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TepMuHbI H onpeaesieHHsE

Hasjienne 3aKJIHHHBaHus Jero4dnoii aprepuu (JI3JIA) — 510 naBiedue, onpeaenseMoe
Ha KOHIIC KaTeTepa B MOMEHT OKKJIHO3MHM OaUIOHOM IpH KaTeTepHu3alliu JErovHoi aprepun. B
OTCYTCTBHE MPENATCTBHA MEXKIY JIEBBIM IIpeIcepAHeM H JIeBbIM xemynoukoM JI3JIA cuutaercs
paBHBIM KOHEYHOMY JHACTOIMYECKOMY JIaBICHHIO B JIEBOM xenynouke [1, 2].

Huacronnyeckuii TpaHcny/abMoHaabHblii rpaguwent () — 5T0 pacuérHBIH
MOKazareyb, ONpPEJAe/IAEMBIl Kak pazHUIlAa MEXIY OUACTOIMYECKUM JaBJIEHHEM B JIEFOYHOMR
aprepun u JI3JIA [2, 3].

Jlerounasn runeprensus (JII') — 510 cocrosiHue, Npu KOTOPOM BBISBIISETCS JIOKAILHOE
Wi nudQdy3Hoe NOBBLILEHHE NABICHHMS B CHCTEME MAJOTO Kpyra KpOBOOOPALICHUS BbILIE
MOPOTOBEIX 3HA4YEHUH [1].

Jlerounas aprepuaibHasi HOEPTeH3Hsl — 3TO NpeKanuuispHas (opMa JIero4HoM
TMIIEPTEH3UH, [IPU OTCYTCTBHH 3a00jeBaHHH NErKHX, TPOMOOIMOONHH B CHCTEMY JETOYHOM
aprepun (TDJIA), npyrux peaxux OonesHeil (rpymma 5) B KadyecTBE BO3MOXKHBIX NPHYHUH
NOBBILLICHHS JaBJIeHUs B NErouHoi aprepuu [1].

Jlerounasi rumnepreH3Msi BeHO3HAs — 3TO NOCTKAMWUIApHas ¢opMa JEeroYHoH
runeprexHsuu [1].

Hupexke Jeroynoro cocyaucroro conporusiaeHusa (HJICC) — 53T0 pacyeTHBIH
NoKasartelb, onpeaensemsii no gopmyne: nJICC= (cp/IJIA — JI3JIA) / CU MKK [2, 3 .4].

CrpaTHdguKanus pucKka — 3TO OLEHKA KJIIOYEBBIX MapaMEeTPOB IPHU MPOrHO3WPOBAHHH
Pa3sBUTHS MpOIECCa, UCXOAS M3 €ro NpOLUIOH HCTOPHH, C LB NPUHATHS HAWIVYULE20 U3
603MOICHBIX peuteH s JIJIsi ONTHMH3AIMU TapaMeTPOB U BIMSHUSA Ha IIPOTHO3 3aboseBanus [5].

Ounenxa pucka JII' — 370 BEpOATHOCTH TOTO, YTO B ONpPENEICHHBIH MEPHOJ BPEMEHH
pou3oier HebnaronpusiTHeIN uexos [5-7].

HIxamna pucka JII' — 370 nporHo3upyemseiii pucK JIeTATLHOIO HCX0/1a B TeyeHue 1 roxa,

onpenenseMbli KaKk HU3KHH, cpeqHUH WK BelcoKui [6, 7].



1. Kparkasa uandopmauusa no 3a00/1eBaHHIO HJIH COCTOSIHHIO (rpynne

3abo0J1eBaHUIH HJIH COCTOSTHHH)

1.1. Oupenenenne 3a0oJeBaHddg HJIH  cocTogHHA (rpynnel  3a0o0JieBaHHH  HJIH

COCTOSIHHI)

Jlerounasi runeprenzua (JI[') y nmereli — 53TO XpOHMYECKOe MPOrpeccUpylollee

3aboJieBaHWe, XapakTepH3yrouleecss MNpoinu(epaTUBHBIMH HM3MEHEHHSIMH JIEMOUHBIX COCYJ0B,
NOBBIIEHHEM JIETOYHOTO COCYUCTOTO COMTPOTHRIIEHHS U IIPUCOEIMHEHHUEM [TPABOKEILY JOUKOBOH
HEJOCTATOYHOCTH.

3a mocneaHWe JABa JECATHUICTUS IPOU3OLILIO CYIIECTBEHHOE CHM)KEHHME CMEPTHOCTH,
accouuuposannod ¢ JII' y mereil W B3pocibiX, OOYCIOBJICHHOE HAKOIUIGHHEM 3HAaHHUH 00
3THOJIOTHH, BEPOATHBIX MYTAX MaTtoreHe3a M narodu3nosoruu 3aboseBaHud, 0ojlee TOUYHOH H
CBOEBPEMEHHOH JHAarHoCTHKe, Jlydlled crTpaTHdUKalMH pHCKAa W paHHEMY Havaly
KomOuHupoBannoit  ¢apmaxorepanuu  [6-9]. Opnako 5-meTHss  BBDKMBaeMoOCTh  Oe3
TpPaHCIUIAHTAIIMH Cpeld JAeTedl W B3POCIBIX ¢ HIHONATH4ecKod u HacneacTBeHHo# JIAT, y
OONBHBIX C CUHAPOM DH3eHMeHrepa U nepcucrupyrouei JIAIT nocne KoppekiuH BpOXKIECHHOTO
NOpoKa cepiia ocraercs HH3Kod M He mnpeseimaer 80% [10-12]. Hecmorpst Ha TO, 4TO B
HaCTosAIIee BpeMs OTCYTCTBYIOT pajMKajibHble MeTobl JedeHus JIAL, u 3abGonesanne ocraercs
HEW3JIEYUMBIM, OCHOBHOH 1LI€JIbIO KaK OOLIENPHU3HAHHbBIX, TAK M 3KCIIEPUMEHTAIbHBIX BAPHAHTOB
JieYeHHUs ABISIETCS CACPIKUBAHHE MporpeccHpoBaHus 3adolieBaHHs M 0OJIerYeHHE CHMIITOMOB,
CHI)KEHHE CMEPTHOCTH M YIIyUIlIeHHE KauyecTBa )KMU3HH MallHEHTOB.

JII' — maTroreHeTHMYEeCKH CJI0XHOE, MYJIbTU(GAKTOPHAIBHOE COCTOSHHE, B KauyecTBe
onpee/cHrs UMeeT remouHaMuyeckne kputepun. B 2018 r. Beemupnsiit cumnosuym no JIIY
Momubuuupoan kputepun JII' y nered u B3pocnbix [1, 6-8]. Mcxons M3 aHamusa TedeHHs
OOJIe3HH U KJIMHMYECKUX HCXOJOB HECKOJIBKMX COTEH MAalHUeHTOB, BKI/IIOYEHHBIX B HECKOJIBKO
HAI[MOHAJILHBIX U MEX1yHapoaHbIX perucTpoB JII', HHIKHSAS IrpaHMIla HOPMBI CPEJIHErO 1aBJICHHSA
B nerounoit aprepuu (Cp/lJIA) Obna camxena ¢ 24 no 20 mMm pr. ct. [1, 6-8, 13]. Ycranosneno,
yro 3HadeHus CpJ/IJIA ot 20 go 24 MM pT. CT. FBJISIOTCS HE3aBUCHMBIMH IPEIHKTOPaMH
yXyIuIeHus: BeDKHBaeMocTH y B3pocnbix jui ¢ JI[[14-18]. IlostoMy kpuTepueM Jjiero4Hoi
THIEPTEH3HHN ABJIACTCA COCTOAHHE, TIPH KOTOPOM BbIsBIeHO noBbineHne CpJlJIA Gonee 20 MM
PT. CT., OIpe/IelIEHHOE METO/IOM KaTeTepu3alliy cepalla y AeTei cTapiie 3 MecAleB B COCTOAHUH

IIOKOSI TIPY MPOBEJICHUH OIICHKH Ha ypoBHe mop4 [8, 13].

Hpexannmmpﬂaﬂ JIEFrOYHAH HIICPTECH3UA Y eTeil — 3TO COCTOSAHHE, COOTBETCTBYHOLIEC
TpéM OCHOBHBIM H OJHOMY JOIIONTHHUTEIBHOMY KPHTCPHAM, ONPENEIIAEMEIM IIPHA KaTeTCPHU3alluH

cepana [6, 8, 13]:



| Cpennee naBneHue B JIErOYHON apTepuu cocrasiseT > 20 MM pT. CT.
25 JlaBienyne 3aKJIMHUBaHUS JErOYHOH apTepun < 15 MM pT. CT.
3 MH/1eKC Tero9Horo cocy AMCTOro CONpoTHRIeHHs > 3 en. Byna x m?

4. HAuactonuyeckuii TpaHCIYJIBMOHAJIBHBIH TIpaJMeHT > 7 MM pT. CT. —
JIOTNIOJTHUTEIbHBIN KpUTEpHId.

H3oaupoBaHHAas NOCTKANMJUIAPHAS JIErOYHAsl THIEPTeH3Hs y aereit [6, 8, 13] —

COCTOSIHUE, IPH KOTOPOM

1. Cpeanee napieHue B IETOYHOH apTepHH cOCTaBiseT > 20 MM pT. CT.

2. JlaBlieHye 3aKJIMHUBaHHUS JIETOYHOM apTepuu > 15 MM pT. CT.

3. MHzeKe IerovYHoro cocy IMCTOro ConpoTupieHus < 3 ex. Byaa x m?

4. Juactonuygeckuit  TpaHCHYJbMOHAJIBHBIH rpagdieHT <7 MM pT. CT. —

JOIIOJIHUTENBHBIH KPUTEPHIA.
KomOunupoBanHasa npe- H NOCTKANM/LIAPHAN JleroYHasi runeprenzus [6, 8, 13] —

COCTOSIHHE, IIPH KOTOPOM

1. Cpe/aHee 1aBlieHHE B JIEFOYHOH apTepuu cocTaBiseT > 20 MM pT. CT.

2. JlaBneHue 3aKIMHUBAHUS JIETOYHOH apTepuu > 15 MM pT. CT.

3. HH/1eKC JIETOYHOTO COCYAUCTOTO CONpPOTURIIEHHS > 3 ea1. Byna x m?

4. JuacTtonuyeckHit TpaHCIyJbMOHATBHBIH rpagueHTr > 7 MM Ppr. cr. —

JIOINOJIHUTENBbHBIH KpUTEPHii.

HauonaTuyeckasi JierouHasi apTrepHajibHAsi T'MIEPTEH3Hs — DTO IPEKANHIUISIpHAs
¢opma JII' B OTCYTCTBUM reHETHYECKHX, XPOMOCOMHBIX aHOMAIHI HIIH H3BECTHBIX TPHITEPHBIX
(axTopoB, accoruupyomuxcs ¢ pazsuruem JIAT [9].

HacjeacrseHHast  JieroyHass aprepuaibHasi runeprensus (aJIAID) — 310
npekanvinsgpHas ¢dopma JII' npu Hamuuum y OGonbHOTO ABYX M 6Gojiee YIEHOB CEMBH C
MOATBEPKAECHHBIM JHarHo3oM JIAID unu BbIABICHHH y OOJIBHOrO TeHETHYECKOi MyTalliH, WU
XPOMOCOMHOH aHOMalIiH, accouuupytomeiics ¢ JIAT [9].

ACCOUMHPOBAHHAA JIErOYHas aprepuajabHas runeprensus (aJIA) — 70
npekanusuisipHass (opma JII', mpu KOTOpoH yCTaHOBIEHA B3aHMOCBA3b C YCTAHOBJICHHBIM
IIyCKOBBLIM HJIH TPUITEPHBIM (PaKkTOpOM, accolMupyroummces ¢ pazputus JIAT .

IleaquaTpuyeckasi THIEPTEH3HOHHAN COCYAHCTan 00JIe3Hb JIerKHX — 3TO 3aboJieBaHue,
MPOABIIAIOLIEECS HapyIlleHHEM CTPYKTYPhl MU pOCTa JIETOYHBIX COCYJIOB, COIPOBOXKIAOIIEECs
MPOTPECCHPYIOLIHM [IOBBILIEHHEM JIETOYHOTIO COCYAUCTOrO conpoTupieHus [8, 12, 13].

I'mneprensHoHHas cocyauceras 0oJie3Hb JIEFKHX NpPH  OMBEHTPHKYJISAPHOM
remoauHamuke [8, 12, 13]:

I [ToBBIIEHNH CpPEIHETO JaBJICHUS B JIErOYHOMN apTepuu > 20 MM pT. CT.
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2 I/IHJIE‘.KC JIETOYHOTO COCY AUCTOTO COMMPOTHBIICHUA >3 CI. Byna X M2

Ipexkanuanspuas Jeroynas runeprensus npu BIIC ¢ yHHBeHTPHKYJISAPHOMH

reMoaMHamMukoi# [8, 12, 13]:

1. CpenHee naBlieHHE B JIESTOYHOH apTepuu > 15 MM pT. CT.
2. MHIeKc JIEFOYHOro COCy JUCTOrO CONPOTHRICHHUS > 3 e1. Byna x M?
3. Cpeanuil TpaHCTYJIBMOHAJIBHBIH IpaJdeHT > 6 MM PT. cT. (onpenaenseMblil Kak

pasnuua cpeanero JIJIA v naBneHus 3akIMHUBaHus JIA).
MocTkanuaaapHan JierouHas runepreHsus npu BIIC ¢ yHUBeHTPHKY./ISPHOH

reMoauHaMHuKoi [8, 12, 13]:

1. CpenHee napieHHE B JIETOYHOH apTepHH > 15 MM pT. CT.

2. MHjIeKe IEr0YHOT0 COCY MCTOTO CONpoTHBIeHHd <3 en. Byma x m?

3 Cpenuuit TpaHCcIy IbMOHATBHEIH IPaIHEHT < 6 MM PT. CT.

Cunapom Diizenmenrepa — HeoOpatumas ¢opma JIAIT npu Oonbmimx HHTpa- H

IKcTpakapauaibHbIX aedexrax ¢ cootHouenuem Cp/lJIA = cpeanemy CAJl, compoBoxkaaercs
PeBEpCHBHBIM MJIM JBYHAIpaBJieHHBIM cOpPOCOM Ha YpOBHE IIYHTa, IMAHO30M, BTOPHYHOH
KOMIIEHCATOPHOM MOJHIIHTEMHEH, THTTOKCEMHUEH 1 HapyIIeHHSIMH (YHKIHI [eYeHH, N0YeK U JIp.
opraHoB H cuctem [19].

JlerouHo-ruNepPTEeH3HOHHBIH KPH3 — pe3Koe MOBbIIEHHE [aBJIEHHS H COCYJIHMCTOrO
COMPOTUBIIEHHUS JIETKUX Yy 00sbHBIX ¢ JII' ¢ BBICOKMM PHCKOM KapAHOBacKyJISAPHOIO KOJUlalca

cmeptH [20].

1.2. Iatoduivoorusa, I3THOJOTHA H NAaTOreHe’ 3a00/1€eBAHHS HJIH _COCTOSHHSA

(rpynnsl 3a00/1eBaAHH HIH COCTOAHMH)

Jlerounas runepreusus — rpynna TAmKEIbIX KIMHHYECKHX COCTOSHHH M 3a00JieBaHuM,

00BEAUHSCMBIX OOIIMM TIPH3HAKOM: HAJIHUKEM OOCTPYKTHUBHOIO PEMOJICIIHPOBAHMSA JIEIOYHOTO
COCY/IMCTOTO PYyCid, B OCHOBE KOTOPOro — MOp(OIOrHYECKOe H CTPYKTYPHOE MNOBPEKICHHE
JIErOYHBIX COCYOB, NPHUBOJALIEE K IIOBBIIIEHHIO JIEFOYHOIO COCYIHCTOIO COINPOTHBIICHHS, U
3aMeUIeHHI0 nepdy3un. YBelIHYeHHE NOCTHArpy3KH H H30BITOYHOE HAIlpsKEHHE MHOKapia
NPUBOJAT K HaApYIUEHHIO OHO3HEPreTHMKH KapAHOMHOLMTOB, 3allycKas Ienblii KacKaj
HEHPOTOPMOHAIBHBIX, OMOXHMHYECKMX M MMMYHOJIOTHYECKHX peaKUuil peMOoaelHpOoBaHus
IIPABOro JKeJIyA04YKa C MOCJIEIYOIIMM IIPHCOEIHHEHHEM [1PaBOKeENY IOYKOBOH, 8 B pa3BEPHYTOH
CTalluu — TshKelol OMBEHTPUKYJISApHON HegoctaTouHocTH [8, 9, 21, 22]. CHMKEHHUE JIETOYHOM
nepdy3uM NPUBOIUT K YXY/LICHHIO ITPOLECCOB OKCHIEHALUH, U, KaK CJIEJICTBHE, THITOKCEMHUH.
3ameUIeHHBIH BEHO3HBIH BO3BPAT B COYETAHHMM C HAapyIIEHHAMH pelaKcallid MHOKap/ja JIEBOTro

KellyJo4dKa H3-3a €ro “30BITOYHOTO CIABICHUS IIpaBbIM COIIPOBOXKIACTCA YMCEHBIICHHEM
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CHCTEMHOIO CEpIEYHOro BbIOpOCca M 3allyCKaeT KacKaJ MYJIbTHCHCTEMHBIX MaTOJIOIHYECKHX
peaKkUuid, XapaKTEPHBIX [UIs1 XPOHHYECKOH rumnonepdy3uu no 60ab110My Kpyry KpoBooOpalleHHsl.
[Iporpeccupyronias npaBokely104KOBas HEJAOCTATOYHOCTh B COYETAHHH € XPOHHYECKOM
TMIIOKCEMHEH H CHHAPOMOM MAaJOoro CepjAevYHOro BhIOpoca 00yCiIaBiIMBaeT KIHMHHUYECKYIO
CHUMIITOMATHKY H MOXeT OBITh IIPUYHHON Ipesk/ieBpeMeHHOH rubenu GonsHoro [9].

B ornuume ot B3pocibIX OONBHBIX, Y JeTell 3a0ojieBaHMEe HMEET IMAaTOIEHETHYECKHE,
reMOJIMHAMHYECKHE H KJIMHHYECKHE OCOOEHHOCTH, B OCHOBE KOTOPBIX (yHIaMeHTaJIbHEIE
OTJIMYHS PACTYIIEro U Yke chopMUPOBAaHHOIO opranu3ma. Jlerounslit aHruoreHes ¥ OpraHoreHes
HaXoAATCAd B CTPOrod B3auMocBsA3H. JIroOble HapyiieHHss GOpMHPOBaHHS, POCTa M Pa3BUTHS
JIErOYHOH TKaHH MOTYT COIPOBOXATbCs HapylieHHeM (OPMUPOBaHHUS JIErOYHOH COCYIUCTOMN
cTeHKH. Tarkke H3MEHEeHMsl CTPYKTYpbl W (GYHKUHMH JIETOYHBIX COCY/IOB HEH3MEHHO
COIPOBOKIAIOTCA IEPUBACKYJIIPHBIMH HApYIIEHHAMH CTPYKTYPHI albBeOJIApHOI TKaHU [22].

JII' y nereil HepaspblBHO CBsizaHa ¢ npoOjieMaMM pocTa M Pa3BUTHS JIETKUX, BKJIIOYas
MHOTOYMCIIEHHBIC [MPEHATallbHbIE W pPaHHUE IOCTHaTalbHble (axktopsl. Passurtne JII' y
HOBOPOMKJICHHBIX W MIAJEHIEB [MEPBBLIX MECALEB SKM3HM HacTo CBA3AHO € HapylleHHEeM
(YHKIMOHANLHOM M CTPYKTYPHOH a/lanTalliy JISrOYHOTO KPOBOOOPAIIICHHS BO BPEMs TIEpexo/1a
OT BHY TPHYTPOOHOM MKH3HH K KU3HU 10CJIE POKIAcHUS. BpeMs pazBUTHS NOBPEK/ICHUS ICTOUYHBIX
COCY/IOB  ABJIAETCS KPUTUYECKHUM  (BakTOpOM, ONpPEe/siioUMM  [TOCHEYVIOUIYIO  PeaKMio
pPa3BUBAIOLIEIOCS JIETKOro Ha Takue HeOIaronpusiTHble CTHMYJIBI KaK THMIEPOKCHS, THITIOKCHS,
o0BEMHaAsT meperpy3ka M TeMOIMHAMHYECKHH cTpecc, BOCHAIMTENBHOE H ayTOHMMMYHHOE
NOBPEXJIEHUE KaK B Mpe-, TaK U MOCTHATANbHBIH nepuoa. Takum obpazom. st GopMUpPOBAHMS
HOpMaJ'lbI'IU]‘"{ CTPYKTYPbl JIEFKHX., NOOACPKAHHA JIOJDKHOI'O YPOBHSA o0MeHa BCLICCTB H
razoodMena, oOecnedeHHss CrnocoOHOCTH MEPEHOCHTh MOBBIIEHHbIE (PU3UUECKHE HAIPY3KH,
TpedyeTes ajieKBaTHBIN aHrHorenes Juis GOpPMHPOBAHHS HOPMAIBHOIO JIErOUYHOI0 COCY/IMCTOTO
pycna [8].

JII' MOXKeT BO3HUKATL Yy JeTei ¢ psAlOM IeHEeTHYEeCKHX H XPOMOCOMHBIX aHOMAlIHi
(rpucomueii 13, 18, 21, cunapomamu CHARGE, llonanna, Anamca—Onusepa, Jlypcan, buca,
Kanry, Ju Jlxopmxu, Hynan, Oonesnsto ¢doH Pekiunrayzena, acconmanuein VACTERL,
HeHpodubpoMaTo3oM | Tuna, ay TOMMMYHHBIM TTOJTHIHIOKPHHHEIM CHHIPOMOM, 6oJie3Hbto [Nomie,
[IIMKOT€HO3aMU, MHTOXOHIpHaIEHBIMM 3a00neBanusaMu U ap.) [9, 20-26]. Cpenu reHeTHYECKUX
CHHIPOMOB, accouuupoBaHublx ¢ JII', Haubonee uacteiM siBnsiercs cunapom Jlayna (CJI).
Pacnpocrtpanennocts JII' cpenu aereii ¢ CJ] nocruraer 25%. Kak npasuio, pazsurtue JII' mpu CJ
MMEET MHOroakTOPHYIO STHOJIOTHIO H BKIIOYAET TOPOKH PA3BUTHS, THUIIONJIA3UI0 JIETKHUX,
auapparManbHble TPBDKH, OOCTPYKTHBHBIC 3a00JieBaHus JIETKUX, CHHJIPOM HOYHOIO AarHo?,

IPEIPACIIOIOKEHHOCTE K HAOTEIHANIBHOW JUC(YHKIMH, BPOXKICSHHBIE JKEIIyJ0YHO-KHIIEYHBIE
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3abosieBaHus H YHAOKPHHHBIe Hapyenus. Hanbonee yacteiM nyckoBbeIM akTopoM pazButus JII'

npu CJ1 asnsrores BIIC [26].

1.2.1. I'pynna 1. Jlerounas aprepHaJnLHasg THIEPTEH3IHA

Jlerounas  aprepuaneHas runeprensus (JIAT) sBiasercs omHOM W3 ¢dopm
«IPEeKalWUIAPHONY  JIErOYHOM THIEePTeH3HH M BKJIOYAET  HM30JIHPOBAHHBIE  (OPMBEI
(mouonaTuyeckyr M HacnenacTBeHHyw) M JIAD, accollHMpOBaHHYIO € CHCTEMHO-JIETOYHBIMH
IIyHTaMH, CACTEMHBIMH 3a00NeBaHUAMH coeTMHUTeNbHOH TKanu, BUY undexuuei, noprajisHo
THIEpTEH3MeH, mucTocoMo3oM, JIAIT ¢ SBHBIMH NpH3HAKAMH BEHOOKKIIO3MOHHOH Gone3nu /
reMaHrHoMaTo3a JIerOYHBIX KalWJUISIPOB, a TaKKe IEePCHCTHUPYIOLlas Jiero4yHas TUIIepTEH3H
HOBOpOKIEHHBIX [1, 6, 8, 9, 27, 28]

OCHOBHBEIM NposiBIEHHEM Bcex rpynmn JIAL' ciiy>XKMT Jero4yHas BacKyJIONaTHs, KOTOpas
COMPOBOXKAAETCHd  THHOUYHBIM  NAaTrOMOpP(OJIOrHYECKHM  IAaTTEepHOM B BHJAE  CTOMKOH
HNaTOIOTHYECKOW BAa30KOHCTPHKIHH, KOHIEHTPHUYECKOT'O PEMOEIIMPOBAHHMS, BIUIOTE [0 MOJHOM
ob0JMTepalii  JIETOYHBIX COCYA0B, (OPMHUpPOBaHMEM IUIEKCHQOPMHBIX H3MEHEHWH M
MPHCOEIMHEHUEM NEPHBACKYJISIPHBIX BOCIIAIMTEIbHBIX peakiui. [21].

[Taronoruyecke M3MEHEHUs 3aTPArMBalOT MPEUMYIIECTBEHHO AHCTAJIbHBIE JIETOYHBIC
aprepun (50-200 uMm B nUaMeTpe) ¢ BOBJIECYEHHEM BCEX CIIOEB COCYINUCTOH CTEHKH, BKIIIOYas
THNIEPIUIA3WI0 WHTHMBI, THOEPTPO(HIO TIaJKHX MBILEYHBIX KIETOK, (GUOpO3 aIBEHTHIIHH C
(GbOopMHpPOBaHHEM [EPHBACKY/SIPHBIX BOCHAIMTENBHBIX WHQUIBTPATOB H  TPOMOOTHYECKHE
MOBpEXKIEHU in situ, oOpa3oBaHUeM  MEXKCOCYAMCTBIX  aHACTOMO30B  3aMBIKAIOLIEro0  H
rJIOMYCHOTO THIIOB [21].

[latorene3s nero4yHoi aprepualbHONH THINEPTEH3HWH BKJIOYAaeT LEIblH  KacKal
B3aMMOCBS3aHHBIX MEKMOJICKYJIAPHBIX M KJICTOYHBIX MEXaHU3MOB, HMEWIHH ofwme ¢
OHKOT€HE30M IIPH3HAKHU:

1. BpoxaeHHoe HIM IpHOOPETEHHOE MOBPEKACHHE DJHAOTEIHMS JIETOYHBIX COCY/OB,
COTMPOBOKIIAEMOE HapyIlleHHEeM (YHKIHMH perylslil COCyJHUCTOro TOHYyca B BHJIE
HapyuleHdss OajaHca Mexay BbIpabOTKOH  Ba3OAMISITHPYIOIMX  (OKCHJ  a30Ta,
BA30MHTECTHUHAIBHBIM [IENITHJ, MPOCTAIMKIMH) M Ba30KOHCTPKTHBHBLIX BEIIECTB
(oupotenun-1, ceporonuH, tpoMbokcan A2) ¢ pa3BHUTHEM CTOHMKOH NATONOrHYECKOH
Ba30KOHCTpHKIHH [21, 27-33].

2.  Hapymenue 4YyBCTBUTEIBLHOCTH OJHJOTENHAIBHBIX H TIJIAJKOMBIIIEYHBIX KIETOK K
anonTo3y MO/ BO3JICHCTBHEM 3HJIOTEHHBIX (AKTOPOB pOCTa, U3OBITOYHOH INPOJYKIIHH
aHTHAIIONTO3HBIX NMPOTEHHOB HapylraeT OallaHc MeXIy KJIeTo4dHo# nposudepanueil u

arorrro3oM. M30erounas nponudepalivs SHAOTETHAIBHBIX W IIAAKOMBIIIEYHBIX KJICTOK
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COIIPOBOXIAETCS HapylIeHHEM Ux HOpPMaJIbHOM nuddepeHanum.

Tpancnuddepenunanns 3THX KIETOK B ME3eHXHMHIbHBIE KJIETKH B COYETAaHHH C

Murpanueit pubpobnactos aJBEHTHLUN ¢ TPOHMKHOBEHHEM B MEJMIO U MHTHMY MEHSIOT

CTPYKTYpPY JIErOYHOM coCcyIHUCTOH cTeHkH [29-34].

3.  Heoanrumorenes ¢ ¢bopMHpOBaHMEM Vvasa vasorum, HEOMHTHMaILHOH MaibhopMaliuei ¢
MOJIHOH WJIKM 4YacTH4YHOM okkmosueill cocynoB MeHee dyem 500-100 pM u BeIKIIOUEHHE
MAaTbIX [PeKaHIISHBIX apTepuii [35-36].

4, WvmyHsHas pusperynsius oOecrneyrBaeT BOCMHAJIMTENbHOE MMOBPEXICHHE DHAOTENHS C
aKTHBallMEeH INPOBOCHAIUTENBHBIX LMTOKHHOB, KOTOpBIE YCHJIMBAIOT  aIre3uIo
TPOMOOLIUTOB U JIEHKOLMTOB, HX CYOIHIOTEIHAILHOE IPOHUKHOBEHHE B CTEHKY COCYJIa C
pasBHTHEM BCEX CTajMH BOCHAJIEHHS BIUIOTH A0 oOpaszoBaHus (UOPO3HOH TKaHM H
TAMGOUIHBIM HeoreHesom [36-37].

5. Hapymenue (YHKIUH HOHHBIX KaHAJOB IJIQJAKOMBIIIEYHBIX KIETOK € pPa3BHTHEM
HECBOEBPEMEHHON JIETIONIAPU3AlMH  y4acTBYeT B (OPMHPOBAaHMHM M IOJJIEPKAHHH
[aTOJOTHYECKOH Ba30OKOHCTPUKLIMH [38].

I'pynna JIAD BkIroyaeT H30IMPOBAHHBIE, BKIIIOYAs HAUONATHYECKYIO U HACJIEICTBEHHYIO,
(opmel 1 accoruupoBaHHbie hopmer JIAT .

Unnonaruueckas JIATI' (mJIAT) — npekanusuisipaas ¢popma JII' B oTcyTCTBHE H3BECTHBIX
WJTH JIOKQ3aHHBIX TPHITEPHBIX (PaKTOPOB, acCOLHUpYOImXces ¢ pazutueM JIAL [9].

HWnuonartnueckas JIAI' snsercs npuunnoii 6onee 50% Bcex ciayuaeB JIADT u sBinsercs
JHArHO30M HCKJIIOYEHHS, TpeOyromero o0NMpHOro JHAarHOCTUYECKOTO MOUCKA € UCKITIOYEHUEM
BCEX BO3MOKHBIX MYCKOBBIX (hakTOpOB, COCTOSHHMH H 3abojieBaHHM, KOTOpbIe MOTIH OBl OBITH
NPUYUHONH pa3BUTHA H/MJIM OKa3blBaTh CYIIECTBEHHOe BIHMsSHHMe Ha TedeHue JIAD, Bkmoudas
reHeTHYeCKHe MYTallid H XpOMOCOMHBIe aHoManuH [1, 8, 9, 21, 22, 39].

HacaeacrBennas Jerounas aprepuanbuas runeprensus (HJIAIN) — npexanumuispHas
dopma JII' npu Hanuuuu y 6016HOTr0 ABYX U 00JIee WICHOB CEMBH C ITOATBEPIKIEHHBIM JIHArHO30M
JIAI" nnu BBISIBIIEHHH Yy OOJIBHOIO TIEHETUYECKOH MyTalMd HJIH XPOMOCOMHOH aHOMAaluH,
acconuupyrouieica ¢ JIAI [1, 8, 9, 21, 22, 39].

VYV 70% ciyyaeB ceMeiiHbIX ¢opMm u y 40% crnopaguuecknx ciay4aes HJIAIT y B3pocibix
HoneHbIX Uy 50% 1 10%, COOTBETCTBEHHO, MEIUATPHUYECKHX TTAIIMEHTOR BBIABIAIOTCS MyTalluu
B reHe BMPR2, xoaupymouiero penentop tuna Il k mnporeuHy koctHoro MopdoreHesa,
OTHOCHIIErocs K cemeiictBy Tpanchopmupytoiero ¢axkropa pocra 6era (TGF-B) [40, 41]. Hns
JTaHHOTO BUJAa MyTalliii XapakTepeH ayTOCOMHO-IOMUHAHTHBINA THIT HacIe1o0BaHus ¢ Hu3Ko# (10-
20%) neHeTpaHTHOCTBIO reHa. B Hacrtosiinee Bpems onucansl 6osiee 300 myTanuii B 9ToM rese. B

reHJIEpHO# CTPYKTYpe MyTallii B JaHHOM TeHe Npeod/1aaaroT MyKIuHbI (10 78%). IlopaxeHHbIe
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myTauMei B reue BMPR2, Kak NpaBuIio, MOJIOJKE, H HMEIOT DoJIee TSKE0e KIHHHYECKOE TeUeHHE
1 niporuos [40, 41].

Brtopoit ocHoBHOH MyTauueH, BoiaBiasemoii y 7,7% nereit ¢ uJIAD u 8% neteii ¢ HIIAT,
sBisieTcss MyTauuss B reHe 7BX4, nambonee xapaktepHas s JIAL, manudectupyioueii B
nerckoM Bospacte. ['en TBX4, pacnonoskeHHbIH Ha 17 XpoMocoMe SBJISIETCS WIEHOM ceMeicTBa
resoB T-box, yyacTByOIIHX B KOJMPOBAHHH (HaKTOPOB TPAHCKPHUIILIMH, KOTOPHIE HI'PAIOT BAXKHYIO
posib B 3MOpHOreHese, 0coOOEHHO B pa3BUTHH M OpraHoreHese JIETKUX U HH)KHUX KOHEYHOCTeH [42,
43). Myrauun 7BX4 y mauuenToB ¢ JIAIT deHOTMNMYECKH MOTYT NMPOSIBIAATHCS aHOMATHSIMH
cKelera, ¢ pasBUTHeM OO0JIe3HH B IIHPOKOM BO3PACTHOM JIHalla3oHe — OT POXKACHHS 10
cTapyeckoro Bospacta. KimmHHueckoe TedyeHWe, Kak IIpaBWIIO, TsDKENoe, 00yclIoBIEHO
NnapeHXUMaTO3HBIMH 3a00JIEBAHUAMH JICTKMX W JIETOYHOM runepreHsueii [42. 43].

MyTanuu de novo B HECKOJIBKMX reHax MoryT 00bsicHUTE 10 19% neamnarpuyeckoii JIAI u
ofycioBienbl Oollee peaKMMHM Te€HEeTHYECKHMH BapHaHTaMHM — B HMX YHCIE APYTHE TE€HBI
curHanbHoro nytd TGF-B/BMP, renbl HaciencTBEHHOH IreMOpparmyeckol TeleaHIMIKTa3HH
(HHT), reus axktuBuna A peuenropa II rtuna 1 (ACVRLI) w osupnornuna (ENG),
JyKapuoTHyeckoro ¢akropa HWHHLMAUUU TpaHcisuuud (E[F2AK4), accOMHMpPOBAHHOTO C
NerouHOH  BEHOOKK/IIO3HOHHOH  00J1e3HBIO/NIETOYHBIM  KaNMIUIAPHBIM ~ TEMaHTHOMATO30M,
kaBeosuH-1 (CAV1), reHsl, KOAHPYIOUIME PELENTOPbl KAIMEBLIX KAaHAJIOB TIIIaJKO-MBIIIECYHbBIX
kinetok (KCNK3, KCNAYS), unen noacemeiictsa ATd-ceaspBaronmx kaccer 8 (ABCCS) [40-43].

JIAT, acconMHpOBaHHAsi ¢ MPHEMOM JIeKAPCTBEHHBIX CPEACTB HJIH TOKCHYECKHM
BO3j1eHcTBHEM

Passutue JIAIT MoxeT ObITH CIPOBOLMPOBAHO MPUEMOM LIEJIOrO psi/ia JEKAPCTBEHHBIX
npenapatoB WM ObITh BBI3BAHO TOKCHYECKHM BO3/ICHCTBHEM, CIIMCOK KOTOPBIX MPHBEIEH B
tabnuue 1 [1]. B orcyrcrBue renernyeckoid npeapacnoioxennocta JIAL', acconmupoBanHas ¢
JIeKapCTBEHHBIM BO3J€HCTBHEM, MOXKeT OBITH OOpaTHMa NpH OTMEHE Mpernapara, SBHBILIErocs

Tpurrepom (43, 44].
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Tabnuna 1. Cnucok J1eKapcTBEHHBIX INPENapaToB W TOKCHHOB, paclpeleleHHBIX B

3aBHCUMOCTH OT CTEIIEHH PUCKA Pa3BHUTHS JIETOYHOM apTepHalibHOM rurnepTensu [1, 6]

OnpeaeseHHbIH pHCK BeposaTHbIH pHCcK

AMHHOpEKC AJIKunupyonue cpeiacrsa

Bendnyopexc AmceraMuHbI

Kapdunzomud bepauzymad

Hazaruaub Bopre3zomuod

Hexchendnypamun bocyTHu6

®endurypamun Kokaun

Metamdperamunbl Juazokcun

Mutomurun C [IpOTHBOBUPYCHBIE CPEICTBA MIPAMOIO

ToKCHYHOE pancoBOE Maciio JeicTBHA IPOTHB BUpyca renatura C
(coocOyrHp)

Indigo naturalis (kuraiickas TpaBa [lunnait)
Hurepdepon-a u -

Jledmynomun

I-Tpuntodan

QeHUINTPONaHONIaMHH

ITonaTuauO

PacTBOpHTEH (TPHXTIOPITHIICH)

TpaBa 3Bepobos MpoABIPIBIEHHOTIO

TTox

TEPMHHOM  accoyuuposanuvie  gopmor  JIAI'  (aJIAI) moapazymeBaroT

npekanusipHyio Gopmy JIIT ¢ moka3zaHHBIM TPHITEPHBIM (AKTOPOM, ACCOLUUPYIOUIMMCS C

pazeutHs JIAI' u Bkmouatomyto [1, 6, 8]:

1.

BIIC (mpoctele 1mpe- M NOCTTPUKYCHWJAJbHBIE  JAeGeKThl ¢  HCXOIHO
apTepHOBEHO3HBIM cOpOCOM);

ayTOMMMYHHBIe 3a00JieBaHUs (CHCTeMHBbIE) 3a00/ieBaHUA COEIUHMUTEIbHOH TKaHU:
CHCTEMHasi  CKJIEpOJEpPMHS, CHCTEMHass  KpacHas  BOJYaHKa, HEKOTOpBIE
ayTOBOCHAIHTENBHBIE CHHPOMBI — MOHOTeHHas uHTepdepononatus | Tuna;
CHHIPOM  NpHOOpPETeHHOro HMMMYHOAedUIMTAa TIPH  3apaXXKEHHH  BUPYCOM
“MMyHodeduIMTa yenosexka (BHUY);

NOPTAIBHYIO THIIEPTEH3HUIO;

napasuTapHble 3ab0seBaHM (IIHCTOCOMO3).
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Bece rpynnel acconMHpoBaHHBIX (OPM CTPOTO pa3iHYaOTCAd MO 3THOJIOTHYECKHM
NpU3HAKaM, BKJIKOYas (akTOphl, 3alMyCKarollHe MEXaHH3M pa3BHTHsA BacKyJIONATHH, HO
natroMopdosoruyeckue OpPH3HAKK — PEMOJIETUPOBAHHMS  JIETOYHBIX  COCY/I0OB  MJIEHTHYHBI
H30JIMpoBaHHBIM popmam JIAT, XOTs pa3iuuMs B CTEIEHH BhIPAXKEHHOCTH HEKOTOPLIX [TAaTTEPHOB
BO3MOKHBI [21]. OcobGeHHOCTBIO acCOLMMPOBAHHBIX (OpPM fABIAETCA HUX pa3BUTHE Ha (OHe
npelpacrosararomero 3abojeBaHds, KIHHHYECKHE TMIPOSBICHUSA KOTOPOTO «MAacKHPYIOT»
NposiBlIeHUs accollupoBaHHoil JIAD', koTopas BciaeacTBHE 3TOTO JUArHOCTUPYETCS MO3XKe, UTO
cHHKaeT 3O PEKTHBHOCTD JIeUeHHs OOJBHBIX H YXY/IIAET UX MPOTHO3.

JIAT, accounmposannas ¢ BIIC

BIIC, remoanHaMHKa KOTOPBIX MOMET OCIOXKHUTHCA JII, ABHAOTCS reTepOreHHOM
TPYIIOH, Ky/Ja BXOJAT M IPOCThIE W30JUPOBaHHBIC Jed)eKThl ¢ apTepHOBEHO3HBIM cOpOCOM, H
cioxHble, kKoMOuHUpoBaHHble BIIC, BpoxkaeHHbIE aHOMATHH, CBA3aHHBIE C HAPYLICHUAMU Iy TEH
MPHTOKA M OTTOKA JIEBOTO YKEJIyJI0UKa, a TAKIKE BPOXKJICHHBIC CTEHO3BI JIeTOYHBIX apTepuii 1 BIIC
¢ cermenTapHoii JII' [19, 39, 45, 46].

B nactosiee Bpems k JIAI', accortunpoBantoii ¢ BIIC, oTHOCST TOMBKO npocThie AeeKThI
C apTEepHOBEHO3HBIM COPOCOM HAa YPOBHE MEPEropoJoK cepila HJIM apTepHalIbHOM YPOBHE.
Paszsutne JIAI' B maHHO# rpyme 3aBHCHT OT pacnofiokeHus nedexTa (MpeTpHKy ClIHalbHbIH HIH
HNOCTTPUKYCIHIAJIBHBEIA  YPOBEHB), pa3Mepa, THNAa MHJIH uUX KomMOuMHauuM. B ocHoBe
aHaTOMHYECKOr0 pas/ieicHUsT — CYIIeCTBEHHBIC pa3fiMyusg B TreMOJUHAMHKE IIOPOKOB ¢
apTepHOBEHO3HBIM COPOCOM MEXKAY KamMepamH Ceplla ¢ HH3KHM HJIH C BBICOKHM JIaBIIEHHEM
COOTBETCTBEHHO, OMNpPEICHAIOLIME TEMIIBl pa3BUTHE JIEFOYHOM BAaCKYJIONATHH K CPOKH
JIOCTHXKEHHMsT HeoOpaTuMol cranuu 3aboneBanms [19, 39, 45, 46]. Hanuuyue wucxonxo
apTepHOBEHO3HOTO IIyHTa OOecneynBaeT AOMOTHUTENBHBIH 00BEM, MOCTYNaroOLUi B IIpaBble
Kamephl cepiila W, COOTBETCTBEHHO, YBENHYHBaeT 00BEM BHIOpOCAa B JIErOYHYH) apTEpHIO.
laneprosieMus Masoro Kpyra kpoooOpamienuss (MKK) sBnseTcs mNycKOBBEIM (aKTOpOM,
3allyCKaroIUM NPOLECC KOHIIEHTPHUYECKOTO PEMOAEIMPOBAaHNE JIEFOYHBIX apTepH H apTepro.
CyieHue IpocBeTa M CHMD)KEHHE IMOJATIIMBOCTH JIETOYHOTO COCYJIHCTOrO pycia YBelH4YHBaeT
nerouHoe cocyauctoe conporunienue (JICC) u noctHarpy3ky Ha IpaBbli skemyaouexk [19, 39, 45,
46].

Ipempuxychudanvibie deghekmsbl ¢ apTEPUOBEHO3HBIM COPOCOM MEKIYy KaMepaMH HIIH
coCyJlaMH C HH3KHM TI'PaJlMeHTOM JIaBJICHHS MPHBOIAT JIHIIb K 00bEMHOM neperpyzke MKK 6e3
HEMEJICHHOTO WJTH CPeIHECPOYHOTO MOBLIIICHHS 1aBlICHUsI B JlerouHoi aprepuu [45-47]. K uum
OTHOCAT YacCTHYHLIH aHOMaILHBIH ApeHax nerouHslXx BeH ¢ JIMIIII mnu Oe3 Hero, ToTalbHBIN
aHoManbHbIH JpeHax nerounbix BeH ¢ JIMIIIL, Bce Buasl JIMIIIL. B orcyrcTBHE reHeTHUYECKOMH

npeapacnonoKeHHOCTH Pa3BHUTHE JIAI' mMoskeT HauaTbCa TIOCHE 3-4 nmecATHIETHS
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ku3nn. Cunapom DiisenMenrepa (C3) BerpeuaeTces TOIBKO Y 2% B3pociibix nanuentos [19]. Tpu
BhIsiBIICHUH JIAD' B ieTcKOM BO3pacTe HEOOXOAMMO HCKIIFOYUTE APYTHE IMYyCKOBBIE (AKTOPLI M
HaCJIeICTBEHHBIN XapakTep 3a0ojieBaHul.

['eMoauHaMuKa IPH ROCMMPUKY CRUOANBHBIX OeheKkmax UMEET CYLIECTBEHHOE OT/IMYHE OT
MIPETPUKY CITMAAIBHBIX, TIOCKOJIBKY HAIMYHE apTepHOBEHO3HOr0 cOpoca Ha YPOBHE eIy I0YKOB
SBJISACTCA MPHYHMHON HE TOJNBKO yBEIHUYEHUS cepliedHoro Beiopoca ¢ runepmonemueit MKK, Ho u
BBI3BIBACT MEPErPy3KY 3HAYHTEILHBIM IPAIHEHTOM JIaBJICHHEM, BORHHUKAIOINM MEX/ly KaMepamMu
HJIH COCYTAMH C BBICOKHM M HHU3KHM JIaBJICHHEM COOTBETCTBEHHO [45-47]. Dta rpynna BKJIIOYaeT
JAIMOKII, OTKpBITBIH apTepHanbHBI MPOTOK, HedeKT aopTO-JIEerodHoil mneperopoaku. B
3aBHCHMOCTH OT pasMepoB nedekra JIAI' pazBupaerca nubGo BHYTpHYTpoOHO, JTHGO B NepBbIe
rOJbl JKU3HU.

Pa3Mep nmocTTpukycnaisHOro aedekra NpHHATO COOTHOCHTE ¢ JIMAMETPOM aopThl. Eciu
HEPBBIH PaBEH IHAMETPY aopThl WK OoJiee, ero nedexT onpenenseTcs Kak « HEpeCTPHKTHBHBIN,
TO €CTh HE CIIOCOOHBIN OrpaHUYUTE MATOJIOIHYECKHIT cOPOC KPOBH U3 JIEBBIX Kamep cepila; npu
MEHBIIHX, [10 CPABHEHHIO C A0PTOH pa3Mepax — KaK « peCTPUKTUBHBINY [45-47].

ApPTEpHOBEHO3HBIH cOPOC HAa MOCTTPHUKYCHYIHAIBHOM YPOBHE ¢ OOJBIIHM TpaHEHTOM
JIaBJieHUs YCKOPSAET pasBUTHE JICTOYHOM BACKyJIONATHH ¢ OBICTPBIM AocTHkeHHeM ypoBHs JICC
paBHoro unu npepsinaoiero [ICC ¢ ¢popMupoBaHHeM AByHANPaBIEHHOTO WIIH IIPaBO-JEBOTO
copoca. Cunapom DOiizeHMeHrepa — Tsbkenoe ocinokHeHue BIIC ¢ GonblIMM, HCXOIHO
apTEPHOBEHO3HBIM COPOCOM, CONPOBOXKJAIONIEECS MYJbTHCHCTEMHBIM MOpPAXKEHUEM, BKIIOUYAs
UHaHO3 B MOKOE, YCHIMBAIOIIMHCS IIPY HArpyske, BTOPUYHYIO K THITOKCEMHUHU MOMHIIUTEMHIO U
CBA3aHHBIC ¢ HEH HApYIIEHHS KOaryJsliMM, JIETOYHBIE H CUCTEMHBIE TpOoMOO3bL, IapaloKcalbHbIe
5MO0JIMH, JICTOYHBIE KPOBOTEYEHHS, OCTEOAPTPONMATHH M CKOJIHO3, CHMIITOMBI IMOIArpbl ¢
rHIepy pUKEMHEH, X0JIeIMTHA30M, HapylueHHeM GyHKIMH rouek [19, 45, 49-51].

