MWUHUCTEPCTBO
3O0PABOOXPAHEHUA
POCCHMCKOUW ®EOQEPALIVN

KnuHuyeckue pekoMeHaaLuUmu

JlerouHasi runepTeH3usl

MKEB 10: 127.0/ 127.8
l'on yrBepskaeHus (yactoTa repecmorpa): 2016 (mepecMoTp Kaskabie 3 roaa)

ID: KP158
URL

ITpodeccroHaIbHbIE acCOLalNA

¢ Poccuiickoe MeauIIMHCKOe OOIeCTBO 10 apTePUATbHOV TMIIePTOHUM






OrnasieHue

KiroueBbie cj10Ba

Crnmcoxk coxpaueHumn

TepMuHbI U onpeneieHUsA

1. KpaTkas napopmamnms

2. JIuarHoCTHUKa

3. Jleuenne

4. Peabuanranus

5. IIpodunakTuka

6. lonmosHUTeAbHAasE MHGOpMAaLMs, BIUSIONIAsS Ha TeYeHUEe U MCXO[,
3a060/1eBaHUS

Kpurepun oeHKM KayeCcTBa MeJUIIMHCKOM IMOMOIIA

Crmcoxk aurepaTypsl

IIpunokenne Al. CocTaB padoyeii rpyIibl

IIpunoxkenne A2. MeTomonoruss paspadoOTKM  KIMHUYECKUX
peKoOMeHaan i

IIpunoxenne A3. CBsi3aHHBbIE JOKYMEHTHI

IIpunoxxenne b. AnropurMsl BegeHMsI NMalMeHTa

IIpunokeuue B. Undopmanys A1 marnMeHTOB

IIpunokenmne I'.


javascript:void(0)
javascript:void(0)
javascript:void(0)
javascript:void(0)
javascript:void(0)
javascript:void(0)
javascript:void(0)
javascript:void(0)
javascript:void(0)
javascript:void(0)
javascript:void(0)
javascript:void(0)
javascript:void(0)
javascript:void(0)
javascript:void(0)
javascript:void(0)
javascript:void(0)

KimroueBbie cjioBa

JIETOYHAas TUTIEPTEeH3 U

JIETOYHAs apTepuaIbHast TUIIePTEeH3US

UIOMOTIaTHUYeCKas JerouyHasi TuIepTeH3ust

XpOHMYECKast TPOMO0IMOOoIMUecKast JIerOUHas TUIePTEH3US
IlaBjeHNe B JIETOYHOI apTepun

UHrMOuTOPHI pocdommacTepasbl TUINA 5

OKCHJI a30Ta

AQHTArOHMCTHI PEIIeNITOPOB SHIOTENMHA

CTUMYJISITOP PACTBOPUMOVI I'YaHUJIATIIVK/IA3bI
KaTeTepu3alys MpaBbIxX OTHEI0B cepaiia

axokapauorpadus



Cmcoxk cokpaureHumn

DLCO Anddy3noHHas cnocobHOCTb Terknx B OTHOLIEHMWM MOHOOKCKAA yriepoaa
PaO2/PaCO2- napumnanbHoe AaBneHne KUCNopoaa/yrneKncnoro rasa

NO oKcuA a3oTa

NT-proBNP N-TepMUHanbHbI MO3roBOI HAaTPUNYPETUYECKUIA NENTUA,

ppm (parts per million) - yactuy NO Ha MUAMOH B ra3oBOM CMecwH

Sa0p/ SvOy -
AK 2/ 2

catypauns O2 apTepuanbHOl / BEHO3HOM KPOBU
@HTaroHUCTbl Kanbuus

AP> @HTaroHUCTbl peLenTopoB 3HAOTENMNHA

BIMC BpPOXAEHHble MOPOKK cepaua

06MX ANCTaHumMs B Tecte 6-MUHYTHON X0Ab6bI

a40NA [aBfieHMe 3aK/IMHMBaHUA B NEro4YHON apTepumn

AO3N1A AMacTonyeckoe AaBjieHne B JIEFOYHOM apTepumn

ONA/ONAcp. - [aBfieHMe B NNIEro4yHol apTepum/cpenHee aaBieHME B IErOYHOM apTepumn

AMXI AedeKT Mexokenyao4KoBOn Nneperopoakm

AMIr AedeKT MexnpeacepaHoOn neperopoakm

Aann [aBlieHMe B NpaBoM npeacepanmu

O2xoKIr ponnnepaxokapauorpadus

nnr manonaTnyeckas sieroyHas runepTeH3ns

nno - MAMONATUYECKUI NTEroYHbIi hrbpos

KN®>3 KOMBWHauus neroyHoro ¢pmnbposa n aMmpursemsbl

KMocC KaTeTepmsauus npasbix OTAEM0B cepaua

NAr/ nr nerovyHasi aptepuanbHas runepTeH3nsi/nerovyHas rmnepTeH3uns

NBOb nerovyHasi BeHO-OKK/1l03MoHHas 6one3Hb

NKTA NIeroYHbIN KanuAAspHbIA reMaHrMoMaTos

XK NeBbIN Xenyaoyek

Nncc Nero4yHoe CoOCyancToe ConpoTuBreHne

MHO MeXAyHapoAHOe HOpMasin30BaHHOE OTHOLIEeHUe
- HWXKHSS Mosias BeHa

HMB OTKPbITbIN apTepuanbHbIA NPOTOK

OAI ocTpas dapmakonornyeckast npoba

oon npocrarnaHamH E1

Mrel npaBblii Xenyao4vek/npaBoe npeacepave

MK/ nn paHAOMU3MPOBAHHOE KIMHMYEeCKoe uccnenoBaHme

PKWN cepAeyHblit BbI6poc

CB CUCTONMYECKOE AaBfieHMEe B IErOYHOM apTepum

CANA cucteMHoe 3aboneBaHne COeANHUTENTbHOM TKaHU

C3CT CUHAPOM OB6CTPYKTUBHOIO anHo3 CHa

COAC CUCTEMHAs cKkiepoaepMuns

CCA TecT 6-MUHYTHOW X0AbbbI

T6MX TpoM603M60IMS NEerovyHom aptepumn

TINA dYHKUMOHaNbHbIM Knacc

DK dakTop pucka

P XpoHuueckas o6CcTpykTuBHas 60ne3Hb nerkmx

XOBJ anekTpokapanorpadms

3KIr 3HAOTENNH-1

oT-1 axokapaunorpadus




TepMMHBI U OIIpeaeIeHUs

JlerouHasi TUIIEePTEH3UsI- 3TO IpyIina 3ab0jeBaHMil, XapaKTepPU3YIOIIMXCS
IIPOrpeCcCUPYIOLIMM ITOBBILIEHEM JIETOUHOTO COCYAMCTOTO COIIPOTUBIIEHUS U
IaBjeHus B JieroyHou aprepun (IJIA), KoTOpoe TPUBOAUT K PasBUTUIO
IIPaBOKEIYOOUYKOBOM CepIeyHoii HegOCTaTOYHOCTU U TpeXAeBpeMeHHOM!
rubesu rmareHTos.

XpoHuUueckasi TpOMOOIMOoOIMUecKasi jerounas runeprensus (XTIJID)-
npekanwuisipHas  ¢opMa  JIETOYHOM  TUIlepTeH3MM, Tpu  KOTOPOit
XpOHMYecKast 00CTPYKIMSI KPYITHbIX ¥ CPeIHMX BETBe JIerOUHbBIX apTepuit, a
TaKKe BTOPUYHBbIE M3MEHEHUSI MUKPOLMPKYJIATOPHOIO pycjia JIEerkKux,
IIPUBOASAT K TPOrpecCUpyrolieMy TIOBBIIMIEHUI0 JIETOYHOTO COCYAMUCTOTO
CONPOTUBJIEHUST U [aBJIeHUSI B JIETOYHOM apTepuu C Pa3BUTUEM TSIKEIO0M
IuchYHKIVM TPaBbIX OTAENIOB CEPALIA U CEPIeYHO HeTOCTaTOUHOCTHU

IIpocrarmaHayuHbl - 3TO TIpyNIla JAUIMOHBIX COEOVHEHUN YHUKAJIbHOM
CTPYKTYpPbI, 00pa3yeMbIX 13 eMHOTO CyOCTpaTa apaxuJ0HOBOI KUCIOTHI.

KomMOMHMUpoBaHHass Tepammus — 5TO OJHOBPEMEHHOE MCIIO0/Ib30BaHMe
60J1€e UueM OZHOTO Kjacca crienm@nueckux JeKapCTBEeHHBIX CPeICTB



1. KpaTtkas madopmauus

1.1. OnopeneneHnue

JlerouHasi TUIIEPTEH3USI- 3TO I'pyIlNa 3abojeBaHMii, XapaKTepU3yIOUMXCs
IIPOrpeCcCUPYIOLIMM ITOBBILIEHEM JIETOUHOTO COCYAMCTOTO COIIPOTUBIIEHUS U
IaBjaeHus B JieroyHou aprepun (IJIA), KoTOpoe IPUBOAUT K PasBUTUIO
IIPaBOKEIYOOUYKOBOM CepIeyHoii HegOCTaTOYHOCTU U TpeXAeBpeMeHHON!
rubenu nmanueHTos [1,2].

IuarHocTuyeckuM KputepueM JierouHoil rurepreHsuu (JII) saBaseTcs
TIOBbIIIIEHNE CPeIHEro aBjeHus B JerouHoi aprepun (IJIAcp.)>25 MMPpT.CT.
B IIOKO€ 10 JaHHBIM MaHOMeTpPUU, IPOBELEHHOI BO BpeMs KaTeTepusaluun
npaBbix oTHenoB ceppua (KIIOC) [2,3].

B Hopme [IJIAcp. B mOKOe cocCTaBjsieT, B cpegHeM, 14*¥3 MM pT.CT U He
npesbimiaet 20 MM pT.CT. [3,4]. KnuHuuyeckoe 3HaueHue [IJIAcp. B guamna3oHe
21-24 MM pT. CT. OCTaeTCsl HesICHbIM, OJTHAKO BCeraa TpedyeTcsl TIIaTe/lbHbI
IMHAMMUUECKNIt KOHTPOJIb B IPYyIIaxX pycKa- IMPY CUCTEMHBIX 3a00/ieBaHMSIX
coenuunTenbHoil TkKauu (C3CT), y poaCcTBEHHUKOB OOJIbHBIX C Hacaegyemoit
JIeTOYHOM apTepuaiibHOM runeprensuein (JIAT) u T.1. [4].

N3-3a OTCYTCTBUS [OOCTOBEPHBLIX MOAHHBIX, YKAa3bIBAKIIMX HA OUHAMUKY
IOJIAcp. n JICC mpu BBINOJHEHMM GU3NYECKON HATrPy3KM Y 3I0POBBIX
IOOPOBOJIBbIEB, TEPMUH "CTpecc-MHAYyLMpoBaHHas JI[" He npuMeHseTcs [3].
s ouenky mpupocta JIJIA Ha BbicoTe (MU3MUYECKON HArpy3Ku HeOOXOAMMO
[IpOBeJleHMe CIleMaJbHbIX MCCAeNOBaHUI C LeJbl0 CTaHZapTU3auuun
IIPOTOKOJIOB HArpy30YHOTO TeCTa M YCTAHOBJIEHUS AMaria30Ha HOPMaJbHbIX
3HAUEHUI.

JlerouHasi apTrepuajJibHasA TUIEPTEH3USI- 5TO KIMHUYECKOe COCTOSIHUE,
XapaxkTepusywlieecsi Haauuuem IMpekanwuisipHoin JII' mpu OTCyTCTBUU
IpyTUX TPUYMH ToBbimieHusT [IJIAcp., TakuMx Kak 3abo/sieBaHMUS JIETKUX,
XPOHMUYECKO Tpomb60sMboaum jerouHoii aprepunu (TIJIA) U T.n., B TOM
yycie pegkux 6osnesHeii [2,3].

FemoguHamnueckumu Kputepusmu JIAT aBigoTcs:

e JIJIAcp. >25 MM pT.CT.;
e IaBjeHMe 3aKJIMHUBAHMUS B JierouHoi aptepun ([I3JIA) <15 Mm prT.CT.;
e jerouHoe cocynucroe cornporusnenue (JICC) > 3 EJI. Byna [3,4].

1.2. OTHoJ/Iorusa u rnaToreHes



B maTorenese JII' BbizesnsieTcst yeThipe rmaTodusmonornueckmux ¢peHoMmeHa:
1. BAa30OKOHCTPUKIIUS;

2. penyKIius IeTOYHOTO COCYIMCTOTO pycia;

3. CHIMsKEHME 3JIaCTUYHOCTHM JIETOYHBIX COCYIOB;

4. obnuTepauusi JEroYHbIX COCYLOB (TpoM603 in situ, nponudepanys
[71aJKOMBIIIEYHBIX K/IeTOK) [1,2].

HOuchyHKIMS SHAOTENUST C HapylleHuMeM OajnaHca MeXAy Ba30aKTUMBHBIMMU
MeauaTopaMyM UrpaeT K/IKUYEBYID pOJb B PasBUTUM BbIIIEYKa3aHHbIX
nipoiieccoB [5]. OcBoOOXKIeHNEe XeMOTaKCMYeCKUX areHTOB U3 MOBPEKIeHHbIX
KJI€TOK SHJIOTe/NUs BbI3bIBAET MUIPALMIO [NIAJAKOMBIIIEUHbIX KJIETOK B
UHTUMY JIeTOUHBIX apTepuoi. Cekpenusi Ba30aKTUBHBIX MeOUATOPOB C
BbIpaKeHHbIM Ba30KOHCTPUKTOPHBIM [AEeICTBMEM CIIOCOOCTBYET pPa3BUTUIO
TpoMbo03a in situ, TpaHchOpMUpPYs COCTOSIHME JIETOYHOTO COCYAMUCTOTO pyciia
M3 OOBIYHOTO AHTUKOATYJSIHTHOTO COCTOSIHMSI, 3a CYeT IPOIYKIIUU
MPOCTAlIMK/IMHA U MHTMOMTOpA TKAHEBOrO aKTUBATOpa IIJIa3MMHOTeHa, B
MIpOKOAryasTHTHOe. B pe3ynbraTe o6pasyeTcsi IMOPOYHBIN KPyr, KOrma
IIOBpEeXIeHMe DJSHIOTeNUS HEeYKJIOHHO TIIporpeccupyer U IPUBOOUT K
IIPOrpeccUpyrlIeMy peMOLeIMPOBAHUIO JIETOYHBIX COCYLOB, HAapacCTaHUIO
COCYIMCTOM OOGCTpYyKIMM U obnutepaiuu [1,2]. ITaTomornyeckue Ipoliecchl
3aTparMBarT BCe CJIOM COCYOAUCTOM CTEHKM M pa3jinMyHble TUIIbl KJIETOK -
bubpobnacTsl, SHAOTENMATbHbIE U TVIaIKOMbIIIIeUHbIe KIeTKH [5,6]. B iasme
KpOBU y 60/bHBIX C JII' MOBBITIIEHBI YPOBHM ITPOBOCIIATUTENBHBIX IIMTOKMHOB,
B TPOMOOIIMTAX HapylaeTcs MeTaboM3M cepoToHMHaA [2,6].

I'pynna 1 (nezounas apmepuanvHas 2unepmeH3usl): B aToreHese UrparwT pojib
reHeTUYeCcKMe, MOJIeKYJIsIpHble ¥ TOPMOHA/IbHbIEe HapylleHus [6,7].
HOvichyHKIMS 3HOOTENNST JIeTOUHBbIX COCYAOB pPacCMaTpUBAaeTCsI B KauecTBe
MHTerpajbHOro mnaTtodusmonornyeckoro ¢axkropa. HesaBucumo OT BuIa
VHULIUUPYIOIIETO CTUMYyJIa BO3HUMKAIOT Ba30KOHCTPUKLMS,
peMozenMpoBaHye U HapyllleHMe 3JTaCTUYHOCTU CTEHKM JIETOUHbIX COCYA0B, a
Takke Tpomb6o3 in situ [1,2]. TIporecchl Ba3OKOHCTPUKIIMM CBSI3aHbI C
nucbajlaHCOM Ba30aKTMBHBIX MeAMaTOpPOB M AMCOYHKIIMENH KaaMeBbIX
KaHaJIOB B IJIaJKOMBIIIEYHbIX KjaeTKax. [Ipu mccnemoBaHnm Ba30aKTUBHBIX
CyOCTaHIIMII MMOKa3aHa IOBbIIIeHHAs] MPOAYKIINS TPOMOOKCaHa ¥ MOIIHOTO
Ba30KOHCTPUKTOPHOTO TMEINTUAA SHIAOTEIUATIbHOTO IMPOUCXOXKIEHUS C
MMUTOT€HHBIMM CBOJMCTBAMM - IHAOTeNMHA-1, medUUUT BaszoAMIaTAaTOPOB
npocTauykanHa 1 okcuaa asora(NO), uTo oOO03HauaeT TepareBTUUYECKUE
MUIIEHN [JI1 BO3OENCTBUS MPOCTAHOUIOB, AHTAarOHUCTOB peLEINTOPOB
3HAOoTenuHa U Ip. [1-3]. PemonmenupoBaHue JIeTOUHBIX COCYLOB SIBJISIETCS
pe3yabTaToM Iponudepanyy SHI0TeIMaTbHbIX U TIaJKOMBIIIEUHbIX KIETOK,
dbubpobsacToB. B amBeHTULIMM OTMeUaeTCs TIOBbIIIEHHAsT BbIpaboOTKa
BHEKJIETOYHOTO MaTpMKCa, BKIIOUAsh KOJUlareH, 37JacTUH, GUOPOHEKTUH U



TeHacIMH. Y 60/bHbIX JIAI' 00HAPY;KMBAIOTCSI TPOMOOTHYECKIME M3MEHEHMS B
IVICTAJIbHBIX JIETOYHBIX apTepUsIX U apTeprosax, a TaKxKe JIeTOUYHBIX apTepusix
tacTuyeckoro tumnall,2].

V 6onbimHcTBa 60MbHBIX JIAT ¢ ceMeliHbIM aHaMHe30M (Haciaemyemasi JIAT)
M y psiga OOMbHBIX CO CIIOpaAuMYecKMMM crydasmu (uauoriatuueckast JIT
(WIT') BuISIBIISIETCS accoLManus C MyTalMSIMU reHa, KOOUPYIOIIEero penerntop
tura II K 6esKy koctHoro mopgorene3a BMPR2 (bone morphogenetic protein
receptor 2) (2 XxpomocoMa), KOTOPbIii y4acTBYeT B KOHTpoJie mponnudepamumu
COCYOMCTBIX  KimeToK [1,7]. XapakTepHO  ayTOCOMHO-JAOMMHAHTHOE
HacjaenoBaHMe ¢ HU3KOIeHeTpanyuei, Korga Juilb B 20% ciayyaeB MyTaLuu
MpUBOAUT K MaHudbecranumu 3abomeBaHusi. [eTepo3sUTOTHBIE MyTalUU
BMPR2 BbISIBASIIOTCS Y 75% MauyeHTOB ¢ ceMeiHbIMM dhopmamm JIAT u mo
25% criopaguueckux ciaydaeB. Huskasi reHeTpamusi yKa3blBaeT Ha TO, UTO
IJIsT pa3BUTHUS 3a00/ieBaHMUSI HEOOXOAVMMBI HOIOTHUTENbHbIE TPUITEPDI.
OrnucaHbl MOMMMOP(U3MbI TeHOB, KOAUPYIOLIUX NO-cunuTasy,
KapoumMmiadochaTcMHTasy, CMHTE3 IIePEeHOCYMKOB CEpPOTOHMHA, a TaKke
Ipyrue CTUMYJIbI, OTBETCTBEHHBIE 3a KOHTPO/Ib POCTA JIETOUHBIX COCYAUCTHIX
Ki1eTok [7]. VYV nauuMeHTOB C HAaCIeLCTBEHHOW TreMOpparmyeckon
Te/leaHTnIKTasuein (6onesnbr Ociepa-Bebepa-PaHm) ommMcaHbl MyTalu
reHOB pelerTOpoB (pakTopa HeKpo3a OIyXO/u, aKTMBUH-MOI00HOM KMHA3bI
1, osHpornmuHa. I[Ipu CeKBeHMpOBaHMM 3K30Ma OIpeneeHbl penkue
reTepo3UroTHbIe MyTaI[MMUB reHaX, KOAMPYIOIIUX Takue 06e/iki, KaK KaBeoJInH
1 (CAV1) u snemeHnT 3 nopcemerictBa KanueBoro kKaHana (KCNK3) [3].

HenaBHO ycTaHOB/IeHA MyTanus TeHa, KOAUPYIOLIEro 3YKapUOTUUYeCKUit
VHULIUUPYIOIINIA 2-71 (akTop TpaHcasuuu a-KuHasbl 4 (EIF2AK4), koTopas
ornpenenseT M3MeHeHMe 3IKCIIpecCuu TeHOB B OTBeT Ha IelpuBaLiuio
aMMHOKUCIOT. Bu-asienbHas MyTalyus BBISIBISIETCSI Y BCeX OOMbHBIX C
ceMeliHbIMM (hOpMaMM JIETOYHOV BeHO-OKK/II03MOHHOM 60se3Hu (JIBOB) u
JIETOYHOIo KanuuisipHoro remanruomartosa(JIKIT'A) u 25% mnamueHTOB C
TUCTOIOTUYECKN MOATBEPXKAEHHbIMU CriopagnyecKumMu dbopmamu
[3]. OcHOBHbIMM NTATODU3MOTOTUYECKUMU
dakropamu passutusi JIAI mpu BpokaeHHBbIX Iopokax cepaia (BIIC)
SIBJIIETCS YyBeJIMUYeHMe KPOBOTOKAa M [aBJeHMSI B JIETOUHBIX apTepusx
(MoBpeXaeHNe 3HOO0TeNus, SHAOTeNnanbHas OUCPYHKLMS, 3aITyCK KacKazaa
6MOXMMIMUECKUX peaKIinii U peMoJie/IMpoBaHMe JIeTOUHBIX COCYI0B), BBICOKOE
HalpskKeHe KUCIOPOoAa B JIETOUHBIX apTepusixX (MTOBpeXAeHue SHIO0TeNus),
TTOJIMIIUTEMUSI C TIOBBIIIIEHVEM BSI3KOCTM KPOBU (JIETOYHbIE MUKPOIMOOJINM),
a TakKe IOBBbIIIEHNE [aBJIeHUS B JIETOUHBIX BeHax (roctkarmmuisipHas JII)
[8]. Mexanusmsbl passutus JIAI' mpu mnpe- M NOCTTPUKYCHUOATBHBIX
OedekTax pasnauMuamTcs. [Ipy HepecTPUKTUBHBIX MOCTTPUKYCIIUAATbHBIX
nedektax (medeKTbl MeXOKeTymoukoBoit meperopoaku (JMXKII), OTKpbITbIN
aprepuanbHblii mpoTok (OAIl) M medeKT aopTO-JIerOUYHON IIePeropoaKn)
BbicOKasi JIAT' cyuectByer ¢ pOXAEeHUS U BbI3BaHA MaCCUBHBIM
apTepMOBEHO3HbIM COpocoM KpoBM. IlaTomornmuyeckoe BO3JeiCcTBME Ha



JIeTOUYHbIe COCYAbl OKAa3bIBAIOT KaK JieroyHasl TUIIepBOJIEeMMS, TaK IMpsmas
rnepenayva OaBjaeHUs U3 JIeBbIX KaMmep cepaua [9]. HekoTtopble mauyeHTHI C
HEeKOPPUTUMPOBAHHBIMM  HEPeCTPUKTUBHBIMU  ITOCTTPUKYCHULATBLHBIMU
OedeKkTamMy AOKMBAIOT AO B3pOCIOro Bo3pacTta. IIpu 3TOM, Kak IMpaBuiio, y
HUX MMEIOTCS TsKelble HeoOpaTMMble M3MeHeHMUS JIeTOYHBIX COCYHOB, C
pasBuTHeM CUHIpOMa Jil3eHMeHrepa. [Tpu PeCTPUKTUBHBIX
MTOCTTPUKYCIIMIAIbHBIX AedeKTax JeroyHo-coCyaucTast 60ae3Hb Y B3POCTbIX
MOKET HOCUTb OOpaTMMBbI/i xXapakTep, a YycTpaHeHMe cbGpoca KpOBU
COMPOBOXAATHCSI HOpMaIM3anuen uin cHumkenmem JJIA.

Mexauusm  passutusa JIAT 1npu  aioksHbix  BIIC, BKINOYaKIIMX
MTOCTPUKYCITUAATbHBIN COPOC KPOBU B KaueCcTBe KOMIIOHEHTA ITOpoKa (001mmii
apTepuaabHbIi CTBOJI, ITOJIHAsA (popMa aTpUMOBEHTPUKY/ISIPHOTO KaHasa 1 Ap.),
B 1[€JIOM COOTBETCTBYET TAKOBOMY IIPM IIPOCTBIX MOCTTPUKYCIUIATbHbBIX
medexrax. IMpu mmanornuHbix BIIC ¢ JIAT (TpaHCIIO3ULIMSI MarucTpaJIbHbIX
cocynoB, (GYHKIMOHAJIBHO €OMHCTBEHHBIN JKelylIouek cepailla U Ap.)
JIETOYHO-COCyaMcTas 60/ie3Hb MOKET YCYTYOISIThCS 32 CUET MUKPOIMOOJINIA,
a IpU TPAHCIIO3ULUU MArUCTPAIbHBIX COCYLOB —3a CUeT IOBPEeXIAIIero
BO3JENMCTBMSI Ha JIETOUHbIEe apTepuM HACBIIEHHON KUCIOPOLOM KpPOBU
[10].

[lpy  mperpukycnuaanibHbix gedekrax (dedeKTbl MeXIpeacepaHo
neperoponxku (IMIIIT), yactuuHas dopma aTpMOBEHTPUKYISIPHOTO KaHala U
YaCTUYHBI/I aHOMAJIbHBI [peHaXX JIeTOYHbIX BeH) I1aTOJIOTUYecKoe
BO3JENCTBME Ha  JIeTOYHble  COCYObl  OKa3blBaeT  UCKIIOUYUTEIbHO
rurepBoyieMusi, B TO BpeMsl Kak (akTOp MOpsIMOI Iepenadyyu BbICOKOTO
IaBjeHUs U3 JIeBbIX Kamep ceppniia oTcyTcrByeT. JIAI' yacTo pa3BuMBaeTCs
Mo3gHee, HepeoKO Ha TpeTbeM-UYeTBePTOM OeCATUIeTUU >XU3HU, OLHAKO
nporpeccupoBane JIAT TIpOMCXOOUT COOTBETCTBEHHO  YCYIyOJIeHUIO
JIETOYHO-COCYIMCTON 6ose3Hu. YcTpaHeHMe apTepuoBEeHO3HOTO Ccbopoca
KpOBU TIIpu coxpaHeHuu TmoBbilleHHOro JICC MoOXeT He TIIpUBeCTU K
3HauMMoMy cHkeHuto [IJIA [9].

Ipynna 2 (JII' ecnedcmeue namosio2uu Jjiegslx omadenos cepoya): MeXaHU3Mbl,
OTBeTCTBeHHble 3a moBbilieHne [IJIAcp. npu JII' BcneacTBue 3aboneBaHMit
JIeBbIX OTZEOB CepAlia MM KIallaHHOTO arrapara JIeBbIX OTHe/IOB Cephla
MHOTOYMCJIEHHBI M BKJIIOYAIOT, IIPeXIe BCero, IacCMBHYIO OOpaTHYIO
repenadyy IIOBBIIEHHOTO pJaBieHust (TocTKamwiaspHas JII' (tabnuial).
[ToBbimenne JICC 0OYCWIOBJIEHO YBeJIMYEHMEM Ba3OMOTOPHOTO TOHYCA
JIETOYHOM aprepumn U/ N buKcpoBaHHBIM CTPYKTYPHBIM
peMoIenMpoBaHMeM JieroyHbix aprepuit [11].

[TaTodusmonormuueckue MexXaHU3MBbI pa3sBUTUSI JIT BKJIIOUAIOT
cocymocykupawiiye pedyiekcbl BCIeICTBME aKTMBAIMM  PeLeNTOPOB
pacTsSDKeHMs, JIOKAJIM30BAHHBIX B JIEBOM IIpeACEepAUN U JIETOUHBIX BEHaX,
INCOYHKLIMIO  SHIAOTENMS  JIETOUHBIX  apTepuii, KOTopas  MOXeT
CIIOCOOCTBOBATh BAa30KOHCTPUKIMM U Tponndepannyt COCYAUCTHIX KIETOK.
Ilo HacTosiliero BpeMeHM I[I0OKa He YCTaHOBJIeHO, Kakue (aKkTopsbl



OTBETCTBEHHbI 3a pasBuTHe Tspkenoi JII' y pspma G0NbHBIX C pa3BUTHUEM
OOCTPYKTMUBHBIX M3MEHEHMI JIETOUHOTO COCYOMCTOrO pycia B OTAMYME OT
00paTUMBIX - Y IPYTUX MAlieHTOB.

