnipesictaBieH B Ipunoswcenue Ne 4.

JlerouHasi rumepTeH3usi, AacCCOUMMPOBAHHAs ¢ KoppurupoBanubiMu BIIC
(mocyieonepanuoHHas).

JlaHHBIM BHUJT JIETOYHOM TUIEPTEH3UM XapaKTEPHU3yeTCsl HEOJIaronpUsTHBIM TEUEHHUEM,
OBICTPBIM PA3BUTHEM IMPABOKEITYJOUKOBOW HETOCTATOYHOCTH, BBHICOKOH JIE€TAIbHOCTD,
HEY/IOBJIETBOPUTENIbHBIM OTBETOM Ha CHEHM(PUUECKYIO0 Teparui. BbhkuBaemMocTh B



A3TOM TpyIIE€ NANUEHTOB COIMOCTABAMA C TAKOBOM B TIpPYNNE MMAUEHTOB C
UJIMONIATUYECKOM JISTOYHON TMIEPTEH3UEN, U COOTBETCTBEHHO 3HAYUTEJIBHO HUXKE, YEM
y TAaIMEHTOB C CHUHAPOMOM Oi3eHMeHrepa. Tepamusi mpoBOAUTCS CIEeUpUUSCKUMU
AHTUTUIIEPTEH3WBHBIMU MpenapaTamMu 1o aaroputmy jgedenus NIIAT.

Pazpabotan u 3amaTeHTOBAaH aJITOPUTM, IMO3BOJISIOMIUM OCYIIECTBUTh KOMIIJICKCHBIN
noaxoa k HabmoaeHuto namueHToB ¢ BIIC u JIAI, B ToM umuciie U mpu pa3BUTUU

TUIIEPTEH3UH NIOCJIE KOPPEKLMHU ITOPOKA. ANroput™m npenacrasieH B Ilpunoscenuu Ne 5.

1) BajnoHHasi aTPHOCENTOCTOMMS: HCKYCCTBCHHOE CO3JaHUE MEXKIIPEIACEPIHOTO
COEJIMHEHHUSI C MPABO-JIEBBIM COPOCOM C 1EIbI0 JEKOMIIPECCUU MPABBIX OTIIETIOB CEPIIa,
YBEJIMYEHUSI TPEAHATPY3KH JIEBOTO JKEIYyAO0YKa, YBEIMUEHHUS CEpACUYHOTO BBIOpOCaA.
IMoka3anus:

o JII', pedppakTepHas K ONTUMAILHON MEATHKAMEHTO3HON TEpaInH;
[IporpeccupoBanue mpaBoKEIyT0YKOBOM HEAOCTATOYHOCTH;

[Iporpeccupyrolliee CHUKEHUE CEPAEUHOTO BBIOpOCa;

CH ®K 1V;

YacTple CHHKOMTAJIBHBIE COCTOSHHUS;

Mo3eT CIly’)KUTh MOCTOM K TPAHCIUJIAHTALUU JIETKUX;

IIpoBOAUTCA TOIBKO B OKCIIEPTHOM LIEHTPE 110 JIETOYHON TUIIEPTEH3UH.
IIporuBonokazanus:

e JlaBieHue B mpaBoM npeacepauu > 20 MM pT.CT.;

e VYpoBeHb caTtypanuu < 85% B MOKOE MPHU IBIXaHNU KOMHATHBIM BO31YXOM.

2) DxcTpakopnopajibHas MemoOpanHass okcureHamuss (IKMO): DKMO BeHo-
apTepuaigbHOE JOJKHO OBITh MPUMEHEHO Y OMNPENENIEHHON TpPYMIbl MAllMeHTOB C
JIETOYHOM TUIIEPTEH3UEN U ITPABOXKEITYIOUYKOBOM HENOCTATOYHOCTHIO.

ba3oBbie KOHIIENIMN TPUMEHEHHS ’TOM METOJIUKU Y JAHHOU KaTerOpUH MAllUEHTOB:

®  «MOCT» K BBI3JIOPOBJICHHUIO;

®  «MOCT» K TPAHCIUIAHTAIUU JIETKUX.

3) TpancnjaHTalMUs JEerKHX:

[lokazana manWeHTOM B TEPMHUHAJIBHOW CTaJWM JIETOYHOW THUNEPTEH3UU. Bpewms
MOMEIICHUSI Ha JINCT OXWUJAHUS 3HAYUMO PA3JIM4aeTCd B 3aBUCHUMOCTH OT BHJA
apTepUAIbHON TUIIEPTECH3UH.