Tsxects JIAI-BIIC onpenensior mo kKoMOMHAI|H (aKkTOpPOB, BKIIIOYAs COOTHOIICHHE

HJIA x AJl, cootHomenue JICC k [ICC, o6wvém cOpoca (Tabi. 2).
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Tabauna 2. TI'emojpunamuveckas kiaccupuxamus JIAL

neperopoaok cepana [48]

npu BIIC ¢ pedexramu

I'emoaunamuueckan | JAJIA, % ot JICCIICC, % ApTepHOBEHO3HBI
rpynna JIAT cucremHoro AJl cOpoc kpoBH, %o
1A Menee 30% Hopma Menee 30%
1b Menee 30% Hopma Boiee 30%
2 30-70% Hopma unu B cpennem 50-60%
HECKOJIBKO
MOBBIILICHO
3A Bonee 70% Memnee 60% Bonee 40%
3b bonee 70% bonee 60% Menee 40%
4 100% u Gonee 100% u 6onee BenoaptepHallbHbIi
cOpoc

B otnuuue ot apyrux rpynn JIATL, JIAT'-BIIC yHuKaNbHA, TOCKONBKY OHA TaK)Ke HMEET
panHIONO a3y, NpH KOTOPOH cpeaHee JNaBlIeHHE B JIErouHo# aprepuu noesiuieHo, Ho JICC ee
HOPMAJIbHO, OTCYTCTBYIOT IIPU3HAKY apTEPHONATHH, H CBOEBPEMEHHOE 3aKphITHE Ae(eKTa MOXKET
NpeloTBpaTHThL €€ pa3BUTHEe. B cioydae HadanbHBIX MPOSBICHHH apTepuonaTH, IIpH
He3HayuTensHoM mnoebilieHHH JICC u oOparumoctu JIIT cBoeBpemeHHass M aJeKBaTHas
ollepaTUBHasi KOPpEeKUHs MPpeJOTBPATHT €e JalibHeillee IMporpeccHpoBaHHe 110 HeoOpaTUMOH
CTaJHH, HOPMATH3yeT JIETOYHYI0 IeMOJMHAMUKY H MOPQOJIOTHIO COCYIOB, T. €. IPUBENET K
u3nedeHuro zadoneBanus [49-50]. Hanpotus, 3akpeiTHe fgedexra mnoclie HAcTYIUIEHMS
HeoOpatumoit daser JIAIT MoxkeT ycKOpHUTH mporpeccupoBaHHe 3ab0jIeBaHUS U 3HAYUTEIBHO
YXyIUTh Nporuo3 [46-49]. B pane cioydaes JIAD BeIABIAETCA NIPH ae(eKTax, pacnooKeHHe U
pasMepbl KOTOPBIX He MOryT ObITh OCHOBHOH mnpuunHoH JIAI, a sBnsiorcs nuib (GoHOM
3abosieBaHus, porHo3 kotoporo uaentudyeH HJIAI. Pexe JIAI' coxpansiercss cpasy mnocne
koppekuuu BIIC mnm peumauBupyeT cnycTs Mecslbl MIIM Toibl Mocje Heé HNpH OTCYTCTBHH
3HAUMMBIX MOCIEONepaliOHHEIX HApYIIEHHH TeMOTHHAMUKH. B CBSI3H ¢ UeM BBLAEINSIOT 4 TPy Ikl
JIAT-BIIC, pa3snuuHbIX MO MaroU3HOIOTHYECKHM IIPU3HAKAM, MPOTHO3Y U TaKTHKE BEACHUS
(tabn. 3). Kputepun onepadensHoctu u HeonepabenbHocTd BIIC, ocnoxnennsix JII' Bcé emé

ocCTaloTCs AUCKyTabenbHBIMH.
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Tabmuua 3. Knunnueckas kiaccudukanus JIAT, accouuuposannoii ¢ BIIC y aereii [45,

46|

1. Cunapom Bosbmne uHTpa- M sKcTpakapaAHadbHbBIE AePEKThl ¢ HCXOIHBIM

DitzeHMeHrepa CHCTEMHO-JIETOYHBIM cOpocom KpOBH, JlaJIbHEHIITUM
nporpeccupyromumM nosbiienueM JICC u pesepcueli cbpoca B
JIErOYHO-CHCTEMHBII MJIM JByHAallpaB/IeHHBIH; 1IMaHO3, BTOPUYHBIH
IPHUTPOLUTO3, OOBIYHO HMEIOTCH MOJHOPTaHHBIC HApYIIICHUS

2. JIAT, 2.1. OnepabenbHas

aCCOLMHPOBAHHAA C
MPeUMYyIIeCTBEHHO
CHCTEMHO-JIETOYHBIM

cbpocom

2.2. HeonepabenbHas
Cpennne u 6onemue nedektsl; JICC He3HAYUTENBHO HIIH YMEPEHHO
NOBBILIEHO; TpeodiagaeT CUCTEMHO-JIErOYHbIil cOpoc KpoBH;

IIHAHO3a B I[TOKOC HET

3. JIAI npu manbix/

Bripaxxennoe nossimienne JICC npu Hampuuum Majibix JedexTos,

COMYTCTBYIOIIHX KOTOpble caMH 10 cebe He MoryT nmpuBecTd K nosbiieHuto JICC;

nedekrax KJIMHHYeCKass KapTHHA O4eHb cXoka ¢ wuauonaruyeckod JIATLL
3akpbiTHE 1e(EKTOB MPOTHBOMOKA3aHO

4. JIAI nmocne BIIC koppuruposan, Ho JIAI' coxpaHsiercs cpa3sy nocljie KOppeKkLuu

koppekiuu BITC WIH pPEeLHHUBHPYET CIYCTs MeECSlbl HIM ToJbl nocie Heé mpH
OTCYTCTBHM  3HAaYMMBIX  IOCJICOMEpPAIIMOHHBIX  HapylIeHHH
reMoJHHaMHKH

Jlanuele 0 pacnpocTtpaHeHHOCTH H3BecTHbIX MyTauuii npu JIAT-BIIC nporuBopeuuBsi,
MOCKOJIbKY B HECKOJBKHX HMCCJIEOBAHMAX MYTallMH, accouuupoBaHHbie ¢ JIAI, He Obuin
O0OHapyKeHbl, B TO BPeMs KakK JIpyrde MCCleNoBaTelH HACHTH(GHUIHpoBaan MyTauuu BMPR2 y
namentos ¢ JIAT-BIIC [11, 14]. Heckonbko BapuanTtoB MyTauuMi redHe SOX/7 onucasl y
nerei ¢ JIAT-BIIC [39-41, 52].

JIAT', accouunpoBaHHas ¢ NOPTAJILHOMH rHNepPTeH3IHeH

JIAT, accommupoBaHHas ¢ TIOPTAJIBHOW THIEPTEH3HWEH WIH IOPTOIYJIbMOHANBHAS
runeprensus (I1I17) sBnsieTcs TAXKENBIM, KU3HEYIPOXKAIOUIHM OCJIO)KHEHHEM IOPTaJBHOM
IHIIEPTEH3UH H/MIIKM NMOPTOKaBalbHOro myHtuporanus [53-55]. CornacHo onpenenenuro BO3
kpurepuem [IIII" sBaseTrcs oaHoBpemeHHoe Hanuuue JIAIT M mopTansHON THIEPTEH3HH.
Xpouuueckue 3abosieBaHHUA TEYEHH, COMPOBOXKIAIOUIMECH [OBBILIEHHEM BHYTPHUIIEYEHOYHOIO
COCY/JHMCTOTO CONPOTHBIICHHA, NPUBOIAT K YBEJIWUYEHHUIO NABICHHS B NMOPTAJILHOH CHCTEME H
nocTeneHHoMy  (GOPMHPOBAHUIO BHEIEYEHOYHBIX

BHYTpH- HIIH NMopTO-CHCTEMHEIX
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KOJUIaTepasibHBIX COCY0B H IIIYHTOB, OCHOBHBIM NaTO()U3HONOTHYECKUM MOCIIE/ICTBUEM KOTOPBIX
ABNIAETCS LIYHTHPOBAHHWE TMOPTO-ME3E€HTEPUAIbHOH KPOBH B JIETOYHBIH, a 3aT€M CHCTEMHBIH
KpoBOoTOK [54] KilaccuueckuM KpHTepHeM IIOCTAHOBKM JlMarHosa NOPTOMyJibMOHanbHOH JIAIL
(II1I")  sBnsieTcst coveTaHHe NPU3HAKOB MOPTAILHOW TIHNEPTEH3MM M npekanuuspHod JII
[53]. Tlatomopdomorus nerounsix cocyaos, Hadmoaaemas npu [, unentuuna wJIAI. Bo
B3pocioi nomysian [T pazsuBaercs y 1,1-6,3% nauueHToB ¢ NOPTAIbHONH TMIIEPTEH3HEN, B
DoNbIIMHCTBE ciIy4yaeB OOYCIOBICHHOH LUPPO30M IE€YEHM, XOTS HEIMPPOTHUYECKHE TPUYHHBI
I, Bxmowas TpomMOO3 BOPOTHOH BeHBI, IpaHyJIEMaTO3HYH O0J€3Hb, ayTOMMMYHHBIE
3aboJieBaHMsl, JIeKapCTBEHHbIC peakiiuK, HHpeKuuu (Takue kKak renatuT C) BO3MOXHBL. Y nerel
npeobyaaloT HEIMHPPOTHYECKHE MPHYHHBI Ha (OHEe BPOXKJIEHHOH ManbhopMalMH COCYI0B
NEYEHH MJIM aHOMaJlHii, TIOPOKOB KeT4eBBIBOAAIIMX nyTeit [54-57]. M3 uux naubonee wacToi
¢dopmoii TN y nmereit sisasiercss JIAD, acconuupoBaHHas ¢ BPOXAECHHBIM [MOPTOKABaIbHBIM
myatupoBanueM (JIAI-BIIKII). KaroueBbim orauumem JIA-BIIKII, ot tunuunoit I
SIBIIIETCS HAJIM4YHE BPOXACHHOTO NOPTOCHCTEMHOIO LIYHTHPOBAaHUA B OTCYTCTBHE I€PBUYHOIO
3abo/ieBaHUs TIEYeHM, IIPU ITOM IIOKa3aTesld JaBJICHUs B [OPTAIBbHOH cUcTeMe MOryT OBITh
HOpMalbHBIMH [54]. B ocHOBe 3aboneBaHHsA — BPOXKIAEHHAA COCY/IMCTAas aHOMAJIMS I10PTAIbHOM
CHCTEMBI, NMPHBOJAILAS K (POPMHPOBAHHIO AHATOMHYECKOIO COOOLIECHHS C MaTOJIOTHYECKHM
YACTHYHBLIM HJIM MIOJIHBIM LIYHTHPOBaHHUEM IIOPTO-Me3eHTepHAIbHOH BEHO3HOH KPOBH B CHCTEMY
HM)KHEH 10JIOH BeHbl, MHUHYS (U3HOIOTHYECKHUH [IeYEHOUYHBIH KIMPEHC, B OTCYTCTBHE
nepBUYHOrO 3abosieBanust neyeHu. B csa3u ¢ atum, kputepuamu TN npejuioxkeno cunraTe He
coueranue JIAIT W nopranbHOH runepreH3uH, a coderaHue npekanwuispion JII' #u
MOPTOCHCTEMHOTO LIy HTHPOBAHUS (BPOXKICHHOTO HIIH IPHOOPETEHHOTO, B T. 4. XHPYPrU4YeCcKOoro)
[54-58]. KmoueBbiM natoguzuonorudeckum ¢axropom BIIKII sBasercs japeHax nopro-
ME3eHTEePHATIbHOW BEHO3HOH KpOBH, cojepKallei OHJIOreHHbIe NPOAYKThI MeTaboH3Ma,
Ba30aKTHHBIE TOKCHHBI, aJylepreHbl, abcopOHpOBAHHBIE KEIyJIOYHO-KHUICYHBIM TPAKTOM,
KOTOpBIE, He NoABEprasich (GU3MOJOrHUECKOH HHAKTUBALMK U MeTabO0JIU3MY B [I€UEHH, HAPIMYO
NOCTYNAlOT C [IpaBble KaMephbl cepiila, Jajiee B JErOYHblii, a 3aTeM B CHCTEMHBIH KPOBOTOK, 4YTO
BBI3bIBAET TSAKEIIBIE MYJIBTHCHCTEMHBIE naTtodu3nonornyeckue peakuuu [54, 58]. Ilo cpaBHenuI0
¢ uamonarudeckod JIADT nmanmentsl ¢ I[N umeror xymmyro BepkHBaeMocTh. [Ipornos, kak
IPaBHIIO, KpaiftHe HeOIaronpusiTHbIN: 3a001eBaHHE OTIHYAETCH BLICOKOH U OBICTPO# JIETAIBHOCTD
[57-60]. Puck cmept Gonee uem B Tpu pasa Bblule, yeMm y namueHroB ¢ JIADT [53, 56, 60].
IlsiTeTHs s BBDKMBAEMOCTh MHTAKTHBIX B3pocibix nauuentos ¢ [N cocrapnser Beero 14,2%
[58]. ¥V mereii mummTensubie Habmoaenus [T, sxmovast JIAT-BIIKII orpannyeHsl onucaHuAMHA

HECKOJIbKHX CJIY4YaeB, rjie 3-JIeTHss JIETAIbHOCTh cocTaBuia 6% [54- 59].
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Heckonbsko noakitaccos JIAI' cBA3aHbl ¢ BOCNAIUTEIBHBIM H HMMYHHBIM ITOBPEXKICHHEM,
Bkitouasi JIAT', acconnnpoBaHHyIO ¢ 3a00JI€BaHHAMH COEANHUTEIBHON TKaHH, UIMCTOCOMO30M,

BHUY-undexnneii.

JIAT, accouunpoBanHas ¢ 3a00/1eBaHHAMH coeAHHHTeAbHOM TKanu (JIAI'-3CT)

Jlerounass apTepHajbHAs THIEPTEH3Hs SBIAETCS THKEIBIM W 4acTo (aTaJbHBIM
OCTIO)KHEHHEM pa3NIMuHbIX 3a0oneBaHuil coequHuTenbHol TkauH (3CT), TakuX KaK CHCTEMHBIR
CKJIepo3, cMelllaHHOe 3abolieBaHME COEIMHMTENBHOH TKAHM M CHCTEMHas KpacHas BOJIYaHKa
[61]. ITo cpaBuenuio ¢ uJIAT, JIAI'-3CT. umeer yHUKaIbHBIC KIMHUYECKME NapaKTEPUCTHKH,
Takue Kak OoJiee HeOMaronpusTHLIN MMPOrHO3, BO3MOKHOE COUETAHHOE MOPAKEHUE apTepuosl U
BEH. BOB/ICUEHUE B CHCTEMHBIH MPOLIECC CEPIIILa, JerKHX, M0YeK, TPOMOOTHYECKHE OCIIOKHEHMS,
CBSI3aHHBIN C BACKYJIHTOM U/W/IH TPOMOO(HIIHEH 1 03U THBHBII OTBET HAa UMMYHOCYTpeccuio [61-
64].

[Taromopdonornyeckne UCCICI0BaHNs NOKA3AIH OTanuns Backyonaruu npu JIAI'-3CT,
0 cpaBHEeHHIO ¢ JerouHoil aprepuonarueii npu uJIA. 'V 75% naunentos ¢ 3CT-JIAD B nesiom
1y 100% 6onbubix JIAI Ha pone cuctemuoro cxiieposa, Hab101an0Ch HE TOJIBLKO 00CTPYKTHBHOE
pPEMOJICITUPOBAHKE apTeproll. 00yCIORIEHHOE Ay TOMMMYHHBIM BOCHAIHUTEIILHBIM
MOBPEIKICHAEM, HO H PEMOJICIHPOBAHUE BEHO3HOM CHCTEMBI JICIKHX, He Hadmojaaemoe npu vJIAL
[61-64]. Y uacTi OOJIBHBIX BepH(HUIIHPOBAHBI IPH3HAKH BEHOOKKJIKO3HOHHOH O0JIe3HN.

Msmenenus muokapaa npu JIAI-3CT ornumuarorcs ot japyrux  Bapuantos JIAD
dhopMHUpOBaHHEM HE TOJLKO BTOPHUYHOTO PEMOJICIIMPOBAHMSI MUOKAp/a 1PABOIO JKelly/104Ka B
oreeT Ha noswlinenre JICC, HO W PUCKOM pa3BHTHS HNEPBUUHOIO MMOPAKECHHs MHOKapjaa 000HX
JKEJTY/IOUKOB, OOYCNOBJIEHHBIM TEHECHHE CHCTEMHOIO I[pOLecca ¢ OTJNOKEHHEM KoJlareHa u
nocaeAyionmMMe  (hubpo3HbIME W3MEHEHUsIMM MUOKapjaa [65]. B srom ciiydae CTpyKTypHbIC
M3MEHEHMsI MHOKApJIa JIeBOr0 eIy 10UKa MOTYT ObITh IPUYMHOM PA3BUTHA IHACTOIMYECKOMH. a B
MOCJIEIYIOWEM CHCTONMYECKOH AUCHYHKIMM MHOKAp/a M TPHCOSANHEHHS MOCTKAIHIISPHOIO
komronenTa JII' ¢ ¢popmupoBanmeM KOMOHHHPOBAHHOI 1Ipe- ¥ nocTKanmuspaoi JII

VYV Goabubix ¢ auddyssoit Gopmoit cucremHoro ckieposza JIIT ugacto ofyciioieHa
HHTEPCTHIIMAIILHBIM TOPAYKEHUEM JIETKHUX, TOI/1a KaK y [MallMeHTOB ¢ ero OrpaHu4eHHoH Gopmoi
JII' hopMupyeTcst BCIeACTBHE TTOPaXKEHUs! COCYI0B JIerkux [64].

Y nerel KIMHWYECKHE MpOABIeHUS TSkENOH JIALT yacTo mpelllecTBYIHOT AHArHOCTHKE
3CT B ciayuasx OECCHMITOMHOTO TEUECHHS HIM NPU MHHHUMAIBHOH BBIPaXKEHHOCTH KIIHHHMKH.
Torpa nuarnoctuxa 3aboseBaHHUs CTPOUTCS Ha OCHOBAaHHMM 1abOpPaTOPHBIX JIAHHBIX, YTO JEIaeT
obs3arenbHBIM MpoBejeHne ckpuuuara Ha 3CT npu nepuuHoM obcnenoBanuu GospHoro ¢ JII'

OtpuliareibHble MapKephl HMMYHOJIOTHYECKOH MaHenH NpH H3oaupoBaHHbIX (opmax JIAD nHe
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UCKJIIOUaloT auarios aJlAl’, pekomenayeTces peryispHas NOBTOpHAA MX OlleHKa B JIMHAMMKE 1S
paHHeH QUAarHOCTUKH ayTOMMMYHHBIX 3a00JeBaHMi, MOCKOJIBKY HMMYHOCYTIPECCHBHAs Tepanus
yllydllaeT TedeHHe OCHOBHOIO 3abosieBaHus, a B coveranuu c JIAI -cneunduyeckoii Tepanueii

ONTHMH3UPYET NPOrLo3 doneHoOroO [65-67].

JIAT', accounnpoBannas ¢ mucrocomozom (LL-JIAT)

IIIncTocOoMO3 — 3TO YHAEMHUYECKOE, OCTPOE HJIH XPOHHUUYECKOE [1apa3uTapHoe 3a00/ieBaHHe,
BbI3bIBAEMOE KPOBSHBIMH COCABbIIMKAMH (TpeMaToaaMu) poaa Schistosoma, napasuTHPYIOMIUMH
BHYTpPH cocyloB. llIucTocomo3 pacnpocTpaHeH B TPOMHYECKHX W CyOTpONMMYecKHX paloHax,
0cOOEHHO B MNONYJIALMSAX C HENOCTAaTOYHBIM JIOocTyNoM kK Oe3onacHoil mUTheBOH Bode H
OTCYTCTBHEM Hajulexamied canvrtapuud [68]. 1I-JIAI" siBnsercs onacHbIM JUIA  KM3HH
OCJIOKHEHHEM XPOHHYECKOI'O [eIaTrocese3€HOYHOr0 UIMCTOCOMO3a M SBJSETCS OCHOBHOH
npuunHoi JIAI' Bo BceM wmmupe. llatorenes IlI-JIAIT obycrnoBnen smOonu3auuei sinaMu
wucmocom JIETKHX C 3allyCKOM pa3BHTHEM KackKa/Ja HMMYHOQIEPIHYECKHX peakUHd Ha
AHTUTEHbl SIMIL  WUCMOCOM, CONPOBOXIAEMBIX BBICBODOXKIEHHEM O0JIBIIOrO KoJIHYecTBa
BOCHAJIUTENILHBIX LMTOKHHOB, YTO IIPUBOJMUT K 3allyCKY KOHLIEHTPHYECKOro peMOJIe]HpOBaHHA
cocynoB. [latoMopdomoruueckne HccaeIOBaHMA MO3BOJIAIOT  BBIABIATE  SHLA WUCOCOM,
OKpYJKEHHbIE 30HOH HWHOWIBTPAlHH HMMYHHBIMH KJIETKAMH M J03HHOQWIAMH, H
MHKpPOHUH(APKThI, KOTOPbIE BIOC/EICTBHH 3aMellaloTcs rpaHylisiiusaMu U ¢Gubdbposom [69-71].
Bocnanurensnas Backynonatus rnpu L-JIAI xapakTepu3syercs IUIEKCOreHHOH apTepHonaTiei u
NOBBINICHHOH MJIOTHOCTHIO nepuaprepHaIbHBIX T-knerox H TYYHBIX
kietok. Ilaromopdonoruyeckue NpU3HaKu 3TOH JIEro4HOH BacKyJONAaTHH HMEIOT OoJiblIoe
cxoncTBo ¢ WJIAL, uTo cBHAETENBCTBYET 00 OOIIMX MAaTOrEHETHYECKUX MEXaHH3MaX, CBA3aHHbBIX
¢ BocriajienneM H curHaibHbiM nytem TGF-f [70-71]. Kak tonbko cdopmupopanace 1I-JIATL,
3¢ ekt OT aHTUIreIBMUHTHON Tepanuyd HUBEIUPYETCH, YIYyYIIUTL CHMIITOMBI ¥ [IPOJUIMTL KHU3Hb
moryT Toibko JIAIT cmenmdunyeckue npenaparsl. [IpH 3TOM OTBeT Ha TepamnHio, BKIHOYas
reMoJHHaAMHYeCKHe nokaszatenu, y nanueHtoB ¢ [I-JIAT moxeT ObITh JIyylle 0 CPaBHEHUIO C
narmentamu ¢ JIAI'. Ha ¢one ameksarnoit tepanuu 1-, 2- u 3-neTHAs BbDKUBaeMocTh npu 111-

JIAT cocraBnsieT 95,1%, 95,1% u 85,9%, coorBeTcTBeHHO [71-73].
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Jlerounasi aprepuajbHas TUNepTeH3Us, ACCOUHMPOBAHHAA ¢ HH{peKIHell BHpyca
uMMyHoaepuumuTa yeaoseka (JIAI'-BHY)

[lo ouenke BO3 Gonee 34 MmunnuoHa yenosek B Mupe HHGHIHpoBanbl BUY, u3 nux 10%
nanuenTsl mutaauie 15 net [74]. JIAD sBasieTcst onHuM U3 Tsikensix ocnoxuenuit BUY-undexuun.
Y netedi 3apa)keHHe B OCHOBHOM NPOUCXOAUT Iy TEM Nepeadd OT MaTepu K peOeHKy B Ipe-, epH-
WJIH TOCTHATAJIBHOM IepHoje (dYepe3 rpyaHoe mMoJioko). [laroduzuonorus JIAI'-BUY y nereit
siByisieTcst MHOro)akTOpHOH ¥ MOXET BKITIOUATh B T. 4. TeHeTHYeckue (akTopsl. Bupyc aeiicteyer
KaKk TpUITep, NOJJIepXKHBas  XPOHHYECKOE  BocnajleHWe Ha  (oHe  HW3MEHEHHOIo
HMMYHOJIOTHYecKoro cratyca [75]. 'ncTonoruyeckue XapakTepucTHKH apTreprHonatiu npu JIAT -
BUY nomobuer wJIAI' u BKIHOYAIOT KOHIEHTPHYECKOE pPEeMOJe/IHpoBaHHe, 00YCIOBIIEHHOE
THIEPIUIA3HEeH WHTUMBI M MEIHH KaK C «IJIeKCH(OPMHBIMH MOpaXKeHHAMU», Tak M Oes.
TpomboTHyeckne mnopakeHHS Takke BO3MOXHbBL  llpHcoenMHeHWe pelHINBHPYHOLIMX
0aKTepHOJIOTHYECKHX, TPUOKOBBIX M Mapa3uTapHbIX HH(EKIMH HAHOCHT BTOPOH yJap U MOXeT
CIHYXHTh HpUuMHOH paszBuTusi XOBJI WM HMHTEPCTHUMAILHOIO [OPAXKEHHSA JIETKHX C
npucoeauHenuem Kk JIAI'-BHUY u JIT' 3 rpynnst [76-79].

AHTHpPETPOBHPYCHAasl Tepalusi He MOJTHOCThIO CHHXKAET B I1OCIEAYIOUIEM PUCK Pa3sBHTHSA
nerouyHod runeprenszun y BUY-unduunposanneix neredd. Ilokasano, uro aaxe nojydarouiue
anekBaTHylo tepanuio BUY-undunuposanHbie IeTH JOMKHBI HAa MPOTSHKEHHH BCEH JKH3HM

peryisipHO NpoXoaAuTh cKpuHUHT Ha JII' 1 moymkHBIM 0Opaszom Habmonartees |77, 80-82].

JIAI' ¢ ycroiiuHBBIM OTBETOM Ha Tepanui 0/JI0KaTOPaMH KaJlbUHEBbLIX KaHAJIOB
(BKK).

[Taroduzunonorus JIAI', kak MHOroakTOPHOI0 COCTOAHHUSA MOXKET BKJIFOYaTh MHOKECTBO
MOJIEKYJIIPHBIX M KJICTOUYHBIX MEXaHU3MOB. {MOpMUpOBaHHE CTOHKOH I1aTONOrHYECKOH
BAa30KOHCTPHUKIIMM HWrpaeT B Hel KmoueBylo poib. [lpeobnananue HMEHHO 3TOro 3BeHa
narorexesa JIAI moka3aHo y naiHeHTOB, KOTOPbIE MMEJIH MTOJIOKUTEIBHBIM OTBET HA OCTPBIH TECT
Ha BBEJIEHHE BA30/HJIATATOPOB, a B MOCJIEAYIOLUIEM, XOPOLIHH H YCTOHYHMBBIA OTBET Ha TEPAIUIO
BKK [83]. lonrocpounslii oTBeT onpeaensieTcs KaKk KIMHUYecKoe yiydineHue (focruxkenne OK
I umn I NYHA) ¢ ycToWUYMBBIM yIlydllleHHEM IeMOJHHaMHKH TO KpaliHeli mepe uepe3 1 roa
toipko Ha (oue tepanuu BKK [1, 6, 8, 83, 84]. Oxanaxo addexruuocts Tepanun bBKK, kak
NpaBHIO, MPOrPECCHBHO CHHUKAETCS C BO3PAacTOM M B TOCIEIYIOLIEM MOXET NOTpedoBaThCs
HazHayeHue cneunduyeckoit JIAI repanuu. HanpoTus, nandeHThbl ¢ JUIMTEIBHBIM H YCTOHYHBBIM
MOJIOXKHUTENILHBIM 0TBeTOM Ha Tepanuio bKK nokaszanu narodusunonornyeckue, GeHOTHIIHYECKHE

XapaKTEPUCTHKH, XapPAKTEPH3YIOUIHECA 3HAYUTECIIBHO JIYHIIHM [IPOrHO30M B OTJIHYHH OT JIPYTHX
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nauuenToBs ¢ JIAL. BepkuBaemocts y jiereii ¢ MJIAL, orBeuatoux Ha Tepanuio bBKK cocraBuna

80% [85]. B cBsizu ¢ uem B 2018 r. npernoxkeHo BBeaeHue HoBoil noarpynmsl JIAIL [1, 6, 8].

Benookk/1r03H0HHas 00/1€3Hb JIETKHX H JIETOYHbIH KANMH/ISPHBIH reMaHIHOMATO3

Jlerounas BeHooKkkMo3uoHHas 6onesnsb (JIBOB) — penkas ¢popma eroyHoi runepreH3um,
XapaxkTepHu3ylolascs MPEeUMY IECTBEHHBIM peMo/ie/IipoBaHHEM JIETOYHBIX BEHY I
[27]. Jlerounsiii kanunnsipuelii remanruomaro3 (JIKI') — peaxoe cocyaucroe 3abosieBanue
JIETKUX,  XapakTepusyrolleecs  aHOMAIbHLIM  AHIMOIEHE30M  JIEFOYHBIX  KamWUISApOB,
MHOUIBTPHPYIOUIMX NepHOPOHXHAIbHBIN, I[EPUBACKYISAPHBIH HHTEPCTHLUH M JIEFOYHYIO
napesxumy. B coBpemennoii knaccudukarun JII' JIBOB u JIKIT cunurtaiotcs o01HMM sIBISHHEM U
NpeJCTaBIfIOT Pa3/IMYHbIe MPOSBIEHUs OIHOrO M Toro e 3abonesanus [6, 8, 27, 86-87].
I'ucronornyeckne npusHaku JIBOB/JIKIT naxoamnu y nanuentoB aprepuutom Takascy,
cunjipom Kaprarenepa, ckiiepozepMueii u cucreMHod kpacHoi Boydanku [86-87]. OtkpeiTne
MyTauuu EIF2AK4 noateepausio, uyto JIBOb wu  JIKIT gBnsgiorcss JByMS  KIMHHKO-
NaToJIOrMYEeCKHMH TMPOSIBJICHUSIMH OJHOro u Toro e 3abonesanus [88-90]. Bce nanumeHnTsl,
Hecyue OwannenbHble MyTalmu B reHe EIF2AK4, OTHOCAT K HacCAeACTBEHHOH TrpyIie
JIT. Onucanel ciaydau pazsutus JIBOB Ha ¢oHe BBICOKOI03HOH XHMHOTEpANHH, 0COOEHHO B
YCJIOBHAX TPaHCIJIAHTAIIMM TeMOIMOATHYECKHX CTBOJIOBBIX KieTok [91]. Xots JIBOB u JIAI
HMEIOT CXOXKYIO0 KIIMHMYECKYIO KapTHHY ¢ MpU3HAKaMHu Tsokesnod npexamuusipuoi JII', BaxHo
paziMuarb 9TH JIBa CcOCTOsIHUA, Tnockonbky JIBOB wumeer Xynummi mnporHos ¢ o4YeHb
OrpaHM4eHHBIM OTBeTOM Ha Tepanuil JIAI' ¥ pHCKOM OTEKa JIErKMX B Ciy4ae JICYEHHS
Bazouiataropamu. Boimosken tounstit quarnos JIBOB Ha ocHOBe HEeHHBa3HBHBIX UCCIIEIOBAHHMH
C HMCIIOJB30BAaHHEM OIICHKHM CcaTypallid KHCJIOpOo/Ja, BbIABIEHUS HH3KOH auddy3uoHHOi
CMOCOOHOCTH 10 OKHCH YIjlepojia H XapaKTepHBIX MPH3HAKOB HA KOMITBIOTEPHOH ToMorpaduu

I'PyAHOH KJIETKH C BBICOKMM paspetuenueM [27, 86-90].

IlepcucTHpyOmas Jiero4Has rTHIEPTEH3HA HOBOPOXK/IEHHBIX

[TepcucTHpytoltas Jerounas runeprensus HopopoxaeHHsiX (ILJIIH) npencrasnset coboit
CHHJIPOM, B OCHOBE€ KOTOPOI'0 HApyLICHHE HOpMﬂJ’leOﬁ HCpGCTpOﬁKH H ajalralii CoCyloB
JIETKMX HOBOPOXIEHHOTO K NMOCTHATANBHOH KH3HH. COCTOAHHE XapaKTepH3yeTcsl YCTOHYHUBBIM
nossiienueM JICC npu HopmansnoM wim Hu3koM [1CC [8, 92-96]. IIJII'H ob6brvn0 nposiBaseTcs
BCKOpE TIOCJIE POKIEHHS, BbI3bIBasg TSHKEIYHO ObIXATEIbHYIO HEIOCTATOYHOCTb M IHIIOKCEMHIO,
00yC/IOBJIGHHYIO HEIOCTATOYHOW mnepdy3Hell Jerkux M MEepPCHCTHPOBaHHEM (peTalbHBIX

KOMMYHHKaIlHiH ¢ BeHoaptepHalibHbIM cOpocoM. Horopoxknennsle ¢ [UJII'H mnoasepxkens
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BBICOKOMY PHCKY TsKEIOH acuUKCMH M e€ OCHOKHEHHH, BKJIIOYAas HEBPOJOTHYECKHE
NOBPEXKIEHHS, [TOJTHOPIaHHYI0 JHCHYHKIIUIO U cMepThb [93-94].

BHyTpuyTpoOHO opraHom razoo0OMeHa clyxuT rotaneHTta. Beicokuit ypoeens JICC
ABnsieTcss  00sA3aTCNBLHBIM  YCIOBHEM  HOPMalLHOIO  (peTalbHOro  KpoBooOpauieHus, OH
[OUICPIKUBACTCS HU3KMM [apUMalibHbIM HanpsbkeHuweM kuciopoja (PaO2 30-40 mm pr. cr.),
BBICOKMM YPOBHEM LUPKYIHUPYIOUHX BA30KOHCTPUKTOPOB, BKIIOYAH YHAOTEIUH-1, CEPOTOHHH H
MeTabonuThl  NPOCTAarIaHAMHOB, @  TAKXKE  MCXaHMYECKHM  C/IaBICHHMEM  COCYJIOB
HepyHKIMOHUpYtoeH  napenxumoii  nerkux  [97].  Cynpacucremubie  nokazatenun JICC
00eCIeunBalOT BbICOKME YPOBHH JIaBJICHHS B MpaBbix Kamepax, nodromy 80-90% oObéma
CMEILIAaHHOH KPOBH IJ104a, OCTYNAIoNIEH B MpaBbic KaMepbl, MONaJaceT B JEBbIE KaMephl yepes
(peTasbHBIE KOMMYHHKAIMH, H TobKO 10-20% — B sierkue. Tlocie posxiaeHus W npekpalieHHs
IUIALEHTAPHOIO  KPOBOOOpALICHHS JIETKHE PacipaBisiOTCs. HAvalo ra3oo0MeHa [0BbILIAET
HACBIIIEHHE KPOBH KHCJOPOJAOM. YBEIHYHMBACT JICTOYHYIO Nepdy3Hio, COOTBETCTBEHHO
cumkaerest JICC u pacrer OIIC, deranbHble KOMMYHHKAIIMK 1EPecTalOT (PYHKUHOHUPOBATD.
Venewnas ajantanus K BHeYTpoOHOH ku3HM TpeOyer OBICTPOro yBEIHYEHMS J1€roYHOro
KPOBOTOKA MPH POMKJACHUH. YTOOLI JIETKHE CTAIM MecToM razoodMena. JlroOslie 3adosiesannsg — ot
BPOK/JIEHHBIX aHOMAIWI Pa3BHUTHA JIETKHX /10 UX HHQEKIIMOHHOIO [MOPAKEHHA, a4 TaKKe
KOMOMHAUMH HTUX 3a00JeBaHUH MOIYT HapyUIMTh Mpolece (PH3MOJ0THYEeCKOH IepecTpoiKu
reMoJIMHaMUKN y pebenka |94, 95]. Ilokazana B3aumocssiseb passutus [DJII'H ¢ anTenaraibubiMu
(dakropaMu B BHIC TIPEIKIAMIICHH, XOPHOAMHUOHMTA, NPHEMOM MAaTEpbiO JIEKAPCTBEHHBIX
Cpe/CTB (HeCTEPOHIHBIE MPOTHBOBOCHAIIMTE/IbHBIE TIpenapaThl, HHTHOMTOPL! 0OPAaTHOrO 3axBara
CEPOTOHHHA) H JIPYTMMH NEPHHATAILHBIMU COOBITHAMH, NPHBOAAILMMH K aHOMAJIBHOMY POCTY H
(hyHKIMOHMPOBAHHUIO JIETOYHBIX COCY/IOB M, BO3MOJKHO, MOBBIIAIOUIMMH pUCK pa3BuTus JIAI B

bosiee mo3anem Bospacte [97-100].

1.2.2. I'pynna 2. JleroyHasi rHnepTeH3Msi, aCCOMHPOBAHHASA ¢ 3a00/IeBAHHAMH

JeBbIX kamep cepaua (JII'-JIK)

3a0oneBaHHsl JI€BBIX KaMmep cepiua, CONPOBOXIAMOLIMECSH I[OBBIIMICHHEM [aBJICHHA
HAIIOJIHEHUS JIeBOTO JKeNyJI04Ka W JIeBOro Ipejcepius, SBISIOTCS caMOW 4acTOH NPUYHMHOMN
pa3BUTHA JIErOYHON HIEPTEH3UH B OOLIEH MOMYyJslMY U BCTPEYAKOTCH [PH LIHPOKOM CIIEKTPE
cepaeyHo-cocyaucThiX 3abonepanuit [101-104]. Dtuonorus JII'-JIK y nereit otimuacres o1
TAKOBOH y B3POC/IbIX, YTO BIMSCT HA MMPOrHO3 H BbIOOP MeTo1a neveHus. Pazputue JII™ apnseTcs
HE3aBHCHUMBIM MPEIUKTOPOM HeOIaronpUsTHOrO NMPOTHO3a NpH 3a00JIeBaHUAX JIEBBIX KaMmep
cepana, B T. 4. JICBOXKEIYIOUYKOBOH HEeNOCTAaTOYHOCTH Jr000# stHosoruu [105-110]. JlroGwle

BPOXKIACHHBIC H [IpH06peTEHHbIE AHOMAJIHH, CONMPOBOXJAKOIIHECS 3aTPYAHECHHEM nyTei'{ IIPHTOKA
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M OTTOKA JIEBOI'O JKEJIYJI04YKa, YUHThIBAA 3aKPBITOCTh I'eMOJAMHAMHYECKOH CUCTEMBI, MPUBOIHT K
YBEJIMYEHHMIO JaBIIEHHS B JIEBOM MPEJACEPAHH H PETPOrpajHO — B CHCTEME JIErOYHBIX BEH.
BposkneHnble U NIpHOOpEeTEHHbIE CTEHO3bI JIETOYHBIX BeH, 0OCTPYKUHMs NyTeH NpUTOKa JEeBOIo
Kelly109Ka 00BEMHBIM 00pa30BaHHEM, MUTPAJILHBIEC U Aa0PTa/lbHbIE IOPOKH, KOAPKTALIUs a0pPTHI,
MHUOKap/maibHas AMchyHKIUMS 11000 ITHONOIMHM KaK CHCTOMHYECKas, TaKk W JMacToIHYecKas,
CONPOBOKAAIOIIANACS YBEIMYCHHEM KOHEYHO-THACTOIHYECKOro JaBlIeHHs B JIEBOM JKeJIyO4Ke C
MOCJIEAYIOIUM PETPOrpaHbIM MOBBLIILIEHHEM JAaBICHHS B JICBOM IIPEACEPIHH M JIErOYHBIX BEHAX
MOTYT OCJIOKHATBCS JerodyHoi runeprenszueit [105-110]. VBenuwuenue noctHarpysku JIeBOTO
KEJTy/I0UKa TPH CHCTEMHOH apTepHaJIbHOH THNEPTEH3HH TaKXKe acCOUMHUPYETCs C JIErOYHOH
runeprensueit. B tabnune 4 orpaxkeHbl OCHOBHBIC NMPHYHUHBI PA3BUTHS JIETOYHON T'HNEPTEH3UH,
accouuupytouleics ¢ 00Ie3HAMHU JIEBBIX KaMep cep/ilia y JeTei.

Kpurepuem NoCcTaHOBKM AMAarHo3a NOCTKAIMIUISIPHON JIEFOYHOH I'MIIEPTEH3UHU SBIISETCS
MOBLILIICHHE JaBJICHHUSA 3aKJIMHUBAHUS JIErOYHON aprepuu OGosiee 15 MM pT. CT. IIpH CpeaHEeM
JABJICHUH B JIEro4yHoit aptepun 6onee 20 MM pr. cT. [1, 6, 8].

Ha pannux craausx 3a0ojieBaHMs [OBBbILIEHHE JIABICHHUS B CHCTEME JIETOYHOMH
LHHPKYISIHH, 00YCIOBIEHHOE MOBBIIIEHHEM TOHYCA apTepUH U apTEpHOII JIETKHX, MOKET OBITh
oOpatumbiM.  JlerouHoe COCYIMCTOE  CONPOTHBICHHE  OcTaeTcs HopMmalibHbIM. [lpu
nporpeccupoBaHud  3alosieBaHuss Ha (OHE BEHO3ZHOIO 3acTOsl 3allyCcKaeTcsi CTPYKTYpHOE
peMOJIeIMPOBaHHE JIErOYHOI'0 COCYAMCTOrO pyciia, BK/IOYas npoaudepanuio HHTHMBI H
runeprpopuio Meauu. K nacCHBHOH NOCTKAaNMIUISPHOH TIPUCOEIMHSETCS ITpeKanuIUIspHas
JeroyHasi runeprensus, GopMmupys komOuHupoBanHyio Gopmy JII'. Jlnacronnyeckoe AaBieHHE
B JIETOYHOH apTepHH Y ITHUX MNALMEHTOB IMOBBILIEHO HEINPONOPIHOHAIBHO JIaBJIEHHIO B JIEBOM

Mpesicep/IiH € MOBBILIEHHEM JIHACTOIMUECKOr0 TpaHcmyibMoHanbHoro rpaauenTa (TIIIN) Gonee
7 mm pr. 1. u uJICC Gonee 3 en. Byna x m%. CTpyKTypHOE peMo/IeTMpoBaHKe COCYIHCTOTO pyciia

HeoOparumo [107, 110, 111]. I[lpucoenuHenue NpexanuJUIIPHOTO KOMIIOHEHTA YBEJIHYHBAET
[OCTHArpy3Ky Ha TMpaBbli JKENyJ04YeK C MOCASAYIOIIMM Pa3sBUTHEM IPaBOXKETYyA04YKOBOH
HEeA0CTATOYHOCTH, 4YTO ewe OoJee Heﬁnaronpum‘ﬂo CKa3blBa€TCsa Ha IpOrHoie 3abosieBaHHA H

SABJISICTCH HE3ABHCHUMBIM IPEAHKTOPOM JIETAJIBHOCTH.
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Tabauna 4. OCHOBHbBIE IPUYUHBI Pa3BUTUS JIETOYHOH THIEPTEH3MH, ACCOLMUpPYIOLIEHCS

¢ Oole3HsIMH JIEBBIX Kamep cepaua y nereii [1, 6, 8, 103, 110, 111]

Hoarpynns: JII-JIK

AccounHpoBaHHbBIE 3a00/1€BaAHAHA

JII' Benencteue XCH co
CHHIKEHHOM (dhpaxuuer

BbIOpOCA

JlunaranuoHHas KapaAHOMHONIATHS

['uneprpoduyeckas KapJAHOMHOIIATHS

ApPHTMOTEHHAs KapJIMOMHONIATH C MOPaXXEHHEM JIEBOTO JKeJTy 1I04YKa
HexomnakTHbIH MHOKap

dubdponnacTos sHIOKapIa

CHHYXEHHE CHCTOMYECKOH (PYHKIMM CHCTEMHOIO KelyJ0o4Ka IIpu
BIIC

JII' BenenctBue XCH ¢
HOpMaIbHOH  (pakuuer

BBIOpOCa

[Muneprpoduueckas KapAMOMHOIATHS

PectpuxkTuBHAas KapIUOMHOIIATHSA

HekoMmnakTHbII MUOKapa

Bropuunas runeprpodus cucremuoro xeiynouka npu BIIC, AT u ap.
CHHIPOM THTIOIUTA3HH JIEBOTO JKETy104Ka

KOHCTpUKTHBHBIH NTEpHKAPIUT

Kmamannere IOPOKH

BpO}KJleHHbIe H npn06peTeHHMe CTEHO3bI HW HEAOCTATOYHOCTH

MHTPAILHOTO0, QOPTATBHOTO KJIANIaHOB, apTepHaibHoro AB knanana

Hpyrue BIIC C

obcTpykuueit nyTeH

IIPATOKa H OTTOKA JIEBOI'O

1. CTeHO3 W/HK THIIOILIA3USA JI€rOYHBIX BEH
a) H30JIMPOBAHHBIE

0) accoruupoBannsle ¢ bJIJ]

AKeTylouKa 2. OGCTpYKTHBHBIN aHOMATIBHBIH JApeHa JIErOYHBIX BEH, B T. 4. CTEHO3
KOJIJIEKTOpPA JIETOYHBIX BEH
3. Tpé&xmnpeacepanoe cepiaue
4. Koapkrarusi, rHIIONIIa3Hs WK [1epephIB AYTH a0pThI

ObcTpyKums nyrei | OnyXoJiM, KUCTHI, BeT€TallHH, TPOMOBI

IIPUTOKA U OTTOKA JIEBOTO

HKemynouKa 00 BLEMHEIM

o0pazoBaHHEM

ITaTonornyeckue H3MEHEHHS BKJIIOYAIOT pacuUIHpE€HHE JIETOYHBIX BCH, YTOJUICHHC HX

CTEHOK, JU/IAaTallHIO KAITUJIJIAPHOT O pycClia, HHTepCTHU,HaﬂbHBIﬁ OTCK, aJIbBEOJIAPHEIC FEMOpparum,

paciiupenne JIMMQaTHYECKHX COCYIOB MW yBelMuYeHHEe JUM(PATHYCCKHX Y3JI0B.

[Ipu

NporpeccHpoBanuu 3aboJieBaHMs pa3BHBaeTcs yTollueHHe ((HuOpO3) HHTUMBI M rUnepTpodus

MEAHH JNHCTAJIBHBIX JICMOYHBIX apTCpHﬁ. CHH)KeHUE BEHO3HOTO BO3BpaTta JIEBOI'0 KEIIyJo4Ka
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IPHBOJMUT K MPOrPECCHUPYIOLIEMY BEHO3HOMY 3acTOl0, OTEKY JIETKHX, aJIbBEOJISAPHBIM

KPOBOTEUEHHSIM H MOXKET MPHUBECTH K NpexKaAeBpeMeHHO# rudemu 6onsHoro [111].