I'pynna 3 (JII, accoyuuposaHHasl ¢ namoJjiozueti jiezKux u/uiu 2unoxkcemueti):
OCHOBHOW mipmumHoi JII' Tpu pecnmupaTOPHbIX 3a00/eBaHUSIX SIBJSIETCS
apTepuasibHasl TUIIOKCeMUs. AJIbBEOISIpHAs TUIIOKCUS BbI3bIBAET JIETOUHYIO
Ba30KOHCTPUKLMIO TIOCPEeACTBOM TMPSIMbBIX M HEIPSIMbIX MeXaHU3MOB. B
rocjaeqHue TOAbl aKTUBHO O0OCYKmaeTcs poau IUChHYHKUIUU SHIOTENNS
JerouHsIx cocynos mpu JII' paznuuHoro reHesa [56]. AucHyHKUMS SHOOTENUS
JIETOYHBIX COCYIOB MOXeT OBbITh CBSI3aHA HE TOJIbKO C XPOHUYECKOIA
TUIIOKCeMMel, HO U ¢ BocraseHueM [12, 57]. K ApyruM CTpPyKTypHbBIM,
dakTopam, BegymuM K pasBuTuio JII' Ipu pecrnmpaTOpHbIX 3a00/IeBaHMSIX,
OTHOCATCSI COKpallleHMe IUIOWAAM KalW/UISIPHOT'O pycia, COIIPOBOXKIAoIlee
IEeCTPYKLMIO TMapeHXUMbl JIETKUX, YTO XapaKTepHO s 3MduseMbl U
dbubpo3a.

I'pynna 4 (XpoHuueckas mpom60IMO0UUECKAs JII): OCHOBOM
rnatobuonornyeckux ImpoueccoB mpu XTIJII' sBasgercss QopmupoBaHue
TPOMOOTMYECKMX MacC, He IIOABEPrIIMXCcsl JIM3UCY, KOTOpble mdajee
GuUOPO3UPYIOTCS, UTO MHPUBOAUT K MEXaHMYECKON OOCTPYKLMM JIETOUHBIX
aprepuit [13]. TOJIA unau TpomOO3bI insitu MOTryT BO3HMKATb BCJeNCTBUE
HapylleHuit B Kackajie CBepTbIBaHMS KPOBM, B TOM uucie AUCHYHKIUU
SHAOTENNAIbHBIX KIeTOK U TpoMOOUUTOB [2,3]. [TaTonorus TpoMOOLIUTOB U
[POKOATY/ISINMOHHbIE M3MEHEHUSI MOTYT UrpaTh IOTEHLMAJIbHYI pPOIb B
dbopMMpoBaHUM JIOKAJTbHBIX TPOMOO30B.B GONBIIMHCTBE CIy4aeB OCTAETCS
HEeSICHBIM, SIBJISIIOTCS JIM TPOMOO3 M OUCHYHKLMS TPOMOOIMTOB MPUUMHOM
UM  CJiecTBMeM 3aboneBaHMs. BocmanmuTenbHble WHOGMIBTPATHI, Kak
MpaBMJIo, OOHAPY)KUBAIOTCS B MOpPGOIOTMUeCKOM MaTepuase, MoJTydeHHOM
Ipy TpOMO3HAApTepIKTOMMUN. [Ipy M3yueHMM KOary/ISIMOHHbBIX M3MeHeHU
BOJTUAHOUHBIV  aHTUKOATYJSIHT OOHapyxkuBaeTcss IipumepHo y 10%
nainyeHToB, aHTudochonmunuaHbie auTuTena - y 20% 6onbubix [13]. V 39%
namueHToB XTOJII' o6HaApykKMBaeTCsl MOBBIIIEHHBIN TIa3MEHHbBI YPOBEHD
dakropa VIII. Hapymennus: pubpuHonmsa He xapakTepHbl. OGCTPYKTUBHBIE
MopaskeHus1 B JMUCTAJTbHBIX JIETOUHBIX apTepusix MOTYT ObITb CBSI3aHBI C
TakuMM (aKTopaMy, KaK HaMpsbKeHMe COBuUra, ITOBBIIIEHHOE [IaB/IeHue,
MpoLecCchl BOCHAMeHUsI, BBICBOOOXKIEHME IUTOKMHOB ¥ MeIuaTOpOB,
CITOCOOCTBYIONIMX KJIETOUHOV mponudepanunu. OOCTPYKIMUST JIETOUHBIX
cocynoB 1pu XTIJII' MokeT OBITh HE TOJIBKO 3MOOJaMM, HO M OIYXOJISIMM,
MHOPOOHBIMU TeslaMu U Ap. [3].

Ipynna 5 (JII' Heu38ecmH020 UIU  CMEWAHHO20  2€He3d):  4acTo
nmaTopu3noNornyeckme OCOOEHHOCTM OCTAIOTCS HEYCTAaHOBAEHHBIMM MU
BBISIBJISIIOTCSI MHOXKECTBEHHbIe MeXaHU3MBI [3].



Takum o6pasom, aucOanmaHC MEXKIY TPOMOOTUMYECKMMM, MUTOT€HHBIMMU,

IIPOBOCITA/INTEJIbHBIMMU, Ba30KOHCTPUKTUBHbIMMU Q)aKTOpaMI/I n
MeXaHMn3MaMu 06paTHOI‘O ,E[EIZCTBV[H- AHTUKOAT'yJISTHTHBIMMU,
AHTMMUTOT€HHbIMMN, Ba3ooIUIaTUPYIOIIMMMU, CHOCO6CTBY€T

BA30KOHCTPUKLIMM U TpombOo3aM, MponudepaTUBHBIM U BOCIAJIUTETbHBIM
U3MEHEeHMSIM B JIeTOYHOM MMKPOLMPKYJISATOPHOM pycie. PasButue u
MIporpeccupoBaHye MaToNOrMYecKuX 00CTPYKTUBHBIX MTPOIIECCOB B JIETOUHbIX
cocymax npuBoguT K TmoBbimieHuto JICC, meperpyske M IOeKOMIIEHCALIUU
npasoro xenypouka (IDK) [1,2]. @dyHKuug mnowiegHero omnpepessier
(byHKIMOHATbHYIO CITIOCOOHOCTh U MPOrHo3 60mbHbIX JII'. HescHo, moueMy y
HeKOTOPbIX 601bHBIX JII' DK criocob6eH AnMTebHO COXPaHSITh KOMITIEHCAIMIO,
B TO BpeMsI KaK y IpyruXO6bICTPO pa3BUBAETCS ero AeKOMITeHcalsl, KOTopasi
MIPOSIBJISIETCS KaK MCTOHUEHME CTeHKM, AuiaTtaius MOJI0CTU, YMeHbIIeHue
dbpakuuu BbeiOpoca. IDK HOBOPOKAEHHOTO JIydlille aJarlTupyeTrcss K
noBbiieHHOMY JICC, YTO MOXeT OOBSICHUTH JYUIIYI0 BbIKMBAEMOCTb TpU
JIAT Bcnepcrsue BIIC [1,9].

1.3. dnuaeMmuoJI0orus

TouHble 3nMaeMuoIornYecKe NaHHble 0 pacnpocrpaHeHHOCTH JII' B Halen
CTpaHe B HacCTosilllee BpeMs OTCYTCTBYIOT. B Benukobputanumu oHa
cocraiasger 97 ciayyaeB Ha MWUIMOH B MONYJSILUM IIPU COOTHOILIEHUU
KeHIIMH U MyxumH - 1,8:1 [3]. CraHmapTM3UpOBaHHBIA I10 BO3PacTy
nokasatesib cMepTtHocTu B CIIIA Bapsupyetcs oT 4,5 go 12,3 Ha 100 ThIicsiu
HacesieHus [3]. JII' BciiegcTBMe mMaToOMOTUY JIEBBIX OTAENOB cepAla (rpymnmna2)
SIBJIIeTCST Haubosiee pacmpocTpaHeHHOV ¢opmoii. Tak, Mpu MpoBegeHUM
CKpMHMHTA C TIOMOIIbI0 3XxoKapauorpadmuu (IxoKI) y 4579 601bHBIX
npusHaku JII' (cucronuueckoe IJIA > 40 MM pT.cT.) BBISIBASINCh ¥ 10,5%
6onbHbIX [14]. VI3 HUx 78,7% nauyueHToB umMenu JII' BCieaCcTBME MATOIOTUN
JIeBBIX OTHEJIOB cepana,9,7%- Ha ¢oHe MaToJOTUU JIETKUX, TOIbKO 4,2% u
0,6% - JIAT' u XTIJII' COOTBETCTBEHHO, B 6,8% Ciy4yaeB YCTAHOBUTH AMArHo3
He TIPeACTABIISITIOCh BO3MOXKXHbBIM.

Ipynna 1. JIAT otHOocuTcsi K uucry opdaHHbIx 3aboneBanuit [1-3]. Ilo
SMUAEMMUOJIOTUUECKMM JAHHBIM, B OOIIEl MOMy/ISILMM PacIpoCTPaHEHHOCTD
1 3a6oneBaeMocTb JIAT coctasisieT 15-60 ciydyaeB Ha MWIIMOH HaceJleHUS U
2,4-10 cmyyaeB Ha MWIJIMOH HaceleHUsI B TOL COOTBeTCTBeHHO [3]. Ilo
IAHHBIM PErucTpoB, OKOJO TII0JOBMHBI mauueHToB JIAIT umeror WIIT,
Hacnenyemyto JIAT wiu JIAT BciencTBue mnpueMa JIeKapCTB M TOKCUHOB.
Cpenu accouumpoBaHHbix GopM JIAT Hanbosiee YacToOi MPUUMHOINM SIBJSIOTCS
C3CT, B ocHOBHOM cucTeMHas ckiepoaepmus (CCI).

WJIT - aTo cmopagnyeckoe 3aboneBaHye Py OTCYTCTBUM UCTOPUU CEMEITHOI
JIAT wmm U3BECTHOTO IIyCKOBOT'O dakTopa  3abosieBaHUS C
pacmpoCcTpaHeHHOCTbIO 5,9 clyyaeB Ha MWIIMOH HaceneHus [3]. CormacHo



naHHbIM mepBoro perucrpa NIH (CIIHA) 1981-1985rr., y 187 60npHbIX WJIT
CpemHMI1 BO3PACT COCTAaBWJI 36 JIET, COOTHOIIIEHME KEeHIUH U MY>XUMH-1,7:1
[1,2]. B Hacroswmee Bpemsi uame WII' nuarHocTupyercss y mDalMeHTOB
TIOXKMJIOTO BO3pacTa, CpegHMI BO3PAaCcT HAa MOMEHT OVMAarHOCTUKU COCTaBIIsSeT
50-65 ner, mpeobnagaHue KEHIIMH JOBOJLHO BapuabenbHo. Takue
M3MeHeHMsI MOTYT ObITb CBSI3aHbI C yiaydlieHueM BbDkuBaemocTu [3]. Ilo
POCCUIICKMM [JaHHBIM, 3a mocienHee 10-yjeTue HaOIOOEeHME OTMeEYaeTcs
BO3pacTaHMe COOTHOIIEHMS JKeHIIMHBI/MYXUMHbI 10 6,5:1 [11]. Bo3pacT Ha
MOMEHT YCTAaHOBJIEHMSI IMarHosa cocrasiser y 6onbHbIx WJII 31,2 ropa.
[lepmon or nebioTa 3aboyieBaHMSI IO MOMEHTAa YCTAaHOBJEHMS AMarHosa
COCTaBJISIET OKOJIO 2 JIeT.

Ipynna 2. PacnpoctpaHeHHOCTh JII' mpu  XpOHUYECKON CepmeuyHon
HegO0CTaTOYHOCTU (XCH) BO3pacraer I10 mepe HapacTaHus
dyHkumoHanbHoro kiaacca (PK). ITpusHaku JIT' BeIsiBsIIOTCS Y 60% 60BHBIX C
XCH BciencTBue cucToandeckoi nucdyHkumm geBoro kenygouka (JDK) n mo
70% malyeHTOB, MMEIIIMX U30JMPOBAHHYIO AMACTOINYECKYI0 AUCHYHKINIO
JDK[3,12]. PacrnpoctpaneHHocTs JII' mpM HaauuymyM KIIallaHHBIX ITOPOKOB
JIEBBIX OTAEJIOB CePAlia 3aBMCUT OT BBIPAsKEHHOCTU eEKTOB U KIMHUUECKO
cuMmnToMaTtuku. JII' pa3sBuBaeTCs MpakKTUUYECKM BO BCEX C/Iydasix MOpakeHui
MUTPaJbHOTO KjanaHa 1 10 65% cirydaeB MpU CTeHO3€e YCThsI aOPThI[3].

I'pynna 3. Msarkas JII' yacTo BCTpedaeTcsl MPU TSHKEJIOM MHTEPCTULMATIbHOM
3a00/IeBaHUM JIETKMX UM TSDKENIOM XPOHMYECKOM OOCTPYKTUBHONM O0e3HU
nerkux (XOBJI), B To BpeMs Kak Tspkesast JII' BcTpeuaeTcsl peiko, OObIUYHO TPy
COYETAaHHOM IMOpaskeHUM - coueTaHuu sMmdbusembl/dpubposa nerkux[3,13]. B
KIMHUYECKUX MCCAeOOBaHMIX, mpu wucronab3oBanuy KIIOC, JII' ObLia
BbIsiBJIeHa Y 35% 6onbHbIX XOBJI Tsiskenoro TeueHust [13]. B GombIIMHCTBE
crydaeB JII' 'y 6onbHbIx XOBJI xapakTepusyeTcsl Kak Jierkasi M ymepeHHasl.
Opnaxo, npu XOBJI moxer BcrpevaTbcsi U Tspkenmast JII' (2-7%) [59]. JIT
SIBJISIETCSI JOBOJIBHO YaCTbIM OCIOXKHEHMEM Y OOJbHBIX C MAMOIATUUYECKUM
gerouHbiM (pubposom (MJID). Ilo pmaHHBIM psapma  ucciaegoBaHuii, JIT
BCcTpeuaeTcst y 32-85% oO6onmbHbIX WJI® [60]. ITammeHThl ¢ KOMOMHAIMen
nerouHoro ¢ubposa u smopuzembl (KJIDI) ocobeHHO BOCIPUMMUMUBBI K
paszsutuio JII', pacnpoctpaneHHocTs JII' mpu KJI®D cocrasiser ot 30% no
50% [13].

I'pynna 4. B MCIIAHCKOM PErmcTpe pacIpoCTPAaHEHHOCTh U 3a0071€BaeMOCTh
XTOJII' coctaBunm 3,2 ciydass Ha MWIIMOH U 0,9 ciiyuaeB Ha MUJIJIMOH B TOJI
COoOTBeTCTBEHHO [3]. HacToTa passutus XTIJII' rocie nepeHeceHHOM OCTPOit
TAJIA Bapwpupyetcs ot 0,5% po 3,8%[14].Il0 maHHBIM MeXIyHapOAHOTO
perucrpa, XTOJII' y 75% OOMbHBIX B aHaMHe3e OTMeuajach WMCTOPUS
nepeHeceHHOi octpoit TOJIA wam Tpombo3a TITyOOKMX BeH HMKHUX
KOHEYHOCTel1 [3].

Ipynna 5. VYuuTbiBasi TI'eTEPOT€HHOCTb  3TO  TPYIIbl  OLIEHUTh
pacIpoCTpaHeHHOCTh 1 3a60/1eBa€MOCTh He MPeCTaBIISIeTCSI BO3MOKHBIM.



1.4. KonuposBanue o MKb

127.0 [lepBuyHas jerouyHas ruriepTeH3us

127.8 [Ipyrue yTouHeHHbIe (POPMbI JIETOUHO-CEPAEYHO HeJOCTaTOUHOCTHU

1.5. Knaccudurauus

Knuunueckast knaccuduxkanmst JII'T Heobxomuma [Ojsi CTaHIApTU3alUU
IMArHOCTUYECKUX TTOIXOI0B U JIe4eOHbIX Mepomnpusituii. Ha mpoTsskeHUn
[IOJIlyBeKa OHa IipeTepriejia 3HAYMUTEJIbHble M3MeHeHMus], HauuHas ¢ 1973r.,
KOTIa B COOTBETCTBMM C KOHCEHCYCOM 3SKCIIEpTOM BbIAEISIOCh [IBe
kateropun: mnepBuuyHaa JII' wmam JII' HEyCTAaHOBJIEHHOM 3STUOIOTUU U
BTOopuyuHas JII' mpu BbIsIBI€HUM TIpUUMH MUau GakTopoB pucka [16]. B 1998r.
Ha II BcemupHOM cummnosuyme o mpobneme JII' B r. IBuaHe (DpaHiiys)
ObLIM BIIepBbIE€ BbIJENE€HbI KaTeropumu wiau rpymnmbl JII' Ha OCHOBaHUMU
CXONICTBA IIATOT€HETUMYECKMX OCOOEHHOCTeN, KIMHUYECKOM KapTUHBI
reMOAVMHAMMUUYECKUX XapaKTepUCTUK U MoAxomoB K jedenuwo [1,2]. o
HaCTOSIIIIero BpeMeHM BbifiesgeTcs nsath rpymn JII' (tabnuiia 1).

Taommua 1- Knuanueckast kinaccu@ukaiys 1erOYHOi rUIepTeH3un

JlerouyHas aptepuanbHas runepreH3uns:

1.Manonatnueckas ( UIIN)

1.2.Hacnepgyemas (Mytaumn BMPR2, apyrue)

1.3.MlHAyuMpOBaHHasa NpMeMoM NeKapCcTB U TOKCMHOB

1.4.AccounmnpoBaHHas c: CUCTEMHbIMM 3aboneBaHUsIMU  COEAWHUTENbHON TKaHwu, BUY-uHdekumen,
nopTasibHOM rMnepTeH3nen, BpoOXAEHHbIMM NOpoKaMu cepaua (CUCTEMHO-NEroYHble WYHThI), LUINCTOCOMO30M
1" JlerouHasi BeHO-OKK/03MOHHAas 60/1e3Hb/ NeroYHbln KanuaasipHbli reMaHrmomaTo3 (cnopaguyeckas,
Hacneayemas (mytaums EIF2AK4), wuHAyuupoBaHHas nNpUEeMOM JieKapcTB/TOKCMHOB, accouMmpoBaHHas
(C3CT, BNY-nHbekumemn)

1.
1.

2. JleroyHas runepTeH3ns BCI€ACTBUE NATONIOMMKM JIEBbIX OTAENO0B cepaua:

2.1. Cuctonnyeckast AucdyHKUnS

2.2. Anactonuyeckas ANCHYHKUMS

2.3. KnanaHHble nopoku

2.4. BpoxpaeHHasi/ npuobpeTeHHas 06CTpyKUUS NPUHOCSLLEr0/BbIHOCSLWEro TpakTa IeBOro  Xenyaoyka
2.5. BpoxaeHHbIN UM NpuobpeTeHHbIN CTEHO3 NIEroYHbIX BEH

3. JleroyHas runepTeH3ns BCNeACTBME 3ab601eBaHNM Terkux n/mnmn rmnokcemMmnm:

3.1. XpoHun4yeckasi 06CTpyKTMBHas 60n1e3Hb nerkux

3.2. NHTepcTnumnanbHble 3aboneBaHuns nerkmx

3.3.[pyrve 3aboneBaHns NerkMx Co CMeWwaHHbIMU PEeCTPUKTUBHBIMU U O6CTPYKTUBHBIMW HapyLLUEHUAMN
3.4. HapyweHusa abiXxaHusa BO BpeMs CHa

3.5. CMHAPOM anbBeOIIPHOM TMNOBEHTUASILUMK

3.6. BbicokoropHas JIIr

3.7. AHOManuun pasBuTUS Nerkmx

4. XpoHunyeckas Tpomboambonmyeckas neroyHas runepreHsmns:

4.1. XpoHuyeckas TpoM603Mb60nnSa B CUCTEMY NIEFOYHON apTepun

4.2. [pyrvne o6CTpyKUMM JNIeroyHOW apTepun (aHrmocapkoma, JApyrve BHYTPUCOCYAUCTblIE OMyXOnu,
apTepUnT, BPOXAEHHbIE aHOMaNuKn, NnapasuntapHole 3abonesaHns)

5. JIF HEM3BECTHOro MM CMELLaHHOro reHesa:

5.1. Fematonornyeckne 3aboneBaHns (XpoHuU4Ueckass reMonMTUYEcKass aHeMusi, MuenonpoandgepaTuBHble
3aboneBaHusi, CNIEH3KTOMUS)

5.2. CucTteMHble HapyuweHus  (Capkowaos,  NIerovHbli  FUCTUOUUTO3,  SIMM@aHrnonenommomaTtos,
HelripodunbpomaTo3, BaCKyNuUTbl)

5.3. MeTtabonnyeckne HapyweHus (rmMKoreHo3bl, 6onesHb Mowe, AMCPyHKUNS LMTOBUAHON Xere3bl)

5.4. [Opyrue (onyxonesass o06CTpyKkuusi, @GUOPO3MPYIOWNIA  MeauacTUHUT, XpOoHMYecKkass noveyHas
HeAO0CTaTO4YHOCTb, cermeHTapHas J1IN)

CoryacHO reMoOAMHAMMYECKOI KaacCudUKaALMM BbIIEISIOT MTPeKanuISIPHYIO
U nocTKanmmwuIsipHyio dopmbl JIT' (Tabnuiia 2).

Tao6numa 2- l'emoguHaMuuyeckast Kaccu@mKaiust JIerouHoi TUIepTeH3nmn



OnpepnenexHne XapakTepucTtmkm KnunHuueckue rpynnbi

Jlero4yHas ONAcp. = 25 MM pT.CT. Bce rpynnebl

rmnepTeH3uns

MpexkanunnapHas JI AONAcp.= 25 MM pT.CT. 1. JleroyHas apTepuanbHas
AO3NA < 15 MM pT.CT. rmnepreHsns

3. JII BcneactBme 3aboneBaHuii nerkmx
W/vnum rmnokceMmnmn

4. XpoHunyeckas TpomboaMmbonnyeckas
nr

5. JIF HEM3BECTHOro WU CMEeLIaHHOro
reHesa

MocTtkanunnsapHasa JIr ONAcp. = 25 MM pT.CT. 2. JlerouyHas runepTeH3ns BCneacTBue
O3J1A > 15 MM pT.CT. naTonorMmn nNesbixX OTAENOB cepala

5. JIF HEeM3BECTHOro WNM CMEeLIaHHOoro
reHesa

M3onmnposaHHas Ounactonnyeckui rpagmeHT < 7 MM pT.CT.
noctkanunnapHasa Jir JICC <3 EA. Bypa

KombuHnpoBaHHas [Ounactonnyeckuin rpaameHT = 7 MM pT.CT. +
noctkanunnapHas " NCC > 3 EA. no Byna

npekanunnsapHasa Jir

Kpurepusamn MpeKanuUISIpHOM JIT aBisoTca:IIpumeuanne.
Ouacronnueckuii rpagueHT = uactonmndeckoe [IJIA - [13JIA

cpenHee IaBjeHue B JierouHoi aprepun (JJIAcp.) > 25 MMPT.CT. 110 JaHHBIM
KIIOC;

IaB/ieHMe 3aKJIMHMBaHMS B jierouHoit aprepun ([13JIA) < 15 Mm pT. CT.
Bce BbIllIeyKa3aHHbIe TTapaMeTpbl JOJKHBI M3MEPSIThCS B ITOKOE.

Takoil remMOOMHAMMUYECKUI BapuMaHT MOXHO BbIsIBUTHL NpuJIAT, JIT
BCJIeZICTBME TaTosoruu jerkux, XTIJIT, cmemanHbix hopmax JIT'.

IMocmkanunnapnasa ¢opma JII' onipepensercs ripu JJIAcp. > 25 MMPT.CT. u
IO3JTA> 15 mm pT. cT., xapaktepHa mjsi JII' BcaencTBue IMATONOTUM JIEBBIX
OTIeNoB cepaua (rpymnmna 2).

IviacTonuMueckuii rpagMeHT B HacCTosllee BpeMsl cuuTaeTcs Haubosee
MHPOpPMATUBHBIM IIOKa3aTejeM, OINpeJe/sioNMM XapaKTep JIerOUHOI
cocyauctoit 6onesnn[3,17]. B Hopme OH HaxomuTcsl B Ipemenax 1-3 Mm
PT.CT., Y HAIMEHTOB C 3a00/eBaHUSIMM Cepalla - A0 5 MM pT.cT. BenmunHa
IMACTOJIMUECKOTO TrpajJMeHTa KakK pa3Huila MeXAy [OMacTOJIMYEeCKUM
IJIA(OOJIA) n J3JIA 1103BOJISIET BBIAEIUTD MOATUIIBI MOCTKANM/IISIpHOM JIT



2. JInarHoCTHUKa

Crpaterus 2.1. )Kano6bl 1 aHaMHe3

e PexromeHayeTcsl cOOMpPaTh IMOTHBIN MEeOUIIVMHCKNI Y CeMEeJfHbIi aHaMHe3 Y
Bcex OOJIbHBIX C MMO03peHnem Ha Hammume JII[1-3].

VYpoBeHb yoenuTenbHOCTH pekomMeHaanuii I (YpoBeHb TOCTOBEPHOCTU
nokasaTenbCTB C).

Kommenrapumn: Bce xiauHuueckue cumnmomst JII, e6wisienssemovle npu
paccnpoce u ocmompe 00JIbHblX, He SBJIAOMCI NAMOZHOMOHUUHBIMU, YMO
yacmo 3ampyoHsiem pauHwow JduazHocmuky[1-3]. Cnekmp KAUHUYECKUX
CUMNMOMO8- 00blWKA, C1a00CMb, NOBbIUEHHAS YMOMJISEMOCMb, 00U 8
obnacmu cepoua, 20J1080KPYHEHUSI U CUHKONAIbHbIE COCMOSIHUSI- 00YC/I08/1€EH,
2/1A8HbLIM  00pA30M, 08YMSI OCHOBHBIMU NPUUUHAMU- 3MO HAPYUWIEHHbIT
mpaHcnopm Kuciopooa u CHuxeHue cepoeuHozo evibpoca (CB). Ha
HauanbHoM 2smane 3abosiesavue Moxem npomekams 06eCCUMNMOMHO.
Odviwika npu Qusuueckux Hazpy3kax sejsiemcs Haubosnee UACMbIM
cumnmomom Oebioma 3abonesarusif11,18]. IIpusHaku npasoicenydoukosoli
cepdeuHoli HedocmamouHocmu (OmeKku, YyeejuueHue neueHu, acyum)
nos18/I1I0MCs y uacmu nayueHmos 8 cmaduu npozpeccuposaHust 3a601e8aHusl.
Y omoenvHbix 60bHBIX, CUMNIMOMbL MO2ym 0blMb C8SA3AHbBI C OC/IOHCHEHUSML,
00YC/I08/IEHHbBIMU ~ KOMNpeccueli  ulu  AHOMAnbHelM  pachpedeseHuem
KpoB8omoka 8 Jsiezkux. lunamayus 1e20uHol apmepuu Moxem npueooums K
ocunocmu 20a0ca, eciedcmaue coasieHusl 6038PANHO20 20pMAaHH020 Hepad,
Xpunyiomy ObIXAHUW U3-3a Komnpeccuu O0bIXameJibHvlX nymeli U aH2UHO3HbIM
bonam 8cedcmeue Komnpeccuu egoli KopoHapHolii apmepuu. Kposoxapxarue
y nauueHmos JIAI moxcem Obimb C853AHO C pPA3PbIBOM OPOHXUAILHBIX
apmeputi  cnusucmoti  O6pouxos. K  cumnmomam,  C883aHHbIM  C
conymcmeylowumu  3a60n1e8aHUIMU, MOXCHO OMHECMU OPMONHOI U
NapoxcusMaibHoe Hapacmavue 00blWKU 8 HOUHBbIE UACbl YKA3bléaem Ha
noevluleHue B8eH03H020 JaejieHus U 3acmoliHvle s[6/1eHUSl 8 MAOM Kpyze
KposooOpaweHus 8ciiedcmeue nopaxeHus Jjesvlx omoenos cepoya [1,12].
Apmpanauu, KOXcHble nposieJieHus, Jauxopadka u opyzue CUMNMOMbl
3a60ne8aHuli CoeOUHUMENbHOL MKAHU YKA3bl8AM HA C8513b 00bIWKU C
cuCmeMHbIMU 3a00J1e8AHUSIMU COEOUHUMENbHOU MmKaHu. Xpan u HOuHoe
anHoa, €653b 00bIWKU C HAPYWeEHUSIMU ObIXAHUS 80 8peMsi CHA mpebyem
nposeodeHus NOJIUCOMHOZpAPUUECKO20
uccnedo8aHusl.

Cumnmomsl npozpeccuposanust 3a60/1e8aHus: 0meKU HUMCHUX KOHeuHocmeli,
acyum, CHuxceHue annemumd, 8blpaxeHHAs C1aboCmp c8UOemenbCmaym o
JucyHKyuu npagozo eayoouka, HapacmaHuu cmeneHu mMpukycnudaibHou
HedocmamouHocmu. [Ins ouyeHKu OuHAMUKU meueHus 3abonesaHus u



a¢ppexmusHocmu nposodumoii mepanuu  HeoOX00UMO  KOJUUECMBEHHO
oyeHusams moaepaHmHocms K usuueckum Hazpyskam (@K, mecm 6-
MUHYMHoOU Xx0060b1 (T6MX).

e PekOMeHIyeTCS MCKIIOUUTL B aHaMHe3e Haluuue KIVMHUYECKON
CUMIITOMaTUKU Y POJCTBEHHUKOB OOJbHOTO, YUMUTHIBASI YCTAHOBJIEHHBIN
HactencTBeHHbIN acriekT JIAT u XTOJII [3,7].

VYpoBeHb yoenuTenbHOCTM pekomMeHaanuii I (YpoBeHb TOCTOBEPHOCTU
nokasaTenbCTs C).