IMokazanus:

o JII', pedppakTepHas k onTUMaILHON MEIUKAMEHTO3HOM Tepanuu;
[IporpeccupoBanre NpaBoOKETYAOYKOBOM HEJOCTATOYHOCTH;

[Iporpeccupytoiiee CHIKEHUE CEPICUHOTO BBIOPOCa;

CH ©K IV,

YacTele CHHKOTIAJIBHBIE COCTOSIHUS,

JlerouHasi BEHO-OKKJIFO3MOHHAsI 00JIE3Hb — MOCTAHOBKA Ha JIUCT OXKUJIAHHUS Cpa3y
M10CJI€ YCTAHOBJIEHHUS] JUArHO34;

e JlerouyHslii KalmWUIAPHBIM F'€MAaHTMOMATO3 — IIOCTAHOBKA HA JINCT OXKUJAHUS CpPa3y
10CJI€ YCTAHOBJIEHUS AUArHO3a.



bunarepanbHas TpaHCIUIaHTaLMs JETKUX MMOKa3aHa nauuenTtam ¢ MJIAT.
TpaHcnaHTauuss KOMILIEKCA «CEpILEe-JIETKHe» IOKa3aHa OINpEAEICHHON TpyIIe
nanueHToB ¢ MJIAT (B ciryyae TepMUHAIBPHOM MPABOKEITYJOUKOBON HEJTIOCTATOYHOCTH ),
nanuenTam ¢ JIAI u BIIC, nauyenTam ¢ CHHAPOMOM Di3eHMEHTepa.

[lanimentam ¢ cuHApPOMOM OM3eHMeHTrepa Ha (OHE MPOCTHIX IMIYHTOB  BO3MOKHO
NPOBE/ICHUE TPAHCIUIAHTALIMU JIETKUX U OJJHOMOMEHTHOM KOPPEKIUU JAe(eKTa.

4) Jlero4yHblii rUNePTEeH3MOHHBIH KPHU3, MPABOKEJIYI0YKOBAA HETOCTATOYHOCTD.
JlerouHblii THNEPTEH3MOHHBLIH KPU3 — 3TO BHE3AITHOE W MOTEHIIMAJILHO JIETAIhHOE
MOBBIIIICHWE JIABJICHHUSI B JIETOYHOM apTEpUU U COMPOTHUBIICHUSI COCYAOB JIETOYHOIO
pyciia, KOTOPO€ B CBOIO OYE€peAb MPUBOJUT K PA3BUTHUIO OCTPOIl MPABOKETYI0UYKOBOM
HEJIOCTATOYHOCTH, COIPOBOXKIAIOMICHCS CHUCTEMHOU TUIIOTCH3UEN, HWIIEMUEN
MUOKapAa, OPOHXOKOHCTPHUKIUEH.

IIpoBouupyoumme paxkropsi:

0015,

JIBUTATEIbHOE BO30YKICHHE;

caHalus TpaxeajJbHOr'o JAepPEeBa;

TUTIOKCHS;

alnuIo3;

BHE [IEPUOMEPAIMOHHOTO Tepuoja — HWHOEKIus JbIXaTeIbHBIX IyTeH,
MHTEPKYpPPEHTHBIE 3a00JIeBaHMSs, IKCTpaKapAuaIbHbIE BMEIIIATEIbCTBA;

® pe3Kas OTMEHA CleUU(PUIECKON aHTUTUIIEPTEH3UBHOW TEpaNuy;
I'emoounamuueckoe onpeoenieHue 1€204H020 2UNEPMEHIUOHHO20 KPU3A — BHE3AITHOE
MOBBIIICHHE COOTHOIICHHUS JaBicHue B Jeroddoir aprepun (PAP)/ cuctemHOMy
apTepuaibHOMY JHaBieHUI0 > 0,75, yBenuyeHue EeHTPAIbHOTO BEHO3HOTO JABJICHUS >
20%, CHM)KEHUE CUCTEMHOTO apTepuaibHOro nasieHus > 20%, CHUKEHHE CUCTEMHOU
catypaiuu < 90%, B coyeTaHMM C MOpPHU3HAKAMHU CHHAPOMA MAaJIOrTO CEPJIEYHOIO
BBIOpOCA.