1.2.3. I'pynna 3. JlerouHasi runepreH3Hs, ACCOIHHPOBAHHAA C NATOJIOrHeH

Jerkux u/unn runokcueii (JIr-3JI)

Jlerounasi runepreH3uss B coueTaHUM ¢ 3a00/icBaHHMEM JIETKHX H/MIM THIIOKCHEH —
npeacTaBisieT coOOM CNOKHYIO, BeCbMa reTeporeHHyo rpynmny. B obmeit nomymsaiu JII' Mmoxer
OCJIOKHMTH Te4YeHHe OOJIBITMHCTBA XPOHMYECKHX 3a00NieBaHUM JIerKHX, HO Yallle BCEro OHa
OCJIOHSIET  XPOHHYECKYI0  OOCTpYKTHUBHYIO  Oosie3Hb  JIETKHX  W/HIM  3Mpusemy,
HHTEPCTUIHANBHYIO OOJNe3Hb JIeTKHX, OOCTPYKTHBHOE afnHO? CHa H  albBEOJAPHYIO
IMIIOBEHTHJISAIHIO B YCJIOBHSX BbICOKOTOphsi [6, 8]. IllamueHtsl naHHOM rpynnbl OOBIMHO
JIEMOHCTPUPYIOT YMEPEHHYIO cTeneHb TspkecTd JIIT co cpeiHuM 1aBlieHHEM B JIETOYHOH apTepHH
B quanaszone ot 25 10 35 MM pT. ¢1. OHaKO BO BpeMsi 000CTpeHUH OCHOBHOTO 3ad0JIeBanusl, 11PH
(IHIBHLIGCK()ﬁ HACPY3KC M BO BPCMA CHa MOT'YT BO3HHKATL TPAaH3HTOPHBIC MOBLIINICHHSA JaBJIICHUSA B
gerounoit aprepuu. [lpw 3TOM HamMuue [gake YMEPEHHOH JIero4HOW THIIEPTEH3HH IpH
XPOHUYECKHX 3a00JIeBaHUSAX JIETKHX CBS3aHO C HEOIaronpHATHBIM IIPOTHO30M M YBEJTHYCHHEM
cMepTHOCTH [112]. Mexanu3M pa3sutus 3Toi rpymisl JII' MHorogakrophslii. Kilo4eBeiM 3B€HOM
naToreHesa SBISETCA XPOHHYECKas MJIM PEelMMBUPYIOLLAS CHCTEMHAas THMIIOKCEMHs, KOTopas
AKTHUBHPYET UYBCTBMTEJIbHBIH K Kuciopoay (akrop tpanckpunuuu (HIF), apnsromumiics sapom
MeTadoHYecKoro oTBeTa Ha FHIIOKCHYCCKYIO CTHMYIIALWIO, a TakKxKe OKHCJIMTEJIbHBIH crpecce,
MEeTabOMH3M METAJIOB, HOHHBIC KaHabl, BOCHAIMTE/IbHbIE IHTOKMHBL KJICTOYHbBIH anontos
COCY/IMCThIC (haKTOPbI, KOTOPbIE 3aIyCKAlOT M IIOJECPKUBAIOT MEXaHH3M DPEMOJIETHPOBAHHSA
nerounbix cocyqoB [113-114]. Hauano dopmuposanus JII'-3J1 npoxojmr ase  da3sbr:
IHIIOKCHYECKas JIeroyHasi BA30KOHCTPUKIMS W THIIOKCHMYECKOE PEMOJIEIHPOBAHUE JICTOYHbIX
cocy/10B. 3a0onepaHre MOpa)kaeT AUCTAIbHBIE YYAaCTKHM JIENOYHOIO COCYJMCTOr0 pycia ¢
dbopMHpOBaHHEM, KaK MpaBHiIo, npekamuuiapHo# ¢opmer JII' [115].

Jlannas rpynna JII' senstercst Bropoii no paciipoctpaseHHoct (opmoit JII' y nereit mocie
JIA' u accoumupyercs, MNOMHMO HHU3KOW OKCHIEHAIlMH, CHI)KCHHEM (YHKIHOHAIbHBIX
nokazaresyiei jgerkux [1, 8, 111-115]. B oTtanuue ot B3pocnbix namueHToB 3-i rpynnsl JII, y
kotopeix JIIT 4amie BCEro OCIOXKHSAET XPOHHYECKYIO OOCTPYKTHBHYIO OONE3HBb JIETKHX H/HIH
sM¢pH3EMy, HHTEPCTHIHAIBHYK 00JIe3Hb JIEFKMX, OOCTPYKTHBHOE allHO? CHA M aJIbBEOJIPHYIO
IMIIOBEHTUIIAIMIO B YCIIOBHAX BBICOKOTOpBS, Y AeTed Beayuleidl nmpuuMHO# sToM rpynnsr JII
SBJIAIOTCS HAPYIIEHHs Pa3BHTHS U BPOXKIACHHBIE aHOMAJIUH JIETKHX, BKIIIOYast: OPOHXOIEr04HY 0
JUCILIA3HIO, BPOXKACHHYIO nuadparMaibHYIO T'PBDKY, aJIbBEOJIAPHO-KAIMILIAPHYIO JAHCILIA3HIO,

BapHaHTbI THIIOIJIA3MH  JIETKHX, JICTOYHbBIH HH'I’Q}')C'I'Hl.l[’lEUiI:FIhlﬁ FJIMKOIeHo3, I'CHCTHUUYCCKH
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00yCJIOB/ICHHBIC aHOMaluKM Oeika cypdakTaHTa, KOMOMHUPOBaHHBIE OPOHXO-JIErOYHBIE
3aboneBanus npu cunapome Jlayna [111-117]. CTpyKTypHBIC H COCYIHCTEHIE aHOMAJIHH JIETKHUX Y
9TOH rpynnel jereit npencrasiens! B Tabnuie 5. CreneHb QYyHKUMOHAIBHBIX HapyIIEHHH M
BEIPAXKEHHOCTh HApYLIEHHH razoo0MeHa Doiee 3HAYMTEIBHEI B 3THX Ipyninax. Passutue Ha dpone
ocHoBHOTro 3abonesanus JII', Kak npaBUI0 OT YMEPEHHOH 10 KpailHe TsDKENOH, ABIAETCS OJHHM
W3 OCHOBHBIX ()aKTOPOB, ONPEAEIIAIOMIUX [TPOTHO3 ITUX MTALHEHTOB U aCCOIMUPYETCSH € BBICOKHM
ypoBHeM netaqbHOCTH [117-123]. OcHOBHBIE YCHJIMA JOJDKHBI OBITE HAlpPaBJIEHbl HAa TEPANTHUIO
OCHOBHOTO 3a00JieBaHUs JIEKMX, NOCKOJbKY HMMEIONIHECs B  HACTOSAIIEE JIETOYHBIE
BA3OJUIIATATOPbl He 00JajaroT MOCTATOYHOH [OoKazaTenbHOH ©0a30i s je4eHMs JIETOYHOM

THIICPTCH3HH, aCCOHHHPOBaHHOﬁ C XpPOHH4YECKHMH 3a0oeBaHHEM JIETKHX.

30



Tabauna 5. [lopoku 1 aHOMaJIMK pa3BHTHSA JIETKUX, accoliuupoBannbie ¢ JII' [115-137]

HedexrT pazpurus

COC}’.{IH CTas MmaToJIorug

Wurtepctunmanshsie | MutepeTuiinaibabie 3ab01eBaHus JICrKHX, XapaKTePU3yIOUIHeCs

3aboseBaHus HapylUIeHHEM ra3oo0MeHa. pecTPHKTUBHON (PH3UONOTHEN IErKUX U

JIETKHX Audy3HBIM TOPAKEHHEM JICMKUX TTPH BU3yalu3alnd. Broyaior
reTepOreHHYIO IPYIIY COCTOSHUIH, CBA3aHHBIX ¢ HAPYLICHHEM PA3BUTHS
AJTbBECOJT H JIMCTAJIBHBIX OT/ICIIOB AbIXaTCJIIbHBIX nyTeﬁ

ATBBEOJISIPHO- Pejikoe, reHeTHUECKH JleTepMHHHpoBanHoe, ¢artajibHoe 3a0osieBaHue

KaluJUIsipHas JICTKUX Y HOBOPOKJIEHHBIX M JETeil I'PyJHOro BO3pacra., CBA3aHHOE C

JUCIIIIa3HA C
dAHOMAIIMAMH BC€H

uan 6e3 Hero

AHOMAJIBHBIM ~ PA3BHUTHCM Ka[lH.I[."Iﬂp]lO-COC}«'HHCTOﬁ CHCTEMBI  BOKPYT
AIBBCOJI JIETKUX. YMEHbIIIEHHE AbBEOIAPHBIX KalUJUIAPOB, yTOJILCHHE
TKAaHH albBEOJAPHOW TMEPErOpPOJIKH M  HECIOCODHOCTh KanuUIApOB
KOHTAKTHPOBATE C AJBBCOJIAPHBIM DJITHTCIIHECM. BrisgBiieHbpl reHOMHBIE H
reHeTHYeCKHe JellelHl KllacTepa reHoB (akTtopa TpaHckpumiuu FOX B

16p24.1 ¥ HHAKTHBHPYIOIIME TOYeYHbIe MyTaluu FOXF].

bponxonerounas

JHCIIIIa3uA

Taxénoe wmuorodaktopHoe 3adonepaHue MOP(POIOIHHYECKH HE3PEIBIX
JErKHX, Pa3BUBAIOLICECS ¥ MATOBECHBIX H IITyOOKO HEIOHOIIEHHBIX JIETEH,
KOTOpPO€ OOBIYHO BBI3BIBAETCS JUIMTEIBHON BEHTHIIAMECH JIETKHX.

IlpoTekaer ¢ MpeuMyLIECTBEHHBIM MOpaykeHHEM OPOHXHOJ M aPEHXHMbI
JACTKHX. pazBUTHEM M(pu3zeMbl, (puOpo3a H/UIK HApYLICHHEM PETUUTHKAIIMH
AllbBEOJI; TIPOSBIISIETCS 3aBUCHMOCTBIO OT KHCIIOpo/ia B Bo3pacTte 28 cyToK
JKH3HKM MU cTapliile, OpOHXOOOCTPYKTHBHBIM CHHJIPOMOM H CHUMIITOMaMH
JAbIXaTelIbHOH  HeJocTarouHocTH.  3aboneBaHHe  CONPOBOKIACTCS
CHM)KEHUEM BETBJIEHHS COCY0B, H3MEHEHHBIM paclpe/lejieHHeM COCy10B
B HHTEPCTHIMU JIETKMX MW MEPCHCTHPYIOLIMMH BHYTPHICTOYHBIMHU
BEHO3HBIMH aHacToMo3aMu. HapylieHHe pocta M pa3sBHTHSA COCYHOB
TPHBOJIMT K CHHXKEHHIO UX [UIOTHOCTH I10 BCEH MHUKPOKAIHIUIAPHOH CeTH
JErKHX U CONIPOBOXKIAETCS H3MEHEHHEM CTPYKTYPBI COCYIHCTOM CTEHKH C
runeprjasied HHTUMBI W H30BITOYHOH MYCKYJSApH3alMEHd MEIKHX
JETOYHBIX apTepuii. PemopjenupoBaHHe JIErOYHBIX COCYHOB, Hapsay C
HEMPONOPIHOHATILHOCTHIO COCYTMCTOH CETH M JIErOYHOM TKaHH, SBJISIOTCH

KJIFOUEBBIMH 3BeHbsIMU matorenesa JII' mpu BJIJI.
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dedexT pazsarus

Cocyaucras naro/iorus

Bpoxnennas
aradgparManbHas

rpeoKa

BpokneHHBIH MOPOK  pa3BUTHS, BKIIOYAKOIAN dedeKT pasBUTHS
auadparMel M HapyllleHWe OpraHoreHe3a JIErKWX, YTO NPHBOAUT K HX
HEIOpPa3BUTHIO — JIETOYHOH THIOIJIA3MH, HapyUIEHWIO pa3BUTHA
COCYUCTOH CETH CO CHUXEHMEM €€ IUIOTHOCTH M IOC/IeIyOLIHM

KOHIEHTPHYCCKHM PEMOICITHPOBAHHEM.

I'unornasus jJerkux
(nepBUYHAs U

BTOpHYHAsA)

BpO}I{ﬂBlI[lble MCHCTHYCCKHC aHOMAJIUH HIIH cepbézuoe CHHIKCHHE YPOBHA
AMHHOTHYECKOI JKHAKOCTH, TIPUBOJAAINEEe K HAPYIUEHUIO MPEHATAIBHOIO
pa3sBUTHs anbBeol H cocynoB. CompoBOXAaeTcsi yMEHbIIEHHEM 00BEMa
TETKUX, TOKENOH, pedpakTepHOH AbIXAaTeNbHOH HEZOCTATOYHOCTHIO,
KOTOpasi He MOANAETCS arpeCCHBHOMY JICYEHHIO (BKIIOYas HHCTHIUISIHH
cypdakTaHTa/MHrasAIMM OKCUAA a30Ta/MEXaHHYECKYI0 pPeCHHpPaTOpHYIO

noaaepxkKy). O0bMHO HECOBMECTHMO C KHU3HBIO.

Jlerounmlii
UHTEPCTUIIMATIbHBIH

TITHKOT€HO3

Penkas mHeneranbHas mneauarpuueckas ¢GopmMa HHTEPCTHIMAIBHOTO
3a00J1€BaHMs JIETKMX, BO3MOXHO Npeobnananue y My 4uuH. MianeHus! ¢
pecnupaTopHbIM JHUCTPECC-CHHIPOMOM. [MacronoruueckumMu
XapaKTePUCTHKAMH SBJIAIOTCA HAKOIJIEHHE MOHOYACTHII TJIMKOT€Ha B
HHTEPCTHLMAIBHBIX KJE€TKaX M CBj3aHHBIE C HHMMH aHOMAIMH pocTa

JIETKHX, 3aTparuBarOllue BCC CTPYKTYPhI JICTKHX.
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JdedexT pazsurnsn

Cocyancerast naToJiorus

Jlerounniii
al1LBCOJIAPHBIH
nporennos 115,

126]

pCI[KO@ '3360JIEBHHHC JICTKHX, TIpH KOTOpPOM TIPOHCXOJHT aHOMaJIbHOE
HAKOIIJIICHHC Cyp(l)ﬂK'l‘a]-i'l'ﬂ B aJIbBCOJIAX. HPCIATCTBYIOIICE ['EBOOGMEH)F H
BIIMAOLICS Ha POCT JICI'KHUX. BosmoxHas HPpHYHHA — ayYTOaHTHTCIA [PpOTHB
Fpﬂl-l}"J[OLlI/I'l'Elpl{L)-MEll{pO(l)aI‘iUleOl"O KOJIOHHECTUMYJTHPYIOLICTO (baK'ropa
(GM-CSF).

3a0osieBanie XapaKTepH3yeTcsi aHOMATBHBIM HAKOIJIEHHEM CypQakTaHTa
B albBeOJIax, MNPENATCTBYIOIIee ra3000MeHy H BIHAIOINIEE HA POCT
Jerkux. Hepocrarounas — ytunuzamus  cypdakTtaHta  OpHBOIMT K
HApYUIEHHIO Ta3000MeHa M JbIXaTeJBHOH HEIOCTATOYHOCTH, MOXET
OCJIOMKHATHCH BOCHAIMTENBHBIMH H3MEHEHHSIMH B JIErOYHOH TKaHH, C
MOCIEYIONMM pPa3sBUTHEM HHTEpCTUIMaNbHOTO (udposa. Hapymenue
aIbBEOISIPHOH CTPYKTYpBI, B YacTHOCTH, B BHJIE MPHMHTHBHOIO THIIA
CTPOCHHA aJIbBEOJI H U3MEHECHH I I[THEBMOIIMTOB IIO THITY pCFEHEPaTHBHOﬁ
TAHIEpIUIa3id B COYETAaHWH ¢ nporpeccupyroimuMm  ¢ubpozoMm u
BOBJIEYEHHUEM B IMPOLECC COCYAOB JETKHX JIGKHT B OCHOBE DPa3sBHTHS

JIETOYHOH THIICPTCH3UH.

Jlerounas

TMMpaHTHIKTA3HS

Penxoe HapylIecHHe pa3zBHUTHSI JIETKHX, XapakTepH3yIoleecH

CyOIIEBPAILHOM, MEIK/I0ICBOM. 1IEPHBACKYIAPHON W NepHOPOHXHATBEHON

TuMdaHrHIKTA3HEH,

AHomainu
cyphakranTHoro

OeJsika

I'enetnyeckn o0O0ycnoBlIeHHBIH AeQHUIHUT [MOBEPXHOCTHO-AKTHBHOTO
beska cypdakTaHTa, NPUBOIAIIMNA K HApYIIEHHIO Pa3BHTHA JIETKHX.
BeIaensoT cocTosiHUS, COMPOBOKIaeMble NeUIUTOM cypPaKTaHTHOTO
nporenHa B u cypdaxrantHoro nporerna C. MoxeT MpoSBIATECS KaK
UHTEepcTUlMaNbHOEe 3albosieBaHHe JIerKHX.  BeposTHas mnpuyHHA —

myTanuu B reHax ABCA3, TBX4, TT®1/HKX2-1.

Jlerounsli
HHTEPCTUHLHATLHEIA

INHAKOIreHos3

O0ycnoBileH aHOMaJbHBIM HAKOIUICHHEM TIJIHKOTeHa B HMHTEPCTHIIHH
JIETKOTO, YTO IIPUBOJIMT K €0 YTOIIISHHIO U 3aTpyaHseT 1uddy3uio razos
yepes aJIbBEOJIOKANUILISIPHY IO MeMOpany. I'ncronoruyeckumu
XapakTePUCTUKaMH ABIISIOTCS HAKOIUIEHHE MOHOYACTHYHOIO TJIMKOIeHa B
HHTEPCTULHAIBHBIX KJIETKaX M CBA3aHHBIE C 2THM HapyuUIeHUs pocTa

JIETKUX, BIUSIONINE Ha BCE CTPYKTYPbI JIETKHX.
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dedexr passurus |Cocyaucras naro/iorus

JII" npun Gonesnn MuorodakropHoe  cocrosiHHe, BKJIIOHAIOLIEE pelHIHBHPYIOLIHE
Jayua 0OCTpYKTHBHbIE  3a0ONeBaHUs  BEPXHHUX  JBIXATEJbHBIX  IMyTeH,
TpaxeoOpOHXOMAIALHMIO, racTpods3odaraibubii pedaroke, yMeHbUIEHHbIH
00béM nerkux. llpu wammuuu BIIC ¢ aprepuo-BeHo3HbIM cOpocom JII
pasBuBaercsi B 1nepBble Mecsiubl ku3HH. Ho JII' npu CJI Moxer

maHudecTupoBath U B oTcyTcTBHH BIIC,

1.2.4. I'pynna 4. Jlerounas runepreHsus, o0ycjoB/JeHHass 00cTpyKIHeH JIero4HbIX
aprepHii
Pernonanbuoe win auddysHoe noBellIeHHE JABIECHUS B CHCTEME JIETOYHOI apTepHH MOXKET
ObITh 00yciOBIEHO MHOXeCTBOM (haKkTOpoB, Biouas nepudepHyecKue CTEHO3bl JIEMOYHBIX
aprepui (Kak BpOXKJIEHHbIE, B T. 4. B cocTaBe komOmHupoaHHoro BIIC, Tak u npuoOpeTeHHEIE,
HanpMMep, B CJIEICTBHE IIEPEHECEHHOTO apTepuMTa), @ TaKkKe CAaBJIeHHE WM OO0CTPYKIUIO
JIErOYHBIX apTEPHH aHTHOCAPKOMOMH, APYIrMMH BHYTPHCOCY/IMCTHIMHU OITYXOJIIMH HIIH KHcTaM |1,
6, 8]. Hanpumep, nerousblii ruatuiaos sBISETCS JAOMHHUPYIOWEH (OPMOH IXHMHOKOKKO3a B

neaarpuyeckoi nonynsiguu [ 138].

Hanbosee yactoii npuuunnoii JIT', 00ycnoBieHHOH 00CcTpy KLIMEH JIerouHoi apTepuu ABIseTCs
XpoHH4yeckas TpoMOodMmOosimyeckas JerodyHas runeprensus (XTDJII) — peakoe, HO
NOTEHLUHMAIBHO OIACHOE JIIS1 HH3HHM COoCTOsHUe, Habinoatotieecs y Hebob10i yacTH G0JIbHbBIX
nociie ocTpoi TpoMOoIMO0IKMK Jlerounoit aprepuu |139]. Tpurrepom 3aboneBanus sBiasercs
HepaspelMBlIascs TpoMO0IMOOIHS MPOKCUMAIbHBIX M CPEIHHX CErMEHTOB JIETOYHOIO
apTepHaIbHOTO pycia ¢ MocieaAyolled opranu3aiueii TpoMO0THYECKOH Macchl ¢ 0bCTpyKIHei,
4aCTHYHOMN WJIM TIOJTHOHM OKKJIIO3HEH MPOCBeTa JIErOYHbIX apTepHii Gudpo3Ho-0praHn30BaHHEIMH
TpoMmbaMu. MexaHuueckas OOCTPYKIHMSl 3alyCcKaeT Mpolece BTOPHUYHOH BACKYJIONATHH C
KOHIIEHTPUUECKHM PEMOJICITHPOBAHUEM HCOKKITIO3HPOBAHHBIX JHCTANBHBIX OT/C/IOB JICTOYHOTO
cocyaucroro pycna. Gopmupys npekanumuisipueiii tun JII, mo  martomopdonornueckum
npu3Hakam  noxoxuit na JIAl. KpuTepueM nocTaHOBKH JuarHosa sB/ISICTCS HallU4He
npekanuuispHod JII', nmoaTBep:kI€HHOH NpH KaTeTepH3allMM MpaBeIX OT/CIOB cepaua B
COYETaHUH C BepHHUKALMEH opraHu30BaHHBIX TPOMOOB/IMOOIIOB B JIEFOYHOM CTBOJIE, 10JEBBIX,
CerMeHTapHbIX, cybcerMeHTapHbIX JIErOYHBIX apTEepPHsIX 110 JJAHHBIMH CEJIEKTUBHOH aHruorpadumu,
MHOTOCpEe30BOil KOMIIbIOTepHass TOMOrpaduu, BBISBICHUU XapaKTepHbIX nedexTos nepdysuu
JUCTAJIBHBIX YYAaCTKOB JIEMOYHOIO COCYJMCTOIO pycjla [PH BEHTHISILHOHHO-NEepdy3HOHHON
cuuHTurpaguu nerkux [6, 140, 141]. [Ipu nokazanHom snuzone TDJIA auarHocTHUECKHH MMOMCK

s uckmodeHus QopmupoBanus XTDJIIT HeoOXoaAMMO MpeanpuHATH uepe3 3  Mecsua
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aJIEKBaTHOM TepallMu aHTHKOAryJSIHTAMH, HO ¥ TIAlHEHTOB C BEIPAXKCHHOM CHUMITTOMATHKOMW HIIH
y MalHEHTOB ¢ yXY/ALCHHEM COCTOSHUA MOXeT noTpeboBathes Oosiee paHHee obclieoBaHHE.

B orcyTeTBHE AeUEHHS. TIPH TPOrPECCHPYIONICH NPABOKENY/IOUKOBOM HEJIOCTATOYHOCTH
nporuos (arajibhbiii. CBoOEBpeMeHHAss TPOMOIHIAPTEPIKTOMHS SBJISETCS onepainueil BeiOopa,
NPUBOSALIECH K 3HAYHTEIBHOMY YIYUIICHHIO (YHKIIMOHATBHOTO COCTOSHUA, CEPACYHO-JIErOYHOM
reMOJUHAMHKH U BBIKHUBAeMOCTH [142].

bonee nonoeunwl neredt ¢ XTDJII' Hu mMeloT B aHamHe3e ykazanuii Ha TDJIA unm
BE€HO3HBIE TPOMOO3bl. OKOJIO TPETH NALMEHTOB J0JIroe BpeMs Ha0oJa/iuch ¢ auario3zom HJIAT,
YTO TOBOPHT B 4pe3BbIYaiiHON BakHOCTH HcKmoueHus XTDJI y takux manuenTos [142]. Ilpu
9ToM akTopel pucka TpoMO0odMOOAMK BhIABIAAIOTCH v GomenmmHeTBa getei ¢ XTDJI, w,
NPUMEPHO, y TPETH NALHEHTOB UMEETCs TONIOKHUTEILHBIH ceMelHbIi anaMue3s TpoMO0IMOOITHH.
bonee 80% uxnereit ¢ XTDJII' uMmeroT ykazaHus HA THIIEPKOAryJsiMIO, B OCHOBE KOTOPOH
3abosieBaHusA, COMpOBOX/AaeMble TpoMOoduaHeil. VYBeTWUYEHHBIH YPOBEHb BOJIYAHOYHOTO
AHTUKOAryJIsIHTa, aHTHTEN K KapauoiunuHy W aeduuut nporemHa C u S - Haubosee
pacnpocTpaHeHHble (aKTOpb, MpepacnoiaraloiuMi kK TpoMbodumny. MyTaliii, Koaupyomnime
Henox antutpomOuna I, mporpomObuHa, nnasmunorena paxkropa V Jleinena nin gaxropa VIII
Takke MOryT OBITh (hakTopom pucka XTDJII.

B orcyrcrBre npu3HakoB TpoMGodunny, pakTopaMu pucka TpoMO0IMO0IHH MOTYT OBITh
3a0o0/ieBaHUsl M COCTOSIHHS, AacCOLMHMpYIOLIHecs ¢ pHUCKOM TpomMOooOpa3oBaHus, BKJKOYas,
BEHTPUKYJIO-aTpHaibHbId  1IyHT, cuHapoM Kiunnens-Tpenone-Bebepa, HedpoTHYECKUH
CHUHIPOM, JUIMTE/IbHAs WMMOOMJIM3ALIMS KOHEYHOCTH, IeMOIVIOOMHONATHH, COCTOSIHHE Tocie
CIUIEHIKTOMHH, B T. 4. ayTOCIICHIKTOMUH, HAIpUMEpP IPU TOMO3UTOTHBIX (POPMAxX CEPIIOBH/IHO-
KJICTOYHOH  aHeMHH, [UIMTE/IbHbIE  LEHTPAJIbHbIC  BEHO3HBIE  KATETEpbl,  JJIEKTPO.bI
BHYTpPHCEP/JICYHBIX HMIUIAHTHPYEMBIX YCTPOHCTB, 3J10KadecTBeHHbIE HOBOOOpa3oBaHUs B
aHamuese [140-142]. Takue nanMeHThl AOHKHBI IPOXOIHUTE PETYJISIPHBIH CKPHHUHT, MOCKOJIBKY
cBOEBpeMeHHOCTH NeueHus TDJIA umeer kpuTHUecKoe 3HadYeHHe. Y nereil ¢ nokazannoi TOJIA
Ha (GoHe runepkoaryIsiud U/uiu Apyrux (akropoB pucka TpoMOOIMOOTHUH PEKOMEHITyeTCs
THiaTenbHoe  oOcleOBaHWE,  BKJIOYAA  IPOBEJCHHE  BEHTHJISIIHOHHO-NIep(y3HOHHOIO
CKAHMPOBAaHMS M  aJeKBaTHOe JieyeHHe Ui oOecrnedeHuss [MOJHOrO  paspelieHHs

TpomOo0OpazoBaHus.

1.2.5. I'pynna 5. JleroyHasi runepreH3tsi ¢ HeACHBIMH H/HJIH MHOro()aKTOPHBIMH

MEXAHHIMAMM

B ITY I'pyIlIlY BKIIIOYCHBI 3360H8B3HH${, 0 KOTOPBIX H3BECTHO, YTO OHH MOI'YT OCJIOXNKHHTBLCS

JIErO4YHOH FHHGpTCHBHeﬁ, HO MEXaHH3M €€ pa3BHTHA €ll€ J0 KOHIla HC H3Y4YCH HJIH BK/IHOYACT
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HECKOJIBKO MYyCKOBBIX (paKTOPOB, CTENIEHb BIHSHHE KOTOPLIX TAaKKe HY)KIaeTcs B U3ydeHuH [1, 6,
8, 143].

Knaccudukanus 3aboneranuii, Boueamux B 5-1o0 rpynmy JII', mpeacrarnena B Tabauue 6.

Tadauua 6. Ioaxnaccel neroyHoil runepteHsuu S5-it rpynne: JII' ¢ HesCHBIMM H/MIIKM

MHOTO(aKTOpHBEIMUA MeXanu3zMami [ 1, 6, 8, 102, 143-160]

I'pynnsi 3a601eBanuii 3abosieBaHus

5.1 'emaronoruueckue 5.1.1. 'emonuTHYECKHE aHEMHH

HapyllIeHHUs 5.1.2. MuenonposudeparuBabie 3a001¢BaHUA

5.2 CucreMHBIE H 5.2.1. Jlanrepranco-kjaeTOYHBIH TMCTUOLHUTO3 JIETKHUX

meTabonuyeckue 3adonesanus | 5.2.2. Bonesus [Notne
5.2.3. I nMKOreHO03bl
5.2.4. Heitpopubpomartos
5.2.5. Capxonao3

5.3. Hpyrue 5.3.1. Xponuyeckas royeqyHas HeJOCTATOYHOCTS C
reMOHann3oM uiu 6e3 Hero

5.3.2. ®uOPO3UPYIOMIMIA METHACTHHHUT

5.4 CnoxHble BpOXKICHHBIE 5.4.1. CerMeHTapHas JIeroyHas rHIEepTEeH3UA

[IOPOKH cepaua * OTXOXK/IeHHe  JIerOYHOH  apTepud  OT  OTKPBITOrO
apTepUalbLHOTO POTOKa

* ATpesus Jero4Hoi apTepuu

* Atpesus JIErO4YHOM aprepuu c nedeKToM
ME}OKeTy/I0YKOBOH TMeperopoJKd W KPYNHBIMH aopTo-
JIErOYHBIMH KOJUIATepaIbHBIMH apTepUsIMU

* leMuTpyHKYC

* pyroe

5.4.2. EAMHCTBEHHBIH XKemya04eK (HeolepHpOBaHHbIA H
ONEepUPOBAHHEIN)

5.4.3. Cunapom grarana
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I'emorsiobuHonaTHH

JIT" apnseTcs peaKHM, HO (haTambHBIM OCIIOXHEHHEM Y OOJIBHBIX ¢ reMOrI00MHONIATHAMH
[144-149]. Tlpu DXOKI ckpuHuHre OONBHBIX ¢ CepHOBHIHO-KIETOUHBbIMH aHeMusMH (CKA)
perucrpauust ckopoctu TK peryprutanuu Oonee 2,5 M/c accomuupyercs ¢ 8-9 KpaTHBIM
yBeIHUEHHEM pHCKa paHHeil rubenn [146, 147]. Hecmorps Ha OTHOCHTEILHO HeOONbIIHE
noka3atenu ckopoctd TK peryprutauuu, 3-1eTHssl IE€TATbHOCTh MOXET JOCTHIraTh y TaKHUX
OonpHbIX 40% W KOppeNupyeT CO CTENEHbIO BHIPAKEHHOCTH BHYTPHCOCYAHCTOTO IEMOITH3A.
Ocuognbie et CKA BnusitoT Ha (PYHKIIMIO BCEX OPIraHOB M BKIIIOYAIOT BHYTPHUCOCY AHUCTHIH
reMOJIM3 H MYJIbTHCHCTEMHY IO BACKYIONATHIO, 00YCIOBICHHY IO MG (Y3HONH OKKIIIOZHEH METTKHUX
COCYJIOB C HINEMHYECKU-TIEP(Y3HOHHBIM TIOBPEK/JIECHHEM COOTBETCTBYIOIIMX OpraHosB.
BricBoOoXkKIeHHEe CBOOOAHOTO IeMOrjio0OMHAa W apriuHa3bl B KPOBOTOK IPHBOJIHMT K COCTOSHHSAM
XpoHHuecKoii ne3okcurenaiiu [148]. [pu nanHo# rpynne reMoraoduHonaTHii narogusnonorus
JIT', kaKk npapuJjIo, UMeeT PU3HAKHU peKanwIapHoH JII', HO MOXeT OBITh MOCTKAITHJUIAPHOW HITH
KOMOMHHPOBAHHOM, €CIM B MATOJOTMYECKH Ipolece BOBJIEKAeTcss MHOKapa M (opMHpyeTcs
nuactonuueckas ero auchynkuus [149-151]. B oTBeT Ha COCTOSIHHE XPOHHYECKOI0 reMoOJIM3a
YCHIIMBAETCSl CHHTE3 OJHJAOTENMHA-1, CHHXKAETCs JOCTYNHOCTh MOJICKYJ OKCHAAa a30Ta, 4TO
NPHBOAMT K TMOBBIIIEHHOH aJre3ud COCYIMCTBIX Kierok. Hapymenus Oananca Ba3oakTHBHBIX
NENTHAOB W ONOCPENOBAHHAS  TEMOJM30M  THIIOKCEMHS  TOJIEPKMBAIOT  CTOHKYIO
BA30KOHCTPUKIIMIO JIErOYHBbIX cocyloB. Ilatoremernmueckuit kackan mpu CKA Takke Moxer
BKJIIOYATh XPOHHYECKOe TpPoMO03MOOIHYecKOoe MMOBPEKICHHE M aCelTHYECKOE BOCIAICHHUE.
Mynetucucremuass  nponudeparuBHas — Backynonmatus npu  CKA,  mpossnsiomascs
jumacronuueckor  auchyuxknuein JODK, JII, apuTMMsMM M XpPOHHYECKOH OOJIE3HBIO MOYEK,
NPOSABIAIOT ce0s Ha BTOPOM JecATUICTHH Ku3HH [148-151]. Jlnacronuyeckas aucdyHkuus, JII'

¥ BHE3alHasi CMEPTh ABJISIOTCS OCHOBHBIMH pu4YnHaMu cMepTHOCTH oT CKA [150-151].

MuenonpoandepaTuBHbIe 3200/1eBaHHA

Cpenyn nanueHToB ¢ muenonponudepatuBHbMu 3abonesanusamu (MII3) Haubosbiemy
pucky paszuTHs JII' oBEpKEHBI MALMEHTHI ¢ XPOHUYECKUM MHEJIOMIHBIM JIEHKO30M, HCTHHHON
MOJIMIUTEMHUEH, HCCEHUHMAJBHBIM TpoMOonuTo3zomM U Mmuenodpubposom. Paseutue JII'
ACCOLMUPYETCS Y TaKHX OONBHBIX CO 3HAYMTEIbHBIM CHIJKEHHEM BbDKHBaeMocTH [152, 153].
[Tatorenes JII' npu MII3 umMeeT [Ba OCHOBHBIX (hEHOTHIA: XPOHHYECKas TPOMOOIMOOIHYeCcKas
JII' (XTOJII) m nponudeparvBHas JierouHas aprepuonartus. TpoMOoTHUeCKHe SABICHHS (Kak
BEHO3HBIE, TAK H apTE€PHAIIbHBIE) H MUKPOIMPKYJISTOPHbIE HAPYLIEHUS XapaKTEPHbI A7 O0JIbHBIX

HCTUHHOH TOJHIMTEMHEN H JCCEHUMATbHBIM TpoMbonuTo3som [154]. Jlerounas sackyonaTus
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MOXET OCIOKHUTE TeueHue MII3 mnpum wYacTo COMyTCTBYIOIIEM MOPAXKEHHH II€YEHH ¢
TIpHCOEIMHEHNEM TTOPTATIbHOM runepreHsun y 13% donenbix ¢ MII3 [155].

He menee BakubeiM (hakTOpOM siBJIsIeTCs JieKapcTBeHHO-uHAyuposannas JII' mpu MII3.
WHrubuTopsl THPO3WHKMHA3KI, KOTOPbIE YacTO UCIONb3ytoTes B Tepanuu MII3, accouuupyrores
¢ npekanuwsAspHbIMU Gopmamu JII™ [156]. TIpu sTom Takue dopmel JIADT MmoryT perpeccuposarh
rnocJjie MNpeKpalleHus Kypca Impenapara. |paHCIJIaHTalMs KOCTHONO MO3ra TakKe MOXKET

YBEJIHYMTE PUCK JIETOYHOM BEHOOKKIFO3HOHHOM Gose3nn y nmanuentoB ¢ MII3 [157].

XpoHuyecKasi NOYEHHAH HEJOCTATOUHOCTH

Jlerounas runepren3us (JII') yacTo BcTpeuaeTcs y MAIHEHTOB ¢ XPOHHUYECKOH 0OJIE3HBIO
noyek (XBII) u ¢ accouuupyercst ¢ BEICOKO# JieTanbHOCTHIO [158]. bonbluMHCTBO MALMEHTOB €
XBIT uMeroT MOCTKAITHI LI PHBLA WIH KOMOMHUPOBAHHBIH ITpe- K MocTKanuuspHbld Tui JII', pexe
H30IMpOBaHHbI npekanuusapueid tan JIIT [159]. Mexanuzm passutua JII' npu  XBII
MHOrO(GAKTOPHBIH HM MOMXET BKIIOYATh: XPOHHYECKYIO Teperpy3ky oosémom JIK,
pEMOJIEIMPOBAHUE JIETOYHBIX COCYJOB HW3-3a aucOaiaHca ypPOBHS Ba30aKTHBHBIX (DaKTOPOB
(HanpuMep, OKCHAA a30Ta, [POCTALMKIMHA U JHIOTEIHWHA), BOCHAIMTENLHOE MOBPEKICHHE H
COIYTCTBYIOIIUE 3a00/I€BaHUs JIETKUX (HallpuMep, OOCTPYKTHBHOE allHOD BO CHE M XPOHHYECKHH

OOGCTPYKTHBHEIH CHHAPOM), KoTopble 00br4HO cBsizanbl ¢ XBIT [160].

1.3. Dnuaemuosiorusa_3a00/1€eBAHNA HJH_COCTOSHHA (rpynnbl 3200/€BaHHi_WJIN

COCTOSHHUIA)

JIT' — nmoTeHunaibHO daransHoe 3adoleBaHle, KOTOPOE BCTpeyaeTces B JIIOOOM Bo3pacTe.

PacnipocTpaH&HHOCTh 3HAYUTEIBLHO BapbUpPyeT B 3aBUCHMOCTH OT DPETrHOHA MHpa, NpHYEM
pasnuyMs ONpeessiOTCS MeHeTHYSCKUMH, reorpad@HyecKHMMH, 3KOJOrHYECKUMH H COIHAIBHO-
sKOHOMHYeCKHMH (akTopamu [6, 100, 161-165]. 3Ha4yMTENbHBIA MpPOrpecc B AHArHOCTHKE H
nedenud JII' OCTENEHHO MPEBPATHII 3TO COCTOsSIHUE W3 ophaHHOro 3ab0JIeBaHHsl B CEPhE3HYIO
riobanbHyo mpobnemy 3apasooxpanenus [161]). Ilo omenkam, okomo 80% riobanbHOrO
fpeMeHn GONE3HN MPUXOJUTCS HA CTPAHBI C HH3KHM H CpeJHUM ypoBHeM jgoxona, rae JIIN vame
BCTpeyaeTcs y Oosee MOTOIBIX JIIOIEH, 10 CPAaBHEHHIO CO CTPAaHaMH C BEICOKHM YPOBHEM J10X0/1a,
rae JII' npeoGnamaer y noxKuislX Jroaed crapuie 65 ser [162]. Ilpu ToM, uTo Haubonee
pacnipocTpaneHHoi npuuunoii JII' Bo BceM Mupe sBNstoTcs 3a00/1eBaHHE JIEBBIX KaMep Cepana,
pacrpocTpadeHHocTh JII' Ha OPSAI0K BhIllIE B rpYIIIax pucka, Takux kak BUY-unduuuposannbie
NalMeHThbl, OOJIbHBIE INHCTOCOMO30M, CHCTEMHBIM CKJIEPO30M HIIHM CEPIIOBHIHO-KIETOYHOM

anemueii [101, 104, 148, 161-164].
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HcTtuHHast paclipocTpaHEHHOCTh 3abojieBaHMs y JAeTeH HOocToBepHO HeusBecTHa. [lo
JaHHBIM TOJITAHACKOTO HAlMOHAIBHOIO SHHIEMHOJIOTHYECKOr0 HCCIIEI0BaHHsA, €XEroJHbIH
ypoBeHb 3aboneBaemoctH JII' cpenu neteit cocrapiser 63,7 va 1 000 000 mereit [165]. U3 Hux
82% umenu Tpanzutopuyto JIAL, Bkmouas nepcucrupyroinyto JII' HoBopoxaeHHoro u JIAIL nipu
BIIC, pa3pelimBIiytocs mociie CBOEBpeMEHHOH Koppekiut. | pynna nporpeccupyomux Gopm B
26,9% obpazosana JIAT (13 Hux 28% — uJIAIL', 72% — JIAI'-BIIC), 27,8 % — JII" npu nopaxxenuu
JIeBbIX oTienoB cepiua, 44.2% — 3abonesanus Jerkux/runokcemus. 0,9% —rpomOGoambonnyeckas
OONe3Hb.

[lo maHHBIM HAIHOHAJBHBIX PETHCTPOB, 3a0oneBacMocTh BceMu rpynnamu JII' y nerei
3HAYMTEJILHO BapbupyeT — oT 4 10 10 ciyyaes Ha 1 000 000 nereit B rox B Epone u ot 4,8 10 8,1
cnydaes Ha 1 000 000 mereii B ron B CeBepHoii Amepuxe [101, 165-168].

Pacnpoctpanenrocts JII' BappupyeT o1 20-40 cnyuaer Ha 1 000 000 nereit B Esporne 110
25,7-32,6 cnyuaes Ha 1 000 000 nereit 8 CILIA [1011, 165-168].

T'enodepuole xapaxkmepucmuxu

VY B3pocneix GonbpHBIX JIAI' 3ab0oneBaHHe MMeeT XOpPOLIO YCTAHOBICHHBIH IeHIEPHBIH
IUMOpPGHU3M, KOTOPBIH KacaeTcs He TOJBKO amuaeMuoaoruu JIAIT y JKeHIIHH U MY¥KYHH, HO H
pa3uuvs B KIMHUYECKOM TedeHHe 3a0oJieBaHHs, OTBETE€ HA TEpamHil H, COOTBETCTBEHHO,
nporaose 3aboneanus [39, 164, 169-170]. PacnpoctpanenHocts JIAI' y sxeHIIMH IPUMEPHO B
1,7-4 pasa BbmIe, TOraa Kak Oojiee HeONAronpUsATHBIH MPOTHO3 ACCOIHHPYIOTCS C MYMCKHM
nojoMm. Jlns myxunn ¢ JIAT xapakrepusl GoJiee BbIpajkeHbl HapyleHHs (QYHKIHH IPaBoOro
AKelylouka ¥ 6oJiee HU3Kas BBDKHBAEMOCTh. B maToOHONIOTHH FeHAEepHBIX XapakTepucTHK JIAL
YUACTBYIOT HE TOJBKO 3HJOTEHHBIE IMOJIOBBIE TOPMOHBI, B 4acTtHocTH 17B-3cTpannon u ero
MeTabOJIMTEL, HO pa3lHudyHe B YPOBHE OKHMCIMTEIBHOIO CTpecca ¢ MEHBIICH aKTHBHOCTHIO
AHTHOKCHAHTHBIX (EpPMEHTOB Yy MYXKYHH, pPa3Jd4HBIA THI KIJIETOYHBIX pPEaKIMH ¢
npeobajaHreM arnornTo3a JJis JKeHIIHH | KJIETOYHOr0 HeKpo3a Y MYXK4HH [1].

XapakTepHoe Ul B3pOCIIbIX IpeobiiafaHue UL XKEeHCKOoro Bo3pacTta B cTpykrype JIAI ¢
COOTHOIIEHUEM KEHUIMH B MYuuH ~1,7:1-4,8:1 He HabmonaeTcs npu nebrore 3abolieBaHus B
JIETCKOM BO3pacTe, IPH KOTOPOM 3ab0J1€BaeMOCTh B 11€JI0M OJMHAKOBa IS MAJIbYHKOB H JIEBOYEK.
BripakeHHass BO3pacTHas W naroreHetuueckas BapuadenbHocTs JII' w JIAI, B wacTHOCTH, B
neauaTpUYeckoil MOMyJSLHH  ONpEeJessioT M pasjIMuHble TEHAEPHBIE XapaKTepUCTHKH
BO3pacTHBIX rpynm. Bo 2-5-i rpynmax JII' coorHomenne Manbuukos M aesouek 1:1-1,5:1 ¢

He3HAYMTENIbHBIM IIpeodiasanueM ULl MyXKcKoro mnosa [165-168].
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I'pynna 1. Jlerounas aprepuajbHasi THNIEPTEH3UA

Houonamuueckas JIAI

Pacuérnbie nokasarenu 3aboneBaemoctd uanonatudeckoe uJIAI™ Bapeupyior ot 0,47 no
1-2 ciryvaes Ha 1 000 000 ngeTeit B 3aBHCHMMOCTH OT PErHOHA, ¢ OLICHUBAEMBIMU MOKA3aTEIAMHI
pacnpocTtpadeHHocTH oT 2,1 10 6,0 ciyuyaes Ha 1 000 000 nerckoro Hacenenus [101, 165-168].

Hacneocmeennasn JIAI"

HMctunnas pacnpocrpaHéHHocTs HacieactBenHoit  JIAIT  (wJIAI) He wu3BecTHa.
Hudopmarus HakariMBaeTcs MOCTENEHHO [0 MEPE U3YUEHHS POJIH MOJIEKYIAPHO-TeHETHYECKHX
U snurederuyeckux gaxkropos B narorenese JIAI [40-42, 52]. B reniepHoii cTpyKType MyTallMid
B reHe BMPR?2 npeobnanator myk4uHsbl (10 78%). Ilopaxenusie mytauueii B rene BMPR2, kak
[IPaBHJIO, MOJIOKE H UMEIOT O0Jiee TSKENOe KIMHUYECKOE TeUeHHE U porHo3 [40].

JIAL, unoyyuposannas nekapcmeamu u mokcuHamu

PacrnipoctpanenHocTb 310l rpynnel JIAIT y fnertei He u3BecTHa.

Accoyuuposannete gopmor JIAI

[Tokazarenn 3abosieraeMocT accouuupoBaHubix Gopm JIAD (aJIAT') BapeupyrotT ot 4,3
1o 7,3 cnyyaes Ha 1 000 000 gereif B 3aBUCHMOCTH OT PErHOHA, C OLIEHUBAECMBIMH MTOKa3aTeIaMHU
pacnipocTpadeHHOCTH oT 21,3 10 27,0 ciyuaes Ha 1 000 000 netckoro Hacenenus [101, 165-168].

JIATL, accoyuuposannas ¢ cucmeMHbiMu 3a601e6aHUAMU COOUHUMENbHOU mKanu (JIAT-
3CT)

Y B3pocnbiX OoNbHBIX 3a00s1eBaHUA COCAMHUTEILHON TKAHM SBISIOTCH OJHOH M3
ocHoBHbIX npuunn JIAL, cocrasnss okoso 20% [61, 161-163]. V nereit JIAI'-3CT BcTpeuaeTcs
PeaKO, 10 JAHHBIM Psijia HALMOHAIBHLIX PErHCTpoB 3Ta rpynna cocrasiuser 0-4% nanueHToB C
JIAT [101, 165-168]. Bo MHOroHanHoHanbHoH koropte U3 389 neteit ¢ CHCTEMHBIM IOBEHHIIBHBIM
aprputoM u3 perucrpa CARRA y 16 (4%) Obina auardoctuposana JIAIT [171]. [To panHbIM
OXOKI" ckpununra JIAI" Obima auarnoctupoBana y 2% koroprel W3 850 nereli ¢ cHCTEMHOMH
KPacHO#t BOJMAHKOM B TeuyeHHe NepBbIX 2 JIeT NOCTaHOBKH AHarHosa [172].

