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JIeTOYHasl TUTepTeH3Us
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XpOHMYEeCKass TpPOMO0IMOOoIMUecKas IerouyHast FUMnepTeH3us
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CIIMCoOK CoKpalleHun

DLCO - Anddy3noHHas crnocobHOCTb Nerknx B OTHOLEHUM MOHOOKCMAA yriepoaa
Pa02/PaC0O2- napumanbHoe aaBsieHne Knucnopoaa/yrnekmcnoro rasa

NO oKCuMf a3oTa

NT-proBNP - N-TepMUHanbHbIA MO3roBON HaTPUNYpPETUYECKUIA NENTUA

ppm (parts per million) - yactuy NO Ha MUIMOH B rasoBOl CMecU

Sa0y/ SvOs -
AK /

catypaums 02 apTepuanbHON / BEHO3HOW KPOBM
QHTAroOHMUCTbI KanbLms

AP2 AHTAroHUCTbl peLenTopoB 3HAOTENNHA

BIC - BPOXAEHHbIE NOPOKU cepaua

O6MX - AUCTaHUMS B TeCcTe 6-MUHYTHON X0AbObI

OONA - [aBfieHne 3aK/IMHMBAHNS B JIEFOYHOW apTepuu

O3N1A - AMacTonmM4yecKoe AaB/ieHne B JIEFOYHOM apTepum

ONA/ANAcp. - [aBfieHne B Nero4yHon aptepun/cpeaHee aaBfieHMe B IErOYHON apTepun

OMXIN - aedeKkT Mexokenyao4KOoBOW neperopoaku

amnn - nedekT MexnpeacepaHon Neperopoakm

ann LaBfieHve B NpaBoOM npeacepanmu

O2xoKIr - ponnnepaxokapanorpadus

nnr navonartuyeckas neroyHasa runepTeHsns

Uno - MANONATUYECKUIA NeroYvHbin pubpos

KNo3 - KoMbuHauusa neroyHoro dunbposa n smMmdbusemsl

KMocC - KaTeTepu3auus npasbiX OTAEN0B cepaua

NAr/ nr - neroyHas aprepuanbHas rmnepTeH3ns/nerovyHas runepTeHsuns

NBOB - neroyHas BEHO-OKKJ/103MOHHas 60ne3Hb

JIKIrA - NIeroYHbIA KanuanispHbli reMaHrMomMaTos

JIXK neBbll Xenypo4yek

Nncc Nero4yHoe cocyamcroe ConpoTmuBieHmne

MHO MeXxayHapoaHoe HOpMasniM30BaHHOE OTHOLWEeHune
- HWXHSAS Nonas BeHa

HMB OTKPbITbIN apTepuanbHbIi NPOTOK

OAIN ocTpasa dapmakonornyeckas npoba

ooar npoctarnaHanH E1

Mrei npasbli Xxenyaoyek/npasoe npeacepame

MK/ nn - paHAOMU3NPOBAHHOE KJIMHUYECKOEe uccrenoBaHme

PKW cepAeyHbI Bbibpoc

CB CUCTONMYECKOE AaBJieEHNE B JIEFOYHOM apTepumn

COnA - cucTteMHoe 3aboneBaHue COeaANHUTENbHOW TKaHU

C3CT CUHAPOM OBCTPYKTMBHOMO anHO3 CHa

COAC - CUCTEMHaAa cknepoaepMms

cCca TEeCT 6-MUHYTHOW XOAb6bI

T6MX TpoMb60aMb60ONNA NerodHomn aptepum

TI11A dYHKLNOHaNbHbIN Knacc

DK dakTop pucka

OP XpoHu4yeckas ob6cTpyKTnuBHasa 60n1e3Hb ferkmx

XOBbNn aneKkTpokapauorpadus

OKI aHAOTENUH-1

oT-1 axokapauorpadms




TepMMUHBI U onIpeae/IeHUs

JlerouHast rUrnepTeH3us- 3TO rpyrra 3a60/1eBaHMIA,
XapaKTepU3YIUINXCSA IMIPOrpecCUPYLIMM IOBbIIIEHNEeM JIeTOYHOTO
COCYVICTOr'O COIIPOTUBJIEHUS U TaBJIeHUs B JierOuHOM apTtepuu ([IJIA),
KOTOpOe MPUBOIUT K Pa3BUTUIO IIPABOXKEIYLOYKOBOI CepaevyHOin
HeJIOCTaTOUHOCTH U IIpeXkAeBpeMeHHOl rnbein naluyeHToB.

XpoHuueckass TPOMOO3MOOJAMUECKass JIerOYHasi TUIIePTeH3Us
(XTIJIT)- mpexkanmwuispHas dopma JerouHoi TUrepTeH3uu, Ipu
KOTOpPO# XpOoHMUecKass OOCTPYKIMSI KPYIMHBIX M CpPeIHUX BeTBeil
JIETOYHBIX  apTepui, a  TaKke BTOpPUYHBIE U3MEHEeHMS
MUKPOLIMPKYISITOPHOTO pycia JIETKUX, TIPUBOIST K
MIPOrpeccUpyrIemy TIOBBILIEHUIO JIETOYHOTO COCYOUCTOrO
CONPOTUBJIEHUST U [OaBJeHUSI B JIETOYHOM apTepum C pas3BUTUEM
TSDKENIO  AUCOYHKIMM TIpaBbIX OTAENI0B Cephalla M CepaedyHoil
HEeI0CTaTOYHOCTU

IIpocTarmaHAMHBI - 5TO TPYTIIIA JUIUIHBIX COeIVMHEHNI YHUKATbHOMI
CTPYKTYpbl, 00pasyeMbIx W13 €IMHOTO CcyOcTpaTa apaxuioHOBOI
KU C/IOTBI.

KoMOMHMpOBaHHAsA  Tepamnus — 3TO OJTHOBpeMeHHOe
UCIIONIb30BaHMe Oomee dYeM OAHOTO Kjacca crenmduyeckux
JleKapCTBeHHBIX CPefiCTB



1. KpaTrkasa mHopmMmanus

1.1. Onopenenenue

Jlerounas TUIepTeH3us- 3TO rpyIima 3a60/1eBaHMIA,
XapaKTepU3YIUINXCSA MPOrpecCUPYLIMM IOBbIIIEHNUEeM JIeTOUHOTO
COCYVICTOT'O COIIPOTUBJIEHUS U laBJIeHUs B JierOuHOM apTtepun ([IJIA),
KOTOpO€ TMPUBOAUT K Pa3BUTUIO TMPABOXKETYIOYKOBOM CepHevyHO
HeJIOCTaTOUHOCTH U TIpekaeBpeMeHHOl rnbein nauyeHTos [1,2].

OMarHoCTuYeCKUM KputepueM JierouHoi rurnepreHsun (JII') ssisercs
TIOBBIIIIEHME CpelHero maBjeHusl B jeroyHoit aprepum (IJIAcp.)>25
MMPT.CT. B TIOKO€ I10 JaHHbBIM MaHOMEeTpUHU, IIPOBEIEeHHOM BO BpeMs
KaTeTepusanuu npasbix oTaenos cepaua (KIIOC) [2,3].

B HOopM™me [IJIAcCp. B ITOKOe COCTaBJIsIeT, B CpegHeM, 14+3 MM PT.CT U He
npesbimaer 20 MM pr.cT. [3,4]. KnumHuuyeckoe 3HaueHume [IJIAcp. B
nuamnasoHe 21-24 MM PT. CT. OCTaeTCsl HeSCHbIM, OIHAKO BCermaa
TpebyeTcsl THaTeIbHbIV IMHAMMUUECKUI KOHTPOIb B TPYyIIax pyuckKa-
IIpY CUCTEMHBIX 3aboneBaHusSIX coeguHUTenbHOM TKaHu (C3CT), y
POJICTBEHHMKOB OOJIbHBIX C HAacJeayeMOil JIETOUHOM apTepuaybHOi
runeprensuein (JIA) u 1.1. [4].

MN3-3a OTCYTCTBUS [OOCTOBEPHBIX [AaHHBIX, VYKa3bIBAWOIIMX Ha
nuHaMmuky JJIAcp. u JICC npu BbintoTHeHUM QU3MIeCKOii Harpy3Ku Yy
3[0POBbIX TOOPOBOJIBIIEB, : B ITaTOreHe3e UTpaloT PoJib reHeTuuecKue,
MOJIEKYJISIpDHbIE M TOPMOHAaJbHble HapyuieHus: [6,7]. OuchyHKuus
SHAOTEeNUSI JIETOYHBbIX COCYLOB pacCMaTpUBaeTCd B KauecTBe
MHTeTpaJibHOTO TMaTodusuonornvyeckoro @axkropa. HeszaBucumo oOT
BUAAQ MHUIUUPYIOLIETO CTUMYyJa BO3HUKAKOT Ba30KOHCTPUKLMS,
peMoenMpoBaHue U HapylleHVe 3JIACTUYHOCTU CTEHKU JIeTOUHbIX
COCYIIOB, a Takke Tpomo603 in situ [1,2]. TIporrecchl Ba30KOHCTPUKIINU
CBSI3aHbI C I1COaIaHCOM Ba30aKTMBHBIX MeIMaTOPOB U AUCHYHKIIMEN
Ka/IMeBbIX KaHAJIOB B IVIAJIKOMBIIIEUHbIX KiaeTKax. [Ipu mccienoBaHmumn
BA30aKTMBHBIX CYyOCTAHIIMII IIOKa3aHa ITOBBIIIEHHAS] ITPOAYKIINS
TPOMOOKCAaHa ¥  MOIIHOTO  BA30KOHCTPUKTOPHOTO  IeNTHUIA
SHIOTEJMATIbHOTO TPOUCXOXKAEHMSI C MUTOTE€HHBIMM CBOMCTBAMMU -
SHIOTeNMHA-1, neUIUT Ba30AMIaTATOPOB MPOCTALIMKIMHA U OKCUIA
asora(NO), uto o0603HauYaeT TepareBTMUEeCKNe MMIIeHU IS
BO3eiCTBUS IPOCTAHOULOB, AaHTATOHMCTOB PellelITOPOB SHA0TENHA
u np. [1-3]. PemomenupoBaHMe JIeTOUYHBIX COCYLOB SIBJISIETCS



pe3yabTaToM Iponudepanyy SHAOTeNMAIbHBIX U IVIaAKOMBIIIEUHbIX
KJIeTOK, (GubpobnacToB. B agBeHTUIIMM OTMeUaeTcs ITOBBbILNIEHHAsI
BbIpabOTKa BHEKJIETOYHOIO MaTpMKCa, BKIIOUAsl KOJUIareH, 3JIaCTUH,
bubpoHekTMH U TeHacuuH. Y O6onbHbIX JIAI' 0OGHapPYKMBAIOTCS
TPOMOOTUUECKME M3MEHEeHUSI B OUCTAJIbHBIX JIETOUHBIX apTepusix U
apTepuoiiax, a Takxke JIerOYHbIX apTepusixX 3aacTuueckoro tumnall,2].

VY 6onbplIMHCTBA 60/1bHBIX JIAT' ¢ ceMeliHbIM aHaMHe30M (Hacjaemyemast
JIAT) u y psga OOJMbHBIX CO CIIOpaAMUYECKMMU  CaydassMu
(upmonaTtnueckasa JII' (WII') BeIABIISIeTCA accolpanys ¢ MyTalMsIMMU
reHa, Komupylomero pementop Tuma II K 6eJKy KOCTHOTO
MmopdoreHesa BMPR2 (bone morphogenetic protein receptor 2) (2
XpOMOCOMAa), KOTOPbI/i y4dyaCTByeT B KOHTpoje mponudepannum
COCyOuUCTBIX KiaeTOoK [1,7]. XapakTepHO ayTOCOMHO-IOMMHAHTHOE
HacjaenoBaHMe C HU3KONIMeHeTpaluei, Korga Juilb B 20% ciaydyaes
MyTaluu IIPUBOAUT K MaHUdecTauyu 3aboeBaHusi. [eTepo3uUroTHbie
myTauuu BMPR2 BbiBaAsSiOTCS y 75% TMalMEeHTOB C CeMeEHbIMU
dopmamu JIAT u po 25% cmopamuueckux ciaydaeB. Huskas
reHeTpalusl yKas3blBaeT Ha TO, YTO [JISI PasBUTUS 3abo0/ieBaHUS
HeOoOXOAMMbI JOTIOHUTEIbHbIE TPUTTEPbI. OTMMcaHbl MOAUMOP(PU3 MBI
reHoB, Kogupyiomux NO-cuHTasy, KapoummipocdaTcuHTasy, CUHTE3
[IeEPEHOCYMKOB  CEepOTOHMHA, a TakKke JOpyrue  CTUMYJIbI,
OTBETCTBEHHbIE 32 KOHTPOJIb POCTA JIETOUHBIX COCYOMUCTBIX KIETOK [7].
4 MALMeHTOB C HaC/IeCTBEeHHOMN reMopparuyeckoi
TejleaHrMIKTasueir (bonesnp Ocrepa-BebGepa-PaHmio)  OIyCaHbI
MyTallMii T€HOB peleNTOpOB (haKTopa HeKpo3a OITyXOJM, aKTUBUH-
Mogo6HOM KuHa3bl 1, sHAoOmIMHA. IIpM CEeKBEHMPOBAHMUM 3K30Ma
olpeneseHbl peiKie reTepo3UroTHble MyTalMUB reHax, KOOUPYIOIIUX
Takue Oeyiky, Kak kaBeonmuH 1 (CAV1) u snemMeHT 3 IojceMeiicTBa
Kanuesoro kaHana (KCNK3) [3].

HenmasHo YCTaHOBJIEHA MyTalus reHa, KOOUPYIOLIETo
9YKapUOTUYECKUIT MHUIIUUPYIONINIA 2-i1 GaKTop TpaHUISUUMU -
kuHasel 4 (EIF2AK4), xoTopas omnpepensieT M3MeHeHMe 3KCIIPecCumn
TeHOB B OTBET Ha JIeNpUBaL/0 aMUHOKUCIOT. bu-ajieibHasg MyTaus
BBISIBJISIETCS Y BCeX OObHBIX C ceMeliHbIMM (hOpMaMM JIETOYHOI BeHO-
OKKJII03MOHHOJ 60se3un (JIBOB) ¥ JeroyHoro KamuJIISPHOTO
remanrnomarto3a(J/IKITA) m 25% mnauuMeHTOB C TUCTOJIOTMYECKHU
MOATBEPKIEHHbIMY CIIOpagudeckumu popmamu [3].

OcHoBHbIMM TaTOMU3MOTOTMUECKUMM (pakTopamMu
paszsutusa JIAI' ipy BpoXkmeHHBIX Iopokax ceppua (BIIC) sasasercs
yBeJMuyeHrue KpOBOTOKAa U [aBJieHUSI B JIETOUHBIX apTepusix
(moBpexaeHue SHAOTeNusI, SHAOTenManbHas OUCHYHKIMS, 3aIyCcK



Kackajla OMOXMMMUUECKMX peakluii U peMojennpoBaHMe JIETOUHbBIX
COCYZOB), BBICOKOE HAIIpsyKeHMe KUCI0pOoAa B JIETOYHBIX apTepusix
(TIOBpexaeHne SHAOTENNS), MOIULUTEMMS C MOBbIIIEHMEM BSI3KOCTU
KPOBM (JIETOUHbIe MMKPOIMOO/INM), a TAKKe TTOBBIIIEHE TaBIeHNUS B
JlerouHbIX BeHax (roctkanuinsgpHada JIT') [8]. MexaHu3Mbl pa3BUTUSA
JIAT nipu mipe- U IIOCTTPUKYCOUAATBbHBIX AedeKkTax pa3andarTcs. [Ipu
HEPEeCTPUKTUBHBIX  IMOCTTPUKYCIUAANbHBIX OedekTax (medeKTbl
MeXoKenyqoukoBom nmeperoponku (JMXKII), OTKpbIThIV apTepualbHbIN
ripotok (OAII) u gedeKT aopTO-7erouHoi neperopoaki) Boicokast JIAT
CYLIECTBYET C POXIEHMUS M BbI3BaHA MACCMBHBIM apTE€PMOBEHO3HBIM
copocom KpoBu. IlaTomornueckoe BO3eiCTBME HA JIETOUHbIE COCYIbI
OKa3bIBalOT KaK JIerOYHasi TUIlepBOJieMMs, TaK IpsMasl Iiepenada
IaBjleHUs "3 JIeBbIX Kamep ceppua [9]. Hekoropble mauyeHTbl C
HEKOPPUTUPOBAHHBIMM HepPeCTPUKTUBHBIMU
MOCTTPUKYCOUAAIbHBIMY  OedeKkTaMyu [OXKMBAIOT [0 B3POCIOrO
Bo3pacrta. Ilpm s5TOM, Kak MpaBUaO, Y HUX MUMEIOTCI TSIKeble
HeoOpaTUMble M3MEHEeHMSI JIETOUHBIX COCYIOB, C pa3sBUTHUEM
CUMHApOMa Jii3eHMeHrepa. [Tpn PEeCTPUKTUBHBIX
MOCTTPUKYCIIUAAMbHBIX JedeKTax JerouHo-cocyaucrasi 60/ie3Hb Y
B3POCIBIX MOKET HOCUTb 00paTUMBbIii XapaKTep, a yCTpaHeHMe copoca
KPOBU COMPOBOXIATHCS HOpMayiM3aluyuen i cHmkeHmnem IJIA.

Mexauusm passutus JIAI' nipu  wioxsbix BIIC, BrItovarommx
MOCTPUKYCIUIAIbHBIV COPOC KPOBU B KaueCcTBe KOMIIOHEHTa ITOpoKa
(o6t apTepuabHbIN CTBOIJI, TIOJTHas dbopma
aTPUOBEHTPUKYISIPHOrO KaHajla M [p.), B 1LEJIOM COOTBETCTBYET
TAaKOBOMY IIpM MPOCThIX IOCTTPUKYCIUAAIbHBIX nedexkrax. IIpu
umaHoTuuHbIX BIIC ¢ JIAT (TpaHCIO3ULIMSI MarucCTPaJbHbIX COCYIOB,
(YHKIIMOHAMbHO €IVMHCTBEHHBIN KeyoueK cepalla M JIp.) JerouHo-
cocynucTasi 607e3Hb MOKeT YCyTyOnsaThCs 3a CUeT MUKPOIMOOINii, a
IpM  TPaAHCOO3ULIMM  MarucCTpajJbHbIX  COCYOOB  —3a  CUer
MOBPEXIAIIIEero BO3L4eMCTBUSI Ha JIeTOUHble apTepuu HacCbIleHHO
Kuciaopozom Kposu [10].

[Ipy mpeTpuxkycnuaanbHbix AedekTax (medeKTbl MeXIIpencepaHOoi
neperopoaku (JIMIIII), yactTuuHasi ¢opma aTPMUOBEHTPUKYISIPHOTO
KaHaJla M YaCTUYHBbI/I aHOMAJbHbI/ [peHaX JIerOYHbIX BEH)
[aTOJIOTUYEeCKOe BO3MOENCTBMEe Ha JierouyHble COCYObl OKa3bIBaeT
UCK/TIOUMUTEIbHO TUIIEPBOJIEMMUSI, B TO BpeMsl Kak (pakTop MpsIMOii
repenayy BbICOKOTO ABJEHMS U3 JIeBbIX KaMep cepiia OTCYyTCTBYeT.
JIAT' yacTo pa3BuBaeTCs IO3OHEe, HEepeaKo Ha TpeTbeM-YeTBEpPTOM
OeCcATUIeTUN XU3HU, OOHAKO IiporpeccupoBaHue JIAI' mmpoucxomut
COOTBETCTBEHHO  YCYI'YOJIEHMIO  JIETOUHO-COCYAMCTOV  OOJIe3HU.



VcTpaHeHMe apTepMOBEHO3HOTO cOpoca KpOBM MpPU COXpaHEHUU
noBblilieHHOro JICC MoOXeT He MPUBECTM K 3HAUMMOMY CHMKEHUIO
IJIA [9].

Ipynna 2 (II' ecnedcmeue namosozuu Jesvlx 0moenos cepoua):
MeXaHM3Mbl, OTBETCTBEHHble 3a IoBbilieHUe [IJIAcp. nipu JIT
BCIe[CTBME 3ab0/ieBaHMil JIEBbIX OTHENOB Cepillia WIM KIalaHHOTO
armapara JieBbIX OTHOEeI0B Cephlla MHOTOUYMCIEHHbl M BKIIIOYAIOT,
MpexJe BCero, IIACCMBHYI0 OOpaTHYIO Ilepefauvy IOBBIIIIEHHOIO
naBineHust (moctkanwaspHas JII' (tabnumal). TloBbimenue JICC
00yC/IOBJIEHO YBEeJIMUYEHMEM Ba3OMOTOPHOTO TOHYCA JIETOYHOI
apTepum U/uiau GUKCUPOBAHHBIM CTPYKTYPHBIM PeMOJIeIMpPOBaHMEM
JIeTOYHBIX apTepuit [11]. [TaTodusmonornyeckme MexXaHU3Mbl
pasBuTus JII' BKIIOUAIOT COCYIOCY:KMBaloliye peduieKkchl BCIeACTBUE
aKTUBALIMM PeELeITOPOB PaCTSLKEHMUS, JIOKAJIM30BAHHBIX B JIEBOM
Tpefcepauy U JIeTOYHbIX BeHax, IUMCHYHKIMIO SHAOTEIUS JIETOUHbBIX
apTepuii, KOTOpas MOKEeT CIOCOOCTBOBAaTh BAa30KOHCTPUKIUU U
nponudepany COCyAUCTbIX KIeTOK. [0 HACTOSIero BpeMeHM MoKa
He YCTAHOBJIeHO, Kakyue (aKTopbl OTBETCTBEHHbI 3a pa3BUTHUE
Tsokennoii JII y  psiga  OONMbHBIX C  PasBUTMEM OOCTPYKTUBHBIX
M3MeHeHMI JIeTOUHOTO COCYAMUCTOTrO pycia B OT/Inuye OT 06paTUMBbIX -
y OPYTUX TMalIEHTOB.

Ipynna 3 (JII, accoyuuposaHHass ¢ namoJozueli JezKux u/uiu
2unokcemueti): OCHOBHOM TipuumHOil JII' mpu pecnupaTOPHbBIX
3a00/IeBaHUSX SIBJISIETCSI apTepuasibHasi TUIIOKCeMMS. AJIbBeosIpHast
TUIIOKCUSI BbI3bIBAET JIETOUHYIO BAa30KOHCTPUKIIUIO MOCPEACTBOM
MPSIMBIX M HEIpPSIMbIX MeXaHM3MOB. B mociegHue roabl aKTUBHO
obcyxkpaeTcs ponvt OUChYHKUUM SHIOOTENNST JTeTOUHbIX COCYIOB IpU
JIT pasnuyHoro reHe3a [56]. JMCHYHKLUMS SHIOOTENMUSI JIETOUHBIX
COCYIOB MOKEeT OBITh CBsSI3aHA He TOJNBKO C XPOHMUUECKOI
TUIIOKCEeMMeN, HO U ¢ Bocmasienuem [12, 57]. K opyrum CTpyKTypHBIM,
dakTopam, Bemymum K pasBuTuio JII' mpM  pecriMpaToOpHbIX
3a00/IeBaHMSAX, OTHOCSITCSI COKpallleHMe TIIJIOMIAM KamuJIISpPHOro
pyciia, CONpOBOXKIAWIee OeCTPYKUMIO ITapeHXMMbl JIeTKUX, UTO
XapaKkTepHo 111 sMdu3eMbl 1 puodpo3a.

Ipynna 4 (xpoHuueckass ~mpomboamboauueckas JII): OCHOBOI¥
naTobuosornyeckux mpoieccos rpu XTIJIT saBaseTrcs popmupoBaHme
TPOMOOTMYECKMX MacC, He IMOABEPrIIMXCS JM3MCY, KOTOpble Iajee
GuOpPO3UPYIOTCS, UTO IIPUBOAUT K MEXaHMUECKOil OOCTPYKLMU
nerouHsix aprtepuit [13]. TOJIA wuamu Tpomb6O3bI insitu MoOryT
BO3HMKATh BCIEACTBIME HApPYIIEHM B KacKaZe CBepThIBaHMSI KPOBU, B
TOM 4mciie AMCOYHKIMM SHIOTEIMATbHBIX KIETOK M TPOMOOIIMTOB



[2,3]. [laTonorusi TPOMOOIUMTOB U MPOKOATYISILIMOHHBIE M3MeHEeHMUS
MOTYT UrpaTh MOTEHLMAIbHYIO pOJib B (POPMMUPOBAHUM JTOKATbHbBIX
TPOMO030B.B O0JIBIIMHCTBE C/TydaeB OCTAETCSI HESICHBIM, SIBJISTIOTCS JIV
TPpoMOO03 ¥ AUCHYHKINUS TPOMOOIIUTOB MPUUMHON WIN CJIeICTBUEM
3ab6oneBaHus. BocnanuTenbHble MHPUABTPAThI, Kak IPaBUJIO,
00HapyKMBaAIOTCSI B MOpGOoIOrMueckoM MaTepuase, IMoaydeHHOM IIpu
TPOMOIHIAPTEPIKTOMMUMN. [Tpu U3YUYEHUU KOaryJ/siOHHbBIX
M3MEeHEeHUIi  BOJIYAHOYHBI  aHTUKOATYISHT  OOHapy>KMBaeTCs
npuMmepHo y 10% maiueHToB, aHTUdOChHONUNMUAHbIE aHTUTENA - Y
20% o6onbHBIX [13]. V 39% mamnueHtoB XTIJII' obHapykMBaeTcs
TOBBIIIIEHHBbIN TIa3MeHHbIT ypoBeHb (aktopa VIII. HapymieHus
dbubpuHonmsa He xapakTepHbl. OOCTPYKTMBHbIe TIOpa>keHUsI B
OUCTATbHBIX JIETOYHBIX apTepUsX MOTYT ObIThb CBSI3aHbI C TaKUMMU
dakTopamu, Kak HampsbkeHMe CIOBUra, IIOBBIIIIEHHOE MaBjieHMe,
MPOLIeCChl BOCIIaJIeHMSI, BBICBOOOKAeHMEe IIUTOKMHOB U MeJUaTOPOB,
CIIOCOOCTBYIOIIMX KJIeTOUHOI mponmudepatinu. O6CTPYKIMUS TETOUHbBIX
cocynoB mpu XTOJII' MoskeT OBITh He TOJBKO 35MOOMIaMM, HO U
OMyXOJISIMU, MTHOPOOHBIMU TeJIaMu U Ap. [3].

Ipynna 5 (I Heu3secmHO20 UAU CMEUIAHHOZO 2eHe3d): YacTo
1aTopM3MOIOTMYeckye 0COGEHHOCTY OCTAIOTCSI HEYCTaHOBJIEHHBIMMU
VTV BBISIBJISTIOTCSI MHOKECTBEHHbIE MEeXaHU3MBI [3].

Takum  obOpa3om,  auc6GajaHc  MeXAy  TPOMOOTUYECKUMIU,
MUTOT€HHbIMM,  IPOBOCHAJIMUTENbHLIMY, Ba30KOHCTPUKTUBHBIMU
dbakTopamu " MexaHU3MaMU oOpaTHOrO oeiCTBUS -
AHTUKOAryJSIHTHBIMU, AHTUMUTOT€HHBIMU, Ba304WIATUPYIOLIVMU,
CITOCOOCTBYET Ba30KOHCTPUKLIMM U TPOMOO3aMm, ITpoindepaTUBHBIM U
BOCIT/IUTEIbHBIM M3MEHEHMUSIM B JIETOYHOM MUKPOLUPKYISITOPHOM
pycie. Pa3Burue " IIPOTpeccupoBaHMe IaTOIOTUYECKUX
OOCTPYKTMBHBIX IIPOILIECCOB B JIETOYHBIX COCyHax IIPUBOAUT K
noBeilieHuo  JICC, meperpy3ske U [OeKOMIIeHCAllMU IIPaBOro
xenypmouka  (IDK) [1,2]. @yHROMsA  1IOCIAeSHEero  omnpepensier
(yHKIMOHAMBbHYIO CIIOCOOHOCTh M TMPOTHO3 60abHbIX JII. HesicHo,
rnoyeMy Yy HeKoTopbix OonbHbiXx JII' IDK criocobeH mjinTenbHO
COXpaHSTh KOMIIEHCAllMi0, B TO BpeMsl KaK Yy [APYyruxObICTPO
pasBMBaeTCsS €ero JIeKOMIIeHCAalVs, KOTOpas IIPOSBISIETCS Kak
MCTOHYEHME CTeHKM, AuaaTalusl IOJ0CTU, yMeHbIeHue Qpakiumn
BbiOpoca. DK  HOBOpPOXAEHHOrO  JIydllle  agamnTUpyeTcs K
noBbilieHHOMY JICC, UTO MOXXeT OOBSICHUTD JIYUIIYI0 BbIKMBAEMOCTb
ripu JIAT Bciencrsue BIIC [1,9].