2.2. ®usukajbHoe 00cjIegoBaHue

e PexkoMeHIyeTCs IPOBECTU HAPYXHBIM OCMOTP IallieHTa, OLLeHUTDb POCT U
Maccy TeJa, ypoBeHb (GMU3MIECKOT0 pasBUTHS y Bcex 60mbHBIX JIT' [1-3].

VYpoBeHb yoeauTenabHOCTU pekomeHaauui I (YpoBeHb TOCTOBEPHOCTHU
nokasaTenbCTB C).

KommenTapumn: Ilpu ¢usukanvHom ocmompe nauuenmos ¢ JII' Haubosee
uacmo 8blA6/1emcs. aKpouuaHo3, npu OAUmMenbHoOM meueHuu 001e3HU-
U3MeHeHue (anavz naavyes no muny «06apabaHHvlXx nanaouek» u Hozmeti 8
8uUOde «uacos8vlx CMeKOJI», U3MeHeHUe (POopMbl 2PYOHOUl KaemKu y GONbHbIX C
am@u3semoli nezkux («6ouxkoobpasHas» epyoHas knemka). Ilpu passumuu
npasoxceny0oukosoli cepdeuHoli HedocmamouHoCcmu y 607bHbIX OMMEUArMCS
Habyxuiue weliHvle 8eHbl, 2enamomezaius, nepugepuueckue omexku, acuum.
IIpu ayckynemayuu ¢ 602swi0li doneli 8epoSIMHOCMU MOXHO YCMAHOBUMb
Halu4ue namoJo2uu ezkux u cepoua, a makxxie 8vlpareHHocms JiI.

Hanuuue 0ONnoONHUMENbHBIX KAUHUYECKUX NPU3HAKOB, MOMEm NnOMOUb
npednonoxums npuuuuy JII. Teneanzuskmasuu, cuHopom PeliHo u omek
naasyes Kucmeti xapakmepHsl 01 CUCMeMHOU ckdepodepmuu, Kpenumayus
npu ayckyiemauyuu xapakmepHa Oas UHMeCMuyuanbHozo 3a00J1e8aHUsl
JIezKux, cocyoucmsle 38e300UKU N0 Muny NaymuHKu U NAJbMAapHas apumema
npednonazarom 3a60/1e8aHue NEUEHL.

e PexoMeHyeTCsI IIPOBECTY ayCKY/IbTALIMIO cepiia y Bcex 60mbHbIx JIT'1-3].

VYpoBeHb yoeauTenabHOCTU pekomeHaauui I (YpoBeHb TOCTOBEPHOCTHU
nokasaTenbCTB C).

KommeHnTapumu: XapakmepHoimu ayckyismamueHsiMu npusHakamu JII'
aensomes akyeim II moHa Had nezouHoll apmepueti, NAHCUCMONUUECKUL
cucmonuueckutl wym mpuxychudaivHoli HedocmamouHocmu, wym Ipaxema
Cmunna [1,2,18].

e PexoMeHyeTCsI TPOBECTH ayCKY/IbTALINIO JIETKMX Y BceX 60mbHbIX JIT'[1-3].



VYpoBeHb yoenuTenbHOCTM pekomMeHaanuii I (YpoBeHb TOCTOBEpPHOCTU
nokasatenbCTs C).

KomMmeHTapum: AyckyismamusHas KapmuHa 6 nezkux y 00/bHbix JIAI He
U3MeHeHda.

2.3. JJabopaTopHas AMarHoCTMUKa

e PexkomeHIyeTCsI MPOBOAUTDL OOIIMIT M OMOXMMMUUECKUI aHaIMU3bl KPOBU,
MMMYHOJIOTMYECKIEe TEeCThbl, OLleHMBATh QYHKIIMIO IIUTOBUIHON XKele3bl Y
Bcex IanueHTOB JIAI' il OMAarHOCTMKM acCCOLMMPOBAHHBIX COCTOSTHUIA
[9,10].

VYpoBeHb yoenuTenbHOCTH pekomMeHaanuii I (YpoBeHb TOCTOBEpPHOCTU
nokasaTenbCTs C).

e PexoMeHIyeTcsl TIpOBeeHMe OOIIero aHajau3a KpOBU C OLIEHKON YPOBHS
reMOIVIOOMHA M TeMaTOKPUTA, KOJMYECTBa IPUTPOLIUTOB, JIEMKOIIUTOB,
TPOMOOIIUTOB, CKOPOCTM OCEeJaHUsI IPUTPOIUTOB y BcexX 60ibHbIX JII' mipu
TIepBUYHOI OUArHOCTUKE U Kaxable 3-6mecsnes [9,10].

VpoBeHb yoenuTeabHOCTH pekomMeHaanuii I (YpoBeHb TOCTOBEpPHOCTHU
nokasaTenbCTs C).

e PekomeHIyeTCs  IIpOBedeHME  OMOXMMMUECKOTO  aHalu3a  KpPOBU
(KpeaTUHMH, HaTpUii, KaJuii, acrnapratTamuHoTpaHcdepasa,
acrapratraMmuHoOTpaHcdepasa, OMIMpPYyOMH, MoueBas KUCIOTA) Y BCeX
6onbHbIX JI[' mpM  MEpBUUYHONM [OMArHOCTMKE M Jajiee KaXkiable 3-6
Mmecsues[1-3].

VYpoBeHb yoenuTenbHOCTM pekomMeHaanuii I (YpoBeHb TOCTOBEPHOCTHU
nokasaTenbCTs C).

e PekoMeHJIyeTCSI exxeMecsiYHOe TIpOoBeJeHre OMOXMMUYECKOro aHaam3a
KpPOBU C MCCIelOBaHNEM acrapraTamuHoTpaHcdepassl,
acnmapraTamuHOTpaHcepaspl U OuaMpyomMHa y Bcex OombHBIX JIT,
MOJIYyYaIOIX aHTarOHNUCTDI pelenTopoB 3HnotenuHa (API)[1-3].

VYpoBeHb yoenuTenbHOCTM pekomMeHaanuii I (YpoBeHb TOCTOBEPHOCTU
nokasaTenbCTs C).

e PexoMeHIyeTcsl ~ OLleHMBAaTh  KoaryjiorpamMmy, D-aumep, ypOBHU
antTuTpom6uHa III u nporenHa C mjist UCKIIOUEHUS] TPOMOODUIMHY BCex
60nbHbIX JIT' TpU epBUYHOI AMarHocTuke [1-3].

VYpoBeHb yoenuTeabHOCTH pekomMeHaanuii I (YpoBeHb TOCTOBEpPHOCTU
nokasaTenbCTB C).



PexomeHIyeTcsl eXeMeCSYHO OLleHMBAaThb YPOBEHb MEXAYHapOLHOro
HopManu3oBaHHoro oTHomeHus: (MHO) y Bcex 60bHBIX JIT', TTOTydatonmx
BapdapuH [1-3].

VYpoBeHb yoeguTenabHOCTM pekomeHaanuii I (YpoBeHb JOCTOBEPHOCTU
nokasaTenbCTs C).

PekomeHAyeTCSl OlleHKa TOPMOHA/IbHOV (YHKIMM IIUTOBUIHON >Kejie3bl
(T3, T4, TMpPeOTPOIHbIII TOPMOH) Y BceX 00ibHBIX JI[' MpyU mepBUYHOI
IuarHocTuke[1-3].

VpoBeHb yoenuTenbHOCTH pekomMeHaanuii I (YpoBeHb TOCTOBEpPHOCTU
nokasaTenbCTs C).

PexomeHnyeTcsl MpoBefeHNMe MMMYHOJOIMUYECKUX TeCTOB (aHTUTeNla K
dochonmunmoam (BOTYaHOYHBIN aHTUKOAI'Y/ISHT, a”HTHUTeIa K
KapOVOIUIIMHY) TIpU Nofo3peHun Ha Hamuuume XTOJII' ripu nepBUYHON
IuarHocTtuke [1-3].

VYpoBeHb yoenuTeabHOCTH pekomMeHaanuii I (YpoBeHb TOCTOBEpPHOCTU
nokasaTenbCTB C).

PekoMeHIyeTCsl OlLleHKAa TUTPa aHTUMHYKJIeapHbIX aHTUTEN y OONbHBIX C
nogospenueMm Ha JIAI' crapme 40 jeT sl MCK/IOYEHMS accouyauum C
C3CT nipu nnepBUYHOI ayarHoctTuke[1-3].

VpoBeHb yoeauTenabHOCTU pekomeHaauuii I (YpoBeHb TOCTOBEPHOCTHU
nokasaTenbCTB C).

PekoMeHyeTCsl MccaemoBaHMe YpoBHS N-TepMMHANIbHOrO ¢parmeHTa
HaTpuiypetuueckui nponerntuaa mosrosoro (NT-proBNP) B cbiBOpoTKe
(mnasme) KpoBu y 60sbHbIX JI[' MpM IepBUYHOI OMArHOCTMKe U [Aajee
Kaxkaple 3-6 mecsues [1-3].

VpoBeHb yoeauTenabHOCTU pekomeHaauui I (YpoBeHb TOCTOBEPHOCTHU
nokasaTenbCTB C).

PekoMeHIyeTCsl IPOBeIeHNEe CepoIorMueckoro Tecra Ha BUY-uHbekmuio
y Bcex 6ombHbIX JIT1,3].

VYpoBeHb yoenuTenbHOCTH pekoMeHaanuii I (YpoBeHb 1OCTOBEpPHOCTHU
noxka3aTenbCTs C).

2.4. I/IHCTp_YMEHTaJII)Ha}I AUNArHoCTUKA

IIpy oOHaApy>KeHMM IIaTOJOTUYECKMX W3MEHEHMI, YKa3bIBAOIIMX Ha
Haymmuue JII', peKOMeHI0BaHO IIPOBECTH CAeOYIOIIe MHCTPYMEHTaIbHbIE
MEeTObI 00C/IefOBaHMS.



e PexomeHpayeTcsi IpoBefeHue anekTpokapauorpadunm (DKL) y Bcex
6ombubIx JIT' [1,3,19].

VYpoBeHb yoenuTeabHOCTH pekomMeHaanuii I (YpoBeHb TOCTOBEpPHOCTU
nokasaTenbCTs C).

KommenTapumn: IKI gvis87155em npusHaku 2unepmpouu u nepezpysxu IDK,
Junamayuu u 2unepmpoguu npasozo npedcepdus (III1) (p-pulmonale),
OMKJIOHEeHUe 37ekmpuueckoli ocu cepoya enpaso. Iunepmpogus IDK
govisisasiemcs y 87%, omkJloHeHUe 31ekmpuueckoll ocu cepdua enpaso- 'y 79%
6onvHbix ¢ IT. Yuumuigas, umo uyscmeumenvHocmos IKI' cocmasnsem nuuiv
55%, a cneuuguunocmo- 70%, SKI He 8cez0a s8.15emcst MeEMOOOM CKPUHUH2A
8 duazvocmuxke JIAI. YV 60onvHbix ¢ msxcenoii JIAI' moxcem o0OHapymueamocs
HeusmeHeHHast OKI' [1,2].

e PekomeH[yeTcs TpoBefeHNe PeHTreHorpaduy OpraHoB IPYOHON KIETKU Y
BCex 60mbHbBIX JIT1-3,20].

VYpoBeHb yoenuTenbHOCTU pekomMeHpanuit I (YpoBeHb TOCTOBEpPHOCTHU
noxka3aTenbCTs C).

KommenTapum: PeHnTreHorpadus OopraHoB TPyJHOV KJIeTKM MO3BOJSIET
YTOUHUTb 3THoMOrUi0 JII': BBISBUTb MHTEpPCTUIMATIbHbIE 3a00/eBaHMs
nerkux, mnpuobpereHHole u BIIC, cymuth o Tspkectu JII. OCHOBHBIMM
peHTTeHo/MIorMYecKMMI npusHakamu JII' SIBASIIOTCS BbIOyXaHMe CTBOJIA U
7IeBOil BeTBM JIETOUHON apTepuu, KOTOpble GOPMUPYIOT B TIPSIMOI
npoexkuun II myry 1o JieBOMy KOHTYpPY cCepAlia, pacliMpeHue KOpHen
JIeTKUX, yBelMUeHe MpaBbIX OTHENOB cephalia. Y OOMbIIMHCTBA OOMbHBIX
WJII' oTMeuaeTcs MOBBILIEHME T[IPO3PAYHOCTU JIETOUHBIX IIOJIeM Ha
nepudepun 3a cueT 06eTHEHMS JIETOYHOTO PUCYHKA.

e PekomeHnyeTcs IpoBeJieHne TPAHCTOPAKaJIbHOM Ox0KT, Kak
HEMHBA3MBHOIO [OMArHOCTUYECKOTO MUCCIenoBaHus 1-il JuMHUM, y BCex
60/bHBIX C TTIoA03peHneM Ha Hanmume JIT [1, 3, 21,22].

VYpoBeHb yoenuTenbHOCTH pekomMeHaanuii I (YpoBeHb 10OCTOBEPHOCTHU
noxkasarenbCTB C).

KommenTtapun: OxoKIT cuumaemcsi Haubosee UYEHHbIM HEUHBA3UBHLIM
memodom OduazHocmuku JII, mak Kak no3eoJjisiem He MOJbKO OYeHUms
yposeHv [IJIA, HO u daem 8axcHYH UHGPOPMAYUK 0 NPUUUHE U OCTOMCHEHUSIX
JII. 'Y nauyueHmos ¢ Hanuuuem 3Hauumotli JII' ewisiesisiemcst pacuiupeHue
nonocmeti npasozo npedcepdus (III1) u IDK, ymonweHue nepedHeti cmeHKuU
IDK, usmeHsiemcs xapakmep O08UMEHUS MeXHeydouKoeoll nepezopooku: 8
cucmosy oHa cmeujaemcs “napadokcansHo” 8 cmopouy IDK.

e PekOoMeHIyeTCs OLIeHUBATb BePOSTHOCTb Haiaumuug JII' 1o [aHHBIM
TpaHcTOpaKanbHOM IXOKI' y Bcex OonbHbIXx JII' Ha OCHOBaHUM



orpeneyieHus] CKOPOCTU TPUKYCIIUAAIbHOVW PEeryprutauum M HaIUudus
IOTOTHUTEIbHBIX (haKTOPOB puckKa[3].

VYpoBeHb yoenuTeabHOCTH pekomMeHaanuii I (YpoBeHb TOCTOBEpPHOCTU
nokasatenbcTs C).

KommenTapuu: /Ins onpedeneHus eeposmuocmu JII' 'y 60NbHBIX C
cumnmomamu 3ab6ose8aHus Ha Imane CKPUHUH2A NPEONIOHEHO UCNO0J1b308AMb
nokasameJsb CKOPOCMU NOMOKA HA MPUKYCNUOATbHOM KaanaHe (mabnuya 3).

Ta6mmua 3. BeposstHocTb JII' Ha OCHOBaHUM JaHHBIX 9XOKapauorpabun

CkopocTb TPUKyCnuaanbHOM Hanuuune [OMNONIHUTENbHbIX BepoaTtHocte JII no AaHHb
peryprutauunm 3xoKrl- npusHakos IxoKIr

<2,8M/cek. nnu He nsmepsietcs HeT HU3Kas

<2,8mM/ceKk. unu He usMepseTcs na cpeaHsas

2,9-3,4 HeT CpeaHss

2,9-3,4 na BblCOKas

>3,4 He TpebyeTcs BblCOKas

Bosiee mpaBuiabHas olleHKa BeposiTHocTu JII' GymeT ycTaHOBJeHa IIpu
aHa/JiM3e  [OIOJHUTENbHBIX NpPU3HAKOB  mnoBbimeHus [HJIA  1ipu
UCCIeJOBAHUM TMPABbIX OTAEIOB CepAla, JIerOYHOM apTepuu U HUOKHeNn
rioso¥i Bensl (HIIB) (Tabnuiia 4,5)

Tao6nuia 4. Ixokapauorpaduueckue MpMU3HAKM JIETOUYHONM TUIIePTEH3UA B
IOTIOTHEHME K M3MEePEeHUI0 CKOPOCTU TPUKYCIIUIATbHOV perypruTanumn

A: npaBblit Xenyaoyek B: neroyHas aptepus C: HWXKHSA Nonas BeHa 1 npasc
npeacepave

MXK/JDK  6a3anbHblii  gMameTp AT BTMX <105 m/s wm HMB>2,1 cm (<50%)

>1.0 CpeAHEeCUCTOIMYECKUI MUK (<20% Ha CMOKOMHOM AbIXaHWy
MapaaokcanbHoe ABWXEHNEe V paHHero nuka AMacTo/IMYECKOMN nnowaab MM B cucrony
MEeXOKeNyA0YKOBOM peryprutaumu > 18 cm2

Neperopoaku; > 2.2 M/c

M3 XX > 1,1 B cucrtony u/vnm

anacrony)

- Onametp JIA >25 MM -

Ilpumeuanue: BeposaTHOCTh JII' TIpM OlleHKe pa3IMUYHbIX KaMep U COCYI0B

cepaua (A/B/C):

A: TDK - nipaBoro xenynouka; B: JIA — nerounon aprepun; C: HIIB n ITIT -
HIDKHEe TII0JIo BeHbl M MpaBoro mnpepcepaus. WD - uHAOEKC
skcueHTpuyHoCcTH; AT BTIDK — cucronmmueckoe BpeMsi YyCKOPEeHMS IIOTOKa
B BBIXOZHOM TPaKTe IPaBOro XXeaya0uKa.

ITpu BbICOKO¥ BeposiTHOCTM Hanmumst JII' pekoMeHAyeTcst 1000c/ieoBaHue,
BKitouas KITOC [3].



VYpoBeHb yoenuTenbHOCTM pekomMeHaanuii I (YpoBeHb TOCTOBEpPHOCTU
nokasaTenbCTs C).

[Tpu cpenHeii BeposiTHOCTY Hanmmuus JII' pekomeHayeTcst 4ooOCaeq0BaHMe,
Brirouas KIIOC [3].

YpoBeHb peKoOMeHaaIni IIa

JOCTOBEPHOCTU NO0Ka3aTe/IbCTB B)

yoeauTeTbHOCTU (YpoBeHb

Tao6auma 5. CtpaTerusi IMarHOCTUKY B 3aBUCHMMOCTU OT BeposiTHOCTH JIT
no ga”HHbIM OXOKI' y mauueHTOB C KIMHUYECKMMM CUMITOMamu IIpu
HAJIMYUM U OTCYTCTBUM akTOpoB pycka JIAT miu XTIJIT

BeposaTHOCTb Mpwn oTCyTCTBUMK YpoBeHb Mpwn Hannymun YpoBeHb
nr no OP NAT/XT3Nr ybeanTenbHoCTH OP NAT/XT30r ybeanTenbHoCTI
LAHHbIM pekoMeHAaunin- pekoMeHAauunin-
OxoKIr YpoBeHb YpoBeHb
[OCTOBEPHOCTH [OCTOBEPHOCTU
[oKa3aTenbCTB [oKasaTenbCTB
Huskas PaccmoTpeTb IIa-C PaccmoTpeTb 3xo0KT- ITa-C
anbTepHaTUBHBIN KOHTPOJIb
AvarHos
CpeaHsas PaccmoTpeTb ITa-C [oobcnenosaHue, ITa-B
anbTepHaTUBHbIN Bktoyvaa KMNOC
avarHos u OxoKr-
KOHTPOJIb
Bo3MoxHO ITb-C ITIa-B
paccMoTpeTb
noobcnenoBaHune
Bbicokas [oobcnepnosaHue, I-C [Noob6cnenosaHue, I-C
Bkntoyasa KMNoC Bkatoyasn KMNocC

PexomeHnayetcst otleHuTb CIIJIA meTomom pornruiepIXxoKI' y Bcex 60/IbHBIX
XTJJIT' Ha OCHOBaHMUM CKOPOCTU TPUKYCIIMIAANbHOM peryprutauuu [1,20].

VpoBeHb yoeauTenabHOCTU pekomeHaauui I (YpoBeHb TOCTOBEPHOCTHU
nokasaTenbCTB C).

Honnnepoepagus  noseonsem cKOpoCcmb
Kp0B80omoka 6 cepouye, umo 8 c8oio ouepeds daem 803MOMCHOCMb HEUHBA3UBHO
onpedeaums [JJIA [22]. [To cmeneHu mpukychudansHoU pezypeumayuu MO#CHO
pacuemHsiM nymem onpeoeaums 8eauduHy cucmoauueckozo IJIA (CIJVIA) ¢
NOMOWbH MOOUPUUUPOBAHHO20 ypasHeHusi bepuyanu: DP= 4V°, 20e DP -
epadueHm OdassieHusi uepe3 mpexcmeopuameslii Kaanad, V- cKopocmo

MpuKycnuoanwsHoli pezypeumauuu 8 M/C., hpu omcymcmeuu o06cmpyKuyuu

KommeHTapuu: usmepumsos

8bIHOCAUIE20 MpAKMA Npasozo xcenyoouka u cmeHo3a JIA. JIna nodcuema
CIVIA memodom onpedeneHust 2padueHma 0asaeHus uepe3 mpukycnuoanbHblli
KnanaH K epadueHmy O0o0nxcHO Obimb OdobasneHo dJasJieHue 8 Npasom
npedcepduu (IIII). Ilo coepemeHHbIM pekomerndauusm, CIJIA onpedensiom ¢
yuemom dasnieHus 8 HIIB u ee koinabuposarus Ha 8doxe. Hccnedosarue HIIB
no3eosisiem 00BeKMUBU3UPOBAMDb 518JIeHUSL 3ACMOSI KPosU 8 OO0JIbUIOM Kpyze
Kpo8oooOpawjeHus, a makxxe KOCBEHHO OUEHUMb YPOB8EHb CUCMOJIUYUECKO20
oasneHuss 8 npasom npedcepduu, mo ecmv UEHMpPAIbHO20 BEHO3HO020
dasnenus. Hccnedosarue nposodsm u3 cyokocmanvHozo docmynd, oamuux
ycmaHaeausarom nod meuesudHslM 0mpocmKoM U OpueHmupyrom 6 nosuyuu



onuuHoti ocu HIIB. Tuamemp HIIB ymenvuiaemcs Ha 21y60KoM 800Xe, K020a
ompuyamenvHoe OasieHue 6 2pyoOHOll Kiemke 6edem K Yy8eaudeHuo
HanonHeHus IDK us cucmemHulx 6eH. JJuamemp HIIB u npoueHm ymeHbUEeHUS
duamempa 80 epems edoxa koppenupyrom c JIII1. Y 300po802o uenoseka npu
HopmanvHom JIIIT, pasHom 00biuHO 5 Mm pm. cm., duamemp HIIB meHblue
2,1 cm, u oHa cnadaemcs nocue 21y6oko0z2o 8doxa 6onee uem Ha 50%. Ilpu
HAIUYUU Npasoxenyooukosoll HedocmamouHOCMuU, NOBblUEHUU KOHEUHO-
duacmonuueckozo daeneHus 6 IDK u I, Habawdaemcs 3ampyoHeHue
npumoxka kposu k cepouy. IToomomy koanabuposarue HIIB 80 8pems 80oxa
CYWecmeeHHO yMeHbluaemcs, 4mo 518/11emcs nokasamesuem 3acmosi Kposu 6
geHax 00/1bUI020 KpYy2a KposoobpauieHus u ceudemenbcmeyem 0 no8bvllleHUU
AIIII. /Tunamauus HIIB 6onee 2,1cM npu HOPpMAAbHOM pecnupamopHoM
kosnance 6osee 50% npednonazaem cpedree yseauuerue JIIIT (6-10 mm pm.
cm.). Ecau pecnupamopHstti konnanc menee 50%, I cocmasasiem om 10 do
15 mm pm. cm. Hunamauus HIIB 6e3 koananca Ha edoxe npednosnazaem
3HauumesnvHoe ygeauueHue daseHus 6 I1I1 6onee 15 mm pm. cm.

PekoMeHayeTcsl IIpoBemeHue upecrnuileBogHoili IXOKI' y OOJMbHBIX C
MOJ03PEeHMEM Ha Ha/JIMUMe OTKPBITOIO OBAJIbHOIO OKHA WM/IM HEOOJBIIOTO
JOMIIIT [1-3].

VYpoBeHb yoenuTenbHOCTM pekomMeHaanuii I (YpoBeHb 10OCTOBEPHOCTHU
noxkasaTenbCTB C).

KommeHnTapum: Boissenerue BIIC sensiemcsi 00HOU U3 8axcHulx 3adau 8
JuppeperyuanvHo duazHocmuueckom anzopumme npu nposederuu IxoKIT.
Haubonee uacmoii npuuuHoii npekanuansipHoii JII' senswomcs cenmanvHoble
depexmol, OAII, aHOMaNbHbIL OpeHax3< 1e20UHbIX 8€H U Opy2ue, 8 MOM UuUce,
cnoxcHole BIIC. Y uacmu 60716HbIX, 0COOEHHO hpu pa3sumuu 8sicokoti JII, 3mo
npedcmasnsem onpedejieHHble mMpyoHocmu u mpebyem nposedeHus
upecnuujegooHoli IxoKI' unu dpyaux uHcmpymeHmanvHvix memodos (MPT,
MCKT ¢ xoumpacmuposaHuem) O ymouHeHus duazHo3d. K coxcanenuro,
mpaHcmopaxanvHas IxoKI' 6 nokoe He no3eosisiem uckatouums JII' npu siezkoti
u bGeccuMnmomHoll (opme, HO daem B03MOMCHOCMb ONpeOenUmMs HU3KYIO,
CpeoHio WU BbICOKYH anpuopHyr eeposmuocmo JII. Kpome mozo, psd
axoxkapduozpaguueckux nokazameneti Hapsidy ¢ Opy2umu, 8HeCeHbl 8 NePEUEHb
Kpumepues npoezHo3a u pucka 3abonesavuss (naowade IIII, esinom 6
nepukapo u dp). Takum 6pa3zom, OxoKI 1687155emcsi 8aHCHbIM UHCMPYMEHINOM 8
duazHocmuxke u gedeHuu 601bHbIX ¢ JIT, no3eonsiowum nposodums CKPUHUH2 Y
CUMNMOMAMUYHbIX NAUUEHMO08 U 8 2pynnax ¢ (akmopamu pucka,
JupgeperyuanvHyro 0uazHoCMuKy pasiuuHslx 3a0onesaHuti, npugodauiux K
pazeumur JII[, oueHusams msixecms U NPO2HO3 0O0JILHLIX, a MAKHE
a¢ppexmusHocmb Npo80OUMO20 JieUeHUSL.

PexkomeHnpnyetcs mnipoBefeHue KIIOC y 6onbHBIX € IOJO3peHMEM Ha
Hammuue JIAT' g MOOTBepsKOeHMs OMarHosa U OIpeleseHNs] TaKTUKU
neveHud [1-3].



VYpoBeHb yoenuTenbHOCTM pekomMeHaanuii I (YpoBeHb TOCTOBEpPHOCTU
nokasaTenbCTB C).

KommenTapumn: Bo spemsa KIIOC ouyeHusaromcs cnedywuwjue napamempol:
daenieHue 8 npasom npedcepduu, JIA (cucmonuueckoe, OUAcCmMonUUECKoe,
cpedree), N13/IA, CB (memodom mepmodunroyuu uau memodom ®@uxka npu
HAIUYUU CUCMEMHO-JIe20UHblX WYyHmMos), AJl, Jne20uHoe U cucmemHoe
cocyducmoe conpomueJjieHue, HacvlujeHue Kuciopodom apmepuanstoti (SaOg)
u eeHosHoli kposu(SvOy) (a makxie Kposu u3 6epxHell NnoJolti 6eHsl npu
CUCMEMHO-/1€20UHbIX ULYHMAX).

Pekomenpyetcsi mpoBeneHmne O®II Bo Bpemsi KIIOC y 6onbHbIX WIIT,
Hacnenyemoit JIAT, JIAT, MHOYUMPOBAHHONM IIPUEMOM JIeKapCTB WU
TOKCMHOB [Jis1 OmpeaeieHMs] MOTeHIMaabHOM 3(QdeKTUBHOCTU TedeHuUs
a"ntaroHucramu Kanbius (AK) [1,3].

VYpoBeHb yoeauTenabHOCTU pekomeHaauui I (YpoBeHb TOCTOBEPHOCTHU
noxka3aTenabCTB C).

s IIpOBeIeHMs ODI1 peKoOMeHyeTCs MCIIOJIb30BaTh
KOPOTKOIEMCTBYIOIIME Ba30AMIATATOPbI, BO3MENMCTBYIONIME HA MaJlblit
KpyT KpoBoobGpatieHust (Tabnuia 6) [1-3, 23].

VYpoBeHb yoenuTeabHOCTH pekomeHganuii I (YpoBeHb TOCTOBEPHOCTHU
noxka3aTenbCTB C).

PexoMeHyeTCs IPUMEHATH B KaueCTBe Ba3oAuIaTaTopa Ipu npoBegeHnn
O®II nHranaUMOHHbBIN OKCHUZ, a30Ta [2,3].

VYpoBeHb yoenuTenbHOCTM pekomMeHaanuii I (YpoBeHb 10OCTOBEPHOCTHU
noxkasaTenabCTB C).

Ta6muma 6. OcTtpble (apmakosornuyeckue IMpoodbl IS  OLIEHKU
Ba30peaKTUBHOCTY Y 601bHbBIX JIT

Mpenapat MyTb BBEAEHMUSA T1/2 CrapToBas MakcumanbHas Onvtens-
nosa [o3a HOCTb

MpocTarnaHanH BHYTPMBEHHbIN 3MUH. 5 HF/Kr/MUH. no 30 Hr/kr/ 30-40MuH.