JIAT, accoyuuposannas ¢ BHY-ungpexyueu

Tounas pacnpocTpaleHHOCTL JAerouHoil runeprenzun vy BHUY-nnduumposannbix jaeTeh
HewssectTHa. Ouenku pacnpocrpanentoctu JIAL v 3pocibix BUY uunduuupoBanubix BapbupyioT
or 0.5% mo 9.9%, uro npumepro B 1000-2500 pa3 Bbuue, yem B oOlIeH, YTO ONpenEiseT
PEKOMEHJIAUMIO peryjspHoro ckpuHuara BWY-unpuumpoBaHHbIX B3pocibix [74-76]. B
sHaeMuyHsx no BHWY permonax Asuu, Adpuku u HOxHOH AMEpUKH Yy BEpTHKaIBHO
uHpuuuposanubix BUY nereii pacnipoctpanennocts JIAIT Bapeupyer ot 4,4% 1o 7%, yacrora
xomOuHupoBaHHbIX (opm JII' gocturaer 40% [75-83]. Ilpu 3TOoM BO3pacT 3apa’keHHs Urpaet

pelnatoiiee 3HadeHue. Y sapaxeHnslx BUY B pannem Bospacte pacnpoctpanenHHocts JIAI'-BMY
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cocraBisieT 48-75%. 3a npexenamu ongemuueckux pernoHos JIAT'-BHUY y neteii Bcrpeuaercs
penKo: eqUHUYHbIE ClTyuyaH B KaXkKIoM M3 perucrpoB Mcnanun, Hunepnanios u BenukoGpuranuu
[165-166]. Takas peakas BbISBIAEMOCTb MOXET ObITb 0OyCIOBIEHAa  OTCYTCTBHEM
CUCTEMaTHUYECKOro cep/euHo-cocyiucToro ckpuiunra y aerei ¢ BUY undexuueii. [lockonbky
JIAI' MoxeT mposBIATBCA TOJNBKO dYepe3 oAbl HIH JIECATHIETHS [0Cle 3apaKeHHs,
CHCTEMaTHYECKHH CKPUHHUHT cileayeT pekoMeH10BaTh BUY-HHGHIHPOBAHHBIM JIETSIM.

JIAT, accoyuupoeannas ¢ nopmaibHou cunepmeH3uen

Bo B3pocnoii nonymsuuu I pasBuBaercs y 1,1-6.3% mnauMeHTOB C NOpPTajJbHOM
rHNepTeH3uei, B OOJBIIMHCTBE cliy4yaeB 00ycC/OBIeHHOH uHppo3om nedeHu [60]. ¥V neredt ¢
noprayibHOMH runeprensueit pacnpocrpanennocts [N konebnercs ot 1% no 5,2% [53-55].
Pacnipoctpanennocts JIAI npu y aeteii ¢ BITKII MmosxeT BapbupoBaTh B 3aBUCHMOCTH OT perHoHa
ot 10 1o 45%, uro onpenensier BIIKIL kak Begymyto npuunny [1I1I" y nereit [55-58].

JIATL, accoyuuposannas ¢ BIIC

Tpausutopnas JIAL', npexoasias nocne koppekitnn BITC Berpevaercs B 21,9 ciyuaeB Ha
1 000 000 u siBseTCS OJIHOH M3 caMbIX pacnpocTpaHéHHbIX Gopm JIAD y neret, yerynas TOJIbKO
MEPCHCTUPYIOLIEH JIErouHON THNEpPTeH3UuH Yy HoBopoxJeHHbIX [165, 173, 174]. Ilo gaHHBIM
HalUMOHANBLHBIX perucTpoB EBponsl pacnpoctpanenHocTh JIAI-BIIC y ngetedt 3HauMTENBHO
Bapbupyet o1 7.8 1o 15,0 va 1000 000 neteii B 3aBucHMOcTH OT pernona [101, 165-168, 173-174].

B  crpamax ¢ 10cTaTOMHO  Pa3sBHUTOH  CEpJEYHO-COCYJIMCTOH  XHpyprueu
pacnpocrparennocts JIAI y B3pocnbix ¢ BIIC cocrasinser okono 4,2%, NpencTaBlieHHOCTh
NalMeHTOB ¢ CHHAPOMOM Dif3eHMeHrepa MUHUMalIbHA U He npebinaet 1% [173, 174]. TlpocTeie
npetpukycnuaanbisie BIIC ¢ apTtepuoBeno3nbsiM copocom ocnoxkusatoTes JIAT B 6-17% ciyyaes,
KaK MpaBuio, Ha 3-4 JleCATUIICTHH Xu3HH, U3 Hux CD paseuBatotr He Oonee 2%. Hanpotus,
nocrrpukycnuaaisibie BIIC ¢ aprepuoBeHo3HbM cOpocom ocnoxkustores JIAD yxe na 1 roay
#u3HK, 50% M3 HUX Pa3oBRIOT CHHAPOM Dif3eHMeHrepa, 4TO OlpejelseT HeoOX0aUMOCTh
XHpypruueckoit koppexiuu gannoit rpynnsl BIIC B nepBbie Mecsausl )ku3Hu [45, 48, 49, 174, 175].

JIAL', accoyuuposannas ¢ tucmocomMo3om

ITo ouenkam BO3, B mupe Gosiee 230 MHIUIMOHOB Y€JI0BEK MOPAXKEHO LIMCTOCOMO30M, U3
kotopeix y 10% pasBuBaeTcs renarocenesénoyHas Qopma, KoTopas, B CBOK O4Yepelb,
ocnoxusiercst JIAI' B 5% [68]. Illucrocomo3 siBisiercs d>HIEMHYECKUM 3a00JIEBAaHHEM M PEIKO

BCTpeYaeTcsl B Pa3BUTBIX cTpaHax, snujgeMmuonorus LI-JIAI" y nereii He usBectHa.

JIATI ¢ yemouuusoim omeemom Ha mepanuio 6iokamopamu kaibyueeolx kananoe (bKK)
Onuaemuonoruo 3toi rpynnsl JIAIT emé npeactout u3yudThb. OCHOBBIBASCH Ha

kpurepusx CuTboHa, 7Ta NoArpynna MOXeT BKIo4YaTs okono 8-15% nereit ¢ nJIAT [13].
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JIAI' ¢ npusnaxkamu ¢ RPUSHAKAMU NOPANHCEHUSl 6eH/KANULIAPOS. 6EHOOKKNIO3ZUOHHAA
bo/e3Hb TecKux / 1e20uHbIl KANWIAPHBIT 2EMAHZUOMAMO3

ITo nanHBIM HaMOHAIBHBIX perucTpoB cTpad EBponel u CIIIA, a Tak)ke MEXI1yHapOoaHOIO
peructpa TOPP nannsiii Bua JIAI' nuarnoctaposanu B 0,7-2% coyyaes JIAL [164, 175].

Hepcucmupyrowas JII" nosopooicoennvix (I1/11'H)

[TJITH sienstetcss Haubosee yacTod npuunHoi TpansutopHoit JIAL, cocrapmss oxono 30
claydaeB Ha MHJUTHOH geTed B roxm [165-167, 175]. B snoxy, npeauiecTBOBAaBINYIO TEpanuH
HHTAISIHOHHBIM OKcHioM aszota, [1JII'H Bo3uukana npuMepHo y 2 u3 1000 poxkIEHHBIX )KUBBIMH,
IIpH TOM OHa Oblj1a HauGoJee BEICOKA Y JOHOIIEHHBIX M MMO3HUX HEJIOHOLIECHHBIX AeTel [176]. B
nepuon ¢ 2003 mo 2012 r. pacnpoctpanerHHocts [IJII'H cpeau riryboko HETOHOIIEHHBIX AETEH
coctaBuia 8,1%, mpuueM TEHACHLMS €KErOJHO YBEIHYMUBAETCS, OTYACTH H3-3a YBCIHYCHHS
BBDKHBAEMOCTH JIeTell ¢ KpaifHe HHU3KOM Maccolf Tena IpH pokIeHHH. J[0/11 HOBOPOXACHHEIX €
IJITH o6paTHO MpOOpIHOHAILHA TECTAIIHOHHOMY BO3pacTy: 3abosieBaeMOCTb cocTaBigeT 15-
22% vy nereit, pojuBinHXcs Ha 22-24 Henenle recrauuu, 1o cpaBHeHuio ¢ 3,8-5.2% y nerei,
pPOAMBIIMXCH Ha 27 Helelu recTaiuu 1 noxe [176, 177]. HecMoTps Ha ycniexu B HEOHATAJIbHOM
kapauopecnuparopHoi momon, ITJII'H no-npexueMy ocra&rcs OJQHOH M3 OCHOBHBIX MPUYMH
HEOHATAIBHOM 3a00JIEBAEMOCTH H CMEPTHOCTH € YPOBHEM JieTanbHOCTH 4-33% [95-98].

I'pynna 2. JIT', obycioBiieHHas 3200/ 1eBaHHSIMH JIEBBIX KaMep cepaua

VY p3pocibix GonbHeix JII' mpu maroforuM JIeBbIX Kamep cepila — oJHa M3 Hauboiiee
pacnipoctpanenubix hopm JII', kotopast cocraiser 48—80% B cTpyKType JI€rOYHBIX THIIEPTCH3UH
[101, 103, 104, 162, 178]. Duuaemuonorus JII' y nereii ¢ 3aboneBaHMAMHU JIEBBIX KaMep cepaua
HeuspecTHA. [l0 JaHHBIM HECKOJIBKHX HAIIMOHAIBHBIX Meauarpuyeckux peructpos JII' ora
rpynna 6oJBHBIX COCcTaBHIa OT 5 10 14% uccnenyemoit momynsauuu [165-168].

I'pynna 3. JIT', obyciioBiennas 3a00/1eBAaHHSIMH JIerKHX H/HJIH THIIOKCeMH el

Bo B3pocnoi nomynsauun y 3-4% NanMeHToB ¢ XPOHHYECKUMH 3a00JI€BaHHAMHM JIETKHX
perucTpupyercs nossimenune cpeanero JJJIA Gonee 40 mm pr. c1. T [6, 111].

V nereit mzonuposannas JII', acconumupoBaHHas ¢ 3a00JeBaHUAMH JIETKHX, oOpasyer
BTOpyI0 1o uucrneHHoctd rpynmy JIIT mocnme JIAI, cocraBmsis ot 34 no 49% Bcex
3aperucTpupoBaHHeIx cinydaes [101, 165-166, 175, 175]. 3abosieBaHus JIETKHX YacTo
conpoBoxaaloT apyrue rpynmst JIT: 10-12% nereii ¢ JII' uMeroT conyTeTByromue 3a00/1€BAaHHAA
nerkux, npu stoM BJIJ] aBnsercs Haubosiee pacnpocTpaHeHHBIM 3a0o0JieBaHUEM, KOTOpOE
ocioxusercs JII' B 25-30% ciyuaeB, GpopMHPYIO TSXKENTOE cepiedHO-TIeroyHoe 3ab0IeBaHue ¢
Kpaiine HeGnaronpusaTHeIM nporHozom [112-114]. o 47% nereit ¢ BJIM, ocnoxuénnoi JII
YMHpAOT 4Yepe3 2 roja nocie noctaHoBkd jauarHosa JII'. Taxénas, wacrto cymepcucTeMHas

dopma JII" ocnoskHsieT TeueHue 3aboneBanus Gosee 60% nereit ¢ BpoxaAEHHOM auadparmManbHOi
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IPBDKEH M TMIOIMJIA3HEH JIETKHX, Olpe/elias BbICOKMH ypOBEHb CMEPTHOCTH B 3TOM IpyIme B
nepuos HosopoxaeHHocTH [112-117]. JII' ocnoxusier Teuenue 4,3% nerell ¢ CHHIAPOMOM
HOYHOrO anuos [121]

I'pynna 4. JIT', obyc/ioBiieHHan o6crpyKuneii JierouHoii aprepuu

Mctunnas pacnpocrpanentocts XTOJIIT B nonysisiiu He W3BeCTHA, 3a00JIeBAHUE PEIKO
nuarHocrupyercsa y aeted. I[lo JaHHBIM HeckOJbKMX HalMOHAIBHBIX perucrpoB JII' y nerei
3ab0IeBaHME 3apPErHCTPHPOBAHO B €AMHHYHBIX ClIydasxX, cocTaniss npumepHo B 0-1,4% ciy4yaes
[111, 141, 165-168, 175].

I'pynna 5. Jlerounas runepreH3us ¢ HeACHLIMH H MHOTO(AKTOPHBIMH MeXaHH3MAMH
3a60.1eBaHHA

JII' siBsisieTCsl Cephe3HbIM OCI0KHEHHEM M OJHOH W3 OCHOBHBIX IMPUYHH IHOENN B3POCIIbIX
NaHEHTOB € XPOHHYECKHUMH reMoiauTHuyecKuMH aHeMusMH [144]. Ilpu IXOKI ckpuHuHTe
noseinerne JIJIA perucrpupyerca y 30% B3pocnbix ¢ remornoduHoM SS u y 10-25% c
remorjioounom SC [145, 146]. B wuccrenoBaHusX, HMCHONb3YIOUMX HHBA3WBHYIO OLIEHKY,
pacnpocTpaneHHOcTh JII' npu ceprnoBHAHO-KJIETOYHOH aHEMHH Y B3pOCIIbIX BapbHpyeT OT 6 110
11% [144, 145]. BepkuBaeMoCTh B3pOCiIbIX ¢ reMorioOuHoM SS B TeyeHue 40 MecsLeB Jaxe IpH
He3HaunTenbHOM noseinenuu JIJIA He npesbiaet 40% [151].

VY neteit JII" ocnoxuser reyenue 3adbonesanus y 10-20% nereit ¢ ceproBHIHO-KJIETOUHOH
aHeMHEH, TaKkyKe SABJISISICh OCHOBHOM pUuMHOi rudenu [147-149].

JI'  3HauMTenbHO  yXyAIAeT  INPOTHO3 M BBIKHBAEMOCTb  OONIBHBIX €
muenonponudeparuBabiMu 3aboneBanusamu.  [Ipy DXOKI ckpuHHHre naHHOE OCJIOKHEHHE
BoisiBiIeTcA B 35-40% ciyuaes [152. 153]. M3-3a TaecTH OCHOBHOTO 3a00/1€BaHHsA MHBa3HBHas
OIlCHKa MapaMeTpoB IeMOJAWHAMHUKH TPOBOJMTCS HE y BCeX MallMEeHTOB. B HccienoBaHHsAX,
MCIOJIb30BABIIMX HHBA3HBHYIO OlleHKY, KpuTepuu JII' BoisiBisiines y 7% Gonbubix [154-155].

JIT" sBnseTcs 4acThIM OCJIOKHEHHEM Y B3pOCibIX OOJBHBIX C XPOHHWYECKOH MOYEUHOH
HE0CTaTOYHOCTBIO — 110 48,7% no nanabiM DXOKI ckpuauara. PacnpocTpaHEHHOCTE N1€ro4HOM
CHUIIEPTEH3UH 3aBUCUT OT CTaauM 3abosieBanus U konebnercs ot 9 10 39% y muu ¢ XbI1 5 cranun,
ot 18,8 mo 68,8% y nmaumMeHTOB, HAXOAAIMXCS Ha reMoauamuse, U oT 0 10 42% y nanMeHToB,
HaxOo/SLIMXCA Ha nepuToHeabHoM auanuse [158, 159]. [Ipu uuBazuBHON olieHKe MapamMeTpoB
reMoJIMHAMUKH Nokazarend eué Beime: 10 68% nauuentoB ¢ XIIH umeror JII' B kayectse
dartanbHOTO OocnoxueHus. [Ipeobaanaroummm perorunom JII™ cpenu nanuentos ¢ XbI1 sensercs
noctkanuwusipHas JIIT, BesBasemass y 76% Takux OosibHBIX, pexe (24%) BBIABISIOT
npexamuwuspayio JII' [159]. Ilpu 5TOM BEDKHBaeMOCTh B 00€HX Ipynax 0JMHaKoBo HHU3Kad. [Ipu

npexanuusiproit JII', acconunposannoit ¢ XBIT, 10 75% GobHBIX COCTABIAIOT XKeHIMHBI [160].
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1.4. Oco0eHHOCTH KOAHPOBAHHS 3200/1€BAHHS HJIH COCTOSTHHUS (Cpynnbl 3a00JJeBaHUM

WJIH _COCTOSAHHI) 1o MeXKAYHAPOJAHOM CTATHCTHYECKOM Kjaccudukauuu 0oJe3Hed H

npooJieM, CBS3AHHBIX €O 3/I0POBLEM

127.0 - IlepBuuHast 1ero4Hasl rMIEPTEH3Hs
127.2 - Jlpyrast BTOpH4Has JIETOYHasi TUIIEPTEH3Us
127.8 - JIpyrue yrouHeHHbIE ()OPMBI JIETOYHO-CEPICYHON HEIOCTATOYHOCTH

127.9 - Jlerouno-cepe4yHast HEIOCTATOYHOCTh HEYTOUHEHHAs

1.5. Knaccudukauus 3abosieBaHHs WM _COCTOSIHMS (rpynnbl 3a00/1eBaHHH MM

COCTOSAHUIT)

TCpMPIH «JICTOYHAasi TUINCPTEH3UA» OOBE/IMHSIET ITHOJIOTHYECKH U naromop(bonomqecxu

paznuuHble 3a00NeBaHUsT W COCTOSIHHUS, MMEIOUIME 3HAYMUTEJIbHbIE KIMHHYECKHE H
NPOrHOCTHYECKHE pa3iuuusi. B Hacrosiuee BpeMs Ul ONpPEACIEHUS U CHCTEMATH3AlUH 3TOTO
60JIBLIOrO crrcka 3a00JIEBaHUI HCIIOJIB3YETCsl HECKOJIBKO KiIacCH(pHKaIMiA:

1. 'eMonuHamuyeckas kiaccupukaums JII'.

2. Knunuueckas kinaccudukamnuro JII™ (oOmas).

3. Knaccudukauus neguaTpuyeckon Jero4HoN rurnepTeH3nOHHON cocy IMCTOH O0Ie3HH.

4. ®dyuxkuuoHaneHas kiaccudukanuu JIIN (BO3).

5. OyHKUHOHANIbHAS Ile/ldaTpuuecKas Kiaccuukauus NeaHaTpPUYECKOH JIETOYHON

TMITIEPTEH3UOHHOM COCY IUCTOM OOJIE3HHU.

6. Ilaromopdonorunyeckas kinaccuduxaus JII'.

1.5.1. 'emoounamuueckan knaccupukayua JIlI'

B 3aBHCHMOCTH OT ypOBHS IMOpaXXEHHs JIErOYHOIO COCYIHCTOrO pycia BBIICISIOT
NpeKanUUIAPHY IO, TTOCTKAMJUISAPHYIO U KOMOMHUPOBAHHYIO Tpe- H MOCTKANWIIApHbIE (OPMBI
JIT [1, 6. 8]. l'emoauHaMUUYECKHe KPUTEPUH ITUX (HOPM M MX pa3iIv4us, ONpe/elisieMble MpH

KaTeTepu3allii KaMep cepilla, pecTaBleHbl B Tabuuie 7.
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Tabauua 7. 'eMoauHamMuueckas kiaccupukalus JIero4yHOH runeprensuu y gereit [1, 8,
13]

I'emoaunamuyeckne | Kpurepumu AcconHanus
Tuns JIT ¢ KJIHHU4eCKHMH

rpynnamu JIT'
Jlerounas Cpennee naenenue B JIA > 20 MM pr. CT. 1,2,3,4us
[HIIEPTEH3Us

(Bce GopMbl)

Ipexanwinsapuas JII | Cpeanee nasnenue B JIA > 20 MM pr. CT. 1,3,4u5
Jasnenue 3akiunuBanus JIA < 15 MM pr. cT.
Wuaeke nerouHoro cocy/iucToro

conporusienus > 3 en. Bya x m?

[locTkanumisipaas Cpennee nasnenue B JIA > 20 MM pT. CT. 2us
M30JIMPOBaHHAs JlaBnenue 3aknunuBanus JIA > 15 MM pr. €T
HMujaekc 1eroyHoro cocy IMCToro

conmpoTupieHus <3 ea. Byma x m?

KomOunuposanHas Cpeanee nasnenue B JIA > 20 MM pT. cT. 2us
npe- u JaBnenue 3aknuuuBanus JIA > 15 mm pT. cT
MOCTKAINIUISIPHAs WHjekc 1ero4Horo cocy AucToro

conpoTusienus > 3 ex. Byaa x m?

1.5.2 Obwan knunuveckaa kraccudpuxkayus J1I

JIT" kak CHHApPOM. acCOLMHpYETCs ¢ OOIMPHBIM CIICKTPOM 3a0ofieBaHUH, H TOJIBKO B ABYX
(¢popmax (upuonatuueckas W HacieacTBeHHas JIAID') paclieHHBaeTCs Kak CaMOCTOSITEIBHOE
(u3omupoBanHoe) 3abonesanue. [leppas kiuHnueckas knaccudukaiws JII', npeanoxkennas BO3
B 1973 r., BKmoyana ToabKo 2 Kateropuu: nepsuyHas u Bropuunas JII'. 3a npowenmue 50 ser
MPOM30LUIH 3HAYHUTENIbHBIE M3MEHEHHUS B MOHMMAHWH 3THOJIONMH M NAaTO(QU3HOJIOTHH, a TaKKe
KIMHUYECKHX pa3inyuii pasubix Bapuantos JI[. B 2024 r. Ha OCHOBaHHH MaTepHAIOB 7-TO
Becemuproro cummnoszuyma 1o JIIT onybinmkoBana oOHOBIEHHas M NepecMOTpPeHHas
Kiaccu(UKalus, BKIIOYAKOLIAS [8Th OCHOBHBIX wiMHH4Yeckux rpynn JII'. oOveauHseMbIX
o0mMH  natoMop(oOIOrHYecKUMH, TeMOJHHAMUYECKHMH, KIWHHYECKHMH NpPH3HAKAMH M,
COOTBETCTBEHHO, 001eH crparerneit tepanuu (tabn. 8) [1, 6]. Jlns cobmoanenus npuHLIHIA
NpeeMCTBEHHOCTH JaHHas KJiaccH(uKaluus UCNoib3yeTcs B KauecTBe pabovero HHCTPYMEHTA B
€©KEeTHEBHON KIWHHUYECKOM TpaKTHKe Yy [JeTed HW B3pPOCHBIX, a TaKkKe B pa3/IMYHbBIX

AMHUAEMHOJIOHYECKHX HCCIIEJOBAHHUAX, BKIKOYaA HAllHOHAJIBHBIE H PCIrHOHAJIBHBIC PETHCTPLBI

45



JeroyHoi runepreHzur. O0beanHeHHe pa3iauuHbiXx BapuautoB JIIT oOycnoBieHo oOmuMH 17

KOHKPETHOH T'PYTIbI MOIX0/1aMH K TAKTHKE BEIECHHUS.

Tabauna 8. OOuas kaIMHUYecKas KiaccHUKaLHs IerOYHOH runepreHsut [1]

I'pynna 1.
Jlerounan
apTrepHajibHAas
THNEPTeH3UsA

1.1. Unuonatuueckas JIAT
1.1.1 JIAT ¢ ycToituuBsiM oTBeTOM Ha Tepanuio BKK.
1.2. Hacnencrennas JIAT!
1.3 JIAI', unayumpoBaHHasi JIeKapCTBEHHBIMM IIpenaparamud H
TOKCHHAMM?
1.4. JIAT', accouHHpoBaHHas C:
1.4.1. cucteMHbIMH 3a00/1eBaHHSAMHI COETUHUTEIBHON TKaHH
1.4.2. BUY-undexuuei
1.4.3. nopTanbHOii runepTeH3ue
1.4.4. BpoKIEHHBIMH TTOPOKaMH cepaua’
1.4.5. mucTocoMo30M
1.5. JIAT ¢ aBHBIMH NpH3HAKaMH BEHOOKKIFO3HOHHOH Oone3Hu/
reMaHrMoMaro3a JIErOYHbIX KaluJUISpOB
1.6. Ilepcuctupytomas JII" HOBOpOXKAEHHBIX

['pynna 2.

JIT', o6yciioBiennas
3a00/IeBAHHAMH JIEBbIX
Kamep cepaua

2.1. Cepaeunasi HEIOCTATOYHOCTh:!

2.1.1 ¢ coxpaneHHo# (ppaxuuei BeiOpoca

2.1.2 co CHMXKEHHOH WM YMEPEHHO cHUKeHHOoH OB

2.1.3 kapAMOMHOIIATHH €O crieqrupuUecKoit yTHoNoOrHeN
2.2. Ilopok# K1anaHoB cep/ia:

2.2.1 nopakeHHe aopTalbLHOIC KianaHa

2.2.2 nopaxxeHHe MUTPaAJIBLHOIO KilarnaHa

2.2.3 cMemaHHOe Nopa)keHHe KJIallaHoB cepla
2.3. BpoxaeHHas/mproOpeTeHHas cepAeHHO-COCY AMCTast
HaTOJOTUsl, NMPUBOALILLAS K nocTKanmuigpHoi JII'

I'pynna 3.

JIT', oGycinoBieHHAas
3200JIeBAHUAMH JIETKHX
H/MJIH THIIOKCEMHEH

3.1. Xpounyeckue oOCTPYKTUBHbIE 3a00J€eBaHUs JIETKUX WIIH
smpuzema
3.2. UuTepcTHiHalIbHOE 3a00JIeBaHHE JIETKHX
3.3. Coverannslii nerounslit ¢udpos u smbusema
3.4 JIpyrue napeHXuMaTo3Hble 3a00€RaHUS JIETKHX
3.5 HenapeHXHMaTO3HbIE PeCTPHKTHBHEIE 3a00/IeBaHUA:
3.5.1 cMH/IPOMBI THITOBEHTUIIALIMH
3.5.2 NHEBMOHIKTOMHUS
3.6. 'unokcus Ge3 3aboneBanuii jierkux (B T. 4. BLICOKOropHas)
3.7. AHOMAJIUH pa3BUTHA JIETKHX

I'pynna 4.

JIT', obycaioB/1eHHast
o0cTpyKUHei Jero4uHoi
aprepuu

4.1. Xponudeckas TpoMboambonnueckas JII°
4.2. Jlpyrue npHurdHbl OOCTPYKLHH JETOYHON apTepHH

['pynna 5.

Jlerounas runepreH3Hs
¢ HeSICHBIMH H
MHOT0(paAKTOPHBIMH
MeXaHH3MaMH
3a00/1eBAHHH

5.1. N'emaronoruyeckue 3aboneBaHus

5.2. CuctemHble 3a00eBaHUs

5.3. Merabonuueckue 3abosieBaHUs

5.4. XpoHunueckas novye4Has HeI0CTaTOYHOCTb ¢ WIIH 0e3 1uanusa
5.5. TpombGoTHuecKas MUKPOAHTHOTIATHA OIYXOJIH JIETKOTO

5.6. ®ubpo3upyromuii MeIUaCTHHUT

5.7. CnoHbIil BPOXK/IEHHbIH [IOPOK cepala

! myrtauuu B renax BMPR2, ACVRLI*, TBX4, ENG, SOX17, KCNK3 u npyrux
2 amderamunbl, MeTam(eTaMHHBI, 1a3aTHHHO, pancoBoe MacJio
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* kpome: cnoxubix BIIC, otnecennbix k rpynne 5 u BIIC ¢ o6cTpykumeit nyTeii nputoka nesoro
MKEYN0HKA, OTHECEHHBIX K rpymnre 2

B xnaccudukaumto JII' Nice 2018 rona BKIHOYEHBI JIOMOJHHTEIbHBIE [PHYHHBI
HEOHAaTaIbHOM H nerckoi JIAID, BK/IIOYas [EPCHCTHPYIOULYID JIEFOYHYIO THIIEPTEH3HIO
Hosopoxaentnoro, JIAI' ¢ mnocrkanwuispHoil obcTpykimeit (oOcTpykTHBHOE 3aboseBaHHe
JIErOYHBIX BEH W IEMAaHIMOMAaro3 JIEFOYHBIX KallMIIJIIPOB), BPOXKIEHHBIE MOCTKAIWJUISIPHBIE
0OCTPYKTHBHbBIEC TOPaXKeHUs (CTEHO3 JIErOYHBIX BEH W Jpyras oOCTpyKUHs J€BOro cep/ua),
BPOXKIAEHHBIC 3a00NEBaHUs U MOPOKH JIETKUX M HOBBbIE TeHETHYECKHe NPHYMHBI jaeTckoi JIAT
Oxanako, naHHas KjiaccH(HKalMs He OoTpaxkaeT B IOJHOH Mepe OCOOEHHOCTH H BLIPAKEHHYIO

rereporeHHocTh JII' B 1eTCKOM Bo3pacre.

1.5.3. Knaccughukayua neouampuyeckoil J1€20MHOI 2unepmeH3UOHHON cocyoucmoil
bonesnu

B 2011 r. Ieamarpruveckoit 1enesoil rpynnoi Hayuno-uecie10BaTe/Ibekoro HHCTHTYTa
JErOYHbIX  COCYJOB  Ha coBellannn B llaname mnpemnoxeH TepMHH «neauaTpUyecKas
rHIEPTEH3UBHAs cocy/ucras OoJe3Hb JIErKMX» M IIpeACTaBleHa IepBas KIMHHYECKas
KiaccuuKalms, BKIHOYAOIas AecATh OCHOBHBIX rpynn U 109 moarpynn (tabn. 9, 10) [102].
JlanHas knaccudukaluus #e OpUEHTHPOBaHA Ha BEIOOP MeTo1a edeHus. Ho3oi10run 00be/IMHEHB!
B I'PYIIIbl HA OCHOBAHMM OOIIMX NATOreHeTHYECKUX M NaToQU3HOIOrHYecKUX pu3HakoB. Llens
eé — CHCTEMaTH3UpOBATh BBIPAKEHHYIO TE€TEPOreHHOCTh JIETOYHOH TIHIIEPTEH3HMH BO BCEX
BO3PACTHBIX KATETOPHAX OT BHYTPHYTPOOHOr0 Nepuoa 10 NoipocTKOBOrO BO3pacTa, yIy4IlHTh
[IOHMMaHWe nartoreHesa WM narodu3vosioruv 3aboJieBaHMsi, TEM caMbiM OOJIEIYHTH CJIOKHYIO
3ajlaqy [MardHocTHYecKOro Iroucka Yy pebeHka ¢ BbIIBJIICHHOH JIEMOYHOH THIEPTEH3HEH.
Ilanamckass knaccudukKauus BblIeNs€T MHOro(akTOpHbIE [PHYHMHBI JIETCKOH JICTOYHOM
THIEepPTEeH3UH, BKIIIOYas aHOMATWW POCTa U Pa3BUTHS JIETKHX, BPOXEHHBIE IOPOKH Ccepala,
XpOMOCOMHBIE aHOMAaJIMM, HapyIIeHWs JbIXaHW BO CHE, XPOHHUYECKYIO aclHpaluio H
NpeHaTajlbHble HAPYLIEHWs, KOTOPble CIOCOOCTBYIOT Pa3BUTHIO NOCTHATaJIbHBIX 3a00j€eBaHHH

JICTKHX.
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Tabimuma 9. OcHOBHBIE KaTeropuu TNEAHATPUYECKOH TMIEPTEH3HMOHHOH COCYAMCTOM

Oonesnu nerkux [102]

Kateropua |OcHoBHBbIe KaTeropun

1 [IpenaranbHas WM BpOXJIEHHAs FHIIEPTEH3HOHHAs cocyaucTtas 00J1e3Hb JerKUX

2 l_[epHHaTaJleasx Ac3azaliTalusa JICFO4YHBIX COCYI0B (HCPCHCTHPYEO].HM JleroyHas

rUIepTen3us HoBopokaeHHbIX, [TJITH)

3 HCHHanH'-[eCKHe CEPACHHO-COCYIHCTHIC 3a00J/IeBaHHUA
4 BpoHXo-jerovnas aucniasus
5 M3onupoBaHHas neaMaTpuveckas FrHICPTEH3HOHHAsA cocyaucTas 60J1e3Hb JIETKHX

(uzonupoBaHHas neauarpudeckas JIAILY)

6 MHuorodakropnas nezuaTpudeckas J1€rouHasl FTHINepTeH3Us COCY IUCTOro

IIPOHUCXOKIECHHSA B COYETAHUHN C BPOXKIEHHBIMH ITIOPOKaMH Pa3BUTHI

7 Ilenuarpuyeckue 3abosieRaHms JIETKUX

8 [Tenuarpuueckue TpomOosmOoIMyeckue 3aboneBanus, o0yc/iaBIuBaloONIne

COCYAUCTYHO JICTOYHY IO HIICPTCH3HIO

9 HelIHanH‘ieCKI/Ie mno6apnqecxue THIIOKCHYCCKHUE COCTOAHHUA

10 [Teauarpuyeckas rurnepTeH3MOHHAas cocyaucTas 00JIE€3Hb JIETKHX, CBA3aHHAasd C

HapylmeEeHHEM JEATEIbHOCTH JAPYTIHX CHCTEM

[Tonnas wimaccuukanus eaAHaTPUUYECKON T'HIEPTEeH3HBHOH cocyaucToi Oose3HH
npeacrasiena B tabmuue 10 (cnpaBounsie Martepuansl). JlanHas kiaccudukanus nosesHa c
KJIMHAYECKOH TOYKH 3peHMs, TaK KaK MO3BOJIAET TOYHO OXapaKTepH30BaTh COCTOSHUE pebeHKa ¢
YUYETOM 3THOJIOTHH, ocoOeHHO y aertelf, cTpajatouiux JII', acconMupoBaHHOR € BPOXK/I€HHBIMH
OpPOKAMH pa3BUTHS MJIM XPOMOCOMHBIMH HapyuleHUssMH. Hekotopble 3abonepaHus HIH
COCTOSIHHMS MOTYT OCJIOKHATBCS JIEFOYHOH THIIEPTEH3HEH, KOTOPYIO MOKHO OTHECTH K Pa3/INYHBIM

KaTe€ropusaM.

1.5.4. @yukyuonanvhaa Kiaccupukayus aezounoi cunepmensuu no BO3

Gyukuuonanenbiii knace (PK) nmanuenta ¢ JIIT — onuu U3 BaKHeHIIMX MapamMeTpoB M
MPOrHOCTHYECKUX (PAaKTOPOB B ONpeJesIOUIMX TAKTHKY BeJleHus Takux OoabHbIX [5, 7, 10, 11,
179, 180]. Tlo pekomenpausam sxkcneptos BO3 B 1998 rony, ans 6onbhbix ¢ JII' aganTupopana
¢byskunonanbHas knaccupukanus Heio-flopkekoit accoumanuu kapavonoros (tabm. 11,

[Tpunoxkenune I'1-I'N) [181].
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1.5.5 @yukyuonansHan neouampuiecKan Kiaccuukayun neouampuiecko 1e2o4Hon

2UNnepmen3NONHOIL cocyoucmoi 6o01e3Hu

OyukunoHanbHas kiaccudukauus JII' no BO3 npennasznauena juist i B Bospacre 16 ser
U cTapie. Y JeTel cylecTBYIOT CBOM OCOOEHHOCTH OlleHKH (pyHKIIMOHaNbHOro cratyca rmpu JII,
KOTOPBIE 3aBHCAT OT BO3pAcTa, pOCTa H Pa3BUTHS OPraHOB H CHCTEM, HJIH MOTYT OBITh CBSi3aHBI CO
CBOUCTBEHHBIMHM BO3pAcTy MOBEJECHYECKHMMH PEaKIMsIMH HAa BHYTPEHHHE M BHELIHWE CTHUMYJIbL.
Onenka @K 3aBucHT M 0T crocoOHOCTH pedeHka ommchiBaTh cuMmnTombl. [loatomy y npereit
paHHero Bo3pacta oneHky ®K pekomeHIyeTcs NpoBOAUTh ¢ YYETOM HOPMATHBHBIX 1apaMETPOB
(poct, pediekchl, noBeaeHue). Y MaleHbKUX JeTed 0cOOEHHO BaXKHO OIpeAe]MTh, MOXKHO JIU
CUMTaTh HapylleHHe Kakoi-mubo (yHKUHH MposiBiieHHeM OOJIE3HH, WJIH ITO €CTECTBEHHBIH
npoliiecc pa3BUTHs Opranu3Ma. JTo clieyeT IPHHUMAaTh BO BHUMaHHe npu ouenke K y nereii ¢
JIT', pa3BuBIueiics Ha GOHE FeHETHYECKUX CHHJIPOMOB, BIHSIOLUIUX HA MOTOPHYIO H CEHCOPHYIO
chepy. C 6 ner pebeHOK, Kak NpaBHIIO, YXKE MOXKET caM paccKasaTb O CBOEM (PU3HYECKOM
COCTOSIHMM, a TAK)Ke O CaMOYYBCTBHH.

YneHsl nenuaTpuueckoi pabdodeit rpynnbl MHCTHTYTA W3yueHus 3abosieBaHHi COCY/10B
nerkux (PVRI) Ha exeroanoit konpeperuun PVRI B [laname, B pespane 2011 r. npencraBuiu
KOHCEHCYC 110 (PYHKIMOHAIBHON Kiaccu(PUKaluu eroyHoi runepreHsuu y nereii [182]. B neii
npejycMoTpeHo 4 Kiacca Tsokectu 3abonesanus, kinace Il noapasznenen Ha moaknaceel A u b.
Knaccuguxaius COCTOMT U3 (YHKIIMOHATBHBIX KJIACCOB, Pa3/Ie/IEHHBIX Ha 5 BO3PACTHLIX IPYIII
(tabn. 12-15, Ipunoxenue ['1-I'N). Tpu rpynnel npeaHazHadeHsbl 11s IeTeH B Bo3pacTe Mialle
2 JneT, Korja MpOMCXOJAT CaMble AKTHBHBIE [POLECCHl Pa3sBHTHUS M CO3PEBaHHs OpraHu3Ma.
YuuteiBast TOT (AKT, YTO AETH B 3TOM BO3pacTe HE MOrYT paccKazaTh O CBOEM CaMO4yBCTBHH,
ObUIM HMCNOJB30BaHbl TAaKHE OLIGHOYHBIC TNapaMeTpbl Kak IpubaBka B Bece, Ha3HA4Ye€HHUE
JIOTIOJIHUTEIBHOTO NMHUTaHusA (¢ y4éToM TsokecTH 3aboinieBaHus). KonuuecTBO yueOHBIX [HEH,
HPOMYIIEHHBIX 110 COCTOSHHUIO 3/I0POBBA, NMPEACTABIAET cOOOH Ba)XHBIH KPHTEPHUH I OLEHKH
TsecTH 3abosieBaHus Y JeTel MIKOJIBHOTO BO3pacTa. B CBA3H ¢ 3TUM B KJacCH(pHKaIHIO ObLIM

BBeIEHBI napaMeTpbl (75%, 50% nnu HHXKE) NOCEINAEMOCTH HIKOIBL.

1.5.6 llamomopdghonozuueckaa knaccugpuxkayun JII

B 1958 romy Heath u Edwards npeioxuin natoMopdhosornyeckyo KiaccH(pHKaLMIo
neroyHoi runeprensuu A Oonbueix B JIAI-BIIC  [182-183]. BmnocneacrtBuu 3Ty
KJacCH(HUKAIMIO cTald HucnojibzoBate s apyrux  ¢opm  JII.  CoriacHo aBTopam,
MOpGOJIIOTHYECKHE W3MEHECHHsl JIErOYHBIX COCYIOB pa3BHBAIOTCS  [MOCIIEJOBATEIBHO H

CTEPCOTHIIHO.
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Craausa 1. Ilpu 6onbuiom IMXKIT u OTKpBITOM apTepUalibHOM MPOTOKE: MeIHaThHAas
runeptpodust apTepuil ¥ aprepuos; u3meHeHWit B uHTHMe HeT. [lpum JIMIIIL: knetounas
npojardepalis MHTUMbI B MEJIbYAHIINX MBIILICYHBIX apTepUsiX U apTeprosiax; Gubdpo3 HHTUMBI B
JIETOYHBIX BeHAaX.

Craausa 2. N'uneprpodus Mennu; kiietouHas npoiudepanus HHTUMBI.

Craausa 3. Tuneprpobus wmenuu; ¢ubpo3 HHTHMBI, paHHeE TI'€HEPATH30BAHHOE
paclIMpEHHE COCYA0B B TAKENBIX CITyUasX.

Cranus 4. Ilporpeccupyioiiee reHepaliM30BaHHOE pacllMpeHue cocyaoB U ¢ubpos
HHTHMBl C OKKJIIO3MeH npocBera aprepud, ¢(ubpoanactos. [losBiaenue miaekcnpOpMHBIX
NMOpaKeHHH, KOTOpbIE SABIAIOTCA OJHOM U3 (OpPM CIIOMKHBIX [MJIATALlHOHHBIX MOPaKEHHH,
BO3HHKAIOIIMX B JIEFOYHBIX apTEPHOJIAX U MEJIKHX MBILIEYHBIX JIETOYHBIX apTEPHsIX.

Cranusa 5. [losiBlieHMe JIPYTUX «IIOpa)K€HHWH paclIMpeHHs», BKIIOYas IMO0X0KHE Ha BEHBI
BETBH  TUIEPTPOMUPOBAHHBIX  MBIIIEYHBIX  apTepuii, KaBepHO3HbIE  MMOPAKEHHUA U
aHTHOMATOMIHBIE TNOpPAXKEHHUS; CHUJIBHO COCYIHUCTOE JIErKOe H3-3a T[OXO0XHX Ha BEHBI
apTepHaIbHBIX BETBEH; JIErOYHbINH reMOCHIepPO3.

Craaus 6. HekpoTU3HpYIOIUH apTepHHT.

1.6. KanHnyeckas KapTuHa 3200/1eBAHHA HJIH cOCTOSHHUA (rpynnsi 3200 1eBaHHii HIH

COCTONHUI)

Cumirromst JII ve ciienmduyib v 3HAUHTENLHO BAPLUPYIOT B 3aBHCHMOCTH OT BO3pacTa

OOJILHBIX, UX KIHHHYCCKOro U (hyHKIHoHaibHOro craryca [179, 180, 185-187]. B maanenuectse
M PAHHEM BO3PACTE KIHHHUYCCKHE NPOSBICHUS SBHOH 11PABOIKEIY/IOMKOBOH HELOCTATOUHOCTH
KpaiiHe pe/IKH U BLISIBJISIOTCS NMPH OUCHb 3any ICHHOH cTaanu 3adoieBanns. Y MaJlcHLKHX JeTei
MOKeT HAOJIIOAATHLEs oTcTaBatne gpusnteckom pazsuTun, Hanbonee yacTeiMu kanobamu y jierei
¢ JII' ssasitorest ¢1a00CTh M YTOMIISEMOCTh, O/IBIIKA B PA3MIHYHOH CTENEHH OT MUHUMAILHONH B
JedroTe Npyu 3HAYMTENbHON (GH3UYECKOH Harpyske, 10 OJbIIIKH B IMMOKO€ W MHHHMAJIbHOH
(u3uuecKoit HAarpyske B pa3BepHyToil ctannu. Opplilika, Kak NpaBHIIO, HOCHT HHCIIHPATOPHBIH
xapakrtep. [IpucTyns! y1yiibs He XapakTepHbl. B oTcyTeTBHE BHYTpHCEPACUYHBIX KOMMYHHKALIHHA
JAHHBIE CHMIITOMBI OOYCJIOBJIEHBI HEJOCTATOYHBIM HANOJIHEHHEM CHCTEMHOrO JKejlyJo4Ka H
HH3KHM  CCpICYHBIM  BBIOpOCOM BO  Bpemsi  ¢usuueckoii Harpyskn [8. 9], [lo mepe
nporpeccuporanus JII' nosisnstorca cumnrombl DK nenocrtatounoctu. bosin B rpyinoii Knerke
npu du3MuecKoit Harpy3ke OOBIMHO BOZHHKAIOT M3-3a runornepdys3ud MHOKap/1d. BbI3BaHHOM
HOBBIMICHHLIM HatpsikeHuem crenku [1K u norpeduoctbio Muokap/ia B kuciaopoje. Pexe »1ot
CHMITTOM MOKeT ObITh BbI3BaH CABJICHUEM CTBOJIA JICBOH KOPOHAPHOH apTepH AWIaTHPOBAHHOH

JIA. Hepocratodtoe yBEJIHUCHHE CCPJACYHOrO BbIOpOca BO BpeMs (PH3MYUECKOH aKTHBHOCTH
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MOKET OBITH MPUUUHON TIPe-  CHHKONAIBHBIX cocToanmii. [lepudepuueckne otexn, yBeauueHne
NE€YECHHU, aclUT M HabyXaHue IIEHHBIX BEH BO3ZHHUKAIOT B Pa3BEpHYoOil CTaJMM 3acTOHHOl
MPABOAKCIIYIOUKOBOH — HEJAOCTATOYHOCTH M OOYCJIOBJIGHBI  HAPYIUEHHEM  OMOYHEPreTHKH
KapJIHOMHOUUTOB B YCJIOBHSX H30LITOUHOM 1IPe- U [1OCTHAIPY3KH. H HECIIOCODHOCTBLIO MUOKap1a
IPABOIO  KEIY/04Ka [PEO/I0JeTh [MOBBINICHHOE JIErOYHOE  COCY/JIMCTOE  CONPOTHBICHHUE.
Cuukenue annerdra v O0JH B IPABOM nojapedepbe MOIyT BO3ZHHKATL Ha (DOHE rernaroMeraimi.,
00y CJIOBNEHHOM 3aCTOHHBIMU ARICHUSAMHK B ieUeHH. PCOCHOK HIIH €ro pojIMTEIn MOT'YT OTMEYATh
VBEIMHEHHEe 00XBaTa }KHBOTA M3-3a aciuTa. Pexe nmaluMeHThl OTMEHAloT Kallleilb, KPOBOXapKaHbe
H OXPHILIOCTL roioca. [locseansas BpI3Bata c1aBieHHEM JICBOIO BO3BPATHOTO FOPTAHHOTO HEpBa
PaCIIMPEHHBIM CTBOJIOM JIErO4YHOH aprtepuei (cuujpoM OpTHepa)., YTO MOXKET IPHBOJIHTH K
Hapy HEeHHIO0 HHHEPBALIUH [OJIOCOBBIX CBA30K.

«BusutHoit kaprounoii» JIAI'-BIIC ¢ Ou- ¥ yHHBEHTPHUKYIAPHOH TeMOIMHAMUKOH H
MacCHBHBIM apTepuoBeHO3HbIM cOpocoM (JIAT ¢ coxpanenuem nepo-npasoro cobpoca u JII' npu
cnoxubix BIIC) cnyxar dactble OpoHxonerodnsle 3ab0/ieBaHUs, CBA3aHHBIC C IIEPEIOIHEHHEM
Masioro Kpyra kposooOpaineHus [45-48, 187]. Onpiiuka, cepaneOueHne, yTOMISEMOCTh, €1ab0CTh
H 10X ast IePeHOCHMOCTh (PU3HUECKOH HArpy3KH y TAKHX MAalHEHTOB (B OCHOBHOM JIETEH paHHEro
BO3pacTa) CBA3@HBI C 3aCTOHHOH JIEBO- M IIPABOKENYJNOYKOBOH HEIOCTATOYHOCTBIO H
COIIPOBOKIAIOTCS BIAKHBIMH XPUIIAMH B JIETKHX H YBeJlMueHueM redyenu [8, 45-50].