OcTpas mociieonepanyoHHas JICTOYHAsT TUIIEPTEH3US SBJSETCS TJIABHOW MPUYUHOM
YBEJIMYCHHUS CPOKOB TOCTHTANIM3AIMK, yaauHeHuss Bpemenn KBJI,  moBwimeHus
MOCIICOTIEPAIIMOHHOM JIETATBHOCTH.

IpoduaakTHKa J1€r0YHOTr0 KPH3a B PAHHEM MOCJI€0NePANMOHHOM Meproe:

e AJIEKBaTHBIN PEXKUM BEHTHIISIIIUY;

e l30eraTh pa3BUTHUS META0OIMUECKOTO/PECITUPATOPHOTO AIUI034;

o [Iponnennas ndy3us GpeHTaHUIa 1 MUOPETIAKCAHTOB;

e HemocpencTBeHHO Tepel CaHAIMEH TpaxeoOpOHXHAIBHOTO JepeBa HEOOXOIMMO
BBEJICHHE JIOTIOJTHUTEIHLHOM 1036l ()eHTAHWUIIA,

Tepanus ocTPO JIErOYHON IMNEPTEH3UN:

e MoHOOKCHT a30Ta WHTAIAINUOHHBIN, 1M03a — 2-80 ppm, mpu pe3koil OTMEHe
mpernapara BO3HHMKAET CHHAPOM «PHUKOIIETa», XapaKTePU3YIOIIMICS HapacTaHUEM
JIABJICHUSI B CHCTEME JIeTouHOU aptepum Oonee, yem Ha 20%. s mpopuiakTuku ¢
WHIPOMA «PHUKOIIETa» HEeoOXoAuMa MEJUICHHAs OTMEHa INperapara, CO CHIKCHHEM
70361 710 1- 5 ppm HemocpencTBEHHO MepeT OTKITFOUSHHEM.



e Cunnenadun nepopangbHoO;
e UnompocT UHTANSIUOHHO.

6. HNuaukaTopbl 3p(PeKTUHBHOCTH JIeUeHHUSI:

JIOTIOJIHUTENBHO K YKa3aHHBIM B TyHKTe 3.5 wuHauKatopamu 3(PQPEeKTUBHOCTH Ha
CTaLlMOHAPHOM JTare OyIyT SIBIISAETCS:

e KYNMPOBAHUE JETOYHOTO KPH3a;

e KyNMPOBAaHHUE HAPYLICHUN PUTMA;

e KyIMPOBAHME JIESTOYHOTO KPOBOTCUECHHS,

HeoOxoaumMo OTMETUTH, 4YTO JIErO4Has TUIEPTEH3Hs SBIsSETCA 3a00J€BaHUEM C
HEONIaronpusTHbIM TEYEHUEM W MPOTHO30M, MO3TOMY Yy MALMEHTOB B TEPMHHAIBHON
(aze 3a007€BaHNS YKa3aHHbIE HHIUKATOPBI MOTYT OBITh HE IOCTUTHYTHI.

7. OPTAHU3ALIUOHHBIE ACIHEKTBI IPOKTOKOJIA:

7.1 Cnncok pa3padoTYMKOB MPOTOKOJIA:

1) HBanoBa-PazymoBa Tarhsina BnaguMupoBHa — KaHIUAAT MEIMIIMHCKHX HayK,
3aBEyIOIIMA  OTAeneHueM Jerckoil kapauonorun AQO «HamumoHanbHBIN Hay4HBIHA
KapAUOXUPYPTrAUYECKUN LIEHTP.

2) baiirankanoBa Anpmupa HMaranuesna — kapauonor AO «HaruoHanbHbIi Hay9HBIH
KapAUOXUPYPTrAUYECKUN LIEHTP.

3) Mamnen AtnirepuMm KyaTtoBHa — crenualiicT Kadeapbl TEOPETUYCCKUX JTUCIUILINH
«Kazaxckuil HallMOHAJIBHBIN YHUBEPCUTET UMEHU Anb-Dapaduy.

4) HypneucoBa AnTeiH AnnaHbimeBHa — kimHu4eckuid (apmakonor PI'TI na ITXB
«bonpanIIa MeanuuHCKOoro ueHTpa Ynpasienus nenamu [Ipesnnenta PK».