El MWH.

Okcng asoTa MHFansUMOHHbIN 15-30 cek. 10ppm 20-40 ppm 5MUH.

Mnonpoct MHransiuMoHHbIN 20-25MuH. 20MKr - 5-10MUH.

[IpMeyaHMe. ppm- 4aCTUIL, HA MUJJIMOH B Ta30BOJ CMeCcH

Pekomenpayetcst nipumeHsATh Oy O®II mMHramsiiMOHHBIN MIOMPOCT WU
BHYTpuBeHHbIN npocramianaud E1 (IITE1).

YpoBeHBb yoeauTeTIbHOCTU peKoMeHaanun ITb (YpoBeHb
IOCTOBepHOCTU nokasatenbCTs C) [1,23].



e PekomMeHIyeTCsl NMPUMEHSTb Ciaedyiolue Kputepun ajs oueHku OO®II:
ronoxkutenbHast ODIT onpenensercst npu cHyokennu [IJIAcp. 6onee yem Ha
10 MMpT.CT., DOCTVMKeHMM abCcomTHON BenmmumHbl [IJIAcp. meHee 40
MMDPT.CT. IPU YBeIUYEHUU WIU OTCYTCTBUU OuHamuku CB[2,3]. YpoBeHb
yoeauTenbHOCTM  pekoMeHzanuii I  (YpoBeHb  J1OCTOBEPHOCTHU
noxka3aTenbCTB C).

KommenTapumn: He Gonee 10-25% 6GonvHoix UJIT, Hacnedyemoii JIATL, JIAT,
UHOYUUPOBAHHOU NPUEMOM JIeKAPCM8/MOKCUHO8 UMEM NOJOMUMETbHYIO
O®@II, umo yka3sleaem Ha nomeHUuanbHyw 3pgexkmusHocme neueHusi AK
[2,3]. H3-3a 803MOXCHbIX CEPbE3HBIX OCNIOHCHEHULI He cnedyem HazHauams AK
amnupuuecku 6e3 nposederus ODII.

e Pexomenpmyercst mpoBeneHue KIIOC y 6onpHbix ¢ BIIC mjast pemieHus
BOITpoca 06 orepabesbHOCTH [3].

VYpoBeHb yoeauTenabHOCTU pekomeHaauui I (YpoBeHb TOCTOBEPHOCTHU
noxka3aTenabCTB C).

KoMmmeHTapumn: cm. npunioxceHue I.

e Pexomengyercs mpoBemenme KIIOC 'y o6onpHbIXx XTOJIIT  mis
MOATBEPXKIEeHMS IMarHo3a 1 pelieHus Borpoca 06 ornepabenbHOCTH [3].

VYpoBeHb yOoenuTenbHOCTM pekomMeHaanuii I (YpoBeHb TOCTOBEpPHOCTU
nokasaTenbCTs C).

* PexkoMeHzyeTcsl IpoBefeHMe aHTMOMynIbMoHorpadum Bo Bpemst KIIOC y
60nbHbIX XTIJIT [3, 24].

YpoBeHb yoeauTeTbHOCTU peKoMeHaani IIa (YpoBeHb
IOCTOBEPHOCTU moKa3aTe/lbCTB C).

e PexomeHnpayercsi mnpoBefeHue KIIOC y 6onbHbIXx ¢ JII' BeiaenacTsue
[aTOJIOTMMU JIEBBIX OTHEJIOB Ceplla Wau JIETKUX, eCIU pellaeTcs BOIpocC O
TpaHCIUTaHTaun|[3].

VYpoBeHb yoenuTeabHOCTH pekomeHganuii I (YpoBeHb TOCTOBEPHOCTHU
noxka3aTenbCTB C).

e PekomMeHIyeTCsl OlLleHMBATb KOHEUHO-IMacCTolAMyeckoe naasieHue B JDK
IIPU HEBO3MOXXHOCTU HaZe>KHOTo n3dmepenus [13JIA[23].

YpoBeHb yoeauTeIbHOCTU peKoOMeHanumn ITa (YpoBeHb
IOCTOBEPHOCTU IoKa3aTe/lbCTB C).

e PexkomeHayeTcs uccienoBaHMe (YHKIMM BHEIIHEro IbIXaHUSI Y BCeX
6onbHbIX JII' 1 BBIIBAEHUSI OOCTPYKTUMBHBIX WM PECTPUKTUBHBIX
M3MeHeHU U YTOUHEeHUS TSHKeCTy TTopaskeHust jerkux [1-3,25].



VYpoBeHb yoenuTenbHOCTM pekomMeHaanuii I (YpoBeHb TOCTOBEpPHOCTU
nokasaTenbCTs C).

KommenTapumn: /[n1s 6oavHbix JII' xapakmepHo ymeHvuieHue oug@y3uoHHot
cnocobHocmu MoHokcuda yenepoda (40-80% om Hopmsl), HebOMbUIOE UMU
YMepPEeHHOe CHUMEHUE JIe20UHbIX 005eMO08, HOPMAIbHOE UIU HE3HAUUMENbHO
cHuxcenHoe PaO2 u  00bluHO  CHUMGEHHOE  U3-3d  A/1bBEO0JIIPHOL
eunepgeHmunsauyuu PaCO2. Tlpu Hanuuuu Heobpamumoti obcmpyKuuu
JvixamenbHbix nymeti ceudemenvcmeyem 8 honv3y XOBJI kak npuduHbl
eunokcuueckoti JII.  CHuxceHHble Jle20uHble 00sembl U Oupgy3uoHHas
CNOCOOHOCMb  J1e2KUX (DLCO)mozym yKasoleamo Ha Hauuue
UHmMepCcMuUYUaibHo20 3a001e8aHUS JIe2KUX.

PekomeHAayeTCcsl TpoOBeAeHMEe TMOAMCOMHOTpabmuu Ojsi  UCKIIOYEHUS
CMHApOMa 06CTPYKTUBHOTO anHo3 cHa (COAC) [2,3].

VYpoBeHb yoeauTenabHOCTU pekomeHaauui I (YpoBeHb TOCTOBEPHOCTHU
noxka3aTenabCTB C).

PexomeHpgyeTcs IIpoBeJieHue BEHTUJISILIMOHHO-TIepy3MOHHO
cuuHTUTpadmm erkux s uckatouenus: XTI [3,24,26].

VYpoBeHb yoenuTenbHOCTM pekomMeHpanuit I (YpoBeHb 1OCTOBEPHOCTHU
noxka3aTenbCTs C).

KommenTtapuu: VY OGoavHoix JII' MOMHO 00HApyx#umos abConomHo
Heu3MeHeHHYI KapmuHy uiu Hebosnvuiue nepugepuueckue cybcezmeHmapHole
depekmot nepgysuu 6e3 HapyweHuli eeHmuasyuuf26]. Omom memod
aensemcs  Haubosnee UHGPOPMAMuUBHoIM 8 OUAZHOCMUKE XPOHUUECKOl
mpom60oamOoUU J1e20uHoll apmepuu u ee eemeeli. Ilpu smom Odepexkmol
nepgy3suu ob6Hapyxcusaromcs 8 00J1e8blIX U Ce2MeHMapHslX 30Hax. B
duppeperyuanvroii duazHocmuxe JIAIT u XTI uwyscmeumeibHOCMb
8eHMUNAYUOHHO-Nepy3uoHHotlicyuHmuepaguu nezkux cocmasnsem 90-
100%, a cneyuguunocme- 94-100% [2,3]. V 6onbHbIX C NAPEHXUMAMO3HOLU
Oone3Hvi0 Jle2Kux nepgysuoHHsle Jdegekmol cosnadaiom ¢ depekmamu
geHmunayuu [1].

PekoMeHyeTcsl TpoBeAeHMe KOMIbIOTepHOI ToMorpadum (KT) BbICOKOTO
paspeiieHus y Bcex 60nbHbIxX JIT' [3,27].

YpoBeHb yoeauTeTIbHOCTU peKoMeHIanui ITa (YpoBeHb
IOCTOBEPHOCTU AoKa3aTeabCTB C).

KommeHnTtapumu: KT uzpaem e8axHylo poibv 6 OJuggepeHyuanvHoti
duazHocmuke JII. Obecneuusass OdemanvHoe U300paxXceHue J1€20UHOT
napeHxuMbl, noseossem duazHocmuposams UHmMepcMuUUadIbHovle
3abonesanust nezkux u amepusemy(2,27]. Ilpu neoxenydoukosoti cepdeuHol
HedoCcmamouHOCMu Moxem 0OHAPYHUBAMbCS (heHOMEH MAmoso20 cmekad u
ymonuieHue uHmepaodynspHolx cenm. uggysHoe dgycmopoHHee ymonujeHue



UHMeEPNOOYNAPHBIX Cenm, Haaudue MeaKUuX, hnJ10X00UePUEHHbIX 0Uad208blX
meneii ykasvieaem Ha JIKIA. KT-kapmuHa XpoHuueckoli mpom6oambonuu
8KJIIOUAEem NOJIHYI0 OKKJII03UI0 JIe204HOU apmepuu uiu ee gemeeti, Haauuue
IKCUeHmMpuUecKux depexmos gcnedcmauie mpom060308 unu
pekaHanu3osaHHvle mpomowt [24].

e PexomeHpayetrcsi 1ipoBemeHne KT ¢ aHruomyiabmoHorpadmeit Iipu
obwienoBaHMK 60mbHbIX ¢ XTIJI[3,27].

VpoBeHb yoenuTeabHOCTU pekoMeHaanuii I (YpoBeHb 1OCTOBEPHOCTH
noxkasarenabCTB C).

e PexkomeHyeTcs ITpOBefieH e MAaTHUTHO-Pe30HaHCHOM Tomorpaduu (MPT)
y 60nbHbIX JIT [28].

YpoBeHb yoeauTeIbHOCTU peKoOMeHaaI i ITb (YpoBeHb
IOCTOBEPHOCTHU NoKa3aTeabCTB C).

KommenTtapuu: MPT ucnons3yemcss y 6oabHbix ¢ JII' 0711 oueHKu
namosozuueckux U (YHKYUOHANbHBIX U3MeHeHull cepdua u J1e20uH020
KposoobOpawjeHuss u 00blUHO He UCNO0Jb3yemcst 8 pPYMUHHOLU npakmuke.
I'nasubiM npeumyuiecmeom Memooa seasemcs mpexmepHuili (00BeMHbL)
cnocob noayueHusi ulobpaxeHuti 6e3 apmegpakmos om Kocmetl U J1€20UHbIX
noJieti, 8bICOKOe NPOCMPAHCMBEHHOE paspeuleHue, a makxe omcymcmaeue
Jlyuegoli Hazpy3ku, HeUH8d3UBHOCMb, eCMeCMeeHHblll KoHmpacm om
dswicywetics kposu. [1-3]. Yauje 6ceco MPT ucnonv3yemcs npu o6ciedosaHuu
nayuenmos ¢ UWII', BIIC, XTOJII.

e PexomeHnpgyetcst mpoBenieHne Y3/ BHYTPEHHMX OPTraHOB y BCeX OOJbHBIX
JIT' onst MCKIIOYeHUsST LMppo3a TMeYeH /UM TOPTalIbHOM TUIIepPTEeH3UU

[3].

VpoBeHb yOoeauTeabHOCTU pekomeHaauuii I (YpoBeHb TOCTOBEPHOCTHU
nokasaTenbCTB C).

KommenTapumu: Fcnonv3oeaHue ugemogoti donniepozpaguu no3eosnsem
JuggepeHuuposames NAcCCUBHYI0 NOPMANbHYIO 2UnepmeH3uio 8caedcmaue
npasoxcesy0oukosoli  cepdeuHoli HedocmamouHocmu UaU  8caedcmaue
B03HUKHOBEHUSI MPAHCNEYeHOUH020 BE€HO3H020 e2padueHma npu uyuppose
neueHu.

2.5. Onenka (GyHKIMOHAJBHOIO CTaTYyCa

e Pexkomenpayercs npoBeneHne T6MX y Bcex 60bHbIX JI[' IpU ITepBUYHOI
IVArHOCTUKe U KaxKable 3-6 mecsies [1-3].

VpoBeHb yoeauTeabHOCTH pekomeHaauuii I (YpoBeHb TOCTOBEPHOCTHU
II0OKa3aTeybCTB B).



KommenTapumn: Jucmanuus 8 ToMX (I6MX) obpamHo koppeaupyem ¢ @K
(BO3). Tecm 006b1ut0 donosiHsiemcs oueHkoll odviiiku no bopey. CHuxceHue
HAcbluleHUsl KUC10poo0oM apmepuaibHoli kposu Oosee uem Ha 10% 80 epems
T6MX yka3vieaem Ha NOBbIWEHHBIU puck semanvHocmu. J6MX siensemcs
nepeuuHoli  KoHeuHoli ~moukoli 8  OO/NbWUHCMBE  MHO20UEHMPOBHIX
uccnedogaHuti y 6onvHoix JIT.

Pexomennyetcsi oueHuBaTh ®K B cooTBeTcTBUM C (PYHKIIMOHAIbHOI
kinaccudukammeit BO3 y Bcex 60nbHbIX JIT' [1-3].

VpoBeHb yoenuTenbHOCTU pekomMeHpanuiit I (YpoBeHb 1OCTOBEpPHOCTHU
IIOKa3aTeybCTB B).

KommeHTapum: @yHkyuoHaivHas kiaaccugukauus BO3  sensemcs
MoO0upuyuUpo8aHHsim 8apUAHMOM knaccuuxayuu  Hoio-Hopkckoii
Accoyuauuu Cepduya (NYHA), npeodnoxenHoti ons nayueHmos ¢ XCH ons
xapakmepucmuku msixecmu JII' [1-3].

Kimacc I- 6onbHble ¢ JII' 6e3 orpaHuueHus (Ppu3nMueckoit aKTUBHOCTMU.
O6biuHast (pu3Mueckasi aKTUBHOCTb He BBI3HIBAET IIOSIBJIEHME OIBIIIKM,
c1a60CTH, 60/ B IPYIHOI KJIETKE, TOJIOBOKPYKEHMS.

Knacc II- OonpHbie ¢ JII, mpuBomsieii K HEKOTOPOMY CHMKEHUIO
du3ngyeckoit akKTUBHOCTM. B TOKoe OHM OLIyIIAIOT cedsi KOM@OPTHO,
OIHAKO 0ObIuHAsST (pu3MUecKkasi aKTMBHOCTb COIPOBOXKIAETCS ITOSIBJI€HMEM
OIIBIIIKY, CJIA60CTH, 6OV B TPYIHOI KJIETKE, TOJIOBOKPYKEHMSI.

Knacc III- 6onbHble c JII', mpuBOAsieii K BbIpa)KeHHOMY OTIPaHUUYEHMUIO
dusnueckoit akTuBHOCTU. HebosbImas pusmuveckass akTUBHOCTb BbI3bIBaeT
TMOsIBJIEHME OJIbIIIKM, CTa60CTU, 60JIM B TPYIHOI KJIeTKe, TOJIOBOKPYKEHUS.

Knacc IV- 6onbHbie ¢ JII' HECIIOCOOHBI BBHIMOMHSTD JI00YI0 (PM3UUECKYIO
Harpysky 0e3 BbIIIeNIepeuncIeHHbIX KIMHUYECKUX CUMIITOMOB. OfbIIlIKa
UM CIa00CTh MOIYT IIPUCYTCTBOBATh [ake B II0OKOE, IUCKOM@OPT
BO3pacTaeT Py MUHMMAaIbHOM Harpyske.

PekoMeHIyeTCs IIpOBedeHMe KapAuOMyJIbMOHAJbHOTO HArpy304HOIO
TecTa JJis OLeHKM BEeHTWISLMM M ra3000MeHa BO BpeMsl JO3MPOBAHHOI
dbusnueckoit Harpysku (MHAEKC IMKOBOIO IIOTpebleHus KUCIOpoma,
aHaspobHbIit mopor) [29,30].

VYpoBeHb yoenuTeabHOCTH pekomMeHaanuii I (YpoBeHb TOCTOBEpPHOCTU
IIOKa3aTeybCTB B).

KommeHTapum: Y 601bHbix JII' CHUXCEHA 8eUUUHA AHAZPOOH020 nopoza U
nuxkoeoe nompeobneHue Kucaopooa. KapouonynvmoHanvHslli HaAzpy30UHbLL
mecm UCNOb308A/ICSI 8 MHO20UEHMpPOBbIX ucciedosaHusix. B nacmoswee



8pems nukoeoe nompebyeHue Kucaopood U 8eauduHa aHas’poOHozo nopoza
paccmampusarmcs 8 kauecmae npedukimopos HebnazonpusimHozo0 NPozHo3d

[3]

2.6. JIoIIOJIHUTEIbHBIE METOABI 00C/IeTOBaAHUS

e PexomeHyeTcst MpoBeneHMe BeKTopKapauorpadum y Bcex 6ombHbIX JIT' [1,
18, 58].

YpoBeHb yoeauTeIbHOCTU peKoMeHaaIni IIa (YpoBeHb
IOCTOBEPHOCTHU NoKa3aTeabCTB C).

KommenTapuwu: BKI gbisi615em npusHaku zunepmpoguu u nepezpysxku IDK
¢ 6oabwell duazHocmuueckoti mouHocmolo, uem OKI (uyscmeumenbHOCMb
70%, cneyuguunocme 83%); nossongem OpuUeHMUPOBOUHO OUEHUBAMb
msxcecms nepezpy3Ku NPasozo eayoouxka, a maxie Moxem ucnoib308amaucs
Kax donosHumenwvHolii npedukmop npozHo3a.

e PekoMeHIyeTCsI TeHeTMYeCkoe KOHCYJbTHMpPOBaHME IaliMeHTaM C
OTSTOLI€HHBIM Hac/IefCTBeHHbIM aHaMHe30M, a Taxke WII' [2,3].

YpoBeHb yoeauTeIbHOCTU peKoMeHaalni IIa (YpoBeHb
IOCTOBEPHOCTHU NoKa3aTeabCTB C).

KommeHnTapumn: I[layueHmeol u uieHsl ux cemetl, omHocsaujuecsi K 2pynne
pucka, 0o/xHbL OblMb NPOUHPOPMUPOBAHLI O B03MOMCHOCMU Bbls18JIEHUS]
2eHemuueckux mymayuti [3,4].

e PekoMeHIyeTCs OlLleHKa Ta30BOIO COCTaBa KpOBM Yy TALMEHTOB C
IO0O3peHMeM Ha Haimuue runokeuyeckoi JII'2,3].

VYpoBeHb yoenuTeabHOCTH pekomeHganuii I (YpoBeHb TOCTOBEPHOCTHU
noxka3aTenbCTB C).

e He pexomeHpgyeTcs IpoBefeHMeE OTKPBITON WU TOPAKOCKOIIMYECKOM
6uoricum Jierkux [2,3].

VpoBeHb yoeauTenabHOCTH pekomeHaanuii III (YpoBeHb 1I0CTOBEPHOCTH
noxkasarenbCTB C).

KommeHTapuu: [IpogedeHue Ouoncuu ConpsixeHo C  CywecmeeHHO
NO0BbIUEHHBIM PUCKOM OCTIOHCHEHUTL, 8 MOM yucie u pamanvHulx [2,3].

e PexoMeHIyeTCs KOHCYIbTalMs peBMaTosora 60abHbIX JII' Ipy BbISIBIIEHUA
3HAUMUTETHHO ITOBBIIIEHHOTO TUTPa aHTUTeN (6osee 1:80) miy momo3peHNUN
Ha Hamnune C3CT[1-3].

VYpoBeHb yoenuTeabHOCTH pekomMeHaanuii I (YpoBeHb TOCTOBEpPHOCTHU
noxkasaTtenbCTB C).1%%



2.7. OnTUMHU3aNUs AMArHOCTUYECKOrO Impoliecca

OteHka BeposiTHOCTH JII' 0ObIYHO TPOBOAMUTCS Ha aMOYyJIaTOPHOM 3Tarie
OMarHoCcTuku. MckmioueHne Hambomee dYacTbix mpuuuH JII' moxkeT
MoTpeboBaTh  TOCMIUTANIM3ALMIO IallMeHTa B MHOTOINPOGWIbHbIN
crauyoHap. [l BepuduKalMyM OMar{Ho3a HeOOXOOMMO HampaBUTh
nalyeHTa B CIlelMaau3upOBaHHbIN cTauuoHap njs nposeneHus KIIOC
(Tabnmuua 7).

Tab6auua 7. OTanbl IMarHoCTUYeCKOo oMoy 11 60nbHbIX JIAT

STanbl 0O6beM obcnenoBaHus
[MepBuYyHas MeanKo- CKPUHUHT:
CaHWTapHas NoOMoLUb C6bop xanob6, aHamHe3a, ocmoTp, 3KI, cnuporpadus, peHTreHorpadv

rpyAHON KNneTkn, obwuin aHanus Kposu, IXoKI

MepBuYHas Onpepenenne sepoaTHOCTM JIT:
cneunannsnpoBaHHas 2OxoKIr
NnoMoLLb MckntoueHne Hambonee YyacTblX NpuunH J1I:

KT nerkux, cnnporpadpus c 4CN n 6oannnetmaMorpaduen,

[ynnekcHoe ckaHMpoOBaHWe BeH, CUMHTUrpadus nerkmx

Y3/ BHYTPEHHMX OpraHoB, racTPOCKOMNMUs, oueHKa MyHKLUK

LMTOBMAHON >Xene3bl, 6UOXMMUYECKMI aHanuM3 KpoBM, TecTbl Ha BUY
renaTuTbl, aHTUAAEPHbIE aHTUTENa

CneumanmsmpoBaHHas Bepudunkauua anarHosa J1Al:

MeAMLMHCKas NoMoLb KMNOC wn neroyHon aptepun. MNpu HeobXxoAMMOCTU - MpPOBEAEHWE TECTOB G
Ba30peaKTUBHOCTb (oony, aHrnonysnbMoHorpadus, KOpPOHapHe
aHrmorpagwms

OueHka pucka NAT:
T6MX, 3xoKI, KapAMonynbMOHaNbHbIN Harpy3o4yHbl TecT, 6uoMapkep
(MO3roBoi HaTpuypeTu4eckuin nenTuna)

2.8. Oco6enHocTy nuarHocTuku JII' B oTAeabHBIX
KJIMHUYECKUX CUTYALUSIX

Ipynna 1 (JIAT): ipu [uarHOCTMKe accouumMpoBaHHbIX dopm JIAT ciemyeT
TIPUMEHSTD CJIeAylolyie peKOMeHalun:

e JOxoKI' B 1mokoe B KaueCcTBe MeTOAAa CKPMHMHIA PEKOMEHOYeTCS BCeM
6onbubix CCJ mpu oTcyTcTBUMM cuMITOMOB JIA ¢ mociaenyomyum
exxerogHbeIM nmpoBenenmem JDxoKTI', onpenenenns DLCO 1 6uoMapkepoB.

* VpoBeHb yOeauTeIbHOCTU peKomMeHaauui I (YpoBeHb TOCTOBEPHOCTHU
nokasarenscts C) [3].

e [Ipu mopmo3pennn Ha Hammume JIAI' 6ompHBIM C3CT pekomMeHmyeTCs
nposoauth KITOC.

VpoBeHb yoenuTeabHOCTM pekomeHaanuii I (YpoBeHb TOCTOBEpPHOCTU
noxasartennscTs C) [3].

e TTauyeHToB c JIAT BUIeoCTBME TTOPTAIbHONM TUIIEPTEH3UM PEKOMEHIYeTC S
HaIpaBJIATh B CHEIMAIM3MPOBAHHbIE OTHOENEHUS] 110 BEIEHUIO 3STUX
3a6oseBaHmit [3].

VYpoBeHb yoeauTeabHOCTU pekomeHaauui I (YpoBeHb TOCTOBEPHOCTHU
noxka3aTenbCTB C)



OxoKI' pekomeHpayercss BceM maumeHTam ¢ BUY ¢ skamobamu Ha
HEOODbSICHUMYIO OJBIIIKY [JiSI MCK/IIOUEeHUS CepaeuHO- COCYIUCThIX
OUJIO’KHEeHMM, B yacTHOCTH, JIAT. [3].

VYpoBeHb yoenuTenbHOCTH pekomMeHaanuii I (YpoBeHb TOCTOBEpPHOCTHU
IOKa3aTenbCTB B)

Ox0KI' He pekomeHayeTcs nanueHTam ¢ BUY npu oTCyTCTBUM CMMITTOMOB
JIAT [3].

VYpoBeHb yoegutenbHocTH pekomeHaanuii ITI (YpoBeHb JOCTOBEPHOCTU
nokasaTtenbcTB C

IOnsa nuarHoctuky JIBOB/ JIKI'A pekomMeHAyeTCSl OLleHUBATh KJIMHUYECKUE
IaHHble, TPOBOAUTDL OpoHxockomnuio U KT merkux [3].

VYpoBeHb yoenuTenbHOCTH pekoMeHpanuit I (YpoBeHb 1OCTOBEpPHOCTHU
nokasarenbcTs C) [3].

VY 60onpHbIX ¢ momo3penneM Ha JIBOB/JIKI'A BbisBiIeHMe OV-aJUIeIbHOM
myTauuu EIF2AK4 yka3biBaeT Ha HaciaegyeMylo hopmy 3a001eBaHMs U He
TpebyeT IrMcToorn4eckoit Bepuburanum [3].

VpoBeHb yoenuTenbHOCTM pekomMeHaanuii I (YpoBeHb TOCTOBEPHOCTHU
IloKa3aTenbCTB B

[TauyenTtsl ¢ momo3penHueM Ha JIBOB/ JIKIA nmo/mkHBI HaOI0OaTHCS
MCK/TIOUUTEbHO B CIIEIMalM3MPOBAHHbBIX OTAENeHUsIX Ajsi 60mbHbIX JIT
113-3a BbICOKOTO PMCKa OTeKa Jierkux Ipu mnomabope JIAT- crienmbuueckoit
Tepanumu [3].

YpoBeHb yoeauTeIbHOCTU peKoMeHanuimn ITa (YpoBeHb
IOCTOBEPHOCTU HOKa3aTe/lbCTB C)

I'pynna 2 (JII' scnedcmaue namoiozuu J1edsvlx omaoenos cepoua):

V 6onbHbiX JII' ¢ martosorueii JieBbIX OTHENOB Cephlla PeKOMeHIyeTCs
MCKJIIOYaTh COIMYTCTBYIOIIYIO IIaTOJIOTMI0 B KauyeCTBe BO3MOXKHOI
npuumHbl JII' (XOBJI, COAC, XTJJIT) [3].

VpoBeHb yoenuTenabHOCTU pekomeHaauuii I (YpoBeHb 1OCTOBEPHOCTHU
noka3saTeabCTB C)

bonpHbiM ¢ JII' BiegcTBMe MATOJOTUMM JIEBBIX OTHEJIOB  Cepilia
pPEeKOMEeHyeTCsI IpoBeneHe MHBa3MBHOM IMarHOCTUKU npu
HeoOXOIVMOCTHM OIlpeeseHus] ONTUMAaIbHOTO BOJHO-COJIEBOTO CTaTyca

[3]-

VpoBeHb yoeauTenabHOCTU pekomeHaauuii I (YpoBeHb TOCTOBEPHOCTHU
noka3saTenbCTB C)



e bonbHbIX ¢ JII' BCIenCTBME TMIATOJOTMM JIEBBIX OTHEJNOB cepala Ipu
Hanmmuuu Tspkenoit JII' u/unu BbipaskeHHOM auchyHKiumumu [DK mo maHHbIM
OX0KI' pekomMeHayeTCS HAMpaB/sIThb B CIElMAJIM3UMPOBAHHbIE OTHEeTeHUs
nist 6onbHbIX JIT' [2,3].

* VpoBeHb yOeauTeIbHOCTU peKomeHgauui I (YpoBeHb TOCTOBEPHOCTHU
noka3saTenbCTB C)

I'pynna 3 (7IT, accoyuupo8aHHas ¢ namoso2uetl ieekux u/uiu 2unokcemueti):

CormacHO pexkoMeHpanusam, V BcemupHoro cumnosuyma 1o JIT,
rnpepJjaraeTcs OTKa3aTbCs oT MCIIOJIb30BaHUSI TepMMUHA
"mucnpornopuyoHanbHasg” JII', M UCIIo/b30BaTh CIeAyole OnpeneaeHus :

1. XOBJI/WI®/KJI®3 6e3 JIT (IUTAcp. <25 MMPT.CT.);

2. XOBJI/MJI®/KIN®3 ¢ JII' (IJTAcp. > 25 mmpr.ct.; JII'-XOBJI, JIT'-UJID,
uJII'-KJI®D);

3. XOBJI/MJI®/KJI®3 ¢ Tsokenoit JII' (OIJIAcp. > 35 mmpt.ct. wiau OJIAcp. >
25 MmMpT.cT. u ¢ Hu3kum CU (<2.0 n/muna/M”); Tsikenas JII'- XOBJI, Tskenast
JII-NJ®, u tsrenas JII'-KJIDI).

e JxOKI' pekomeHIyeTCs 11 HEMHBAa3UBHOIO CKPMHMHIA IIPU IMOLO3PEHUN
Ha Haymmuue JIT' y 60SIbHBIX € TTaToorueit jerkux [1-3].