Yacro auarnos JIIT takxe MomxeT ObITh PE3yIbTATOM ClyUaliHbIX HAXOJO0K (HanpuMmep.
VBEIMUCHHE  KAPJIHOTOPAKLIBHOIO  COOTHOIUICHHSI  [PH  peHTreHorpapuu.  OTKJIOHEHHS
ACKTPHUECKOH OCH Cepillld. HPU3HAKK THIEPTPOg U npasbix Kamep cepaua npu DKL B psine
CIIYHacB MpH Kajaodax Ha yTOMISEMOCTh. Kallle/Ib, OJMBINKY V JeTel MOKeT OblTh OLIMOOHYHO
JIMArHOCTHPOBAH OpPOHXHMT MKW OpoHXHaTbHAsS actma. Y JeTed ¢ 0OMOpoKaMM, B T. 4. €
CYJIOPOKHBIM KOMITOHEHTOM. MOMKET ObITh BLICTABICH OIHOOUHBIH AUardo3 smuierncun [9].

KaynoOwt Ha nepebon B puTMe cepia. yuaidnnoe cepaiedHeHue — pe/IkHii, Ho OnacHbIiA
cuMIToM v naunenTos ¢ JII', kotopblid MoskeT ObiTh 00YCII0BIICH PA3BUTHEM KHU3HEY IPOKAIOILHX
apuTMHi  (HanpuMep. (GUOPHILIALMH WM TPENeTaHus Mpejlcepiivil), acCOLUMHPYIOIUXCH ¢
YXV/ILLEHHEM POrHO3a 3a00/1eBaHNs U PUCKOM BHE3ANHOM Cep/ICYHON CMEpTH.

Ilpn curapome DiizeHMeHrepa HaOMIOJAeTCHd IIMAHO3 M IPHU3HAKH €r0 CHCTEMHBIX
OCJIOMHEHHH — DPHTPOLMTO3, AeopMalis IMCTAIBLHBIX (ajaHT nanbleB Mo THIy «dapabaHHBIX
NanoUYeKk» M «HaCOBBIX CTEKOJI», HAPYIIEHHE OCAHKH BCIIEJICTBHE OCTEOAPTPONATHH M CKOJIHO3a,
JerovyHble M rapaaoKcajibHble CHCTEMHBIE TPOMOO3bl, W 3MOOJIMH, KPOBOTECHEHHS, CUMIITOMbI
II0JIarphl U XOJIeNINTHA3A, HapyeHue GyHKINY novek u ap. [19, 45-48].

['pO3HBIM OCJIOKHEHHEM JUIMTEIbHO cymecTByiomei JII' aBnsiorcs KpoBoXapKaHbe H

JICMOYHbIC KpPOBOTCYCHHMA, 06yCJIOB.I'I€HHbIe pa3zpbLIBOM NnaToOJOrH4€CKHX JIETOYHBIX
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KosnarepanbHbix aprepuit u3 BKK [46-48, 185]. [lpyrasi npudHHa KPOBOXapKaHbs — HH(APKTHI
JIECKOTO BCIIEACTBHE TpoMOO3a aHEBPU3MATHYECKH pACUIMPEHHBIX JIENOYHBIX apTepui NpH
HH3KOH CKOpPOCTH KpoBOTOKa [47].

JleroyHo-runepTeH3HOHHBI Kpu3 y mnanumeHtoB ¢ JII' — ObicTpoe W OTHOCHTENBHO
mmtenbHoe noseimieHHe JICC, kak npaBuio, 00yclIOBIEHHOE pa3THYHBIMH IIPOBOIMPY FOIIUMH
(akTopamMu — (U3HYECKOH HArpy3Koi, cTpeccoM, rHnoBojieMHeid u ap. CHMIKEHHE JIETOYHOIO
KPOBOTOKA M CEPEYHOT0 BBIOpOCa, HapacTaHHe MHIIOKCEMHH, THIIonepdy3us 1 THIOKCHS TKaHeH
[IpH JIETOYHO-THIIEPTEH3HOHHOM KpHM3€ HHOT/Ia COIIPOBOXKAcTCs MoTepeil cosHaHMs. JleroyHo-
TUNEPTEH3UOHHBbI KPH3 MOXET JUIMThCH HECKOJIBKO 4YacoB H CYTOK, KyNHpOBaTbCH

CAMOCTOATENLHO, TIOCIIE JICYEHUs WM TIPUBECTH K JeTalbHOMY ucxony [20, 49-51, 186].
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2. IMarHocTHKa 3a00/1€BAHUSA WJIH COCTOSIHUSA (rpynnbl 3a00/1eBaHHi HIIH
COCTOSIHMH), MeIHIIHHCKHE NOKA3aHHUA H NPOTHBOMNOKA3aHHA K IPHMEHEHHIO

METOJA0B JHAIHOCTHKH

Kpumepuem ycmanoenenua ouaznosza JII' aensemca noevliieHue cpeonezo O0agieHUA 6
aAeouHoit apmepuu 6onee 20 mm pm. cm., onpedennemoe y OOHOUIEHHbIX Oemell cmapuie

3 MecAuee Heu3HU npu Kamemepuszayuu noiocmei cepoua [1, 6, 8, 12, 13].

2.1. XKano0b1 1 anHaMHe3

e Pexomennyercs aersim c¢ JII' BcecropoHHmit cOOp aHamHe3a W Kanod Uil OLEHKH

KJIMHMYECKOro U QYyHKIIHOHAIBHOTO cocTosiHuA [179-180, 186-188].

YIA2VYPA

KommenTapuii: npu cbope anamueza u ixcaiob pexomenoyemces paccrpocums pebenxa
Wwuau e2o pooumeneti 0 HAIUYUU Y HE20 YMOMIAEMOCMU, CHUNCEHUS NEPEHOCUMOCIU
Gusuyeckux Hacpyzok, omcmasanusi 6 QuUIUYECKOM pazsumu, O0O0bIUIKU KAK npu
uzuueckou Hazpyske, max u 6 NOKOe, NPUCMYNOE 2ON0BOKPYICEHUU, 0OMOPOKOE,
HPOGOYUPYEMBIX (DUUYECKOU HAZPY3KOU, Kauuld, KpoGoXdpKkaHus, bonell 6 2pyoHou
Ki1emke, nepetoee 6 pumme cepoya, cepoyedbuenus, bouel 6 Heueome, OMEKOE.

e Pexomennyercs nersm ¢ JII' npu olieHKe aHAMHECTHYECKUX JJAHHBIX YTOUYHATH HAJIMYHE Y
pebénka daxkropos u 3aboseBanuii, accouuupytoiuxes ¢ passutueM JII© ang yrounenus
9THOJIOTHH 3aboneBanusd 8, 45, 56, 61, 73, 75, 179-181].

YAA2VYYP A

¢ PexomennoBano aersM c¢ JIAI'-BIIC npu cOope aHaMHECTHUECKHX JAHHBIX BBIACHHTDL
IIPOBOIMIIACK JIH OIIEPATHBHASI KOPPEKIUs NOpOoKa, €€ THIl U MOIH(UKAIHIO, Pe3yIbTaThl,
HAJIMYKE UIIH OTCYTCTBHE OClIOXKHEeHUH, cTenens JIIT 1o u nocne onepauun [45-48, 188].
YAA3IYYP A

e Pexomennosana aetsm c JII' onienka cemeitHoro aHamHesa JU1s onpe/eieHus e€ ceMeHHOoM
¢dopmsr [40, 41].

YAA3YYPB
Kommenrapuii: [Tpu cOope anamuesa pekomendo8ano paccnpocume pooumeneit pebenrka
0 HATUYUU 6 CeMeUHOM anamnese ykazanut Ha JII' nio6ou smuonrozuu y poocmeeHHukoe [—

2 cmenenu podcmea, o 6au3KopoocmeenHom bpaxe pooumeneu pebeHka.

2.2. DuzHKaIbLHOE 00C/Ie/I0BAHHE

L] PeKOMGHﬂyeTCﬂ BCEM JICTAM C MHNOITO3PCHUCM HIIH YCTAHOBJIEHHBIM JHArHO30M JIT pH

(usukansHOM obcnenoBanuu pedbénka [8, 13, 45, 179-182, 187, 188]:

53




* [IPOBECTH OOLIUI OCMOTP,

* TIPOBECTH AaHTPOIIOMETPHYECKOE HCCile/loBaHHe pebeHKa COrliacHO NEPUEHTHIIBHOMY
pacmpeie/IeHHIO 110 BO3pacTy U Moy,

* OIIEHUTH COCTOSIHHE KOXKHBIX [MOKPOBOB, CIIM3HUCTBIX, MOJIKOKHO-)KMPOBOMH KJIETYATKH,
muMboy3IoB,

e OIIPEE/IMTh TOHYC MBIIIII,

e TMPOBECTH ollpejesieHue (OPMBI IPYJ/IHOH KIETKH, HCKIIOYHTH HAJHYHE KOCTHBIX
nedopmarmii,

e U3MEpPEHHE YaCTOTHI JIBIXaHHS,

e OINpENECIUTh XapaKTePUCTUKH BEpPXYIUEYHOI'O W CepAEYHOro TOJIYKA, I[POBECTH
TEpaneBTUYECKHE TEPKYCCUIO U ayCKYJIbTALMIO Cep/lla, NPOBECTH M3MEPEHHE YaCTOThI
cepaueOHeHrid, OLLEHUTh PUTM TOHOB Cep/illa, HAJIMYHE UITH OTCYTCTBHE LIIYMOB,

e OCMOTPETH, IIPOBECTH NAJbNALMIO MEHHBIX BEH, OLEHHTh UX HAIIOJIHEHHE B KIIMHO- H
oprocrase,

e [IPOBECTH MCCIIE/IOBAHUE I1y/Ibca Ha NepHdepHYEeCKUX apTepHsX BEPXHHUX M HHXKHHMX
KOHEUYHOCTEH,

e IIPOBECTH HW3MEpPCHHE apTepUalbHOr0 [JaBlieHUs Ha MNepHEepHuecKUX apTepusax
BEPXHHX M HH)KHHX KOHEYHOCTEH,

e I[IPOBE/IEHHE IYJIbLCOKCUMETPHH C OIpeJeeHHeM caTypalid KHCJIOpoJa Ha Bcex
4eThIpEX KoHeyHoCTsX (SpO2),

e OIIEHUTb COCTOSHHE TMepe/Held OpIOUIHOH CTEeHKH, pa3Mepbl JKMBOTA, MPOBECTH
TepaneBTHYECKHE NAJIBIALHIO U NEPKYCCHIO JKUBOTA.

e OIpE/IE/IUTh TEMIIEPATyPy KOHEYHOCTEH, HCKIIIOYMTE Nepudepruyeckue OTEKH,

e IIPOBECTH OLIEHKY BBITUTON U BBLIEIECHHOM KH/IKOCTH

YAASYYPC

Kommenrapwuii: [lpu gusuxaisnom obcredosanuu ciedyem obpamume HUMAanue Ha
omcecmaeanue 8 Pu3UYeckoM U NCUXOMOMOPHOM PA3GUMUL, HA YBEM KONCHbIX NOKPOEOGE,
HAIUYUE YeHMPATbHO20, NEPUDEPUYECKO20 WU CMEUAHHO20 YUANHO03d, USMeHeHue anane
naibyee no muny «6apa6mmbzx RAJlOYeK» U HO2mesblx HNIAACMUH 8 guOe «4ACOBLIX
CMEKON», HA PACULUPENHbIE U HANOIHEeHHbIE 8eH Weu 8 KIUNONOI0dICeHUU U opmocmase;
Ha  NOJNONCUMENbHbIU  GCHHbIU RYIbC, HA UMEHeHUe (hopMmbl 2pYOHOU  KIemKu
(«bouxoobpasnasy 2pyoHas Kiemkd, cepoeynvili 20pb); Ha YCUNCHHBIN, pPA3TUMOU
CepoedHbIl  MOAYOK, PACUWUPEHUe 2PAHUY OMHOCUMENbHOU CepoeyHou  mMynocmu;
ycurenue, akyewm Il mona Haod ne2ouHoOU apmepuen; OUACMOIUYECKUN  ULYM

OMHOCUMENLHOU HeDOCMAmMOoYHoCcmu  Kianana jie2oynou apmepuu  (wym [ pexema—
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Crmunia); cucmonuyeckuil Wym mpuxycnuOaibHOU HeOOCMAMOYHOCIU, WYM apmepuo-
8eHO3H020 COpOCA KPOGU NPU CUCMEMHO-IC20YHBIX WYHMAX, HA VEeAUYeHUe neyenl,
acyum, noxoa00anue KoHeYHocmell, nepugepuueckue omeéxu.

Pexomennosano nersim ¢ JII' npoBoauTs oueHky (GyHKUHOHATIBHOIO KIacca Ul OLEHKH
TSDKECTH 3a00JieBaHus, cTpaTuduKanuy pucka JII' kak npu nepBHYHOM 06CeI0BaHUH, TAK

U 1py JIHHAMHYECKH HaOJIIOJEHHAX /1S OLIEHKH OTBETa Ha MPOBOJMMYIO Tepanuio (Tabi.
12-15 Ipunoxenue I'1-I'N) [180-182, 187-189].
YAA2YYPA

2.3. JIabopaTopHbie JHATHOCTHYECKHE HCCIEI0BAHMS

Pexomennosano aersm ¢ JII' nposenenue 061mero (KIMHUYECKOT0) aHATH3A KPOBH KaK IIpH
IEPBHYHOM 00C/IE€10BaHNH, TaK U MPH THHAMHYECKOM HAOIIOAEHHH KayK/Ible 3-6 MecsIeB
(8,12, 187, 188, 190, 191].

YIASYYPC

KommenTapmii: IloMumo cmandapmuoti ungopmayuu, Rnoayuaemou npu anaiuse
eemozpamMmol, HeoOX00UMO 0Opawjams GHUMAHUE HA OUHAMUKY VPOSHEU 2emMo21o0und,
IPUMPOYUMOE, GKAIOYAA UX WUPUHY pacnpedenenus no o0vémy, Yy nayuewmos ¢
CUHOpOMOM Dii3eHMeNH2epa — Ha Haluvyue U cmeneHb NOJAUYUMo3a.

PexomennoBano nersM ¢ JII' uccrienoBaHue KHUCIOTHO-OCHOBHOIO COCTOSHHUS U ra3oB
KPOBH Kak IpH IEPBUMYHOM 00C/IEeNOBaHHHM, TaK M MPH IUHAMHYECKOM 00C/e/I0BaHUH
Kaxple 3-6 Mecsies i oneHKH adekTuBHOCTH Tepanuu [8, 12, 187, 188, 190, 191].
YIASYYPC

Pexomennorano getsm ¢ JIIT mpoBeneHHe aHanmM3a KpPOBH OHOXHMHYECKOTO
o01eTeparneBTHYECKOTO ¢ KaK MpH MEPBUYHOM 00C/ICI0BaHHH, TaK H IIPH JHHAMHYCCKHUX
nabmonenusx [8, 12, 187-191].

YIASYYPC

Kommenrapuii: [1a nayuenmos, noayuaroujux nocmosHHyo mepanuo anmazoHucmamu
peyenmopos sndomenuna oyenra yposus ACT u AJIT donscna npoeooumscs pe2yisapHo,
E2ICeMECAUHO OISl CBOEBPEMEHHO20 BbIABICHUS NOMEHYUWILHO2O NOBPENCOCHUL NEYEHU.
PexomenaoBana aersam ¢ JII' ouenka oOMeHa jkeiesa, BKJIOYAs HUCCIEOBaHUE ypOBHEH
cBoOoaHOro keneza W GeppUTHHA B KPOBH M HMCCIEIOBAHHE 3KEI€30CBA3bIBAIOLIECH
CIIOCOOHOCTH CBIBOPOTKH, HACHIILIEHHs TpaHcheppHHa MKeae30M, KaK TpH MepBUYHOM
obcreioBaHUH, TaK W NPH JHHAMHYECKOM HaOMIOJeHWH Kakiable 6 MecsleB Ui
CBOEBPEMEHHOTO  BBIABICHHA ero JehuuATa ¢  MOCAEAYIOIeH  KOppEeKLMH
xenezonepuiuTHOH aHeMuu [192-194].

YIJA3YYP A
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Pexomenpnopano nersm ¢ JII' uccnenopanue ypoBHS N-TepMHHanbHOrO (parmeHra
HaTpHilypeTHueckoro nponentHaa Mo3rororo (NT-proBNP) B KpoBH /1Jis OLIEHKH TAKECTH
3aboneBanusd, crpatHdukannu pucka JII' kak npu nepsuyHoM 06CjieJOBAHHH, TAK U TIPH
JUHAMHYECKHX HaOIOIEHUAX [T OLICGHKH OTBETa Ha MPOBOAUMYI0 y 60sbpHBIX ¢ JII' [195-
200].

YAA2YYPA

KommenTapmii: Vposens NT-proBNP 6 cvisopomre KpoGu GblCOKO Koppeiupyem ¢
ROKA3amensamu uHeasusHou 2emoounamuxy, PK, gynkyueir npasoco cenyoouka u
gblocusaemocmeolo y oemet. Oyenra usmernenuti yposus NT-proBNP e ounamurxe makace
ompaxcaem UIMEHeHUs maxcecmu 3a00/e6anus U UCHOAb3Yemcs 6 Kaiecmee
NPOZHOCMUYECcK020 buomapkepa 3¢hexmusHocmu mepanuu u pucka Heb1aA2oNPUAMHO20
ucxooa, 6K1I0YAs 1eMalbHOCb.

Pexomennosano aetsam c JII' uccnenosanue yposHei Butamuna B12 (unanokobanamuna)
1 (oHeBOH KHCIOTBI B CHIBOPOTKE KPOBH, Kak (aktopa, BIMSIONIETO Ha TeHYEHHUE
zaboneanus [201, 202].

YAA14YYPC

PexomennoBano ngersm ¢ JII' uccrnenoBanue ypoBHe# c¢BOOOJHOro TpHHOATHPOHHHA
(CT3), cBoboauoro tupokcuHa (CT4) u tupeorponnoro ropmona (TTI) B kpoBH BceM
OonpHbiM ¢ JII' mpu nepBuuHOM 00cCHeNOBAHHHM M IHHAMUYECKOM HAOIIOJEHHMH JUIs
OLICHKH (DYHKIHH IIMTOBH/IHOMN XKene3sl, Kak (axkTtopa, Biustolero Ha tedenue JII [203].
YAA4YYPC

PexomennoBano metsMm ¢ JIAIT mccnepnoanue Ha BUY-nHGeEKNHIO 118 HCKIIOHEHHS
accoumauuu ¢ BUY-undexuueii [75-83].

YIA2VYYP A

KomMmeHnTapuu:

1. ¥V oemeil ¢ nepunamainbnbiv konmaxmom no BHY-ungpexyuu 6 6o3pacme maaowe 18
Mecsyes, a maxace y AuY, HAX00AUWUXCA 6 UHKYOayuoHHOM nepuoode, PeKoMeHOO08AHO
UCRONL306AMb  MOJCKYAAPHO-OUON02UYeCKoe — ucCredoeanue  Kposu — HA — BUPYC
ummynooegpuyuma venoeexa BHY-1 (Human immunodeficiency virus HIV-1)

2. V demeti ¢ nepunamaibnbim Konmakmom no BHY-unghexyuu 6 sozpacme cmapuie 18
Mmecayes, a makdce y demetl 6e3 nepuHamaibHo20 KOHMAKMA 6 Kavecmee CmaHoapmuozo
Mmemoda rabopamoprou ouaznocmuxu BHY-ungexyuu ucnonszoeams mecm-cucmemvl
Ot 0OHOBpeMenHo20 onpederenus anmumen kiaccoe M, G (IgM, IgG) x eupycy
ummynooepuyuma wenosexa BHY-1 (Human immunodeficiency virus HIV 1) u anmumen

kraccoe M, G (IgM, 1gG) x eupycy ummynooepuyuma wuenrosexa BHY-2 (Human
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immunodeficiency virus HIV 2) ¢ kposu u anmueena p24 supyca ummyHooeguyuma
venoseka BHY-1 (Human immunodeficiency virus HIV-1) ¢ kposu c¢ nociedyiouum
npuUMeHeHUueM NOOMEEPAHCOAIOUIUX MECMOB (UMMYHHbLU, TuHelnbll 610m).
PexomennoBano nersm c JII' onpenenenue anturesoB HbeAg, HbsAg, HbcAg Bupyca
renatuta B (Hepatitis B virus) B KpoBH, onpejeneHie aHTHTeN K BHpycy renaturta C
(Hepatitis C virus) B KpoBH, /Ui HCKIIKOYEHHSI COMyTCTRYOMIe matonoruu (8, 187].
YIASYYPC

Pexomennosano nersm ¢ JII' mpoBeneHue WMMYHONOTHYECKHX TECTOB, BKITIOYas
uccienoBanue yposHsi C-peakTHBHOro ©Oeslka B CBIBOPDOTKE KpPOBH, OIIpe/elieHHe
colepiKaHHS PEeBMATOMIIHOTO (hakTopa B KpOBH, OlIpe/elieHHe COJIepikaHHUs aHTHTEN K
aHTurenam sAapa kierku u JIHK B KpoBH, olipejenieHHE cOAEpKaHHA AHTHTEI K
IKCTpArupyeMbIM si/IEPHBIM AHTHI€HAM B KPOBH, OIpe/elieHHE COACpPIKaHMs aHTHUTENI K
LHUTPYJUTMHUPOBAHHBIM OeJIKaM B KPOBH, OlpeJie/ieHHe CoAepKaHus aH THHEHTPOQHIIbHBIX
LM TOIUIA3MAaTHYECKHUX AHTHTEN B KPOBH, ONpeJIe/ieHHe coiepKaHust aHTU(OCHOTHUITHIHBIX
AHTUTE]I B KPOBH [UIS MCKJIIOYEHHsS AaCCOLMMPOBAaHHBIX (OPM, BKJIIOYAs CHCTEMHBIE
3abosieBaHUs COCTUHHUTENIbHON TKaHu [62-68, 204].

YIAS5YYPC

Pexomennoano aetam ¢ JII' omnpenenenue conepxkanus aurtuten lgG u, IgM K
Kap/IMOJIMIIMHY B KPOBH, OIIpEe/IeHHe CoJepanus anturell K Gochonunuiam B KpoBH,
BKJIIOYAs BOJMYAHOYHBIH aHTUKOAryJISHT, ONpele/icHHe CONIep)KaHMs aHTUTesl K Oera-2-
TJIMKOMIPOTEMHY B KPOBH Ui BbIsABICHHs (akTopoB pucka XTDJII'; y OoabHBIX ¢
BEPOSTHBIM MM 110ATBepkAeHHbIM auardozoM XTDOJIT — s yeraHoBICHHs €€ IPHYHHBI
[141, 142, 204].

YAAS5YYPC

PekomennoBana nersm ¢ JII' omeHka cuctembl Koaryjsiiuy, BKJIIOYas OIpejelieHue
akTHBHOCTH mpoTenHa C B KpOBH, OmNpe/eliecHHe aKTHBHOCTH HpPOTEHHa S B KPOBH,
olpezie/ieHHe aKTUBHOCTH anTHTpoMOuHa 111 B KpoBH, onpeneneHne akTHBHOCTH (hakTopa
V B CBIBOPOTKE KpOBHY», OnpejeineHHe akTUBHOCTH (akTopa VII B ChIBOPOTKE KpOBH»,
onpeaeneHue aktuBHoctH daktopa VIII B ¢bIBOPOTKE KpOBH», HCCJIE/IOBAHHE arperamuu
TpoMOOIIMTOB BceM mnarnieHtam ¢ JII' jans  MckitodeHHss HalMUMsA  COCTOSHMS
IMIIEPKOAryJ/isaiuK U onpezelenus BepodaTHoro pucka XTDJII [140, 142, 205, 206].
YIASYYPC

lenernueckoe obciie/loBaHue
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Pexomenjosan geram ¢ JII' CKpUHUHI Ha HalWYHe HACIEACTBEHHBIX TpoMOOGHIMHA 11
BeisiBIIeHHS (hakTopoB pucka XTDJII, y OONBHBIX ¢ BEPOATHBIM HJIH MOATBEPKIACHHBIM
auarno3zoM XTDJII — ansg ycranosinenus e npuuunsl [141, 142, 200].

YAASYYPC

PexomengoBaHa KOHCY/bTallMsi Bpaya-reHETHKa C  [OCJIEAYIOUIUM  IIPOBEICHUEM
FeHeTHYEeCKOoro uccnejioauue aetsaMm ¢ JIAIT HeH3BecTHO 3THOIOrUH (MIHONIATHYECKOH ),
cemeiinoii ¢gopmoit, JIAT-BIIC npu mansix/conytctBytommx aedexrax, JIAI-BIIC,
coxpanstoutasica nocie koppekuuu BIIC, JIAT, accouunpoBaHHoii ¢ 1eKapcTBEHHBIM HIIH
TOKCHYECKHM BO3/IEHCTBHEM JUIS ONpEJIEICHUS MOJEKYIApHO-TeHETHYECKOro BapHaHTa,
NIPOBEICHUS PUCK cTpaTU(UKaluK 3a0oieBaHMsl U BBIABIICHHUS WICHOB CEMbH C BBICOKUM
puckom JIAI [40-43, 207-210].

YAA3IVYYPA

Kommenrapuii:  [enecoobpaszno  exumiovums 6  2eHemuyeckoe  mecmuposanue
UCcieo08ane 2eHo8, Mymayuu 6 Komopwlx, dokazaro accoyuuposauwl ¢ JIAI ACVRLI,
ABCCS, BMPR2, CAVI, ENG, TBX4, KCNK3, EIF2AK4, a makaice 6 cenax, 6eposimuo
accoyuuposannwlx ¢ JIAI': NOTCH3, SMADY, GDF2, AQP1, SMADS, SOX17 u ATP13A43.
PekoMen/10BaHO JeTSIM C OTSTOLICHHBIM ceMedHbIM aHaMmHe3oMm no JII' ¢ nanuunem
POJCTBEHHUKOB | cTemeHH pojacTBa ¢ MOHOreHHbIMH ¢opmamu HJIAL, renernyeckoe
hccienoBanue i Hanbonee panieit nuarnoctuku 3abonesanus JIAL [207-210].
YIA3YYPB

PexoMeH10BaH peryaspHbIH HEHBA3HBHBIH CKPUHHHT J€TeH-0€CCUMNTOMHBIX HOCUTEIEH
reHeTHYECKOH MyTallMH, accouuupoBaHHoit ¢ JIAI, Ha wnanuuue xputepues JII'
BKJIFOUAIOUIMH  perucTpanuio  vektpokapavorpammbl  (DKIY), TpaHcTOpakaibHyrO
sxokapauorpapuio (DXOKI'), uccnenosanue ypoBHS N-TepMHHAIBHOTO (parMeHTa

HaTpuilypeTudeckoro npomentuaa Mo3roporo (NT-proBNP) B kposu [207-210].
YAASYYPC

2.4. UHCTPYMEHTAABLHBIE JIHATHOCTHYECKHE HCC/IEI0BAHHA

PexomenjioBaHo jgersM ¢ Inojgo3peHdeM Ha Hanuuve y HUX JIIT Ha ocHoBaHuH
MEMIIMHCKOr0 aHamHe3a, BKJIIOYas ceMeHHblH, xayiob, (u3HKaapHOro o00cie/0BaHus
MPOBECTH KaK MOYKHO ObICTpee NepBHUHOE 00C/IE€I0BaHMUs, BKJIKOYAIOUIME PErHCTPALHIO
OKT, nposenenne DXOKI u npuuensHoit peHrrenorpaduu OpraHoB IpyAHOH KIETKH
(puc. 1 Ilpunoxenue b) [8, 12, 13, 22, 45-48].

YAA3VYYPA
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2.4.1. CtanaapTHas 3J1eKTpoKapaHorpadus

PexomennoBana perucrtpauus sjiektpokapadorpammel (OKI) gersm ¢ nogo3peHueM Ha
nanmuuue JII' [211-214].

YAA3YYP A

Kommentapuii: OKI7 sgisemcs  6blcOKOYYGCMEUMENbHBIM, HO He ChReyuguiHbiM
UHCMPYMEHIMOM OUAZHOCMUKU le20unot cunepmensuu. Omcymemeue uzmenenuti na KT
ne uckmouaem JII', nosmomy OKI' me moocem cayxcums memodom ckpununea JII'
Ocnosnvimu DK -maprepavu  JII'  senaiomes  npuswaku — 2unepmpoguu  npasoz2o
HCENYOOUKA U NPAGO2o npedcepous, ¢ Koppexyueu HA 603pacm pebeHxa, npu 3mom
HaIUYue 2SMUX NPUHAKO8 He Koppeaupyem ¢ msxcecmvio 3abonesanus.  H3z-3a
uzuonozuveckoil npagoepammel omrionenue S0C kax kpumepuit JII' nenadécen y
Oemeti pannezo eospacma. IKIy oemeii ¢ JII" modicem 6biaA6UMb MHONCECMEO AHOMANU,
BKNIOYASL HAPYWEHUA pumma U npogooumocmu, yoaunenue unmepsaira QT, npusnaxu
uwiemuu muoxapoa. enyoouroevie apummuu pezucmpupyiomes npu JII' peoce, uem
HAONCETYOOUKOBble — MAXUKAPOUY,  BO3HUKHOGEHUE  KOMOpLIX — accoyuupyemcs ¢
yxyouienuem COCMOosHUSA u npocpeccuposanem npaeocesy0ouKo8ou
nedocmamounocmu. Ilepcucmuposanue mpenemanus wiu Gubpuriayuu npeocepoutl y
maxux 601bHbIX AGAAIOMCS YPAKMOPOM BICOKOZO PUCKA CMEPMU OM NPABOICENYO0UKOBOU
Hedocmamounocmu  (emepmuocms 0o 82%) [214].  Ilpu  omom  cmabunsHoe
60CCMAHOBACHUE CUHYCOB020 PUMMA ACCOYUUPYEMCS € YAyHuieHue npocHo3d U
CHUICenuem nemaisnocmu 0o 6,3%.

PexomengoBana aetam ¢ JII' peructpanus DKI kaxapie 3-6 MecsLEeB 1 IHHAMHYECKOTO
Habmoaenus [211-214].

YIA3IVYYPA

2.4.2. Peutrenorpadus opraHoB rpyaHoNH KJIeTKH

PexoMeH0BaHA TIpHIIENIbHAS pPEHTTEHOrpadgusi OpraHoB IPYyJAHOH KIETKH JeTSIM C
nozo3penuem Ha JII' npu nepsuynom obenenosanny [12, 13, 22, 187, 188, 215, 216].
YAASYYPC

Kommenrapuii: [lpu nposedenuu penmeenozpaghuu credyem obpawyame enumanue Ha
RAMONOZUYECKUE USMEHEHUS, SKIIOUAIOUUEe NOBBIUEHUE NPO3PAYHOCIU Ne20YHbIX nodel
Ha nepughepuu 3a cuém oGeonenusA 1e20YH020 PUCYHKA, GbIOYXAHUE CMBOAA U 1e60l 6eMEU
Ne204HOU apmepuu, Komopwle gopmupylom 6 npamoil npoexyuu Il 0yey no nesomy
KOHMYPY cepoyd; pAcUiupenue KOPHel NecKux; VeeiuyeHue npasvix omoenos cepoyd.

Peumeenozpagus 2pyonou kiemku 00bi4HO NO036015em 000CHOBAHHO UCKIIOYUMb
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YMepPeHHOe UNU MANCENOe NOPAdCeHUe NeZKUX Wil GEHO3HYIO N1e20YHYIO 2UNEePMEeH3UI0,
0bycnoenenHyo 6oNe3HAMU JICGbIX KaMep cepoyd, NPUeooiyyio Kk oméxy nezkux. OOHako
cmenene JIIT ne o00s3amenvHO Koppeaupyem co CHEReHbIO PeHMZeHON0SUYeCKUX
omrionenut. ¥ oemeit ¢ nodospenuem na JII" penmeenoepaghus mosicem oams UCXOOHYIO
unopmayuio 0 cocmosHuu - 1e2KUX ¢ Y4emom — NPUéMiIemMoz0  Pucka/0o3vi
obayuenus. Heobxooumocms penmezenozpagpuu 2pyOHoOt KiemKu Py NOGMOPHLIX 6UIUMAX
onpeoeisiemcs KIUHUYecKol cumyayuei.

He pexomenpopano aersm c¢ JII' npoBeneHHe npHuenbHOH peHTreHOrpaguu OpraHOB
IPYAHOM KJIETKH IMPH Ka)0M BH3UTE, €C/IM HET KOHKPETHBIX KIMHHUYECKHUX ITOKa3aHUH
(HanpumMep, U3MEHEHHE KIIMHUYECKOT 0 CTaTyca, HaJluuKe 3a00/1eBaHud JIETKUAX 1 1p.) [215,
216].

YIASYYPC

2.4.3. Oxoxkapauorpadus

PexoMeH/10BaHO mpoBe/IeHHE TpaHCTOpakalbHOM 3Xxokapauorpaguu (DXOKI) Bcem
JeTSM € OJA03PEHHEM Ha Hallu4He JIerOuHOH runepreHsuu [217-222).

YIA2YYPA

KommMenrapuii: OXOKI' sasasemcsi OCHOGHLIM MEmMOOOM CKPUHUHSA HA HAludue
npusnaxos JII. Yyscmeumenonocms memooa oocmuzaem 85%, cneyuguunocmo — 74%
npu HeOONLUIOM BPEeMEHHOM uHmepsdaie (6 udeare — 1 cymxu) meancdy IXOKI' u
UHBA3UBHOU OYEHKOU NAPAMEmMPOE 2eMOOUHAMUKY U CHUNCAEMCSl NPU YBeAUde U SMOo20
npomesicymra [217-220]. Ckpunune nHa nanuvue JII" dondcen 06a3amenbHo RPOGOOUMBCSL
8ceM OemsiM ¢ NPozpeccupyioujeli 00bIUKOU, CHUNCEHUEM MOIePAHMHOCMU K (QU3UYeCcKoll
Hazpyske, CUHKONE HEYCMAHOBIEHHOZO0 2€He3d, (UIUKATbHBIMU NPUIHAKAMU U
cumnmomamy, accoyuupyrowumucs ¢ JII. Ilpu ewvisgienuu NoOOOHBIX CUMIMOMOG
HEOOX00UMO UCKNIOHUMb HATUYUE 8PONCOEHHBIX NOPOKOG CepOyd U UHBIX CHPYKMYPHBIX
anomanuti cepoya u cocyoos. Ipu npoeedenuu IXOKI pexomenoosano oyeHums ghopmy,
AuHEeliHble pazmepbl, 00BLEMbLI, MONUUHY MUOKAPOA NPABO2O HCEAYOOUKd, PAIMEPD!
npasozo  Hpeocepous, OYeHumsb CMeNneHb MPUKYCRUOGAbHOU U NYIbMOHANbHOMU
pecypeumayuu. Ioxazamenamuy, ceudemenrbcmeyiowumu o nawsuu JII, aensiomes
yeeauvenue pasmepos u (popmvl NPasozo npeocepous, yeeaudenue oO6vEMaA, pamepos,
MONYUHBL MUOKAPOA HNPABO2O IJHCENYOOUKd, UIMEHeHUe QopMbl NPABo2o U J1e6O20
AHCENYOOUKOE € OMKAOHEHUEM MENCHCENYOOUKOGON NepezopoOKu € HOI0CMb 16020
Jicenyoouxa u gopmuposanue eco D—hopmuel, pacuiupeniie cmeona 1e204Hol apmepuu u

eé gemeel, UsMeHeHUe hammepHa KPoeomorkda 6 Ne204HOU apmepuu, YKOpodieHue 6peMen
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U3ZHAHUA  Npasoeo  Jceayoouxa. Pexomenooeamno  oyenumb  CUCMONUYECKYIO U
OUACMONIUYECKYI0  PYHKYUIO NPA6o20  JCETYOOUKA, PAccHumams  CUCHIONUYECKOE,
QuUAcmoIU4ecKoe U cpeodree 0asieHus 6 1e204HOl apmepuu ¢ y4emom 0ae1eHus 6 NPasom
npeocepoul  HA  OCHOBAHUU  pazmepos U  cmeneHu  koarabuposanus  BIIB.

Oxoxapouozpaghuveckue Kpumepuu 1e204HOU 2unepmen3un npedcmasienst 6 madauye 16.

Tabauua 16. Dxokapauorpaduyeckie KpUTEPUH JIero4HOM runeprensus [1, 6, 8, 217]

Onpenenenne Kpurepun

JII" ManoBeposATHA Vrx peryprurawm < 2,8 M/c,
CZ[JIA1 <36 MM pT. CT.,

otrcyrcTByoT nononuutensHbie DXOKI kpurepun JII

JII" Bo3MOKHA 1. Vi peryprirawmn < 2,8 M/c,
CIJIA <36 MM pT. CT.,

ectb gononautensuble IXOKI kputepuu JII'

2. Vi perypruTaimn = 2,9 M/c,

CIJIA =37 — 50 MM pr. CT.

JIT" gocroBepHa Vi peryprimaunn > 3,4 M/C,

CIJIA > 50 MM prT. CT.

'CHJIA — cucronnyeckoe JaBlieHUe B JIETOYHOI apTepHu

2 V ik peryprutaum — CKOPOCTE KPOBOTOKA TPHKY CITHIANBHOM perypruTannu

PexomennoBan peryaspusii OXOKID cKkpMHHHr Ha HaJu4ue NPU3HAKOB JIETOYHOH
TUIIEPTEH3HH JIeTSAM C 3a00IeBaHUSAMH H COCTOSIHUAMH, aCCOLMMPOBAHHBIMH C Pa3BHTHEM
mo6eix rpymmn JII, ams cBoeBpeMEHHOTO BhIsSBIIeHHs 3a0oneBanus [8, 12, 13, 217-222].
YAA3YYPA

Kommenrapuii: Pezyuspuviti ckpunune na nanuyue JII' dondicen npogooumcs ecem
nayueumam ¢ BIIC, cucmeMHbIMU 3d001e8aAHUSMU COLOUNUMENbHOU MKAHU, nOpMAnbHOL
2unepmensueil, wucmocomozom, BHY-ungpexyuei, saboresanusmu cepoya, namonozueu
JIe2KUX, CUHOPOMOM HOYHO20 anHod, nepcucmupyioujei JII' noeopoxcoenivix 6 anamHese,
MpPOMOOIMOONUAMY, — 2EMONUMUYMECKUMU — AHEMUAMY,  MUeIonponugepamuensimu
3abonesanusimy, memaborudeckumyu  3aboneeanusMu U - OONE3HAMU  HAKONIEHUS,
XPOHUYECKOU  NOYEYHOU  HEeOOCMAMOYHOCMbIO, d  MAKdce  2CHeMmuyvecKumu U

XPOMOCOMHBIMU 3a001e8anuAMU, accoyuuposantsimu ¢ JII'.
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PexomenjioBano nersm ¢ BepoatHoi JII', BemsBiennoit npu DXOKI, noarsepautsb
JaHHBIMH KaTeTepH3alluu cepiaua 1yis Bepudukanuu nuaraosa [8, 12, 13, 187, 217-228].
YAA3VYYPA

PexoMeH10BaHbl JIeTSIM C YCTAHOBIEHHBIM jguarHo3oM JIIT perynsipHesie MOBTOpHBIE
OXOKI' ¢ ucronb3oBaHUEeM clenHaIH3upoBaHHbIX it JIIT mpoToKooB B cpegHem
Kaxaele 3-6 MecAleB I8 MOHHUTOPHHIa 3a COCTOSHHEM BHYTPHCEpICYHOM
reMOJMHAMUKH, KOHTPOJs (YHKIUH NPABOTO JKEIyJI04YKa, CTpaTHQHUKAUM pHCKA H
OIIpeleJIEHHs OTBETa Ha MpoBogumMylo Tepamnumio [8, 12, 13, 187, 217-222].

YAA3IYYP A

2.4.3.1. Pacuér n1aB/IeHHA B JIETOMHOH apTepHHU NPH IX0KapaHorpaduu

PexomenmoBan nmetsam ¢ JII' pacyéT CHCTOMHYECKOrO JaBICHHS B JIETOYHOM apTepHH IO
ITHKOBOMY CHCTOJIMYECKOMY TPaHCTPHKYCIIHAAIBLHOMY rpanuenty nasnenus (PGrk) [217,
222-224, 226, 227]

YAA3YYP A

Kommenrapuii: Oyenka cucmoauueckozo PGmx donsicna npoeodumcs He MeHee 4eMm 6
mMpéx — CMAaHOAPMHBLIX  IXOKAPOUOZpAPUYECKUX  NO3UYyUAX O GbIAGNEHUA €20
Makcumaneuelx  sHavenuti. Pacuém  cucmonuveckozo  PGrx  npouzgooumcs ¢
ucnoav308anuem moouguyuposannozo ypasuenus Bernoulli ¢ koppexyuetl na pacuémuboiii
noxkasame:v 0A6IeHUsA 6 NPAGOM NPedcepOul U Y4EMoM 2paouenma 6 6bIHOCALYeM mpaKkme
HPAso2o JHcenyOouKd.

Haubonee uwacmvie owubru, erusowue Ha oocmoseprocms npu pacweme CHJ/IA no
CKOPOCIMU MPUKYCRUOAILHOU Pecypeumayui.

1. 3unauumenwvnoe (6onee 20%) omrionenue yana HAKIOHA CKAHUPYIOWe20 1y4d,

2. HenpasuwibHbl pacyém 0asieHus 6 NPAsoM npeocepoull,

3. He npuHamue K pacuyémam zpacueHmd Od6AeHUs 8 BbIHOCAWEeM MpAaKme npasozo

dHeeyOoyKd.

MunumansHocmeb Ul BLIPANCEHHOCHb CMENEHU MPUKYCRUOATbHOU HEO0CMamoyHOCmu
Modicem 3ampyOHUmeb a0eK8amuyio oyenky oasienus 6 JIA u npusecmu K He0ooyeHke u
nepeoyeHKe cOOMeemcmeeHHo.

PexomennoBan netsm ¢ JII' pacuér cpennero naenenus B JeroyHoi aprepun (cp/lJIA)
JUIsl HEHHBa3UMBHOM olleHku ypoBHs JIA [217, 218, 226-228].

YAA3IYYPB

KommenTapuii: Pacuém 603mooicen HeCKOIbKUMU MEMOOaMU.

1. ucnoaw3ys ypasuenue, 20e cp/l/IA = 0,61 x cucmonuvecxoe [JJIA +2 mm pm. cm. wiu
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2. onpeoenenue cplllIA  no cymme pannezo  (MUKOB020)  OUACMOAUHECKO20
MPAHCRYTbMOHAILHOR0 2PAOUEHMA U OABINeHUSL 6 NPAGOM NPEeOCePOUl.

PexomennoBano aeram c¢ JII' onpeaenenue auactonudeckoro naenenus B JIA, uenonssys

CyMMY KOHEYHOro JIHACTOIMYECKOTO TPAHCMYJILMOHAJIBHOIO IPaJUeHTa H Pacuy&éTHOro

JaBJIEHHA B IPaBOM npejacepauu [217, 225, 227]

YAA3VYYPA

2.4.3.2. Onenka mopdgo/ioruy 1 QyHKIMH NpaBbIX KaMep cepana

Pexomennosano netam c JII' onpenenenye pazMepoB | IUIOMIAH IPABOrO KeTy104Ka 11
OLICHKH CTEIIEHH ero peMo/jieupoBanus [229, 230].

YAA3YYPB

KommenTapuii: Oyenxa cmanoapmuulx pazmepos, HI0Waou Npasozo Hceayooyka u
(paxkyuu yropouenus niowaou npou3sooumscs 6 B-pesxcume ¢ yuémom peghepernmuolx
3navenuil no nIoWaou nosepxnocmu mena pebenxa u pacyémom Z-score [229-231].
PexomennoBano jersM ¢ JII' onpeneneHue KOHEYHO CHCTOJIMYECKOrO HWHIEKcA
peMo/IeTMPOBaHKs IPABOro JKeyJo4ka /uist crpatudukanuy pucka JII™ [231].
YAA3YYPB

PexomennoBano nersm ¢ JII' ompenenenue cucronmdeckodl sKkckypcun ¢ubOposHoro
Konbua TpukycnuaansHoro knanaHa (TAPSE) s omnpenenenue  mpoaoJibHOMH
CHCTONHYESCKOM (YHKIIMHU ITPaBOro Xeayaouyka W cTparudukanmu pucka [232-235].
YAA3YYP A

Kommenrapuii: Oyenrxa noxaszamens y oemeii npogooumcs cmpozo ¢ Y4émom
pehepeHcHbIX 3HAYeHUll CO2NACHO 803pacmy U niowWaou noeepxHocmu meaa pedenka c
pacuémom Z-score [234, 235].

Pexomennosano gersm ¢ JII' ucnone3osats nokasareins TAPSE s crparudukamun
pucka HeOmaronpuATHBIX coObITHH npu JII' kak npu nmepBHYHOM OOCIENOBAHHMH, TaK
MOCHEYIONMX JUMHAMHYECKUX HaOMIOJEHUSIX JUIS OLICHKM OTBETa Ha IPOBOIHUMYIO
tepanuto [8, 217, 221, 232].

YAA3YYPA

PexomennoBana aetsam ¢ JII' ouenka nedopmaiuu u ckopocTd JehopMalud MHOKap/ia
npaBoro kemyaouka Metoaom speckle tracking Juisi OLEHKM €ro perHOHaIbHOM H
riobansHOi GhyHkumuu [236-237].

YUI3VYYPB
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PexomennoBano omnpeneneHue o0bEMOB W (pakuun BbIOpOCA MPABOro JKenydodKa
MeTooM 3D 1uis OlEHKH CTENeHM ero peMOICIHPOBAHHMS U CHUCTOIHMYEeCKOH (yHKUUN
[238-240].

YAA3IYYPB

PexomennoBana sersm ¢ JII' oneHka cTeneHH CHCTOJIMYECKOH JKCKYpcHM cBOOOIHOI
CTEHKH IIPaBOIO MeJly/104Ka IS ONpEee/IeHUs ero CHCTO/IMYecKOH GyHKiuu [241-242].
YAA3YYPB

Kommenrapuii: Cruoicenue smozo noxazameins omuocumeivHo pegrepenchsix 3HaveHuil
¥ Oemeil Asngemcs evicokoyyecmeumenvhiviv (100%) u evicoxocneyuguunvim (100%)
MApKepoM  CHudCeHus 2n00aibHOll  CUCMONUYECKOU (QYHKYUU NPAso2o  dceny0ouKda,
KOppeaupyowum ¢ ebircusaemocmoio y oemet ¢ JII'.

PexomennoBano jersm ¢ JII' onpenesieHue cOOTHOLIEHUS NPOIOJIKUTEILHOCTH BPEMEHH
CHCTOJIbl M JTUACTOJIBI TIPABOT0 KEITy10YKA METOIOM JOMIIJIEPOBCKOI0 HCCIEI0BaAHHS IS
crpatudukaimu pucka JII' [243, 244].

YAA3YYPB

KomMmenrapuii: Veenuuenue omuowenus npoooajtCcumessHOCmu CUcmonsl K ouacmone
>1,4 xoppenupyem co CHUdMNCeHUeM 6bldcusaemocmu y odemeu ¢ JII' u saeisemcs
UHOUKamMopom cmenenu maxcecmu JII' u 6blcoko20 pucka.

PexomenoBana gaersm ¢ JII' oleHka CUCTOIMYECKOW M AHACTOIMYECKON (GYyHKIUMH
NpaBoro JKelyJoYka METOJOM TKaHEBOIO JOMNIUIEPOBCKOTO HCCIENOBaHMA  JUIs
crpaTudukanuu pucka [245-247].