1.3. dnmManeMmoJIorns




TouyHbIe 3MUAEeMMOIOrMUecKMe OJaHHble O pacrpocrpaHeHHocTH JII' B
Halllelt cTpaHe B HacTosIee BpeMs OTCYTCTBYIOT. B BenmkoOpuTanun
OHa cocraBiasgeT 97 ciayyaeB Ha MWUIMOH B TOIYISAUUM IIpU
COOTHOILIEHUM KeHIIVH U My>kuuH - 1,8:1 [3]. CTaBmapTU3MPOBAHHbIN
10 BO3pacTy IokasaTesib cMmepTHoCcTU B CIIIA Bapbupyetcst oT 4,5 1o
12,3 Ha 100 TbIcsu HaceneHus [3]. JII' BuiencTBye maToOMOIUM JI€BbIX
OTHeNOB cepana (Tpymma) SBasieTcss Haubojiee pacHpoCTpaHEeHHOM
dbopmoii. Tak, Tmpu TIpoBeAeHUM CKPMHMHTA C TIOMOIIbIO
sxokapauorpadunu (OxoKI) y 4579 o6GonbHbix TipusHaku JIT
(cuctonuueckoe IJIA > 40 MM PT.CT.) BbISIBAS/INCE Yy 10,5% 6GONbHBIX
[14]. U3 Hux 78,7% mnauueHTOoB umenu JII' BCiienCcTBUe IMATONOTUN
JIeBbIX OTHENOB cepAla,9,7%- Ha (oHe MaTOJOTUM JIETKUX, TOJIbKO
4,2% n 0,6% - JIAT' m XTOJI' cooTBeTCTBEHHO, B 6,8% CiyyaeB
YCTAaHOBUTD AMATHO3 He MPeACTaB/sII0Ch BO3SMOXKHBIM.

Ipynna 1. JIAT oTHOocuTCs K uncity opdaHHbIX 3aboneBanuit [1-3]. Io
ANUTEMUOTOTUYECKUM IaHHBIM, B ooO1meit TIOITYJIS LI
pacIpoCcTpaHeHHOCTh U 3abonmeBaemocTb JIAI' cocraBisier 15-60
CIyyaeB Ha MWUIMOH HaceneHus u 2,4-10 oryyaeB Ha MWIJIMOH
HaceJleHUsl B rof, COOTBETCTBEHHO [3]. Ilo JaHHBIM perucTpos, OKOJIO
nosioBuHBI nanueHToB JIAT umeror WII, Haaienyemyro JIAT miu JIAT
BUIENCTBYE TIpUEeMa JIeKapCTB U TOKCUMHOB. Cpeau acCoOlUMMPOBAHHBIX
dopm JIAT Hanbosee yacToit puumHoit siBisitoTcss C3CT, B o0CHOBHOM
cucremHas ckiaeponepmus (CCL).

WJIT' - 3TO criopaguyeckoe 3abojieBaHMe IIPU OTCYTCTBUM MCTOPUU
ceMmeitHoi JIAT MaM M3BECTHOTO MYCKOBOrO ¢hakTopa 3abojeBaHUS C
pacopoCTpaHeHHOCThIO 5,9 ciayyaeB Ha MWIIMOH HaceneHus [3].
CornacHo maHHbIM IepBoro peructpa NIH (CIIA) 1981-1985rr., y 187
6onbHbIx WJII' cpemHuii BO3pacT COCTaBUI 36 JIEeT, COOTHOIIEHMUE
KeHIIMH U MyxkuuH-1,7:1 [1,2]. B Hacrosumee Bpemsa uyaie W/IT
OVMArHOCTUPYeTCS Vy IIallMeHTOB IIOXKWMJIOrO BO3pacTa, CpemHU
BO3pacT Ha MOMEHT [OMarHOCTMKM cocTasiaser 50-65 e,
rpeobsaiaHMe KeHIIMH TOBOJAbHO BapuabenbHO. Takue M3MeHEHUS
MOTYT ObITb CBSI3aHbI C YiIydllleHMeM BbDKMBaeMoctu [3]. Tlo
POCCUIICKMM [OaHHbIM, 3a mocienHee 10-meTue HabmogeHMe
OTMEYaeTCs] BO3pacTaHMe COOTHOIIEHUS >KEHIIMHbI/MYKUMHBI 10
6,5:1 [11]. Bo3pacT Ha MOMEHT yCTaHOBJIEHMSI IMarHO3a COCTaBJIsIeT Y
6onpubix WMJII' 31,2 roma. Ilepmopm ot pebiora 3aboimeBaHuUsT OO
MOMEHTA YCTaHOBJIEHMS IMarH03a COCTaBJIsIeT OKOJIO 2 JIeT.

I'pynna 2. PacnpocTpaHeHHOCTb JII' mpy XpPOHUUYECKOI CepaeuyHoimn
HemoctaTouyHoct (XCH) Bo3pacrtaeT 10 Mepe  HapacTaHWUS
dyukumonanbHoro kinacca (®K). Ilpusnaku JII' BeisBASIIOTCST y 60%



6onbHbIX ¢ XCH BiencTBue CUCTONIMYECKOV IUCHYHKIMM JIEBOTO
xkenypouka (JDK) m mo 70% manmeHTOB, MUMEIIUX U30JIUPOBAHHYIO
nuacronuueckyto aucynkiuio JDK[3,12]. PacnpoctpaneHHOCTh JIT
IIPY HAJIMYMM KJIallaHHbIX TOPOKOB JIEBBIX OTHE/NOB Cep.lia 3aBUCUT
OT BbIpaXKeHHOCTM HedeKTOB U KIMHUUYECKON cumiToMaTuku. JIT
pa3BUBAETCS IMPAKTUYECKM BO BCEX CyUYasX MOPaKeHU MUTPAIbLHOTO
KJIaliaHa U [0 65% cjiyyaeB IPU CT€HO3e YCThS aOPThI[3].

Ipynna 3. Msarkag JII' 4yacTo BCTpedaeTca TIpU  TSDKEIOM
MHTEPCTUIIMATbHOM 3a007IeBaHUM JIETKUX U TSKEIO XPOHUUECKO
ob6cTpykTMBHOI 60e3HM erkux (XOBJI), B To BpeMst Kak Tspkenast JIT
BCTpeyaeTcss peaKko, OObBIYHO TpM COYETAaHHOM IIOpaKeHUU -
couetanuu sSMmdbuszembl/pubposa aerkux|[3,13]. B KIMHUYECKUX
uccienoBaHusx, mpu ucrnonab3oBauum KIIOC, JII' Gbia BbISIBIEHA Y
35% 60nbHbIX XOBJI TsKenoro Tedenus [13]. B 60ablIMHCTBE C/yvyaeB
JIT y 60onbHbIXx XOBJI xapakTepusyeTcsl Kak Jierkas M yMepeHHas.
Opnuaxko, mpu XOBJI moskeT BcTpeuatses: u Tsprenas JIT' (2-7%) [59]. JIT
SIBJISIETCSI  TOBOJABHO 4YaCThiIM OCJIOXKHEHMeM Yy OOJbHBIX C
UOMOTIATUYECKMM JIeTOUHBIM (uopozom (MJID). Ilo maHHBIM psga
uccnenoBanuii, JII' BcTpeuaercss y 32-85% 6ompHbix WJID [60].
[TauyeHTHI ¢ KOMOMHALMEN erouHoro ¢pubposa u smdpusemsl (KJIDI)
0CO0EHHO BOCIIPUMMUMBBI K pa3Butuio JII, pacrpocrpaHeHHOCTh JIT
nipu KJI®3 cocrasnsiet ot 30% mo 50% [13].

Ipynna 4. B MCIAHCKOM permucTpe paclpoCTPaHEHHOCTb U
3ab6oeBaemocTb XTIJII' coctaBuam 3,2 ciyyas Ha muuimoH u 0,9
ClyyaeB Ha MWUJIMOH B rof, COOTBeTCTBEHHO [3]. HacTtoTa pa3BuUTUS
XTIJIT' mocne nmepeHeceHHOoi octpoit TIJIA Bapbupyetrcs ot 0,5% mo
3,8%[14].Io pmaHHBIM MeXAyHapoaHoro peructpa, XTIl y 75%
00/MbHBIX B aHaMHe3e OTMeuasiacb MCTOPUSI TlepeHeCeHHOW OCTpoii
TAJIA unu Tpomb03a rTy60KMX BEH HYXKHMUX KOHEUHOCTel1 [3].

Ipynna 5. VYuuTbiBasg TeTepPOTeHHOCTb 9TOIl TPYMIIBI OIEHUTH
pacrpoCTpaHeHHOCTb U  3a060/eBaeMOCTb He  IIpe[iCTaBJIsSIeTCs
BO3MOKHBIM.

1.4. KogupoBanue o MKb

127.0 TlepBuyHas J1erouyHasi ruriepTeH3ns

127.8 Hpyrue YTOYHEHHbIE dbopmbI JIETOYHO-CepAevYHon
HEe0CTaTOYHOCTHU



1.5. Knaccuduranmus

Knuanueckast knaccudukanus JII' Heobxogyma sl CTaHAAPTU3aLN
OMArHOCTUYECKMX IIOAXOHOB M JiedeOHBIX MepomnpusTtuit. Ha
MPOTSDKEHUM TIOJIyBeKa OHa IpeTepriesia 3HAaYUTe/IbHbIe M3MEeHeHMs,
HauuHasg ¢ 1973r., korga B COOTBETCTBUM C KOHCEHCYCOM 3KCIIEPTOM
BBIZIEJISIJIOCH iBe KaTeropuu: rnepsudHas JII' uan JII' HeycTaHOBJIEHHOM
9TUOMOTUM U BTOpMuHas JII' Ipy BbIIBAEHUM MPUUUH WM (PAKTOPOB
pucka [16]. B 1998r. Ha Il BcemupHOoM cumIio3uyMme 110 mipobseme JII' B
r. OBuaHe (®paHuus) ObUIM BIEpBble BbIIE/NEHbl KAaTErOPUM WU
rpyrmbl JIILT HAa  OCHOBAaHMM  CXOACTBA  IMATOT€HETUYECKUX
ocobeHHOCTeIA, KIVMHUYECKON  KapTUHBI reMoaHaMM4eCKUX
XapaKTepuCTUK M TMOAXOmOB K JieyeHuw [1,2]. [Jo Hacrosiiero
BpeMeHM BbiensieTcs saTh rpymi JII' (tabnuia 1).

Ta6numa 1- Knuauueckast Kiaccu@uKaiyus 1erouHoi ruepTeH3un

1. JlerouHas apTepunanbHas runepTeH3uns:

1.1.Nanonatmnueckas ( UM

1.2.Hacneayemas (MyTtauum BMPR2, apyrue)

1.3.lHayumpoBaHHasa NpMemMoM neKapcTB U TOKCMHOB

1.4.AccoumunpoBaHHasa C: CUCTEMHbLIMM 3aboneBaHUAMU COEAMHUTENIBHON TKaHW, BUNY-
nHdeKkunen, nopTanbHON rMnNepTeH3nein, BPOXAEHHbIMMU MOpoKaMu cepaua (CUCTEMHO-/IEroYHble
WYHTbI), LWWMCTOCOMO30M

1" JlerouHass BEHO-OKK/O3MOHHas 60ne3Hb/ NeroyHbld KanuaaspHbI reMaHrMomaTo3s
(cnopaaunyeckasi, Hacneayemass (mytaumsi EIF2AK4), wvHayuMpoBaHHasi npuveMoM JekapcTs/
TOKCWMHOB, accounmnposaHHasa (C3CT, BUY-uHdekunen)

2. JleroyHas runepTeH3usa BCAeACTBME NaTO/I0rMM NeBbIX OTAENOB cepaua:

2.1. Cuctonnyeckas amchyHKuma

2.2. OnacTonunyeckas auc@yHKUms

2.3. KnanaHHble nopoku

2.4. BpoxaeHHasi/ npuobpeTeHHas O6CTPYyKUMS MPUHOCSLLEro/BbIHOCALLEro TpakTa JieBoro
Kenypodka

2.5. BpoxXAaeHHbIl unn npnobpeTeHHbIN CTEHO3 SIErOYHbIX BEH

3. JleroyHas runepTeH3svs BCcneacTBme 3aboneBaHuii Nerknx u/uam runoKCeEMmmn:

3.1. XpoHuyeckasa o6CcTpyKTMBHasa 60ne3Hb nerknx

3.2. UHTepcTuumanbHble 3aboneBaHns nerknx

3.3.0pyrne 3aboneBaHuWs JerkKMX CO CMELWaHHbIMU PECTPUKTUBHBIMU U  OBCTPYKTMBHbLIMU
HapyLUeHNaMn

3.4. HapyweHus abiXxaHnsa BO BpeMs CHa

3.5. CMHAPOM anbBEONSIPHOM MMMNOBEHTUAALNN

3.6. BbicokoropHasa NI

3.7. AHOManuun pasBUTUS Nerkux

4. XpoHunyeckas Tpomboambonmyeckas fieroyHas runepreHsus:

4.1. XpoHnyeckass TpoM603M601MS B CUCTEMY JIEFOYHOM apTepum

4.2. [Opyrue o6CTpyKUuMM seroyHol aprtepum (aHrmocapkoma, Apyrve BHYTPUCOCYAUCTbIE
OnNyxonun, apTepunT, BPOXAEHHbIE aHOMaNun, napasuTapHble 3aboneBaHns)

5. JIl Hen3BeCcTHOro MNM CMeLaHHOro reHesa:

5.1. FemaTtonornyeckune 3abonesaHus (xpoHn4yeckas reMonuTnyeckas aHemus,
MuenonponndgepaTueHble 3ab6oneBaHns, CNIEHIKTOMMUSA)

5.2. CucTteMHble HapylweHus (CapkouAo3, SIeroYHblA FMCTUouMTO3, nmMMdbaHrmonenoMmomaTos,
HelpodnbpomaTos, BaCKynTbl)

5.3. Me)Ta60aneCKme HapyweHus (raumkoreHo3bl, 6ones3Hb lowe, ANCHYHKUNA LMTOBUAHOWN
xenesbl

5.4. Opyrmne (onyxonesas o6CcTpykuns, dmbposnpylownii MeanacTMHUT, XpOHMYecKas novevyHas
HeafoCTaTOYHOCTb, cermeHTapHas J1In)

CormacHo reMoJHaMM4eCcKon KIaccuuKaum BBIAEJISIIOT
MpeKanUISIPHYIO U NOCTKanuUIIpHyIo popmbl JII' (Tabnuia 2).

Ta6mmuma 2- TemogumHammuyeckass KiaaccuuKamusi  JIeTOYHOM
TUIePTEeH3UM



OnpepneneHune XapaKkTepucTtukm KnuHunuyeckue rpynnbi

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

rmnepTeH3ns

MpexkanunnapHasa JII OJ1Acp.= 25 MM pT.cT. 1. NeroyHas apTepuanbHas
O3N1A < 15 mm pT.cCT. rmnepTeHsuns

3. JI BcneactBue 3aboneBaHuin
Nerknx n/vunu runoKceMmnmn
4

. XpoHnyeckas
TpoMboambonunyeckas JIIr
5. nr HEN3BECTHOro nnm
CMeLUaHHOro reHesa
MocTtkanunnsapHasa JI ONAcp. = 25 MM pT.CT. 2. NeroyHas rmnepTeHsus
O3N1A > 15 MM pT.cCT. BCneacTeue natonoruu NeBbIX
OTAEeNoB cepaua
5. nr HEen3BeCTHOro nnm
CMeLLaHHOoro reHesa
M3onnpoBaHHas AnacTonnyecknin rpagueHT < 7 MM pT.CT.
noctkanunnapHasa Jr NICC <3 EA. Byaa
KoMmbuHupoBaHHas AnacTonnyecknin rpagmMeHT = 7 MM pT.CT. +
nocTkanunansapHas 7] NCC > 3 EA. no Byaa

npekanunnapHasa Jil

Kpurepusamn MpeKanuuIsIpHOM JII'  gasnstorcsa:Ilpumevanne.
Ouactonnyeckui rpagueHT = [Iuacronnueckoe HJIA - [13JTIA

cpenHee gaBjieHue B JierouHoil aprepum (IJIAcp.) > 25 MMPpT.CT. o
naHHbIiM KIIOC;

IaBjaeHMe 3aKJIMHMBaHMS B JerouHoii apTepun (3JIA) € 15 MM pT. CT.
Bce Brolllleyka3aHHbIe TTapaMeTpbl JOJIKHBI U3MEPSThCS B IIOKOe.

Takoit reMoaMHaMMU4YeCKuiA BapMaHT MOXHO BbIIBUTh NpuUJIAIL, JIT'
BCIenCTBMe TTaTooruy gerkux, XTIJIT, cMmermaHHbIxX ¢popmax JIT.

IMocmkanunnapuaa ¢opma JII' onpepensercas npu [IJIAcp. > 25
MMpT.cT. u J3JIA> 15 MM pT. cT., XxapakTepHa mias JII' BcieacTBue
I1aTOJIOTUM JIEBBIX OTAEJIOB cepplia (rpyrra 2).

IlviacTomn4eckuit TpaiieHT B HACTOsIee BpeMsl CUMTaeTcsl Hauboee
MHQOPMaTUBHBIM TTIOKa3aTe/ieM, OIIpeIe/ISIIONIMM XapaKTep JIerOUHOI
cocynucToit 6onesun[3,17]. B Hopme oH HaxomuTcsl B mpepenax 1-3
MM PT.CT., V IALIMEHTOB C 3a00jeBaHMSIMM cepAlia - OO 5 MM PT.CT.
BennumHa [OMaCTOMMUYECKOrO TrpaAyMeHTa KaK pasHulla MexXay
mvactonudyeckum JJTA(OOJIA) n J3JIA no3BossieT BbIAENUTb IO TUIIBI
rnoctranuuisipaon JiI.



2. IuarHocTuka

Crparerust 2.1. J)Kaymo6bl 1 aHaMHe3

e PexkomeHmyeTcsl cOOMpaTh ITOJHBI MEOUIIMHCKUIA UM CeMeiHbIi
aHaMHe3 y Bcex O0JIbHBIX C TOA03peHreM Ha Hamnuue JII[1-3].

VpoBeHb yoOeauTeabHOCTHM pekoMeHmanuii I  (VYpoBeHb
IOCTOBEPHOCTU A0Ka3aTeabCTB C).

KommenTapum: Bce kauHuueckue cumnmomol JII, 8visienisiemole npu
paccnpoce u ocmompe 00JIbHbIX, He S8JI0MCs NAMOZHOMOHUUHBIMLU,
umo uacmo 3ampyoHsem pauHwio JuazHocmuky[1-3]. Cnekmp
KJIUHUYECKUX ~ CUMNMOMO8-  00blUKA, C1abocms,  NOBbIUIEHHAS
ymomnisemocms, 06oau 8 obaacmu cepoud, 20/1080KPYHEHUSI U
CUHKONA/bHbIE COCMOSIHUS- 00YC/I08J1EH, 2/1A8HBIM 00paA30M, 08yMsl
OCHOBHBIMU NPUUUHAMU- 30 HAPYUWIEHHbLI MpaHcnopm Kucaopooa u
CHuMceHue cepdeuHoz2o 8blopoca (CB). Ha HauansHomM smane
3aboniesanue Mmoxcem npomekams OeccumnmomHo. Odviuika npu
(usuueckux Hazpyskax sesiemcsi Haubosee uUACMbIM CUMNMOMOM
debioma  3abonesanus[11,18].  IIpusHaku  npagoxenyoouKosoli
cepdeuHoli HedocmamouHocmu (omeku, yeeauueHue neueHu, acuum)
nosieaIIlOMC 'y uacmu hayueHmos 8 cmaoduu npozpeccupos8aHust
3abonesaHusi. Y 0moenbHblX 00/IbHbIX, CUMNMOMbl Mo2ym Obimb
CBA3AMHbI C OC/NOMCHEHUSIMU, O00YC/I08/IEHHbIMU KOoMnpeccueli uiu
AHOMANbHBLIM pacnpedenieHuemM Kpo8omoka 6 Jezkux. unamauyus
JIe20UHOLl apmepuu Moxem npueodums K OCUNJIOCMU 20710Cd,
gciedcmaue coasnieHus 8038pAMHO20 20pMAHHO20 Hepsd, XPUniomy
ObIXAHUW U3-3a Komnpeccuu OblxamesibHblX nymeti U aH2UHO3HbIM
bonsim  ecnedcmeue Komnpeccuu Jieeoli KOpPOHApHOU —apmepuul.
Kpoesoxapxatrue y nauueHmos JIAI moxem 6bimb C853AHO C PA3PbIBOM
OpOHXUANbHBIX apmepull cauducmoti O0poHxos. K cumnmomam,
CBS13AHHBIM C CONYymcmayowumu 3ab60ne8aHUsIMuU, MOXCHO OmMHecmu
OpPMONHO3 U NAPOKCUBMAbHOE HApACMAaHue 00blUKU 8 HOUHblEe UaChl
yKaswleaem HAa NOBblUlEeHUE BEHO3HO20 O0dsNeHUsl U 3acmotiHble
ABJIEHUSL 8 MAJIOM KpYy2e Kp0o80o0o0OpauyeHusl 8ciedcmeue NnoparceHus
Jeevlx omoenos cepdua [1,12]. Apmpanauu, KOxcHble NpPOsI8IEHUS,
Juxopadka u Opyzue CcumMnmomsl 3a00ne8aHuli COeOUHUMENbHOL
MKAHU YKAa3vl8awm Ha c8513b 00bIUWKU C CUCMEMHbIMU 3a001€8aAHUSMU
coeduHumesnvHoli mxkavu. Xpan u HOYHOE ANHO3, C853b O0O0bIWKU C
HapyweHusmu OblXaHus 80 8pemMsi CHa mpebyem nposedeHust



NONUCOMHO2PAPUUECKO20
uccnedosaHusl.

Cumnmombpl npozpeccuposaHust 3a607e8aHUsL: OMeKU HUMCHUX
KOHeuHocmeltl, acyum, CHUMeHue annemuma, 8vlpaxeHHas c1abocmo
csudemenbcmeyrom o0 JUCPYHKYUU Npasozo xeayoouxka, HapacmaHuu
cmeneHu  mpukycnuodanvHoli HedocmamouHocmu. JIns  oyeHKu
JuHaMuKku meyeHust 3abonesaHuss u 3pgpekmusHocmu nposoouMoti
mepanuu Heo6Xo00uUMO KOU4eCmeeHHO OYeHUB8ams moaepaHmHocmy K
Qusuueckum Hazpyskam (DK, mecm 6-munymHoti xo0v0w1 (T6MX).

e PexkOMeHIyeTC UCKIIYUTb B aHaMHe3e Haluuue KIMHUYEeCKON
CUMIOTOMATUKM Y  POIACTBEHHUKOB  OOJNBHOTO,  YYUTBIBAS
YCTaHOBJIEHHbBIN HacnencTBeHHbIN acnekT JIAI u XTIJIT [3,7].

VpoBeHb YyOenauTenabHOCTHM pekoMeHzmauuii 1  (YpoBeHb
IOCTOBEPHOCTU IOoKa3aTeabCTB C).

2.2. DusuxkajJbHOe 00cIenoBauue

e PexomeHAyeTCsi MPOBECTU HAPYKHbIVI OCMOTp MalieHTa, OL[eHUTD
pOCT M Maccy Tesia, YpoBeHb (GU3MUecKoro pas3BUTUSI Y BCeX
6ompHbIx JIT' [1-3].

VpoBeHb yoOeauTeabHOCTHM pekoMeHmanuii I  (VpoBeHb
IOCTOBEPHOCTU A0Ka3aTelbCTB C).

KommeHTtapum: Ilpu ¢usuxkarvHom ocmompe nayueHmos c¢ JII'
Haubosee UACMO BblA6/semcse AKpoOuuaHo3, npu  OAUMenbHOM
meueHuu 00/1€e3HU- U3MEHeHUe (panaHe naasyes no  muny
«0apabauHblX nanouek» U Hozmelli 8 8ude <«uaco8vlXx CMEKOJ»,
usmeHeHue (Gopmul 2pyoHOLl KaemKu y 60JIbHbIX C IMPU3EMOli J1e2KUX
(«60uK006pasHasn» 2pyoHas KJIemkKa). IIpu passumuu
npasoxcenydouxkosoti cepdeuroii HedocmamouHocmu 'y OONbHBIX
ommeuaromcss ~ Habyxwiue  weliHble  8€Hbl,  2enamomezaus,
nepugepuueckue omeku, acyum. Ipu ayckyasmavuu ¢ 607sul0ti doneti
8EPOSIMHOCMU MOXCHO YCMAHO8UMb HAAUYUE NAMOa02UU Je2KUX U
cepdua, a makxce 8vipax;ceHHocmbw JII.

Hanuuue 0ononHUmMeNbHblX KAUHUYECKUX NPUSHAKOB8, MOXENM NOMOUb
npeonosoxcums npuuury JII. Teneanzusxkmasuu, cuHopom Petino u
omek naJnvles Kucmeli XapakmepHul 01151 cCUCmMeMHOU ckdepodepmuu,
Kpenumauust npu ayckyismayuu XapakmepHa ons



UHMeCMUYUaIbHo20 3a00/1e8aHUA Jie2KUX, cocyoucmsle 38e300UKu no
muny nAaymuHKu U NAJeMApHAas —apumema  npeonoadazarom
3abo/1e8aHue neueHu.

b PeKOMeH,I[yeTCH IMpOBECTU ayCKYJIbTallMIO Cepala Yy BCeX OGOJIbHBIX
JT[1-3].

VpoBeHb YyOemauTenabHOCTHM pekoMeHzmauuii I  (YpoBeHb
IOCTOBEPHOCTU IoKa3aTeabCTB C).

KoMmmeHnTapumu: XapakmepHoiMu aycKkyJlbmamueHsiMU NPUSHAKAMU
JII'  saensromca axkuyeHm II moHa Had JnezouHoli apmepuell,
NAHCUCMONIUYECKUTI  CUCMOIUYECKULl  wym  MpPUuKycnuoaabHoli
HedocmamouHocmu, wym Ipaxema Cmuana [1,2,18].

e PexomeHayeTCsl TPOBECTU ayCKY/IbTALIMIO JIETKUX Y BCeX OOIbHBIX
JIT'[1-3].

VpoBeHb yOeauTenabHOCTHM pekoMeHzmanuii I  (YpoBeHb
IOCTOBEPHOCTU JoKa3aTeabCTB C).

KoMmenTapum: AycKyismamueHas KApmuHa 6 JezKux y 00JbHbIX
JIAI He uameHeHa.

2.3. JlaGopaTopHas JMarHoCTUKa

e PekoMeHIyeTCsI MPOBOAUTb OOIIMIA M OMOXMMMUYECKMIT aHalIM3bl
KPOBM, MMMYHOJIOTUYECKME TeCTbl, OLIeHMBaTb (PYHKIMIO
IIUTOBUAHONM >Kejie3bl y BCcex mamnmueHTOB JIAI' mjisl IuMarHOCTUKU
acCOLMMPOBAHHBIX COCTOSIHUM [9,10].

VpoBenb yoOemuTeabHOCTHM pekoMeHmanuii I  (VYpoBeHb
IOCTOBEPHOCTU A0Ka3aTeabCTB C).

e PexkoMeHyeTcsl IIpoBedeHMe OOIIero aHaau3a KPOBU C OIEHKOM
YPOBHSI TeMOIVIOOMHA M reMaTOKPUTA, KOJMYECTBA SPUTPOIUTOB,
JIeMKOIIUTOB, TPOMOOILIMTOB, CKOPOCTU OCEIAaHMUSI SPUTPOILIUTOB Yy
Bcex OonbHBIX JI[' mMpyM IEpBUUYHONM AMATHOCTUKE M KaKable 3-
omecses [9,10].

VpoBeHb yOemuTelabHOCTHM pekoMeHmanuii I  (VYpoBeHb
IOCTOBEPHOCTU A0Ka3aTelbCTB C).

e PekoMeHyeTcs ITIpoBeleHMe OMOXMMMUECKOTO aHaln3a KpOBU
(KpeaTMHMH, HaTpHMii, Kaauii, aclapTaTaMMHOTpaHCcdepasa,



acrapraTaMuHOTpaHcdepasa, OmIMpyoMH, ModeBas KUCIOTA) Y
Bcex 00nbHBIX JI[' Ipy TMepBUYHONM OMATHOCTHKE U Aajiee Kaykable
3-6 mecsues[1-3].