VYpoBeHb yoenuTenabHOCTH pekomeHganuii I (YpoBeHb TOCTOBEPHOCTHU
noxka3saTenbCTB C)

e bonbHbix ¢ JII' BC/ieacTBMe MaTONOTUM JIETKUX TIPU HAAUMYUn Tsikenon JII' u/
mnu BbipaskeHHOM muchyHKuum DK mo manHeiM IXOKI pekomMeHmyeTcs
HaIpaBJISITh B ClielMaIM3UPOBaHHbIe OTAeneHus Os 60abHbIX JIT [2,3].

VYpoBeHb yoenuTenbHOCTM pekomMeHpanuii I (YpoBeHb TOCTOBEpPHOCTHU
noxka3saTenbCTs C)

KommeHTapum: bonvHbix ¢ maxenot JII' ecredcmeaue namoao2uu jgezkux u/
unu  evipaxceHHoli  Jducynkyueii IDK  cnedyem  Hanpasnsmo 8
cneyuanu3uposamtvie omoeneHus ¢ ueablo muiamenbHo20 00¢n1e008aHuUsl U
gblbopa  uHOusudyanvHol  makmuku  8edeHus..  Kpumepuu 051
Juppeperyuauuu nayueHmos mexcdy 2pynnamu JII' 1 u 3 npedcmasnieHsl 8
mab6auue 8 (http://content.onlinejacc.org/article.aspx?
articleID=1790606#tbl1).

Taonmuue 8. [IuddepeHnmanbublii auarHo3 mexny JIAT (rpymma 1) ¢
COMYTCTBYIOIIMM JIETOYHBIM 3aboneBanmeMm win JII, BoiencTBue
3a60j1eBaHMsI JIETKMX (TpyIIna 3)

Kputepuu B none3y JIF rpynnel 1 (JIAI) MNapameTp Kputepuun B nonb3y I rpynnel 3 (JIT +
(doHe pecnupaTopHbIX 3aboneBaHnm)

HopMa unu nerkue HapyleHus BeHTMNAUMOHHasA YMepeHHble UK TAXesble HapyLlleHus
dyHKUMS



http://content.onlinejacc.org/article.aspx?articleID=1790606#tbl1

O®B1>60% ponxHbix (XOBJT) O®B1<60% ponxHbix (XOBJT)

OXEJT >70% ponxHbix (UTD) OXEJT <70% ponxHbix (UO)
OTcyTcTBME UM HebonblMe U3MEHEHUs KTBP* BblpaXkeHHble M3MeHeHUs AblXaTeflbHb
AblXaTeNbHbIX NYTEN U MapeHXuUMbl nyTen N NapeHxuMmel

Mpu3HaKn WCTOWEHNA LMPKYISTOPHOrO - Mpu3HaKkn MCTOLEHNS BEHTUIALMOHHOI
pe3sepsa pe3sepsa

CoXpaHeHHbI BEHTUNSILIMOHHbIV pe3eps CoXpaHeHHbI LMPKYNSATOPHbIA pe3eps
CHMXEeHne KMCNopoAHOro nysnbca HopManbHbIN KNCNOPOAHbLIA NMynNbC
CHuxeHune HaknoHa CO/VO> HopmanbHbI HaknoH CO/VO>
CHwxeHue — HacblWweHus Kucnopoga HacbilweHne  kucnopoda  CMELLAHHC
CMeLLaHHOM BEHO3HOM KPOBMU BEHO3HOW KPOBW BbIlE HMXHEN rpaHunL
HeT nameHeHnit nnm cHmxeHne PaCO3 BO MoBblweHKe PaCO> BO Bpew
BpeMsa (U3NYECKON HarpysKu dU3NYECKONr HarpysKku

Boi6op IJIAcp. >35 MM PT.CT. KaK IIOPOTOBOTO YPOBHS IJjis TspKesnoii JIT
OCHOBaH Ha CJIEAYIOUIMX HAXOMKaX/TIOJIOXKEHMSIX, KOTOPbIe TOKHBI ObITh
IOTIOTHUTEIHbHO M3YUeHbI B OYyOYIIMX VCCIeOBAHMSIIX:

1. I'pynmna GonbHBIX ¢ “Tsskenoit JII” BKIoYaeT B cebs UMb HEGOJbIIOoe
YMCIIO TAIMEHTOB C XPOHUYECKMMM PeCIIMPaTOPHbIMM 3a00/I€BaHUSIMMU, Y
KOTOPBIX MMEIOTCS BbIPa’KEHHbIE/TSKe/Ible COCYOUCTble M3MeHeHUS
(peMopenpoBaHyue), CONPOBOXAAOIIME MU3MEHEHNS JIETOUHOM MMapeHXUM
[4].

2. Takasg cremenb Tspkectu JII' mpu pecnmMpaTOpPHBIX 3a00Me€BaHMSX
criocobHa TIPUBECTM K  IMPKYASITOPHBIM  HapyIIeHUSIM, KOTOpbIe
3HAUUTEIbHO YXyAIaloT G1U3MUeCcKylo BBIHOWIMBOCTb O0MbHBIX, Y)Ke U TaK
CHIDKEHHYIO BC/IEICTBME OOCTPYKTUBHBIX M PECTPUKTUBHBIX M3MEHEHUIA
(dyHKLMM BHEIIHEero AbixaHus. [IpyMedaTenbHO, YTO HECMOTPS Ha TO, UYTO
3HaueHuss O®B{ 6biny Boille y 60mbHBIX XOBJI ¢ IJIAcp. > 40 MM pT.CT.,
10 CpaBHEHMIO ¢ rpymioii namueHToB XOBJI 6e3 JII', 3HaueHusT AMCTaHLIN
B T6MX y 60/IbHBIX C TsKes1oi JII' ObLIM 3HAUNTETbHO HIGKE.

I'pynna 4 (xpoHuueckas mpomboambonuueckas JII'):

VYV mnauueHToB, repeHecminx TOIJIA, B ciydae MOSIBJI€HUSI OOBILIKU MIPU
dbusnueckoit Harpyske ciaeayeT pacCMOTpeThb BeposiTHOCTb X TIJIT [3].

YpoBeHb yoeaIuTeTbHOCTU peKoOMeHAaumn IIa (YpoBeHb
IOCTOBEPHOCTU AoKa3aTeabCTB C)

CkpunuHr XTOJI[' He pekoMeHAyeTcsI y OeCCMMIITOMHBIX IallME€HTOB,
nepeHecuux TIJIA [3].

VYpoBens yoegurenbHocTH pekomeHaanuii I (YpoBeHb JOCTOBEPHOCTH
noxkasarenncTs C)



3. JleueHue

3.1. O61uMe peKoMeHIaun

JII'  sensiemcsi  Ccepve3HvlM  XpOHUUeCKUM — 3abonesavuem,  UMeUUM
HebnazonpusimHolli NPoZHO3, Uelecoo0pasHo pekomMeHO008ams nayueHmam
payuoHanvHyilo excedHe8Hyr akmueHocmo. [Insa ecex OONbHbIX 8AXCHBL 00UWUE
pekomeHdayuu, CcoOn00eHUe KOMOpbulX N0380Jslem  YMEeHbWUms  Puck
803MOXCH020 yXyduleHus meueHus 3abonesaqus [1-3].

e PekomMeHIOBaHa 3MuaypajbHasli aHeCcTe3Msl B KadyeCTBe MeToja BbIOOpa
TIpY TIPOBEJEeHUN XUPYPIrUIecKuX BMeIlaTeNbCTB y 60mbHbIX JIT' [1-3].

YpoBeHb yoeauTeTbHOCTU peKoOMeHaaIni Ila (YpoBeHb
IOCTOBEPHOCTU m0Ka3aTe/lbCTB C)

KommeHnTapumn: Cuumaemcs, umo NJ1IaHo8ble onepamueHsle
emewamenscmea y nayueHmos c¢ JIAI umerom evicokuii puck. Haubonee
npednoumumenvHslM ~ MemodoM  aHecme3uos02u4eckozo  nocoous, 8
Hacmoswee epemsi, nhpedcmasnsemcs snudypanvHas aHecmesus [54]. 'V
nayueHmos, nojyuarouwux nepopanvHyr JIAI-cneyuguueckyio mepanur, 60
gpemst N0020moeKuU U npogedeHuUs ONepamuHslX BMeWamenbCcme, 603MOMHO
paccmampueams 860NPoC 0 UH2ANAYUOHHOM U/UNU 8HYMPUBEHHOM 68edeHulU
npenapamos.

3.2.MeaguKaMmeHTO3HOe AHTI/IKO&I‘YJIHHTI)I n ae3arperaHTbl

e PexoMeHg0BaHO Ha3HaueHMue BapdapuHa 6ombHbIM WJII, HaciemyeMoii
JIAT, acconiuupoBaHHoii JIAT Ha ¢oHe Tpuema aHOPEeKTUKOB [3].

YpoBeHb yoeauTeIbHOCTU pekoMeHaauun ITb (YpoBeHb
IOCTOBEPHOCTU foKa3aTenbeTs C)

KommenTapuu: Llenesoii yposeHs MHO npu JIAI cocmasensem 1,5-2,5. IIpu
opyzux ¢opmax JII' peuieHue 0 HA3HAUEHUU AHMUKOAYJISIHMO8 O00JIXHO 8
Kax¥oom cayyae NpuHUMamscsi UHOUBUJYAIbHO HA OCHOBAHUU OYEHKU
CoOmHouleHus1 puck/a¢pgekmusHocms. B uacmuocmu, y 0O0JIbHbIX C
nopmoJie2ouHou JII' umeemcs 6vlCOKULl pUCK pa3éumust KpoeomeueHust u3
pacwiupeHHslx 6eH nuujegoda [1-3].

e PexomMeHJ0BaHO Ha3HaueHMe BapdapyuHa 60mbHbIM XTIJIT [1-3].

VYpoBeHb yoenuTenbHOCTM pekomMeHaanuii I (YpoBeHb TOCTOBEPHOCTHU
noxkasaTrenbCTs C)



Kommenrapum: IIpu XTI uenesvie yposHu MHO Ha ¢poHe mepanuu
sapapurom ** cocmasnsiom 2,5- 3,5 [3,24].

PekoMeHIOBaHO Ha3HaUYeHMEe HM3KOMOJIEKYJISIPHBIX TelIapMHOB B KaueCTBe
anpTepHaTUBbI BapdapuHy y mnaiueHToB JI[' ¢ MOBBIILIEHHBIM PUCKOM
KPOBOTEUEHMI1 MUJIN B C/Tyyae HelepeHOCUMOCTH nociaenHero [1-3].

VYpoBeHb yoenuTenbHOCTHM pekomMeHaanuii I (YpoBeHb TOCTOBEpPHOCTU
noka3saTeabCTB C)

KoMmmeHTapum: Haubonee 00CmynHsIMU HU3KOMOJIEKYISIPHBIMU
2enapuHamu S16JS10Mcs. HaoponapuH u 3HokcanapuH™'. B meueHue 1-20
Mecsiya mepanuu npumensilomcs do3sl Hadponapuna 15000 UAXaIC 2 pa3a 8
OeHb unu sHokcanapuHa 1 me/ke eeca 2 pasza 6 JeHb, 8 nocnedyroujem-
MeHbuiue npogurakmuueckue 003sl: Hadonapun7500 UAXalC 1-2 pasa 8
OeHb u sHokcanapuHn 20-40mex1-2pasa [1,2,18].

HasHaueHMe pmesarperaHToB peKOMeHmyebcsl 60mbHBIM JIAL, MMemmx
MOJIOKUTENIbHYI0O TIpOOy Ha Ba30peakTMBHOCTb, IIpM HerepeHOCUMOCTU
OpajbHbIX aHTUKOATYJISIHTOB [2].

YpoBeHb yoeauTeTbHOCTU peKoOMeHaal i ITb (YpoBeHb
IOCTOBEPHOCTU HOKa3aTe/lbCTB C)

KommeHTapum: I[IpumeHeHue KUCI0msl auemuacanuyunosoli 75-150mz He
CONpsMEHO ¢ He0OX0OUMOCMbIO 1a6OPAMOPHO20 KOHMPOJSL.

IIpy BbIpakeHHBIX KIMMaKTepUUeCKuUx CUMIITOMax IauueHTtkam JII' B
IIOCTMEHOIIay3e  PeKOMEHIOBaHa  3aMeCTUTeIbHass TOPMOHajbHas
Tepanusl IPU YCIOBUM [OCTVMKeHMS a[eKBaTHOM TIMIIOKOATryIsIuuu C
IIOMOILIBI0 aHTUKOATYISIHTHOM Tepanuy [1-3].

YpoBeHb yoeauTeIbHOCTU peKoMeHanumn IIa (YpoBeHb
IOCTOBEPHOCTU JoKa3aTenbeTs C)

KommenTapum: I[lo-npexcHeMy HepeweHHbIMU 0Cmaiomcs 80npocsl No
n0800dy 3amecmumesibHOl 20pMOHANBHOL mepanuu y nauueHmox c¢ JIAI 8
nepuod mexvonay3ssl. JlaHHslii 6u0 mepanuu 8eposIMHO Moxcem o0Ccy#damucs 8
c1yuae maxensix CUMNIMOMO8 MEHONAY3bl.

JduypeTuku

PekoMeHZI0OBAaHO Ha3HauyeHMe MOUYETrOHHBIX IIpernapaToB BO BCeX CIIy4yasixX
pa3Butus gekommeHcaiuy [DK y 6onbHbIx JIT' [1-3].

VYpoBeHb yoenuTenabHOCTH pekomeHganuii I (YpoBeHb TOCTOBEPHOCTHU
noxka3saTenbCTB C)



KommeHnTapuu: Jo3sl duypemukos 0omxHsl AKKypamHuo mumpoeamascst 60
usbexcavue pe3Kozo CHUMEHUs 00seMa YupkKyaupyroujeti Kposu U CHUMEHUS
OxcuzeHomepanus

PekomeHpayeTcsl okcureHotepanusi 60sbHbIM ¢ JII' Ha oHe XpOHUUECKOi
00CTpyKTUBHOI O0se3Hu jerkux (XOBJI) Ha mpoTsskeHUM He MeHee 15
YacoB B CYTKM [JIsI [JOCTVKEHMe TapuuajbHoro pgasjieHus 0O2 B
apTepuanabHOit KpoBu 60see 8 KITA. [3,32].

VYpoBeHb yoenuTenbHOCTM pekomMeHaanuii I (YpoBeHb 1OCTOBEPHOCTU
noxkasarenbcTs C)

KommeHTapum: BaxcHo nocmosHHo noddepxcusams camypauuio O2Ha
yposHe 90% u evluie.

B aMOynaTOpHBIX YCIOBUSIX OKCUTeHOTepanusi pPeKOMEeHAYyeTCs IJisi
yIIydIlIeHUsI KAUMHUYECKO CMMITOMATUKU, KOPPEeKLUUM AecaTypalum mnpu
dbusnyeckoit Harpyske. [1,2].

YpoBeHb yoeauTeIbHOCTU peKoOMeHaaI i ITb (YpoBeHb
IOCTOBEPHOCTHU NoKa3aTeabCTB C)

Cep,uequIe IMIMKO3U bl M MHOTPOITHBIE ITpEeIIapaThbl

Ha3zHaueHne aurokcmHa** 0,25Mr/CcyTKuM peKOMEHAOBAHO MJISI YpeskeHUsI
>KeJTyIOUYKOBOTO pUTMa MPU HAIKeTyIOYKOBBIX TAXUAPUTMUSIX Y OOTbHBIX
JIT. [37].

VYpoBeHb yoenuTenbHOCTH pekomMeHpanuii I (YpoBeHb 1OCTOBEpPHOCTHU
noxka3saTenbCTs C)

CepmeuHble INIMKO3UIBLI peKOMeHAOBaHbl npu IporpeccupoBanun XCH y
6onbHbIX C JIT. [1,18,37].

YpoBeHb yoeauTeIbHOCTU pekoMeHaauun ITb (YpoBeHb
IOCTOBEPHOCTU foKa3aTenbeTs C)

HobytamuH y 60ibHBIX ¢ JII' peKOMeHAO0BaH B TePMMHAJIbHOM CTaauu
3a00j1eBaHMSI B KaueCTBe MHOTPOITHON moaaepskku [1-3].

VpoBeHb yoenuTenabHOCTU pekomeHaauuii I (YpoBeHb 1OCTOBEPHOCTHU
noka3saTeabCTB C)

IIpyrue cepaeqyHo-COCYIMCThIE CPeICTBa

PekOoMeH10BaHO AHTAarOHUCTbI KAJIbLIVS

© AHTaroOHMCTbI KajbliMsg PEeKOMEHIOBaHbl B BBICOKMX A03aX OOJbHBIM
WIIT', nacnemyemoit JIAT, JIAI' BcienctBue IipueMa JIeKapCTB IIpU
nonoxurenbHoi OPIT [1-3,33].



VYpoBeHb yoenuTenbHOCTM pekomMeHaanuii I (YpoBeHb TOCTOBEpPHOCTU
noxkasaTrenbCTs C)

KommeHnTapum: Bo3moxHo npumeHeHue duzudponupuduvossix AK u
ounmua3sema. Ilayuenmam ¢ uacmomoli cepoeuHslX COKpauljeHuili 8 nokoe
menee 80 yoapoe/MuH.pekomMeHd08aH HuUGeounuH 6 NpPoJIOH2UPOBAHHbBIX
gopmax unu dpyeue dueudponupuduHosvie AK III noxoneHus [2,34]. IIpu
OMHOCUMENIbHOT maxukapouu (uacmoma cepoeuHblX COKpauleHuti 8 noxoe
oonee 80 yoapoe 8 murymy) pekomerndosaH dunmuasem 8 doze 240-720me.

o AMJIOOMIIMH pEeKOMEHIyeTCs B KauecTBe IIpemapaTra BbIOOpa mOjIsl
nangueHnTtoB JII' ¢ gBJIeHMSIMM  IIPaBOXETYLOUYKOBOM  CephedyHOoimn
Hel0CTaToyHoCTH [1,2].

YpoBeHb yoeauTeTIbHOCTU peKoMeHIanui ITa (YpoBeHb
IOCTOBEPHOCTU AoKa3aTeabCTB C)

KommeHTtapumu: CymouHsie 003t AK, nokasaswue 3pgekmusHocme,
00CMamouHo 8vicoKue: 0ns Hupedununa™*- 120-240me, ona amnodunuua™*-
do 10-15m2 [2,18,33]. PexomeHO008aHO nocmeneHHoe mumpoéaHue 003bl
npenapama nocmeneHHo 8 meueHue HeCKONbKUX Hedelb 00 MAKCUMAIbHO
nepeHoCUMbIX.

o bonpHBIM ¢ uauonaTuuyeckoy/ Hacinemyemon JIAT, JIAT' BciencTtBue
npuema JiekapcTB, monydamimym AK B BbICOKMX I03aX, TpeodyeTcs
TIIATEJbHbI AMHAMUYECKUIT KOHTPOJIb C IIPOBedeHMeM IIOBTOPHOI'O
BU3UTA Uepe3 3-4 MecC. [10cjae MHULIMALUUK Tepanun [3].

VpoBeHb yoeauTenabHOCTU pekomeHaauui I (YpoBeHb TOCTOBEPHOCTHU
noka3saTenbCTB C)

KommeHTapumu: Heob6xo00umo KOHMpOoAuposama cmabubHOCMb
KJAuHuueckozo agpgpekma AK. Y 6onvHoix UIT ¢ nonoxcumensHoti O@II cnycms
3-4 mecaya nocmosiHHoli mepanuu AK  pekomeHdyemcsi  OueHKa
a¢ppexmusHocmu mepanuu ¢ obsa3amenvHoiM nposederuem KIIOC uepe3 3-4
mecsiya. Ilpu HeadekeamHom omeeme — He docmuxceHuu I unu II @K (BO3),
omcymcmeuu  CywecmeeHH020  yAyuwleHus/  noumu  HOpMaausayuu
2emoduHamuieckux nokazameneii - mpebyemcs Koppexkuus mepanuu. B psoe
cryuaes Heobxodumo couemanue AK ¢ Odpyeumu JIAT- cneuyuguueckumu
npenapamamu, NOCKOJIbKY OMMeEHA Nnepevlx Npusooum K KAUHUUECKOMY
yXyouieHuro.

o TIpomomkenue [TpocTarmaHaAVHbI/TIPOCTAHONUIBI
Ipocmaznaudunsl - 5mo zpynna JAUNUOHBIX COEOUHEHULi YHUKANbHOUI
cmpykmypol, 00pasyemvix u3 eduHozo cyocmpama apaxudoHosoli
kucnomst. [2,11]. IIpocmaenandun E1 (IITE1) - easodunamupyrouuii
npocmaznaHouH, obnadaroujuti aHmuazpezayuoHHbIM u
anmunponugepamustsim Oeticmeuem. bnazodaps Kopomkomy nepuooy



nonyevigedeHus: (3-5MuHym) 803MOXHO Obicmpoe mumposaHue 003bl 00
MAKCUMAJbHOU 8eUUuUHbL, U Npu Heobxodumocmu OblCMpPO 0CMAHOBUMb
Oeticmeue npenapama. 90% IIIE1 uHakmusupyemcs 8 JiezKux, no3momy
npu 8HymMpueeHHoM 88edeHUU €20 nocmynjieHue 8 OO0NbWOL Kpye
KposooOpauwjeHusl KpatiHe Mmajno, 6caedcmeue uez0 He ommeuaemcs
8bIPANEHHOL CUCMEMHOU 2UNOMOHULUL.

= PekoMeHII0BaHO nmpuMeHeHue BHYTpuBeHHOro III'E1 1o 30Hr/Kr/MuH
s iposenenust O®II Bo Bpems KITOC [2,18].

VYpoBenbr yOemurenbHOCTM  pekomeHzmanuii IIb  (YpoBenb
IOCTOBEPHOCTH AoKa3aTenabCTB C)

KommeHTapumu: Panee III'E1 npumeHsics 8 8ude 8HyMpPUBEHHbIX K aHee
ypcoswix uHgy3uii 8 meueHue 2-3 Hedenb Ha (poHe dnumenvHoli mepanuu
anmazoHucmamu kanvyusi [1,18]. B Hacmosiuwjee epems 6 (853U C
nosig/ieHuemM UH2ANSIYUOHHO20 WIONPOCMa U NepopaibHblX hpenapamos
JIAT-  cneyudpuueckoli ~mepanuu  payuoHaIbHO  NPUMEHSMb €20
UCKIoUUMenbHo 011 mecmuposanus eazopeakmusHocmu 8 ODII [1].

= He pekomMeHAOBaHO TIpuMeHeHMe BHyTpuBeHHoro III'E1 ISt
IIOCTOSIHHOM Tepanumu. [1].

VpoBenbr yoeguTenbHOCTHM  pekomeHzanwmii  III (YpoBeHb
IOCTOBEPHOCTH JoKa3aTenabCTB C)

IIpocTaumMk/aMH (mpocTariaHauMH [2) - MOIIHBIM  3HAOTEHHBIN
Ba3oqMJIaTaTOpP C IeJbIM CIIeKTPOM [AOIOJHUTENbHBIX 3(PdeKTOB-
aHTUarperauyoOHHbIM, aHTUIIPOAM(PEPATUBHBIM U IIUTOIIPOTEKTUBHBIM,
KOTOpble HallpaBJeHbl Ha IpefoTBpallleHNe peMOoAeInpoOBaHNUs
JIETOYHBIX COCYAOB: YyMEHbIIIEHVE TIOBPEXIEHUS SHIAOTEIMATbHBIX
KJIEeTOK ¥ runepkroaryasiimn[2,3,35]. V 6onbHbIXx ¢ JII' pasamMyHOi
3TUOJIOTUM [10KA3aHO HapylleHue MPOSYKUUM TMPOCTALUKINHA, O YeM
CBUJIETE/IbCTBYET CHMKEHMEe SKCIpPecCuy IPOCTALMKIMHCUHTA3bl B
JIETOUYHBIX  apTepusix, yMeHbIIleHMe  3SKCKpeluyu  MeTaboJUTOB
IpocTaluKiInHa ¢ Mouoin [2,11]. W3 kmacca OpOCTaHOUIOB,
06agaImmx pPa3JIMUYHBIMU dbapMaKOKMHETUUECKUMU
XapaKTepUCTUKaMu U MTOA00HBIMMU dbapmakogMHaMMU4YeCKUMMU
s dexTamu, B Halleli CTpaHe peKOMeHI0BaH eqMHCTBEHHbII ITpernapar
- WIOTIPOCT B MHTAJISILIMOHHOI hopMe.

WUnonpocT- XUMMYECKM CTAaOMIbHBIM aHaJOr TMPOCTAlMKIMHA B
aspo30JibHOM GopMe i1 TPOBeNEeHMS MHTAISLUUIA TIPUMEHSIeTCST Y
6onbHBIX JI[' B BMIe MOHO- M KOMOMHMpPOBaHHOI JIAT-cienmduaeckoi
Tepanuu  [1-31]. Ddb@eKTUBHOCTb MHTAISILMOHHOTO  MJIOMPOCTa
OlleHMBaJlaCb B PaHIOMMU3MPOBAHHOM, ILIalle00-KOHTPOIMPYEMOM
nccnemoBauum AIR-1 y 6onbHbIX JIAI' 1 HeomepabenbHbIMU (HOpMamMu
XTOJIT' ¢ II-IV ®K (NYHA) [31]. WHransmumu wmiiorpocTta/ miaiebo



MpoBOAMANCh 6-9 pa3 mo 2,5-5 MKr Ha MHTa/JsIMIO B TeyeHMe NHS (B
cpegHem 30 MKr B CyTku). WimompocT yaydimiaga KIMHUYECKYIO
CUMIITOMATUKY, TOJIEPAaHTHOCTb K (GM3MUYECKMM Harpy3kam, BJMSIT Ha
JICC, 4acTOTy KIMHUYECKUX COObITHIA [35].

= JJIompoCcT B MHTAASLUMOHHON  (QopMe peKOMeHAOBaH  [Jis
AHTaroHuCThbI pellelITOPOB IHAOTEIMHA
Audomenun-1 (3T-1) - 3mo nenmud  3IHOOMENUATLHO20
NPOUCXOHCOEHUS, XapaKkmepu3yruuticss MOUHbIM 8a30KOHMPUKMOPHbBIM
U MUIMOZEHHBIM C80LICMBaMuU 8 OMHOWEHUU 27IA0KOMbIUIEUHBIX KJIEMOK.
Akmueayust cucmemsl 3HOomenuma y 0onvHeix JIAI nokazaHwa npu
OUEHKe €20 NJIA3MEHHbIX U MKAaHe8blx KOHYeHmpayuil. Omo se/semcs
obocHosaHuem ons npumeHeHust AP3, 6okupyowux peyenmopsl muna
A (OTA) uau ooduvospemeHHO 06a muna peyenmopos- BTA u OTB
[1,3,37]. Akmusayus OTA- u ITB- peyenmopos 21adKoMblUeuHbIX
KJIEMOK 8bl3bl8aem 6a30KOHCMPUKMOPHDILL U MUmozeHHslll ¢ dexkm.
Cmumynayus ITB- peuenmopos cnocobcmeyem kaupeucy OT-1 8
Jieekux, yseauueHur npodykyuu NO u npocmayuxauva. O0Hako npu
JIAT umeemcs ouesudHsiii depuyum OTB- peuenmopos 8 3HOOMesnUU
[38]. C AP3 nposedeHo mpu KpynHselx paHOOMU3UPOBAHHBIX
KJAuHuueckux uccnedosavus (PKU). B Hacmosiuee 8pemsi NOKA3aHo,
umo, HecmMompsi HA pasaudusi 6 aKMueHOCMu NO OMHOWEHUK K
pasiuuHsiM peuenmopam, 3pgpekmusHocmey 080LUHbIX U CENEKMUBHbBIX
AP3 y 6onvHbix ¢ JIAT cpasHuma.

AMOpu3eHmaH- HecynvoHamudHslii APD, npou3sodHoe nponaHoesoli
Kuciomel, celekmueHslli aHmazoHucm peuenmopoe STA. I[Ipenapam
UCC1ed08ancs 8 NUJIOMHOM U 08YX hiauebo- KOHmpoaupyemoix B deyx
12-HedenvHbix nnauebo-koHmpoaupyemvix PKU ARIES-1 (n=202) u
ARIES-2 (n=192) u3yuanace 3pgekmusHocms u 0€30nACHOCMb
ambpu3eHmaHa, NPuUMeHsIeM020 8 pPasIUUHbIX 00308blX PEHUMAX -—
2,5me unu 5me 8 ARIES-1; 5me unu 10 me 8 ARIES-2 [39]. B 06a PKU
BKJIUAIUCL nauueHmsl 6 8o3pacme cmapuie 18 nem c JIAI' pasauuHoli
amuonozuu (MII, JIAT ecredcmeue npuema avopekmukos, JIAI- C3CT
unu JIAI-BHY), npu nto6om @K. OJHAKo 60nbUUHCMBO OOJIbHBIX UMEU
@K II (ARIES-1: 32%; ARIES-2: 45%) unu III (ARIES-1: 58%; ARIES-2:
52%), ¢ Heboawwoti doneti @K I (ARIES-1: 2,5%; ARIES-2: 1,5%) u IV
(ARIES-1: 7%; ARIES-2: 2%). CpeoHuil niaueb6o-KoppuzuposaHHblii
npupocm [6MX k 12-ii Hedene HHzubumopuwl (pocpodusacmepassl muna
5

Hneubumopst  ul’'M®-3asucumoii  ¢ocpoduscmepaszsl  (mun  5)
npedomepawjarom  Odezpadayutro  ulM®, umo  npusodum K
gaszodunamavuu 3a cuem eausiHus Ha cucmemy NO/uIM® u evi3vi8aem
cHuxceHue JICC u nepezpysku IDK [1-3].