YAA3IYYPB

Kommenrapmii: Cuudicenue nuxosoil  cucmonuveckoit  ckopocmu  (S') cyvewjenus
Pudpo3noco Koabya mpexcmeopyamoso Kianand y oemeu U Moa00six mooei ¢ JIIT
koppeaupvem ¢ DB npacoco  ceaydouxa, PK nayuenma  u MoMCEM  CAYICUMb
npocnocmuyeckum maprepot [248].

PexomenpoBano persm ¢ JII' onpenenenue BpeMEHH YCKOPEHHS CHCTOJIMYECKOTO
KpPOBOTOKA B CTBOJIE JIErOYHOM aptepun [248-250].

YAA2VYYPA

KommenTapuii: Vkopouenue epemenu yckopewuss 6 6blHOCAUjeM mpakme npasoco
arcenyoouxa menee 100 mc aeasemcs 6bicoko yygemeumenvioiM (84 %), u cneyudhuunsim
(84%) npusuaxos JII v demeti u espocieix. [okasameis 6bicoko Koppeiupyem co
CMERNCHBIO MAXNCCCMU COCMOosus. Y demell oannblil ROKA3AmMe b 3A6UcUm om 6o3pacmad

u, coomeememeenino. HCC, eeo oyenka nyjncoaemes ¢ onpeoeieni £-score.
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o Pexomennosano persM c JII' onpenenenue pazmepos, 2D muiomanu, o6bséMa U QyHKIHH
MPaBoOro Mpeacepans I ONpeaeTIeH s TPeIHarpy3KH MpaBoro xeiyaouxa [251-252].
YAA3YYPB
Kommenrapuii: Cucmonuveckuti 2D undexcuposanuvlii 00béM npasoco npeocepous,
paccuumanneii npu IXOKI, ewicoko koppenupyem ¢ YposHem OdAGleHUs 6 Npasom

npeocepoulU, ONpPeoensemMoz0 npu UHEA3UGHOM UCCTE006AHUM.

2.4.3.3. Onenka MexKeJNy109K0BOro COOTHOIEHH

e  PexoMenpaoBaH geTaM ¢ JII' pacuét cooTHOIEHHS! THHEHHBIX IMaMETPOB IIPaBOr0 H JIEBOTO
JKEIy/I0YKOB B KOHLE CHCTOJIB!I Ui oOmpeleleHHuss creneHd caasnenusa JDK wu
crparuguramnuu pucka JII' [253-257].

YAA3VYYP A

KommenTapuii: CoomHnowieHus AUHeiiHbIX OUamMempos npasozo U 16020 JHCeNYO0YKOE 6
KOHYE CUCMOJbL 6bICOKO KOPPEIUPYIOm ¢ NOKA3AMenaMmu UHEA3UBHOU 2eMOOUHAMUKU U
ompasicaiom cmenens maxcecmu JII. Omunowenue [DK/JDK = 0,67 y oemett cmapuie |
200 ¢ uyeemeumeivnocmolo 100% u cneyugpuunocme 95% accoyuupyemes ¢ JII" [254].
Veenuuenue dannozo coommowenus donee 1,4 'y demeit cmapue 1 200a coomnocumcs ¢
Kpumepusimu evicoxo2o pucka JII' [255, 256].

e PexoMenporano gnetsm ¢ JII' onpeneneHHe WHIEKCOB DKCHECHTPHUYHOCTH JIEBOTO
)enmynouka B cucrony u guacroiny IDK/JDK mns onpenenenns crenenu cuasnenus JDK u
crpatudukainuu pucka JII' [256-258).
YIAA3IYYP A
Kommenrapuii: D-ghopma ne6ozo sceay0ouxda ¢ yeeauseHuem uHOeKcd IKCYeHmpuiHocmu
JDK e cucmony 6onee 1,1 vy demeir cmapue 1 200a ¢ wyecmeumenwnocmoio 100% u
cneyughuunocme 97% accoyuupyemest ¢ JII [258].

¢ PexomengoBano getsm c¢ JII' onpeaennTs AHACTONNYECKY IO (DYHKIIMIO JIEBOTO KEILy A0UKA

IUId OLleHKH cTereHH Komnpeccuu JII™ u Tsoxectu 3abonesanus [259-260].
YIA4YYPC

2.4.4. Upesseno3nan Karerepuiaums cepua
MHBasMBHAs perucTpanMs IapaMeTpoB TIeMOJHHAMHUKHA C TOMOINBK Ype3BEHO3HOM
KaTeTepHu3aodHH KaMep cepilla ABIACTCA 30JI0TEIM CTaHIApTOM JAHArHOCTHKH JIT". UpH ITOM
NOKa3aHHs U aJIFOPHUTM 3TOI'0 AHArHOCTHUYCCKOI'0 HCCJICAOBaHH:A pasnn4arorcsa y IIalHEHTOB C
HammyreM conyterByomlero BIIC win Ges.
L] PeKDMeHII()BaHO BBIITOJIHCHHE TPOLEIYPEBI ‘IpeBBeHCBHOﬁ Karepus3aldHd KaMep cepana

nersm ¢ JII' B YCIOBHAX CHeUNHAIH3MPOBAHHBIX JCTCKHX KapJIHOMOIHYCCKHX HIIH
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KapJAHOXHUPYPIrUUECKHX IEHTPOB, HMEIOIIMX AOCTAaTOUHBIH onbIT BeneHus nerei ¢ JII' u
cr1ocoOHBIX O0ecneqyuTh JIeYeHHE TOTEHIMAIBHBIX OCJIOKHEHHH, TAaKMX KaK JIerOYHBIH
Kpu3 [261-264].

YAA 3 YYPA

PekoMeHI0BaHO NPOBEACHHE YPE3BEHO3HON KaTeTepH3allMM KaMmep cepaua y pebeHka c

noao3dpeHnemM Ha Hammuue JIIT nmo JgaHHBIM mpeaBapHUTENBHOrO  00cCIe10BaHHUA

(¢puzukansuoe obcnenosanue, DKI', DXOKI') [1-4, 265-270]:

a) s Bepudukaunu nuartosa JII' (BeisiBnenust kputepues JII),

0) Ju1d ompeeseHus reMoIMHaMHUeCKO# rpy bl (IpeKanuuisipHas, NOCTKal Ui pHas,
KOMOMHHMpPOBaHHAs IIpe- U [TOCTKANW/UIsipHAas),

B) JUIA cTpaTHHUKAUHH pUcKa HeOIaronpUuaTHBIX COOBITHI (HU3KHH, TPOMEKY TOUHBIH,
BbICOKHH) 10 Havana JIAI -repanuu,

r) y mauueHToB ¢ JIAT ©e3 BIIC nns onpeneneHus noxasaHuil K TapreTHOH Teparui,

n) y nauueHtoB ¢ JIA-BIIC nns onpenenenus nokasaHuil MM NMPOTHBOIIOKA3aHHH K
onepatuBHOMY Jederuio BIIC.

YIA3VYYPA

PexomMeHI0BaHO JETAM C BIIEPBbIE YCTAHOBJIEHHBIM JHarno3oM JIAI nposeaeHHe MoJIHOro

NPOTOKOJIa Ype3BEHO3HOH KaTeTepu3allMM MOJIOCTEH cepila A0 Ha3HAYeHUs JIErOYHBIX

Ba30/IMISITATOPOB NI BepuuKaumuu npekanuuispHoit ¢opmer JII', crpatudukanun

PHCKa, onpeelieHus MeTola H 00bEMa Tepanuu [8, 9, 13, 46, 265-270].

YIA3YYPA

PexomeH1oBaHbl JIETAM C YCTaHOBJEHHBIM guarHo3zoM JII' noBTopHble Ipoueaypsl

Ype3BEHO3HOI KaTeTepHu3alnus Kamep cepjua npu [1-4, 8, 265-271]:

a)  YXYAUEHUH KIMHUYECKOTO COCTOSHUS,

0) HeoOXOIMMOCTH OIEHKH OTBETA Ha MPOBOJAUMYIO TEPAITHIO,

B) BBISBJIEHHMHM PaHHUX PU3HAKOB IPOrpeccUpoBanus 3aboneBaHus,

I') MOSBACHUH HCHHBA3HUBHLIX KPHTEPHEB NMPOMENKYTOYHOTO MIIH BBICOKOIO PHCKa JUIs
Oosiee TO4YHOI cTpaTH(HKAIMM pHCKAa HEOIAronpUATHBIX COOBITHH H OIpe/eIeHHs
OCHOBaHHH JIJIs1 3CKAJIallMK Teparuu,

/1) OlleHKe HeoOXOAUMOCTH BHECEHHUS B CIIMCOK OYKH/IaHHUS TPAHCIUIAaHTALUH JIETKHX.

YIA3VYYP A

Kommenrapuii:  Humepsanvl  Mmedcoy RNOBMOPHLIMU — KAMEemMepuzayusimu  O0JHCHbI

Onpeensmbea Ha OCHOBAHUN KIUHUYECKUX OAHHBIX, d peulere 0 nposeoeHuu Npoyeoypsl

Kamemepuzayuu OCHOBLIBACHICA, 2NAGHbIM  00pa3oM, HA NOSAGIEHUU  NPUIHAKOE

KAUHUYECKO20 YXYOULeHUs, mpeOyiowezo usMeHenus mepanuu (KOMOUNUPOBAHHOU
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a)

K)
n)
M)

H)

OBOUHOU-MPOUHOU Mepanuy, cMeHd npenapama 00H020 KIdcca) uiu Heyoawe npu
docmudiceHuu yeneil NeyeHusl.

He pexomenjiyeTcsi MpoBOIMTE YpPE3BEHO3HYIO KaTeTepH3alMio cepaua aetsam ¢ JII' u
HecTaOMIIBHOH TIeMOJIMHAMMKOH, B TSDKEIIOM COCTOSIHHH, TIPH KOTOPBIM TpebyeTcs
HEME/UICHHOE Hayaso Tepanuu |8, 262-270].

YAA4YYPC

Kommenrapuii: [lpu cmabunuzayuu cocmosnus nayuenma ciedyem GepHymbCsi K
PEeueHuIo 60npoca 0 NPOGeOeHUN YPe36eHO3HOU Kamemepusayuu cepoyd, ROCKOIbKY eé
pe3yibmamsl MOZYM ROGAUAMb HA 6b1O0OP Memodd U cnocoba eyeHus.

He pexomenayercs NpoOBOAMTL YPE3BEHO3HYIO KaTeTEPHU3allMIO cep/illa H3-3a pHCKa
ocJiokHeHui [8, 262-266]:

a) HoBopoxaeHHbIM ¢ JII' 1 1eTsam ¢ Maccoii Tesa MeHee 5 K,

0) NpH TUNHYHOHN NMEPCUCTUPYIOMIEH JICrOYHOM runepren3neil HOBOPOKICHHBIX.
YAA4YYPC

PexomenioBano aetsaMm ¢ JII' BKItoyaTh B cTaHAAPTHBIA IPOTOKOJ KaTeTepHU3alluy OIEHKY
¥ pacuyéT nmapaMeTpoB reMOJMHAMMKHM Kak IpaBbIX, TAK W JEBLIX kamep cepaua [1-4, 8,
265-272]:

Cpenxee naBieHHe B IPaBOM MpPeACePINH, MM PT. CT.

CpeaHee naBiieHMe B JICBOM MpeAcepauH (IPH HATHYHH MEXKIPEACepAHOro cooOLIeH s ),
JlaBJICHHE 3aKJIMHMUBAHUS JIETOYHOH apTepHH WJIH KOHEYHOE JHAcTOJIMYECKOH JIaBleHHE
JIEBOTO ey 104Ka, MM PT. CT.

CHUCTONIHYECKOE [IaBJIEHHE B IIPABOM JKeJy10YKe, MM PT. CT.

Cuctonuyeckoe, IMacTOJIMYECKOe H CPEIHEE JIaBICeHHE B JIETOYHOM apTepuH, MM PT. CT.
CHcTonMueckoe 1aBjieHHEe B JIEBOM JKEJy/I0YKe, MM PT. CT.

CucTonuueckoe, IMacTOJIMYECKOE H Cpejiee IaBJIeHHe B a0pTe, MM PT. CT.

Carypauust kposu B JIA, aopte, JIeBOM IIpelicepIHH U CMEIIaHOH BEHO3HOH KpoBH, %o
MHjeKe TerouHoro cocy AMCTOro ConpoTHBIeHus, e. Byaa x m?

HUunexkc nepudepuyeckoro (cucreMuoro) cocyauctoro conpotuBiaenus (I1CC),
en. Byna x M2
CeprieuHblii HHIIEKC Manoro Kpyra kposoobpamenns (CUMKK), n/mMun/m?
Cepeunslit unaeke 6onbioro kpyra kposobpamenus (CUBKK), n/mun/m?
Cepneunsiit manekc >dpexTuBHOrO Merounoro kposortoka (CUIGKp), n/mun/m?

Hanuuue 1 BeuunMHa apTepuOBEHO3HOIO U BeHoapTepuanbHoro cbpoca kposH, %
YIJA3IYYPA
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PexomenoBano nersm ¢ nojospenuem Ha JII' ompenenenue cpennero gaBiieHUS B
JIErOYHOM apTepHH s BblaBiieHus kputepus JII' [1-4, 6, 8, 265-270].

YAA3IYYP A

Kommenrapuii: Kpumepuem wnanuyus nezcounoii eunepmenzuu a060l KIUHUYECKOU
epynnbl 1 1106020 2eMOOUHAMUYECKO20 Kidccd Y demell A6IAemcs ROKA3amelb cpeoHe2o
oaenenus 6 1e2o4Hou apmepuu eviwie 20 mm pm. cm.

PexomenoBan jetsm ¢ JIT' pacuér cpejiHero CMCTEMHOTO JIABIEHHS M €r0 COOTHOLIEHUS
CO CpEe/IHHM JIaBJIEHHEM B JIEFOYHOH apTepuu Ui ONpeleNeHHsS CTElNEeHH TAKECTH
JIEFOYHOM rHNepTeH3uu U crparudukaluu pucka HeOIaronpusaTHLIX COOBITHI, BKIIHOYas
netansHOCTS [1-4, 6, 8, 270].

YAASYYPC

Kommenrapuii: Coomuowenue cpeonezo JIJIA « cpeonemy A/ menee 0,5
coomeemcmeyem Kpumepuio HU3K020 puckd, snadenue OaHHo2o coomuouenus bouaee 0,5,
Ho menee 0,75 — npomedncymoynoco pucka u 6oiee 0,75 — 6blcOKOMY PUCKY.
PexomenjoBan pacy€r uHjekca jeroyHoro cocymuctoro conporusienus (WJICC) npu
MPOBEJICHHHU KaTeTepH3aluuu cepaua jetsm ¢ JII' s onpenenenus reMoMHaMHYECKOIO
knacca JII', onpeneneHns cTeneHu TSKECTH M CTpaTH(HKAIMK PHUCKA C MOCHE1YOUIUM
pelIeHHeM BONPOCa O METOJE M TAKTHKE BEJIEHHS, a TAKIKe ONpe/IeNeHUs OTBETa Ha yiKe
npoBoguMyto Tepanuio [1-4, 8, 264-266, 270].

YOAA3YYP A

Kommenrapnii: Huoexe JICC onpedensiiom ¢ nomowwio ciedyiowe popmyiol: UHOEKC
JICC = (epJIA — [3JIA)/CHMKK, 20e cplllIA — cpeonee oasnenue 6 JIA, [I3JIA —
daenenue 3axkiunueanust aecounoi apmepuu, a CHMKK — cepoeunblil uHOexc Mano2o
Kpyea kpeooobpawenus. AnbmeprHamueno 0aeienuro 3aKIUHUGAHUA 1€204HOU apmepuul
MO2Ym UCRONb30BAMbCS OABAEHUE 8 1€60M Npeodcepoul (UsMepenue 603MONUCHO NPU HAYUU
MEACPEOCePOHO20 COCObIeHUs) UIU KOHeYHOe OUACMOIUYecKkoe OdaGIeHUe J1e6020
ACENYOOUKA (noKaszamenb MONCEm UCROAb306AMbCS NPU  OMCYMCEUU MUMPANLHO20
cmenosa). Huoexe JICC (wICC) > 3 ed. Byda x m° nosepxnocmu meia pebenxa a6nsiemcs
Kpumepuem NpexanuiisipHO20 KOMROHEHMA Ne20YHOU 2UnepmeH3uu U noomeepicodem
HAluque J1e204HOU  2UNEePMEH3UOHHOU  cocyoucmoll  Oone3Hu kaxk y oemeud ¢
OUCEHMPUKYIAPHOT, MAK U C YHUBEHMPUKVAAPHOLO 2eMOOUNaMurKol. Botagnenue oannozo
Kpumepus y 60J1bH020 € UCXOOHO BEHO3HOU 1€20YHOU 2UNePMEH3UET CBUOCMENbCMEYEem O
pazeumui KOMOUHUPOBAHHOU hopMbl npe- U NOCMKANUINAPHOU 1e20YHOU 2UNEePMeH3UL
(maba. 7). 3navenue wJICC menee 10 ed. Byoa x M° aeasemes Kpumepuem Husko20 puckd

JIT, om 10 0o 15 eo. Byoa x M° — npomescymounozo. Onpedenenue wiICC 6onee 15 eo.
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Byoa x M’ omnocum nayuenma k xamezopuu 6vicoko2o pucka JII' u accoyuupyemesn c
6bICOKOU 1eMANbHOCMbIO.

PexomenjloBaHo ornpejeneHue JaBleHHs 3akJIMHUBaHHA JierouHoi aprepuun (J13J1IA)
aetsam ¢ JIT' juis yeranoBieHust reMoinHaMudeckoro knacca JII™ (npe-, mocTKanuuispHbli
WM KoMOMHMpOBHHEIH) [1-4, 6, 8, 265-270].

YIA3IVYYP A

Kommenrapuii: /[[3/IA onpeoensemes npu OKKIIO3UU 1e204HOU apmepul Baiionom
Kkamemepa ne2o4Hou apmepuu. B omcymemeue npensmcemeuti nymeu npumoka 16020
npeocepous [[3JIA pasno dasienuio 6 1esom npedcepouu. B nopme amom noxkasamens ne
Qo/ndicen  npesvblidams 15 wmm  pm.  cm., uymo noseoasem  ougpepenyuposameo
npekanuiIapHyio u nocmrxanunisapuyio gopmy JII. Veenuuenue /[3/IA 6onee 15 mm pm.
cm. ceudemenscmeyem o0 HAWYUU NOCMKAnWUIAPHo20 Komnowenma JII' u moocem
Habaooamecs Kaxk npu u3oaupoeanHou eenosnou JII, max u npu KoMOUHUPOBAHHOU npe-
u nocmranwisaprou ¢gopme JII Ipu uzoiuposanuou 6eHO3HOU (ROCMKANUANAPHOU)
Gopme cneyugpuueckas JIAI" mepanus npomusonoxazana. Pewenue o nasuavenuu JIAI
mepanuu npu KOMOUHUPOBAHHOT (npe- u nocmkanunasapro) gopme JII' 0oaxcno bbimeo
Ype36LIYALIHO B36CULEHHBIM U CODTI00AMb OAIAHC ROMEHYUANbHOU NOIb3bl U 6EPOSMHO20
epeoa. Baoicno ommemums, umo nocmkanuuispuas opma JII,  obycioerennasn
CMEHO3AMU 1€20YHBIX 6€H, HACMO CEA3ANHBIMU C GPONCOEHION QUAppazmMalbHOll 2pblicel,
opveumu BIIC wuwu 6pouxonecoynou oucniasueti, O0aXuCHA OblMb UCKIIOYEHA KAK
nomeuyuanvuas npuduna JII'.

PexoMmenjoBaHO oOmpe/e/icHUE AaBIEHMS] B MPaBOM MpPEACEPAHH IIPH [POBEICHHH
4pe3BeHO3HOM KareTepusauuu cepaua aersm ¢ JII' gnsa crpatndmkammu pucka JII' u
OIICHKH CTENEeHH TsxecTH u [1-4, 8, 264-271].

YAA3IYYPA

Kommenrapuii: Huskoe (menee 10 mm pm. cm.) oaeienue 6 npasom npeocepouu
COUOCMENLCMBYEN O HUZKOM PUCKE HeDIA2ONPUAMHBLIX cODbimuil, accoyuupoeannsix ¢ JII,
nokasamenu om 10 0o 15 mm pm. cm. — 0 npomescymounom pucke, bonee 15 mm pm. cm.
— 0 gbicokom pucke. [lasienue 6 npasom npeocepouu boaee 20 mm pm. cm. A611eMCH
MApKepoM — O4eHb  GbICOKO20  PUcCKd U NPOMUEONOKAsanueM K  hpoyeoype
ampuocenmocmoMuu.

PekoMeH,10BaHO IPOBECHUE YPE3BEHO3HOM KaTeTepusanuu cepaua y nereit ¢ JII' na pone
CaMOCTOATEILHOrO AbIXaHWs NalHeHTa, JIM00 MOoJ yMEpeHHOH cedalMel, Korja 3To
TOJILKO BO3MOXkHO [261-270].

YAA3VYYPA
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Pexomennorano aersm ¢ JII' mpoBeneHue nepBUYHON M MOBTOPHBIX IHHAMHUYECKHX
Ype3BEHO3HBIX KaTeTepHU3alMil ceplla NpH HACHTHYHBIX YPOBHAX CO3HAHHA NalUeHTa
[261, 262, 267].

YAA3IVYYP A

PexomennoBano getsaM ¢ JII' mpogoimkars HazHaueHHY O TapreTHyo tepanuio JIAD B 1eHb
IIPOBEIEHMS KaTeTepr3alluy cepala s oueHku e€ apdexrusnoctu [261, 262, 267 -270].
YAA3IVYYP A

PexomennoBano aersm ¢ JII' nmpoBeneHHe OCTporo Tecta Ha Ba3OPEakTUBHOCTH IIPH
KaTeTepr3alliy cep/ilia Uid crpatuduKanum pucka HeOIaronpHITHRIX COOBITHH [261, 266,
268. 273-276].

YAA2VYYPA

PexomennoBano aetsaM ¢ JII' mpoBeneHHEe OCTPOro TeCTa Ha Ba30PEaKTHBHOCTD B YCIIOBHSX
CNEHATIH3UPOBAHHOIO KapAHOJIOTMYECKOr0 LEHTPa, HMEIOIEro OMNbIT BEJCHUS JaHHOM
I'pyIibl NAMEHTOB M FOTOBOIO K IMOTEHIIHAJIBLHBIM OCJIOKHEHUSM, BKIIIOYAs JIErOYHBIN
Kpu3 [8, 261-264].

YAA3IVYPA

PekoMeH10BaHO JeTAM C HAHONATHYECKOMH, HACIeICTBEHHOH UITH MeJUKaMeHTo3Hoi JIAT
NpoBE/IeHHE TecTa Ha Ba30PEaKTUBHOCTD Uil ONpe/le/IeHHs TAKTUKH MEIMKaMEHTO3HOIO
JIeYeHHust, cTpaTU(UKaIIMM PUCKA U ONpPEJIeIeHHs BEPOSITHOTO TIporHosa [261, 266-274].
YAA2YYPA

KommenTapuii: Tecm cocmoum 6 onpedenenuu 0CHOBHbIX ROKAzameiel 2e MOOUHAMUKU 6
omeem na eedenue Kopomrkoodelucmeylowux eazoouiamamopos. llocare noayyenus
UCXOOHBIX NAPAMEMPOE 2eMOOUHAMUKU NPOUIBOOUMCS  OYeHKA pPeaxkyuu OCHOGHbIX
ROKazameneu Ha NOCIed06amebHoe 66e0eHUe OKCUOA a3oma, KoOMOunayuu okcuoa azoma
u kuciopooa, #unonpocma u kKombuHayuu okcuoa azoma, Kuciopooa u #uronpocma. Tecm
HA 6A30PeaKmuGHOCHb OOINCeH NPo8ooumucs 0o Havara JIAI-cneyuguqeckou mepanuu.
PexoMmenzorano nersiMm ¢ JII' Hcroap3oBaHHe MeXoaHOH KoMOMHANMM okcHia azora (20-
80 ppm) u kuca0po/1a B BRICOKO#H KOHIIeHTpauuu (FiO2 0,8-1,0) nis cokpaineH|s BpEMEHH
obcnenoranns 8, 273-276].

YAA2VYYPA

PekomeHioBaHa JIeTAM C MApEeHXHMATO3HBIMH/MHTEPCTHIIHAIBHBIMH 3a00JIeBaHHAMH
JIerKMX IlocjiefiloBaTelibHas OlleHKa IapaMeTpoB IeMOJMHAMHUKM Ha (oHe bIxaHHe
KOMHATHBIM BO3/YXO0M, 3aTeM kucrnopoaom (FiO2 1,0), zarem kucnopoaom (FiO2 1,0) u
okcu1oM azora (60-80 ppm) [8, 273-276].

YAA3IYYPA

70



PexomennoBano nersMm ¢ JII' nmpH HEIOCTYHHOCTH HHIAISUHOHHOIO OKCHIA a3oja
paccMOTPETh HHTAISIIMOHHBIH #HUIIOTIPOCT B KAYeCTBE MOTEHIHAILHON ero ajIbTepHATUBLI
JUIs IIPOBEACHHS TECTa Ha Ba3opeakTUBHOCTL (277, 278].

YAd4YYPC

KommenTapnii: /lo3or  6600umblx  npenapamoe 0as  6a30peakmueénozo  mecma

npedcmasienvt 8 mabauye 17.

Tabauua 17. Jlo3sl npenapatos, HCMOJIb3YEMBIX JUIS OCTPOro TecTa Ha Ba30PEaKTHBHOCTD
y neteii [273-277]

Ilpenapat

Jo3a

Oxcup azora

20-80 ppm

#WnonpocT MHraIAHOHHBIA

0.3-0.5 Mxr/kr

PexoMmennoBano getsaM ¢ JII' 6e3 npu3HakoB 3HaYUMOT0 apTepUO-BEHO3HOI0 cOpoca KpOBH
(Qp/Qs=1) KpUTEpPHEM TOJOKHTEIBHOIO OCTPOrO TECTAa HAa BAa30PEaKTHBHOCTh CHHTATH
cHmkenue donee, yueM Ha 20% cpeanero JUJIA u cootHowmenus unaexkcos JICC u I1CC npu
OTCYTCTBHH CHHIKEHHMS cepieuHoro BeiOpoca [8, 261, 270, 273-275].

YIA2YYPB

PexomengoBano nersm c¢ JII' no mnpoBeneHus oOCTPOro JEKapCTBEHHOrO TECTa Ha
Ba30PCAKTHBHOCTh MCK/IIOYHTBH JHArHO3 JIEFOYHOTO BEHOOKKIIIO3MOHHOIO 3abosieBaHus,
NOCKOJIbKY HWHIIALIMOHHOE BBEJICHHME BA30JMJIATATOPOB Y I3THX NALMEHTOB MOMKET
OCJIOMKHUTBCS TSDKETBIM, B T.4. (haTalbHbIM OTEKOM JIerkKux [274-276].

YAA4VYYPC

PexomennoBano jgersm ¢ JIAI'-BIIC co 3HauuMbIM apTepuoBeHO3HBIM cOPOCOM KPOBH
(Qp/Qs >1.5:1) npoBeneHHe OCTPOro TecTa Ha Ba30OPEAKTHBHOCTL JUIS ONpeJeIeHHUs
nokazanui k xupyprudeckomy nedenuio BIIC u crparudukauun pucka JII™ [8, 45, 273,
277,278, 282-284].

YIA3IVYYPA

Pexomennosano getsm ¢ JIAT-BIIC co 3HauyuMBIM apTepHOBEHO3HBIM COPOCOM KPOBH
(Qp/Qs >1.5:1) B xauecTBe KpUTEpUs MOJIOKUTEILHOIO TeCTa Ha Ba30PEAKTHBHOCTH
paccmatpuBath cHHkeHue HJICC u cootHomenus wJICC/uIICC na 20% u Gosee, npH
goctuwkennn wJICC < 6en. Bynaxwm? u  coorHomenue wuJICCMIICC < 0,3
cooTBeTCTBEHHO |8, 45, 273, 277, 278, 282 -284].

YAA3YYP A

KomMeHTapuu:
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1) ¥V nayuenmos co snauumeim cucmemno-ie2outHoim copocom cHudxcerue uJICC nuoice 6
0. Byoa x m* u coomuowenus uJICC/ullCC menee 0,3 ceudemenbcmeyem, 4mo 3aKpbimue
WYHMA MOXCem DblMb 8bINOJIHEHO OE30RACHO € XOPOUUM 00120CPOYHBIM NPOZHO30M.
2) IpuuwJICC om 6 00 8 ed. Byoa x m°, pewienue o 3akpoimuu degpexma (8 pade ciyyaes
¢ ocmasienuem enecmpayun  MeiuCnpeocepoHol  nepezopooKl) NPUHUMAEMCS ¢
UCNONB306aHUEM OPY2OLl OOCMYNHOU KIUHUYECKOU UHPOPMAYU.

e He pexomennoBano nersm c¢ JII' mpuMeHeHHe aHTAarOHHCTOB KaJIbLMEBBIX KAHAIIOB U
aJIcHO3MHA TIPH OCTPOM TECTE Ha Ba3opeakTUBHOCTH 8, 274, 277, 285].

YAASYYPC

2.4.5. ipyrue MeTo/ibl BH3VAJIH3ALNH

e Pexomennyercs meram c JII' ucnons3oBaHHe JONONHUTEIBHBIX METOJ0B BH3YalH3alluu
JUIS MCKJTIOUEHHsl IAPEHXUMATO3HBIX 3a001eBaHUH JIErKHX, BEHOOKKIIIO3HOHHOH DOJIe3HH
JIETKHX, XPOHHYECKOH TpoMOO03IMOOIHUECKOH JIErOYHOH MMIIEPTEH3MH H aHATOMHYECKUX
o0CTPYKIMH, KOTOpBIE MOTYT BBIXOAHTH 3a paMKH TOrO, 4YTO MOXeT ObITh
JMArHOCTHPOBAHO C TIOMOIIBIO TPAHCTOPaKalbHOM dXoKapauorpaduu [6, 8, 286, 287].

YIUL5 YVP C

2.4.5.1. KomnsiorepHas ToMorpadun ¢ BHYTPHBEHHbIM 00/II0CHBIM

KOHTPACTHPOBAHHEM, MY/AbTHILIAHAPHON 1 TPEXMePHOH peKOHCTPYKIHEH

» PexoMeH/i0BaHa KOMIIBIOTEpHas ToMorpaduss OpraHoB TIpyAHOH IIOJIOCTH C
BHYTpPHUBEHHBIM OomocHbM KoHTpacTHpoBanveMm (KT) Bcem jerTsaM ¢ noaospeHHeM Ha
vamuure JII' ans peTaibHOH OLEHKH COCTOSHMS IIApEHXHMMBl JIETKHX, JUIS OLICHKH
CTPYKTYDbI, aHATOMHHM OpOHXHMAJIBHOTO JiepeBa M JIErOYHBIX COCYIOB, OCOOEHHOCTEH
reMOJIMHAMUKH JIETOYHOrO COCYIMCTOrO pycia, a Takike Mopdooruu opraHos
cpelocTeHus, cepna u cocyos [6, 8, 140, 210, 215, 286-292].

YIA3VYYPA

Kommentapuii: KT opeanoe 2pyoHOU hoaocmu — GAXHCHBIN Memoo, NO360NA0UUL
onpedeaums Kiunuyecku xnacc JII. Cmandapmusuposanisle NPOMOKO.IbL 6KII0YAIOM
KT-usobpadcenus napeuxumol 1e2Kux ¢ avicokum paspewenuem u KT-aneuoepaguio.
Hceneoosanue neobxo0umo npu OUAeHOCMUKE UHMEPCMUYUAIbHO20 3a001e8anUs 1e2KUX,
BOBJI, 6pooicdennbix cocyoucmoix Maib@opmayul u adHoMAnuil, cmeHo308 u 06cmpyKyut
ne2ouHblx  cocyoos. 3anooospums uanuuue JIIT npu KT-aneuocpacgpuu  nossonsem
usMeHnenue CKOpPOCMU PACHPOCMPAHeHUs. KOMMPACMHO20 6euecmed U pasHuya no
spemenu Mexncoy nukamu koumpacmuposarust JIA. Ipu ounamuyeckou KTy nayuenmos ¢

yemanoenennbim  ouaznosom JIIT ckopocmv  pacnpocmpanenus koumpacma 6 JIA
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chusicaemes. Ipusnaku XTI/ npu KT exinowaiom omcymemeue uiu 6He3antovii 00pule
€OCy006, 3an0JIHeHHbIX KOHMPACMOM, U «MO3AUYHYIO Nephy3uior, Komopas ompaicaem
Heoonopoonocme nepysuu neexux. Hpusnaxu BOBJ npu KT exmowaiom yeeiuuenue
JuUMamuyeckux y3no6, yeuHmpuiooyiapHbie 3ameMHeHUus RO MUnY Mamoeo2o CMexkid U
ymoiwenue nepecopoook ¢ pacwiupenuem necounou apmepuu. Hanpomus, npusnaxu
eemanzuomamosa ne2ounblx Kanuiaapoe npu KT exmowaiom enaokoe ymoaujenue
MeHCOOIbKOBOU nepezopooku, Oud@ysnvie myiomugokaivhsie obiacmu 3amemuenuii no
Muny Mamoeo2o cmexid, N1e6pPaibHblil 66INOM U PACULUPEHHBIE YEeHMPATbHBIE 1e20UHbIC
apmepuu. KT-aneuoepagua 6 nacmosyee epems s6158emcs 3010MbiM CMAHOAPMOM OJIA
GbIAGNEHUA MPOMOOIMOOTUU N1ecOUHOU apmepuy Kak 'y oemell, maxk U Yy 63POCIbIX.
[lockonbky demu mnaduieco eo3pacma ayyuie nepenocam KT-anzuocpaguio opzanoe
2PYOHOU KIeMKU, YeM GeHMUIAYUOHHO-NEePPYIUOHHOE CKAHUPOGAHUE, MHO2UEe YeHmPbl
npeonovumarom KOMNbIOMEPHYIO momozpaguio emecmo ucca1ed06anul
senmuasiyuu/nep@ysuu. BHeOpeHue NpomMoOKoI08 CHUMCEHUs 003bl 00ay4eHus npu
KOMNblomepnoil momozpaguu makice feisemcs 6ANdCHbIM hakmopom. YV 63pocnbix
6EHMUIAYUOHHO-NEPPYIUOHHOE CKAHUPOBAHUe Doaee 4YECMBUMENbHO 0N OUACHOCIMUKU
XpOHUYECKOU mpomOoIMboaun necodnoil apmepuu, vem KT-anzuocpagus.
PexomenzoBano aetsM ¢ moaospenvem Ha JII' u3mMepeHHe COOTHOUICHHS IHAMETPOB
OCHOBHOTO CTBOJIA JIETOYMHOM apTepHH K JHAMETPYy BOCXO/SIIEH aopThl [IPHU IIPOBEJIECHHH
KT rpynHo#i kietku s BoisiBiieHus npusHakos JII' [290-293].

YAA3YYPB

KommenTapuii: Pa0 uccredosanuii nokazan 00cmogepHyio 6blCOKYIO KOPPEIAYUIO MEHCOY
napamempamu, noayyennvimu u3 usobpasicenuit KT, exnouas ouamempuvl 1e2o4HOU
apmepuu u HUCX00AWel aopmel, CyMMy OUAMempoe 1e60u U NPABOU 1e204HbIX dpmepul,
ouamemp HUCX00AUell aopmel U UX coomuouwienue, u cpeonum JIJ/IA e 3agucumocmu om
go3pacma u pocma pebenka. Yeenuuenuu coommoweHus OUamMempos 0CHOBH020 CMeod
ne2oYnoll apmepuu K ouamempy 6ocxoosyeu aopmol =14 sensemes maprkepom JII
Hoayuenuvle ¢ NOMOWLIO PecPecCUOHHO20 AHAIU3A POPMYIbI NO3BOIAIOM JOCMOBEPHO €
8bICOKOU YyecmeumenbHocmoio (88,9%) u cneyugpuunocmsro (72,2-77,8%) paccuumame
cpednee daeinenue 6 ne204HOU apmepuu. Taxkou HeuH8a3UEHbIU MOHUMOPUHS MONCEM
ObIMb UCNOAB30GAH O/ OYEHKU Omeemd Ha NPOBOOUMYIO mepanuu U Heobxooumocmu eé
KOPPEKYUU.

PexomenmgoBano aetsiMm ¢ npekamwuispHo# JII' HesicHo# stuonoruu nposenenue KT
PYAHOI KJIETKH C BHYTPUBEHHBIM OO/IOCHBIM KOHTPAacTHpPOBaHMEM, B T. 4. €

MYJIBTHIIAHAPHOH W  TPEXMEPHO#H PEKOHCTPYKUMEH [OpH HalM4YMU T[PH3HAKOB
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rHIIEpKOaryIsuuy uiu Gakropos pucka Tpomboamboaum mia auarnoctuku XTOJI [89,
139, 140, 295].

YIA2YYPA

Kommenrapuii: KT neekux sensemces evlcokodyyscmeumenvuoim (99%) u cneyuuynoiv
(97%) xpumepuem ouaenocmuru kax TIJIA, max XTIJII. IIpu smom ompuyamenvHbiii
pesyromam KT ue uckniowaem XTOIJII, m. k. HedocmamouyHo XOpowo oOyeHueaem
OUCMANbHBLE CeeMeHmbl 1e204H020 cocyoucmozo pycia. [lis smoil yeau pekomenoosana
BeHMUIAYUOHHO-NEPPYIUOHHASL CYUHYUSPADUA.

He pexomennosana aetam ¢ JII' KT rpyaHoii K1eTKy npy 0YeBUIHONH HIIH YCTAaHOBIICHHOM
npuuuHe JII' (Hanpumep, n1eBO-IIpaBbIH CUCTEMHO-JIETOYHBIH IIYHT) [6, 8, 289-290].
YAA14YYPC

KommenTapmii: Eciu wne wuckinouens: oOpyeue namono2udeckue aHamomuyveckue
cocmosinus, accoyuupogannvie ¢ JII, KT opeanoe epyouou knemwku moodcem Ovimb
NONIe3HBIM.

PekomennoBano mnposenenne KT Beicokoro paspemeHus aerasm c JII', koropsim
NJaHUpYyeTCs Npollelypa TpaHCIJIaHTaluu Jerkux [6, 8, 87, 288].

YAA3IYYP A

2.4.5.2. [lnanapHas BeHTHASIUHOHHO-TIePPY3HOHHAA CUHHTHIPA( U JIErKHX
Pekomenposano netsM ¢ JII' npoBenenue rmimaHapHOW BeHTHIISLMOHHO-TEPdY3MOHHOH
CUMHTHIpadHH JIETKMX, €CJIM JMarHo3 OCTAaeTcsl HesCeH, HECMOTPs Ha HCIOJIb30BaHHE
pa3UYHBIX METOJOB BHM3yaIu3aluu (katetepusauus cepnua, KT rpyaHol kierku ¢
anruorpadueit) aius uckmovenuss XTI [6, 8, 140, 143, 296, 297].

YAASYYPC

Kommenrapuii:  Benwmuvsiyuonno-nepghysuonnas  (V/Q)  cyunmuzpagus  nezkux
PEROMCHOOGANI 6 KAUeCnEe CKPUHUNIOGO20 Mecmd Nepeolt Junul 0N 63POCIbIX
nayuenmos ¢ XTI/ Dmom smemod Xopowio 3apeKomeniocatl ceos u  umeem
PEGOCXOOHYIO OUACHOCIIUYECKYIO YEHHOCMb, OCOOCHHO NpU OMCYMCMEUU 3d001ecan il
peerux. Hzobpasicenue nepghysuu eéxaiouaem 6o30eucmeue HoHUUPYIOWe20 UZIVHeHUs U
mpehyem UNBEKYUN  MAKPOUASPEUPOCUNION 0  HEI0BCHECKO20  AlbOVMUNA, MEHCHNO020
99mTe (Ouanvempom 10-90 vra). Maxpoaepeeuposanibiit aibOYMU 3a0epilicucaemcs 6
MEUKUX J€20YNBIX APMEPUONUX, U ROAVYUACMC MPexMeproe u3o0paNcene Jneco4noll
nephyzuu. Hpu XTI 06biuno episicisuiomest nepueputeckue Kiunosuonble oedexmoi
puznozo pazvepa. Hecoomeememeue senmuisayuy. MOJICHO ROOMGEPOUNb,  CPUAGHUBAS
uzoopadxcenus eenmuniyuu 1 nepgyzun. XTI vmoocem Ovimo nponyvigena na KT, mak

KUK HCMOHYCHHBIEC OUCMLTBHbIE L'()L'_l'()bi 14 (_'_\’(;C'&?r".lfl’.’!”.’?(lj)HbIﬂ Cmenoz Mosyni OblMb HE
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a)

0)

B)

OYeHeHbl. Pannue uccnedosanus noxkazaiu, 41mo (_'Lfl””””r’[)d(l)tl}? boaee Hyecmeumelblid,

ven KT, oust evisicienvs XTI

2.4.5.3. MarHMTHO-pe3oHaHcHasA ToMorpadusn

Pexomen0oBaHa MarHMTHO-pe30HaHCHas ToMorpadus cepiala ¢ KOHTPACTHPOBAHHMEM
(MPT) npu nepsuunoM obcnenoBaHuu aeTei ¢ nogo3peHneM Ha Hanuuue JII', a Taxke B
X0je nocljeayolero HadMoAeHus UIsl OLleHKH aHaTOMUH U QyHKUMM KaMep cepaua |8,
215, 298-300].
YIAA2YVYP A

Kommenrapuii: MPT scisiemes 3010moiv cmanoapmos  Oas OYeHKku CIMpYKmypol,

zMopoaoeun u yukyuu cepoya u cocyvoos. Ilpu JIIT MPT noscousiem nposecmu

GCECMOPOHHIOIO OUYEHKY (.'(‘]’)()I[H 1 HOOXOQOUM OISt Monumopunsd, M. K. Hdchb RAPAMeENnPoG,
GRAIOY A NAPAMEMPbL OVHKYUU MUOKAPOd U cemoounavury [I2K uneem npocnocmuyeckoe
siavenue npu JIAI Pesxyvaomamor MPT soeym nomous onpeoeiums npuuuny JIT
OCOOCHHO NPU 3a00ae6ANUAX 1eablx omoe106 cepoya u XTI

PexomenpnoBano aersm ¢ JII' npu nposenenun MPT cepana ¢ KoHTpacTHpOBaHHEM
UCIIOJIB30BATh CJIE/IYIONIHE PeKHUMBI BU3yanu3amuu [8, 215, 298, 301]:

kuHo-MPT 1ns  omeHkd wMaccbl, 00béMa M (QyHKUHH OOOHX IKEIyIOYKOB, C
MCIOJIb30BAHHEM TTAKEeTa CPe30B B0Jb JUTHHHOM HIIH KOPOTKOH OCH, OKPLIBAIOIIHMX BECh
00BEM cepaia;

(azoBo-koHTpactHeie MPT u3mepeHus neroyHol apTepuM M e€ BeTBEH, BOCXOIAIIEH
aopThl;

crangaptHbie 2D u3mepenus notoka (pazoro-kourpacrioe MPT) B ierounbix BeHax IpH
OllIEHKe JIErOYHOI'0 KPOBOTOKA.

YAA2YYP A

PexomennoBano npu nposenenud MPT cepaua aetsam c JII' ucnosib3oBaTh KOHTpacTHOE
YCHJICHHE C FaJIOJIMHUEM [UISl BBISIBICHUS W KOJMYECTBEHHOM olleHKH (uOpo3a MHOKapaa
[8, 215, 301].

YAA3VYYP A

PexomennoBano mnpu mnposeaeHun MPT cepaua getsm ¢ JII' npoBecTH OLEHKY
pernoHanbHol GyHKIMK Muokapaa IDK y 6onsnasx ¢ JIIN [8, 298, 299].

Y4 YYPC

2.4.5.4. YbTpa3ByKoBOE HCC/I€IOBAHHE OPraHOB OPIOMIHOMH IOJI0CTH (KOMILIEKCHOE)

PexomennoBano BceM aetsM ¢ JII' ynbTpa3zByKoBOe MCCIIE€IOBaHHE OPraHoB OprOLIHOM

NOJIOCTH (KOMIUIEKCHOE) /U1 MCKITIOUeHHs 3a00/1eBaHMii NEUeHH, BbIABICHHS TPH3HAKOB
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MOPTAIBHON TUIIEPTEH3UH, aHOMAIUH U MaibopMaUHi COCYIOB INMeYeHHe, YTOYHCHUS
CTEINEHH 3aCTOMHBIX SBJIECHUS 10 OOJMBIIOMY KpyTy KpOBOOOpAINEHHS, B T. Y. MPH3HAKOR
acuura [53-57].
YAA3IVYYPA

2.4.5.5. Jlerounbie GYHKIHOHA/IbHbIE TECThI

Pexomennosano netsam ¢ JII' perynsipHoe npoBeieHHe MyIbCOKCHMETPHH C ONpEIETeHHEM
caTypallid KHUCIIOpoJa OT/Je/bHO Ha pyKax M HOrax B COCTOSIHMM IIOKOS H [OCie
¢dbu3uYecKOH HATPY3KH JUIS OLIEHKH HAJTHYHS M CTETNIEHU MMITOKCEMHH KaK IPH MEPBHYHOM
o0cieI0BaHHUHM, TaK M IIPH KaX/J0M THHAMH4YecKoM HaOmoaenuu [6, 8, 12, 13, 45-47].
YIAASYYPC

PexomennoBano nersm c¢ JII' crapmie 5 jer HccieoBaHWe JIETOYHOH (YHKIHMH €
nposezieHueM OoaumIeTH3IMOrpapuu U oueHKoH AudQPY3HOHHOH CNOCOOHOCTH JIErKHX
(DLCO) npu ycranosnenuu auartosa JII' uist onpenenenus kinHudeckoro kiaacca JII™ u
UCKJIIOYEHUs JIF0OOro COMyTCTBYIOLEro OponxonerouHoro 3adonesanus [6, 8, 12, 13,
306].

YAA3VYYP A

KomMmenrtapuii: Qyukyuonainvhvie  ucciedosanus  cucmemsl  OblXAHUs — 00bIYHO
npoeooamcs y oemeil cmapuie 5 aem u3z-3a neodxoouMocmu caedoéams YKA3AHUSAM U
denams CUNbHLII 6b100X 6 MEYEHUE HE MEHee YeMmblPex-uecmu CexyHo.

PexomennoBano getsm ¢ JII', KOTOpbIM [UJIaHHUPYETCs Tepanus HHIAIALHOHHBIM
#UnonpocTom, GYHKYUOHANbHBIE UCCTEO08AHUA CUCTEMbl ObIXAHUA 10 Havala Tepaliuu
UHTAIAIMOHHBIMH npoctanouaamu [306, 307].