VpoBeHb yOeauTenabHOCTHM pekoMeHzmanuii I  (YpoBeHb
IOCTOBEPHOCTU LoKa3aTeabCTB C).

PekoMeHIyeTCsl eXeMecCsilUHOe TMpoBeleHMe OUOXMMUUECKOTO
aHajM3a KpPOBU C MCCAeJOBaHMEeM acrnapraTaMMHoOTpaHCcdepassbl,
acrmapraTaMmuHoTpaHcdepasbl U OmIMpyouHa y Bcex 60ybHBIX JIT,
TOJIYYaIOIIMX aHTarOHUCTBI pelenTopoB s3HAoTennHa (AP2)[1-3].

VpoBeHb yoOeauTenabHOCTHM pekoMeHmanuii I (VYpoBeHb
IOCTOBEPHOCTU A0Ka3aTelbCTB C).

PekomeHnyeTcs: oleHMBATL Koaryjaorpammy, D-numep, ypOBHU
aHtTuTpomb6buHa III 1 mporenna C 1j1 UCKIIOUEHNUST TPOMOODWIMHY
BcexX 601bHbIX JIT Tpyu epBUYHOI AMarHocTuke [1-3].

VpoBeHb yOeauTeabHOCTHM pekoMeHmanuii I  (VYpoBeHb
IOCTOBEPHOCTU L0Ka3aTelbCTB C).

PexomeHpayeTcs eXeMeCsSYHO OLIeHMBATb YpPOBEHbD
MeXOYHapooHOro Hopmaan3oBaHHOro otHoumeHus (MHO) y Bcex
6onbpHbIX JIT, momyyatoniux BapdapuH [1-3].

VpoBeHb yOeauTeabHOCTHM pekoMeHmanuii I  (YpoBeHb
IOCTOBEPHOCTU A0Ka3aTelbCTB C).

PekoMmeHAyeTCs OlleHKAa TOPMOHAAbHOM GYHKUIMMU HIUTOBUILHOM
sxenesbl (T3, T4, TMpeOTPOIIHBI TOPMOH) Y BcexX 60mbHbIX JII' mipn
TIeEpBUYHOM AuarHoctuke[1-3].

VpoBeHb yOeauTenabHOCTHM pekoMeHzmanuii I  (VYpoBeHb
IOCTOBEPHOCTU A0Ka3aTelbCTB C).

PekomeHnyercss  mpoBeleHMe — MMMYHOJIOTMUYECKMX  TeCTOB
(auTuTena K Qochomunumam (BOJUYAHOUHBIN aAHTUKOATYJ/ISHT,
aHTUTesa K KapAUOJUIINHY) IIpU nofo3peHnn Ha Hanuuue XTIJIT
IIpY TIEPBUYHOI AMarHocTuke [1-3].

VpoBeHnbp yoOeauTeabHOCTHM pekoMeHmanuii I  (VYpoBeHb
IOCTOBEPHOCTU A0Ka3aTeylbCTB C).

PekomeHayeTcsl OlLleHKAa TUTpPa AHTUHYK/IEAPHBIX AaHTUTEN Y
607bHBIX ¢ TTIogo3peHuemM Ha JIAT crapiie 40 jeT ajisl MCKIIOUeHUS



accouyauyy ¢ C3CT nipu niepBUYHOI AyarHocTuke[1-3].

VpoBeHbp yoOemuTeabHOCTHM pekoMeHmanmii I  (VYpoBeHb
IOCTOBEPHOCTU A0Ka3aTelbCTB C).

e PekoMmeHIyeTCs  uccaefoBaHMe  YpOBHS — N-TepMMHAJIbHOTO
dbparmeHTa HaTpuitypeTudeckuii mpormnenTtuaa mo3roBoro (NT-
proBNP) B chiBopoTke (Iiasme) KpoBM Yy OonbHbIX JII' mpu
TIEPBUYHOI OUArHOCTUKE U Jajiee Kaxable 3-6 mecsues [1-3].

VpoBeHnb yoOemuTeabHOCTHM pekoMeHmanuii I  (VYpoBeHb
IIOCTOBEPHOCTU A0Ka3aTelbCTB C).

e PekomMeHnyeTcsl MpoOBemeHME CepoornMyeckoro Ttecra Ha BHY-
mHdek1MIo y Bcex 6ombHbIxX JII'1,3].

VpoBeHbp yOeauTeabHOCTHM pekoMeHmanuii I  (VYpoBeHb
IOCTOBEPHOCTU A0Ka3aTelbCTB C).

2.4. UHCTpyMEHTAIbHAA JUATHOCTUKA

[Tpu obHapyKeHUM IIaTOJOIMUECKUX M3MEHEHMI, YKa3bIBaroIIMX
Ha Haanuume JII, pekoOMeHOOBAaHO TMPOBECTU  CIenyloliue
MHCTPYMEeHTaJIbHbIE METOIbI 00CIeIOBaHMS.

e PexkoMmeHayeTcsl TipoBefeHMe snekTpokapamuorpadbum (OKI) y Bcex
6onbHbIX JIT [1,3,19].

VpoBeHnb yoOeauTeabHOCTHM pekoMeHmanuii I  (VYpoBeHb
IOCTOBEPHOCTU IoKa3aTeabCTB C).

KommeHTapumu: OKI ewvisieisem npusHaku zunepmpoguu u
nepezpysku IDK, dunamayuu u zunepmpoguu npasozo npedcepous
(ITI1) (p-pulmonale), omknoHeHUe I1eKMpuueckoli ocu cepduya enpaso.
Tunepmpodgus IDK svisaensiemcs y 87%, omkaoHeHUe 371eKmpuueckot
ocu cepoya enpaso- y 79% O0oavHbix ¢ HJII. Yuumwvigas, umo
uyscmeumenvHocms KI' cocmasnsem auwbs 55%, a cneyuguurocmeo-
70%, DOKT He ecezda sie151emcst MemooomM CKpUHUH2a 6 dudzHocmuke
JIAI. 'YV OGonvHeix ¢ msaxcenoti JIAI moxcem 006HApyx#usamocs
HeusmeHeHHast KT [1,2].

e PekoMeHayeTCsl MMpOBedeHMEe peHTreHorpaduyu OpPraHoB T'PYAHOI
KJIETKM Y BceX 60mbHbIX JIT'[1-3,20].



VpoBeHb yOeauTenbHOCTHM pekoMeHzmanuii I  (YpoBeHb
IOCTOBEPHOCTU IOoKa3aTeabCTB C).

KommeHnTapumu: PeHTreHorpaduss OpraHoB TpyaHOM KIJIETKU
I103BOJISIET YTOUYHUTD 3TUONOTHUIO JII': BBIIBUTH MHTEPCTULIMATIbHbIE
3a00yieBaHMs JIeTKUX, IpuobpeTeHHbie U BIIC, cyauTb 0 TSKeCTH
JIT. OCHOBHBIMY PEHTITeHOJIOTUYEeCKUMU Ipu3Hakamu JII' aBistoTcs
BbIOyxaHMe CTBOJIa U JIeBOV BETBU JIETOUHON apTepuu, KOTOpPbIE
dbopmupyioT B npsimoit mpoekiuuu II myry 1o JieBOMy KOHTYpPY
cepiua, pacliMpeHue KOpHeil JIerkuX, YBeJIMYeHue TIIPaBbIX
oTHesoB cepaua. Y OonbmmHCTBA OombHBIX WJII'T oTmeuaeTrcs
TOBbIIlIEHMe TIPO3PauyHOCTU JIETOYHBIX ITo/eli Ha mnepudepun 3a
cueT o6eHeHMS IeTOYHOTO PUCYHKA.

PekomeHayeTcsl TMpoBedeHMe TpaHCTOpakaabHOM OXOKI, Kak
HEeMHBA3MBHOI'O OMArHOCTUYECKOro MuccaeqoBaHusl 1-M JuHUM, Y
BCex OOJIbHBIX € Moo3peHeM Ha Hanmume JIT [1, 3, 21,22].

VpoBeHb yOeauTenabHOCTHM pekoMeHzmanuii I  (YpoBeHb
IOCTOBEPHOCTU LoKa3aTeabCTB C).

KommenTtapun: IxoKI' cuumaemcs Hauboiee YyeHHbIM HeUHBA3UBHbIM
memodom duazHocmuku JII, mak Kak no3eo/isiem He moJibKo OueHUmbo
yposeHv IJIA, HO u Odaem BXHYH UHGOpMAYUw O NpuduHe u
ocnoxcHeHusix JII. Y nayuenmos ¢ Haauuuem 3Hauumoti JII'
8bls18/151emcs pacuupeHrue noaocmeti npasozo npedcepous (I1I1) u IDK,
ymosnuweHue nepedueti cmenku IDK, usmensemcs xapakmep 08uiceHus
MexcHey0ouKo8olli nepezopooku: 6 CUCmoiy OHA CMewaemcs
“napadokcansro” 8 cmopony IDK.

PekoMeH1yeTCsI OLleHMBATh BEPOSITHOCTh Haimmuus JII' mo maHHBIM
TpaHcTOpakaabHOM OxOKI' y Bcex 6onbHbIX JII' HA OCHOBaHUMU
orpeneneHuss CKOPOCTU TPUKYCIIUIAAIbHON peryprutauum u
HaJIMUMS JOMOTHUTEIbHBIX (aKTOPOB pucka[3].

VpoBenb yoOeauTeabHOCTHM pekoMeHmanuii I  (VYpoBeHb
IIOCTOBEPHOCTU A0Ka3aTeabCTB C).

KommenTapum: /Ins onpedenerus sepossmuocmu JII''y 60nbHbIX C
cumnmomamu 3a00e8aHuUsl Ha 3Imane CKPUHUHed NPeoNOHEHO
UCNONb308aMb NOKA3AMEb CKOPOCMU NOMOKA HA MPUKYCNUOIATIbHOM
kaanaue (mabnuya 3).

Ta6bmmmuma 3. BepostHocts JIIT Ha  OCHOBaHMM  JTAHHbBIX
sxokapauorpadumn



CKOpOCTb  TpUKyCnuAanbHOM Hanu4yue [OMNOSTHUTENbHbIX BeposaTtHocTb JI' no AaHHb
peryprutaumnm 3x0oKl- npu3Hakos 3xoKIr

<2,8m/cek. unun He HeT HU3Kas

n3mepserTcs

<2,8M/cek. nnm He na cpeaHss

n3mepserTcs

2,9-3,4 HeT CpegnHsas

2,9-3,4 aa BblCOKas

>3,4 He TpebyeTcs BbICOKas

Bosnee mpaBuibHasi olleHKa BeposiTHOCTM JII' GymeT ycTaHOBJIeHA
IIpU aHa/IM3e OOIMOJHUTEIbHbBIX NPU3HAKOB MoBbilieHUsa [JIA nipu
MCCIIeOBaHUM IIPaBbIX OTHEJIOB Cephlia, JIerOYHON apTepum u

HIDKHel 11oo¥t BeHnsl (HIIB) (Tabnuia 4,5)

Taoauua 4.
TUIIEPTEeH3UM B

dxokapauorpaduueckue
IOOIIOJTHEHME K

TPUKYCIIUAAIbHOM perypruTanum

MIPU3HAKU
MU3MEepPEeHUIO

JIeTOYHOM
CKOPOCTU

A: npaBbin Xenyaoyek

B: neroyHasa aptepwus

C: HMXHAS nosias BeHa
npasoe npeacepave

MX/MK 6aszanbHbii agnaMeTp
>1.0

AT BTMX <105 m/s wunu
CpeAHeCcUCTONNYECKUI MUK

HMB>2,1 cm (<50%)
(<20% Ha CMOKOWMHC
AbIXaHnK)

MapagokcanbHoe
MeXOKesyL04KOBOWN
neperopoaku;

ABUXEHNE

\ paHHero nuka
AMNacTONMYECKOn peryprutaumm
> 2.2 M/c

nnowaas MM B cucrtony
> 18 cm?

M3 NX > 1,1 B cucrony wn/
WIn gmactony)

- OnameTp J1A >25 MM -

Ilpumeuanue: BeposTHOCTb JII' IpM OlleHKe pa3/IMUYHLIX Kamep U
cocynos cepaia (A/B/C):

A: IDK - nipaBoro xenymouka; B: JIA — nerounon aprepuu; C: HIIB
u I1II1 — HU>KHEe 1010 BeHbI M PaBoro npencepausi. 1D — MHOEKC
akrcueHTpuuHocTu; AT BTIDK — cucronmnueckoe BpeMs YCKOpPeHUS
IIOTOKa B BBIXOAHOM TPAKTe IIPABOro XKeaygouKa.

[Ipn  BbICOKOM HaJIN4uUS

noobcnenosanue, Bkiatouas KIIOC [3].

BepOSITHOCTU JI' peromMeHAyeTCs

VpoBeHnb yoOemuTeabHOCTHM pekoMeHmanmii I (VYpoBeHb

JOCTOBEPHOCTU J0OKA3aTEJIbCTB C)

[Ipu cpenHeit HJINYMS

noobcnenoBanue, Bkiaouast KITOC [3].

BepOSITHOCTU JI'  pexomeHayeTCs

VpoBeHb yOemuTeabHOCTM pekomengaumuit Ila (VYpoBeHb

IOCTOBEPHOCTU 40KA3aTeNlbCTB B).



Ta6mmmua 5. Crparerusi [OMarHOCTUMKU B
BeposaTHOCTU JII' 1o maHHBIM IDXOKI' y maueHToB ¢ KIMHUYECKUMU

3aBUCMMOCTN  OT

CUMIITOMaMM HPU HAJIUYUM UIM OTCYTCTBUM (PaKkTOpoB pucka JIAT
minu XTIJIT

BepoaTHOCTb Mpwn oTcyTCcTBUMN YpoBeHb Mpn Hanuunm YpoBeHb
nr rno OP NAF/XT3Nr ybeantenbHoCcTn OP NAI/XT2N0C ybeauTenbHoCt
LAHHbIM pekoMeHaaunm- pekoMeHaaummn
3xoKIr YpoBeHb YpoBeHb
LOCTOBEPHOCTU [OCTOBEPHOCTH
[oKa3aTesnbCcTB AoKa3aTenbCTB
Huskas PaccmoTpeTb ITa-C PaccmoTpeTb IIa-C
aNnbTepPHATUBHbIM OX0KI-KOHTpO/b
AnarHos
CpenHsas PaccmoTpeTb IT1a-C Joob6cnenosaHue, IIa-B
anbTepHATUBHbIN Bkntovasa Kroc
AnarHos n 3xoKr-
KOHTPO/b
Bo3MoxHO ITIb-C IIa-B
paccMoTpeTb
poobcnenosaHue
Bbicokas [HoobcnenoBaHue, I-C [JoobcnenoBaHue, I-C
Bkntovasa Krnoc Bkntovasa Kroc

Pekomennayetcsi oueHutb CIHJIA metomom pomnriepdxoKI y Bcex
6onbHbix XTOJII Ha OCHOBAaHMUM CKOPOCTU TPUKYCIUIATbLHOM
peryprutauumu [1,20].

VpoBeHb YOeAUTENbHOCTHM peKoMeHaaumin I
IOCTOBEPHOCTU IOKa3aTeabCTB C).

(YpoBeHb

KommenTapumu: /Jonniepozpagus no3eossiem usmepums cKOpoCcmsb
Kposomoka 8 cepdye, umo 8 C80K ouepedb daem B03MOMCHOCMDb
HeuHea3ueHo onpedeaums JJIA [22]. [Io cmeneHu mMpukycnudanbHol
pezypeumayuu MOMCHO pAcuemHsiM nymem onpedenums 6eauHuHy
cucmonuueckozo JIA (CIJIA) ¢ nomouwpio MoOUPUUUPOBAHHO20
ypasHeHus bepuyanu: DP= 4V=, 20e DP — z2paduenm OdasneHus uepe3
mpexcmeopuamslli  KnanaH, V-  cKOpocms  MpuKycnuoanbHotl
pezypaumayuu 8 M/C., npu omcymcmeuu o06CMpyKyuu 8bIHOCAUIE20
mpakma npasozo xeeayoouka u cmeHosa JIA. [Ina nodcuema CIJ/IA
onpedeneHus 2paduenma dasJieHus yepes
MpuKycnuoanvHslli KaanaH K zpadueHmy 0onxcHO Obimb 000aA8J1€HO
npasom npedcepduu ([AIIII). Ilo co8pemeHHbIM
pexkomeHoayusm, CIJIA onpedensiom c yuemom daesnenus 8 HIIB u ee
konnabuposaHuss Ha edoxe. HccnedosaHue HIIB
00BeKMuUBU3UPOBAMY SIBJIEHUSI 3ACMOs1 KPoB8U 8 O00JIbUIOM Kpyze
KposoobOpaujeHus, a OUeHUMv  ypo8eHb
cucmonuveckozo JasjieHuss 8 npasom npedcepouu, mo ecmo
UeHMpaibHO20 6€HO3H020 OasneHus. HccnedosaHue npogoosm us3
cybkocmanvHozo  docmynd, ycmauvasausawm
MeuesudHbIM 0MPOCMKOM U OPUEHmMuUpyrom 8 nosuyuu OJUHHOL ocu

Memooom

dasneHue 8

no3eoJjisiem

maxiee KOCBEHHO

damuux noo



HIIB. [luamemp HIIB ymeHvuwiaemcss Ha 21y00Kom 8d0oxe, Ko020a
ompuyamenvHoe dasjieHue 8 2pyYOHOll KjlemKe 8edem K yeeludeHuro
HanonHeHuss IDK u3 cucmemHbix 6eH. [Juamemp HIIB u npoyeHm
yMeHbuleHus duamempa 80 8pems 8doxa koppeaupyiom c¢ AL YV
300posozo uenoseka npu HopmanvHom JIIIT, pagHom 00bIUHO 5 MM
pm. cm., duamemp HIIB menvwie 2,1 cm, u oHa chadaemcs nocje
enybokozo  edoxa  OGonee uem Ha 50%. Ilpu  Hanuuuu
npasoxenyodoukoeoli He00CMamouHOCMu, NO8blUIEHUU KOHEUHO-
duacmonuueckozo daenerus 6 IDK u I, Habawdaemcs
3ampydHeHue npumoka Kpoeu K cepoyy. IToamomy konnabuposaHue
HIIB 60 8pems 600xa CyweCcmeeHHO YMEHbWaemcs, umo s8/15emcs
nokasamenem  3acmosi Kpoeu 8 8eHax 001buloz0  Kpyaa
KpogoobOpawjeHuss u ceudemenbcmeyem o nogviwienuu JIII1
Hunamauus HIIB 6onee 2,1cmM npu HOPpMANbHOM PeCNUpamopHoM
konnance 6onee 50% npednonazaem cpedree ysenuuerue I (6-10
mm pm. cm.). Ecnu pecnupamopnuiii xonnanc menee 50%, JIIIT
cocmasngem om 10 do 15 mm pm. cm. Junamayus HIIB 6e3 konnanca
Ha edoxe npednonazaem 3HauumesnvHoe ygeauueHue dasneHus 6 III1
bonee 15 mm pm. cm.

PexomeHpayeTcst mpoBeneHue ypecnuineBogHoi IX0KI' y 60abHBIX C
MOJO3pEHMEM Ha Ha/JMuMe OTKPBITOIO OBAJILHOIO OKHAa WU
He6onbuioro IMIIII [1-3].

VpoBenp yoOeauTenabHOCTHM pekoMeHmanuii I  (VYpoBeHb
IIOCTOBEPHOCTU A0Ka3aTeabCTB C).

KommeHnTapun: Boisienenue BIIC agnsiemcst 00HOU U3 8axcHvlx 3a0au
8 dugpdepenuuanvHo duazHocmuueckom anzopumme npu nhposedeHuul
IxoKI. Haubonee uacmoti npuuuHoii npekanuansapHoti JII' aensomcs
cenmanvHovle depekmul, OAII, aHomanvHblli OpeHaMc 1e20UHbIX 8eH U
dpyeue, 8 mom uucue, cioxcHoie BIIC. Y uacmu 60nbHbiX, 0COOEHHO hpu
pazsumuu 8vicokoii JII, 3mo npedcmasnsem onpedeseHHblE
mpyoHocmu u mpebyem npoeedeHus upechuujedodHoli BxoKI unu
opy2ux  uHcmpymeumanvHvlx  memodos  (MPT, MCKT ¢
KOHmMpacmuposaHuem) O0ns ymouHeHusi duazHo3a. K coxcaneHuio,
mpancmopakanvHas IxoKI' 6 nokoe He no3eoJisiem uckaouums JII' npu
Jezkoll  u beccumnmomHoli  ¢opme, HO Odaem  B03MOMCHOCMb
onpedenums  HU3KYI, CPEOHIW  UIU  BbICOKYI0  anpuopHyo
geposmuocms JII. Kpome mozo, psad 3xokapouozpaguueckux
nokazameneti Hapsdy ¢ Opy2umu, 8HeCeHsl 8 NnepeueHb Kpumepues
npozHo3a u pucka 3abonesavus (naowjads III1, 8stnom 6 nepuxapo u
op).Takum 6pasom, IxoKI saensemcss 8aXHbIM UHCMPYMEHMOM 8
duazrHocmuke u gedeHuu OonvHviXx ¢ JII, no3eonswuwum nposooums



CKPUHUHZ Y CUMNIMOMAMU4HbIX NAUUEHMO8 U 8 2pynnax ¢ pakmopamul
pucka, ougpdepeHyuanvHyo UuazHOCMUKY pasiudHslx 3a60J1e8aHull,
npugodawjux k passumuio JII, oueHusams msiecms U NPOZHO3
00JIbHBIX, a MaKi#ce IPpekmusHocmMb NPOBOOUMO20 JIeUEHUS.

Pexomenpayetcst mpoBenenyme KIIOC y 601bHBIX C TTOA03pEeHMEM Ha
Hainume JIAT' Oy mopTBepKOeHMsl OuardHosa U OImpeleneHus
TaKTUKU j1euyeHns [1-3].

VpoBeHb yoOeauTeabHOCTHM pekoMeHmanuii I  (VpoBeHb
IOCTOBEPHOCTU A0Ka3aTeabCTB C).

KommenTapumn: Bo e8pems KIIOC ouenusaromcs caedyouiue
napamempeul: dasieHue 8 npagom npedcepouu, JIA (cucmoauueckoe,
duacmonuueckoe, cpedHee), /137I1A, CB (memodom mepmoounoyuu uiu
memodom Duka npu HaaUUUu CUCMEMHO-/1€20UHbIX WyHmMos), A/l
JIe204HOe U CcucmemHoe cocyoucmoe conpomusejieHue, HacsvlujeHue
kucnopodom apmepuanvuoti (SaOz) u eeHosHoil kposu(SvO3y) (a
maxxe Kposeu U3 eepxHell NoJol 6eHbl Npu CUCMEMHO-JIe20UHbIX
WyHmMax).

Pexomennyetcst mpoBenenme ODII Bo Bpemst KITOC y 6onbHbIX WJIT,
Hacimenyemoit JIAL, JIAT, MHOYynMpOBaHHOM MPUEMOM JIEKapCTB WU
TOKCMHOB [JIsl omnpeneneHus] MNOTeHUMATbHON 3(PDeKTUBHOCTHU
neyeHUs aHTarouucramu kaabius (AK) [1,3].

VpoBeHb yoOeauTenabHOCTHM pekoMeHmanuii I  (VYpoBeHb
IOCTOBEPHOCTU A0Ka3aTelbCTB C).

st IpoBeaeHMs OdII peKOMeHyeTCs JCII0/Ib30BaTh
KOPOTKOAEVCTBYIOIIME Ba30AMIATaTOPbl, BO3AENCTBYIOIIME HaA
MaJiblit KpyT KpoBoobOpaleHus (Tabauia 6) [1-3, 23].

VpoBeHb yOeauTeabHOCTHM pekoMeHmanuii I  (VYpoBeHb
IOCTOBEPHOCTU A0Ka3aTelbCTB C).

PexomeHayeTcss IpuMMEHSTb B KayecTBe BasopmiaTaTropa IIpu
nposenenny ODII MHrangAMOHHBIN OKCHUL, a30Ta [2,3].

VpoBeHb yOeauTenabHOCTHM pekoMeHzmauuii I  (YpoBeHb
IOCTOBEPHOCTU O0Ka3aTeabCTB C).

Ta6muua 6. Octpbie dapmakongoruueckue MPoObI [JiSI OLeHKU
Ba30peaKTUBHOCTU y 60/bHBIX JIT



Mpenapat MyTb BBEAEHUSA T1/2 CrapTtoBas MakcumanbHas Onvtens:
nosa nosa HOCTb

MpocTtarnaHavH BHYTPUBEHHbIN 3MUH. 5 Hr/Kr/ no 30 Hr/kr/ 30-40mwm

El MUH. MUH.

Okcmp asoTa MHransiumMoHHbIN 15-30 10ppm 20-40 ppm S5MUH.
CeK.

UnonpocTt MHransuMOHHbIN 20- 20MKr - 5-10MuH
25MUH.

[IpmeyaHue. ppm- YacTUI] Ha MWJIMOH B ra30BOJi cMecH

Pexomennayetcs nipumeHAThb Ajsi O®@Il MHTATSALUMOHHBIA UIOIIPOCT
WIV BHYTpUBEeHHbIN nipoctarnadaui E1 (III'E1).

VpoBeHnb yoeauTenbHOCcTM pekoMmeHmanuii IIb (YpoBeHb
IOCTOBEPHOCTHU foKasaTtenbCTs C) [1,23].

PekomeHyeTCsl TIPUMEHSTh CIeAyIoliye KPUTEpUM i1 OLEHKU
OO®II: monoxkutenpHasa ODII onpenensiercs npu cHkeHuun IJIAcCp.
6omee yem Ha 10 MMPT.CT., JOCTVMKEHMUM aOCONIOTHOM BEIMUMHBI
HOJIAcp. meHee 40 MMPT.CT. NpPU YBEIUYEHUM WU OTCYTCTBUU
nuHamuku CB[2,3]. YpoBeHb yOeauTeTbHOCTY peKoMeHaauuii 1
(YpoBeHb JOCTOBEPHOCTHU A0Ka3aTenbCTB C).

KommeHnTapum: He 6osee 10-25% 6GonvHbix UJIT, Hacaedyemoti JIAT,
JIAT, UuHOYUUpo8aHHOU npuemom JieKaApCcme/moKCUHO8 UMenm
nonoxumenvHyro O®@II, umo ykassléaem HA NOMEHYUA/IbHYIO
a¢ppexmuerocme neueHus AK [2,3]. U3-3a 603MOMCHbIX Cepbe3HbIX
ocnoxcHeHuli He cnedyem HasHauamv AK asmnupuuecku 06e3
npogedeHuss OP@II.

Pexomenpyetcst mpoBeneHye KIIOC y 6onbHbIx ¢ BIIC gj1s1 penieHus
BOIIpoca 06 orepabeabHOCTH [3].

VpoBeHnb yoOeauTenabHOCTHM pekoMeHmanuii I  (VpoBeHb
IOCTOBEPHOCTU IoKa3aTeabCTB C).

KomMmmeHTapumn: cm. npunoxceHue I.

Pexomenpayetrcs mpoBeneHmue KIIOC y 6ombHbix XTOIJITI pjs
TIOATBEPsKAEHMS IMarHosa u pelieHus BOIIpoca 00
omnepabenbHOCTH [3].

VpoBeHb yoOemuTeabHOCTHM pekoMeHmanmii I  (VYpoBeHb
IOCTOBEPHOCTU [0Ka3aTelbCTB C).

PekomeHyeTcsl TpoBefeHMEe AaHTMOMyJIbMOHOrpaduuM BO BpeMs
KITIOC y 60onbHbIx XTI [3, 24].



VpoBeHb YyOemuTenbHOCTH pekomeHgaumii Ila (YpoBeHb
IOCTOBEPHOCTU IOoKa3aTeabCTB C).

Pexomenpgyetcst npoBegenne KIIOC y 6onbHbIX ¢ JII' BaiencTBue
IaTOJIOTUM JIEBBIX OTHENOB Cephlia WIM JIETKUX, eCIU pellaeTcs
BOIIPOC O TpaHCILJIaHTauu|3].

VpoBeHb YyOemauTenabHOCTHM pekoMeHzmauuii I  (YpoBeHb
IOCTOBEPHOCTU IOKa3aTeabCTB C).