Cundenaun- MOWHbIL CeNeKMUBHbILE UH2UOUMOP
ocpoduacmepasvl muna 5 (UDID5) ons nepopanvHo20 Ha3HaueHusl. B



4-x PKH y OGoavHbix ¢ JIAI' Ooka3ausl ho3umusHsle d(pgexmol
cundevaguna 8 e6ude YaAyuyuwleHuss MoJepaHmHocmu K Quauueckum
Hazpy3Kam, KAUHUUEeCKOol cumnmomamuxu u/ unu 2emoouHamuxu [39].

= CungeHaduyi pekomMeHIoBaH 1nipu JIAT [ yaydilleHUs
MepeHoCUMOCTH GU3MUeCcKMX Harpy3ok (Tabmauia 9) [49-51].

VpoBeHb yOemuTenbHOCTM  pexkomenpganuiti I (YpoBeHb
IOCTOBEPHOCTU 0Ka3aTeabCTB A) s nauyeHToB OK II-1I1.

VpoBeHb yoOeautTenbHOCcTM pekoMmeHzanuit IIb  (VpoBeHb
IOCTOBEPHOCTU IoKa3aTeabCTB C) ajs nanueHToB OK IV.

KommenTapumn: PekomendosaHHas do3a cocmasnsem 20me 3 pasa 8
cymku. B PKW SUPER-1 y 278 o6onwvHboix ¢ JIAI, noayuaswiux
cundenapuna yumpam 6 dozax 20, 40, 80me 3 paza 6 cymku, Kk 12
Hedene OMMeEUANOCh  YAYYyUleHUe KJAUHUYEeCKOU CUMNmMoMamuku,
2eMOOUHAMUKU, MOoJiepaHmHocmu K ¢usuueckum Hazpyskam [41,42].
PasHuyut 8 pesyibsmamax Cmumynsamopeul pacmeopumoti
2YAHUNIAMUYUKIA3bL

Puouyuzyam

HU®D/ID5 okassiearom enusHue Ha nhyme NO- pacmeopumas
eyanunamyukaasa (pI'll))- uIlM® 3a cuem eausiHus Ha dezpadayuro
ylM®, 6 mo epemMsas KAk  CMUMyJassmopsl  pacmeopumoti
2YAHUNAMyuKkIassl nosviwaiom npodykyuio yIl'M® [3,43]. Puoyuzyam
umeem 080liHOlI MmexaHusm delicmeus: ceHcubunusupyem pIll K
andozeHHomy NO nymem cmabuausayuu cgs3u NO-pIll, a makie
Hanpsamyw cmumyaupyem gepmenm uepe3 Opyzoli yuacmok 853U,
Hezasucumo om NO. Puoyuzyam eoccmauasnusaem memaodonuueckui
nymo NO-pIl[-uTM® u ewsi3bi86aem yesenuuevue npodykyuu ulMa®,
KOMopblll uzpaem 8axcHyl0 poJib 8 pezysisiyuu NPoyeccos, Ausiouux Ha
MoOHyc cocydos, npoaugepayuio, ¢ubpo3 u eocnaneHue [3,43]. B 12-
HedenvHOM, 080liHOM  cienom, naayebo-koHmponaupyemom PKU
PATENT-1 6s1a nokazaHa 3ggekmusHocms U  0e30nacHoCmb
puoyuzyama y 443 6onvusix ¢ JIAI (MJII, cemetinas JIAL; JIAT,
accoyuuposaHHas c¢: C3CT, BIIC, nopmanvHOU 2unepmeH3uell ¢
UUppo3oM neueHu, npuemom aAHOPEeKMUKo8 UIU ampemamuHa).
IIpenapam 6 do3e do 2,5M2 3 pasza 6 cymku yayuuan KJAUHUYECKYH
CUMNMOMAMUKY, MOJIepaHmMHOCMb K HA2PY3KAM, 2eMOOUHAMUYECKUE
napamempul, @K (BO3), ysenuuusan epems 00 passumusi KAUHU4ECK020
yxyoduweHusi. K Hedene 12 JI6MX ysenuuunace Ha 30M om ucxooHoii 8
epynne puoyuzyama ¢ MAakcumanvHoti 0030u 2,5M2 U CHU3ULACL 8
cpedvem Ha 6m 8 ezpynne nnauye6o (p<0,001). Ynyuwenue J6MX x 12
Hedene KombuHuposaHHas mepanus



Komb6unuposanHas mepanuss — JIAI- amo o0HO8peMeHHOe
ucnonv3ogavue  0Oojsee  ueM  00HO20  KJaacca  cheyuguueckux
JlekapcmeeHHolx  cpedcme  [1-3,39]. DOmom nodxod seasemcs
npueiekamelbHolM 0711  KOHMPOs 3a00/e8aHusl, NOCKONIbKY 8
KJIUHUYECKyl0 Npakmuky 6HeOpeHvl pasuyHble KAAacCbl Npenapamoas,
gosdeticmeyloujux HA Mpu  CUZHAbHBIX NYyMu  hamozeHe3a:
npocmaznavoumsl/  npocmaHouds, AP3  (OT-1), H®DII5 u
cmumynsimopwt yarunamuyuxaasst (NO). B akcnepmHusix ueHmpax no JilI'
8 0m0esbHblX KAUHUUECKUX CUMYayusix

I'pynna 2 (JII' scnedcmeue namoJiozuu J1edsvlx omaoenos cepoua):

bonbHpiM ¢ JII' BwiencTBMe MATOMOTUM JIEBBIX OTHENIOB  cepala
HeoOXOIMMO OCYIIeCTBUTb OIITMMAajbHOE JieueHMe I[1aTOJIOTUYeCKOTo
Ipoliecca Kak NpuumMHbI roBbiieHus [IJIA.

VpoBeHb yoeauTenabHOCTU pekomeHaauui I (YpoBeHb TOCTOBEPHOCTHU
IoKa3arenbeTs B) [3].

He pexkomeHnayetrcsi mnpumeHeHue JIAT-crieuuduueckoit Tepanum
6ombHbBIM C JIT' BCeACTBME ATOOTHM JIEBbIX OTIE/I0B cepalia [3].

VYpoBeHb yoeauTenbHOCTU pekomeHaanuii III (YpoBeHb 10CTOBEPHOCTH
nokasarenscTs C)

I'pynna 3 (JII', accouuupoBaHHasi C TATOJNOTMeN JIeTKUX W/UIN
TUIIOKCEMMEN):

PekoMeHayeTCs AIUTeIbHASI OKCUreHoTepanusi 60mbHbIM ¢ JII' BenencTBue
IaTOJIOTUY JIETKUX IIPU XPOHMUYECKO TUITOKCEMUMN.

VYpoBeHb yoenuTenbHOCTHM pekomeHaanuii I (YpoBeHb TOCTOBEpPHOCTU
noxasartenbcTs C) [3].

He pekomeHayercs npumeHeHue JIAT-cneundmuueckoil Tepanuu
60nbHBIM c JIT' BCIeCTBYE TTATOIOTUY JIETKUX [3].

VYpoBens yoegurenbHocTH pekomeHaanuii I (YpoBeHb JOCTOBEPHOCTH
noka3saTeabCTB C)

Ipynna 4 (xpoHuueckas Tpombosmbonmueckas JII'): (cm. KnmHuyeckue
pekoMeHaauuu "XpoHuueckas Tpombosmoonndeckast JII™)



4. PeaOminranus

JI' - XxpoHuueckoe 3abonesauue, JeueHue KOMoOpo20 nposooumcs
noxusHeHHo, Peabunumayus 8 P® ne paspabomata.

e PeKOMeHIOBaHO MOOAEPXMBATb afeKBaTHOe COCTOSIHME CKeJeTHO
MYCKYJIaTypbl, BBINIOJIHAS €XeJHeBHble NO3MPOBAHHbIE U peryiaupyeMble
busuveckue Harpy3Ku, 4YTo CIIOCOOCTBYET yAYUIIEHMIO KauecTBa XU3HU U
KIMHUYEeCKOM cuMITomaTuxu [1,3].

YpoBeHb yoeauTeTIbHOCTU peKoMeHIanui ITa (YpoBeHb
I,OCTOBEPHOCTU A0Ka3aTenbCTB C)

e PekoMeHIOBaHO TMpOBeJeHNe Clel[MalbHBIX MPOrpamMM IO peabuauTalun
O0/MbHBIX )i yAy4llleHus oka3areneii dpusudeckoro cratyca [3,49].

YpoBeHb yoeauTeTIbHOCTU peKoMeHanumn IIa (YpoBeHb
IOCTOBEPHOCTU foKa3aTenbeTs C)

KoMmmenTapum: Heo6X00uMbiM YC108UEM S67151eMCsl NOCMOSIHHbLL KOHMPOJlb
MeOUUUHCKO20 NepcoHana 3a nposedeHUeM Komniekca peaduaumayuul.
ApdexmusHocmo peadunumayuoHHbsIX npozpamm NoKasaua 8
PaHOOMU3UPOBAHHOM KOHMpoaupyemom uccaedosaruu (PKU), 8 komopom y
mpeHuposaswuxcsi nayueHmos ¢ JII' 6 cpasHeHUuu ¢ 2pynnout KOHMpoJs
docmuzanoce docmosepHoe yayuuleHue @u3uueckux u (GYHKUUOHANbHBIX
napamempos, a makxe nokazameneli kauecmea xusHu [15]. ITo0o6GHble
pe3ynbmameul NpPoo0eMOHCMPUPOBAHDI u 00NONHUMENbHBIX
HEKOHMPONUPYeMblx — UCCIe008AHUSIX €  UCNOJIb308AHUEM  PA3UUHBIX
mpeHuposouHvlx Mmodeneil [49]. dmu pekomeHOayuu 02pPaHUUUBANOMCS
Hexeamxou 3HaHUuli no onmumansHomy memody gu3auueckoli peabunumauuu,
a makxie UHMEHCUBHOCMU U NpPoooIXUmMenIbHocmu mpeHuposok. Kpome
mozo, memodvl KOHMpONs, MexaHuamsl obsezueHus cumnmomamuxu JIAT,
usuueckux u (PyHKYUOHANIbHBIX 803MOXCHOCMEL NOKA 0CMAlmcs HesICHbIMU,
Kaxk u npeononazaemolili appekm Ha npozHo3 3adonesavusi. TpeHUposouHole
npozpammsl € Qu3uueckoli Hazpy3koll cnedyem 6HeOpsiMb 8 UeHmpax,
uMernwux onsim eedeHuss nauueHmos ¢ JIAI' u peaburumauuu msxenvix
6onbHbIX. Heo6x00UMO NOMHUMB, UMO nayueHmeol, yuacmayoujue 8 n0000HbIX
npozpammax  O0JKHbl  HAXO0UMbCST  HA ~ AOeK8amHoll  mepanuu,
coomeemcmeywueti Cyuecmsywowum MexoyHapooHulM cmaHoapmam, a
make docmuzams cmabuibHO20 KAUHUKO-(YHKYUOHAILHO20 cmamyca.



5. IIpodpmnakTuka

¢ PekOMeHJOBaHO 130eraTb BOSHMKHOBEHMS TaKMX MOTeHLMAaJTbHO OITaCHbIX
CMMIITOMOB, KaK BbIpa)keHHasl OMIbIIIKA, CMHKOIIe, 001 B TPYIHONM KIEeTKe
[1-3].

VYpoBeHb yoeauTenbHOCTH pekomeHaanuii III (YpoBeHb 10CTOBEPHOCTH
nokasartenbsCTs C)

KommeHnTapuu: I[layuenmam pekomeHdyemcsi eecmu akmueHwlli o0pa3s
HU3HU 8 3a8UcCUMOCmu Om 6blpaXeHHOCMU CUMNMOMO8 3a00/1e8aHusl.
OdHako, Heobxodumo uzbezame upe3mepHslx (uuteckux Hazpy3ok, maxk Kax
20 CONPSIMHEHO C BbICOKUM PUCKOM YXYOUleHUs meueHuUs: 3a60/1e8aHUSL.

e He pekomeHmyioTcsa ¢usMueckue HArpy3kuM II0Cjae  eIObl, IIpu
HeOaronpusaTHOM TeMIlepaTypHOM pexkume.[1-3,15].

VpoBeHb yoeauTenabHOCTH pekomeHaanuii III (YpoBeHb I0CTOBEPHOCTH
noxasarenbcTs C)

e PexoMeHIyeTCsT IPOBOIUTD PETY/SPHbIE BU3UTHI HAOMIOMEeHMS] Kaskable 3-
6 mMec. B TOM 4ucie y 60ibHbIX JIAT cO cTaOMIbHBIM TeueHMeM OOe3HU
[11].

e VpoBeHb yOeauTeIbHOCTH peKoMeHganuii I (YpoBeHb TOCTOBEPHOCTHU
noxa3aTenbCTBC)

e PeKOMEHIOBAaHO TIIpOBeIeHMe [OOMOJIHUTENbHOM OKCUTeHOTepanum vy
6onbHbIX ¢ @K III-IV npu nmapumuanbHoM naBiaeHun O2 B apTepuasbHOM
KpoBu < 8klla (<60 mmpr.cT.) [1-3].

YpoBeHb yoeauTeTIbHOCTU peKoMeHIanumi ITa (YpoBeHb
I,OCTOBEPHOCTU A0Ka3aTenbCTB C)

KommenTapumn: Ckopocms 2 /MuH. docmamouHa onsi nosvluleHust 0asieHust
Kuciopooa do ypoeHs, coomsemcmayrnuje2o ypostio mops. OkcuzeHomepanus
Heobxoduma npu nosemax Ha 8sicome 6osee 1500-2000m.

e PexromeHmyeTcs BaKIMHAMS 60abHBIX JIAT OT rpuriia 1 THEBMOKOKKOBOIA
mHbpekun [1-3]

VYpoBeHb yoenuTenbHOCTM pekomeHaanuii I (YpoBeHb TOCTOBEpPHOCTU
noxkasaTtenbCTs C)

e KommenTapum: Ilayuenmot ¢ JIAI' uyscmeumesnvHsl K pa3eumuio
OpPOHXO01Ie204UHbIX UH(peKYUli, 8 UacMHOCMU NHEBMOHUU, Umo 8 7% ciyuaes
npusodum Kk JjemanvHomy ucxody [1, 15]. B css3u uem, Odaxe npu
omcymcmeuu KOHMpOAUpyemblx MHO20YeHMpOo8blX uccnedosaHutl,



Heob6X00UMOCMb 8aKYUHAUUU NPOMUE BUPYCO8 2punnd U NHEeBMOKOKKOB8OL
UH@pexkyuu, He 8b13b18aem COMHEHULI.

PexomeH10BaHa ITOMOIIb IICUXOJI0ra/icuxmuarpa [1-3].

VYpoBeHb yoenuTeabHOCTH pekomeHganuii I (YpoBeHb TOCTOBEPHOCTHU
noka3aTeabCTB C)

KommenTapuu: JII'  okasvieaem CyujeCmeeHHoe  @JIUsIHUE Ha
ncuxoyozuueckoe, CoYuaibHoe (8Kauas (uUHAHCo80e) U IMOUUOHATbHOE
cocmosiHue nayueHmos u ux cemeti [15]. Cneyuanucmel, 8edyujue nayueHmos
¢ JII, 0onxcHbl UMeMb HABbIKU U 3HAHUS 0711 OUEHKU U peuleHusl makux 3aoau,
a makxe pabomams C npuejeueHuem Koalez U3 CMexcHulXx obnacmeti
MeOuyuHsl  (NCUXuampos, KJAUHUYECKUX NCUX0JI0208) U  COUUATBHOZ0
obecneuenus.. Heobxodumo momusupogams ux K 00seduHeHurw 8
nayueHmcKue opzaHu3ayuul, umo 6;71a20meopHO 8Jusiem Ha UX CNOCOOHOCMb K
KOMMYHUKAYUU U NO8blUIAEM NPUBepHeHHOCMb K mepanuu. B dononHeHue K
NCUX0/02UYECKOll U COUUaNbHOUl  noddepxike  HeoOX00uMO  3apaHee
naiaHuposams opzavusayuio yxoda 3a 0O0JbHbIMU U, hpu Heo6Xooumocmu,
HanpaeJieHue nayueHmos K cneyuaiucmam NaiiuamueHoli MeouyuHoi.

dakTropsl pucka (OP) passutus JIAT moryt wurparb
Mpepacroaraminyo UM CTUMYJIMPYIONIYI0 POIb B Pa3sBUTUM OONIE3HU
[3]. BbimensitoT ompenesieHHble, BEpPOSITHble WM BO3MOXHble @OP B
3aBMCUMOCTM OT cwibl accoumanum ¢ JIAT (tabnauma 11). OnpeneneHHas
accouuanms MpuU3HaAeTCd B Clyvyae SMUIeMUM WIN TOATBEPXKIAEHUN PO
O) Ha OCHOBaHUU MHOTOLIEHTPOBBIX ANUAEMUOIOTUYECKUX
uccienoBauuii. BepossTHeiMm ®OP cuMTaeTcss Ha OCHOBAaHUM pe3YJIbTAaTOB
OLHOLIEHTPOBOIO MCC/IEOBAHUSI WM Cepuu KIMHUYECKUX CIy4yaeB, a
TaKKe eCIM I0cjIe MpeKpalleHus BOo3meicTBusi, Habmogascs perpecc JIT,
Hampumep, Kak B ©Iydyae [Oa3aTUMHUO-MHAOylLMpoBaHHOM JIAT [3].
BosmoxkHbIM cumTaeTcss OP B ciryyae momo3peHns Ha Hajauuue IMpuuYnHHO-
CJ1e[ICTBEHHO CBSI3U.

Ta6nuua 11. GakTopbl pYcKa NErOYHON apTepuanbHO rMnepTeH3um

dakTopbl pUcka

onpeaeneHHble BEPOSATHbIE BO3MOXHble

AMUHOpEKC AMdbeTaMuHbI KokauH

deHbypaMuH [azaTnHnb deHnnnponaHonamMmunH

HexkcdeHdnypaMuH L-TpuntodaH AMdeTaMnH-noao6bHbIe npenapaTsbl

Tokcuyeckoe pancosoe Macso MeTa- NHTepdepoH a np

BeHdnyopekc amdeTaMuHbI HekoTopble XMMUOTepaneBTUYeECcKMe npenapart

NHrmbuTopel obpaTHoro B YaCTHOCTU

3axBaTa CEpOTOHMHA ankunupymoLme areHT bl (MUTOMUUMH (
umknodpochamma)

Bosbllioe 3HaueHMe WMMeeT HajJiMuyMe B aHaMHe3e YKa3aHMii Ha
MIPUHAIJIEXXHOCTh TMalueHTa K rpynmnam pucka passutus JIAI, C3CT,
yKaszaHMii Ha BO3MOXHOe Hammume BIIC, 3aboneBaHmii IedeHH,
HocuTenbcTBa B1Y, mapasutapHbIX 3a001€BaHMIA.



JuHamMudeckoe HabmomeHne 60JIbHBIX M3 TPYIIIT PUCKa, BKIIOYas

npoBegenne T6MX, OxoKI' (Tabmmia 12).

Tabmmpa 12. IuHamuueckoe HabmwopmeHme 3a 6ombHbIMM € JIAT:

peKoMeHagyembie MeTO4bl M BpeMeHHas IIKaJia

oTAEnoB cepaua

O6cnenoBaHne NcxogHo  (mo Kaxable Yepes 3-4-mec. nocne B cnyve
Hayana 3-4- Havana nnm CMEeHbI KIIMHNYECKOoro
Tepanuu) Mec. Tepanuu yXyALweHus

OueHKka KIMHUYECKOoro + + + +

crtatyca ®K (BO3) 3KI

poBefeHne Tecta 6- + + + +

MX

KapavonynbMoHanbHbIM + + +

Harpy3ouHblli TecT

YpoBeHb BNP/NT- + + + +

proBNP

IxoKI + + +

KaTteTepu3sauus npasblix + + +




6. lononuurenbHasa uHGopmaus,
BAMSIONIAsI HA TeUeHMe U VICXO[,
3a00/1eBaHMS

®akTOopbl, BAUSIIONIME HAa TPOrHO3 60/IbHBIX JIT':

1.
2.
3.

®K (BO3)
Hannune npu3HakoB paBOKeTyIOYKOBOM CepaeyHOo HeLOCTaTOYHOCTH
TonepaHTHOCTb K PM3MUECKMM HArpy3KaMm

4. IucTaHIMS B TeCTe 6-MUHYTHO! XOIbObI

5.
6.

YpoBeHb MMKOBOTO MOTpebieHs KUCIopoa
OxoKTI'- mapametpsl (Hamnume nepukapamaabHOro BbINOTA, [lnomanb
IIPaBoro Mpencepays)

. emogHaMuueckue rnapameTpsl (gaBjieHue B IIpaBoMm Iipencepaun, CB,

SvO2, orpuuiatenpHasi ODII)

. AHanm3pl KpoBu (I'mnepypukemMusi, YpoBeHb HATPUYyPETUUECKOTO MTEeNTH A,

TpornonuH, HopagpeHanuH, JHA0TeNIMH-1)

PekoMeHA0BaHO OlLleHMBATh TsKeCTh JIAI' y GO/IBHBIX C MIOMOIIbIO TTaHeIN
OAHHBIX, BK/IIOYAIOUMX MapaMeTpbl KIMHUYECKOTO, (PYHKIIMOHAJIbHOTO,
reMOAMHAMMUYECKOTO CTaTyca, YPOBHSI GMomMapKepoB, mapameTpoB IDXOKT
[9,30].

VpoBeHb yOemuTenbHOCTH pekomeHparuii I (YpoBeHb JOCTOBEPHOCTHU
I0Ka3aTelbCTB B)

PekoMmeHayeTcsl 1eneBasi crpaTterusi OCOO€HHOCTM BeleHMs IallMeHTOK
IeTopomHoro Bospacra ¢ JII'
o BepemeHHOCTb ITpOTMBOIIOKa3aHa 6ombHbIM JIT' [1-3,50].

VYpoBeHb yoeguTenbHoCcTH pekomeHaanuii I (YpoBeHb I0CTOBEpPHOCTH
noka3saTenbCTB C)

KommeHTapumn: bepemMeHHOCMbs aACCOUUUPOBAHA C BbICOKUM  PUCKOM
mamepuHckoll cmepmHocmu 'y nayuenmox c¢ JIAI (30-50%) [3,50]. B 13
ueHmpax 6 meueHue 3-nemHezo nepuoda Habawdanu 26 OepemMeHHbIX
nauueumox ¢ JIAI, u3 Hux 3 xeHwuHsl (12%) ymepau, a y odHoli (4%)
paseunacs, msixenas npasoxenydoukosds HedocmamouHoCmos, NOCIYHUBULAS
noKaszaHuem K 3KCMPEHHOU mpaucnaaHmayuu Komniexkca cepoye-jiezkue.
Bcezo Obino 3apezucmpupo8aHo 80ceMb abopmos, 08a U3 KOMOPbIX
CNOHMAHHBIX U Wecms UHOyyuposaHHolx. 16 OepemenHocmeli (62%)
3asepuiuiucy  01azononyuyHo  poxcdeHuem  300possvix  maadeHues. B
uccnedosaruu, npogedeHHom 8 namu uenmpax CIIA, 3a nepuod 1999-2009
22. Obl1I0 3aukCcUpo8aHo mpu JemaivHovlx ucxooa Ha 18 GepemeHHocmell
(17%) [5,66]. Tlayuenmku, omeeuarujue Ha cheyuguueckyr mepanurw, c



Huskum JICC u 00/120CpOUHBIM 0MBEMOM HA Mepanurw aHmozo0HUCmMamu
Kanoyuss OMHOCAMCS K 2pynne HU3K020 PUCKA OCNOXHEHUUl 80 8pems
oepemeHHocmu u podos [52,62]. Ilepsopodawue nayueHmku, naoxo
omeeuawujue Ha cneyuguueckyro mepanurw u umewujue evicokoe JICC,
OMHOCAMCS K 2pynne 8bICOKO20 PUCKA pa3sumusi OCJIOXCHEHULI 80 8peMms
bepemeHHOCMU U po0dos [12,67]. Dmu OaHHble HY#OAwMCs 8 HAOEHCHOM
noomeepxoeHuU 8 pe3ysibmame MaculmabHwvIX KAUHU4eCcKux ucciedosaHuli. B
Hacmosiwee 8pemsi pekoMeHOauuu OMHOCUMENbHO CMP02020 B030ePHCAHUS
om b6epemeHHocmu nayueHmkam c JIAI, ocmaromcst HeusmeHHbIMU.

o C ydyeTOM BBICOKOTO pucka mnporpeccupoBanus JIAT Ha d¢oHe
6epeMeHHOCTH MMalnyeHTKam IeTOPOIHOI0 BO3pacTa
pPEeKOMEeHyeTCsl KOHCYJIbTalMs Kapauojiora M TMHEKOJora B LeHTpe C
OIIBITOM BefeHMsT OepeMeHHbIX C 3TOJ IaToJOTHeN IJis Mombopa
OITMMAaJIbHBIX MEeTOA0B KOHTpauernunuu [1,2,61-64].

VYpoBeHb yoenuTeabHOCTH pekomeHzanmi I (YpoBeHb 1OCTOBEPHOCTH
noxka3saTenbCTB C)

o He peKOMeHAYIOTCSI 3CTpOTreH-cofepskale KOHTPaLeNnTUBbl OOJbHBIM
JIAT B CBSI3M C BBICOKMM PMCKOM TPOMOO3MOOIMUECKUX OCTIOKHEHWIA.

VYpoBeHb yoeauTenbHOCTH pekomeHaanmii I (YpoBeHb 10CTOBEPHOCTH
nokasaTtenbcTB C) [55].

KommenTapumu: Hem eJ0uH020 MHEHUS OMHOCUMENbHO ONMUMANIbHO20
memooda koHmpauenyuu. IlepopanvHbie KOHMpauenmuensl, coodepicaujue
npozecmepoH (MedpoKcUnpozecmepoH ayemam, 3MmoHozecmpeJ), obaadarom
a¢ppexmusHbiM delicmeuem U JiUWEHbl MHO2UX hOoOOUHBbIX 3pdexmos,
npucyuwjux scmpozeHcodepxicaujum npenapamam npedvldywux nokoaeHuli [55].
OdHako  oHU  Mo2zym  CHUu¥amoe  3AppekmusHocmsv  aHmazoHucma
9HOOMeNuHo8bIX peyenmopos npenapama 06o3enmax [31]. Kpome moeo,
UHBEKYUU Npo2ecmopoHa no OaHHbIM MemaaHanu3a makie moz2ym
nossviwiams puck T3 ocnoxwHeHuti [64]. KombuHuposaHHbvle 3CMpO2eH-
2ecmazeHHvle  KOHmMpayenmueol Mmozym 00cy#odamscsi 'y NayueHmox
NPUHUMAOWUX AHMUKOAZY/IIHMHble npenapamol[55,62,63].
BHympumamouHble ~ ycmpolicmea ¢  MeONeHHbIM  8blCB8000MIeHUEM
JlegoHOpzecmpena, S8JSIIOMC  COBPEMEHHBIM U  8bICOKOI(pekmusHbim
cpedcmeom. Ho ux npumeneHnue y nayueHmox ¢ JIAI' oepaHuueHo pazsumuem
8a308az2anvHulx peakyuii. Kpome mozo, ucnons3osaHue 6HympumamouHoU
mepanesmuueckoll  cucmemsl ConposoMoaemcss NOBbIUIEHHbIM — PUCKOM
UH(EKYUOHHBIX OCIOXHEHUTl 80 8pemsi ee nocmaHoeku [55]. BapwepHole
Memodsl 6e30nacHsl 0711 NAYUeHMOoK, Ho He dam HAJeM#cHOU 2apaHmuu om
HacmynieHus GepemeHHocmu [62,63,65]. TlepmareHmHbvle MemMoObl: HeHCKAs
Wiu  Myxckas cmepunudayusi - camole  3ppekmusHole  cnocobwl
KOHmpauyenyuu, accoyuuposaHHvle ¢ HU3SKUM PUCKOM, HO mpebyroujue



NUCbMEHHO020 Coznacusi nayueHmos. Cmepunu3ayus HeHwuHsl Moxem Obims
8bINOJIHEHA NJIAHO0B0, 80 8PeMs NpepvlBaHusi 6epeMeHHOCMU UIU 80 8PeMs
onepamueHo20 podopaspeuleHus [62,63,65].

o Jlna  OOCTMKeHMSI  HAJleXKHOTO  KOHTpalenTuBHOro  sddexra
peKoOMeHyeTCsl coueTaHMe IBYX MeTOA0B KOHTpalleIIN.

VpoBeHb yoenuTeabHOCTM pekomeHzaruii I (YpoBeHb TOCTOBEPHOCTHU
nokasatenbcTB C) [50].

o PexkoMeHyeTCsl B cJlyuae HACTYIUIEHUS 6epeMeHHOCTM MCKYCCTBEHHOe
npepbiBaHue 6epemeHHoOCTH [3,61,65].