YAA3YYP A

Kommenrapmii: #Hronpocm 045 uneaisyuoHHO20 NPUMEHEHUS MOJICem Gbl3bl6anb
OpoHXOCHA3ZM, YMO MONCEM CYHCUMb RPUYUHOU O OMMEHbL npenapamd.
PexomMeHn0BaHO TMpOBeJEHUE KapauopecnupaTopHoro mouutopunra aersm c JII,
IIOJIBEPIKEHHBIM PUCKY HAPYLUEHUS IbIXaHUs BO CHE, OCODEHHO MallMeHTaM ¢ TPHCOMHEN
21-H XpOMOCOMBI, CHCTEMHBIMH 3a00JICBaHHUSMH COEJMHHUTEIBHOH TKaHW H JApyroi
CHHpOMaJIbHOH martosiorded, y MNalMEHTOB ¢ YMEHBIIEHHBIMH pa3MepaMH BEPXHHX
JIBIXaTeNbHBIX MyTe#, B T. 4. C THNepIUia3uell aJeHOUIO0B, Y MalMeHTOB ¢ xkajnobaMH Ha
3HAYUTENILHYHO0 COHJIMBOCTL B JIHEBHOE BpeMsl, a TAaK)KE BO BCEX CIIy4asX HEaJeKBaTHOIO
oTBeTa Ha npoBomumyio JIADT Tepanuio Ui BBISBIEHHSA CHHAPOMA allHO? BO CHE HIIH
aJbBeoNIsipHON runopenTUsuuu [308-310).

VIUL2 VYP A
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2.5. Uuas AUArHoCcTHKA

He pexoMeH0BaHO pyTHHHOE IpOBeieHHE OMOTICHHM nerkux y aereit ¢ JII' u3-3a Boickoro
PHCKa BO3MOKHBIX ocnoxkHenuit [8, 47, 63, 286].

YAA4YYPC

OTtkpbiTass OMONCHS JIETKHX MOXET ObITh PEKOMEH/I0BaHa IPH NOJA03PEHHH HA HAJIHYHe
UHTEPCTHIHAIbHBIX/TAPEHXUMATO3HbIX  3a00NeBaHUH  JIErKHUX, BEHO-OKK/IIO3HOHHOH
OoNe3HH; KanHJUIApHOTO reMaHruomarosa [8, 63, 286].

VYIA3VYYPC

OtkpblTass OHONCHS JIErKMX MOXET ObITh PEKOMEH/0BaHa Kak JOIOJHUTE/bHas
Mpoleaypa Npu NAULIHATHBHOH KOPPEeKLMH BPOXIEHHBIX MOPOKOB cepaia [8, 45, 47, 50,
283].

YIA3Y¥YYPC

2.6. Oco0eHHOCTH JHATHOCTHKH 0T/eJbHbIX rpynn JIAI'

PexomeHnmoBaHo JeTsaM ¢ Bepu(pHIMpoBaHHOH npekanwuisipHoi dopmoit JIIT HescHoi
THOJIOTHH HCKJIIOYEHHE BCEX BO3MOXKHBIX COCTOSHUH M 3a0oneBaHHil, KOTOpbIE MOTJIH
Obl ObITh IPUYHHON pa3BUTHA NpekanuuispHoil JII', Bkioyas reHeTHYECKHE MYTAllUU U
xpomocoMHble anoManu, BIIC co 3Ha4UMBbIM CHCTEMHO-JIETOYHBIM HIYHTOM, CHCTEMHBIE
3a00s1eBaHUs COECIHHHTENbHOW TKanu, BHUY-uwHEKUHIO, COCTOSHHSA COMpPOBOXKIAaeMbIe
HOPTAJILHOH THIepTeH3ued, 1McTocoMO3, 3aboieBaHUs W [OPOKHM pPa3BUTHs JIETKHX,
COCTOSIHHA, COINPOBOK/1aE€Mble CTEHO30M MJIM OOCTPYKLHEH JEroyHbIX apTepui, B T. 4.
XTOJII' [6, 8,9, 12, 13, 45, 55,61, 69, 78, 103, 111, 141].

YIAA2YYPA

KommenTapuii: Arcopumm deticmeuii épava npu ouaznocmuxe JII"y oemeit npedcmasnen
Ha pucyuke 1.

Pexomennosano aetsaM u noapoctkam ¢ JII' u BIIC nposecTn nosiHoe THArHOCTHYECKOE
obcnenoBaHue, Ul OMNpeJie/ieHHs TNpUYHHHO-cleacTBeHHOH crsa3u  JIIT,  Briouas
HHBA3UBHYIO OLIEHKY [1aPaMETPOB reMOIMHAMHUKH /IS OTIpe/ie/IeHHst TAKTHKH jJeueHus (8,
13, 22, 45-50].

YAIA2YYPA

PexoMeH10BaHO IIPOIOKHTH JAMarHOCTHUCCKHH MTOUCK JIPYTOH BO3MOXKHOM ITPHYMHBI HIIH
nyckoporo ¢axkropa nersMm ¢ JII' u BIIC npu orcyTcTBHMH JlI0Ka3aHHOH NpUYHMHHO-
cienctBenHoi cesazu JIAL ¢ BIIC, korna BIIC pacemarpuBaercs kak (oH, HO He IPUUHHA
JIAT (puc. 1) [8, 13, 22, 45-50].

YAA2YYP A
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2.7. Ouenka PyHKIHOHAJIbHOMH CMIOCOOHOCTH

Pexomennyercs neram c¢ JII' crapume 7 ner nmpoBeneHue tecta ¢ 6-MMHYTHOH X0abOOH
(T6MX) npu nepBudHOM o0OC/IeIOBaHMM JI0 Hadala TepanHH JUIs OnpelesieHus
(hyHKUHOHAIBHBIX crocoOHOCTeH U cTpatndukanun pucka JII' [311-315].
YAA2YYPA

KommenTapuii: 76 MX oOonoicen exniodames oyenky Z-score npoudeHHou Oucmanyuil
COCNACHO HOPMAMUGHOMY pdchnpeoeienus no 603pacmy, eecy u noiy pedeHKd, oyeHky
00biuiKy no wikane bopea, ounamuxy YCC, vacmomer ovixanus, AL, SpO:.
PexomennoBano aetsm ¢ JII' crapuie 7 ner npoBeaeHHe peryaspHbix TO6MX s
ONpeJIe/ICHUs] OTBETAa Ha NMPOBOJAHMMYIO TEpamnuio, BKIIOYAss IMHAMHUKY IEPEHOCHMOCTH
(buU3MYeCKUX HArpy30K, CTPaTH(UKAIUIO pHCKaA HeOIaronpusTHeIX coObiTHi 1 pas B 3—6
Mmecsies [311-315].

YAA2YYP A

PexomennoBano netam ¢ JII' crapuie 7 sner, npomeanum jucraduuio 6onee 300 metpos
npu T6MX, npoBeneHue KapAHONYJIbLMOHAILHOIO HArpy304YHOTO TecTa (TpeIMHI—TecT
MM BEJIODPrOMETpHs) JUIA JIOTIOJTHHUTE/NBHOW OIIEHKH MEPEHOCHMOCTH (H3HHYECKHX
Harpy30K IpH MEepPBHYHOM 00C/IeIOBAHHH H NIPH JTMHAMHYECKHX HaOmonenuax 1 pas B 6
MecsLEeB /U1 onpeiesieHus OTBeTa Ha Tepanuio [316].

YAA3IYYP A

Pexomennyercs nersm ¢ JII' onpenenenune dynkunonansHoro knacca (PK) Ha ocHoBaHHuH
[ePeHOCUMOCTH (HU3HYECKUX HArpy3oK, AMHAMHKH pOCTa M pa3BUTHA peO&HKa NpH
IEPBUYHOM OO0CIeOBaHUHU /10 Hadajla Tepanuu Ui CTpaTH(HKAIMM PHCKa, BKIOYas
NeTabHOCTS, [UIs onpeaeneHus oobéma tepannu (8, 12, 180-182].

YAA2VYYPA

PexomennoBanb! peryispHablie onieHkd @K JII' pa3 B 3-6 mecdles 1u1s onpeielieHHs OTBETa
Ha NPOBOJIMMYIO TEPANHIO, BKIIKOYAs JMHAMHKY NMEPEHOCHMOCTH (PM3HYECKHUX HAIpy30K,
cTpaTH(UKALIMH pHUCKA HeOIaronpUATHLIX COOLITUH, BK/IIOYas JIE€TAlbHOCTb, W JUIA
KOoppekluH Tepanuu [8, 12, 180-182].

YIAA2YYP A

2.8. OnpenesieHye cTENEHH THRECTH 3260 1eBAHUS

Pexomenayercs ounenuBath cteneHb TsokecTd JIIT y geTeit Ha OCHOBaHMM KOMOHMHALIMH
KIIHHAYCCKHX JIaHHBIX, BKIIO4Yas IPOrpeCcCHpOBaHHEC CHMIITOMOB, HAJIHYHUE [IPH3HAKOB

npaaoxcenyzquoaoﬁ HENOCTATOYHOCTH, (byHKIlHOHBJ"[bHOFO KJjlacca, YpOBHA
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BNP/proBNP, xomniekca u3MepeHMH M pacd€THBIX IOKa3areneil, MOTy4YeHHbIX MpH
sXoKapauorpa@uH M MHBAa3MBHOH OLIEHKH TIEMOJMHAMHKH, Ppe3yJIbTATOB TecTa Ha
Ba30pCAKTHBHOCTH /711 Ha3HAUCHHUS aieKBaTHOH TskecTH Tepanuu (taba. 18) [5, 7, 8, 12,
180-182, 244, 249, 257-260, 266, 274, 313-319].

YAA3VYYPA

KommenTapuii: /15 kancdoeo kpumepust yemanHasiusaomes: 3Ha4eHus 018 NpuceoeHus
HUZK020, NPOMEICYMOYHO20 UNU BbICOKO20 pucka pacuémmuott cmepmuocmu. Cpeonuil
bann psoa Kpumepuee HU3KO2O U BbICOKO2O PUCKA HA UCXOOHOM YPOBHE NO36O0JSAem
Kiaccugpuyuposams nAyUeHMo6 KAKk HUSKUL, NPOMENCYMOYHbIU UIU BbICOKUN PUCK
npeononazaemou iemaibrHocmu 6 meyenue 1 cooa. Flasmenenus pucka om nepeoHadanbHou
OYenku 00  nepeo20  nocieoyiowe2o  HAGMIOOCHUs — MAKdJce — NPeocKasbléarom
BbLICUBACMOCTb U SAGAATOMC OCHOBAHUEM OISt onmuuua'aquu/ac.k'aaaquu mepanuil.
PexoMeH/10BaHO B KauecTBE ONTHMAJIBLHOIO OTBETa Ha Tepanuio y nauuedtos ¢ JII
UCII0JIL30BATh JIOCTHIKEHHE HIIH 1OJUIep)KaHHe KPUTEPUEB HU3KOro pucka [180-182, 244,
249, 257-260, 266, 274, 313-319].

YIA3YYPC

VY cTabniIbHBIX NAIHEHTOB PEKOMEHIYETCS BBIMONHATH PEryJsPHBbIE OLIEHKH Kaxable 3-
6 MecsleB MOCNeAYIOEro HaOIIeHUs /1711 CBOEBPEMEHHOM Jckanarnuu tepanuu [180-
182, 244, 249, 257-260, 266, 274, 315-319].

YIA3VYYPC
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Ta6muua 18. Crpatudukaiiis pucka HeOIaronpUITHLIX COOBITHIA, BKJIIOYAs NeTANbHOCTD (8]

Kpurepuu pucka

Huskuit puck

Boicoknii puck

MHHHMaJIbHAs JiulaTauus
IpaBbIX Kamep cep/La,
(YHKIIHS TIPABOTO JKETY104KA
B HOpMe.

TDK/JDK < 1

TAPSE>-2Z

AT > 100 mc
Cucrona/guacrtona [DK < 1,0
OTCcyTCTBYeT BBIIOT B

IMOJIOCTH IIEPHKapaa

Knuuuueckne  nposisnenus | Her Ha

[paBOXKEITy JOUKOBOH

HEJIOCTATOYHOCTH

Cumnromsl mporpeccupytor | Her Ha

CuHkore Her Ja

Otcrapanue B (¢u3uveckom | Her Ja

Pa3BUTHH

OK Twm 11 I unm IV

NTproBNP Hopma wunm MuHuMalibHOe | 3HAYMTENIBHOE TOBbIIIEHHE
[IOBbIIIIEHHE > 1200 nr/mn (>1 1)

DXOKI', MPT HopmasibHble pa3Mepsl UiH Beipaxkennas Juiiartainus,

CHH)KEeHHE (PYHKIIHH IIPaBoOTo
ey 10UKa,

IDK/JDK > 1.4
TAPSE<-3Z
AT<70mc(>171)
Cucrona/nuacrona [IDK > 1,4

BeINoT B [10J10CTH TIEpUKapaa

I'emoauHaAMHKA N0 JAaHHLIM

KATETEPHIAUHH cepalla

CH > 3,0 n/mun/m?
AIIIT < 10 MM pT. CT.
cp/lJIA/cp/lAo < 0,5

BazopeakTuBHOCTB +

CU < 2,5 n/mMun/m*
JIIIT >15 MM pT. CT.
cplJIA/eplA0 > 0,75
WUJICC > 15 en. Byaa/m?

AT — BpeMsl yCKOpeHHSs [10TOKA B JIETOYHOW apTepuu

CH — cepaeunblii HHIEKC

JIIIT — naBneHHe B mpaBOM mpejcepauu

cpAJIA/cpJ/lAo — oTHOIIEHHE CpeHEro J1aBJICHHUS B JIETOUYHON apTEpUH K Cpe/IHEMY CHCTEMHOMY

apTepUaibHOMY JaBJIEHHIO

NJICC — unaekc J1ero4Horo cocy/IMCTOro CoOnpoTHBIEHHS
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3. .He'-leHﬂe, BKJIIOYad MEAHKAMEHTO3IHYHO H HEMCAHKAMEHTO3HYIO TepanuH,
AHETOTEPAINHIO, 068360.]'“[83]-]“6, MEAHUIHHCKHE MOKA3aHHA H

NMPOTHBOMOKAa3aHHA K NPHMEHEHHIO METO/10B JIeUeHH
OcHoBHBIMH LienssMH Tepanuu JII', BHE 3aBUCHMOCTH OT €€ 3THOJIOTHH, AB/soTes [27]:
1) ymeHbleHHe, oONeryeHue CHMNTOMOB 3a00JieBaHHs;

2) yaydlIeHHe Ka4ecTBa MH3HU OOBHBIX;
3) chaepkuBaHHe IporpeccupoBanus 3a00IeBaHMs;
4) yiydilneHHe BBDKHBAEMOCTH.

Baxneitmue usmenenus B repanuu JIAI', nponsomenniyie 3a nocieHHe ro/ibl B pe3yabTare
NOSBJICHUS HOBOH TreHepalMM creud(HYecKHX NpenaparoB, MNPHBEIM K  YJIY4YIIECHHIO
KIMHHYECKOH CHUMITOMATUKH, (QYHKIHOHAIBHBIX M TIeMOJMHAMHYECKHMX IIOKasaTesnei,
3aMe/UIEHUIO TIporpeccupoBanie 3adoeBaHus, YJIydllIEHHIO NMPOrHo3a B 3TOH CJI0XKHOR rpynine
HalMEHTOR.

B nHaineii cTpaHe TepaneBTHYeCKas IPaKTHKA pacliojiaraeT € J1eKapcTBEHHBIMH CPEJICTBAMH,
3aperucTpupoBaHHbIMH Ut Jeuenust JIAI y B3pocneix maumentoB. Mcexons w3 mexanusma
NeHcTBHSI, Npernaparbl OTHOCATCS K TPEM (apMaKoJIOrH4ecKUM IPyINaM U MOTYT IPHMEHSAThCS
Nepopa/IbHO U HHralsiiinoHHo. B Onukaiiimem OyayiueMm oKuJaeTcs IMOABJIEHUE HOBBIX TPYTIN
JIAT -cnienduyeckux neKapcTBeHHbIX IpenapaToB. OHAKO NMOABIAIOLIMECS HOBbIE METOJIMKH
MEJAMKAMEHTO3HOTI'O JIeYeHHsl Ul B3pOCibIX NaiueHToB ¢ JIAIT He0cTaTOYHO XOpOIIO H3YUEHBI
y neteit. Kpome Toro, muorogakropuslit xapaktep JIAI' y neteli cylnecTBEHHO 3aTpyIHIET BBIOOD
BO3MOXHBIX CPEJCTB JICUEHHS W HE NPHEMIIET HeoOIyMaHHOTO Ha3HAYEHHUS MOOBIX HMEIOLIHXCS
B Hammuuu JIAID-cnenududeckux npemnaparos. Anropurm leueOHod Ttaktuku JIADT y nerei
npejcTapaser coOOH KOMIIJIEKCHYIO CTPAaTerHio, BKIIIOHAIOUIYIO OLEHKY TSMKECTH W IIPOTHO3a
3aboneBaHUsl B KaXJIOM KOHKPETHOM cllydae, OHEHKY J((EeKTHBHOCTH pa3iM4HbIX
NEeKapCTBEHHBIX CPEACTB M HMX B3aUMOJCHCTBUHS NpPH BO3MOXHBIX KOMOMHALMAX, a TaKkKe
JIeKapCTBEHHOE B3aMMOJICHCTBHE C COMYTCTBYIOIMMH Npemaparamu (puc. 2) [6, 8, 22, 27, 340].
C OTHOCHTEJIBHO HEIaBHETO BPEMEHH B KIIMHHYECKYIO MPAaKTHKY BOILINA HOBbIE XHPYPIrHYECKHE H
WHTEPBEHIIMOHHBIE MeTOJbl NMAJTHATHUBHOrO JeueHus aeted c¢ Tsokenoi JIAID, Bkmowaromue
atpuocentoctoMuto (AC) u anacromo3 [loTTca, No3BoJISIIOLINE CHU3HTE H30BLITOYHOE JABICHHS B
NPaBOM JKEIyA0YKE, YMEHBIIHTE KOMIIPECCHIO, YJIYUIIHTh PEJIaKCallMI0 JIEBOTO JKelyJl04YKa H

YBEJIMYHTH CHCTEMHBIN BbIOPOC.
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Beibop Taktuku stevenus JII' y geredt oOycioBiieH TSXKECThIO 3a00NeBaHUA M
OrpaHHY€HHBIM CIEKTPOM IIPENnaparoB, paspelleHHBIX K MPUMEHEHHIO B JETCKOM BO3pacTe.
OcnoBuble 1enn Tteparmuu JII' y gereil, kak npaBuilo, 3aBHUCSAT OT peEAILHOH KIHHHYECKOM
CHTYallMH, HO CPEIH HHX BbLICI/ISIOT 0a30Bble cTpaTerHyecKue 3ajaadyd, Tpedylolliue peleHus B
KOHKpPETHOH cutyauuu (6, 8, 27, 318-319]:

1) nonaBneHHe NaTOJIOrHYECKO Ba30KOHCTPHUKIIHH;

2) clepxHUBaHUE IPOrpPecCHPOBAHMA MPOTH(EPATHBHOIO PEMOJIETHPOBAHUA JIEMOYHBIX

COCYIIOB;

3) noanepxkanue QyHKLUH IPABOIO Kejly 04Ka;

4) KoppekIus rMIOKCEeMHH;

5) npodunakTHka ¥ neueHHe TpoMOO30B;

6) InedyeHHe OCHOBHOrO 3abosieBaHMs MPH acCOMHPOBAHHBIX (hopmax.

Hoctrxkenue rnobanbHbix weseil Tepanuu JIIT y kKoHKperHoro nauumeHTta TpeOyer, Kak
[paBUJI0, KOMOMHALIMKM TAKTHYECKUX PElIeHHH U BKIIOYaeT:

1) obmMe peKoMeHJalMH TO KOppeKuuH obpasa >KM3HH, MeToaaM (u3uveckoit u
ICHXOJIOTHYECKOH peaduIuTalnH, mpeay npexIeHHI0 OepeMEHHOCTH, BaKIIHHAIIHH;

2) NOJVIEP>KUBAIONIYIO MeJMKaMeHTO3HYw Tepanuio JIIT (KOppekuuio TrHIIOKCeMHH,
anuno3a, obesz0o/MBaHHE, CeAALUIO, AHTHKOArYJISIHTBI, IUYPETHKH, CEpIACYHbIC TJIMKO3HIBbI,
UHOTPOIIHBIE IIpenapaTrbl; MeEpbl, HalpaBJIEHHBIE Ha KOPPEKIMIO AacCOLMHPOBAHHOIO
3aboJieBanus);

3) cneuuduueckyio Tepanuio JII', BkIoYas MEIMKaMEHTO3HYIO BazOJHJIATHPYIOLILYIO,
aHTHIPOJIM(EepaTHBHYIO TEPAIHIO;

4) XMpypruyecKkoe JieueHue.

OcHoOBHas cTpaTerusi COBpEeMEHHOM Tepanuu JerOYHOH IMIIEPTEH3MH Y JIETEH U B3POCIIBIX
¢ JI' — poctMkeHMe W MOJJEPIKAHME TPO(GHIS HU3KOTO pHCKA, HCIONb3YS PeryIspHYIO
mHorodakTopuyio crpatiudukanuio GakTopoB pucKa, BKIIIOYas KIMHHYeckre, yHKIIHOHAIBHBIE,
nabopaTopHble, TeMOJAWHAMHYECKHE XapaKTePUCTHKH, [UIS CBOEBPEMEHHOIO Ha3HAYEHUs

a/7IeKBaTHOH COCTOSIHUIO nanuenTa tepanuu [8, 315-318].

3.1. Ob6mme peKoOMeHJIAIHH UIfA 001bHBIX ¢ JIErOYHOI THIePTeH3HeH

Jns Becex OonbHbIX ¢ JIIT akTyanbHbl OOlLHE peKOMEHIAllMH, COOJIIOIEHHE KOTOPBIX
MO3BOJISIET YMEHBIINTD PHCK BO3MOXKHOIO YXY/IIIEHUs TedeHHs 3a00seBaHus:

» PexoMmenayercs HaOmoneHHe aetedl ¢ JII' B crnenualM3MpoBaHHBIX LEHTpax JUis

onpejielieHusi NepcOHU(PHUIMPOBAHHON NpPOrpaMMbl MOHUTOPHHIa M CBOEBPEMEHHOM

Koppekuuu Tepanuu [6, 8, 10, 12, 187, 196, 219].
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YAA3IVYYP A

Pexomennyercs BceM netsm ¢ JII' orpanuenue HHTEHCHBHOCTH (PU3HUECKUX HArpy3o0K,
UCKJIIOYEHHE COPEBHOBATEIBLHBIX BUIOB crniopTa [6, 8, 321].

YIA2VYYPA

KommenTapmii: Jleckue (huzuueckue ynpasdcuenus Mo2ym 6bimb RONE3HbL, HO UX Cledyem
6bINOJHAMbL MOAbKO RNOCHE KOHCYIbMAYUU 6paisa U 6CecmopoHHezo 00c1edo6ans,
GKIOYAIOU|e20 HA2PY3OUHbIE MECMbL.

Pexomennyercs nersm ¢ JII' Hu3Koro pucka Na€rkve, A0 YMEPEHHBIX a’poOHbIe
¢dbu3HyUecKHe HArpy3KU Mo/1 KOHTposieM camouyBeTBus [6, 8, 27, 321, 322].
YIAA2YYPA

Kommenrapwuii: [layuenmam ciedyem no36onuns camocmosmebo 02panuiueantb c6010
AKMUsHOCMb NO Mepe HeobXoouMocmu, HO npu 3mom uzbezamv HANPANCEHHBLIX U
UBOMEMPUHECKUX YAPANCHEHUU, Oecuopamayuu, d makice Qu3uYeckux Hazpy3ok Ha
cpeonett (1500-2500 m) uru 6oavwoti (> 2500 m) evicome.

Hersm ¢ JII' He pekOMeH0BaHbI CHIIOBBLIE BH/IbI CIIOPTa, aHA3POOHBIE U H30METPUUCCKHUE
Harpysku [6, 8, 27, 321, 322].

YAA2YYP A

PekomenjyioBano giersim ¢ JII' ycrpanenue npoouupyiommx ¢akropos (HoseBoro
CHHIpOMa, BO30YXICHUS, auUMI03a, ajlkajno3a, THUIIOBOJIEMHUH, THIEPTEPMHH,
TUIMIEPKOAry ISy, aHEeMHUH, apUTMUH, UHDeKkui 1 ap. ansg uzberanus nectabunu3alvii
COCTOSIHMSl M BO3MOXHOMH IPOBOKAIWH JlerouyHoro kpuza [6, 8, 10, 12, 22, 187, 196, 323,
325].

YAASYYPC

Kommenrapuii: Oecnoxotinoie nayuenmor ¢ JII, demu ¢ 2unepgo3byoumocmvio npu
001e60M CUHOPOME MO2YM HYIHCOAMBCA 8 DONOIHUMENbHOU Ceoayuu.

PexoMennoBaHo netsM ¢ JII', KOTOpBIM MJIaHUPYIOTCS ONEpaTHBHBIE BMEIIATENbLCTBA 1101
cenauuei wiaum  obuieidl  anecresmed, HaOJloJeHHME — KapIHOAHECTE3HOJOra HIH
KapJHOpeaHUMaToNora ¢ y4€ToM aHeCTe3HOIOrHYecKoro pucka [8, 22, 323, 325].
YAASYYPC

PexomennoBano netsam ¢ JII' npoBeneHne naanoBoil BakIMHANIMK (BKJIIOYas BAKIIMHALIMIO
IPOTUB IHEBMOKOKKOBOM HH(EKIMH U pUIIa), a nauuenTam 1o 2 net ¢ JII' — nposenenue
HMMYHH3a1iH MpoTuB PC-nH}eKuu npu 0OTCy TCTBHH MPOTUBOIIOKA3aHUH, BO H30exKaHHe

YXYJLIEeHUs COCTOSIHUS BCJIeACTBUE ypasisieMbix nudexnuii [8, 22, 325, 326].
YAAS5YYPC
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Kommenrapuii: B ciayuae 603HUKHOBeHUA pecnupamopHsix 3abonesanuti mepanus
dondicHa 6blmb OOCMAMOYHO AKMUBHOU € Yelbl0 MUHUMUZUPOGAMb Wil NPeoynpeouns
NOGbIUEHUE — PEAKIMUBHOCMU — 1€20YHbIX  COCYO08  BCAeOCcmEue  GeHMUIAYUOHHO-
NePPHYIUOHHBIX HAPYULEHUN WULU 2UROKCeMUU. AKMUBHAA JHCAPONOHUNCAIOWAS Mepanus
6 cayyae JNuxopaoxu 0014CHA ApeOynpeoums pazeumue Memadoiuyeckux HapyuleHui.
Jhoboe unghexyuonnoe 3abonesanue OONNCHO PACCMAMPUBAMbCA KAK hakmop pucka
N1e20YHO20 2UNEPMEHIUBHOCO KPU3d, CReYUuhuieckas mepanus Ha 3MoM (oHe OO0NICHA
ObIMb MAKCUMWILHOU.

» PexkoMeHj0BaHa CBOEBpEMEHHas KOHCYJbTallMA IE€BOYEK NMOAPOCTKOB, OonpHbIX JII', O
BEPOSITHBIX PHCKaX, acCOLUMUPYIOHMXCH ¢ OepeMEeHHOCTBIO M pojJaMH, a TaKke o
BO3MOMKHOCTH Oe30nacHo# koHTpauenuuu [327].

YIAS5YYPC

e PexomensoBano jetsiM ¢ JIIT nyremecTBoBaTh aBUATPAHCIIOPTOM TOJIBKO B CTAOMIBEHOM H

KOMIICHCHPOBaHHOM cocTosiHuu [8, 13, 22].

YIASYYPC

3.2. lloanep:kuBaONIas Tepanus JeroyHoi rmnepTeH3nu

[TopnepxkuBatomas MeaukamenTo3Has tepanus JIIT BkiioyaeT KOpPpeKLHIO FHIIOKCEMHH,
CHUKEHHE IMpeJIHarpy3Kd Ha MpaBbld JKeTyIoYeK, NoanepxkaHue (yHKIHH MHOKapaa o0oux
KENYJOYKOB, KOPPEKIIHI HMEIOLIeHCs ceplevyHOd HeJA0CTaTOYHOCTH [Uis  obeclieyeHHs
JIOCTAaTOYHOTO CepJieYHOoro BeIOpoca, Mephl, HanpaBjeHHbIE HA KOPPEKUHIO aCcCOLHHPOBAHHOIO
3aboJieBaHu.

3.2.1. OkcHreHorepanus

e PexomenzgoBaHa JetsM ¢ JII' okcureHorepanusi mpu CTOHKOM CHHKEHHH HACBILEHUS
KHCJIOPOJOM apTepHaibHOM KpoBH MeHee 92% uiu napuualbHOro AaBJICHUS KHCI0poaa
apTepuaibHOi KpoBu MeHee 60 MM pT. CT. WJIA TOJUIEPKAHHs LEIEBOI0 HACBILIEHHS
apTepHabHOI KpoBHU KucnopoaoM 93% u Gonee [8, 13, 22, 312, 322].

YIA2VYYP A

KommeHnTapwii: Hcenonvszosanue ROCMOSAHHOU OKCUZEHOMePAanuu cireoyem
paccmampugames 6 mex cay4asx, ko20d ona npueooum K OOKA3AHHOMY YMEHbULEHUIO
CMeneHu 2UNOKCeMUU U  KIUHUYeCKoMYy yiyduienulo. Pexomenodosannan ckopocms
seedenuss nomoka 1-2 qumpa 6 munymy. 3HauumenbHoe ygeaiuyeHue CKkopocmiu nomoxkda
MOJICEM BLICYULUMb CAUUCMbIE U GbI36AMb HOCOG0E Kposomeyenue wiu punum. Ommena
OKCUZEHOMEPanuu nPoOEOOUMCs. ROCMENEHHO, CHAYALA OMMEHSIOM KUCLOPOO 6 OHeBHOe

epemMsa u nepuod HOOPCMBEOBANHUA, 3ameM 6 HOUHOE PeMs U 60 8PeM CHA NOO KOHMPO.Jiem
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NPONOHZUPOGAHHOU nyAbcokcumempuu. Credyem YHumol8ames, 4mo OKCULEHOMEPANUs
ROBLIULAEM PUCK TE2OYHBIX OCIONCHEHUN, MAKUX KAK NHeeMoNHuUs wiu oaxce obocmpenue
XPOHUYECKO20 3aD0Ne6ANHUS TeSKUX.

PexomenzoBaHa JeTssM ¢ cHHIpoMoM DOiizenmenrepa u PaO; < 60mm prt.cT.
OKCHUI'€HOTEepanus /Ui yMEeHbIICHUs] CHMIITOMOB 3abosieBaHus [8, 19, 45-47, 327].
YAASYYPC

Pexomennosana aetsm c¢ JII' okcureHorepanusi npu npeObIBAaHUM B BBICOKOTOPHBIX
paiioHax MM BO Bpems aBHarnepeseTos [8].

YAASYYPC

PekomentoBana oxkcurerorepanus aersim ¢ JII' npu gecarypauun menee 92% na ¢one
UHTEPKYPPEHTHBIX 3a0ojieBaHHi, runeprepMuH, BO3OYkIeHHH, OONEBOM CHHIpPOME,
aBuarepe/ieTax M APYrHX [OTEHLHAILHO ONACHBIX COCTOSHHUAX JUIS NPOQHIAKTHKH
KJIMHHYeCcKoro yxyauenus (8, 13, 22, 312, 322].

YAA2ZYYP A

Pexomennorana nersm c JII' okcureHoTepanusi uisi KYIHPOBAHUS OCTPOro JIErOYHOIO
Kpu3a [8, 13, 20, 22, 312, 322].

YIA2YYPA

PexomennoBana aeTsaM ¢ Tsaxéno JII', BeIpakeHHOH rHmoKceMHei U TSKENON cepaeyHOM
W/WIIK JBIXATETbHOH HEJI0CTATOYHOCTBIO NPOLeypa dKCTPaKopropaibHOH MeMOpaHHOH
OKCHreHaluu npu Hed(PPeKTHBHOCTH MEAMKAMEHTO3HOM TeparuH, Ui Ipey IpekIeHHs
HeoOpaTUMbIX U3MEHEHHUIl B opranax U Tkausx [6, 8, 328, 329].

YAA2YYP A

3.2.2. Oxcua azora

PekoMeH0BaH MHTalAUMOHHBIN okcu azota (NO) netsm ¢ nepeuctupytroweit JII' npu
Pe3KOM YXyJlIeHUM ¢ Jectabuinusalued lokazareliedl reMOJAMHAMHKH, NMPH Pa3BUTHH
JIErOYHOTr0 COCY IUCTOTO Kpu3a, ocTpoit JII" Ha ¢oHe pecnupaTOpHOro IUCTPECC CHHAPOMA,
HapeHXHMaTo3HOr0/MHHTEPCTHIIHAIIBHOTO 3a0oneBanus terkux w/unu [1JITH [4, 8, 92, 120,
122, 176, 186, 330-335].

YIA2YYPA

Kommenrapuii: NO — decysemnuiit 2az 0e3 sanaxa. Maio pacmeopumviil 6 6ode. Oxkcuo
asoma (NO) seusiemest  Kiouegol MOACKYI101l 6 OUOI0UU  HeI0GeYeCKON  JICUZHU,
Vaacmeyem 6 (huztoa02uu HeuIHeCnocoOnocnmi Opeanoe u Cucme. IHOOMe UIbHAsl e20
hopya  (eNO), cekpemupyemasi MOOMENUCM  JICCOYHBIX  COCYOOE, HEROCPEOCMEEHHO
Yuacmeyem 6 pesyisyuu  cocyoucmoco Monyed, JOKAIbHO  KOUMpoIupys nepgysuro

opednoe 6 COOMEBCMCMGUN ¢ USMCHCHUAMU  KPOBOMOKA. JI('I}C'”TG}’H KUK _U(Jllﬂ!hlﬁ

85



()’rl3‘()()M’J(HP'MI]T?(J[). Qi uzpaem  GAXNCHYVIO  3difuniiyio polib 6 omnoweniy IMAOMENUA,
ROOOEPICUGUS.  COCYOUCMBILL  cOMCOCIA3,  ROAAGISem  U306IMOYNYIo  npoaugepaiiio
CAUAOROMBIULCYHBIX K1EHIOK (.'UL'_}‘()U(J. acpesayuio HT])().H(;UUHH?(]H u L‘H)!'J‘bl(x’(”lll(_’.'lL’l-f]\'()I{Hﬂ?O(i
condomenuem. NO ocpanuiueaem okuciume1bHoe hochopuiuposaniie 6 MuUmoxonopusix
— d)_'l’h’n‘\'l{lh’(?. KOmopdast MOHCem yY4acmeocanis 6 pecy syl KACMOYHOU ‘(3“0JHU}’L‘L.’HIHKU u
anonmaosd. NO ons UHeAAAYHU — 20 2a3006pa3mm CMecb OKMCU dzomdad U azomd 6
rkonyenmpayuu 0,08 u 99,92% oaa 800 ppm u 01 u 999% oaa 1000 ppm
coomeememeenno. Hueanayuu NO, nposodumvie 8 meyeHue HECKOIbKUX YACOE nocie
onepayuu, CHUNCAm COOMHOULEHUE 1e20YHO20 U CUCMEMHO20 CONPOMUBIEHUS, d MAKIiCe
UHOEKC OKCU2eHAyUuu y OO0NbHbIX ¢ NOCICONePAYUOHHOU 1e204YHOU 2unepmensuet, Ho He
BAUAIOM HA OKCUSCHAYUIO NPU ONUMENbHOU mepanuu. 3HA4YumenbHulX pasiuyuil 6 paHue
HOCACONEPAYUOHHOU CMEPMHOCIMU WIW 6 CPeOHeM OdGIeHUU 6 J1e2OYHOU apmepuu )
nayuernmos, noaywaswiux mepanuio NO u niaye6o ne noayyeno. OOHAKo uHzaiayuu
OKCUOA A30MA 8 HACMOANee BPEeMSL NO-NPENCHEMY AGIAIOMCA mepanuetl Nepeot IUHUU npu
OCMpoU 1e204HOU 2UNePMeH3Ul, 6 M. Y. y NOCICONePAYUOHHbIX OONbHbIX, HO He
UCRONB3YVIOMCSL 8 Kayecmee Memood NOCMOAHHOU Mepanuu J1e204HOU 2UnepmeH3ul.
Hueansiyuu NO  chuxcaiom nompeOHocms 6 npoyedype  IKCmMpakopnopatbHou
MEMOPaHHOU  OKCcuzeHayuu, OCOOEHHO y HEeOOHOWEHHbIX Oemell ¢ OblXamenbHOU
nedocmamounocmsio. B 1999 2. FDA 00o6puno iNO 0ns nosopodcoennolx (>34 neoeis
zecmayuu) y RAYUEHMOE ¢ 2UROKCUYECKON dblxameibholl neoocmamoynocmeto u JII. YV
NOCICONEPAYUOHHBIX BONHBIX Mepanuio Havunaiom ¢ maiwix (3-10 ppm) 003. V 6oavHbIX
¢ maxcénon JII' uneansayuu NO navunaio co cmapmosgulx 003 20 ppm. Ilpu omcymemeuu
ahhexma 003y yeeauuusaiom do 40 ppm. Ecau s¢ghghexm ne nacmynaem ¢ meverue 30
Munym, mepanuio uneanayuonnsiv NO npekpawyarom. Henoav3soeanue gsicokux 003 NO 'y
HEOOHOWEHHBIX Oemell MOJICem NPUGeCmu K pPazGumuio  MemeemozioouHeMuu, 4mo
nompebyem 6bicmpoii ommensl npenapamd.

3.2.3. AHTHKOAI'YJISIHTBI H /le3arperanTbl

Pexomennosana Jzersm c¢ JII' Tepanus aHTHKoaryjissHTaMu (ATX xon BOl
AHTUTPOMOOTHYECKHE CpEeICTBA) I[IPH  HAJIMYMM MPHU3HAKOB THNEPKOAryJIsIUH,
JIOKa3aHHBIX apTepHATBHBIX H BEHO3HBIX TpoMO03ax, TpPOMO03MOO0IIHH JIETOYHOH apTEPHH,
XTDIJII', cocrosaHusax, TpeOYIOIIMX IIHWTEIbHOH YCTAHOBKH IEHTPAIBHOIO BEHO3HOIO
KaTeTepa, ¢ HU3KHM cep/ieuHbiM BeiOpocom [8, 13, 22, 336-338].

YAA2YYPA

Kommenrapmii: Hasnauenue aumukoazyisinmoe oemsm mpebyem mMiydamenbHo2o

ananuza aHamMHecmu4eckux OanHblXx, OYCHKU noxkazameneu KoazyJAayuu, ¢)_}‘HK1{MU nevyeHu

86



OJI5L AOCKBAMHO20 PACYEMA 6EPOAMHBIX PUCKA U ROIb3bL OM AHMUKOAZYAAHMHOU MePAnuu.
L]enesou yposenb MeAcOyHapoOH020 HOpMaiuzoeanHo2o omuowenus (MHO) cocmaensem
2,0-2,5 npu wIAI' u wlIAI'. Ilpu naruyuu npusHaxkos uneproazyiayuu, OOKA3aHHbIX
mpombozax 6 awamuese yeieevie nokazameau MHO mozym Ovimb  yeenuueHbl.
Hanvretiuuit pescum 003uposanus ycmanasiugaemcs UHOUGUOYAIbLHO NOO KOHMPOJEM
MHO.

e He pexkomennoano paetaM c¢ HJIAI' pyTMHHOe Ha3HauYeHHWE TEpPaNHH HENpPAMBIMH

antukoaryisHramu [191, 337, 338].

YAA2YYP A

Kommenrapwmii: Hem PKH ¢ noooepacky ucnonsszoeanus anmuxoayisiiimos npu uJlAL
Omeymemayiom OOKA3ame1sCmed VY enust 6ulicusaeMocmu nayuenmos. Hanpomus, y
demeit ¢ YMEPEeHHOU U MANCETOU  JeOYNOU  JUNECPMEHUCH  CYU{eCcmEyem  PUCK
2CMOPPUALHYECCRUX OCTONCHEH UL, dCCOYUUPOSUNNBIX CO BMOPUMHBIM YeHemenues (hakxmopa
Buiedpanda, mpomooyunamusimu.

e He pexoMenaoBaHO [eTsM ¢ HacleJACTBEHHOH reMOpparH4yeckKo TeleaHrHIKTa3suen,
nopTonyjibMoHaIbHO#H runeprensuei u JIAI'-BUY npuMenenue aHTHKoaryisuTos (8, 54,
55])-

YIA3YYPC
3.2.4. llpenapaTrsl keJe3a

e Pexomenpoana netsam ¢ JII' koppeknus aeduuura xenesza u tepanus avemuit (Kog ATX
- BO3AC IlapenTepanbHble npenaparsl TPeXBaJIEHTHOrO Kele3a) Ul NpenynpexIcHus
nporpeccupoBaHHus 3adonesanus [191-195].

YIA3VYYP A

3.2.5. AHTArOHHCTBI PeleNTOPOB AJILA0CTEPOHA H IHYPETHKH

e PexomennoBana getsaMm ¢ JIIT ¥ KIMHMYECKHMMH I[IPH3HAKAMH TPaBOXKEILY10YKOBOH
HEJ0CTATOMHOCTH H/MIIH neperpy3koi oovémom DK HasznaueHHe Tepanuu IWypeTHKAMH
[8, 13,22, 339, 340].
YIA3IYYPB
KommenTapuii: Pexomendosano muwamenvHoe mumpoganue 003 npenapamos noo
KOHMPOAeM YPOBHA INeKMPOIUMOE, MOYEEUHbI 6 CbIGOPOMKE KpO6U, Kpeamununa u
COCMOSIHUSL Ouype3a 60 U3DENCAHUe IINEeKMPONUMHBIX HAPYULEHUL, pPe3K020 NAOeHUs.
cepoeqHo20 6blOPOCA U CHUNCEHUS CUCEMHO20 APMePUANbHO20 OABNCHUA.
PexomennoBana nersam c JII' Tepanus aHTOroOHMCTaMH PELENTOPOB MHHEPATOKOPTHKOU/I0B
(Kon ATX - CO03D Kanuiicbeperaromue AMYPeTHKH) JUIS CHHIXKEHHS TMIpeHarpys3KH,

yIIydllleHHs] THACTOTHYECKOH (hyHKIIMH ITPaBOro M JIeBOro ey ao4kos [8, 13, 22, 339-343].
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YJUL2 VYP A

3.2.6. Cepaeynbie I'"THKO3H/bI H JIPDYITHE CEPACYHO-COCYAHCTBIE Npenaparthbl

He pexoMenzoBaHO pyTHHHOE MPHMEHEHHME CEPIAEYHBIX [JIMKO3ua0B jetsM ¢ JII u
H30JIMPOBAaHHOM TIPaBOXKeETy I0YKOBOH HeqocTaTouHOCTH [6, 8, 13, 22, 344].
YAA4YYPC

Kommentapuii: Noms  npuvienenue  cepoeunnix  2iuko3uo06  MOJNCEN  OKUZLIGANTD
QUACONPUATIIOE  CCMOOUNUMUYCCROe  OCTUCMGUE AP OCHPOIl  RPAGOACCIVOOUROBOH
HEQOCMUMOYHOCTIN, GMOPUNHON RO omuowentio K I, eco poas 6 Xponuiecrom edentu
WUX nauenmos npomucopeduca. Hpumenenue #oucoxcuna™* npu nevenuu ne2ounou
apmepuaibHoOu  cunepmensuu  y  oemetl  ozpanudeno. Pesyiemamel  uccieoosanuu
npomueopevuenl. Hexomopulie uccredosanus NOKAZBIBAIOM YEeIUdeHUe CepOeyHoco
6biOpoca, HO Opyeue He HAX00AM NOJOHCUMENbHO2O GIUSAHUS HA Gblacusaemocms. B
PemMpocReKmuenol  HepaOOMUUPOSUHIOL  Kocopme jdedenue #ousoxcunom™**  Ooiio
CEAZANO ¢ DOABULET CMEPMIOCHTIBIO OM 6CEX RPUYUIL I 20CnUmMaIuzayuimi no noeody XCH
[343].

He pexkomenmosano persm ¢ JII' npumMeHeHHs HMHTHOMTOPOB AHTMOTEH3HH-
npespaiatoniero dpepMenTa M OmokaTopoB penentopoB aHrmorenszunHa Il ¢ JII' npu
H30JIMPOBAHHON TMPaBOKEIyJOUKOBOH HEJOCTATOYHOCTH H3-3a PUCKA 3HAYHTEIIBHOIO
CHHIKEHHS CepAEe4YHOro Beldpoca 1 yeyryGiieHus CHCTEMHOH THIIOTOHKH [6, 8, 13, 22, 346,
347].

YAA4YYPC

Pexomeniopana nersm ¢ JII' 2-i rpynnsl cranaapTHas Teparus JIeBOKely J0YKOBOH HIIH
OMBEHTPUKYIIAPHOH Cep/levyHOil HEeIOCTATOYHOCTH ¢ NpuMeHeHueM [-0J0KaToOpoB,
HHIHOMTOPOB aHTHOTEH3HH-TIpeBpalatonero ¢epMeHTa Uad OIOKaTOPOB peLENnTOpPOB
aurvorensuna II, npenapaTtoB HanepcTsIHKH, JUYPETHKOB H AHTAarOHUCTOB PEIETITOB
anb/IOCTEPOHA I JIeYeHHs OCHOBHOTrO 3aboneBanus [108, 178, 347].

Y12 VVP A

PexoMeH/10BaHO MCIIOJIL30BAHHE TOHHYECKOH NMOAEPKKH aIpeHo- U J0TTaMHHOMHMETHKaMH
(Kon ATX - COICA Anpenepruuyeckue M Jo¢aMHHEprH4YecKHe CpeicTBa) IIpH
IPOrpPECCHPOBAHUH HJIH JACKOMIIEHCAIIMH TTPABOXKETY/I09KOBOH HEIOCTATOMHOCTH Y OOJIBHBIX

JIT" [6, 8, 13, 22, 346-348].

YAA2YYPA
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3.3. BazoauaaTHpyonias Tepanys JeroyHoii aprepHaiLHOoi runepTeH3ny

Hasnauenne JIAT-cenmpuyecKiX, MATOreHETHYECKH OOOCHOBAHHBIX IIPENapaToB C
J0Ka3aHHbIM Ba30JHIATHPYIOLIMM U aHTHNPOJH(epaTHBHBIM AeHCTBHEM UIPAET KIFOYEBYIO POJIb
B Tepanun JIAI'. CpoeBpeMEHHOCTH Ha3HAUeHHS M AJEKBATHOCTh TSKECTH crelnH(pUUecKoi
tepanuu JIADI' onpenenser mpornos 3aboneBanusi. Pemienme o nasumasenuu JIAT-tepanuum
NPHHAMAIOTCA € Y4ETOM KOMOHHAIKMK (haKTOPOB:

1. Hanm4ue KpuTepueB npexanwuispHoi JIT,
2. pe3ynbTaThl TECTa HA BA30PEaKTHBHOCTD,
3. pesynbTaThl MHOTO(AKTOPHOM cTpaTH(UKALMK PHCKA.
¢ PexomenpoBano gersm c¢ JII' no mavama nedyeHuss npoBeneHne MHOro(aKTOPHOM

cTpaTH(HKAIIHK PUCKA, BKIIOYAIOIIEH KOMOMHAITHIO KITHHHYECKHUX, TEMOIMHAMUYECKUX H

(YHKIHOHANBHBEIX ~ XapakTEPUCTHK  OOJNBHOTO Ui ONpENETIEHHS  KPUTEPHUEB,

COOTBETCTBYIOIIMX HU3KOMY, IPOMEXKYTOYHOMY HJIH BBICOKOMY PHCKY HeO/IaronpHATHBIX

COOBITHH, BKITFOYAs JIETAILHOCTH It BBIOOpa MeTo/ia 1 00béMa Tepanuu (Tadn. 18) [5, 7,

8,12, 180-182, 244, 249, 257-260, 266, 274, 313-319].