7.2 Yka3zaHue Ha OTCYTCTBHE KOH(JIHMKTAa HHTEPECOB: HET.

7.3 CiMCcOK peneH3eHTORB:

1) Ao6npaxmanoBa Carupa TokcaHOaeBHa — JOKTOP MEIUIIMHCKHX HAyK, 3aBEIyFOINAs
kadenpoit gerckux Oonesnern HAO «MenunuHCKu yHUBEPCUTET AcCTaHay.

2) KyarbexoB  Kaiipatr Hwueranuesuu —  KaHAUJAT MEIUIMHCKUX  HaykK,
3aBenyromi - orneneHueM jaerckor  kapauoxupypruum I'KII wa IIXB «llentp
MIEPUHATOJIOTUU U JETCKON KapAHUOXUPYPTUM» T. AJIMATHI.

7.4 Yxa3aHue ycJI0BHUil NepecMOTPa MPOTOKOJA: IEPECMOTP IPOTOKOJIAa Yepe3 5 JeT
MOCJIe €ro OMyOJIMKOBAHUSA W C JaThl €ro BCTYIUICHHS B JCWCTBHE WU MPU HAIUYUU
HOBBIX METOJIOB C YPOBHEM JI0Ka3aTEJIbHOCTH.
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Ipuiaoxenue Ne 1.
AJITOPUTM JUATHOCTUKH JIETOYHOI apTepUaAIbHOM
TUIIEPTEH3UH y JeTeld M MOAPOCTKOB.



TUNEPTCH3NU

HOﬂO?)peHI/Ie Ha HaJIM4YHUe JCrOYHOMN

JII" manoBeposTHa —

OKT, perTtrenorpadust opraHoB TPyIHOMH

xknetkd, D XOKI
B HOpME

HET

ITo manaeiMm DXOKI - matomorus

JIEBBIX 0TIeNnoB cepaua ¢ JII |

[an]

HET

aa
Aa

OO6caenoBanue Ha
npeaMeT Gonesneit
JIEBBIX OT/IENIOB Cep/La U
KITAITAHHOM MAaTOJOTHH

MMOJIMCOMHOTrpadus

Jlerounsle pyHKIMOHAIBHBIE TECTH B HOPME + 3

HET

BeHTHIIAIMOHHO-TIEp ) y3HOHHOE
CKaHUPOBAHHUE
Hopwma nimi Hu3Kas BEpOSTHOCTD

aa

Karerepusanus cepaua ¢ OBT

Jlo Hauana crnierududeckoi Tepanuu JII'

/

YrybnenHoe obcnenoBaHue Ha 3CT,[
TpoMmbodmmto, BUY, Gone3nu nevenu,
TeMOTJIOOMHONIATHH | T.JI.

Aa

YrinybnenHoe
oOcnejoBaHHE Ha NpeaMer
3a0oneBannii jerkux, 3CT,

HeHpOMBIILIEYHON
HaToJIOTHH, peCTpHK-
THUBHOTO MOpaskeHUs

TPYAHON KIETKU

Tect ¢ 6-MX

CepreqHO-TIeTOYHBIE HarPy30YHBIE TECTHI

Ipuoxenue Ne 2.

Crparndukanusi pucKa pa3BUTHA HeOJArONPUATHBIX COOBLITHII (JIETATILHOCTH) Yy
MAalMEHTOB IeTCKOI0 BO3PAaCTa € JIETOYHOM Ir'HIepTeH3HeH.




KoHcencye AHA/ATS no tamectn 2abonesanua JIAT y geteit

Husxni puck Onpegenenna pucka
Her Kannuyeckne norkasaHua
ICK nexocTaToMHOCTH
LI K warony mnacey
OTHOCHTCH
OTteyTeTEHE Cunrone

MunnmanbHoe VEeTHYEHEE JxorapIHoTpadua
LA aucdyakums

PYR 1=10 WU*m2 TemogunamMuga
CI =30 L/min/m?2
PYR/SYVR =0.5

MurnManbHoe NOBLIEHHE ENP/ NTproBNP

Boxee 300m Tect f-yuryTHOH xoABGH

IIux VOI =23 mLkg/min Cnupro3proMeTpHs




AJITOPUTM BbIOOPA Tepanuu y NALMEHTOB IeTCKOI0 BO3PacTa € JIerO4HOM
apTepuaJIbHOI rMnepTeH3uei.