PexomenpyeTcsl olleHMBaTh KOHEUHO-AMACTOAMYECKOe JaBjIeHe B
JDK 1ipy HeBO3MOXXHOCTU HaZleXXHOro usmepenus [13JIA[23].

VpoBeHnb yoOemurTeabHOCTM perkomengammuii Ila (VYpoBeHb
IIOCTOBEPHOCTU A0Ka3aTeylbCTB C).

PexomeHnpgyeTcsi uccnegoBaHue (GyHKUMM BHELIHETO AbIXaHUS Y
Bcex OonmbHbIX JI[' 179 BBISIBI€HUSI OOCTPYKTMBHBIX WU
PEeCTPUKTUBHBIX M3MEHEHUM U YTOYHEHUS TSOKECTU MOpaKeHUs
nerkux [1-3,25].

VpoBenbp yoOeauTenabHOCTHM pekoMeHzmanuii I  (VYpoBeHb
IIOCTOBEPHOCTU JOKa3aTeabCTB C).

KommenTapum: /Ina 6oasHuix JIIT xapakmepHo yMeHblUEHUE
JugppysuoHHoti cnocobHocmu MmoHokcuda yanepoda (40-80% om
HOpMbl), HeOONbWOe WU YMEPEHHOE CHUMCEHUE JIe20UHbIX 00Bemos,
HOpMANbHOE UIU He3HauumenbHo CcHuxceHHoe PaO2 u 00biuHO
CHUMEHHOEe U3-3a anvéeosisipHol eunepgenmunsyuu PaCO2. Ilpu
Hantuuuu  Heobpamumotl  o6cmpykyuu  OblxamebHblX  nymeli
ceudemenvcmeyem 8 nonv3y XOBJI kak npuuuHsl 2unoxkcuueckoti JII.
CHuUdKeHHble J1e20UHble 00BeMbl U OUpGy3UoHHAS CNOCOOHOCMb JIe2KUX
(DLCO)mozym  ykassleams Ha HaIu4yue UHMEpCMUUyuaibHO20
3a00/1e8aHUS 1I€2KUX.

PexomeHyeTcsl TIpoBeieHMe MTOIMCOMHOTpadum IJisi UCKII0UEeHUST
cuHApoma o6cTpyKTUBHOrO anmHo3 cHa (COAC) [2,3].

VpoBeHnb yoOemuTeabHOCTM pekoMeHzmanuii I  (VYpoBeHb
IOCTOBEPHOCTU A0Ka3aTeabCTB C).

PekomeHAyeTCss MOpoBeAeHME  BEHTUISILMOHHO-Nepy3MOHHOM
cuuHTUrpadum aerkux ajs uckmouenus XTI [3,24,26].

VpoBeHb yoOeauTenabHOCTHM pekoMeHmanuii I  (VYpoBeHb
IOCTOBEPHOCTU A0Ka3aTelbCTB C).



KommeHTapum: Y 60nbHbix JII' MOXHO 00HApy#cUmMv abCONOMHO
HEU3MEHEHHY  KapmuHy uau  Heboivuwiue  nepugpepuueckue
cybcezmeHmapHole dehexmol nepgy3uu oe3 HapyweHuil
geHmuasyuuf26]. Jmom memod sa6/15emcs Haubosnee
UH(popMmamusHsiM 8 OUuAzZHOCMUKE XPOHUUECKOU mpomb6oamoboauu
Jle2ouHoli apmepuu u ee eemeetl. IIpu amom degexmol nepdy3suu
oOHapyxcusaiomcsi 8 0o/e8blX U  Ce2MEeHMApHslX 30Hax. B
dugppeperuuansroti duaznocmuke JIAI u XTIJIT uyecmaumenbHOCMb
8EHMUNIAYUOHHO-Neppy3uoHHOlICUUHMUzpaguu ezKux cocmassisem
90-100%, a cneyugpuuHocme- 94-100% [2,3]. YV 6onvHbix C
NapeHxumamo3Hoti 00/1e3Hbi0  JlezKux nep@ys3uoHHvle Oegekmol
cognadatom c decpekmamu eeHmunsyuu [1].

PekomeHAyeTcsl TIpoBelleHMe KOMIIbIoTepHOIt Tomorpadum (KT)
BBICOKOTO paspeliieHus y Bcex 60mabHbIX JIT' [3,27].

VpoBeHnb yoOemuTeabHOCTM perkomengamuii Ila (YpoBeHb
IOCTOBEPHOCTU A0Ka3aTelbCTB C).

KommenTtapun: KT uzpaem saxcHyw poiv 8 JuddepeHuuanbHoli
duazHocmuxe JII. Obecneuusass demanvHoe u300paxeHue J1e20UHOL
napeHxumol, N0380J15em OUAZHOCMUPOBAMb UHMEPCMUUUATIbHDIE
3abonesanust Jnezkux u Imeusemy[2,27]. Ilpu nesoxenydouxkosot
cepoeuHoli HedocmamouHOCMu Moxcem O0OHapPyHusamocs (eHomeH
Mamoeozo Ccmekaa U YMoJWeHue UHMepaoOyISAPHbIX — cenm.
HupgysHoe dsycmopoHHee YymonweHue uHmepaodyaspHviX cenm,
Haluuue MeiKux, Ni0XoouepueHHslX 04az08blX MmeHell yKkasvleaem Ha
JIKTA. KT-kapmuHa XpoHU4eckoli mpomb0oaImobonuu exawuaem
NOJMIHYI0 OKKJ/I03UK J1e204UHOL apmepuu uau ee eemeell, Haauuue
JKcueHmpuueckux  degpekmos  8ciedcmeue  mpomb60308  UJIU
peKaHanu308aHHvle mpomout [24].

Pexomenpayetcst mpoBefeHue KT ¢ aHruomyiabMoHorpadueii mpu
obcienoBaHuy 60mbHbIX ¢ XTIJII[3,27].

VpoBenbp yoemurenbHOCTHM perkomeHmaumii I  (YpoBeHb
IIOCTOBEPHOCTU AOKa3aTeabCTB C).

PexomeHnyeTcs IIpoBefeHue MarHUTHO-Pe30HaHCHOM
tomorpaduu (MPT) y 6onbHbIx JIT' [28].

VpoBeHnb yoOemuTeabHOCTM perkomengamuii IIb (YpoBeHb
IOCTOBEPHOCTU A0Ka3aTelbCTB C).



Kommentapumu: MPT ucnonv3yemcs y 6onvHbix ¢ JII' 015 oueHKu
namoJio2udeckux U (PyHKUUOHAIbHBIX U3MEHEHULl cepdya u J1e204H020
Kpo8oobpaujeHust u 00bIUHO He UCNOJIb3Yemcsl 8 PYMUHHOL npakmuxke.
I'nagHsiM  npeumyujecmeom memoda  S8JSI€MCl  MpexMepHblll
(00BeMHbLli) cnocob noayueHus usobpaxceHuili 6e3 apmegakmos om
Kocmell U Jie204HblX nojiell, 8b/C0K0e NPOCMpaHcmeeHHoe paspeuleHue,
a makxie omcymcmeue Jyueeou Hazpy3ku, HEUHBA3UBHOCMb,
ecmecmeeHHslll KoHmpacm om deuxcywetics kposu. [1-3]. Yauje 6cezo
MPT ucnons3yemcsi npu ob6cnedosanuu nayueHmos ¢ HJIT, BIIC,
XTOIII.

e PekomeHnyercsi rnpoBeneHue Y3/ BHYTPEHHUX OpPraHOB Y BCex
60bHbIX JIT' IJ19 MCKIIOUEeHMST IUPPO3a IeYeH U/Uu TTOPTaIbHOM
rUIepTeHsun [3].

VpoBeHb yOeauTenabHOCTHM pekoMeHzmanuii I  (YpoBeHb
IOCTOBEPHOCTU A0Ka3aTelbCTB C).

KommeHnTapum: Jcnons3osavue ysemosoli  donnjiepozpagpuu
no3eossem Jugdeperyuposams NAccusHyw nopmansHyio
2unepmeH3ulo  ecieocmeue  Npagoxceyo0ouxkogoli  cepdeuHoli
HedocmamouHocmu unu gcedcmaue 803HUKHOBEHUS
MPaHcneueHouHo20 8eHO3H020 2padueHma npu Yyuppo3e neueHu.

2.5. OueHka (pyHKIIMOHAJLHOIO CTATYyCa

e PexkomeHpnyetcsi mpoBefeHme T6MX y Bcex O6onbHbIX JII' mpu
TIeEpBUYHOI AUArHOCTUKE U Kaxkable 3-6 mecsies [1-3].

VpoBeHb yOeauTenabHOCTHM pekoMeHmanuii I  (YpoBeHb
IOCTOBEPHOCTU NOKA3aTeNlbCTB B).

Kommenrapum: Jucmauyus 6 T6MX  ([I6MX) obpamHo
koppenupyem ¢ ®K (BO3). Tecm 00biuHO 00NOJIHSEMCS OUEHKOl
o0btwiku no bopzy. CHuxXceHue HaculeHUst KUCI0POOOM apmepuanbHoli
kposu 6onee uem Ha 10% 8o epemst T6MX yka3vieaem Ha NOBbIUIEHHBITI
puck semaapvHocmu. /I6MX si8/19emcs nep8uuHoll KOHeuHoU moukKoli 8
00/IbLULUHCIMBE MHO20UEHMPOBbIX UCCed08aHuUll y 601bHbix JIT.

e PekomeHnyeTcs OLIeHMBAaTh dK B COOTBETCTBUU C
dbyHK1MOHAMbHOM Kinaccubukaimeii BO3 y Bcex 60abHbIX JIT' [1-3].

VpoBenb yoOeauTenabHOCTHM pekoMeHmanuii I (VYpoBeHb
IIOCTOBEPHOCTU A0KA3aTe/bCTB B).



KommeHTapum: OyukuyuoHanvHas kaaccupuxayus BO3 sensemcs
MoOuGuUUUpoBanHsiM eapuanmom kaaccupuxayuu Heto-Hopkckoii
Accoyuauuu Cepdya (NYHA), npednoxceHHoti dna nauyuenmos ¢ XCH
ons xapakmepucmuku msixecmu JII' [1-3].

Knacc I- 6onbHble ¢ JIT' 6e3 orpanmueHnst Gpu3nuecKoil akKTUBHOCTN.
O6bruHast ¢usMuyeckass akKTMBHOCTb He BbI3bIBAeT IIOSIBJIEHME
OJIBIIIKM, CJIA6OCTH, 6OJIM B IPYIHOI KJIETKe, TOJIOBOKPYKEHMS.

Knacc II- 6onbHbIe ¢ JII, mpuBoasineii K HEKOTOPOMY CHUKEHMIO
dbu3n4eckoit aKTUBHOCTM. B TIIOKOe OHM OIIYIIAIOT Ceos
KOMGOpPTHO, OAHAKO OObIuHAsE  ¢u3nuyeckas  aKTUBHOCTD
COTIPOBOKIAETCS MMOSIBJIEHMEM OJbIIIKM, CJ1Ia00CTH, 60U B TPYIHOIM
KJIeTKe, TOJIOBOKPY>KEHMSI.

Knacc III- ©OonbHble c¢ JII[, npuBomsiieir K BbIpaXkXeHHOMY
orpaHNYeHMI0 ¢U3MUecKoil aKTMBHOCTU. Hebosbiias pusmueckast
aKTMBHOCTb BbI3bIBA€T TIIOSIBJIEHME OBIIIKM, caabocTu, 6Goiu B
IPYIHOI KJIeTKe, TOJIOBOKPY>KEHUSI.

Knacc IV- oGombubie ¢ JII' HeCrmOCOOHBI BBITIOJHATH JIIOOYIO
Gu3nyecKyo Harpysky 6e3 BbILIENepPeuMCcIeHHbIX KIMHUYECKUX
cuMITTOMOB. OfbIIIKA MM CJIa0OCTh MOTYT IPUCYTCTBOBATh JaXKe B
IIOKO€, IMCKOMMOPT BO3pacTaeT Py MUHMMAJIbHOI HarpyskKe.

e PekomeHIyeTCs MpoBefieHe KapaMOITyJIbMOHA/IbHOTO
Harpy304YHOI'0 TecTa ISl OLeHKM BEeHTWISIUM M Tra3000MeHa BO
BpeMsl T03MPOBAHHOI (M3MUeCcKoi HArpysku (MHAEKC ITMKOBOIO
NoTpe6eHnst KUCIOpoAa, aHa3poOHbIi rmopor) [29,30].

VpoBeHb yoOemuTeabHOCTHM pekoMeHmanuii I (VYpoBeHb
IOCTOBEPHOCTU [40KA3aTeNbCTB B).

KommenTapum: Y 6oavHbix JII' cHUXeEHA 6eUYUHA aHA3POOH020
nopoeza u nuxogoe nompeobaexue Kucaopoda. KapouonynsMoHaA1bHbLT
HAzpy30UHbll mecm UCNOIb308AJICS 6  MHO20UEeHmMpOo8blX
uccnedogavusx. B Hacmosuwee epemsi nukogoe nompebieHue
Kucaopoda u 8enuduHa aHas’pobHO20 nopoza paccmMampuearmcs 8
Kauecmae npedukmopos HebJ1azonpusimHoz0 npozHo3a [3]

2.6. lomoJIHUTEIbHBIE METOAbI 00C/IeTOBAHMS

e PexkomMeHpyeTcsl TpoBeleHMe BeKTopKapamuorpadum y Bcex
6onpHbIX JIT [1, 18, 58].



VpoBeHb YyOemuTenbHOCTH pekomeHgaumii Ila (YpoBeHb
IOCTOBEPHOCTU IOoKa3aTeabCTB C).

KommeHnTapumu: BKI swvisienssem npusHaku zunepmpoguu  u
nepezpysku IDK ¢ 6oabuieti duazHocmuueckoli mouHocmuwto, uem DKI
(uyscmeumenvHocms  70%, cneyuguuHocms 83%); no3eonsiem
OPUEHMUPOBOUHO  OUeHUsamv msecms nepe2py3ku  npasoz2o
HeYOoUKa, a MakxHe Moxcem Uucnob308amscst KAk doNnoJIHUMeNbHbll
npeduxmop npozHo3a.

e PexoMeHIyeTC TeHeTHYeCKOe KOHCYAbTMPOBAaHME MNalyeHTaM C
OTSATOLeHHbIM HawIeLCTBeHHbIM aHaMHe30M, a Takke WJII' [2,3].

VpoBeHb yOeguTenbHOCTM pekomeHmanuii Ila (YpoBeHb
IOCTOBEPHOCTHU JoKa3aTenbCTB C).

KommeHnTapuu: IlayueHms! U ujeHbl UX cemell, OmHocaujuecs K
epynne pucka, 0omxiHbl 0blmb NPOUHPOPMUPOBAHBL O B03MOXCHOCU
8bls18JIeHUS 2eHemuyeckux mymayuil [3,4].

e PexoMeHIyeTCs OLleHKa ra3oBOrO COCTaBa KPOBM Y MalME€HTOB C
IO03pEHMEM Ha Ha/lMume rurnokcudeckoi JII'2,3].

VpoBeHbp yoOeauTeabHOCTHM pekoMeHmanuii I  (VYpoBeHb
IOCTOBEPHOCTU [0Ka3aTelbCTB C).

e He pPEKOMEeHyeTCsI poBefeHye OTKPBITOM U
TOPAKOCKOTIMYEeCKOI 6MOTICUM JerkKux [2,3].

VpoBeHb yoeautenbHocTM perkomeHmauuit III  (YpoBeHb
IOCTOBEPHOCTU AoKa3aTelbCTB C).

KommeHTapum: IIpogederue Ouoncuu COnpsixeHo C CyulecmeeHHo
NOBbILUEHHBIM PUCKOM OC/IOMCHEHUL, 8 MOoM uucie u pamanvHolx [2,3].

e PekomeHayeTcs KOHCY/IbTallMsl peBMarosnora 6ombHbIX JI[' mpu
BbISIBJIEHMM 3HAUUTE/NbHO IMOBBIIIEHHOTO TUTpa aHTuTen (Oosee
1:80) mnu nogospennu Ha Hanmnume C3CT[1-3].

VpoBeHb yOemauTenabHOCTHM pekoMeHzmauuii I  (YpoBeHb
IOCTOBEPHOCTU HoKa3aTelbCTB C).1%%

2.7. OnTUMU3aUS IMAarHOCTUYECKOro Impolrecca




OteHka BeposiTHOCTU JII' 0OBIUHO MPOBOAMUTCS HAa amMOyIaTOPHOM
gTare AMarHoCTuKu. VckiaoueHue Hambosiee yacThIX mpuumH JIT
MOXeT 1oTpeboBaTh TOCIIUTAIN3ALUIO ranueHTa B
MHOronpouIbHbIM cTauyoHap. /[as BepubuKaluM AuarHosa
HeoOXOOMMO HampaBUTh MNalMeHTa B CHeluaau3UpPOBaAHHbIN
crauyoHap 1 rnposenenus KIIOC (Tabnuia 7).

Taoauua 7. OTanbl AMarHOCTUUYECKOM ITOMOIIM 1 60/bHbIX JIAT

STansbl 0O6bem obcnenoBaHms
MepBnyHas MeanKo- CKPUHUHT:
CaHuTapHas NoMoLlb C6op  xanob, aHaMHesa, 0oCMOTp, KT, cnuporpadu

peHTreHorpadus rpyaHon knetkm, obwmn aHanns Kposu, DXoKI

MNepBuyHas OnpegeneHne BeposTHocTu J1I:
crneumannsnpoBaHHas 2OxoKI
rnomoLlb MckntoueHne Hanbonee yactbix NpuymH J1I:

KT nerkux, cnuporpadwmsa ¢ ACJ1 u 6oannnetmsamorpadmen,
[ynnekcHoe CKaHWpoBaHWe BEH, CUMHTUIpadusa nerkmx

Y3W BHYTPEHHMX OpraHoB, raCTPOCKOMNMUS, oueHKa PyHKLNM
LWUNTOBUAHOW >Xenesdbl, BUOXMMUYECKUIA aHanun3 KpPoBW, TeCTbl F
BWY n renatuTtbl, aHTUSAAEpHbIE aHTUTENA

CneumanusnpoBaHHas Bepudwukauuns gmarHosa J1AT:

MeaAuUMHCKasa noMollb KMOC wn nero4dHon aptepun. pn HeobxoaAMMOCTM - MpoBeneHy
TEeCToB Ha BasopeakTuBHocTb (O®I), aHrnonynbmMoHorpadm
KOpOHapHasa aHrnorpadwms

OueHka pucka JIAT:

T6MX, 2OxoKI, KkapauvonysbMOHaNbHbIA  HArpy3o4yHbI  Tec
6rvomapkepbl (MO3roBol HaTPMypeTMUYECKUI NenTua)

2.8. OcooeHHOCTH AMarHoCTuKu JII' B OTAeIbHBIX
KJIMHUYECKUX CUTYALUIX

Ipynna 1 (JIAI): Tipy OMarHOCTMUKE acCOIMMPOBaHHBIX Gopm JIAT
clenyeT NMIPUMEHSTh CJIeAyIole peKOMeHIaluu:

e JOxoKI' B mokoe B KayeCcTBe MeTOAA CKPMHMHIA PEKOMEHOYeTCs
BceM OonmbHbiXx CCI, 1ipu oTcyTcTBUM cumiTomoB JIAT ¢
MOCJIeAYIOIUM exXerogHbIM IipoBefeHuem OXOKI, orpeneneHus
DLCO 1 6uoMapKepoB.

e VpoBeHb yOeauTenbHOCTM pekomeHpauuii [ (YpoBeHb
IOCTOBEpPHOCTU AoKa3aTeansCTB C) [3].

e [Ipu nnogo3pennu Ha Hanuume JIAT 6onbHbIM C3CT pekomMeHyeTCs
rposoauTh KITOC.

VpoBeHnbp yoOemuTeabHOCTHM pekoMeHmanuii I  (VYpoBeHb
IOCTOBEPHOCTU NoKa3aTenbCTB C) [3].

e JlaumentoB ¢ JIAI' BwiencTsue MNOPTAJbHOM TUIEPTEH3UN
pPEKOMEHyeTCsl HAIlpaBJ/IsITh B CIlelMaIN3UPOBaHHbIE OTIEeTeHMS
10 BeJleHMI0 3TUX 3aboneBaHmii [3].



VpoBeHb yOeauTenbHOCTHM pekoMeHzmanuii I  (YpoBeHb
IOCTOBEPHOCTU AoKa3aTelbCTB ()

9xoKI' pekomeHayeTcsi BceM mauyeHtam ¢ BUY ¢ skamobamu Ha
HeOOBSICHUMYIO OJIBIIIKY IJI1 MCK/IIOUEeHUSI CepIeuyHO- COCYAMUCThIX
OCJIO’KHeHMU, B yacTHOCTH, JIAT. [3].

VpoBeHb YyOemauTenabHOCTHM pekoMeHzmauuii I  (YpoBeHb
IOCTOBEPHOCTU JOKA3aTe/lbLCTB B)

OxOKI' He pekomeHayeTcsl mauueHtam ¢ BUY npu oTCyTCTBUMU
cuMnToMoB JIAT [3].

VpoBenb yoeaurenbHOCTHM perkomeHmanmii III  (YpoBeHb
IOCTOBEPHOCTU [ 0Ka3aTelbCTB C

HOnsa  nuarHoctuku JIBOB/ JIKITA pekomeHayeTCs OLIeHUBATh
KJIMHUYEeCKNe JaHHble, TpoBoaNTb 6poHxockonmio 1 KT nerkux [3].

VpoBeHb yOemauTenabHOCTHM pekoMeHmanuii I  (VYpoBeHb
IOCTOBEepPHOCTU AoKa3aTeabCTB C) [3].

Y o6onbHbIX ¢ Tiomo3peHueM Ha JIBOB/JIKTA BbisiBIeHUe OU-
annenpbHol mytauun EIF2AK4 ykaspiBaeT Ha Hacaegyemyw Gopmy
3a60/1eBaHMS U He TpebyeT IrMCToIormueckoi Bepudukanym [3].

VpoBeHb yOemuTenabHOCTHM pekoMeHmanuii I  (YpoBeHb
IIOCTOBEPHOCTU JOKa3aTeJabCTB B

[MammenTsl ¢ mogo3penueM Ha JIBOB/ JIKI'A momkHbI HAGMIOOAThCS
VUCKJIIOUUTEJIBHO B  CIIeIMAIU3UPOBAHHBIX  OTOEJEHUSIX  JIJIS
60nbHBbIX JI[' 113-3a BBICOKOTO PMCKA OTEKa JIETKMX IIPU Iomdope
JIAT- cieunduyeckoit Tepanuu [3].

VpoBeHb yoOemurTeabHOCTM perkomengamuii Ila (VYpoBeHb
IOCTOBEPHOCTU A0Ka3aTesbCTB C)

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

Y o6onbHbix JII' ¢ T1aTojorueii JieBbIX OTOEJIOB  cephlla
PEKOMEHIYyeTCsSI MCK/IKYaTh COIYTCTBYKWIIYIO MATOJIOTUI0 B
KauecTBe BO3MOXXHOM nnpuunHbl JII' (XOBJI, COAC, XT2JIT) [3].

VpoBeHb yOeauTenabHOCTHM pekoMeHzmanuii I  (YpoBeHb
IOCTOBEPHOCTU AoKa3aTelbCTB ()



e BonbHbiM c JII' BCaencTBue IaTONOTMM JIEBBIX OTHENIOB Ceppla
peKOMeHIyeTCs IpOBeleHMe WHBAa3MBHOI [OMArHOCTUKU IIpU
HEeOOXOIMMOCTY OIpene/ieHUsT ONTUMAaJIbHOTO BOJHO-COJIEBOTO
craryca [3].

VpoBeHb yoOeauTeabHOCTHM pekoMeHmanuii I  (VYpoBeHb
IOCTOBEPHOCTU A0Ka3aTesbCTB ()

e bonbHbIX ¢ JII' BIeaCTBMeE I1aTONOIMM JIEBbIX OTHEJ0B cepala Mpu
Hanuuuu Tsprenoit JII' u/unnu BeipaxkeHHO¥ auchyHkuum IDK 1o
IOAaHHBIM OxoKT peKoMeHOyeTCs HaIIpaBJIATh B
crieliMaJiM3MpoBaHHble oTaeneHMs a1 60nbHbIX JIT' [2,3].

e VpoBeHb yOeauTeabHOCTM pekomeHpamuii [ (YpoBeHb
IOCTOBEPHOCTU 0Ka3aTelbCTB C)

I'pynna 3 (JII, accoyuuposavHasi ¢ namojio2uell Jieekux u/unu
2unoxcemueti):

CornacHo pexkomeHgzauusiMm, V BcemupHoro cumnosuyma 1o JII,
rpenjaraeTcsd  OTKa3aTbCd  OT  MCIIOJIb30BaHMS  TepMMHA
‘mucnporiopiuoHanbHasas”  JII, ¥ ucCnonb3oBaTh  ClIenyrolue
ornpeeneHus :

1.XOBJI/NJI®/KJIDD 6e3 JIT' (IJIAcp. <25 MMPT.CT.);

2. XOBJ/WI®/KII®S ¢ JIT (IJAcp. > 25 Mmpr.cT.; JIT-XOBJI, JIT-
WD, wIT-KIDD);

3. XOBJI/WID/KIDS ¢ Tskenoii JII (AJIAcp. > 35 MMpT.CT. win
IJTAcp. > 25 mmpt.cT. 1 ¢ HU3kuM CU (<2.0 JI/MI/IH/MZ); TsDKeas
JIT'- XObJI, tsixkenas JIN-UI®, u tsokenas JIT-KJIIDD).

e OxoKI' pexkomeHpayeTcs i1 HEMHBAa3sUBHOIO CKPMHMHIA IIpU
nono3peHun Ha Hannume JII'y 601bHBIX ¢ maTonoruesi gerkux [1-3].

VpoBenb yoOeauTeabHOCTHM pekoMeHmanmii I  (VYpoBeHb
IOCTOBEPHOCTU A0Ka3aTe/lbCTB C)

e bonbHbix c JII' BCoaencTBue IATOMOTMM JIETKUX TIPU HaIUYUU
Tskenoit JII' u/munu BeIpaskeHHOV auchyHKUuM DK mo maHHBIM
OxoKI' pekomeHAyeTCs HaMpaBisaTb B CleuaIu3upoBaHHbIE
otnenenus ajist 6onbHbIX JIT' [2,3].

VpoBeHb yOeauTenabHOCTHM pekoMeHzmanuii I  (YpoBeHb
IOCTOBEPHOCTU L0Ka3aTelbCTB ()



KommeHnTapum: BonwvHeix ¢ mscenoti JII' ecnedcmeue namoJozuu
Jle2Kux u/ unu svipaxceHHoti ducgynxyueti IDK credyem Hanpaeisims 8
Cneyuanu3uposamHsle  omoeneHuss ¢  Uenvbld  MujameibHo20
obcnedosarus u 8vlbopa UHOUBUOYANBHOU MAKMUKU B8e0eHUsl.
Kpumepuu ons dugppeperuuayuu nauuermos mexcdy epynnamu JII' 1 u
3 npedcmae.ieHol 8 mabnauye 8
(http://content.onlinejacc.org/article.aspx?
articleID=1790606#tbl1).