VYpoBeHb yoenuTenabHOCTM pekoMmeHaanuii I (YpoBeHb JOCTOBEPHOCTU
noxka3saTenbCTB C)

KommeHnTapuu: Credyem uHgpopmuposames nayueHmoK 0 8bICOKUX PUCKAX
paseumust Cepbe3HblX OCIOMCHEHUL, KAaK CO CMOpPOHbl mamepu, maxk u co
CMoOpoHbl B cnyuae coenacusi nayueHmku Ha npepwvieavue b6epemeHHOCmuU,
MeOQuyuHcKuti abopm donxceH 6blmb 8biNONHEH 00 22 Hedellb bepemMeHHOCmU
[62,65]. Haubonee onmumanbHuiM CPOKOM 07l npepbleaHusl bepemeHHOCMU
sensiemcs 10£3 nedenu 2ecmayuu [62,68].

o B wIyyae OTKasa OT MCKYCCTBEHHOTO IIpepbiBaHUSI OepeMeHHOCTH,
pPEeKOMeHIyeTCs TIIATe/IbHOE HaOJIoIeH1e 3a MalMeHTKOM
MYJIbTUOUCIUTIIMHAPHON KOMaHJ01 CIeLaJnCTOB, KOTOpas
IIPUMHMMAET KOJUIeTMajbHOEe pelleHMe O TAaKTUKU BefeHUsI M MeTome
ponopaspeliuenus [62,63,69].

VpoBeHb yoeauTeabHOCTH pekomeHzanmii I (YpoBeHb 1OCTOBEPHOCTH
noxasarenbcTs C)

KommeHTapuu: B cocmas  MyasmuluCUunauHapHoti — KomaHowl
cneyuanucmos 6xo0am: epau-kapouosioz, 8pau-akyuiep-2uHeKosa02, 8pau
amecme3uos02-peaHumMamosnoz,  8pau-neduamp, nhpu  Heobxodumocmu
npueiekamcs epaqu 0py2ux cheyuaibHocmeti.

o PekoMeHyeTcsI OCMOTP KapAyoJIora IMPOBOAUTDb Kaxkable 2-4 Helelu BO
BpeMsI Bcero Iepuoaa 6epemeHHocTH [52,53].

VpoBeHb yoeauTeabHOCTH pekomeHzanuii I (YpoBeHb TOCTOBEPHOCTHU
noxkasaTtenbCTs C)

o 2x0KI' pekoMeHAYeTCs TPOBOJUTH BO BpeMsi 6epeMeHHOCTH Kaskzbie 4-
6 Hepnenb [50].

VYpoBeHb yoeanuTeabHOCTM pekoMeHaanuit I (YpoBeHb JOCTOBEPHOCTU
noxka3saTenbCTB C)



o B wlyyae HeONTMMAaJbHOM BU3yaaIU3aUUU IIPU TPAHCTOPAKAILHOM
Ox0oKT peKOMeHyeTCs BBITIOJIHEHME YpecCImnineBOgHOMI
sxokapauorpabuyu s BbisiBaeHus: BIIC (4acTMUHbBI aHOMAaJIbHBbI
OpeHaXx  JIeTOUYHbIX BeH, [JedeKTbl  MEXIIpeAcepaHoit  WiIn
MeXKenyIOUKOBOJ IMeperopoiku) U YTOUHEeHUSI CTeIleHU ero TSKeCTU
[50].

VYpoBeHb yoenuTeabHOCTM pekoMmeHaanuii I (YpoBeHb JOCTOBEPHOCTU
noxka3saTenbCTB C)

o [lnaHoBasg rocOuUTaaIM3alUsl B CIEUUAIM3UPOBAHHOE OTAEe/eHNne
PEKOMEHIYeTCSI BO BTOPOM TpUMeCTpe OepeMeHHOCTM B CBSI3U C
TTOBBIILIEHHBIM PUCKOM npexaeBpeMeHHbIX poaoB "
reMOAVHAaMMUYECKMX OCTOXXHEHMIA, a Takke [J1s1 Orpefe/ieHus] CPOKOB U
criocoba pomopaspenieHus [68,69].

VYpoBeHb yoeauTeabHOCTM pekoMmeHaanuii I (YpoBeHb JOCTOBEPHOCTU
noxka3saTenbCTB C)

o BHelulaHOBas TroOCIMTAIM3aLMS PEKOMEHIOYeTCs IIpU YXyOLIeHUU
o0IIero COCTOSIHMSI WIM TIpUM OTpuULATeNbHON aAuHamuke OIxOKI-
rapamMeTpos [67].

VYpoBeHb yoenuTenabHOCTM pekoMmeHaanuii I (YpoBeHb JOCTOBEPHOCTU
noxka3saTenbCTB C)

o MynbrucnupanbHasg KT ¢ KOHTpacTupoBaHMEM PeKOMEHIYeTCS TOIbKO
T10 KM3HEHHbIM [I0Ka3aHMSIM, B TOM 4ucCiie U pu nogo3dpenun Ha TIJIA
[50].

YpoBeHb yoeauTeIbHOCTH peKoMeHaanum ITb (YpoBeHb
IOCTOBEPHOCTU JoKa3aTenbCcTB C)

o V maiMeHTOK C BIepBble auarHoctupoBaHHoi JII' BO Bpems
O6epeMeHHOCTU Tocie uckiaoueHnsi BIIC pekoMeHIyeTCsl TTpOBeleHMe
KaTeTepusaluu rpasbix kamep ¢ ODII [66].

YpoBeHb yoeauTeIbHOCTH peKoMeHaau i ITb (YpoBeHb
IOCTOBEPHOCTU HOKa3aTe/lbCTB C)

o PekomeHyeTCsl TPOIOJIKUTD BO BpeMsi 6epeMeHHOCTH Criel[n(pruyecKyro
Tepanuio, BK/IIOUAIIIYI0 AaHTAarOHMUCTbl KaJblMsl, TPOCTAaHOWUbI,
MHTUOUTOPBI pocdommacTepasbl TUIIA 5, KOTOPYIO MallMeHTKa MoyJasia
no 6epemeHHOCTH [2,50].

YpoBeHb yoeauTeTbHOCTU peKoOMeHaal i ITA (YpoBeHb
IOCTOBEPHOCTU HOKa3aTe/lbCTB C)



o He  pekOMeHAYIOTCSI ~ aHTarOHMCTbI  PEIENTOPOB  SHOOTENNHA
OepeMeHHBIM TanyeHTKaMm JII' M GOJbHBIM, IUIAHUPYIOUIUM
6epeMeHHOCTH [52,65,70]

VpoBeHb yoeauTenbHOCTH pekomeHaanmii I (YpoBeHb 10CTOBEPHOCTHU
noxkasaTtenbCTs C)

KommenTapuu: Eciu nayueHmxa He npuHumana 00 O6epemeHHOCMU
cneyuguueckyro mepanuro, 0715 yaydleHUst NPo2HO3a hayueHmyu Heo6xooumo
paccmompems B803MOMCHOCMb €€ HA3HAYeHUss 80 8pemsi OepeMeHHOCMmU.
@u3uonozuyeckue UsmMeHeHUs U 0CTI0HCHEHUSl, KOMOpble 803HUKAIOM 80 8PeMs.
bOepeMeHHOCMU, makue Kak peoma OepeMeHHbIX, MOXcem Nnosausimes Hda
noeznouwjeHue, evideseHue u 6u00ocmynHocmes npenapamos. Iloamomy kpaiiqe
BAXCHO BHUMAMEJIbHO C1edums 3d COCMOSIHUEM NAYUeHmMoOK U B8HOCUMb
Koppekmuesl 8 npumeHsiemvle 003bl JIEKAPCMBEHHBIX Npenapamos no mepe
HeobXxo0uMocmu, Ha hpomsixeHuu 6epemeHHocmu u podos [50].

o Jlnsg JedeHUS] TIPABOXKETYOLOYKOBOM CepIeyHOoM HeLOCTaTOYHOCTU VY
skeHIIMH ¢ JIAT' Bo BpeMsi GepeMeHHOCTM WM BO BpeMs POJIOB,
peKOMeHIyeTCsl UCI0/Ib30BaHMe TopaceMuaa i gypoceMuaa

YpoBeHb yoeauTeIbHOCTU peKoMeHaalni ITb (YpoBeHb
IOCTOBEPHOCTHU NoKa3aTeabCTB C)

KommeHnTapum: O0HAKo npu npumeHeHuu nemjuesvix OUypemukos ciedyem
NOMHUMb, MO OHU MO2YM YMEeHbUWUMb KPOBOMOK Uepe3 naayeHmy [50].

o He pekoMeHOyeTCsi CIMPOHOJAKTOH BO BpeMs OepeMeHHOCTHU
[50,63,68].

VYpoBeHb yoeauTenbHOCTH pekomeHaanmii III (YpoBeHb 10CTOBEPHOCTH
noxka3saTenbCTB C)

o PekomeHayeTcsa OTMeHUTb APD MM OCYIIECTBUTb 3aMeHy Ha [pyrue
rpymibl JIAT cienyduyeckux mpernapaTtos [50, 65]

VYpoBeHb yoeauTeabHOCTH pekomeHzanuii I (YpoBeHb TOCTOBEPHOCTH
noxkasaTrenbCTs C)

o B @lyyae HazHaueHMs] AHTUKOATYJISIHTHOW  Tepamuu  U3-3a
sMmbpuoTokcuueckoro sddexra BapdpapumHa B 1 TpuMmecTpe,
peKoMeHyeTcsl Ha3HauaTh HM3KOMOJIEKY/ISIPHbIX rerapuHoB [50, 65].

YpoBeHb yoeauTeIbHOCTU peKoMeHaalni IIa (YpoBeHb
IOCTOBEPHOCTHU NoKa3aTeabCTB C)

KommeHnTapumu: Hem OaHHbiX 0 mom, umo OepeMeHHOCMb ysenuuusaem
puck T3 y nayuenmox c¢ JII, 8 c8s3u ¢ uem Heo6X00UMOCMb HA3HAYEHUS
aHMUKoazys1HmMo8 80 epems bepeMeHHOCMU peulaemcsi UHOUBUAYalbHo.



o He pekomeHayeTcs oOmass  aHecTe3us MpPU  ONEepaTUBHOM
ponopaspelnieHny namuyenTkam ¢ JII' [50, 52,53, 54, 72].

VpoBeHb yoeauTenbHOCTH pekomeHaanuii III (YpoBeHb 1OCTOBEPHOCTHU
noka3saTenbCTB C)

KoMmmenTapum: PekomeHdayuti no cpokam u cnocobam podopaspeuietus 8
Hacmosiujee epemsi He cywjecmgyem. QOOHAKO MHO2UMU UeHmpamu
pekomMeHdyemcsi, nposodums podopaspeuieHue doCpouHo, umobsl u3bexicams
CNOHMAHHBIX ~ BA2UHANBHLIX ~ pP0008,  CPOKU  KOMOPbIX  HEBO3MOMCHO
KOHMpOIUpo8ams U KOmMopvle NOMEHYUAIbHO Mo2ym npueecmu K
podopa3speuieHuro Kak 8 HOUHOe 8PeMsl, MAakK U 8 8bIX00Hble OHU C "0eXcypHbIMU
Opuzadamu” He obnradarwwumu O0OCMAMOUYHBIM ONbBIMOM podopaspelleHust
nayueHmox c¢ JII. Tloamomy npednoumeHue 80 MHO2UX yeHmpax omaoaemcs
NJIGHUPOBAHUIO 0NEPamueHoz0 podopaspeuleHust 8 cpoke 32-38 Hedenw [52,
62]. 136ecmHo, umo poodsl uepe3 ecmecmeeHHbvle podosble nymu, Kak npasuo,
accoyuupyomcsi ¢ MeHvlleli nomepeli Kposu, CHUMEHUEM UHQPEKYUOHHbIX
OCTIOMCHEHUTI, MEHBbUWUM PUCKOM MPOMO0IMOOSIUUECKUX OCNOMCHEHULl U C
MeHee pe3KUMU 2eMOOUHAMUYECKUMU U3SMEHEHUSMU NO CPABHEHUW C
Kecapesbvim ceueHueMm. B cg8a3u ¢ amum, 8 nocnedHee 8pems 6ce uauje
ONnucyLIBAMCs ycheuwlHvle cayuyau podopaspewleHus uepe3 ecmecmeeHHble
podossie nymu y nayueHmox c¢ JII. HckaioueHue cocmasisiom nayueHmku ¢
CUHOpomom DlizeHMeHzepa, y KOMOPbvIX 00CYy#0arnmcs moJbKo CpoKU
onepamugHoz0 podopaspeuieHus. Cnedyem NOMHUMb, UMO NAUUEHMKU C
cuHopomom  Dli3eHMeHzepa OMHOCAMCA K 2pynne  8bICOK020  PUCKd
UH(EKYUOHHBIX OCTIOHCHEHUTl, N03MOMY OJIUMENbHOCMb NPOPUAAKMUUECKO20
HAa3HaueHuss aHMubaKmepuaivbHoli mepanuu  nocjie  OnepamusHozo
podopa3peuieHuss 8  Ka#oomM  KOHKpemHoM  ciayuae  obOcywdaemcs
undusudyanvHo. Ipogunakmuxa TO nocne onepamuéHozo podopaspeuleHust
npogodumcs 7 cymox.

o PexkomeHIyeTCs B II0C/IePOA0BOM rnepuone IIpMMeHeHue
VIHTaJISILMOHHOTrO OKcya asora [71,72].

YpoBeHb yoeauTeIbHOCTU peKoMeHauun Ila (YpoBeHb
IOCTOBEPHOCTU foKa3aTenbeTs C)

o PQKOMGH,E[YETCH B ITOC/IEPpOOOBOM IIepuoae I/IHFaJISILII/IOHHbIﬁ WJIOITPOCT
[71,72].

YpoBeHb yoeauTeTbHOCTH peKoOMeHaanumn ITb (YpoBeHb
IOCTOBEPHOCTHU AoKa3aTeabCTB C)

o PekomeHnyeTCcd TIIOAABJSATH JIAKTaUMo y  magueHTtok ¢ JIT
[73,74].

YpoBeHb yoeauTeIbHOCTU peKoMeHIanumi Ila (YpoBeHb
IOCTOBEPHOCTU HOKa3aTenbCTB C)



KommeHTapum: MoHumoputz nocie podos y yeHujuH ¢ JIAI' oueHb 8ax3ceH,
max Kak 00JbWUHCMBO CIyuaes JemaibHOCmu npoucxodum UMeHHO 8 I3mom
nepuod, u oH 00JixeH NPOJONHAMbC OM HECKOJNbKUX OHell 00 HeCKOJIbKUX
Hedenb nocie podos [65,72,75]. Camwblli 8blcOKULL pUCK CMepmMHOCMU 8
meueHue nepevlx 4 Hedenv nocae podos [67, 76], u OCHOBHOU NPUUUHOL
MAmepuHcKou JlemanpHoCcmu ocmaemcst npasoxcenydouxkosas
HedocmamouHocms  [67]. [Ipedpacnonarowumu Gakmopamu paseumus
npasoxenydoukosoli HedocmamouHocmu Mmoz2ym Ovimb 2eMompadcysuu,
upeamepHoe ysenuuerue JICC u T3 cobvimuti [65]. B Hekomopbix Cayuasx
MO}#em nompe6o8amscsi UCN0Ib308AHUE CUCMEMHBIX B8aA30NPECCOPO8 U
uHomponHolx npenapamos [65]. IlpumeHsiemslli 0151 npoGurakmuku
2eMOppazudeckux — OCNOMCHEHUUl  OKCUMOUUH  OO0JIXEH  UCNOb308aAMbCs
OCMOpPOXHO, mMAK Kak 23mo MoMem npueecmu K 2unOmeH3uu u
peparexmopHoti maxuxkapouu [77], a, cnedosamenvHo, U K Y8EAUUEHUID
dasnieHus 8 e2ouHoll apmepuu y nayueHmox ¢ JIAI [78]. Kopmaenue zpydvio
He peKoMeHOyemcsi, mak Kak NpoaakmuH OmpuuameibHo 6jusem Ha
cokpamumenvHyl cnocobHocmes muokapda. Kpome mozo, eazodunramamopol
IKCKpemupyromcs ¢ 2pyOHbIM MOJIOKOM [73,74].



Kpurepuu ouleHKM KauecTBa
MeOUIIMHCKOM ITIOMOIIU

Ne KpuTtepun kayecrtsa YpoBeHb YpoBeHb
[OCTOBEPHOCTU y6eaurtenbHocTm
[oKa3aTenbCcTB pekoMeHAaunin
1 MpoBeseHa TpaHcTopakanbHas SxoKI™ npu yctaHoBneHun I C
AVarHo3a Jfero4yHon apTepuanbHOM TUMNEpPTEH3UU U
XT3r.
2 lMpoBeneHa kKaTeTepusaumsa npasbiX OTAENOB cepaua C I Cc
OCTpbIMU dapmakonormyeckmmm npobamm ans
yCTAHOBMIEHWS  AMarHo3a  JIero4yHOW  apTepuanbHOn
rMNepTeH3nun.
3 MpoBeaeHa peHTreHorpadus opraHoB rpyaHON KNeTKu I C
4 MposeneHa cuuHTUrpadusa nerkux AN  MUCKIYEHUs I C
nr.
5 BbinonHeHa oueHKa pucka HacTynaeHus daTtanbHoro I C
ncxoda y 6onbHbix JIAT ans Bbibopa TaKTUKK NIeYEHUS.
6 [lpoBegeHO Ha3HayeHuMe aHTaroHWUCTOB Kanbuus. Yy I C
60nbHbLIX nanonatuyeckon/ Hacneayemon JIAI, a Takxe
NIAC  BCneacTBue npuvema  J1IeKapCTB/TOKCMHOB — Mpw
nonoxutensHo O®I BO BpeMs KaTeTepusauus npasblX
oTAenoB cepaua.
7 MpoBeaeHo Ha3sHayeHue JIAT- cneumbunyeckmx I A/ B
npenapaTtoB npu oTpuuatensHon OPI y 6onbHbIX JIAT.
8 MpoBeaeHo Ha3HaueHue aBoWHoM JIAI- cneunduueckon I/ IIb B/ C

Tepanuu y 6onbHbIX JIAI ¢ ®K IV (BO3).
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ABpneeB Ceprein HwukonaeBuuy, 3aMeCTUTeNb [OUPEKTOpa [0 HAYYHOMN
pabore®I'BY HUU ITynabmonomoruu ®MBA, 1.M.H., mpodeccop

[lapeBa Haranbsi AHaTONbeBHA, 3aBeAylOllasl OTAENEeHMUS [ObIXaTeIbHO
HegocraTouyHoCcTy ®I'BY HUU IlynbmoHonornn ®MBA Poccnn,K.M.H

Bonkos AnexkcaHpgp BurtanbeBuuy, PYKOBOOUTEIIb nabopaTopun
MHCTPYMEHTAJbHOM U yAbTPa3ByKOBOM auarHoctuku ®I'BHY «<HUWP um. B.
A. HacoHOBOI1», K.M.H,

MonceeBa Onbra MwuxainoBHa, 3asenyromasi HMO HeKOpOHapOreHHbIX
3aboneBanuit cepaua «C3OMMUII um.B.A AnmaszoBa» MuusapaBa Poccun, 1.
M. H.

Wprtiora Onbra bBopucoBHa, Benywmwmii HayuyHbili coTpygHuk HUO
HEKOpPOHApOreHHbIX 3aboneBanmii cepaua OIBY  «C3OMUIL wum.B.A
AnmaszoBa» MuH3apasa Poccum, K. M. H.

lopbaueBckuii Cepreit BanmepbeBuu, aOUpeKTOp 3KcrepTtHoro ILleHTpa
XUPYPTUUYECKOTO M 3SHAOBACKY/ISPHOrO JIeUeHUSI JIETOYHOM TIUIlepPTeH3UU
HIICCX um.A. H.BakyneBa, 1.M.H., mpodeccop

[lImanbly, AHTOH AJieKCeeBMY, BeOyIlMii HAy4HbIM COTPYOHUK OTOEeIeHUS
XMPYPTrUUYECKOTo JieueHMs 3abojieBaHMIt cepilia C IIporpeccupyloiei
nerouHoit runeprensuein HIICCX um. A.H.bakynesa, 4.M.H.



Bce wunenst Paboueii Trpynmbl TOATBEPAWIM OTCYTCTBME (DUMHAHCOBOI
IO P3KKIM/KOHQIMKTA MHTEPECOB, O KOTOPBIX HEOOXOAMMO COOOILINTh.



IIpunoxxeume A2. Metomosiorusi
pa3spadoTKM KIMHUUYECKUX
peKoOMeHIaium

ITpencraBieHHble PekoMeHanuy pa3paboTaHbl HA OCHOBe Poccuiickux
peKoMeHOalui 10 OMAarHOCTUKe M JIeUeHUIO JIeroyHoi ruriepreHsum 2010
rofja 4eTBEpPTOro MepecMoTpa M 3apyOeskHbIX pPeKOMEHIAIMt I10 JIeYeHUIO
JeroyHoit  rumepreHsuu EBpomeiickoro oOiectBa TMIIEPTOHUU U
EBpomeiickoro obimecrBa Kapauonoros 2010 roma, KoTopbie B CBOIO ouepenb
ObLIM CO3JAaHbI Ha OCHOBe aHa/lM3a umelomierocs: 6ojsee, 4yem 20-e€THEro
OTbITa pa3JIMUHBIX II0 IIeJsIM, IIPOTOKOJaM M 00beMaM KpYITHBIX
MUCCIeIOBAaHMI, IIPOBENEHHbIX I10 Pa3/JIMYHBIM aclieKTaM AOUArHOCTUKU U
JiedeHUs JIETOYHOV TUIIePTOHUNA.

LHenesaa AYAUTOPUSA JaHHbIX KIMHUYECKUX DEKOMeH,Z[ELIMfIZ

1. Bpaun-kapauonoru,
2. Bpauu-I1yJIbMOHOJIOTH,
3. Bpauu-peBMaToJIOrH,

DN

. Bpau-Xupypru,

U

. Bpau-TepareBThl,

o)

. Bpauu 0011e mpakTUKu

B maHHBIX KIMHMYECKMX PEKOMEHIAlMSIX BCe CBeJeHUS paHXXMPOBAHBI IO
YPOBHIO JOCTOBEPHOCTH (IOKA3aTeJIbHOCTM) B 3aBMCMMOCTU OT KOAMYECTBA U
KauecTBa MCCAeI0BaHMIA 10 TaHHOJ IIpobieme.

Tao6muua I11-YpoBHM yOeaUTeTbHOCTY PEKOMEeHAAIINiA

I [okaszaTenbcTBa W/unu eaMHOe MHeHWe, YTO AuarHocTuyeckas npoueaypa wam
BUA NnevyeHns ABnstoTcs 3DDEKTUBHBIMU U NONIE3HBIMMU.

II MpoTusopeumsble AaHHbIE U MHEHUS 06 3 MEKTUBHOCTN/ NOMb3e NEeYEeHNUs

IIa CoOTHOLIEHME AaHHbIX/ MHEHMI B NOMb3y 3M@PEKTMBHOCTU/ MOSb3bl Ie4YEHUS

IIb CoOTHOLWEHME [AaHHbIX/ MHEHWI B OTHOWEHUU 3PHEKTUBHOCTU/ MONAb3bl HE
COBCEM YCTaHOBJEHbI.

II1 [JaHHble N egnMHoe MHeHue, YTO fleveHne/ npoueaypa He SIBASETCS MONe3HbIM,
3 deKTMBHbBIM, @ B psiZe CydyaeB MOXeT 6biTb AaXe OMacHbIM.

Ta6mmua I12 YpoBHM JOCTOBEPHOCTM NOKA3aTe/IbCTB

A [aHHble nony4yeHbl no pesynbTaTtam MHOXeCTBa paHAOMU3NPOBAHHbIX
KNMHUYECKUX UCCefoBaHNn nnm MetTa-aHaam3o0B.

B [JaHHble nosiydyeHbl Mo pesysbTataM 1-ro paHAOMU3MPOBAHHOIO WUCCNefOBaHUSA
WM MacwTabHbIX UCCNefoBaHMn C HeonpeaeneHHbIMU pe3ynbTaTaMu.

Cc EanHoe MHeHune 3KcnepToB n/vnn Hebonblne HEKOHTPO/IMpYyeEMblE UCCNneaoBaHUA,
PETPOCNEKTUBHbIE NCCNen0BaHUA, PErncTpbl

ITopsamoK 0OHOBJ/IEHUS KIMHUYECKUX PEKOMEeH A it



Knuanueckne peKkoMeHgaLuy OOHOBJISIIOTCS Kaskable 3 Tofa.

KnuHnueckue pekoMmeHaauum yrBepkaeHbl Ha IV Bcepoccuitckom KoHrpecce
TI0 JIETOUHOJ rurepreH3um 16 gekabps 2016 r.



ITpunoxxenmne A3. CBI3aHHBbIE
OOKYMEHTBI

IaHHble KIMHMYECKMEe peKOMeHIaluu pa3paboTaHbl C YUYETOM CIeOYIOUMUX

HOPMATMBHO-IIPABOBbLIX JOKYMEHTOB!

L.

[Tpuka3z MunsapaBa Poccun ot 7 utonst 2015 r. N 422aH "O6 yTBepsKIeHUN
KpUTEepMeB OLIEHKM KauyeCTBa MeIUIIMHCKOI MOMOINn"

. ITocranoBniennem IlpaButenbcrtBa Poccuiickon @enepannm «O mopsiake u

YCIOBUSIX TIpU3HAHMS Jinila MHBauaom» oT 20 deBpass 2006Ti0 N295 (B
pen. IlocranoBnenuit IIpaButenbcrBa PO ot 07.04.2008 N2 247, or
30.12.2009 N2 1121, ot 06.02.2012 N2 89, or 16.04.2012 N2 318, ort
04.09.2012 N2 882). HM3meHeHMs], KOTOpble BHOCITCSI B IIpaBuia
MPU3HAHUS JMIA MHBAAUAOM, yTBepkIeHHble [locTaHOBIEeHMEM
[TpaButenbcTBa Poccuiickoin ®epgepannm ot 7 anpens 2008r. N2 24

. IIlpukas MwuHucrepcrsa 3ppaBooxpaHeHuss U CoLMaabHOTO Pa3BUTUSA

Poccuiickoin @epepauynu ot 17 pekabps 2015 r. N2 1024 «O
KIaccupuKamum M KPUTEPUSX, MCIOAb3YyeMbIX IIPU OCYIIeCTBIEHUU
MeOMKO-COLMaTbHOM 9KCIIePTU3bI rpaxkaaH dbenepanbHbIMU
rOCyJapCTBEHHBIMU YUPEXAECHUSIMU MEONKO-COLMAIbHOM 3KCIIEPTU3BI».

KP400. Xpounueckuii 6omeBoi cuHapom (XBC) y B3pOC/IbIX MalMeHTOB,
HY>KIAIOIMMUXCA B NA/VIMATUBHON MeOULIMHCKOM ITOMOIIM
(http://cr.rosminzdrav.ru/#!/schema/708)



ITpunoxxeHne b. AAropuTmsl BeJeHUs
nmalyeHTa

PucyHok 1. Bbigepskka 13 OJIOK-CXeMbl aJropuTMa MOeiCTBUII Bpaua
«JlerouHas aprepuanbHasi rTUNePTEeH3USI»

CrpHEHET (aHanmes, JHEIERATEHOS
ofcnegosarse, JEI, peRTreRorpadd IpyaEoH
KTETEH)

v

EcTe m1 nomospenme
#a JIT" mpe 3xokI? HET
oa
Hermomerse rapfonee TacTex Hexmomesme ’a
npeaeH JIT OpyTHE OpHYHEH
CHMITTOMOE

Ecth 3a00MeEaHHA TEERX
OTISN0E CEPANA HIH IeTEHK,
NPHIHAEH 3MO0MHET

l,qa

JIAT wrEmow9eHa

HET

Hanpazmesne B
CTEMHATHSHPOBAHHRE DEHTP

i

W
JleueHEE OCHOEHOTD

F aTeTepHsanEd NpaEs CTOEI0E saf0IeEaEET
cepona

HET

Ecte 1m
TEMOTHHAMHIECKHE

— [Toscs: ApyTEx mpHEE
IpEsHAEHR JIATT

CHMIITOMOE

Jsarsoz JIAT mogTeepemss

Ocipas
apMaRomOrHIeCKaT.
npoda MONoEHTENEHAT] HeT

oa
AFTATOHECTH EATHIHEE B
ERICORHK JOSEX

V namsenTa
y .
pECE? (cM cTR)

Ia
HauaTeHan MOHOTEpANHT Hauanrrad KoMOHEHPOEAHHAR
{ca cTp.) TepamHd (M CTp.)

e [locte ycTaHOBJEHMSI JMarHO3a BCe paHee He JieueHHbIe O60ibHbIe ¢ JIAT
IOO/DKHBI HANpaB/ISIThCS B CIELMaIM3MPOBaHHBINA IeHTp. HauanbHble
MEpOIPUITUSI  BKIIOYAIOT  COOMIOAeHMe  OoOIMX  peKoMeHIalluii,
MTO/IIE P>KMBAIOIIYIO TEPATINIO.



BbIOOp CTapTOBOV CTpaTerMm JeueHMus OIpenessieTcsl Ha OCHOBAHUM
crpatuduKanuy OOJIBHBIX B 3aBUCUMMOCTM OT PMCKa JIETAJIbHOCTU
(trabnuua 13). bBonpubiM WIT, Hacnemyemoii JIAT wim JIAT BcienmcTBue
rpuema JeKapCTBeHHbBIX IIPernapaToB MIM TOKCUMHOB, TIPU MOJIOXKUTEIbHOM
O®II HasHauvawTcsi AK B BbicOKMX nOo3ax. CrapToBasi JeKapCTBEHHas
MOHOTeparus peKOMEeHIOYyeTCs [Jisl JieYeHUs] BIIepBble BbISBJIE€HHBIX
OOJMbHBIX IIPYM HU3KOM WIM YMEpeHHOM (IIPOMEKYTOUHOM PICKeE)
netanbHOCTU <5% mnm 5-10% B rom cOOTBETCTBEHHO (Tabnuia 9).