KoHceHneye AHA/ATS no anroputmy nedenus JIAT y geteit

PacomsoTpeTs: prypeTams,
RICROPOAOTE RSN, SHTMECEYREHTHES, OCTpbIH Ba30PEETHBHBIN TECT
MMORCHH,

Hu3kui puck

AHTEICHECTH PELENTORE

sHgoTemass) MHnsGWTOp

¢|'|ﬂ,3‘- 5 4 - - on F=goTeaA=

e e - LR ]

MepeoweHes coCToaHER AT pacCENTOCTOMIER
HossGmmuposstess  TEpanss Tpatcnmanmages pemm

Npogomstoems
BHEK BawsBpmomsran [Clzss s, yposens B), Gosenran (Class |, yposenn B), GHK
[Chaess I, yposenn B), Inonpocresan [Oless |, yposens B), Moonpoor  [iOkess lia,
yposenn B), Cengensden [Cluss |, yposens B, Tegmnsden [Cless lis,
ypoBeHh B) , Tpenpormanan [Di=ss |, ypos=nn B) 5's am nfx
Tp=noCmanan MHraREUEs (O s, yposshs B)

BKK — 65moxarops! kanmbeiineBsIx kaHajaoB, ®J13-5 — pochoaurcrepasa-s.



Ipunoxenne Ne 3.
AJITOpUTM ormpeaesieHus onepadesbHocTy nanueHToB ¢ BIIC u jerouynoii
runepreH3ue.

FNleromen nanepLMpEy R
MNporpecospossmse

PR WryHTS]
[ gmann graien;ioan)

HE O TET OSHOCTH
Orowresssupen  =35%

Tomsso nesc- npasws obp

KateTepuIawHa

PVR | <& WU*m2 PVR I =6 WU*m2
u PVR/SVR <0.3 ¥ PVR/SVR =0.3

DBT no miowarssHMam DET moxasan

Dnepauge/TEHEEET BEAEHAR
NOCNEONEpaUFs; PRIIMOTPETE
penecpapD

PVR (pulmonary vascular resistance) — nerounoe cocyaucroe conporusienue, PVR |
(pulmonary  vascular resistance index) —WHAEKC JIETOYHOTO  COCYJIUCTOIO
compotusiieHus; SVR (systemic vascular resistance); OBT — octpblii Ba30peakTHBHBII
TECT.



Ipunoxenne Ne 4.

AJITOPUTM JHATHOCTHKH M BeJeHHUSl JIETOYHOH apTepHaibHOW TI'MIEePTeH3UH
ACCOUMUPOBAHHOM ¢ BPOXKAEHHBIM JIEBO-NPABBIM IIYHTHPOBAHNEM KPOBH Yy JieTel

A. Mannen!, XX. Hypranuena!, K. AG3anues?

[unarHos: BpoxkaeHHbI NOPOK cepAala C Neso-
MPaBbIM LLIYHTUPOBAHMEM KPOBU

KoppurupoBaHHbii (nocne onepauuu /
TPaHCKaTETEPHOrO 3aKPbITUSA)

l

—t

OxoKrI: CAMX >36 mm.pT.CT., HaAn4me
BTOPUYHbIX NPU3HAKoB JIAI***

v Aa

¢HeT

KNOC: CNAL 225
MM.PT.CT.,
NCC >3 Eq. Byga

HabnopeHuve B
ANHaMmuKe vyepes 3, 6,
12 mec. Janee —
eXXerogHo.

A

OBPT

Het

NONOXKUTEIbHbIN

| a

CMT** + KOHTpONb B
ANHaMumKe vepes 3, 6, 12
mec. [lanee — exxerogHo.

Het ann <20

MM.PT.CT.

He KoppurnpoBaHHbIi (40 onepauun /
TPaHCKaTETEPHOrO 3aKPbITUSA)

OxoKrI: CAMXK >36 mm.pT.CT., HaAn4me
BTOPUYHbIX NpnsHakos JIAI

A

| 2

l Het

KNOC: CNAL =25

Koppekuma BINC B

Mpoueaypa PawknHaa <+—

[a

MM.pPT.CT., NnaHoBOM
nopsagxe
\ 4
OBPT Het
NOJIOXKUTENbHbIN
basucHasa
Koppekuyma BI1C 8
MeJMKaMeHTO3HanA

TeyeHue 1 mec.

Tepanua* + CMT**, He

WHBa3MBHbIA KOHTPONb B |
OVHaMUKe yepes 3, 6, 12