Taonuue 8. [IuddepeHimanbHblii AuarHo3 mexny JIAT (rpymrma 1)
C COIYTCTBYIOIIMM JIETOUHbIM 3aboneBaHueM iy JII, BcaencTBue
3abosieBaHMs JIeTKMX (TpyTIma 3)

Kputepun B nonb3dy JII' rpynnel 1 MapameTp Kputepun B nonb3y JII rpynnbl

(NAT) (JIr Ha doHe pecnupaTopHb
3abonesaHnin)

HopMma nnun nerkue HapyweHus BeHTUNAuMOHHas YMepeHHble v TSXENb

dyHKUMSA HapyLleHus

O®B1>60% AomkHbix (XOBJT) O®B1<60% pomkHbIx (XOBJT)

DOXEJT >70% pomxHbix (UN1D) OXENT <70% pomxHbix (UN1D)

OTcyTcTBUE unu HebonbLwme KTBP* BblpaxeHHble U3MEHEHV

M3MEHEHUSA AblXaTenbHblX NyTeh K AbIXaTesbHbIX NyTEN U NapeHXUMbI

napeHxmmbl

MpusHaku MNCTOLLEeHnS - Mpu3Haku NCTOLLEHV

LMPKYNATOPHOrO pesepsa BEHTUNSALMOHHOIO pe3epsa

CoxpaHeHHbI BEHTUNALMNOHHbIN CoxpaHeHHbIN LMPKYNATOPHb

peseps peseps

CHMXeHne KMCNopoaHOoro nysbca HopManbHbI KNCNOPOAHbIV MYyNbC

CHwmxeHune HaknoHa CO/VO> HopmanbHbih Haknod CO/VO2

CHMXEeHNEe HacbIWeHUs Kucnopoaa HacblweHne knucnopoaa cMeLaHHC

CMELaHHOW BEHO3HOW KPOBMU BEHO3HOM KPOBW BbllWE HWKHE
rpaHuubl

HeT wn3MeHeHMn wunu  CHUXeHune MNosbiwweHne PaCO; BO  Bpew

PaCOp BO BpemMa dU3NYECKON dn3nYecKor Harpyskm

Harpysku

Bri6op IJIAcp. >35 MM PT.CT. KaK IIOPOTOBOI'O YPOBHSI IJIsI TSIXKEI0¥
JII' ocHOBaH Ha UIEOVIOIUIMX HAXOOKAX/TIOMOXKEHUSIX, KOTOpbIe
IO/DKHBI ~ OBITb  OOIOJHUTENbHO  M3YYeHbl B OymaylIux
UCCIIeJOBaHUSIX:

1. I'pymma 60nbHBIX € “TspKenoil JII” BkiaouaeT B ce6sl JIMIIb
HeOOJIbIlIOe YMCIO MAlMeHTOB C XPOHUUYECKMMU peclupaTOPHbIMMU
3a00/1eBaHUSAMM, Y KOTOPBIX MMEIOTCS BbIpakeHHbIe/TSIKeIble
COCYOVCThIe M3MeHeHUs (peMomenupoBaHye), COMPOBOXKIAOIINE
VMI3MEeHeHMsI JIeTOUYHOM ITapeHXuM [4].


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

2. Taxkast creneHb TspKecTu JII' Ipy pecrnmpaTOPHbIX 3a00/€eBaHMSIX
CIIOCOOHA MPMBECTM K LMPKYASITOPHBIM HapyIIEeHUSIM, KOTOpPbIe
3HAUYMTENBHO YXYOIMAT (U3NIYECKYI0 BBIHOCIMBOCTb OOJIbHBIX,
y)Ke M TaK CHIKeHHYI0 BQIEACTBME  OOCTPYKTUBHBIX U
PEeCTPUKTUBHBIX M3MeHeHMiII (YHKUMM BHENIHEro IbIXaHMUSI.
[IpyMeuaTenbHO, YTO HECMOTPS Ha TO, 4yTO 3HaueHuss ODPB; Obun
BhIe y 60mbHBIX XOBJI ¢ IJIAcp. > 40 MM PT.CT., II0 CPAaBHEHMIO C
rpynmnoii nauyeHToB XOBJI 6e3 JIT, 3HaueHus guctadHuyuu B TOMX y
60JIbHBIX C TspKe1oM JII' ObIIM 3HAUMUTEIbHO HIKE.

I'pynna 4 (xpoHuueckas mpomboamboauueckas JiI'):

VY mnanmeHTOB, nepeHecuinx TOJIA, B wiydyae MOSBI€HUS OOBIIIKA
npu (uU3NUYeCcKoit Harpyske cjeayeT pPacCMOTPETh BepPOSITHOCTb
XTIJIT [3].

VpoBeHnb yoOemuTeabHOCTM perkomengamuii Ila (VYpoBeHb
IOCTOBEPHOCTU A0Ka3aTe/bCTB C)

CkpunuHr XTOJIIT He pekoMmeHAyeTcs Yy 06eCCMMIITOMHBIX
MalueHToB, nepeHecmnx TIJIA [3].

VpoBeHnb yoeautenbHocTM perkomeHmaumit III  (YpoBeHb
IOCTOBEPHOCTU A0Ka3aTe/lbCTB ()



3. Jleuenue

3.1. O0G1e peKoMeH Jarun

JII' aens5emcs cepve3HbiM XPOHUUECKUM 3a00J1e8aHuemM, UMernuum
Hebnazonpusimuslli  NpozHO3,  UeecooOpasHo  peKoMeHA08amo
nayueHmam payuoHaIbHyl exeodHesHY axKmueHocmo. [Ins ecex
OO/bHBIX  BAXMCHBI  00WUe peKoMeHOauuu, CcoOI0eHUe KOmopwvixX
no36ossiem YMeHbUUMb PUCK B03MOMCHO20 YXYOUIEHUSl MeueHUst
3abonesanus [1-3].

e PekomeHIOBaHa 3MuAypajbHasi aHeCTe3Us B KadyecTBe MeToja
BbIOOpAa TIpM MPOBEAEHUM XUPYPIrMUECKUX BMEIIATEIbCTB Y
6ompHbIX JIT' [1-3].

VpoBeHb yOemuTeabHOCTM pekomengamuii Ila (YpoBeHb
IOCTOBEPHOCTU A0Ka3aTe/lbCTB ()

KommeHTapumu: Cuumaemcs, umo NJaHo8ble ONepamusHbsle
emewamenscmea y nayueHimoe ¢ JIAI' umerom 6blCOKUL PUCK.
Haubonee npednoumumenbHolM MemoooM aHecme3uoa02uieckozo
nocobus, 6 Hacmoswee 8pems, npedcmaensemcs 3nudypanvHas
avecme3us [54]. Y nayuenmos, nonayuarnwux nepopaivHyr JIAI-
cneyuguueckyio mepanuio, 60 8pems Nn0020moséKu U npoeedeHus
onepamueHsIX 6Meulamenbcms, 603MOMCHO paAccmMampusams 60nNpoc o
UH2AJIIYUOHHOM U/UNU BHYMPUBEHHOM 88€0eHUL NPenapamos.

3.2.MeauKaMeHTO3HOe AHTUKOAry/ISIHTbI U
Ade3arperaHTbl
e PekoMeHAOBAaHO Ha3HaueHue BapdapuHa O0oabHbIM WJIT,

Hacnenyemoii JIAT, acconmupoBanHoii JIAI' Ha doHe mpuema
AHOPEKTUKOB [3].

VYpoBenb yoOemuTenbHOCTM pekoMmeHzmanuii IIb  (VpoBeHsb
JOCTOBEPHOCTHU IoKa3aTeabCTB C)

KommenTapumn: Ifenesoii yposeno MHO npu JIAT cocmaensiem 1,5-
2,5. IIpu Opyeux ¢opmax JII' peweHue o0 Ha3HaAuUeHUU
AHMUKOAZYNIAHINO8 O0O0JIHHO 8 KaX0oM cyuae NpuHUMambsCs
UHOUBUOYANbHO HA OCHOBAHUU OUEHKU COOMHOUIEeHUs1 Puck/



a¢ppexmuenocms. B uacmHocmu, y 6016HbIX ¢ nopmosie2ouHoti JII'
uMeencs 8bICOKULL PUCK pa3eéumus KpoeomeueHusl u3 pacilupeHHbsIX
eeH nuujeeoda [1-3].

e PekomeHZ0BaHO HazHaueHMe BapdapuHa 6oabHbIM XTIJIT [1-
3].

VYpoBeHb yOeauTenbHOCTM  pekoMeHzmauuii I (YpoBeHb
JOCTOBEPHOCTU JOKa3aTeJabCTB C)

Kommentapumu: IlIpu XTOJIT ueneevie ypoeHu MHO Ha ¢one
mepanuu eapgpapurnom™* cocmaensirom 2,5- 3,5 [3,24].

e PekoMeHI0BaHO Ha3HavYeHue HU3KOMOJIEKY/ISIPHbBIX
remapMHOB B KauvecTBe aJbTepHATUBBI BapdapuHy Y
nauueHToB JII' ¢ mOBBIIIEHHBIM PUCKOM KPOBOTEUYEHUI UM B
cIydyae HeIllepeHOCMMOCTH nmociaenaHero [1-3].

VYpoBeHb yOeauTenbHOCTM  pekoMeHzmauuii I (YpoBeHb
JOCTOBEpPHOCTHU IoKasaTeabCTB C)

KommenTapumu: Haubosnee 00CmMynHviMU HU3KOMOJEKYISAPHbIMU
2zenapuHamu eJs1mca Ha0ponapuH u 3HoKcanapuH**, B meueHue
1-20 mecaua mepanuu npumeHsawmcsa 003vl HadponapuHa 15000
UAXaIC 2 pa3a 6 denv unu 3Hokcanapuna 1 mez/ke eeca 2 pa3sa 6
deHb, 6 nociaedywuieM- MeHbllUue npourakmuueckue 003bl:
Hadonapun7500 UAXalIC 1-2 pa3a 6 Odenb u 3HoKcanapun 20-
40mex1-2pa3sa [1,2,18].

e Ha3sHaueHMe Ie3arperaHTOB peKOMeHayebcsi 00abHbIM JIAT,
VMEIOIMX MOJIOKUTETbHYIO IPO0Y Ha Ba30peaKTUBHOCTD, IIPU
HeIlepeHOCUMOCTHU OPA/IBHBIX aHTUKOATY/ISSHTOB [2].

VpoBenb yOemuTenabHOCTM pekoMmeHzanuit IIb  (YpoBeHb
IOCTOBEPHOCTM JOKa3aTeabCTB C)

KommenTapum: IIpumeHeHue Kucaomsl auemuacanuyuiosoli 75-
150me He conpsax3ceHO C HeoOX00UMOCMbI0 J1adOPaAMoOpPHO20
KOHMpoas.

e Ilpu BBIpa>KeHHbIX KJIMMaKTepu4ecKux CUMIITOMAaX
nanguenTkam JII' B 1mocTrmeHomay3e  peKOMeHJOBaHa
3aMeCTUTe/IbHAasA TOpMOHaJbHasA Tepanusa IIpU YCIOBUU
OOCTVDKEHMSI aJeKBaTHOVM TIMIIOKOaryjasiiMm ¢ IIOMOIIbIO
AHTUKOAryJIsTHTHOM Tepanuu [1-3].



YpoBeHb yOemuTedbHOCTHM pekoMmeHmauui Ila (YpoBeHb
JOCTOBEPHOCTU JOKa3aTeJbCTB C)

KommeHnTtapun: Ilo-npexcHemy HepeuwleHHbIMU OCMAOmMCcsi 60npocsl
no noeody 3amecmuinenasHoli 20pMOHANBbHOLI mepanuu y nayueHmox
¢ JIAT 6 nepuod menonay3sl. JlaHHwlli 6ud mepanuu 8eposAIMHO
Modcem 00cyxHoamocs 6 cjryuae msxceasiX CUMNINOMO8 MeHONAY3bl.

JdnypeTuku

e PeKOMeHJ0BAaHO Ha3HaueHMe MOYErOoHHBIX IIperaparoB BO
BCcex ciayuasix pasButusi gekommneHcanumu IDK y 6onbHbix JIT
[1-3].

YpoBeHb yOemuTenabHOCTM  pekomenpanuii I (YpoBeHb
JOCTOBEPHOCTU JOKa3aTeJabCTB C)

KommenTtapumu: J[o3st Ouypemukoe  O0O0/CHbI  AKKYPAMHO
mumposamuscsi 60 U30excaHue pe3K020 CHUMceHUs1 00sema
uupkyaupyruieti Kposu u cHuxceHus OkcuzeHomepanus

e PexomeHndyemcs okcuzeHomepanusi OoavHeim ¢ JII' Ha oHe
XpoHUYecKoii o0cmpyKkmueHoii 06one3Hu Jezkux (XOBJI) Ha
npomsiiceHuu He MeHee 15 uacoe e cymku 0ns docmudiceHue
napuuanvHozo daenenuss 02 e apmepuanwvHoli Kpoeu 6osee 8
KIIA. [3,32].

Ypoeenwo ybedumenbHOCMU pekomeHoauuti I (YpoeeHno
docmoeepHocmu dokazameibcme C)

Kommenmapuu: BaxtHo nocmosHHO noddepycuéames camypayuio
O2na ypoene 90% u evliue.

* B amOynamopHuiX YCI08USIX OKCUz2eHOmepanus peKomeHdyemcs
ons  yayduwleHus KJAUHUYECKOU cumMnmomamuku, KoppeKuyuu
decamypauyuu npu ¢usuueckoii Hazpy3ke. [1,2].

YposeHv  yoedumenvHocmu  pekomendauuii IIb  (YpoeeHw
docmoeepHocmu dokazamesbcme C)

CepOeunble 21UK03UObI U UHOMPONHblE Npenapamal

e Ha3zHnaueHnue OJuzokcuHa** 0,25mz/cymKu peKOMeHO08AHO Ol
ypexceHus1 XHceJly0OuK08020 pumma npu HA0Hesay0oUKO8bIX
maxuapummusx 'y 6onsHuix JII. [37].



Ypoeeno ybedumeibHOCIMu pexkomeHoauuti I (YpoeeHo
docmoeepHocmu dokazameibcme C)

o CepdeuHble 271UKO3UObl PEKOMEHOO08AHbI NPU NpOpeccuposaHuul
XCH y 6onvHuix ¢ JII. [1,18,37].

YposeHo  ybedumenvHocmu  pekomeHdauuii IIb  (YpoeeHw
docmoeepHocmu dokazamesibcme C)

e JlooymamuH y GoneHvix ¢ JII' peKOMeHOOBAH 6 MePMUHAIbHOIL
cmaduu 3a00J1e6aHuUs 8 Kauecmee UHOMPONHOii noddepicku [1-3].

YpoeeHb yoedumenvHOCMU pekomeHOauuii I (Ypoeenbo
docmoeepHocmu dokazamesbcme C)

Zlpyaue cepdeuHo-cocyducmole cpedcmea

e PexomeHO08aHO AHMAZOHUCMbI KAbUUSA
o AHMazoHUCMbl KAAbUUusi PEKOMEHOO0B8aHbl 8 BbICOKUX 003aX
o6onvHoIM HUJIT, Hacnedyemoii JIAI, JIAT' eciedcmeue npuema
Jlekapcme npu nojioxcumensHoii OPDII [1-3,33].

Yposeno  yoedumensHocmu  pekomendauuii I  (YpoeeHd
docmoeepHocmu dokazamenbcme C)

Kommenmapuu: Bo3moxHO npumeHeHue 0u2udoponupuduHoBsixX
AK u ounmuasema. Ilauuenmam ¢ uacmomoii cepoeyHbIX
cokpauleHuii 6 nokoe wmeHee 80 ydapoe/MuH.peKOMeHO0B8AH
HugedunuH 6 NPONOHZUPOBAHHBIX (opmax uwiu dpyzue
Jduzudponupudunoevte AK III nokonenus [2,34]. Ilpu
OMHOCUMeNbHOll maxukapouu (uacmoma cepoeyHslX COKpauleHuli
8 nokoe 6o.1ee 80 yoapoe 8 MUuHymy) peKomMeHO008AaH OWIMuasem 6
do3e 240-720me.

o Am00unuH pekomeHdyemcsi 6 Kauecmee npenapama evl6opa
ona nauyuenmose JII' ¢ se6neHUAMU NPABoHCey00UKOB8OlI
cepdeunoii HedocmamouHocmu [1,2].

Yposenv ybedumenvHocmu  pexkomeHdauuli Ila (YposeHw
docmoeepHocmu dokazamebcime C)

Kommenmapuu: CymouHble 003bl AK, nokasaeuuue
a¢p¢exmueHocms, docmamouHo 6bviCoOKue: 0 HugedunuHa™*-
120-240me, oOnsa amnodununa**- do 10-15me [2,18,33].



PexkomeHndoeaHo nocmeneHHoe mumpoedaHue 0030l npenapama
nocmeneHHo 68 meueHue HeCKOJbKUX Hedelb 00 MAKCUMAIbHO
nepeHocumblx.

o BonsHbiM ¢ uduonamuueckoii/ Hacnedyemoii JIAI, JIAT
eciedcmeue npuema Jjekapcme, noayuarouwium AK 8 8vlcOKUX
do3ax, mpebGyemcss muiamesibHolli OUHAMUYECKUTI KOHIMPOJIb C
npoeedeHuem NOBMOPHO20 eu3uma uepe3 3-4 mec. nocne
uHuyuauyuu mepanuu [3].

Yposenv  yoedumensHocmu  pekomeHmdauuii I  (Ypoeemb
docmoeepuocmu dokazamenbcme C)

Kommenmapuu: Heo6x00umo KOHmMpoaupoeams cmaouisHOCMb
KAuHuueckoz2o 3gpgekma AK. Y 6oavubix HJIT' ¢ nonoxcumensvHoli
O®DII cnycmsa 3-4 wmecaua nocmosiHHoii mepanuu AK
pekomeHOoyemcss  oueHKa  3ApekmueHocmu - mepanuu  c
oos3amenvHubim nposedenuem KIIOC uepe3 3-4 mecaua. Ilpu
HeadekeamHom omeeme — He docmudxcenuu I unu II @K (BO3),
omcymcmaeuu cyuiecineéeHHo20 yjiyduleHus/ noumu Hopmanusayuu
2eMo0uHaMuuecKux nokasameseii - mpebdyemcsi KoppeKuus
mepanuu. B psade cnyuaee neo6xodumo couemanue AK ¢ dpyzumu
JIAT- cneuuguueckumu npenapamamu, noCKoJbKy OmmeHa
nepeéuix npueooum K KJAUuHU4eCKoMy yXyouleHu.

o IIpodonxcenue Ipocmazaandunwvl/npocmaHoudsl
IIpocmaznandunsl - 3mo epynna JAUNUOHBIX COeOUHEHUI]
YHUKQAIbHOLI cCmpyKmypbul, 06pasyemsix u3 eduHo20 cyocmpama
apaxudoHoeoli kucnomol. [2,11]. IIpocmaznandun E1 (IITE1) -
easoduamupyrouuti npocmaenaHouH, oonadarowjuii
aHmuazpezayuoHHsIM U aHmunpoaugepamueHsim deticmeuem.
bnazodaps kopomkomy nepuody noJiyeviéedeHus (3-5muHym)
803MOJ}CHO ObiIcmpoe mumpoeaHue 0036l 00 MAKCUMAIbHOL
@eJIUMUHbL, U Npu HeoOxooumocmu ObICMPO OCMAHOBUIMND
deiicmeue npenapama. 90% IITE1 unakmueupyemcs 8 Jje2Kux,
no3momy npu 6HympueeHHOM 66edeHUU e20 NocmynjeHue 6
0osblUOll Kpye KpoeooOpauieHUuss KpaiiHe mano, ecjiedcmeue
uez0 He oMmmeuaemcs 8bIPANCEHHOL CUCMEMHOTL 2UNOMOHUU.

= PexkomeHOo08aHO npumeHeHue eHympueeHHo20 IIT'E1 do 30He/
Ke/MuH 0nsa npoeederus ODII eéo epems KIIOC [2,18].

Vposenv yobedumenvHocmu pexkomendauuii IIb (YposeHw
docmosepnocmu dokazameinbcme C)



Kommenumapuu: Panee IITE1 npumeHsiica 6  eude
8HYMPUBEHHBIX K aHee YPCoBbIX UHy3uii 8 meueHue 2-3 Hedeslb
Ha ¢oHe OnumenwvHOli Mepanuu aHmMazoHUCMamu Kanvyus
[1,18]. B Hacmosauwee epemsa 6 (653U C nosié/leHUeM
UH2ANAYUOHHO20 UWI0Npocma u hepopaibHbiX hpenapamoe
JIAT- cneyuduueckoii mepanuu payuoHaabHO NPUMEHSMb €20
UCK/IIOUUMENbHO O/ MeCcmupoeaHuss 6a3opeakmueHoCmu 6
oIl [1].

= He pekomeHO08aHO npumeHeHUe 6HympueeHHozo IIT'E1 Onsa
nocmosHHol mepanuu. [1].

YposeHv ybedumenvHocmu pekomeHoauuii III (YpoeeHo
docmoeepHocmu dokazameinbvcme C)

Ipocmauuxkaun (npocmazaandun 12) - mouwHwlli IHO002eHHbIT
easzoduiamamop C UeaviM CneKmpom OONOJHUIMENbHBIX
a(p¢exkmos- aHmuazpezauuoHHvIM, AHMUNPOSUDepamueHbvIM
U  UumonpomeKkmueHwvlM, KOMOpble HANPABJ/ieHbl  HA
npedomepauieHue pemoOenupo8aHuss Je20UHbvIX COCY008:
yMeHbllleHUe noepexcoeHuUs: 3HO0OMeNUaIbHbIX KAemoK U
eunepkoaeynauuuf[2,3,35]. Y oO6onvHbix ¢ JII' pasnuuHoli
3muosiozuu 00KAa3aHo HapyuieHue npodyKuuu nNpocmayukiuHa,
o uem ceudemeibcmeyem CHUJiCeHUe IKchpeccuu
NpoCMayuKAIUHCUHIMA3bl 6 JIe20UHbIX apmepusix, yMeHbuUleHUe
JKCKpeyuu memaboaumoe npocmayukauHa ¢ moyoii [2,11]. U3
Kaacca npocmanouoos, oonadarowjux pasnuyHsimMu
¢apmakokuHemuueckuMu xapakmepucmukamu u nooooHsIMU
¢dapmaxkoduHamuueckumu 3Ppgekmamu, 6 Hauleli cmpaHe
pPeKoMeHO008aH eJUHCMBEHHbIII npenapam - wionpocm e
UH2ANAYUOHHOUL (hopme.

Hnonpocm- xumuuecku cmaodunsHblii aHAN02 NPOCMAUUKAUHA
8 a3po301bHOli (hopme 0N npoeedeHuss  UHzaANAYULL
npumensiemca y OoavHbix JIIT 6 6ude MOHO- U
KomoOuHupoeaHuHoii JIAI-cneuuduueckoii mepanuu [1-31].
AppexmusHocmy UH2ANAUUOHHOZ0 UI0NPOCMA OUEHUBANACH 68
PaHOOMU3UpPOBaAHHOM, naaye60-KoOHmMpoaupyemom
uccnedosarHuu AIR-1 y Goneuvix JIAI' u HeonepabenvbHbviMU
¢opmamu XTDIJ/II' ¢ III-IV ®K (NYHA) [31]. Hueanauyuu
wionpocma/ naaue6o npoeoounucs 6-9 pas no 2,5-5 mke Ha
UHzanAUulw 6 meuveHue OHA (8 cpedHem 30 MKz 6 CymKiul).



Hnonpocm yayuuwan KJIUHUYEeCKYI0 cumMnmomamuxky,
moaepaHmHocme K (usuueckum Hazpy3kam, eausn Ha JICC,
yacmomy KauHu4ecKux coosimuti [35].

= Hnonpocm 6 uH2anAUUOHHOLI (popme pPeKOMEHOO0B8aH Os
AHmazoHucmsl peuenmopos 3H0omeuHa
AHdomenun-1 (AT-1) - 3mo nenmud 3HOOMENAUAILHOZ20
npoucxoxoeHusi, xapaxkmepusyoujutiics MOUWHbBIM
68(30KOHMPUKMOPHbIM U MUIMO2EHHbIM ceolicmeéamu @6
OMHOUWIEHUU 2/100KOMbIUIEYHbIX KJIEeMOK. Axkmueauus
cucmemsl 3HOOmenuHa y OonavHeix JIAI' nokazawa npu
OlUeHKe €20 NJIa3MEeHHbIX U MKAaHe8blX KOHUeHmpauuii. 3mo
aensiemca  000CHOB8aHuemM  Ona  npumeHeHus  APD3,
onoxkupyrowux  peuenmopst muna A (3TA) uwau
00Ho8pemeHHO 00a muna peuenmopoe- 3TA u 3TB [1,3,37].
Axkmueauua I3TA- u BTB- peuenmopoé 21a0KOMblUEYHBIX
KJIemoK 6bi3bléaem 6A30KOHCMPUKMOPHbII U MUMO2EHHDbLLI
apexm. Cmumynsayus ITB- peuenmopoe cnocodcmeyem
kaupenucy IT-1 6 nezkux, yeeauueHuro npodykuuu NO u
npocmavuukauHa. Odnaxko npu JIAT umeemcsi o4e8uOHbIl
depuyum DOTB- peuenmopoeé & 3Hdomenuu [38]. C AP3
npoeeodeHo mpu KPYNHbIX PAHOOMU3UPOBAHHBIX
KAuHuueckux uccnedoeanus (PKH). B nacmosiuiee epems
NoOKA3aHo, 4mo, HecMomps Ha pasauyus 6 akmueHocmu no
OMHOUWIEHUI0 K PAasau4HslM peuenmopam, 3¢pgekmusHocmeo
deolinbix u cenekmueHwvix AP3 y 6oavHuix ¢ JIAT cpasHuma.

AmoOpuzenman- HecyaboHamuodHslii AP3, npou3zeodnoe
nponaHoeeoli  Kuciomel, CeJeKMueHulll aHmMazoHucm
peuenmopos BTA. IIpenapam ucciedosancs 6 NUWIOMHOM U
deyx nuaaueb6o- KoHmpoaupyemoix B 0eyx 12-HedenbHbIX
naaue6o-konmponupyemoix PKU ARIES-1 (n=202) u ARIES-
2 (n=192) usyuanace 3¢pekmusHocmes u 0e30NACHOCMb
amoOpu3eHmaHa, NPUMEHSeMO020 6 pPAa3IuYHbIX 00308bIX
pexcumax - 2,5me unu 5me 6 ARIES-1; 5me unu 10 me 6
ARIES-2 [39]. B o06a PKH exkawuanuce nauyueHmeol 6
eo3pacme cmapwe 18 nem c JIAI' pa3sauuHoili 3muojiozuu
(UJIT, JIAT ecnedcmeue npuema aHopekmukos, JIAI- C3CT
unu JIAT-BUY), npu nwoom PK. OOHaKo 6ONbWIUHCIMBO
oonvubix umenu DK II (ARIES-1: 32%; ARIES-2: 45%) unu
III (ARIES-1: 58%; ARIES-2: 52%), ¢ He6onwsuioli doneii PK I
(ARIES-1: 2,5%; ARIES-2: 1,5%) u IV (ARIES-1: 7%; ARIES-



2: 2%). CpedHuli niaue6o-KOPpUUPOBAHHBIIE npupocm
J6MX Kk 12-ii Hedene HHeubumopwsl ¢Qocpoouscmepa3svi
muna 5

Hueubumopsr uIMd-3asucumoii ¢ocgoduscmepa3swvl (imun
5) npedomepawarom dezpadauuro u'M®, umo npusodum K
easzodunamauuu 3a cuem eéaustHusi Ha cucmemy NO/uIM® u
ev13vi6aem cHuwiceHue JICC u nepeepysku IDK [1-3].

Cundenagun- mouiHbwlii
ceJleKMueHulli uHz2ubGumop (¢ocgoouscmepassl muna 5
(UD/I35) onsa nepopaibHo20 Ha3HaueHusi. B 4-x PKU y
oonvubix ¢ JIAI' Ooka3aHel no3umueHwvlie 3Pekmol
cundeHajuna 6 eude yayuuleHUss moaepaHmMHocmu K
¢usuueckum Hazpyskam, KJAUHUUECKOU cumMnmomamuxu u/
wiu zemoduHamuku [39].

= CundenHadun pexkomendoean npu JIAI' ona ynyuuieHus

nepeHocumocmu pusuueckux Hazpy3ok (maoéauua 9) [49-
51].

VposeHo ybGedumenvHocmu pekomeHoauuii I (Ypoeemw
docmoeepHocmu dokaszamenscme A) ons nauuenmos DK II-
111

VposeHs ybedumensHocmu pexkomeHdauuti IIb (YpoeeHo
docmoeepuocmu dokazamensvcme C) ona nauuenmos @K IV.