ITIpu HasHauenuu AK B BBICOKMX mo3ax 6ombHbIM ¢ WJII, HacoemyeMoit
JIAT, JIAT Ha ¢oHe mpueMa JIEKApCTBO W/IM TOKCMHOB 00S13aTeIbHO
MOATBepsKIeHMe cTabuabHOCTY 3 deKTa Tepanuu yepes 3-4 mecsia. [Ipu
HeaJleKBaTHOM OTBeTe O0/IbHBIM CjiefyeT Ha3HauuTh JIAT-crieninduyueckme
TpernapaTsl B COOTBETCTBUM CO CTpaTerumein st 60JbHBIX C OTPUIIATETbHOM
ODII.

[Ipy oTpuiiaTenbHOi IIpo6e OOMbHBIM C HU3KMM U IIPOMENKYTOUHBIM
puckoM ¢aTaJbHOIO MCXOa HeOOXOAMMO Ha3HaueHMe CIenuduuecKoii
MoHOTepanuu (Tabauiia 9).

VY 60mbHbBIX JIAT' ¢ HUSKMM U ITIPOMEKYTOUHBIM PMCKOM (aTaabHOTO MCXO0/a
Ipy BbIOOpPEe B IIOJIb3Y CTAPTOBOII MOHOTEpamMy CjaeayeT YUYUThIBATh
OTCYTCTBME TMPSMBbIX CPaBHUTEJbHBIX WCCIEOOBAHMII IO  OlleHKe
3pdeKTMBHOCTM pasaMUHbIX BumoB JIAT- cneumduueckoin Teparnuu.
BbIOOp KOHKpPETHOro IIperapata 3aBUCUT OT psima (GaKTOpOB, BKIIOUAS
IOCTYITHOCTb Ipenapara, IyTb BBeJeHusI, Mpoduib MOO0UHBIX 3(PEHEKTOB,
JleKapCTBEeHHbIEe B3aMMOJeCTBUS, MpeaIouTeH NS 60/IbHOTO,
COITYTCTBYIOIIYIO MATOJIOTHIO, OITBIT Bpaua, CTOMMOCTb JIEYEeHWSI.

V 6onbHbIX JIAT ¢ BBICOKMM pUCKOM (aTaJbHOTO MCXOIa CTapTOBasi
KOMOMHMpPOBaHHAs Tepamnusl [OO/DKHBI BK/IIOUATh  MHTAJSIIIMOHHBIN
minorpoct (Tabnmmual(O). MoryT paccMaTpMBaTbLCS — aJbTe€pHATUBHbBIE
pEeXMMBI CTApPTOBOI KOMOMHMPOBAHHOJ Teparmun.

B cinyyae HeanekBaTHOrO K/IMHMYECKOTO OTBETa HAa HAYaJIbHYIO
KOMOMHMpOBaHHyI0O wiau  JIAT-  cnenmduyeckyilo  MOHOTEpPAImio
peKOMEeHIyeTCsl Toc/ienoBaTe/ibHasA [ABOWHAs WM TPOWHAs Teparusl.
Komb6unamust puonuryata u HWOI35 mnpoTuBoriokazaHa. B wryuae
HealeKBaTHOTO s dexra npu 1oc/ie0BaTe/bHOM IBOVIHOM
KOMOMHMPOBAHHON TepanuMyu OO/KHA OOCYKOATbhCs ITOC/IedoBaTelbHas
TpOViHasi KOMOMHMPOBaHHAs Tepanusl.

CremyeT pacCMOTpPeTb BO3MOXHOCTb TIPOBENEHMS TpPaHCIUIAHTALUU
JIETKUX ITPU HeaJeKBaTHOM KIMHUYecKoM 3¢ deKTe HauaIbHO MOHO- WU
KOMOVHMPOBAHHO Tepanuu y 60ybHbIX ¢ JIAT. HaripaBieHue 601bHBIX Ha
TPAHCIUVIAHTALMIO JIETKUX [O/DKHO OCYILECTBJISITBCSI BCKOpe Iocie
YCTaHOBJIEHUS HEeIO0CTaTOYHOTO sddexra MaKCUMaJbHOM
KOMOVHMPOBAHHOV MeIVMKAMEHTO3HOM Tepanuu. ATpPUOCENTOCTOMMUS
paccMaTpMBaeTcsl KaK IMa/UIMaTUBHASI TIpolieaypa mjsi OOJMbHBIX C
YXyIOIIeHeM, HeCMOTPSI Ha MaKCUMMAa/IbHYI0 KOMOMHMPOBAHHYIO TEPAIIIO
repeq TpaHCIUIAHTALeN JIeTKUX.



IIpunoxeuue B. Undopmauusa ojis
IMalMeHToB

[ToBrblllleHMe OaBjeHUS B COCYOAX JIeTKMX HasbIiBAwOT JII' wiau, mpu HaIU4IUU
IOTIOIHUTENIbHBIX OIllpeleneHHbIX IpusHakoB -JIAI. JIAT' - 3TO0 pepkoe
cocyauctoe 3aboneBaHMe, KOTOpPOe XapaKTepusyeTcsl TOCTelleHHbIM
pasBUTMEM U TIIPpU  OTCYTCTBUM JIEUEHUS] TIPUBOOAUT K  TSDKEJIbIM
MOCTIeACTBUSIM.

IMpuunna JIAT uHOrma ocTaeTcsl HEM3BECTHOM OJHAKO CYIIECTBYIOT (OpMbI
JIT, cBs13aHHbBIE ¢ O0E3HSIMU Cep/lia, Jerkux, o06pa3soBaHMeM TPOMOOB.

JIT' BcTpeyaeTcs y Jitofen Bcex BO3pacToOB, pac, KakK y My>KUMH, TaK U SKeHI/H.

YV mob6oro uenmoBeka MoxkeT pa3BuThbcs JII, omHaKo, ecTb (GaKTOpbl puUCKa,
KOTOpbIe [e/Ial0T HEeKOTOPbIX Jiofelt 6osee TpenpacronokeHHbIMMU. K HUM
OTHOCST BIIC, CUCTeMHbIe («peBMaTUUECKUE») 3a6071eBaHMSI
COeIMHUTEeTbHO TKaH!, a TakK)Ke HEKOTOpble MHGMEKIIUN.

BonbHble JII' 0OBIYHO SKATYIOTCSI HA OBIIIKY, TOJIOBOKPYKEHME U YCTAIOCTh,
c1aboCTb, ¥ BBIPAXEHHOCTh 3TUX IIPMU3HAKOB OOBIYHO YCYTYO/IsIeTCsT C
pasBUTMEM OOJIE3HIA.

Bpaun pasHbIX CIIeIMaJbHOCTEI MOTYT AMArHOCTUPOBATh U JieunThb JIAT.
OmHako IMPeUMYIIeCTBO MMEIOT Bpaul, KOTOPbIE Y KOTOPBIX HAOIIOIAIOTCS U
JeyaTcst 60JbIye TPyIIbl 60/mbHbIX JII, TaK KaK OIBIT Bpaua MMEET OYEHb
O0JIBIIIOE 3HAUYEHNe.

EcTb HeCKOIbKO pa3IMYHBLIX TUIIOB JIETOYHOW TUIEPTEeH3UU, U JieueHue
MOKeT ObITh pasHbIM B 3aBUCMMOCTM OT Tuma JII, KoTopblii Bbl MmeeTe.
TonbKO Bpay, MMEIIIMII OIBIT paboThl ¢ 60AbHBIMM JII' MOKET IPaBUIbHO
ornpenenuTb TuUIl JII' v HA3HAUUTD JIeUeHMe.

VimMeeTcsT MHOrO pasjJMYHBIX TECTOB M  METOHOB 00OC/IegoBaHMS,
MICIIOJIb3YEeMBIX, JJISI TOIO YTOOBI 3aromo3puTh JII'. OgHako Bepu@UIMpOBaTh
nyuarao3 JII' MOSKHO TOJIbKO IIpM KaTeTepusaluy Cepana M COCYI0B JIETKUX.
[Togpo6HO 0 BO3MOKHOCTSIX KaskIOi AMarHOCTUYECKOV MpOoLeAyphbl y3HaiTe
y CBOErO Jievalero Bpava.

JKususp ¢ JII' —=9T0 HeInpepbIBHbINM IMepecMOTp 006pasa ku3Hu. BaM, BO3SMOKHO,
norpebyercsl mpeHeOpeub HEKOTOPbIMM €XeITHEBHbIMM [ieJlaMM, KOTOpbIe
Ka3a/IiCh BaKHBIMMU, IIpeskae ueM Bam Oblna muarHoctupoBaHa JIAT, 4ToObI
MOSIBUJIOCH  BpeMsI [IJiS HEKOTOPhIX Bammx HOBBIX 0O0S3aHHOCTEIA.
BonbmMMHCTBO TMaLMEeHTOB, XUBYIIMX C JI[', HAXOOAT, YTO UM CTAaHOBUTCS He
10 CUJaM TOT aKTUBHBINM 00pas >XM3HM, K KOTOPOMY OHM IIPUBBIKJIIN.
PelieHne 3amaun, mpexae TpeOyolleii yac, MOXeT 3aHSITb HECKOJIbKO JTHeIA



MM Jaxke Gosblne. DTO —XapakTepHas yepra sku3Hu ¢ JII', 1 oHa He JO/KHA
ObITb MPUUMHON YYBCTBOBATh Ce0sI HEMNOJNHOIeHHbIM. Ompenennure
MIPUMOPUTETHI B BOIIPOCAX, TPEOYIOIMX OBICTPOTO peIleHys, a TAaKKe B Jefax,
KOTOpbIe MOTYT IIOHOXKOATh. DTO IIOMOXET BaM CKOHIIEHTPMPOBATHCS Ha
Ba)KHBIX JIeJIaX M OITYCTUTH HeCyIlleCTBeHHbIe ITpo6ieMbl. [IoMHNUTE, YTO LeI
JOJDKHBI ObITh PeaIMCTUYHBIMMU IJIS1 BBIIIOJIHEHMS, a BpeMs IJI UX pelleHus
IIOJIKHO OBITH 1OCTAaTOUYHbBIM.

ITpu JIT HET KaKUX-IMO0 CHeIMaTbHbIX AVET WUJIY IPOAYKTOB, KOTOPbIE MOTYT
yCyryouThb 601€3Hb.

[Ipu ocnoxxkHenuu JII' pasBuTHMeM CepAevyHO HeOOCTAaTOYHOCTU ClieayeT
OTPAaHUYUTDL YIOTpebeHMe MOBAapeHHON COMM U KOJIMUECTBO BBITIMBAEMOIA
KUgKocTu. IloBapeHHast COJIb CONEPKUT HATPUiA, KOTOPBIA peryamupyer
6amaHc Xugkoctu B Bamem opranmsme. Korma comepskaHue SKMIKOCTY B
TKaHSIX yBeIMUYMBaeTcsl (a 3TO OObIYHAsS mpobiemMa i maiueHToB ¢ JIAT),
00beM KpOBUM TaKXKe YBeJIMUYMBAETCS, UYTO IIPEACTaB/sSeT YBeJIndyeHue
Harpy3ku Ha Bame cepmiie. OguH 13 cambiXx 3(EGEKTUBHBIX CIIOCOO0B
CHMU3UTb HarpyskKy Ha cepple - 35TO YyMeHbIleHMe KOIu4YecTBa COu,
ynoTtpebnsiemoit B mnuiny. Takke WM3BeCTHO, 4YTO [AMeTa C HUSKUM
comepskaHMEeM COJIM OKayKeT OoJiblliee BAMSIHME Ha Baire 3m0poBbe, eciu oHa
OymeT coueTaThb IPOAYKTHI, OoraTble Kajbl[MeM, MarHuUeM, Kajluem, u

dochopom.

OrpanmnueHne o6bemMa BBIIUTON KUIKOCTY TaKKe ITOMOXKeT M36eKaTh MUK
YMEHBIIUTh OTEKU U 3aIepKKy KUIKOCTM. He pekoMeHIyeTcs BbIIMBATh
6omee 2 JMTPOB B [JI€Hb, OJHAKO O00BEM HOODKEH OIPEmesIThCS
VHOVBUOYAIbHO, IIPOKOHCY/IBTUPYIATECh [Ji OIpeneJeHus] IUTbeBOro
peskuMa ¢ Baiym Bpadyom.

Iyiss HOpManM3aLuMy BOMHOro OajlaHca BaM MOTYT IIOMOYb CAeOYIOIIMe
COBETHI:

HN3mepbTe KOMMUECTBO XKUOKOCTHU, KOTOPYHO BbI IbeTe KaXIObIil [eHb, 110
KpaiiHeil Mepe, B TeUeHMe MepPBbIX HeCKOJIbKUX Hefellb. [IBa 1uTpa KUIKOCTU
paBHSIOTCS B cpenHeM 8 yamkaM. He 3a0ymbTe cuMTaTh BOAY, KOTOPOJ Bbl
3anyuBaeTe TabmeTku. CyIlbl, MOpOXEHOe, >Xejie TakKXke HOOKHbI ObITh
IOCYMUTAHDI KaK XXUIKOCTU. YBeJIMYeHNe Beca - OOUH U3 [epPBbIX 3HAKOB, YTO
Bbl 3amepkmBaeTe SKMUOKOCThb. B3BemmBaiiTe cebs exemHeBHO. Ecim Bor
OoTMeYaeTe yBeIMYEeHNEe Beca IMPU MPeKHEM peXXyMe IMUTaHNsI, HeOOXO0IMMO
yBeIOMUTb 00 3TOM CBOEro Bpaya.

B HacTosiiee BpeMsl He YCTAaHOBJIEHO KakK BAMSIOT Gu3nuveckue yrpaskHeHUs
Ha IIPOTHO3 MPY JIeTOYHO runepTeH3un. OgHako, ecyiv Bol Benn 1o 601e3HM
CIIOPTUBHBIN 00pa3 >KM3HM, ITOCOBETYMATECh CO CBOMM BpauyoM, HACKOJIbKO
1esiecoobpasHbl st Bac saHsgTust crioprom. Ecam Bamr Bpau omobpsieT
3aHSITUS CIIOPTOM, HEOOXOAMMO BBITIOJIHEHME peKOMeHAaluii, 4ToObl He
HaHecTu cebe Bpen:



He mepenampsiraTbcsi. 3aHsSTMEe HEOOXOOMMO OCTAHOBUTH IIPU ITOSIBJIEHUU
TaKMX MPU3HAKOB KakK IOYPHOTA, YCTaJOCTh, OLIyIIeHUe COABIUBAHUS B
TPYIHOI KJIeTKe, y4allleHHOTO cephlebMeHus] MUaM Upe3MepHOI OIbIIIKMN.
Mexny  yIpa)kHeHMSIMM  MCIIOAb3yHTe  OOCTaTOYHOe  BpeMs  IJisd
BOCCTaHOBIeHMSI. M36eraiiTe hu3mueckoit akTUBHOCTY Ha y/uile TIpyu HU3KOM
TeMIlepaType, BbICOKO BJIaKHOCTH.

HOMHI/ITe, qTo HO,Z[pO6HO Ha BCeé BOIIPpOCbl, CBfA3aHHbIe C OMATHO30OM
JierOYHas Ir'uIiepTeH3nsd, O6p8.30M JXM3HU U JIeHeHneM, Bam nomosxkeTt Bpad —
CIeLMaauCT I10 JIETOYHOM! TUIIEepTEeH3UN.

B Hacrosiiee BpeMsl HET JieKapCcTBa, u3neunBatomero JII. OgHakKo MMeKTCs
IpyTue JieKapCTBeHHble TIIpernapaThbl, CIOCOOCTBYIOIIME YIYUIIEeHUIO U
TOMOTaInye OOJbHBIM YAYUYIIATh CBOe (u3nMueckoe cocTtossHue. Bpau,
SBISOWMiicS cnemyamcrtoMm 1o JII, mombeper BaM aJeKBaTHOE BallemMy
COCTOSIHMIO JIEUeHME M OOBSICHUT JOCTOMHCTBA U ITPEUMYIIECTBA Pa3TNMIHbIX
ero BapMaHTOB. Ilogbop TepammMm OCYIIECTBASIETCSI MHAOUBUAYAIBHO,
TIOMHMTE, YTO BCe MalMeHThI pa3Hble, ¥ Bail qokTop rogbepeT Bam BapuaHT
JIedeHus, JIYUIIUi1 TIpY BallleM ciay4dae.

[TaumeHTy C YyCTaHOBJIEHHBIM pAuarHosom JII' mokasaHO TiiaTe/lbHOE
amMOy/naTopHOoe HaO/MaeHre C BU3UTAMM K Bpauy Kaxkaple 3-4 Mec.
TpebyeTcsi cobmomeHme 00X MepONPUSITHIL (CM.»JIeueHNne»), DPeTyspHBbI
MIPUEM JIeKapCTBEHHBIX IIPerapaToB CTPOrO B COOTBETCTBUM C PEXMMOM
JedyeHus. B ciyyae mpuemMa OMYPETUKOB- €XeIHEBHBII KOHTPOJIb Beca U
onypesa, Bappapuna (MHO exxemecssuHO), ripu npueMe AP3 ( exkemeCSUHbI
KOHTPOJIb ITEUEHOUYHBIX TECTOB).

Bcem maimeHTaM, coBeplIAIIMM aBuarepeseTbl B ApPyrue CTpaHbl, Ba)KHO
pPEeKOMEHIOBaTh MMETh IIpU cebe MegUIIMHCKME MOKYMEHTHI O OMarHos3e,
MECTOHAXOXIEHUM OypKajiilero MeCTHOTO ueHTpa JII', KOHTaKTHOM
MHOpMAaIIUA C HUM.



IIpunosxeuue I'.

Pa3paboTaH ciemyomuii OIMPOCHUK IJIsI PAHHEro CKPMHMHTA OOJIbHBIX C
JIT', KOTOPBIN . TI03BOJISIET BBILEIUTD IPYIbI BHICOKOTO M YMEPEHHOIr'0 pucKa
(Ha ocHOBe MojcyeTa 6aja0B: 1 6aj1 rpu KaskaoM orseTe "na") passutus JII,
IUISI  KOTOPBIX TIPUBJIEKAKOTCS OOPOTOCTOSIIIME METOMbI
MO3BOJISIIONIME BepudULUMPOBATh AMArHO3 M OINPEeAeIuUTbCS C TaKTUKOI
neueHust. ['pyrma HM3KOTO PUCKa He TpedyeT HaITpaB/JIeHMs B CTAlMOHAap, a
OMPOCHMK MOXeT ITIPUMEHAThCS B KayeCTBe WMHCTPYMEHTAa KOHTPOJIS B

IVHaMUKe.

OIPOCHUK [J11 BOJIbHBIX C ITOJJO3PEHUEM HA HAJIMUME JIETOUHOM

I'MITEPTEH3UN

ANardoCTuKH,

Hda

Het

1. KnuHnyeckne cMMnTOMbl

OAbllWKa Ha BbICOTE dDM3M\4€CKOVI Harpysku nnun B nokoe

noBbIWLEHHAA YTOMNIAEMOCTb

cepauebueHne

FOJIOBOKPYXeEHne

o6MopokM

6onun B rpyam

Kalwenb Uan KpoBoxXapKaHbe

OTEKW FOSIEHEN U CTOM

2. flaHHble dn3MKanbHOro ocMoTpa

AKUeHT (pacliensieHMe) 2 ToHa HajA NneroyHon aptepuen /
WwymMbl /

puUTM ranona

LinaHo3 - ueHTpanbHbIM / Nnepudepnyeckuni

Mpu3Hakm MK gekomneHcauum
PacwupeHune / nynbcaums wWerHbIX BEH

AcumT / renatomeranunsa / MKTEPUYHOCTb CKep

Mepudepnyeckne oTeku

lMpu3Hakn, ykasbliBatoLwme Ha BO3MOXHYIO NpuynHy J1I
BbipaxeHHbI renaTolrynspHbli  pednokc ( nopaxeHus
neBbIX OTAENOB cepaua)

TeneaHrnskrasum / CKNepoaakTuansa / KOXHble NMposBIEHUS
(cuctemHble 3aboneBaHna COeANHUTENBHOWN TKaHW)

Xpunbl B nerkux ( WHTepcTMUManbHble 60ONE3HU nerkumx ,
XOBJ1, nopa)xeHus NeBbIX OTAENOB cepaua)

Mpu3Hakn TPoM6030B BEH HUXHUX KOHEYHOCTEW Uan
nepeHeceHHasa T2J1A




3. AHaMHecTnyeckne ceefeHuns
Hannune JII y poACTBEHHUKOB

Cnydyan BHe3anHol CMepTh Mo HeYyCTaHOBIEHHON NpUUYNHE

Mprnem  nexkapcTBEHHbIX npenapatos  (aHOPEKTMKH,
rOpMOHasibHble  KOHTpauenTuBbl, aM@eTaMuHbl, KOKauH,
XuMunoTepanus)

MosiBNeHWE CUMNTOMOB B nepuos 6epeMeHHOCTH, nocne
ponoB unun abopTa

MosiBNneHne cumntoMoB nocne OPBU nnu nHeBMOHUMU

MNosiBNneHne cuMMNTOMOB nocne CcTpecca WAM 4Ype3MepHOoN
pur3NYeCcKor Harpyskm

4. Hanunuyne 3abonesaHunin, accoummpoBaHHbIxX ¢ JIT

BUY-nHdpekumsa

MopTanbHas rmnepTeH3uns

CucreMHble 3aboneBaHns cCoeanHUTENbHON TKaHU

BpO)KAEHHbIe CNCTEMHO-NEro4Hble WYHTbI

Capkounaos

3abonieBaHUA WMTOBUAHOM Xenesbl

3abonesaHns KpoBu:
COCTOSIHME NOC/e CMNIEHIKTOMUMU
CepnoBUAHO-KNETOYHasa aHeMuns

b-tanaccemus
XpOHUYyeckme MmuenonponudepaTuBHbie 3abonesaHus

Penkue reHeTuyeckune 3abonesaHma wnam 6onesHu obMeHa:
6onesHb MNowe

6051e3Hb ®oH Mbepka

HacneacTBeHHas remopparuyeckas TeneaHrnakTasus
(6one3Hb Ocnepa - Bebepa)

4. Hanunune npusHakos JII no gaHHbIM DK

5. Hannune npwusHakos JII no [aHHbIM peHTreHorpadun
OpraHoB rpyAHOWN KNeTKn

6. T[lpyu noao3peHun Ha Hanu4me NI nposeneHune
3XoKapauorpagum:
BO3MOXHbIN AOANATHO3 «<JIr» CKOpOCTb

TpUKycnnaanbHoi peryprutaunmn<2,8m/cek + COJIA <36
MMPT.CT. + Hanunuue aononHutenbHblx OXoKI npusHakos J1I
BbICOKOBEPOATHbIN AOAMUAIFHO3  «JIr» CKOpOCTb
TpUKycnuaanbHon peryprutaumm 2,9 - 3,4 m/c + CAJIA 37 -
50 MMpT.CT. + Hanuuue mnu OTCYyTCTBME AOMNONHUTENbHbIX
3xoKl npwu3Hakos JII

HOpOI‘OBbIVI 6an JJIs1 HaIlpaBJIEHUS B CHELIM&HI/IBI/II)OB&HHI:IVI cTaoMoHap

< 5 6annos neroyHaa rmnepTeH3nsa OoTCyTCTBYET

cymma 6annos 5-10 ANarHo3 «serovyHas runepreH3ns» BO3MOXHbIN XenaTenbHO HanpasfieHne B
cneunann3npoBaHHbIA LIEHTP

cymme 6annos > 11 ANarHo3 «fero4vyHas rmnepTeH3sna>» BbICOKOBepOHTHbIVI: CpO4YHOE HanpaBneHune
B cneunanmsnpoBaHHbIN LEHTP




KianHnueckas Kaaccupuranmd JIAL, acconupoBaHHOII ©
BPOKAEHHBLIMI IIOPOKAMII

1. Cunopom Nize HMEHZEPa

BrnredacT Boe BOMLINE HETPA- H KCTPARE) IHAMEHEIE Ted efTh- CHCTEMHO-ECOMHEIE IIVHTEL
KOTOPEIE OPHEOOAT K SHaHH TEIEHOMY DOERINeHM JICC M NEVHAND SEMEHHOMY HII 0bp aTHO LY
(MErOMHO-CHCTEMHOMY) CHpOCY KpOBH.

[TpHCyTCTEY 0T UHAH 02, ETOPHYHER JPHTROLHTO: H I0pAKeHHe HECKONEFHI OPraHoE.

1. JIATL, accotinpoeaHnan ¢ npeo 0aoaeon iy ¢ HCINeMHO-TTe 20T THBIMI

HIVHIIIMIT

* KoppekTHpYeMEIe (€ IIOMOIIE XHPYTIYeCKOT0 I Y] eCk 0GEHOT 0 BN TeIE CTEA)

* Hexcopp e THpY eMEI

BrnredaeT cpegame B Soneume qedextel, TJICC — 0T HesHEHTEMEHOC0 40 YMED EHHODD, Ipe0 fIagacT
CHOCTEMHN -TIETOYMHOE ITYHTHY 0BaHHE. 1 [HAHOS E I0K0E HE XA SKTEpEH.

3. JIAT ¢ mansivin degpermamt (178 B3P 0CTIBIX 00/TBHBIX)
BummtemHoe T JICC opi Hans-my Hebomeinmx gedextos (LT <1 cam FAMIIIT<2 o).
Enmmnyeckad xaptiaa mneatisHa HIIT Koppesamaa BIIC opoTreonokazana

4. JIAT nocite Xupy peitecroii KOppe K ne poxa

B aTim cnydams nocie sHpypradeckod Koppexuud BIIC JTAT coxpamdeTea nocne

omepanm (mepeHcTHpyomad JIAT) HaH paEHEAETCH Q6P es HECKIIEKD MECAITEE MM JIET IOCTE
omeparsd (pesunyameHan JIAT) opi o0TcyTCTEHE SHAHHMEE 10 G0N EPAIHONELE 0 CTATOMHER
0P SKEHHE I BpOEIEHHED OeferToE.

AnaTtomMmo-naTodusmonornueckast Kjaaccuduranmsa BPOKJIE€HHBIX
CHMCTEMHO-JIETOYHBbIX IIYHTOB, AacCCOOMMPOBAHHBIX C JIETOYHOI
apTrepmuaabHON rUIepTeH3uen

TVN:

MpocTbie npe-TpukKycnupasnbHble KOM6MHMpPOBaHHbIE WYHTbI

LUYHTbI Onucatb KOMbMHauUuMK W onpegenuTb npeobnagarowmin
-[edeKkT MexnpeacepaHoOW neperoposku nedekt

-Ostium secundum CnoxxHblie BINC

- Sinus venosus - MonHas opMa OTKPLITOrO aTPUOBEHTPUKYNAPHOIO KaHana

- Ostium primum -Truncus arteriosus

-MoNHbIN  MAN YaCTUYHbIK aHOMasibHbIN - EANHCTBEHHbIN Xenyaoyek

ApEeHaXx Nlero4YyHblX BeH -TpaHCno3MUMS  MarucTpanbHbIX apTepuit  Cc  aedekToM
MpocTbie NOCT-TPUKycnuaasbHbie MeXOKenyaouKkoBol neperopoaku (6e3 nero4yHoro cteHosa) u/
LIYHTBI WNN OTKPbLITBIM apTepuasnbHbIM MPOTOKOM

-dedeKkT Mexokenyao4KoBO Nneperopoakm - Apyrue

- OTKpbITbI apTepuanbHbli NPOTOK

PA3MEP:

FemognHamunueckmi (Qp/Qs) AHaToMMueckum

-PecTpukTuBHbIA  (FpaAneHT  AaBneHus OT Hebonbworo fo cpegHero (AMMM<2.0 cM, AMXMN<1.0
yepes agedekxT) cM

-HepecTpnKTUBHbIN -Bonbwoin (AMMNM>2.0 cmM, AMXIM>1.0 cm)

HAMNPABJIEHMUE LUYHTA:
-MpenMyLLecTBEHHO CUCTEMHO-/IErOYHbIl -MpenMyLLecTBEHHO NIerO4HO-CUCTEMHBIV WYHT
WYHT -[ByHanpaBfeHHbl i

AccoummnpoBaHHble KapAvasibHble U dKCTpaKapAuasbHble aHOManum

CraTyc KoppeKkuum: -4acTMYHO KOpPpPUrMpoBaHHbLIM (NpoBeAeHa NannMaTuMBHas
- He onepupoBaHHbIf onepauus) .
-KoppuruposaHHbili (NposeaeHa paavkanbHas onepaums)

OneHka ornepaodeabHOCTH narnyeHToB ¢ BIIC

PekomeHaaunn YpoBHU ybeauTenbHoCTH
pekoMeHaaumm "
. AOCTOBEPHOCTH
I/IleeKc2 JICC, EA. NCC, EA. Byaa Koppektupyembin BIMC? [0Ka3aTenbLCTB
Byna/m
<4 <2,3 na ITa -C
>8 >4,6 HeT ITIa -C
4-8 2,3-4,6 NHamBuayanbHasa ITa -C
oueHKa