Kommenmapuu: PekomeHdosaHHaa do3a cocmasisiem 20me
3 pasza é cymku. B PKU SUPER-1 y 278 6oavHbix ¢ JIAI,
nosayuasuwiux cundeHaguna uumpam e doszax 20, 40, 80me 3
pasa e cymku, Kk 12 Hedene ommeuanoco yayuuieHue
KJIUHUY€eCcKoll cumMnmomamuxku, 2eMOO0UHaMUKU,
mosiepaHmHocmu K  @Qu3uueckum Hazpyskam [41,42].
Pasnuupt 6 pesynemamax Cmumyasimopst pacmeopumoii
2YAHUNaMUyuKIa3ol

Puouuzyam

UDIII5 oka3wviearom enusHue Ha nyme NO-
pacmeopumasn yaHunamuukinasa (pI'll)- ul'M® 3a cuem
eéNusaHuUA Ha OJezpadauuro ul'Md, 6 mo epemsa Kak
CMUMYnImopul pacmeopumoti 2yaHuiamuyukiassl
noestwaiom npodykuyuio ulMa® [3,43]. Puouyueyam umeem
deolinoli mexaHusm OJeiicmeus: ceHcubunusupyem pIll k
3HO0o02eHHOMY NO nymem cmaounuzauuu cesasu NO-pI'll, a



makce Hanpamyw cmumyaupyem pepmeHm uepe3 Opyeoii
yuacmok cesn3u, He3aeucumo om NO. Puouyuzyam
eoccmanasnueaem memaoonuueckuii nyme NO-pI'l]-ul'Md
u evi3vieaem yeeauueHue npodykuuu ulMdd, komopulii
uzpaem 6aX)CHyH pOib 6 pezyaauuu npoueccos, austiouwjux
Ha mMoHyc cocydoe, npoaugepauyuro, ¢pubpo3 u eocnaieHue
[3,43]. B 12-unedenvHom, O080liHOM cienom, naauedo-
koumpoaupyemom PKHW PATENT-1 Owvuia nokasaHa
3(ppexkmueHocme u 0Oe3onacHocme puouuzyama y 443
oonvHeix ¢ JIAIT  (UJII, cemelinaa JIAI;, JIAI,
accouuupoeaHHas c: C3CT, BIIC, nopmasnwvHoil
2unepmensueil ¢ YUUppo3oM neueHu, NPUeMOM AHOPEKMUKOE
wiu ampemamuna). Ilpenapam e do3e do 2,5m2 3 pa3a 6
Cymku yayuuwian KJIUHUYEeCKYI0 cuMnmomamuxky,
mosepaHmHoCmMbs K  Hazpy3kam, 2zemoouHamuueckue
napamempul, @K (BO3), yesenuuuean épemsa 00 pa3eumus
KJAuHu4ueckoz2o yxyouieHus. K nedene 12 JJl6MX yeenuuunace
Ha 30m om ucxodHOli 6 epynne puouuzyama c
MAKCUManvHoll 00301i 2,5M2 u CHU3UWIACL 8 cpedHeM HA 6M 8
epynne nnaue6o (p<0,001). Ynyuwernue JJ6MX k 12 Hedene
Komo6unupoeannas mepanus

Komo6unupoeannaa mepanus — JIAT- 3mo
00HOBpeMEeHHOe UCNOoJb306aHUe 0Ooslee YemM 00HO20 Kiacca
cneyuguueckux JiekapcmeeHHvlx cpedcme [1-3,39]. Omom
nooxod saejsemca nNpueeKamenbHviM ONs1 KOHMPOJA
3a00/1e6aHUsl, NOCKONbKY 6 KAUHUUECKYI0 NpaKmuky
68HeOpeHbl pasiuuHsle KJ1accol npenapamoe,
eo3delicmeyowiux Ha4 Mpu CUZHAJbHBIX NyMuU NnamozeHe3a:
npocmaznaHounsl/ npocmanoudst, AP3 (3T-1), UDIB5 u
cmumynssmopel 2yaHunamuyuknasst (NO). B 3KcnepmHbwiX
uenmpax no JII' 8 omoenbHbIX KIUHUYECKUX cumyauusx

I'pynna 2 (JIT' scnedcmeue namosiozuu jieévlx 0maoenos cepoua):

e BonvHoimM ¢ JII' 8cnedcmeue namoJiozuu Jiegvblx omadenos cepoya
Heobx00uMo ocywecmeums ONMUMAIbHOE JleueHue NamoJio2uteckozo
npouecca Kak npuuuHsl nossiuieHus JIA.

Ypoeenwo ybedumensHOCIMU pexkomeHoauuii | (Yposeno
docmosepHocmu dokaszamenscms B) [3].



e He pekomendyemcss npumenerue JIAI-cneuuguueckoii mepanuu
60/16HbIM ¢ JII" 6cnedcmeue namoio2uu Jiegolx omoenos cepoya [3].

Ypoeenwo ybedumeibHOCIMU pexkomeHoauuii I (Yposeno
docmogepHocmu dokazamenvcma C)

I'pynna 3 (JII, accoyuupogaHHas ¢ hamoJozueti JieeKkux u/uiu
2unokcemueti):

e PexomeHdyemcsi OnumenvHas oOKcuzeHomepanus — 0onsHeiM ¢ JIT
gcaiedcmaue namosio2uul ieeKux Npu XpoHU4ecKol 2unokcemuu.

Ypoeeno ybedumensHOCMU pexkomeHoauuii I (YposeHp
docmoeepHocmu dokazamenscms C) [3].

e He pekomeudyemcs npumeHeHue JIAI-cneyuguueckoti mepanuu
60/1bHbIM C JIT" 8cnedcmeue namonozuu aezkux [3].

Vposeub  yoedumenvHocmu  pekomeHdauuii  III  (YposeHs
docmosepHocmu dokazamenvcme C)

I'pynna 4 (xpoHuueckas mpomboambonuueckas JII): (cm. Knunuueckue
pexkomeHoayuu "XpoHuueckas mpomboamboauueckas JII™)



4. PeaOuauranms

JII' — xpoHuueckoe 3aboJieéaHue, JeueHue KOMopozo Nposooumcs
noxcusHexHo, Peabunumayus 8 P® He pazpabomana.

e PexoMeHIOBaHO MOAJEpPXUBATh aleKBATHOE COCTOSIHME CKeeTHOI
MYCKYJIaTypbl,  BBINIOJIHSISL ~ €XKeJHEeBHble  [NO3MPOBAHHbIE U
perynupyemble  (Qu3uueckue Harpy3ku, UTO CIIOCOOCTBYeT
YIyUILIeHMIO KaueCTBa XXU3HU U KIMHMUUYECKON cuMIIToMaTuku [1,3].

VpoBeHb yOemuTeabHOCTM pekomengamuit Ila (VYpoBeHb
IOCTOBEPHOCTU [0Ka3aTe/bCTB ()

e PekoOMeHIOBaHO TIIpOBeJeHMe CIeUMaJIbHbIX IPOrpamMm IO
peabunuTanyuy  GONBHBIX I yAyUIIeHUS  TIOKa3aTesieit
dbusnyeckoro craryca [3,49].

VpoBeHb yOemuTeabHOCTM pekomengamuit Ila (YpoBeHb
IOCTOBEPHOCTU A0Ka3aTelbCTB ()

KommenTapum: Heobxo0umwviM Yclo08uem S68751emcsi NOCMOSTHHbL
KOHMpOJb MeOUYUHCKO20 NepcoHana 3a nposedeHuem KOMNJIEKCa
peabunumauuu. SppekmusHocms peabuNUMAYUOHHBIX NPO2PAMM
NoKasaHa 8 paHOOMU3UPOBAHHOM KOHMPOJIUPYEMOM UCCed08AHUU
(PKH), 6 komopom y mpeHuposasuuuxcsi hayueHmos ¢ JII' 6 cpasHeHuu
C epynnoii KOHmMpOAs 00CMuU2anocs 00CMOBEPHOe  YayuuleHue
usuueckux u (PyHKUUOHAILHBIX NAPAMEMpPO8, a Makxe nokasamenet
Kauecmea HCU3HU [15]. ITodo6HbLE pe3ysivmamal
Npoo0eMOHCMPpUPOBAHsl U  OONONHUMENbHBIX  HEKOHMPOAUPYEMDbIX
UCCNe008aHUSIX C UCNOJIb308AHUEM  PA3IUYHBIX MPEHUPOBOUHDIX
modeneti [49]. Omu pekomeHOayuu 02paAHUYUBAIOMCS HEX8AMKOU
3HaHUli no onmumaivHomMy memody ¢usuueckoli peaburumauyuu, a
Makxce UHMEHCUBHOCMU U NPOOOIKUMENbHOCMU MpeHUpo8oK. Kpome
mozo, Memodsl KOHMPOJIS, MEXAHU3Mbl 00J1e2UeHUs] CUMNMOMAmMuKu
JIAI, c¢u3uueckux U (PYHKYUOHANIbHBIX B03MOMCHOCMeElU NOKa
0CMAawmcsl HesICHbIMU, KaK U npeonoaazaemviili d¢pekm Ha npozHo3
3abonesanusi. TpeHupogouHvle NPOZPaAMMbl C (PuU3UUECKOl Hazpy3Koll
cedyem 8HeOpsiMb 8 UEHMPAx, UMeEUUX 0Nblm 8e0eHUs NAUUEHMO08 C
JIAI' u peabunumayuu msxicensix 001bHbIX. Heobxo0umo nomHumeo,
Umo nayueHmsl, yuacmeywujue 8 nodoOHbIX NPo2PaMmax OOJHCHbI



Haxooumecss Ha adekeamuoli mepanuu, coomeemcmaeyouel
cyulecmgywowjumM  MexoOyHapoOHslM  cmaHoapmam, a  makxie
docmuzams cmMabusibHO20 KAUHUKO-QYHKUUOHAIBHO20 cmamyca.



5. IIpodpuaaxkruka

e PexomeHmoBaHO M306eraTb BO3HMKHOBEHMSI TaKUX IMOTEHIMAIbHO
OTIaCHBIX CMMIITOMOB, KaK BbIpakeHHasl OJibIllIKa, CMHKOIIEe, 60N B
IPYLHOM KieTke [1-3].

VpoBenb yoeautenbHoCcTM perkomeHmaumit III  (YpoBeHb
IOCTOBEPHOCTU A0Ka3aTelbCTB ()

KommenTapuu: IlayueHmam pekomeHdyemcs 6ecmu aKmueHblii
00pa3 JU3HU 8 3a8UCUMOCMU OM BbIPAHEHHOCMU CUMNMOMO8
3abonesarusi. OOHako, HeoOX00umMo  u3zbezamev  upe3MepHbIX
(usuueckux Hazpy3ok, mak Kaxk 3mMo CONPSIHEHO C 8bICOKUM PUCKOM
yxyouieHust meueHust 3a0071e8aHUSL.

e He pexkomMmeHayiOTCsI (uU3MUecKue HArpyskKu TMocae enbl, IIpu
HebaronpusITHOM TeMIlepaTypHOM pexkume.[1-3,15].

VpoBeHb yoOenurTenbHOCTM pekomeHzmanmit III  (YpoBeHb
IOCTOBEPHOCTHU N0Ka3aTe/lbCTB C)

e PexomeHnyeTcsl TpPOBOAUTbL peryasipHble BU3UTbI HaOMIOmEHUS
Kakaple 3-6 Mec. B TOM umciae y 60mbHbIX JIAI' cO cTabMIbHBIM
TeueHueM 6ome3HM [11].

e VpoBeHb yOeauTenbHOCTM pekomeHpamuii [ (YpoBeHb
IOCTOBEPHOCTU N0Ka3aTelbCTBC)

e PekoMeHII0BaHO MpoOBeIeHMe OOIOJTHUTEIbHOM OKCUTeHOTepannmn
y 6onbHbix ¢ ®K III-IV npu napuuanbHom paBiaenuu O2 B
aptepuanbHol KpoBu < 8klla (<60 MMprT.CT.) [1-3].

VpoBeHb yoOemuTeabHOCTM pekomengamuit Ila (YpoBeHb
IOCTOBEPHOCTU A0Ka3aTelbCTB ()

KommenTtapum: Ckopocms 2 Ji/MuH. 0ocmamouHa 07si no8vllleHUs
dasJieHus. Kucaopooa 00 ypoeHs, cO0mMeEemcmeyujezo ypoeHw Mopsl.
OxkcuzeHomepanus Heobxoduma npu nojsemax Ha 8vicome 6oee 1500-
2000m.

e PekomeHpayeTcs BakuuHaius O6onbHbix JIAI OT rpumnma wu
MTHEeBMOKOKKOBOVi MHPeKum [1-3]



VpoBeHb YyOeauTenabHOCTHM pekoMeHzmanuii I  (YpoBeHb
IOCTOBEPHOCTU AoKa3aTelbCTB ()

KommenTapuu: Ilayuenmst ¢ JIAI' uygcmeumesbHol K pa3sumuio
OpPOHX01e20UHbIX UH(pEeKUUll, 8 UACMHOCMU NHEBMOHUU, 4mo 8 7%
cryuaes npugooum K aemaisHomy ucxody [1, 15]. B cesa3u uem, daxce
npu omcymcmeuu KOHmMpoaupyemvlx MHO20UEHMPOBbIX UCCNEe08aHULL
HeoOxo0umMoCcmes  8AKYUHAYUU  Npomue  8upyco8 zpunna u
NHE8MOKOKKO0801I UH(peKuuU, He 8bl3bl8aem COMHEHUII.

PekoMmeH10BaHa MOMOIIb IICUXOJ0ora/icuxmuarpa [1-3].

VpoBeHb yoOeauTenabHOCTHM pekoMeHmanuii I  (VYpoBeHb
IOCTOBEPHOCTU A0Ka3aTelbCTB C)

KommeHnTapuu: JII' oka3wsiéaem cyuleCmeeHHoe 6JiusiHue Ha
ncuxonozuieckoe, coyuanvHoe  (8kawuas — ¢puHavcosoe) U
OMOUUOHANbHOE COCMOsIHUe nayueHmos u ux cemeli [15].
Cneyuanucmel, gedyuiue nayueHmos ¢ JII, 0oxHbl umems HABbIKU U
3HaHUA 011 OYeHKU U peuleHUuss makux 3adau, a makice pabomams ¢
npusjieyeHuem  Koajlez U3  CMeXcHolx  obaacmeli  meduyuHbl
(ncuxuampos, KAUHU4ecKux ncuxo10208) U cOyuanbHo20 00ecneueHusl.
Heobxodumo momusuposams ux K 00se0UHEHUl 8 NayueHmcKue
opeaHudayuu, umo 01a20MEOpHO 6Juslem HA UX CNOCOOHOCMb K
KOMMYHUKAQUUU U Nnoevlliaem npusepieHHocms K mepanuu. B
JONnoJIHEeHUE K NCUX0JI02UUYECKOT U COYUaNbHOT noddepicke HE0OX00UMO
3apaHee NAAHUPOBAMb Op2aHu3ayuio yxoda 3a OO0JbHbIMU U, Npu
HeoOxodumocmu, HanpasjieHue nayueHmos K Cheyualucmam
NanuamueHoul MeouyuHbl.

dakTropsl pucka (®P) passutus JIAI' moryt wurparthb
Npeapacrioyaraluyy uWin CTUMYAUPYIOIIYIO POJIb B Pa3BUTUU
6onesuu [3]. BblgensiloT ompeleneHHble, BepOSITHble WU
BO3MOXXHbIe PP B 3aBUCMMOCTM OT Cuiabl accouuauum c JIAT
(Tabnuia 11). OmpeneneHHas accouyalnusl MPU3HAETCS B Cayuyae
ANUAEeMUM WU TOATBepxOeHuu poau OP Ha OCHOBAaHUU
MHOTOLIEHTPOBbIX 3MUIEMUOIOTUYECKUX UCCIIeJOBAHMIA.
BeposTHpiM @®P cumTaeTcd Ha OCHOBAaHUM  pe3ylIbTaTOB
OLHOLIEHTPOBOI'0 UCIeLOBAHUS WIN CEPUN KIMHUYECKUX CTYUYaEeB,
a Takke eCiau Iocjae TMpeKpalleHus: BO3AeiCTBUS, Habogacs
perpecc JI[, HarpuMep, Kak B caydae Ja3aTMHUO-MHAYLMPOBAHHOM
JIAT [3]. Bo3smoxHbiM cuutaercs ®P B ciaydyae 1omo3peHus] Ha
HaJIMuye NpUIYNHHO-CIIeNCTBEHHO CBSI3N.



Ta6bnuua 11. GakTopbl pUCKa SIEFOYHOM apTepuanbHOM rmnepTeH3num

dakTopbl pucka

onpeaeneHHble BeposiTHble BO3MOXHble

AMUHOpeKc AmMdbeTaMuHbI KokauH

deHdnypamMuH [NazatnHnb deHnnnponaHoaaMmH

JekcdeHbnypaMuH L-TpunTodaH AMdeTaMUH-Nof06HbIe NpenapaThbl

Tokcuyeckoe pancoBoe Macso MeTa- NHTepdepoH a np

BeHdbnyopekc amdeTaMuHbl HekoTopble XMMHoTepaneBTUYeCKy

NHrmbuTopsbl obpaTHoro npenapaTbl, B 4YaCTHOCTH

3axBaTa CepOTOHUHa ankuavpywmne areHTol (MUTOMUUMH  (
umknodochamua)

bospilioe 3HaueHMe MMeeT Haauuye B aHaMHe3e yKasaHui Ha
IIPUHALJIEXKHOCTh MallMeHTa K rpynmnamM pucka passutus JIAT,
C3CT, ykazaHuiti Ha BO3MOXHOe Hajauume BIIC, 3aboneBaHMI
reyeHu, HocuTenbcTBa B1Y, mapasuTapHbIX 3a00/I€BaHMIA.

IuHaMmuueckoe HaOMOmeHMe O0JbHBIX M3 TPYII PUCKA,
BK/II04as nmposeneHne T6MX, 9xoKTI' (Tabauia 12).

Ta6anua 12. [InHaMmuueckoe HaoOmwoneHue 3a 60apbHbIMU C JIAT:
peKoMeHJyeMble MeTO/IbI ¥ BpeMeHHas IIIKaia

O6cnepoBaHue NcxogHo (Bo Kaxable Yepes 3-4-mec. B cnyue
Hayana 3-4- nocne Hayana win KIMHNYECKOTr(
Tepanun) mec. CMeHbl Tepanuu yXyALeHns

OueHKa KIMHUYEeCKOoro + + + +

ctatyca ®K (BO3) 3KI

NpoBeaeHne Tecta 6- + + + +

MX

KapanonynbMoOHanbHbIN + + +

Harpy304HbIA TecT

YpoBeHb BNP/NT- + + + +

proBNP

IxoKIr + + +

KaTeTepusaumns npasbiX + + +

OTAEeNoB cepaua




6. lonmomHuTenbHasa mHopmanms,
BIMSIONIASI HA TeUEeHMEe U MCXO[
3a00/IeBaHUS

®axTopbl, BAMSIONIME HA TIPOTHO3 00/IbHbIX JIT':

1. K (BO3)
. Hanu4aue IIPM3HAKOB HpaBO)KEHy,E[O‘{KOBOﬁ Cep,ILe‘-IHOfI

N

HEeIO0CTAaTOYHOCTU

. TonepaHTHOCTb K HPU3NIYECKMM HArpy3Kam

. dyicTaHIMS B TeCTe 6-MUHYTHOI XOAbObI

. YpoBeHb MKOBOTO ITOTPeO/IeHNST KUCIOPOaa

. OXoKI- mapamerpnl (Hanmuume rniepukapamaJbHOTO  BBINOTA,

[Lmomaas mpaBoro npeacepous)

7. TemogHaMnueckue napaMeTpsl (faBjieHye B IIPaBOM IIpeacepann,
CB, SvO2, orpuniatenbHast O®II)

8. AHanu3bl KpoBu (I'mnepypuxremusi, YpoBeHb HATPUYPETUUECKOTO
nentuna, TpornouuH, HopagpeHanuH, JHOOTeNIMH-1)

o U WY

e PexoMeHIOBAaHO OI€HMBATh TSKECTh JIAT y GOJBbHBIX C IMOMOIIbIO
MaHeaM [JaHHBIX, BKIIOUAIONIMX IapaMeTpbl KJIMHUYECKOTO,
(YHKIMOHAIBHOTO, TeMOAMHAMMUYECKOro  CTaTyca, YpPOBHS
6uomMapkepoB, mapameTpoB IxoKT [9,30].

VYpoBeHb  yOegUMTEJIbHOCTM  pekomMeHgammii | (YpoBeHb
IOCTOBEPHOCTU JOKa3aTe/lbCTB B)

e Pexomenpyercs 1eneBass crpaTeruss OcOO6eHHOCTM BeIeHUs
MaleHTOoK AeTOpogHoro Bo3pacrta c JIT
o BepemMeHHOCTb NMpOTUBONOKa3aHa 60ibHbIM JIT' [1-3,50].

VpoBenb yoeautenabHOCTHM pekoMmeHzmanmii III  (VpoBeHb
IOCTOBEPHOCTU HOKa3aTelbCTB C)

KommeHTapumu: bepemeHHOCMb acCOyuupo8aHa ¢ 8bICOKUM PUCKOM
mamepuHckoli cmepmHocmu 'y nayuenmoxk ¢ JIAI' (30-50%) [3,50]. B
13 uemmpax 6 meueHue 3-1emHez0 nepuoda Habawdanu 26
OepemetHbix nauueHmok ¢ JIAT, u3 Hux 3 weHuwuHsl (12%) ymepnu, a y
00HoOTI (4%) paseunacsy mscenas npasoxcenydouxkosas
HedoCmamouHoCmo, NOCAYHUBWIAS NOKA3AHUeM K 3KCMPeHHOl
mpavcnaaHmayuu  Komnjaekca — cepoye-iezkue.  Bcezo  0bLno
3apezucmpuposaHo 8ocemb abopmos, 08a U3 KOmopwviX CHOHMAHHbBIX U



wecmov uHoyuuposaHHsix. 16 GepemeHHocmell (62%) 3asepuiuiuchy
021a20N0/1yuUHO poxcdeHuem 300p08bix MaadeHues. B uccnedosaHuu,
nposederHom 8 namu uenmpax CIIIA, 3a nepuod 1999-2009 zz. 6bL10
3aguxcuposaro mpu jemabHolx ucxooa Ha 18 bepemernHocmelti (17%)
[5,66]. Ilayuenmxu, omeeuarnwue Ha cneyuguueckyro mepanur, c
Huskum JICC u  00n20CpOUHbIM ~ OmeemomM HA  mepanuro
AHMOZ20HUCMAMU KAIbYUSL OMHOCAMCSL K 2pynne HU3K020 pucka
OCNOMCHeHUull 60 e8pemsi  OepemeHHOCmU U  podos  [52,62].
ITepsopodsujue nauueHmku, Naoxo omeeuarwjue Ha cneyupuueckyo
mepanuto u umerujue 8svicokoe JICC, omHocamcsi K 2pynne 6s1C0K020
pucka passumusi OCNOMCHeHUull 80 8pemsi GepemMeHHOCMU U pP00dos
[12,67]. dmu OaHHble HY#OarmMcs 8 HAOEHHOM NOOMeepHOeHUU 6
pe3ysivmame MacumaoHblx KAUHUYECKUX uccnedosanuti. B nacmosuwee
8pems pekomeHOauyuu OMHOCUMENBbHO CMP02020 6030epHcaHus om
O0epemenHocmu nayuenmkam ¢ JIAI, ocmaromcst Heu3MeHHbIMLU.

o C y4yeTOM BBICOKOIO pucka mporpeccupoBanusi JIA Ha ¢doHe
6epeMeHHOCTU ranyeHTKam IeTOPOIHOTO BO3pacra
pPeKOMeHIyeTCs KOHCYJbTalMs Kapauoiora M TUHEKoJora B
IIeHTPEe C OIBITOM BelleHNsI 6epeMeHHbIX C 3TOi MaTOJIOTHel MIJIs
1mof6opa ONTMMAaIbHBIX METOIOB KOHTpauenuuu [1,2,61-64].

VpoBeHb yOemuTenbHOCTM perkomeHmaumit I (YpoBeHb
IOCTOBEPHOCTU A0Ka3aTe/lbCTB ()

o He pekOMeHAYIOTCS 3CTpPOreH-coAepikallyie KOHTpalelTUBbI
6onpbHbiM  JIAT B CBSI3M C  BBICOKMM  PUCKOM
TPOMOOIMOOINUECKUX OC/TOKHEHUIA.

VpoBeHnb yoOeautenbHOoCTM perkoMmeHzmanuii III  (YpoBeHb
noctoBepHOCTH Aoka3aTenbcTs C) [55].

KommenTapumn: Hem  eO0uHo20 ~ MHEHUSL ~ OMHOCUMENbHO
ONnMuManbHo20 memoda KOHmpauenyuu. IlepopanvHole
KOHmMpauenmuesl, codepxcaujuie npo2ecmepoH (MeopoKcunpozecmepoH
auemam, 3moHozecmpes), obnadarom 3pgekmusHbiM Odeticmeuem u
JIUULEHDbI MHO2UX NoOGOUHbBIX a¢pexmos, npucyujux
acmpozeHcodepxcaujum npenapamam npeovloywux nokoseHuti [55].
OOHaKko OHU MO2ym CHUMAmMov 3(pGekmusHocmy aHMazoHuUCma
oHJOmenuHoswvlx peyenmopos npenapama 6o3enman [31]. Kpome
mo20, UHBEKYUU NPO2ecmopoHd No OAHHBIM MemadaHaau3a Mmakie
Mmozym noseviuiams puck TS ocnoxcHeuuii [64]. KombuHuposaHHbie
ICMpozeH-2ecmazeHHvle KOHMpayenmueol mozym o06cymoamocs y
navueHmox NPUHUMAUWux AHMUKOA2YISIHMHblE



npenapamol[55,62,63]. BHympumamouHble ycmpouicmea ¢ MeonieHHbIM
8bC8000XMC0EHUEM JIeBOHOp2eCMpeNd, S8NSI0MCST COBPEMEHHbLIM U
8b1COK03((hekmusHsIM cpedcmeom. Ho ux npumeHeHue y nayueHmox ¢
JIAT oepaHuueHo passumuem 6a308az2abHuiX peakyuti. Kpome moezo,
UCNOb3068aHUE BHYMPUMAMOUHOU mepanesmuyueckol cucmemsl
Conposoxdaemcst N08bIUWEHHBIM PUCKOM UH(PEKYUOHHBIX OCTIOHCHEHUL
80 8pemsi ee nocmaxoeku [55]. bBapeepHbie mMemodsl 6e30nacHul 01
NauueHmok, Ho He darm HAOeMHOU zapaHmuu om HacmynjieHus
bepemeHHocmu [62,63,65]. IlepmaHeHmHble MemoObl: HEHCKAs Uau
MYXCKass —cmepunusayust - camsle 3ppekmusHsle  cnocoodwl
KOHmMpauenyuu, acCoyuupos8aHHsle ¢ HU3KUM PUCKOM, HO mpebyrujue
NUCbMEHHO020 coz2aacus nayueHmos. Cmepunu3ayust *eHWUHsL MOXem
OblMb 8bINOJIHEHA NJIAHOB0, 80 8PEMS NPePbIBAHUS bepeMeHHOCMU UU
80 8peMsl onepamusHo20 podopaspeuwieHus [62,63,65].

o N HOOCTUMKEeHMS HaAeXKHOTO KOHTpallenTuBHOro 3ddekTa
PEKOMEHAYeTCsI CoueTaHye ABYX MEeTON0B KOHTpaIleIIMA.

VpoBeHb YyOeauTenbHOCTM perkomeHmaumit I (YpoBeHb
noctoBepHOCTHU AokasaTenbcTs C) [50].

o PekomeHayeTcsi B (©JIy4ae HACTyIUIeHUSI OepeMeHHOCTU
MCKYCCTBEHHOe MpepbiBaHKe 6epeMeHHOCTH [3,61,65].

VpoBenb yoeaurenbHOCTHM perkomeHmammii I  (YpoBeHb
IOCTOBEPHOCTU A0Ka3aTe/bCTB C)

KommenTapum: Crnedyem uH@opmuposames nauueHmMoK 0 B8bICOKUX
PUCKAX pa3séumus cepbe3HblX 0CI0HCHEHUTI, KaK cO CMOpPOHbl Mamepu,
Mak u co cmopoHsl B ciyuae coznacus nayueHmku Ha npepvléaHue
bepemeHHOCMU, MeOUYUHCKUTI abopm OoJxeH 6bimb 8bIN0JHEH 00 22
Hedenb OepemeHHocmu [62,65]. Haubonee onmumanbHuiM CPOKOM Osi
npepoiearus OepemeHHocmu saensgemca 103 uedenu zecmauyuu
[62,68].

o B wryyuae o0oTkKaza OT  MCKYCCTBEHHOTO  IIpepbIBaHMS
O0epeMeHHOCTM, peKOMEHIyeTcCsl TIaTe/llbHOe HabJomeHne 3a
Al MeHTKOMN MYJIbTUAUCLUTUIMHAPHOM KOMAaH 0
CIIeaJMCTOB, KOTOpasi IIpMHMMAaeT KoJlJIerMajabHOe pelleHue o
TaKTUKU BefleHUs U MeToie pomopaspelieHus [62,63,69].

VpoBenb yoemurenbHOCTHM perkomeHmammii I  (YpoBeHb
IOCTOBEPHOCTU A0Ka3aTe/bCTB C)



KommeHnTapumu: B cocmas myasmuducyunauHapHol Komauobl
cneyuanucmos 8xo0sam: epau-kapouonoz, 8pau-axkyuiep-2uHeKos0e,
gpau aHecme3uoJ102-peaHuMamooe, gpau-neduamp, npu
Heobxo0uMocmu npusiekarmcs epayu 0pyzux cheyuaibHocmeti.

o PekoMeHIyeTCSd OCMOTP KapAuoyiora IPOBOAMUTL Kaxkiable 2-4
HeJle/I BO BpeMsi BCero nepuojaa bepemeHHocT [52,53].

VpoBeHb yoOeauTenbHoCcTM perkomeHmaumit I (YpoBeHb
IOCTOBEPHOCTU A0Ka3aTelbCTB ()

o I9xoKI' pekomeHAyeTCs MPOBOAMTH BO BpeMs OGepeMeHHOCTH
Kaxble 4-6 Hemenb [50].

YpoBeHb yoOeautTenabHOCTM pexkomeHpanuit I  (YpoBeHb
IOCTOBEPHOCTU IOKa3aTelbCTB C)

o B cryJdae HeOIITUMaJIbHOMI BU3YyaIU3aLUU Tpu
TpaHCTOpakaabHO  OXOKI' pekoMeHAyeTCs  BbINIOJHEHUe
YpecnuilneBomHOM sXokapauorpadum mjasi BbigBiaeHust BIIC
(4aCTMUHBI/i aHOMAaJbHBIV JpEeHaX JIeTOYHbIX BeH, OedeKTbl
MeXIIpeaCcepoHOil WM MEeXKelTyIOYKOBO I[eperopoiku) u
yTOUHEeHMs CTerleH! ero TspbkecTu [50].

VpoBenb yoeauTenbHOCTHM perkomeHmammii I  (YpoBeHb
IOCTOBEPHOCTU A0Ka3aTe/bCTB C)

o [lnaHoBas rocrmranusanus B CIeUUaAJINM3UPOBAHHOE OTIeENEeHME
peKOMeHIyeTCsI BO BTOPOM TPUMeCTpe 6epeMeHHOCTU B CBSI3U C
MOBBIIIEHHBIM  PUCKOM  MpEXIeBpeMEeHHbIX  pPOAOB U
reMOAVMHAMMUYECKMX OCIOKHEHMIA, a TaKKe [JISI OIpeeneHus
CPOKOB U cIiocoba pogopasperieHus [68,69].

VpoBeHb yoOeguTenbHOCTM perkomeHmaumit I  (YpoBeHb
IOCTOBEPHOCTU A0Ka3aTe/lbCTB ()

o BHemniaHOBas roCruUTaaM3alUsd PeKOMEHIYeTCs [IPU YXYALIEeHUN
0011Iero COCTOSIHMSI WJIM TIPU OTpUIlaTeabHOM OAuHaMyuKe IX0KI-
rapameTpos [67].

VpoBeHb yoOemuTenbHOCTHM perkomeHmaumit I  (YpoBeHb
IOCTOBEPHOCTU A0Ka3aTelbCTB ()

o MynbTUCTIMpaAIbHAS KT C KOHTPACTUPOBaHMEM
PEeKOMEeHIyeTCsI TOIAbKO [0 XM3HEeHHBIM II0Ka3aHUSAM, B TOM
yuciae u npu nogospenun Ha TIJIA [50].



VpoBeHb yoOeauTenbHOCTM pekoMmeHzanuii IIb (YpoBeHb
IOCTOBEPHOCTU AoKa3aTelbCTB ()

o V mauuMeHTOK C BIIepBble OMarHoCTUpoBaHHON JII' BO BpeMms
OepemeHHOCTM Tiowie wuckiawueHusi BIIC  pekomeHmyeTcs
IIpOBeZleHe KaTeTepusanuu npasbix Kamep ¢ ODII [66].

YpoBeHb YyoOenutenbHOCTM pekoMmeHganuii IIb (YpoBeHb
IOCTOBEPHOCTU IOKa3aTeabCTB C)

o PekomMeHpayeTcs TpPOAOKUTb BO BpeMs OGepeMeHHOCTU
cnenudUUecKyld  Tepanuio, BKIOYAIONIYI0  aHTarOHMUCTbI
KaJIbIIMSI, TIPOCTAaHOU b, MHTMOUTOPBI docdoanscTepasbl TUIIA
5, KoTopylo MalyeHTKa nojayJdaaa 1o 6epemeHHOCTH [2,50].

VpoBeHnb yoegutenbHOCTM pekomengaumuit IIA (YpoBeHb
IOCTOBEPHOCTU A0Ka3aTe/lbCTB ()

o He peKOMEHIYIOTCS aHTArOHMCTHI PELEeNTOPOB SHIOTENMHA
O6epeMeHHbIM TanyeHTKaM JII' ¥ OGOJbHBIM, ILIAHMPYIOUINM
6epeMeHHOCTb [52,65,70]

VpoBeHb yoeautenbHOCTM perkoMmeHzmanuii III  (YpoBeHb
IOCTOBEPHOCTU A0Ka3aTelbCTB ()

KommenTapum: Ecnu nayueHmka He npuHumazna 0o bepemeHHocmu
cneyuguueckyio mepanuio, O YAydlwleHUs: NpPozHO3a nauyueHmku
HeobX00uUMo paccmMompems 803MOMCHOCMb €€ HA3HAUYEHUS 80 8peMsl
bepemenHocmu. Du3uonozuueckue U3MEHEeHUs U  OCIOMCHEHUS,
KOmopule 803HUKAM 80 8pems OepeMeHHOCmuU, maxkue Kak peoma
OepeMeHHblX, MOMdem noeausime HA hoziaouieHue, 6videseHue u
6uodocmynHocms  npenapamos.  Iloamomy  KpatiHe — 8aMCHO
BHUMAMENbHO Cedums 3a COCMOSIHUeM NayueHmox u 6HOCUMb
KOppekmuesl 8 npumeHsiemvle 003bl JIEKAPCMBEHHBIX NPenapamos no
mepe Heobxodumocmu, Ha npomsixeHuu 6epemeHHocmu u podos [50].

o [Ins meyeHMs IIPaBOXKEIYLOUYKOBOM CepAeyHO HeJOCTaTOYHOCTU
y keHIINH ¢ JIAT' Bo BpeMst 6epeMeHHOCTH WM BO BPeMSI POJIOB,
peKoMeHAyeTCs UCIIOMb30BaHMe TopacemMuaa uin pypoceMuaa

VpoBeHb yoOeauTenbHOCTM pekoMmeHzanuit IIb (YpoBeHb
IOCTOBEPHOCTY A0Ka3aTeNbCTB C)

KommenTapumu: O0Hako npu npumeHeHuu nemsesslx OUYPEmMuKos
ciedyem NOMHUMb, 4MO OHU MOZYm YMEHbWUMb KPOBOMOK uepe3
nnayenmy [50].



o He peKOMeHAYeTCAd CIIMPOHOJJIAKTOH BO BpeEM:I 6epeMeHHOCTI/I
[50,63,68].

VpoBeHb YyOemuTenbHOCTM perkomeHzmanmii III  (YpoBeHb
IOCTOBEpPHOCTH JoKa3aTelbCTB ()

o PekomeHnyeTcsi OTMeHUTb APD mauM OCylmeCcTBUTh 3aMeHy Ha
npyrue rpynnbl JIAT crieninduueckux mpenapatos [50, 65]

VpoBenb yoemutenbHOCTHM perkomeHmaumii I  (YpoBeHb
IOCTOBEPHOCTU A0Ka3aTesbCTB C)

o B @Iyyae Ha3HayeHMs] AHTUKOATYISHTHOI Tepanuu mu3-3a
sMb6puoTokcuueckoro s¢dexra BapdapmHa B 1 TpumecTpe,
peKoMeHIyeTcss Ha3HavyaTb HMU3KOMOJIEKY/ISIPHBIX TeIlapuMHOB
[50, 65].

VpoBeHb yOemuTenbHOCTM pekomengauuii Ila (YpoBeHb
IOCTOBEPHOCTHU N0Ka3aTelbCTB C)

KommeHTapumu: Hem OJauHblx 0 moM, umo OepeMeHHOCMb
yeeauuugsaem puck TO y nayueimoxk ¢ JII, 6 ¢883Uu C uem
HeobXo0uMocmes  HA3HAYEHUs  AHMUKOAZYlisHMo8 80  8pems
OepemeHHOCMU peuwlaemcs UHOUBUJYanbHo.

o He pekomeHmyeTcsi oOIiasi aHecTe3uss IIpU OIePaTUBHOM
ponopasperienuy naiyenTkam c JIl' [50, 52,53, 54, 72].

VpoBenb yoeautenabHOCTHM pekoMmeHmanuii III  (VpoBeHb
IOCTOBEPHOCTU IOKa3aTelbCTB C)

KommenTapum: PekomeHdayuii no cpokam U  cnocobam
podopa3speuieHus 6 Hacmosulee 8pems He cyujecmgyem. OOHAKO
MHO2UMU UEHMpamu pekoMeHOyemcs, nposodums podopaspelieHue
00CpouHO, UmMoObl U36EHAMb CNOHMAHHBIX 8A2UHAJIBHBIX PO008, CPOKU
KOMOPbIX HEB03MONCHO KOHMPONUPOB8AMb U KOMOpble NOMEHUUATbHO
MO02ym npugecmu K pooopaspelleHuo KaKk 8 HOUHoe 8pems, max u 6
8bIXO0HbIE OHU C "dexcypHuimu Opuzadamu’ He obaadarwumu
docmamouHsiM 0nblmom podopa3speuietust nauueHmox ¢ JII. [Toamomy
npednoumeHue 60 MHO2UX UYeHMpax omoaemcs NAaHUpOBAHUIO
onepamueHozo podopa3speuleHuss 8 cpoke 32-38 Hedenv [52, 62].
H3secmHo, umo poodsl uepe3 ecmecmeeHHble podosvle nymu, Kax
npasuio, accoyuupyromcsi ¢ MeHvuieti nomepeti Kposu, CHUMEHUEM
UH(EKYUOHHBIX OCTI0OXCHEHUL, MeHBbUUM pUCKOM
mpom06oIMOONIUUECKUX ~ OC/IOMCHEHUli U ¢  MeHee  pe3KuMu



2eMOOUHAMUYECKUMU U3MEHEHUSIMU N0 CPABHEHUI0 C Kecapesvim
ceueHueM. B cea3u ¢ amum, 8 nocieOHee 6pemMsi 6ce uauje
onucelearomcsi  ycnewHsle — ciyyau — podopaspeuleHust  uepes
ecmecmeenHble podossle nymu y nayueHmok c¢ JII. HckawoueHue
coCcmaeifilom nauueHmku ¢ CUuHOpomom lizeHMeHzepa, Yy KOMOpbiX
00cyx#oarmcss mMoOJbKO CPOKU O0Nnepamu8Hozo podopaspeuleHusl.
Cnedyem nOMHUMb, UMO NAUUEHMKU C CUHOpOMOM 3JiizeHMmeHzepa
OMHOCAMCA K 2pynne 8blCOK020 PUCKAd UH(PEKUUOHHBIX OCTIOHCHEHUL,
noamomy  OIUMENbHOCMb  NPOQUIAKMUUECK020  HA3HAYEHUS
aHmubakmepuaibHou mepanuu nociue onepamueHozo
podopa3speuieHuss 8 KawooM KOHKpemHoM cayuae o6cyxdaemcs
unousudyanvHo. Ilpogunakmuka TD nocie  onepamusHozo0
podopas3speuietust Npo8ooumcst 7 Cymok.

o PekoMeHayeTcs B IIOCI€pPOLOBOM Ilepuofe IpyMeHeHMe
VHTaJIIIMOHHOIO OKCcuaa asora [71,72].

VpoBeHb yoOemuTenbHOCTHM pekomeHpanuii Ila (YpoBeHb
IOCTOBEPHOCTU A0Ka3aTe/bCTB C)

o PekomMeHIyeTCS B IIOCIE€PONOBOM IEPUOAE WHTAISIIMOHHBIN
wionpocr [71,72].

VpoBeHb YyoeautenbHOCTHM pekomenganuii IIb (VYpoBeHb
IOCTOBEPHOCTU A0Ka3aTe/bCTB C)

o PekomMeHayeTCSd TIIOAABJATH JIAKTAlUMIoO Y mHauueHTok ¢ JIT
[73,74].

VpoBeHb yOenurTenbHOCTM pekomengauui Ila (YpoBeHb
IOCTOBEPHOCTU A0Ka3aTelbCTB ()

KommeHTapum: MoHumopuHz nocie podos y xceHuluH ¢ JIAI' oueHs
8aX(EH, MAK KAK OONbUIUHCMBO CIyuaes JemanapbHoCcmu npoucxooum
UMEHHO 8 3mom nepuod, u oH 00JHEeH NPOOOJIHKAMBCS 0M HECKONbKUX
OHell 00 HecKONbKUX Hedesb nocie podos [65,72,75]. Camblli 8blcoKUl
pUCK cMepmHocmu 8 meueHue nepaslx 4 Hedesb nocie podos [67, 76], u
OCHOBHOU  NPUYUHOU  MAamMepuHckol JiemanabHocmu  ocmaemcs
npasoxcenydouxkosas HedocmamouHocms [67]. IIpedpacnonarowumu
(pakmopamu paszsumus npasoxenyo0oukosoli HedocmamouHoCmu
Mozym Ovimb 2emompancgysuu, upeamepHoe ysenuuerue JICC u T3
cobbimuti  [65]. B HeKOmMopblx CAyuasx Mmoxem hnompedo8amscs
UCNO/Ib308AHUE  CUCMEMHBbIX  8a430Npeccopos U  UHOMPONHbIX
npenapamos [65]. ITpumeHsiemblii ons npogunakmuxu
2eMOppazUUecKUX OCTIOHCHEHULl OKCUMOYUH O0JIHeH UCNONb308aMbCsl



OCMOPOXHO, MaK KAK 3Mmo Moxem npugsecmu K 2unomeHsuu u
penekmopHoti maxuxkapouu [77], a, credosamesnvHo, U K y8eauteHur
dasnieHus 8 JiezouHoll apmepuu y nayueHmoxk c¢ JIAI' [78]. KopmaeHue
2pyobi0 He peKoMeHOyemcs, Maxk Kak NpoaaKkmuHd OmpuyamebHo
8/1Uslem HA COKpamumenbHyo cnocobHocms muoxkapda. Kpome mozo,
8a300u1amamopbsl IKCKPeMupyrmcs ¢ 2pyOHsIM MOAOKOM [7.3,74].



Kpurepumn orieHKM KayecTBa
MeIUIIMTHCKOM IMOMOIIM

Kputepumn kayecTBa

YpoBeHb
[OCTOBEPHOCTU
AoKas3aTesnbCTB

YpoBeHb
ybeantenbHocTn
pekoMeHaaumm

MpoBeaeHa TpaHcTOpakanbHas 3SxoKlr npwu
yCTaHOBJ/IEHUN AnarHosa nero4yHom
apTepuanbHol runepTeHsnn u XTI,

C

MpoBeneHa kaTeTepu3auuWsi MpasBblX OTAENOB
cepaua C ocTpbiMM  (hapMaKonorMyeckuMm
npobamMu  Ans yCTaHOBNEHWS  AuarHosa
IeErOYHOM apTepuanbHOM rMnepTeH3nm.

MpoBeaeHa peHTreHorpacdusi OpraHoB rPyLHOM
KNEeTKN

MpoBeaeHa CuMHTUrpadus nerkux ans
ncknYveHms XTI,

BbinonHEeHa  OueHKa pucka  HacTynneHus
daTtanbHOro wucxopsa y 6onbHbix JIAT ansa
BblbOpa TaKTUKN ledeHmns.

MpoBeaneHo Ha3HayeHune aHTaroHMcToB
Kanbumus. y 60/1bHbIX manonatudeckomn,/
Hacnepyemon JIAl, a Takxe JIA[ Bcneacrtsue
npuema NeKapCcTB/TOKCUHOB npu
nonoxurtenbHon O®I1 BO BpeMs KaTeTepusaums
rnpasblX OTAENOB cepAaua.

MpoBeneHo HasHaudeHuwe JIAM- cneumdunyeckmx
npenapatos npu oTpuuatencHon OOMN vy
60nbHbIX JIAT.

A/ B

MposeneHo HasHayeHne  ABOWMHOM NAT-
cneumndmnyeckon Tepanmm y 6onbHbix JIAI ¢ ®K
IV (BO3).

I/ IIb

B/ C
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IIpunoxeuue Al. CocraB padbouerii
I'PYIIIBI

Yazosa lpunHa EBrenbeBHa, 1.0. 'eHepanbHoro gupekropa ®I'bY «PK
HIIK» M3 P®, gpupekrop HUUN kapauomoruu mm. A.JI. MsICHUKOBaA,
PYKOBOOUTENb OTAe/Na TUIepToHuM, wieH-kopp. PAH, pn.m.H,,
npodeccop

MapTbiHIOK Tamwmia ButanbeBHa, PYKOBOAUTENb OTHeENA JIETOUHOM
runeprensumn HUW kapouonorum um. A.Jl. MsacHukoBa ®PI'BY «PK
HIIK» M3 P®, n.M.H.

CampmoBa MapuHa AO@yIaTUIIOBHA, PYKOBOOMUTEIb oOTmenay3-
nuarHoctuku HUUWM kapauonorum um. A.JI. MsacHukoBa ®I'BY «PK
HITIK» M3 P®, o.m.H.,mpodeccop

HakoHeuHMKOB Cepreit HuxkosaeBuY,epBblit 3aMeCTUTesb
reHepasbHOro aupekropa ®I'bY PKHIIK M3 P®,1.Mm.H, mpodeccop

HanunoB Huxkonaht MuxayioBuu, CTaplivii Hay4YHbIM COTPYLHUK
otmena runeprouun HUU kapononorum um. A.JI. MscHukoBa ®I'bY
«PK HITK» M3 P®, k.M.H.

ABpeeB Cepreit HuxkomaeBuy, 3aMeCcTuTe/b OUPEKTOpPA M0 HAy4YHOM
pa6ote®I'BY HUMU IlynbmoHonoru ®MBA, 1.M.H., ipodeccop

[TapeBa Hatanbs AHaTOJIbeBHA, 3aBenyolas oTaeJieHUs
IbixaTe/bHOM HemoctaTouyHoCcTM PI'BY HUU IlynbmoHonorum ®MBA
Poccun,K.M.H

BosnkoB AsnekcaHnp BurtanbeBuu, PpyKOBOAUTENb JiabopaTopuu
MHCTPYMEHTAJIbHOM U YIbTPAa3BYKOBOM AuarHoctuku ®I'bHY «HUMP
uMm. B. A. HacoHOBOI1», K.M.H,

MouceeBa Onbra MuxaiioBHa, 3aBenyolas HIO
HEeKOpOHaporeHHbIX 3aboneBanmii  cepaila «C3OMUL] um.B.A
AnmasoBa» MuH3apasa Poccuu, 1. M. H.

Wptiora Osnbra BopucoBHa, Benyliuii HayuyHblii corpygHuk HUO
HEKOpPOHApOTeHHBIX 3aboneBaHuit cepaua ®I'bBY «C3OMUILIL nm.B.A
Anma3soBa» MuH3apasa Poccuu, K. M. H.



T'op6aueBckuit Cepreit BamepbeBuu, IMpeKkTOp sKcHepTHOro LleHTpa
XUPYPrUYECKOrO0 M DHIOOBACKY/ISIDHOTO  JIeYeHUSI  JIeTOUHOM
runeprensum HIICCX um.A. H.bakyneBa, O.M.H., podeccop

[llmanpl, AHTOH AJiekCeeBUY, BeOyLIMII HAYYHBIM COTPYSHUK
OTHeNeHMs] XUPYPruueckoro JiedeHMs 3abojieBaHMif cephlla C
rporpeccupymloiein  jierouHoin  runepreHsueri  HIICCX  um.
A.H.BakysneBa, 0.M.H.

Bce unensl Paboueit rpyInbl MOATBEPAMUIN OTCYTCTBME (PMHAHCOBOIA
MOAJEePKKM/KOH(MIMKTAa MHTEPECOB, O KOTOPBIX HEOOXOIMMO
COOOIIINTb.



IIpunokenmne A2. Metomosmorus
pa3spadOTKMU KIMHUUYECKUX
peKoOMeHaal i

[IpencraBieHHble PekoMeHOaly paspaboTaHbl Ha OCHOBE
Poccuitckux peKoOMeHIaluil 110 AMarHOCTUKE U JIeUeHMUIO JIerOYHOM
runieprersun 2010 roga uyeTBepTOro IlepecMOTpa U 3apyOesKHBIX
pekoOMeHJalNil 110 JIEUeHUIO JIETOYHOM TurepreHsum EBporieickoro
obiiecTBa runepToHun u EBpormeiickoro obiiectBa Kapayuonoros 2010
rozia, KOTOpble B CBOIO ouepenb ObUIM CO3MAaHbI HA OCHOBE aHa/IM3a
uMmerolierocs 6onee, yem 20-JeTHEro OMNbITa Pa3UYHbBIX MO LEJSIM,
MIPOTOKO/IAaM ¥ oO0beMaM KPYMIHbBIX MCCIed0BaHUii, TPOBEIEHHBIX IO
pasJMUYHBIM  aCIleKTaM OMAarHOCTUKM U JIeYeHMSI JIerOUYHOM
TUIIEPTOHUMN.

LeneBast ayauTopus JAHHBIX KIMHUYECKUX PEKOMEHAAIINIA:

. BpauM-KapanoJIorH,
. Bpaum-I1yJIbMOHOJIOTH,

. Bpaun-peBMaTOoJIOIH,

. Bpau-Xupypru,

. Bpau-TepamneBThlI,

. Bpauu 00111ei MPakTUKU

N U1 AW N =

B [OaHHBIX KIMHUYECKMX  pPEKOMEeHIAlMsIX BCe  CBeIeHUs
pPaHXMPOBAaHbl 10 YPOBHIO JOCTOBEPHOCTM (IOKA3aTeJIbHOCTU) B
3aBMCUMOCTM OT KOJIMYECTBA M KauyecTBa MCCIEIOBAaHMI IO TaHHOM
npobiieme.

Tao6numa I11-YpoBHM yOenUTeTbHOCTY peKOMeHaaluit

I [okasaTtenbcrtea W/WaM  eaMHoe MHEHME, 4YTO  AMarHoctuyeckas
npoueaypa Win Bua neveHns aensaTcs 3OHOEKTUBHBIMU U MONE3HLIMU.

II MpoTMBOpeYMBbIE AaHHble W MHeHus 06 >3ddeKTUBHOCTM/ nosb3e
neyeHus

IT a CoOoTHOWeEHNE AaHHbIX/ MHeHW B nonb3ly 3¢hdEeKTUBHOCTU/ MNOMb3bl
neyeHus

IIb CoOTHOLWeHMe AaHHbIX/ MHEHWN B OTHOWEHMWN 3PdEeKTUBHOCTM/ NOMb3bl
He COBCEM YCTaHOBJIEHbI.

ITI [aHHble nan egmHoe MHeHMe, 4YTo NedyeHue/ npouenypa He saBnsieTcs
nosnesHbiM, 3P@PeKTUBHbIM, @ B psAe Ciy4YyaeB MOXeT ObITb Jaxe
OMacHbIM.

Tao6muma I12 YpoBHM IOCTOBEPHOCTM IOKA3aTE/IbCTB



A [aHHble noflyyeHbl MO pe3ynbTaTaM MHOXeCTBAa PaHAOMU3MPOBAHHbIX
KJIMHUYECKUX UCCNEf0BaHWI UM MeTa-aHaM30B.

B [aHHble nonyyeHbl Mo pesynbTaTaM 1-ro  paHAOMU3UPOBAHHOIO
nccrnefoBaHUs MAM  MacwTabHbIX WCCNeAOBaHMn C  HeonpeaeneHHbIMU
pesynbTaTamu.

C EOMHOE MHeHWe 3KCNepToB  W/WAM  HebomnbliMe HEKOHTPOJSIMpyeMble

nccneaoBaHuda, peTpoCcnekTuBHbIE UCCieaoBaHUA, PErNCTpPLI

ITopsimoK OOHOBIEHMS KIMHUYECKUX PeKOMeH Ayt
Knuanyeckne peKoMeHAaly OOHOBJISIOTCS KayKable 3 roga.

KinHnyeckne pekoMeHmalumu yTBepxkaeHbl Ha IV Bcepoccuitckom
KOHTpecce I10 JIETOUHOJ runepreHsun 16 mexabpst 2016 .




IIpunoxenue A3. CBsI3aHHBIE
OOKYMEHTBI

IlaHHble KIMHUYECKME peKOMeHOaluu pas3paboTaHbl C YYETOM
C1egyoLIMX HOPMaTUBHO-IIPABOBBIX TOKYMEHTOB:

1. IIpukas MwunsapaBa Poccunm ot 7 uwonst 2015 r. N 422an "O6
YTBEPXKIEHUM KPUTEPMEB OLIEHKM KadecTBa MeOULIMHCKON
IoMoIm"

2. IloctraHnoBniennemM IIpaButenbcrBa Poccuiickoin ®emepannm  «O
TopsiAKe U YCIOBUSIX IIpU3HaHUA JuULla MHBAAIUAOM» OT 20
deBpansg 2006rio N295 (B pen. ITocranosnenuit ITpaButenbctBa PO
ot 07.04.2008 N2 247, ot 30.12.2009 N2 1121, ot 06.02.2012 N289, or
16.04.2012 N2 318, ot 04.09.2012 N? 882). IsmeHeHUsI, KOTOpPbIE
BHOCSITCS B [IpaBuiia nmpu3HaHus Juila MTHBAAUAOM, YTBEPKIEHHbIE
[Tocranosnenuem IlpaBurtenbctBa Poccuiickoii ®@emepaunum OT 7
arpess 2008r. N2 24

3. [Ipykas MwuHucrepcrsa 3apaBooxpaHeHusi u  ColuaJbHOTO
pasButusi Poccuiickoit  ®emepauyu ot 17 mekabps 2015 r. N9
10240 «O knaccudukauyy M KpUTEPUSX, UCIIOAb3yeMbIX IIpU
OCYIIEeCTBJIEHUM  MEOUKO-COLMANIbHOM  3KCIePTU3bl  TpakiaH
denepaJbHBIMM TOCYJAPCTBEHHBIMU  YUPEXKIEHUSIMU MeIOUKO-
COLIMAJIBHOM 3KCIIEPTU3BI».



IIpuinoxeuue b. AIropmMTmMbI
BeOeHN MaleHTa

Pucynok 1. Beimepskka 13 GI0K-CXeMbl aJlropuTMa JIeiCcTBUif Bpada
«JlerouHast aprepuanbHas TUIIEePTEH3US»
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e [loce ycTaHOB/IEHMSI IMArHO3a BCe paHee He JieueHHbIe O0JIbHbIE C
JIAT [o/DKHBI HAIpaBisThCS B CIELMaJIM3MPOBAHHBINA LIEHTP.
HauanbHble MepompusiTUsI  BKJIIOUAIOT  COOJIOmeHue  OOIIMX
peKOMeHaLViA, MOIe P;KUBAOIIYIO TepaInio.



BbiOOp CTapTOBOJ CTpaTerMu JieueHUsI OIpeeseTcs Ha
OCHOBaHMM CTpaTUdUKALIMMU OOJbHBIX B 3aBUMCUMOCTM OT pUCKa
netanbHOCTU (Tabauma 13). boapabiM WIIT, Hacnemyemorii JIAT mnn
JIAT' BcCnencTtBue TipuemMa JIeKapCTBEHHBIX IIperapaToB WM
TOKCUHOB, IIpU IonoxkuTenbHon O®II HazHauaoTca AK B BBICOKMX
no3ax. CraproBasi JieKapCTBEHHass MOHOTepalius peKOMeHIYyeTCs
IJIs1 JIedeHUs BIIepBbIe BbISBAEHHBIX OOJNIbHBIX TPU HU3KOM WJIU
yMepeHHOM (ITPOMEXYTOUYHOM pUCKe) JeTaTbHOCTU <5% wuau 5-
10% B rosi COOTBETCTBEHHO (Tabnuiia 9).

IIpy nasnaueHum AK B BBICOKMX [m03ax OombHbIM c  WJIT,
Hacnemyemoii JIAT, JIAT Ha ¢hoHe mpueMa 1eKapCTBO UM TOKCMHOB
00s13aTeILHO TOATBEPKIEHME CTaOMIbHOCTU 3¢deKTa Tepanuu
yepe3 3-4 mecsua. [Ipu HeamekKBaTHOM OTBeTe OOJbHBIM CeayeT
Ha3HauuTh JIAT-crienmduueckue mpenapaTbl B COOTBETCTBUU CO
cTpaTeruei ajs 60abHBIX ¢ oTpuLaTeabHoi ODII.

[Ipy  oTpuilaTenbHO)  Mpobe  OOJbHBIM C  HUBKUM U
MIPOMEXYTOUHbBIM PUCKOM  (aTaJbHOTO MCXOHa HeobXoauMo
Ha3HavyeHMe crnenyduueckoir MoHoTepanmu (Tabauia 9).

VY 60bHBIX JIAT' ¢ HU3KUM ¥ TPOMEXKYTOUHBIM PUCKOM (paTaabHOTO
Mcxoda Mpyu BbIOOpe B MOJb3y CTApTOBOII MOHOTepamuu cjieayeT
YUYUTBIBATH OTCYTCTBME ITPSIMbIX CPABHUTEIbHBIX MCC/IEOOBAHMIA 110
orleHke 3 GeKTUBHOCTU pas3jInyHbIX BuAOB JIAT- cnemyubudeckoii
Tepanuu. BpIGOp KOHKpPEeTHOro IiperiapaTta 3aBMUCUT OT psia
dbakTOpOB, BK/IIOYAs MAOCTYNHOCTb IIperapara, IyTb BBeIOeHMUS,
npoduab M060YHbIX 3P PEKTOB, TeKapCTBEHHbIE B3aMMO/IEIICTBHS,
MIpeAIiouTeHns1 OOJIbHOTO, COMYTCTBYIONIYIO IaTOJIOTMIO, OTIBIT
Bpaua, CTOMMOCTb JIeYeHUS.

V 60nbHBIX JIAT ¢ BBICOKMM PUCKOM (paTaJbHOTO MCXOMa CTapTOBast
KOMOMHMPOBAHHAS Tepanusl OO/DKHbI BKIKOYATh MHTAISIIMOHHBIN
miorpocT (Tabnuital0). MoryT paccMaTpuBaTbCSl ajibTepHATUBHbIE
pPEXMMBI CTAPTOBOV KOMOVMHMPOBAHHOM TepaIinn.

B wlyyae HealeKBaTHOIO KJIMHMYECKOTO OTBeTAa HAa HAYAJIbHYIO
KOMOMHMUpOBaHHYIO win JIAT- croenududyeckyio MOHOTepaImio
peKOMeHAyeTCs MocaefoBaTe/bHasl [OBOMHAS WIM  TpOMHAas
tepanusi. Kom6uHauus puoruryata u M35 mpoTuBorokasaHa. B
cylyyae HeaJekBaTHOro 3¢ dekTa npyu mnocjaenoBaTeabHOM IBOMHOM
KOMOMHMPOBAHHOM Tepanumu IO/DKHA 00CY>KIaThCs
roc/iefoBaTe/ibHas TpOiiHass KOMOMHMPOBAHHAS Tepamnus.

CiieqyeT pacCMOTpPeTh BO3MOKHOCTD ITPOBeeHNs TPaHCIUIaHTalUuu
JIETKUX TIpU HeaJleKBaTHOM KIMHMUYeCKOM 3¢deKTe HadaabHOI
MOHO- WM KOMOMHMPOBAHHON Tepamuu y OonbHbIX C JIAT.
HarmpaBneHue OOJNIbHBIX Ha TPaAHCIVIAHTALIMIO JIETKUX JOJKHO
OCYIIECTB/IATbCSA BCKOpe TII0CAe YCTAHOBJIEHUSI HEeLOCTaTOYHOIO



sddexrTa MaKCMMaJbHOM KOMOMHMPOBAHHON MeIMKaMeHTO3HOI
Teparnmun. ATpUOCeNnTOCTOMMUS paccMaTpuBaeTCs KakK
Na/UIMaTUBHAS TIpoLeaypa IJisi 60JbHBIX C YXYAIIEeHEeM, HECMOTPS
Ha  MaKCMMAajJbHYI0  KOMOMHMPOBAHHYIO  Tepamnuio  Iepef
TpaHCIIaHTaIe JIETKUX.



ITpunoskenue B. Undopmanmsa niasa
IanyieHTOB

[ToBbilleHMe naBjieHUS B COCyHax JierkuxX HasbiBaroT JII' wiuu, 1ipu
HaJIMUUM [OTMOJHUTENbHBIX OIpene/ieHHbIX Mpu3HakoB —JIAIL. JIAT -
9TO peIKoe COCyaMCTOoe 3abojieBaHMe, KOTOpPOe XapaKTepu3yeTcs
IOCTENeHHBbIM pPa3sBUTUEM U TIPU OTCYTCTBUM JIeUEHUS TPUBOLUT K
TSIKEJIBIM I1OC/IeACTBUSIM.

ITpuunHa JIAT' MHOTOa OCTaeTCsl HeM3BECTHOI OJHAKO CYIeCTBYIOT
dopmnl JIT, cBsi3aHHbIe ¢ OOME3HSIMM CepAlia, JIeTKuX, o6pa3oBaHueM
TPOMOOB.

JIT' BcTpevaeTcs y JI0feil BceX BO3PacToB, pac, KaK y MYKUMH, TaK U
SKeHIIVH.

VY n060ro yeynoBeka MOXKeT pa3BuUTbcs JII, omHako, ecTh (haKTOpPbI
pUCKa, KOTOpbIE enanT HEKOTOPbIX Jronen bosee
npenpacrnojgokeHHbiMu. K  Hum  ortHociat  BIIC, cucremHbie
(«<peBMaTHMUeCKMe») 3a007eBaHMUSI COENMHUTEIbHOM TKaHM, a TaKKe
HEKOTOpble MHMEKIIA.

BonbHble JII' OGBIYHO KATYIOTCSI Ha OJBINIKY, TOJIOBOKpPYKEHME WU
yCTaJOCTh, CJ1abOCTh, M BBIPAKEHHOCTb 3TUX IPU3HAKOB OOBIYHO
ycyTyOisieTcs: ¢ pa3BUTHEM OOJIe3HN.

Bpaunu pasHbIX CIlelMaabHOCTei MOTYT AMAarHOCTMPOBATb U JIEUUTH
JIAT. OgHako MpeuMyIecTBO MMEIOT Bpaul, KOTOpble Yy KOTOPBIX
Hab0Aal0TCs U jevyaTcs O0blie rpymmnbl 601bHbIX JII, TaK KaK OIbIT
Bpaua MMeeT OueHb O0JIbIIoe 3HAUEeHNeE.

EcTh HECKOJIbKO pa3/iMYHbIX TUIIOB JIETOUYHOW TUIEPTEeH3UNu, U
JleyeHye MOXKeT ObITh pa3HbIM B 3aBUCUMMOCTU OT Tuma JII, KoTopbii
Bor mMmeeTe. TonbKO Bpay, MMEIOLINIA OMBIT paboTsl ¢ 60abHBbIMM JIT
MOeT IIPaBUJIbHO orpenenanTsb TuIl JII' ¥ Ha3HAYUTD JieueHne.

liMeeTcsi MHOTO pas/JMYHBIX TECTOB M METOHOB 00C/IegoBaHMs,
MCIO/Nb3yEeMbIX, [JII TOTO 4T0ObI 3amomo3puth JII.  OpmHako
BepuduuympoBaTh auar€o3 JII' MOXKHO TOJMBKO IIpM KaTeTepusalyu
cepAlla M COCyooB Jerkux. IIogpoGHO O BO3MOKHOCTSIX KasKIOiA
IMArHOCTMYECKOJ ITPOIeIyPhl Y3HAITE Y CBOEro jievuallero ppava.



JKusup ¢ JII' —2TO HempephIiBHbIN IepecMOTp obpasa >KM3HU. Bam,
BO3MOYKHO, MOTpebyeTcs IIpeHeOpeub HEKOTOPbIMM €KeIHEeBHbIMMU
menamMy, KOTOpble KasalaucCh BaXHBIMM, IIpekme uyem Bam Obuia
nuarHoctupoBaHa JIAI, UTOObI TOSIBMIOCH BpeMs i1 HEKOTOPBIX
Baiix HOBBIX 00sI3aHHOCTe. BOMbIIMHCTBO MallMeHTOB, KUBYIIUX C
JIT, HaxomOsIT, YTO MM CTAHOBUTCS He IO CHJIaM TOT aKTMBHBIN 00pas
KM3HM, K KOTOPOMY OHM MPUBBIKIU. PelleHue 3amauu, IIpexne
TpeoOyIoleit yac, MOKeT 3aHSITh HECKOJbKO JHEl MM Jaxe Ooblile.
OTo -—xapakTepHas uepra XusHu c JII[, u oHa He JO/KHA OBITh
IIPUUYMHOM  YYBCTBOBAaThb Ce0S HEMOJHOLIeHHbIM. Orpemenurte
IIPUOPUTETHI B BOIIPOCAX, TPEOYIOIIMX OBICTPOrO pelleHusl, a TakKKe B
menax, KOTOpble MOIYT IOAOXAATh. OJTO IIOMOXeT Bam
CKOHIIEHTPUPOBAThCS Ha BAXKHBIX Je/IaX U OITYCTUTh HeCYIlleCTBeHHbIe
npo6nemsbl. IToMHUTE, UTO HEIM IOKHBI ObITh PETMCTUUHBIMU IS
BBITIOJTHEHMSI, & BpeMsI JJIsl MX pellleHUs TO/IKHO ObITh TOCTATOUHbBIM.

[Tpu JII' HeT KaKUX-IM00 CrielaTbHbIX AUET MU IPOAYKTOB, KOTOpbIE
MOTYT yCyTyOUTDb 60JI€3Hb.

IIpu ocinoxkHeHum JII' pasBuUTHMEM CepOEUYHOM HeTOCTaTOUYHOCTU
cJlefyeT OrpaHMYMUTh YIIOTPeO/IeHNe TIOBAPEHHOM COMM M KOJIMYECTBO
BBIIIMBAeMONM >KUIAKOCTM. IloBapeHHas1 COJib COOEPKUT HATPUM,
KOTOPBIN peryaupyet 6anaHc XuaKocTu B Bamem opranmsme. Korma
comepykaHMe JKUIKOCTM B TKaHSX YBEJIMUMBAETCS (2 3TO OObIUHAS
npobnema s mamueHToB c  JIAI), o00beM KpoBM TaKKe
YBeJIMUMBAETCS, UTO IMpenCTaB/seT yBeluyeHue Harpy3ku Ha Bamie
cepatie. OnuH 13 caMbIX 3¢ (PEeKTUBHBIX CIIOCOO0B CHMU3UTh HATPy3Ky
Ha cephlle — 3TO YMeHbIlIeHNe KOJMYEeCTBa COJIM, YIIOTPEOIIsieMOoil B
nuiry. Takke M3BEeCTHO, YTO AMeTa C HU3KMM COAEpsKaHMeM COJIU
OKaXkeT OoJjiblliee BMUSIHME HaA Balile 3700poBbe, eciaM OHa OymeT
coueTaTb ITPOAYKTBbI, OOraTble KaJblieM, MarHueM, KaJueMm, Wu

dochopom.

OrpannyeHyne oobeMa BBIITUTONM KUAKOCTU TaKKe IIOMOXKET 130eXKaTh
WIM YMEHBIIUTb OTeKU U 3aJIepsKKy XKUIAKOCTU. He pekomeHmyeTcs
BBIMMBATh 0Oojee 2 JUTPOB B [€Hb, OJHAKO 00BEM IOJIKEH
orpenessiThCs VHIVBUIYAIbHO, MIPOKOHCY/IbTUPYIATECh  TIJIST
orpeneyieHMs IUTheBOI0 pexkuma ¢ Baim Bpauom.

s HOpMaJIn3alluM BOOHOTI'O 6ajlaHCca BaM MOI'YT IIOMOYb djieayronime
COBETbI:



M3mMepbTe KOJIMUYECTBO KUIAKOCTU, KOTOPYIO Bbl IbeTe KaxKIbli [eHb,
10 KpaiHel Mepe, B TeUeHMe MepBbIX HECKOJIbKIUX Henenb. [IBa muTpa
SKUIKOCTY PaBHSIIOTCS B cpegHeM 8 yamkam. He 3a0ymgbTe CUMTaTh
BOIy, KOTOpoJi Brl 3ammBaere Ta6netku. Cymbl, MOpOXeHOe, Kejie
TaKKe JOJDKHbI ObITh MOCUMTAHbBI KaK XXMUIKOCTU. YBeIMUeHMe Beca -
OOMH W3 TIIepBbIX 3HAKOB, 4YTO Bbl 3agepxkuBaeTe >KUIKOCTb.
B3BemmBaiiTe cebs exxemHeBHO. Ecyii Bel oTMeuaeTe yBeamMueHne Beca
MIpY TIpEeKHEM pekuMe MNUTaHUsI, He0OXOAUMO YBeOOMUTbh 00 3TOM
CBO€ero Bpauya.

B Hacrosiee BpeMsI He YCTaHOBJIEHO KaK BIUSIIOT (u3MIecKue
yIIpaskHeHMS Ha MMPOTHO3 Py JIeTOUHOM rurnepreH3umn. OmHaKo, ecin
Bbl Benu 10 60j1e3HM CIIOPTMBHBIN 00pa3 >KM3HM, ITOCOBETYIITECh CO
CBOMM BpauyoOM, HAaCKOJBKO IlejiecooOpasHbl i Bac 3aHsATHUSA
crioptrom. Ecyim Bamr Bpau omoOpsieT 3aHSITUS CIIOPTOM, HEOOXOOMMO
BBITIOJTHEHME PEKOMEeHJaliMii, YTOObI He HaHeCTU cebe Bpes:

He mnepenampsratbcs. 3aHsSITHe HeOOXOOMMO OCTAaHOBUTb IIpU
MOSIBJIEHMM TaKMUX MPU3HAKOB KaK OYPHOTA, YCTAJIOCTh, OLIyIIEeHME
CIABJMBaHMS B TI'PYOHON KJIeTKe, Y4YallleHHOI'O CepAlleOMeHus Un
YypesMepHOi  OfbIIKK. Mexny yOpakKHEeHUSIMU  MCIIO/Ib3YiTe
IOCTaTOYHOe BpeMs [Jjis1 BOCCTaHOBJieHMs1. V36eraiiTe busmueckoit
aKTUMBHOCTM Ha VyAMIe T[pU HU3SKOM TemIlepaType, BbICOKOM
BJI&XKHOCTMU.

HOMHI/ITe, YTo HO,ILpO6HO Ha BC€ BOIIPOCHI, CBA3aHHbIE€ C IMAaIrHO30M
JIeTO4YHas IT'mIlepTeH3usl, 06p830M JKU3HU U JIEUEeHUEM, Bam nmomoskeTt
Bpad — CrieguajamncT 110 JIETOYHO rnIepTreH3nn.

B Hacrogliee BpeMsi HeT JieKapCTBa, u3jeuusaroiero JII. OmHako
MMeIOTCSl [JIpyrue JieKapCTBEHHbIe IIperaparbl, CIOCOOCTBYIOIIME
VAYYIIEHVIO ¥ TIOMOTAloIIe OOJbHBIM YIYYIIaTh CBOEe (Pu3ndyeckoe
cocTostHMe. Bpau, siBasiommiics creuyanucrom mno JiI, mogdoepeTr Bam
aJleKBaTHOE BallleMy COCTOSIHMIO JieueHMe U OObSICHUT JOCTOMHCTBA U
MIPEMMYINECTBA pa3JIMUYHBIX €ero BapMaHTOB. Ilogbop Tepammu
OCYILLeCTBJISIETCSI MHAMBUIOYAJTbHO, IOMHMTE, UYTO BCe IIal[MEeHThI
pasHble, M Baill mokTop rombepeT Bam BapuaHT JieueHMs, JIyUIIMii
IIpU BallleM CJIy4ae.

[TaleHTy ¢ yCTaHOBAEHHBIM AuarHo3oM JII' moka3aHO TIIATeIbHOE
amOynaTopHOe Hab/MofeHMe C BU3UTAMM K Bpauy Kaxkable 3-4 mec.
TpebyeTcsi cobmofeHMe OOIIMX MEepONpPUITUIL  (CM.»JIeueHue»),
Pery/isipHbIii MPUEM  JIeKapCTBEHHBIX MperapaToB CTPOTO B
COOTBETCTBUM C PEXMMOM JjiedeHMsl. B ciydyae mpuema IMypeTUKOB-



eXeJHeBHbII KOHTPOJb Beca U nauypesa, Bapdapuna (MHO
exXxeMmecssuHo), npu 1npuemMe APD (  eKeMeCSYHbIiI KOHTPOJb
[IeYEeHOYHbIX TeCTOB).

Bcem manmeHTaMm, COBepIIAOIIMM aByuanepeieTbl B ApPyrue CTPaHbl,
BaXHO PEKOMEHI0BATh MMETh Mpyu cebe MeIUIIMHCKIE JOKYMEHTHI O
OMar{Hose, MeCTOHAXOKIeHMUM OmyKaiiiero MectHoro ueHtpa JII,
KOHTAKTHOM MHPOPMaLM C HUM.



IIpunoskenue I.

Pa3paboTaH C1edywomuii ONMPOCHUK [Jis paHHEro CKpUHMHTa
60nbHbBIX ¢ JI[, KOTOPBIN . MMO3BOJISIET BBIAEIUTH I'PYIIIbl BHICOKOTO U
yMepeHHOTO pyMcka (Ha OCHOBe Mojicuera 6a/ioB: 1 6asi Ipu KakIom
orBeTe ‘ma’) pasButuga JII, O  KOTOPBIX  MPUBJIEKAIOTCS
IOPOTOCTOSIILIME MeTOZbI OUarHOCTUKMU, MO3BOJISIOLIME
BepuGUIMPOBATh AMATHO3 U OIPENEeNUTbCS C TAKTUKON JeueHMUsl.
['pyrima HM3KOTO pucka He TpebOyeT HampaBJeHMs] B CTalMOHAp, a
OITPOCHMK MOKET IPUMEHSITLCSI B KaUeCTBEe MHCTPYMEHTa KOHTPOJIS B
OIVHAMUKE.

OITPOCHUK i1 BOJIbHBIX C IIOOJO3PEHMEM HA HAJIMYME
JIETOUYHOW TMITEPTEH3UU

Oa Het

1. KnuHnyeckne CMMNTOMbI

oAblliKa Ha BbICOTE (PM3MYECKOW Harpyskum wnm B
nokoe

noBbIlWEHHAA YTOMNAEMOCTb

cepauebuerHune

rONNOBOKpPYXeHUNe

obMopoku

6onu B rpyam

KalWenb N KpoBoXapKaHbe

OTEKW rosieHen u cTon

2. aHHble dM3nKanbHOro ocMoTpa

AkueHT (pacwenneHue) 2 TOHa Haa Jfiero4yHom
aptepuen / wymsbl /

puTM ranona

LimaHo3 — LeHTpanbHbIl / nepudepndecknin

Mpu3sHaku MK gekomneHcaumm
PacwwnpeHnune / nynbcaumns WwWenHbiX BEH

AcuuT / renatomeranua / UKTEpUYHOCTb CKMep

Mepudepnueckne oTekn

lMpu3HakK, ykasbiBaoLwme Ha BO3MOXHYIO Npuymnny JII
Bblpa>keHHbI renaTorynsipHbIn pedntokc
nopaxeHus neBblX OTAENO0B cepaua)

TeneaHrnsktasum / cknepojakTuamsa /  KOXHble
nposiBNeHuns (cucteMHble 3aboneBaHus
COeAMHUTENbHOM TKaHW)




Xpunbl B nerkux ( MHTEpCTMUMANbHblE 60E3HU NTerknx
, XOBJ1, nopa)xeHus neBbiX OTAENOB cepaua)

MpuaHakn TpoM60O30B BEH HWMXHWUX KOHEYHOCTEeN unu
nepeHeceHHas TIJ1A

3. AHaMHecCTU4YecKne ceeaeHuns
Hanwnuwne JII y poACTBEHHMKOB

Cnyyan BHe3anHoW CMepTM MO HeyCTaHOB/IEHHOM
npuymnHe

Mprvem nekapcTBEHHbIX npenapatoB (aHOPEKTUKM,
ropMOHasibHble KOHTpaLenTuBbl, aMdeTaMuHbl, KOKauH,
XuMmoTepanus)

MosiBNieHMe CMMNTOMOB B nepuos 6epeMeHHOCTH, nocne
ponos nnn aboprta

MosiBneHne cumntomoB nocne OPBU nnn nHEBMOHUM

MosiBieHME CMMMTOMOB MOC/E CTPECCA MM YPE3MEPHON
dbusnyeckoi Harpysku

4. Hannuyne 3aboneBaHunin, accoummpoBaHHbix ¢ J1I

BUY-nHpekuns

MopTanbHasa rmnepTeH3uns

CucrteMHble 3aboneBaHnNs COEAUHUTENIBHON TKaHU

BpO)KD,eHH bl€é CUCTEMHO-/1EMOYHbIE LWYHTbI

Capkounaos

3abonesBaHuns WNTOBUAHOM >Xenesbl

3aboneBaHnsa KpoBwu:
COCTOSIHME Mocne CneHIKTOMUU
CeproBUAHO-KIETOYHAs aHeMUS

b-tanaccemus
XpoHW4yeckne mmenonponundgepaTtmeHble 3abonesaHus

Penkue reHetunyeckmne 3aboneBaHus unu 6onesHun
obmeHa:

6onesHb MNowe

6onesHb ®oH MNbepka

HacneaCTBEHHAss reMopparvyeckas TesieaHrMaKTasus
(6onesHb Ocnepa - Bebepa)

4. Hannuune npusHakos JII' no gaHHbIM DK

5. Hanuuue npuU3HaKoB nr no OaHHbIM
peHTreHorpacunn opraHoB rPyAHON KIETKU

6. lMpu nopospeHmn Ha Hanuume JIIL npoBeaeHue
axokapauorpagpuu:

BO3MOXXHbIN ANATHO3 «JIr>» CkopocCTb
TPUKyCnNuMAanbHOM peryprutaummn<2,8m/cek + CONA
<36 MMpT.CT. + Hanuume pononHuUTeNbHbIX IXOKI
npusHakos JII'

BbICOKOBEPOSITHbIA OWUATFHO3 «JIM» CkopocTb
TpuKycnuaanbHou peryprutauum 2,9 - 3,4 m/c + CONA
37 - 50 wMmpT.CT. + Hanuune wnu OTCYTCTBUE
aononHutenbHbiX OXoKIM  npusHakos JIIT

[ToporoBblit 6an O HalpaBJIeHUS

CTaLMOHAp

B

CHEHI/IaJ'II/IBI/IpOBaHHbII;'I

< 5 6annos NleroyHasi runepTeH3uns oTCyTCTBYET




cymma 6annos 5-10 OVArHo3  «JleroyHasl  runepTeHsus»  BO3MOXHbIA  KenaTesibHO
HanpaB/fieHWe B CMeLManu3npoBaHHbIi LEHTP

Ccymme 6annos > 11 ANarHo3  «nerodvHagd rmMnNepTeH3na>» BbICOKOBGpOHTHbIVI: Cpo4HoEe
Hanpas/sieHne B cneunaam3anpoBaHHbIN LEHTP

KmnmHnmueckaa Kiaaccnpuranma JIAT, accolipoBaHHOI ¢
BPOKJIeHHBIMII ITOPOKAMIL

1. CHHOpOM iz HMEHIEPa

BrxmrowacT Bce BONBIME HETPA- H SKCTH KD THANEHELE Ded eXThl- CHOTE MHO-JIEMOYHEBIE ITYHTEL
KOTOPEIE IPHEONAT K SHAHHTENEHOMY I0BRIIEHH JICC H OEVHATD ABNEHHOMY M 0bp aTHOMY
(JErOYMHO-CHCTEMHOMY) COpOCY Kp OBH.

[pHCYTCTEYEST UHAHDE, ETOPHYHEE 3PHTPOLNTO: H NOPAXEHHE HECKONMEKHY OpraHoE.

2. AT, aecotpiMpeeaHiaA ¢ npeo WIadaronivil CHCTNEMHO-Te 20 H B

HIVHIINIMI

+ KoppekTHpYyeMEIe (¢ IIOMOINBE MDY eCKOT0 FII Y eck EHOT 0 BEMEIA Telsb CTEA)

+ Hexcopp e THDY eMEIE

BrnrodaeT cpemiee # Gonpunie gedexter, TJICC — 0T HeSHMHTEMEHOTD N0 YMEp EHHOTO, Opeo GIagaeT
CHCTEMHO -TIET0SHOE ITYHTHp 0Basi e, [[Has0s B I0KOE He X&) SKTEpEH.

3. JIAT ¢ maisivn eqrerananinl (17T B3P 0CTBIX §0IHHBIX)
Summtemaoe T JICC npy Hann=we Hebomerms gedexmms (I <1 o JMIIT<2 cw).
Kmmnyecian kapTiHa HuepTHyHa M Kopperuua BIIC npoTHEOnOKa3aHa

4. JIAT nocie Xupy peutecrotl Keppe KIin nepoxa

B aTim cnydasz nocie ZHpypradecknd Kopperus BIIC JIAD cozpandeTcd mocne

onepanss (mepcHcTHpyon[ad JIAT) HIH pasEHBAETCA HEpEs HECKOJIBKD MECALEE HIH JIET IOCHE
onepanss (pesanyasHad JIAT) IpH 0TCYTCTEHE SHEUHMETE 10 CIE0NEPAHOHHEE 0 CTATOYHEL
TIOP SCEEHHE HIH BpO¥IEHHEE BediekToR.

AnaTtomo-natodpusmnosornueckas Kiaaccuburanms BpOKIEHHBIX
CHCTEMHO-JIETOYHBIX IIYHTOB, aCCOIIMMPOBAHHBIX C JIETOUHOJ
apTepuaJibHOI rMIepTeH3nen

TUN:

MpocTtble npe-TpuKycnupalibHble KoM6MHMpOBaHHbIE LUYHTbI

LUYHTbI Onucatb KOM6MHauUMO 1 onpeaennTb npeobnagatowmi
-dedekT MexnpeacepaHomn nedekTt

neperopoaku CnoxxHbie BINC

-Ostium secundum - MNonHasa d¢dopma OTKPbLITOro aTPUOBEHTPUKYNAPHOIO
- Sinus venosus KaHana

- Ostium primum -Truncus arteriosus

-MOonNHbIA MNAN YaCTUYHbIA aHOMasbHbIN - EAMHCTBEHHbIN Xenyao4ek

ApeHaXx NeroyHbIX BeH -TpaHcno3mums MarucTpanbHbiX apTepuii € AedeKToM
MpocTble NOCT-TpUKycnuaanbHble MeXOKenyao4vKoBon  neperopoaku  (6e3  nerovHoro
LUYHTbI CTE€HO03a) /UK OTKPbITbIM apTepuanbHbIM MPOTOKOM
-Oedekt MeXOKenyA04KOBOM - Apyrve

neperopoakmu

- OTKpbITbI apTepuanbHbI NPOTOK

PA3MEP:

FemoanHaMmuueckuii (Qp/Qs) AHaTOMMU4YecKknm

-PecTpukTMBHbLIN (FrpagveHT AaBneHus OT Hebonbworo pao cpegHero (AMMAOMN<2.0 cwMm,
yepes gedekxr) OMXTM<1.0 cm)

-HepecTpuKTUBHbIN -bonbwown (AMMMN>2.0 cm, AMXMN>1.0 cm)

HANPABJIEHME LUYHTA:
-MpenMyLLecTBEHHO CUCTEMHO- | -TMpeuMyLecTBEHHO NEeroYHO-CUCTEMHbIN WYHT
NEroYHbIN WYHT -[1ByHanpaBfieHHbI

AccounmpoBaHHble KapauaJsibHble U 3KCTpakapauasiibHble aHOMaIum

CtraTyc KoppeKkuuu: -YactnyHo KOPPUrMpOBaHHbIN (npoBeneHa
- He onepupoBaHHbIN nannvatmeHas onepaums)
-KoppurnpoBaHHbIn (npoBeneHa paaukanbHas
onepauus)

OueHKka ornepadebHOCTH nanyeHToB ¢ BIIC

PekoMeHaauun YpoBHM y6eauTenbHoCTH




pekoMeHaaunn

l/IH,quc2 Nncec, EA. NCC, EA. Byna KoppekTnpyembliii [OCTOBEPHOCTU
Byaa/m BrcC? [OKa3aTeNnbCTB
<4 <2,3 aa ITa -C
>8 >4,6 HeT Ila -C
4-8 2,3-4,6 MHanesmayanbHas IIa -C

OLEHKa