YAA3VYYPA

3.3.1. Heecnennduyeckas Bazoaniarupywman repanusa JIAL

Baokaropel KajbuHeEBBIX KAHAIOB
e PexomennoBana netaM crapiue 1 roja ¢ usonuposannoit JIAL, pesuayanshoii JIAI nocie
pajuKanbHoH OUBeHTPHKYIApHOM Koppekuuu BIIC u ¢ JIAT npu MasibIX/conyTCTBY IOIIHAX
neexkrax MoHOoTepanus Onokaropamu KainblimeBbiX kKaHaioB (BKK) mpu coGmonenuu
ciaenyromux Kputepues [8, 9, 13, 22, 45, 83, 84, 349, 350]:
1. TecT Ha Ba30pEaKTUBHOCTH MOIOKHUTENBHBIN;
2. cepaeunslii uHaekc Gonee 2,1 n/MUH/M?;
3. SaO; BeHO3HO# KpoBH Goiee 63%;
4. JnaBiieHHMe B IPABOM Mpeacepanu MeHee 10 MM pT. cT.;
5. KpuTepuu Hu3Koro pucka JIAT.
YAASYYPC
* broxkaropel KaJblHeBBIX KaHAJIOB He peKoMeHJoBaHbl feTsaM ¢ JIAD npu ciemyronmx
yeaoeusix [8, 9, 13, 22, 45, 83-84, 349, 350]:
1) Bo3pact nanuenTa 1o 1 roaa;
2) oTpMUATeNbHBIH TECT HA BA30PEaKTHBHOCTD;

3) mnanMeHTaMm He TPOBOUJICH TECT HA Ba30PEAKTHBHOCTE;
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4) nauMeHTaMm C MPaBOXKENTyIOUKOBOIl HETOCTATOYHOCTHIO BHE 3aBHCHMOCTH OT OTBETa
Ha Ba30pEeaKkTUBHBIN TECT;
5) mnaumentam c JIAI" BbICOKOrO pHicka BHE 3aBUCHMOCTH OT OTBETA HA Ba30PEAKTHBHBIN
TecT.

YAASYYPC

»  Pexomennyercs nersim ¢ JIAL, nonyyatommm tepanuio BKK, ounennsars 3¢ dexkruBHOCTS
Tepanuu Kaxaele 3-4 Mecsina Ha OCHOBAHHHM JIAHHBLIX YPE3BEHO3HOH KareTepu3aluu
cep/ia ¢ o0s13aTe/IbHbIM IIPOBEJICHHEM TECTa Ha Ba30PEaKTHBHOCTH I CBOEBPEMEHHOM
Koppekiuu tepanuu 8, 13, 83-84, 349].
YAASYYPC

¢ He pexomennoBano aersm c¢ JIAIL', momywaromum tepanuio BKK, eé mpomomxeHne B
ciaydae e€ KIMHHYecKo# He 3¢ dexktuBHocTH [8, 13, 83-84].
YAASYYPC
KOMMeHTapHﬁ: uenaiibzocaniue [).,I{R-y nayuenmoe, He OMEEHAIWUX Hd JTCYCHUEC, MOMCCM
Gbl36UNMb ('r.’ph(-"j'”h[(.‘ nOOOUIHbLE J(/J(/)(’!\'H‘Ih[. MARKUC KUK 2UNOMOHUA, CHUNCCHUE Camypalui
KUCIOPOOA U HAPVIECHUC PYHEYUU IPAGOCO JHCCTVOOUKA.

» He pexomennosano nersm ¢ JIAL, nonyuaromum tepanuio BKK, eé npogomkenue npu
OTPHIIATENILHOM TECTE Ha Ba30PEakTUBHOCTH IIPU IOBTOPHOH KaTteTepu3aluu cepaua [8,
22, 83-84, 349, 350)].
YAASYYPC

¢« Monorepanus BKK ne pexomenmoBana aetsMm ¢ cunjpomom Diizenmenrepa u BIIC co

3HAYMMBIM CHCTEMHO-JIErouHbIM cOpocoMm [8, 45, 349, 350].
YIASYYPC

3.3.2. Cnenunduueckas Bazoauaarupyvomas repanua JIAT

Cospemennas JIAI'-cnenuduueckas Ttepanus HanpaBlIeHHO BO3JCHCTBYET Ha TpH
OCHOBHBIX 3BeHa narorenesa JIAI', Bkitouas myTek 3HI0TEIMHA, TYTh OKCH/IA a30Ta/IIUKIIHYECKOTO
ryaHosuHMoHodocdara ¥ 1myTh NpocTauUKIdHa. B ocHOBe Ka/10ro naroreHeTHYecKoro IyTH
JEKUT DHAOTENHaTbHass AUC(YHKIHMS, BBI3bIBAIOIIAs HapyHIeHHE CYILUECTBYIOLIEro B HOpMe
paBHOBECHS MEXK/Y TTIPOAYKIIMEH Ba30AMIIATHPYIOIIHNX H Ba30OKOHCTPHKTHBHBIX MOJIEKYJl, KOTOpOE
NPHUBOIUT K (POPMUPOBAHMIO CTOHKOH, ITATOJIOrMYECKON Ba30KOHCTPUKIIHH [21].

JIAT -cnenmduveckas Tepanus BKIOYAET MATh IPYII MIPENapaToB, BO3/ACHCTBYIOMNX Ha
TPU OCHOBHBIX IIyTH narorexesa JIAIL™:

1) nyts osHAoTenuHa: OIOKaTOphl  pelEnToOpoB  JHAOTenHHa-1  (DoseHTam™*,

#amOpuzeHTan™*, #mauuTeHTan**);
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2) nyte NO wu nmkmudeckoro ryanosuamonodocdara (uIM®D): HHrHOHTOpPHI

$ocdonuscrepassl 5 Tuna (#eunnenaduin, #raganadhuia) U CTUMYJIATOP PACTBOPUMOH ryaHHIaT

LMKJIa3b] #pUorHryar**;

3) NyTh TMPOCTAIMKIMHA: CHHTETHYECKHH aHaJIOr JHIOTeHHOIo MMpOCTallHKJIHHA

#UIIONPOCT W arOHHUCT PELENTOPOB POCTAIMKINHA #eenekeumnar** [6, 8, 21, 27-30].

PexomennioBano Ha3HauyeHHe clelu(UUECKOW Teparud IeTIM ¢ BepH(PHULUPOBAHHBIM
nuardozoM JIAT npu Haymuuu ogHoro u 6onee ycenosuii [8, 13, 22, 85, 351-353]:

1. oTpMIATeNBHBIH TECT HA BA30PEaKTUBHOCT;

2. OTCYTCTBHE OTBETa MJIM HEYCTOWYMBEIH OTBET Ha paHee MpoBoAuMYyo Tepanuio BKK;

3. HaJdMuWe NPOTHUBOIOKa3aHui K HazHaueHHio BKK.

YAA3IYYP A

PexoMeHnsioBaHa MOHOTepamus CHELU(PHUYSCKHMH  Ba3OJMIIAITATOPAMH  JIETAM  C
BepuunMpoBaHHoi JIAI mpu MHHHMAJILHOM PHCKE, OTCYTCTBUH >((eKTa Ha TEPAIHIO
O110KaTOpaMH KallbLIMEBbIX KAHAIOB UM OTPUIIATEILHOM TECTE HA BA30PEAKTHBHOCTH [8,
13,22, 85, 351-353]:

YIA3VYYPA

Kommenrapnii: /Ipenapamamu serbopa 015 maxux 60abHbIx MoXNcem Gblmb AHMALOHUCT
peyenmopoé anoomenuna (AP3), uneubumop gocgoouscmepaser 5 muna (u@5) uru
azonucm peyenmopoe npocmayuriuna (APILI).

PexoMennoBaHa craproBasi ABOMHAs Tepanus cCrequpuYecKHMH Ba30dH/IATATOPAMH
neram ¢ JIAI' HM3KOrO pHCKa M OTpPHULATEILHBIM TECTOM HA BA30PEaKTHBHOCTHL JIJIS
obJlerdyeHus: CHMITOMOB 3a00JieBaHUA M YIIydllleHHs BbDkuBaeMocTH [8, 11, 13, 22, 85,
351-354].

YIA3IVYYPA

Kommenrapuii: Kombunuposaunyio mepanuio ciedyem nasuname ¢ kombunayuu AP3 u
u@J[25. Aremepuamusnsimu komOunayuimu mozym boims couemanue APII ¢ 106bim u3
APD unu uD/[3-5. Ipu Heaghghexmusnocmu kOMOBUHAYUU PEKOMEHOYEMCS PACCMOMpPenb
E03MOACHOCL CMeHbl 00HO20 Hpendapamd Hd Opy2ou 8 pamrax oo0Hozo kiacca JIAL-
cneyughuueckux npenapamos.

Pexomennyercs netrsim ¢ JIAD', COOTBETCTBYIONIMM KPHTEPHAM MPOMEKYTOYHOrO PHCKA,
CTapToBasi WJIM IOCIeNoBaTe/lbHad JBOWHHAs, WIM TpoiiHas Tepanus, Biaoudas APD,
u®JI35 u APIl ans CHMKEHHMS BBIPaXXECHHOCTH CHMIITOMOB, YJIYYIICHHS IPOrHO3a W
JOCTHXKEHHUS KpUTepueB HU3Koro pucka [8, 11, 13, 22, 85, 187, 351-354].

YIA3YYPA
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» Pexomennyerca nersm c¢ JIAI' BBICOKOro pHcKa He3aMme/UIMTEIbHOE HAYAI0 TPOWHOM
xomOuHHpoBaHHO# JIAI' Tepamuu ¢ IpHMEHEHHEM MNPOCTAHOMIOB: HHIAIAIMOHHBIN
#UJIOTIPOCT B COYETAHHH C LEPOPAIbHBIMH Tpernapatamu rpynn APD w u®JID5 nns
YMEHBIIEHHS BBIDAXEHHOCTH CHMIITOMOB, YJIYYIICHHS [POrHO3a MW JOCTHIKEHHS
KpUTEpUEB HU3KOTO pucka [8, 13, 22, 187, 339, 340, 364-368].

YIA3YYPA

» Pexomenjosano nanuentam c JII' nmpomoipkars HOJ00paHHYIO TEPANHIO C PEryJsipHOM
NEPEOLEHKOH MHOTO(aKTOPHOH cTpaTH(UKAIHK pUcKa Kaxable 3-6 mecsues (Tadua. 18)
Il CBOEBPEMEHHOIO BBISABICHUS BO3MOMKHOIO YXYAIICHHS, 3CKaTalliH Tepanuu u
yJIy4dLleHHs BebkuBaemocTH [8, 13, 22, 187, 339, 340, 364-368].

YIAA3YYPA
Kommenmapuii: 6 ciyuae, eciu cmamyc HU3K020 pucka e 00Cmuzaemcs npu nidHoBbIX
HOCIeOVIOWUX OYeHKax, mpebyemcs OanrbHeluwlas sckarayus aevenus. JJocmudicenue

Kpumepues nPpoOMeNCYMOUHO20 PUCKA He ABIAemcs QOCMamounbIM,

3.3.2.1. AHTAaroHHCTHI PeLEeNnTOPOB YHAOTEAnHA-1

bozenman**

bozenran** (Koo ATX — C02KX0l) sBnsercd HECEIEKTHBHBIM aHTarOHHUCTOM
SHIOTEJIMHOBBIX PELENTOPOB CO CTeNneHblo celleKTUBHOCTH 20:1 k penenTtopam snjgotenuHa ETa
1 ETs u npogomkuTenbHOCTRIO O6510KaAb! perienTopoB (1%2) ~1 munyta. boszenran** nonasnser
CHHTE3 CaMOro MOIIHOIO M3 H3BECTHBIX BA30KOHCTPHKTOPOB 3HaoTenuHa-1 (2T), 6mokupys ero
OocHOBHBIe 5(Q(]eKThl, OKa3plBaeT Ba3OAWISATHPYIOUIee [IeHCTBHE, IMOAABIAET KICTOYHYIO
nponudepanno,  CcAepXKUBAas ~— pPeMOJENHpPOBAaHME  MHOKapaa, a  Takke  IPOsBISIET
NPOTHBOBOCHAIUTENBHYIO aKTHBHOCTh. Pe3yTbTaThl HHBa3WBHBIX HCCIIEAOBAHUN reMOJHHAMHKH
NOKa3alIM, 4TO JedeHHe O603eHTaHOM™** MPHUBOAUT K 3HAYMTENIEHOMY IOBBIIEHHUIO CEPASYHOrO
HMHJIEKCA, a TaK)e CYIIECTBEHHOMY CHH)XXEHHIO JIaBJI€HHsS B JIETOYHOW apTepHu, JIEFOYHOTO
COCYIMCTOTO COIIPOTHBIICHHS W CPEIHEro JaBlieHHsl B npaBoM mnpexacepauu [354]. Ilpenapat
SABJIIETCS. OJHOBPEMEHHO IMepBBIM H3 rpynnsl APD u nepBeiM mnepopaibHbiM  JIAL-
crenudHUIecKUM penaparoM, JIOCTOBEPHO YIYULITHBIIUM CHMIITOMEI y JieTeil ¥ B3pocibix ¢ JIATL.
Ha npoTtsbxkeHun AByX JecsTUIETHH IpenapaT 3aHMMal LIEHTpaJIbHOe MECTO B Tepanuu JeTed
B3pocibix ¢ JIAI'. Hauany npumenenus GozeHtaHa** B KIMHMYECKOH NpPAKTHKE Y B3POCIBIX
npejllecTBOBajla Iejas Cepus KIMHHYECKHWX, KOHTPOJIMPYEMBIX M HEKOHTPOIHPYEMbIX
ucneitaduii. OCHOBHBIE MSATH HMCCIENOBAHMM: IMPEeKIHHHYECKOE MHIOTHOE, a TaKxKe
paHIOMH3HpPOBaHHbIE KOHTPOJIHpPYEMbIe KIMHHUYeckue uccienoBannss BREATHE-1 u 2, EARLY,

sateMm BREATHE-5, ananmusupoBaBmue naHHble okono 500 B3pociblx OONMBHBIX C
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HIHONATHYECKOH, HaclueACTBeHHOH M accoumuposaHHoi ¢ BIIC JIAI, mokasanu yiaydineHue
GyHKUMOHANBHBIX M TeMOJIMHAMHYECKHX I10KA3aTeNeH, YBeIMUeHHe BpeMeHH 710 KIHHUYECKOTOo
yXyauieHus Ha ¢one tepanuu 6o3eHTaHOM** B Teuenue 12-24 nenmens [355-358]. Viayuienue
BBDKHBAEMOCTH H CHHXXEHHE pHCKAa MpPOTpPeccCHpoBaHMs 3a0oljieBaHus Ha (oHe mpHEMaA
Oosenrtana** Obio BBIABICHO M y OonbHbix JIAD, accoUMMpOBaHHOW C CHCTEMHBIMH
3aboneBanusimMu [355, 359].

WUccnenosanus GozenraHa**, mpealnecTBOBABIIHME pErMCTPALlMM MOKa3aHMil y jeTeid,
3HAYUTE/IbHO MEHee MHOIOYMC/ICHHBl H3-3a TPYJAHOCTEH H OrpaHHYeHHH B MPOBEIEHHU
(hapmakoIOrHuecKUX HCIBITAHHI B IE€TCKOM Bo3pacte. [lepBoe OTKphITOE paHA0MH3HPOBAHHOE,
HO HEKOHTPOJIHpyeMoe H3ydeHue (apMakOKHHETHKH, H(PPEeKTHBHOCTH H Oe30MacHOCTH
npuMeHeHHs Oo3enTana** y 19 nereit ¢ unuonarmueckoii JIAI u JIAT, acconuuposantoii ¢ BIIC
B Bozpacte 3-15 ner (BREATHE-3, 2003 r.), nony4aBuux Gosentan** B popme HepacTBOPHMOii
TabJIeTKH B 000JI0UKE B J103€ 2 MI/KI Beca, IIOKA3allo yIIydllleHHe [oKazaTelell reMoJHHAMHKH B
obenx rpynnax [360]. B HekoHTponupyeMoe uccienoBanie (HapMakOKHHETHYECKOro Ipodus,
s dexTHBHOCTH U Ge30nacHOCTH AucneprupyeMoi ¢popmel 6o3entana** y nereit FUTURE-1, 2
H 3 ObinM BKIIOUEHB! cyMMapHO 100 nereii B Bo3pacte ot 1 1o 12 nieT 1is moy4eHus 603eHTana
B 03¢ 2 MI/KT Beca Tena 2 pas3a B ieHb, 2 MI/KT Beca Tenla 3 pasa B JieHb B 4 MI/Kr Beca Tena 2
paza B JeHb. HabmoneHuss mokaszaay XOpoLlyl MepPeHOCHMOCTb, YIIyYIIEHHE NapaMeTpoB
reMOJAMHAMHUKH, cTabunu3anmio uin ynydmenne OK GonpHbix. BepkuBaemocts Ha 1-oM 1 2-M
roay coctaBuiH 98% u 94% cootBercTBeHHO [361-364]. Ilpu  uMTENBHOM — NPUMEHEHHH
Oo3enTaHa** y nereil B yCIIOBHAX pealibHON KJIMHUYECKON MPAKTHKH MOJTyY€HBI TPOTHBOPEYHBBI
nannele. Tak B aByxueHTpooe uccienopanue B 2010 r. [365] 6buin BKItOYeHbI 86 neren (37
MaibuMkH, 49 geBoukH) B Bospacte 11+£5 ner ¢ wJIALL, wJIAD, JIAT-BIIC u JIAT,
acCOIMMPOBAHHOM € CHCTEMHBIMH 3a00/1€BaHMSIMH COEJUHHUTENEHOH TKaHH. 3a Bpems
Habmonenus 40% naiueHToB HOTpebOBaNOCh M00aB/ICHHE MPOCTAHOMAOB, 13% yMepi.
Pacuérnas 2-netHsis BBDKHBaeMocTh cocrasuia 91%. Ilpu npocnexkTHBHOM HabMOAeHHH Yepes 4
roga y 54% nauMeHTOB OTMEYEHO TporpeccHpoBaHHe 3abosieBanue. YeTwIpéxsieTHAs
BBDKMBAEMOCTE cocTaBuia Yyike 82%. OcHOBHbIMH (akTopamMH pHCKa NPOTPecCHPOBAaHMS
3a00/IcBaHUsl M CMEPTHOCTH SB/SUITHCH BBICOKHH (PYHKIHMOHANBHBIM KjIace M [OKa3aTelu
JErOYHOr0  COCYJHMCTOro compoTuBienus. LMmeercs pocratouHas JoKasaTelbHas Oasa
npuMeHeHus 0o3enTana** y nereii ¢ JIAT npu BIIC [356, 357].

B 1ByX KOHTpOJHpYEMBIX Hcclle[oBaHUsIX OO3eHTaHa y HOBOPOXKIEHHBIX IOKa3aHa
Xopoluas EPeHOCHMOCTb IpeliapaTa M OTCYTCTBHE CEpPbE3HBIX YTPOXKAKOMIMX COOBITHI [366,
367]. B oqHOM M3 HHX BBISIBJICHO JOCTOBEPHOE YBEIMUYCHHE HHJICKCA OKCHICHAIIUH, CHUKEHUE

BpEMCHH MEXAHHYECKON BEHTHJISIIHH JIETKHX, TIOKa3aHa Xopollasd INEepeHOCHMOCTE IIpenapara,
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OTCYTCTBOBAllM HEeXenarejbHble sBjieHHS. Ilpy 3ToM He BBIABICHO pa3jM4Mi 10 YPOBHIO
CMEPTHOCTH 110 cpaBHeHMIO ¢ muanedo. Kak y B3pocnbix OONbHBIX, Tak H y jerei ¢ JIAT
yJly4dllleHHe BBKUBAEMOCTH M CHUIKEHHE PHCKa IporpeccupoBanus 3aboneBanus y nereid ¢ JIAT
Ha ¢oHe npuéma OozeHTaHa** [OKazaHO TONBLKO B COCTABe KOMOMHMpPOBAHHOW Tepanuu ¢

aHaJIOTaMH HIOTC€HHOI'0 IIPOCTALHKINHA[367].

Ha ¢one npuéma O6o3enrana** Bo3MOKHBI HexeaTeIbHbIE SIBIIEHUAMH: DOJIH B KHUBOTE,
KOHEYHOCTAX, TOLIHOTA, PBOTA, IOJIOBHBIE O0JIM, yCTAJIOCTD, MOKPACHEHHE, OTEK U 3aJI0)KEHHOCTh
Hoca. Haunbonee 3HauuMble 1odGounble 3¢ deKThl: yBelIHUeHHE YPOBHSI TPAHCAMHHA3, OTEKH H
anemus. M3 Bcex noGounbix >(peKkTOR mMoOTeHUManbHAs TenaTOTOKCHYHOCTh Oo3eHTaHa**
aBiseTcs HauOosee 3Ha4yMMON. DdEKT, KaKk NpaBHIIO, J0303aBUCUM H HCYe3aeT MOClE OTMEHBI
npenapara. HecMoTps Ha TO, YTO B NEAMATPUYECKHUX MCCIIEIOBAHHMAX I10KA3aHO, YTO PHCKH
reraToTOKCHYHOCTH Oo3eHTaHa** y 1eTeif BbIpaXKeHbl ropasfo MeEHbIIE, eXeMecTYHoe
onpenenenue aktuBHOcTH AJIT u ACT B kpoBn pekomenmoBaHo [370, 372]. TpeOGyercs
co0I0/1aTh OCTOPOXHOCTH MPHU OJHOBPEMEHHOM TMpPHMEHEeHHH Oo3eHTaHa** ¢ MHAYKTOpaMH H
uHruburopamu uzopepmenta CYP3 A4,

e Pexomennyercs HazHaueHue bozeHrana** gnersm c JIAI' B Bo3pacte oT 3 MmecsiueB H
cTapile ¢ MHHHMallbHbIM PHCKOM B KayecTBE MOHOTEpaliMu; I[Ipd  HHU3KOM,
IIPOMEKYTOYHOM HJIH BBICOKOM PHCKE — TOJIbKO B COCTaBe KOMOMHHPOBAHHOMH Tepanuu
JUIsL YIy4IIeHHs 'eMOJMHaMHYecKHX, (yHKIMOHANILHBIX MoKa3arteneil U yJepKaHus HIH
JIOCTHXXEHHS KPUTEPHEB HU3KOTO pHckKa [6, 8, 12, 13, 22, 27, 354, 360-367].
YII12YYPB
KommenTapuii: [lpu npumenenuu neduampuueckou  oucnepeupyemou  gopmul
bozenmana** y oemeii ¢ JIAI' 6 6o3pacme | 200a u cmapuie pekoOMeHOYeMcs NPUMeHAMb
HAYANLHYIO U NOOOEPICUBAIOWYIO 003Y 4 Me/Ke MacCel mend 6 Cymku 6 2 npuéma ympom
u eevepom. Maxcumanvnas 0oza 250 m2 6 cymku. Oyenka sghgpexmuenocmu npenapama
Q0NCHA  OCYWECMBIISIMbCA He paHnee, 4Yem 4epe3 4 nedeiu npuéma npenapama 6
nocmosanHou  noooepacusaowjen  0oze. C  yeiblo  CB0EBPEMEHHO20  BblAGIeHUs
HeACenameabHblX 6030eUCMEUT PeKOMEHO0EAHO edHceMecsyHoe onpedeienue aKkmueHoCmu
AT u ACT 8 kpoeu y demeti, noryyaiowux mepanuio 6ozeHmanom™**,

e PexomenpoBaHo jaersM c¢ JIAIT mpu ortcyrctBuM 3¢ ¢dEeKTHBHOCTH MOHOTEpanuu
Go3enranoM™*, mporpeccupoBaHMH 3a00J€BaHUS U HAJIMYHH TMOKa3aHMH K SCKajlaluu
JIAT Tepanuu ¢ npumenenuem HPJ13-5, npuHumas Bo BHUMaHUe (papMakoJMHAMHYCCKUE
spdexTel 603eHTaHa** NpM KOMOMHHPOBAHHOH Tepanuu, PEKOMEHI0BAaHO OOCYIMThH

cMeHy Oo3eHTaHa** na apyroi APD [368-372].
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YAA2YYPB

KommenrTapmii: Kombunuposannas mepanust Oozenmana™** u u®@/[I5 ne nokazana
OONOIHUMENLHBIX NPEeUMYUIECNE 6 NEePEHOCUMOCMU (PUIUYECKUX HA2PY3OK, NAPAMEMpPO8
CUCMOUYECKOU YHKYUU MUOKAPOA U H4ACMOMbL HeXcelamenbHblx senenutl [367-372].
IIpu oyenke hapmarkoOUHaMuKu 6bIABICHO CHUNCEHUN Konyenmpayuu #cundenaduna u
#maodaracpuna na 62 u 43% coomeemcmeenno 6 niasme Kpoeu NpPU KOMOUHUPOBAHHOU
mepanuu ¢ Oozenmanom™**  npu  smom Konyenmpayus camoeo 6Gozenmana**
yeeauuusanace 0o 0% nymém unoykyuu uzoghepmenma yumoxpoma P450 344, umo
VEENUHUBALO PUCKU €20 2enamomorcudeckux a¢pgexmos [370].

e PexoMeH/I0BaH exeMecs4YHBIH KOHTPOJIb aKTHBHOCTH acmapraraMHHOTpaHchepasbl H
ajlaHMHaMMHOTpaHc(epasbl, YpOBHEH reMoriobuHa U reMaTOKpUTa B KPOBH JIeTaM ¢ JIATD
Ha ¢oHe Tepanuu 6ozeHTaHOM** H3-3a MOTEHIIMAIILHOTO PHCKA OC/IOKHeHu# [372, 373].
YYP2, VI A

#AMBpuzenman **

#AmOpuzentan** (koo ATX — C02KX(2) — ceneKTHBHBIH aHTAarOHHCT JHAOTEJHHA C
ceniektuBHOCTBIO K ETa u ETb peuentopam 100:1. MekiyHapoaHoe paHIOMH3HPOBaHHOE,
JBOHHOE cienoe, Ianedo-KoHTpoaupyemoe uccneaoranue I1 dasw ¢ yyactuem 383 B3pocibix
nauvenToB ¢ JIAI' (ARIES) nokasano Xopoinyrio IepeHOCHMOCTb, YJIy4lleHHEe KIMHHYECKOH
CUMOTOMATHKH W (QYHKIHMOHAJIBHBIX IOKa3zaTejel, YBEIMYCHHE BpPEMEHH HACTYIJICHHS
yxyauenuss Ha ¢(one Ttepanuu #amOpuzentanom** [374]. llpemapar mnokazan XOpoOUIYIO
IEPEHOCHMOCThL H HM3KHH ypoBeHb renatotokcuunceTi. C 2011 rona npenapar 3aperucTpupoBaH
B Poccun ans npumenenus y Bi3pocibix OonbHbIX ¢ JIAD II-1II ¢pyHKkumonansHoro kmacca.
#AMOpu3eHTan** — equHCTBeHHBIH U3 APD, /Ui KOTOPOro B MoKa3aHus BKIKOYEHO COBMECTHOE
HazHaueHHe ¢ #Taganaduiom /Ui CHHIKEHHs PUCKa NPOBOAMMOI Tepamuu. PanioMu3npoBanHoe,
JIBOHHOE clierioe ucciaeoBaHie KOMOUMHHPOBAHHON Tepanuun #amOpuszeHnTana** u #rananaduna
(AMBITION) mokasasno 3HaunTeabHoe (10 63%) CHIKEHHUE PUCKA MOCIHTAIM3ALHN BCIICICTBUAE
nporpeccupoBanus TsokecTH JIAIT M cMmepTHOCTH, yIyulleHHs TPOTHO3a MO CPaBHEHHUIO C
MoHOTepanuei [375].

B neGonbioM peTpocnekTHBHOM HcceoBaHuH ¢ yuactueM 38 nereii ¢ JIADT B Bo3pacTte
or 2 no 18 ner (cpeanuii 10,1+4.1), nmonyuyaBuimx #amOpuseHTaH** B TeuyeHHe 3 MecsleB B
KayeCTBE JOIOJHUTE/BHOH Tepanuu HIIM IEepeBelCHHBIX Ha Tepanuio #amOpuzeHTaHOM™** c
Tepanuu ©O03eHTaHOM™*, TOKa3aHO CHMIKEHHE CpeJHero JaBlICHHS B JICTOYHOW apTepuH,
yayumenue ¢yukuuoHaibHoro knacca mo BO3 B 31% cayuaeB. IloBwlineHuss ypoBHeH

NEYCHOUYHBIX (PEPMEHTOR HE HAOIOAI0Ch, JeTallbHBIE HCXO0/II HE 3aperucTpupoBansl [376].
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PanjomMuzupoBaHHoe  He  KOHTPOJIMpyeMoe  HccienoBaHue — 0e30MacHOCTH M
spdexktusnoctd (II daspl) aByx mo3 #amOpuzeHTaHa** NI JTEYSHHsS JErOYHOH apTrepHaIbHOM
runepreH3ud y 41 mammenTa B Bo3pacte oT 8 g0 18 ner mokasano, 4TO mpenapar NepeHOCHIIC
xopoiio; npoduas GezonacHOCTH ObUT WISHTHYEH TAKOBOMY /s B3pociblx [377]. Bomnpeku
pesyibTataM HccieAoBaHHs Yy B3pochbix ¢ JIADY, monydaBmuMm #amOpusentan**, He ObLIO
3apErHCTPUPOBAHO KIIMHHYECKH 3HAYMMBIX U3MEHEHHUH reMoriio0MHa, reMaToOKpuTa, KoJIM4ecTBa
TPOMOOIUTOB, H3MEHEHHSI YPOBHS eYeHOYHbIX GepMEeHTOB HH B 0Z1HOH 13 rpynn. OaHako Habop
B HccleoBaHUe ObLI OTJIOKEH M3-3a pe3yJ/bTaToOB JIOKIWHHYECKHX HCIBITaHHH, MOKa3aBIIMX
CJIyyad YMEHBILIEHHs Macchl TOJIOBHOI'O MO3Td Y MOJIOJABIX KPBIC, [IOIYyYaBIIHX OYE€Hb BBICOKHE
no3el #amOpuzenrana** 20 mr/kr B cyTku. HecMoTps Ha TO, YTO [03bI, IPUMEHSEMBIE Y JIETEH,
ObUTH KpaTHO MeHbIle, Habop B HCCIENOBaHHE OrPaHMYHJIM [IallMCHTAaMH cTapiie 8 Jer.
Pe3ynbTaThl HCCIEOBAHHUSA ITOKA3ATH, YTO B 11e/10M HpheKTHBHOCTD IIpenapara Oblla aHaJloriuHa
JAHHBIM. [OJYYEHHBLIM Y B3POCHBLIX. OJIHAKO c¢Tenedb cHUKenue yposHs NT-proBNP u
VIIYHLICHHSA DK k 24-i Heace Hedlie/loBatus ObIJIO HEMHOTO HUKE, HUeM B HCCIECT0OBAHHH
#amOpu3enTana** y p3pocibix [378].

B HejaBHeM peTPOCHEKTUBHOM HCCIIEIOBAaHHM 0€30MacHOCTb M MEPEHOCHMOCTD
KOMOMHHPOBAHHOW Tepanuu #aMmOpu3eHTaHOM™* U #rananaduioM IIpH JICYEHHH JIEFOYHOM
apTepHaIbHON THIepTeH3uH y 43 nered crapuie 4 JeT [0Ka3aHO, YTO Tepamnus XOpOIlo
NepeHoCcHIachk ¢ NpHéMIIeMbIM NpoduieM ©Ge30IaCHOCTH, ACCOIMHpOBANACH C YJIy4lUECHHEM
MEPEHOCHMOCTH (PH3UYECKON HArpy3KH H NreMOJHHAMUKH y JIeTed, KOTOpBIE paHee HE IOy Yalu
JICYEHHS WJIA TIOJIYYaJlH MOHOTEpANUIO IpernaparaMmi [Uisi JISUCHUs JETOYHOH TMIEPTEH3HH /10
Havaia npuMeHeHus #amOpusentana** u #irananagpuna [379].

e #AMOpu3eHTaH** MOMKeET GBITH PEKOMEH/IOBAH B Ka4eCTBE MOHOTEpPAIIHH JeTAM cTapiie 8
net ¢ JIAT, cooTBeTCTBYIOLIEH KPHTEPHSIM MHHHMAIBHOIO PHCKA IPU IOJIOXHTEIBHOM
OCTPOM TeCTe Ha BA30PEaKTUBHOCTH M OTCYTCTBUM 2 (deKTa OT Tepanuu aHTarOHUCTaMH
Kkaubiust; y nereit ¢ JIAL, cooTBeTcTBylOLIEH KPUTEPHAM HHU3KOIO, IMIPOMEXYTOUYHOIO H
BBICOKOI'O pHCKa — B COCTaBe KOMOMHHMpPOBAaHHOH Tepamuu [Is  YIy4YUICHHS
reMOJHHAMHYECKHX, (YHKIIHOHAIBHBIX MOKazarelned M yJAep)KaHUs HWIH JIOCTHXKEHHS
KPHTEPHUEB HH3KOTO pucka [375-379].

YAA2YYPB

Kommenrapuit: Cmapmosas 0oza #Ambpuszenmana 2,5 m2 na npuém 0OHOKPAMHO 8
cymku, nodoepucusarowas 003a om 5 0o 10 me na npuém oonokpamno 6 cymru [376-379].
PexomennoBas NETAM c JIAT exxeMecsH YHbIN KOHTpPOIIb AKTUBHOCTHU

acnapraramMuHoTpaHc(epasbl ¥ alaHHHAMUHOTpaHc(hepasbl, YpOBHEH reMorioouHa u
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reMaToKpHMTa B KPOBH Ha (hoHe npuémMa Tepanuu #amOpu3eHTaHOM™* * 11511 CROEBpEMEHHOTO

BBISBJICHHS NOTEHLIMANLHBIX HeXKelaTeNbHbIX sBaeHuit [372, 373].

YYP2,YAOA A

EMayumenman **

#Mauutentan** (ko0 ATX — CO2KX04) aHTaroHMCT O3H/IOTEJIHHOBBIX PEIENTOPOB
TPETHETO TNOKOJEHHs, pa3paboTaH Ha OCHOBE MOJeKy/bl Oo3zeHraHa** nyTéM H3MEHEHMs
CTPYKTYPBI C IIENBIO MOBBIIEHHS P dekTHBHOCTH U GesonacHocTH ¢ cesleKTuBHOCTBIO K ETa u
ETb 50:1 [380]. IIpenapar obnanaer B 20-4000 pa3z Gosblieii TMIOQHUIBHOCTBIO M0 CPABHEHHIO C
AP nepBbIX MOKOJIEHHH, B CBA3H C YeM JIydllle [IPOHUKAET B OKPYIKalollue Tkauu. MeienHas
ancopbuus #ManureHtaHa** u MemieHHoe BbicBOOOKIeHHe akTHBHOro Mmertabonura ACT-
132577, B coueTaHuH ¢ €ro Jyullie NeHeTPaHTHOCTHIO K TKaHsAM, 000CHOBAIU ITpUMeHeHue folee
HHU3KOM J103bI IpenapaTta ¥ MEHBIIYIO KPaTHOCTh IPUMEHEHHA — | pa3 B CYTKHM — 110 CPAaBHEHHIO C
apyrumu APD. TlomuMo nyumel crnocoOHOCTH NMPOHUKATh B OKPYXKaloIMe TKAaHH OCHOBHBIM
oTinuveM #MauureHtaHa** or npeasytymux APD spisieTcs ero crocoOHOCTh 0Ka3biBaTh B 15-20
OoJiee NpOJOKUTENBHYIO U BblpakeHHYro Onokany peuentopoB ETa u ETg, uto npuBoauT k
Oonbluel knuHUYecKOR 3¢ddexTHBHOCTH mpemnapara 1o cpaBHeHHIO ¢ APD paHHHMX reHepauui
[381]. Bembias anutenbHyo 0J0Kaay peLENnToOpoB IHAOTENHHA-1 crocoOCTBYeT NMOJaBIEHHIO
BA30KOHCTPUKLMM M MPEHATCTBYET Mpoiudepaluy IaJIKOMBILEYHBIX KleToK. B u3ydenue
npoduns 6e3onacHoCTH ¥ 3D PeKTHBHOCTH #MauuTeHTaHa** npu pmutensHol Tepanuun JIALT B
JABOHHOM cilenioM, 1uianedo koHtpoiaupyemoMm wuccienoanuu Il ¢asel y naumeHToB ¢
cumnromuoit JIAI (SERAPHIN — Study with an Endothelin Receptor Antagonist in Pulmonary
arterial Hypertension to Improve cliNical outcome) b1 BoBnedens! 151 uentp u3 39 crpan
mupa. Mtoroeyto koropty chopmupoBanu 742 maiueHnta crapiue 12 5ieT, ¢ MIHONATHYECKOH,
nHaciencteenno  JIAIL,  JIAI, accouuupoBaHHOW ¢  CHCTEMHBIMH  3a00JeBaHHSIMH
coeuHuTenpHOM TkaHu, BHWY, nocne koppexumu BIIC, accouuupoBaHHOi ¢ mpHEMOM
npenaparos uix TokcuHoM [381]. ITanuenTs! ObUIM paHAOMHU3HPOBAHbl B PABHOM COOTHOIICHHH
B IPYIHIbLI JUis noaydenus 3 Mr unu 10 mr #Manurentana** B cytku, win manedo B reuenue 100
Helenb. PerpeccHOHHBIH aHaiM3 1MoKas3an 3HauuTenbHoe, A0 45%, CHMKEHHMA KOJIMYeCTBa
YTpOXKaloIIMX COOBITHH, BK/IIOYas MNOSBICHHME MOKa3aHWH K Tepanud BHYTPHBEHHBIMH HIIH
MOJKOKHBIMH 1pocTtaHougamMu, AC MM TpaHCIUIAHTALMH JIETKHUX B TPYyINE MalMeHTOB,
npuaumasiux 10 mr #mauwrenrana** mo cpaBHenuio ¢ mnanebo. CMepTHOCTH COCTaBHIIA
coorBercTBeHHO 14.0% u 17,6% B rpynne, nonyyasumieli mnpenapaT u miaunebo. ITpuem
#mauutentana** B noze 10 Mr 3HauMTENBHO YIy4llan IOKazareld CcepAeyHO-JIEro4HOMH
reMoJMHaMHKH, BKIIOYas Cpe/Hee JaBlieHWE B JIETOYHOH apTepHH, MOKas3aTtelb JEero4Ho-
COCYIMCTOTO CONPOTUBIICHHUS, CEP/ICUHbINH UHIEKC U YPOBEHb HATPUHYPETHYECKOTO NENTH/IA 110
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CPaBHEHHMIO C IIauebo. VYiyuleHue reMOIMHAMHYECKHX XApaKTEPHCTHK COMpPOBOMKIANOCH
MIOBBILICHHEM MEPECHOCHMOCTH (DU3HYECKUX HArPY30K M yJIyYIIAJIO KaYECTRO YKH3HH MAI[HEHTOB.
#Mauutentan** ynyuman ¢yHKUHOHAIbHbIE TIOKA3aTeNH, BIMAI HA JOJrOCPOYHBIE HCXOMbL,
CHHXKAJl ITPOrpecCUpoBaHHe 3a00I€BAHHA H CMEPTHOCTH BHE 3aBHCHMOCTH OT paHee MPOBOANMOMH
Teparnun. [IpH3HaKoOB TOKCHYECKOTO MEHCTBHS HA NedyeHb He Habmomanock, oaHako, y 4,3%
NalMeHToB, noxy4yaBmmx 10 Mr #mauurerrana**, 6b110 06HApPY)KEHO CHHIKEHHE T'EeMOTI00HHA J10
ypoBHs < 8 r/m1. B oriuume ot 6o3enTana**, #manureHTan**, [0-BUIMMOMY, HE MPHUBOJIUT K
CHHIKEHHIO YPOBHA #cunjeHaduia B IUIa3Me, XOTS JAHHBIX, MOJYYEHHBIX B CHELHATBHBIX
HCCIIEIOBAHUAX HEIOCTATOYHO.

B uccnenosanne SERAPHIN Bomun 12 moapoctkos B Bospacte ot 12 go 17 jer.
YuuTEIBasi HEAOCTATOUHOE KOJIHYECTBO PECIIOHIEHTOB, HCC/IEA0BATENN HE CMOTITH CIeNIaTh BEIROT
00 3¢ QeKkTHBHOCTH NpUMeHeHHs #MmaruTentana** y nereit ¢ JIAI. Ilpu 3ToM mokasaHa ero
Xopouiasi MepeHOCHMOCTE U TpodhuIIb 6€301MaCHOCTH, AHATIOTHYHBIN B3pOCILIM MTAlHEHTAM.

MHuoronenTpoBoe aBoiHOe, cienoe, miamnebo-KoHTpoaupyeMoe uccneaosanue I daspl
(MAESTRO) s oneHks >¢¢QekTHBHOCTH W Oe30macHOCTH #ManuTeHTaHa** y MalueHToB ¢
CHHIPOMOM DH3eHMeHrepa B Bo3pacte >12 neT nmokasaino HeoJHO3HAYHBIE pe3yibTarsl [382]. C
OJIHOM CTOPOHBI, Yepe3 16 Hezle/lb Tepanuy He MOJIY4YeHO JOCTOBEPHBIX pa3/IHyHil 10 THHAMHKE
(dyHKUMOHATBHOTO Kiacca, wiKane Bopra, ypoeHio carypauuu. [Ipo3ouiio nmapaaoKcaabHOe
YBEIIHYCHHE IIPOJIOKUTENBHOCTH JMCTAHIHMU IpH TecTe ¢ 6 MHUHYTHOM x0/1b00H B rpymme
mianebo. C apyroil cCTOpoHBI, K MOMEHTY 3aBEpIICHHS HCCJCIOBaHUA B IPYIIIIE MalHeHTOB,
NOJIy4aBIINX #MalMTeHTaH**, NPOH30LLIO0 JOCTOBEPHOE W 3HAYMMOE CHMKEHHE ypoBHS NT-
proBNP, cHMxeHHe HH/IeKca JTerovHOro COCY AUCTOrO COMPOTHBIIEHHS 10 CPABHEHHIO ¢ U1aefo.
Ilpu sTOM wMccnenoBaHHE IIOKA3alo XOPOLIYIO IIEPEHOCHMMOCTBH TIpenapara, OJaronpHsITHBIHR
npoduas 6€30MaCHOCTH U EPEHOCHMOCTH 10 CPABHEHHIO ¢ JApyrumMu APD.

C 2016 r. nmo HacTosmee BpeMs IPOBOJUTCSH MEPBOE OTKPBITOE MEXKIYHAPOIHOE
MHOTOIIEHTPOBOE paHIOMHU3HpoBaHHOe Heenenoranue 3 ¢az (TOMORROW), HanpaBieHHOE Ha
OLEHKY 3 deKTHBHOCTH, Oe30nacHOCTH U (hapMaKOKHHETHKH #MauuTeHTana** no cpaBHEeHHIO CO
CTaH/apTaMH JIEYEHHMs B 3aMe/JIEeHHWH MporpeccHpoBaHus 3aboneBanus y gnereil ¢ JIAI. B
HCCIIEI0BaHHe IIJIaHUPYETCs NPUBIEYb AeTeii B Bo3pacTte oT 1 Mecsiuia o 17 nert.

3HayMTebHBIE YycleXu H OmaronpusTHBI npodune 06e30MacHOCTH PUMEHEHHS
#manuTeHTaHa** y B3pOCNBIX, IPUHUMAsE BO BHHMA@HHE HEJOCTATOYHYIO 3(P(PEKTHBHOCTH HIIH
nmodounsle 3¢ dexTr pazpemieHHoH Tepanuu JIAI' y neTeil, BOOJYIIEBHIM NEIHATPOB U IETCKUX
KapIHOJIOTOB JUIA Havyajia IIPUMEHEHUs 3TOro Ipenapara B KIMHUYecKo# npaktuke off-label no

NOJIy4YeHHs! JJAHHBIX KOHTPOJIHMPYEMOIO HCIIBITaHUs #ManuTeHTaHa** y nereil, B T. 4. y Jerei
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rpyanoro Bo3dpacta [384-388]. [Ilpemapar moxaszal XOpOIIYIO I€PEHOCHMOCTb, YIy4YIIEHHE
KIIHHHYECKOH CHMIITOMATHKH, PYHKIIMOHANBHBIX H T€MOIHHAMHYECKUX ITOKa3aTenes.

[Ipodune OezonacHocTH #MauuTeHTaHa** anamoruveH Oo3eHTaHYy**, OJIHAKO PUCKH MX
pa3BHTHS 3HAYMTENIBHO MeHbIne. Haubosiee yacThie HeXeNlaTeNbHbIE SBIICHHS: TOJOBHasA 00JIb,

Ha30(apUHTHUT, aHEMHS, OTEKH.

e#ManureHtan** pexkoMeHIOBaH B KayecTBe MoHoTepanmuu jetsm ¢ JIAT,
COOTBETCTBYIONIEH KPUTEPHSIM MHUHUMAJILHOTO PHUCKa MNPU IMOJONKHTEIBHOM OCTPOM
TeCTe Ha Ba30PEAKTUBHOCTH U OTCYTCTBHE 3(dexra oT Tepalud aHTaroHHCTAMH
kameiua  (xkox ATX- CO8 bnokatopel KanblLMeBBIX KaHanoB); y geted ¢ JIAIL,
COOTBETCTBYIONIIEH KPHUTEPUSIM HM3KOIO, NPOMEXYTOYHOI'O M BBICOKOIO pUCKa — B
cocTaBe KOMOMHHPOBAaHHOH Tepanmuu JUIS  YJIYYILIEHMS I'eMOJAMHAMUYECKHX,
(QYHKIMOHATBHBIX MMOKa3aTeed W yAepKaHUs WIH JOCTHXKCHHS KPUTEPHEB HU3KOIO
pucka [384-388].
YAIA3IYYPB
Kommenrapuii: Cmapmosas 0osa eapeupyem om 1 0o 7,5 m2 8 3asucumocmu om eo3pacmd, ¢
HOCMENEHHBIM YEEAUYEHUEM eHCCONCGHO ¢ Wa2oM [ M2 A0 QOCMUNCeHUS MARCUMAIbHOU Q03bl J-
10 m2 00HOKpamuO 8 CYymKU N00 KOHMPOIeM CAMOYYECMGEUS U ROKA3AMEICH 2eMOOUNAMUKU
(mabn. 19) [389]. C ocmoposcrHocmobio Hpumensimv Apu 0OHOBPEMEHHOM HAZHAYEHUU

unoykmopamu u uneubumopamu CYP3A4.

Tadauna 19. Pexomengyemble 1036l #ManuTenTana** y nereit [387-388]

Bec pebenka| Cyrounas go3a, Mr

10-20 kr 5

20-40 xr 159

>4(0 kr 10

e PexkoMeHAOBaH  JETAM ¢ JIAT'  exeMmecsa4HBIH KOHTPOJIb  aKTHBHOCTHU
acnapraTaMHHOTpaHcdepa3bl H aJlaHHHaMHHOTpaHchepasbl, YPOBHEH remoriioOMHa M
reMaTOKpUTa B KpOBH Ha hoHe npuéMa Teparnuu #MaruTeHTanHoM™** 1715 CBOEBPEMEHHOTO

BBISABJICHHS [MOTEHIHAIBHBIX HEXKeNaTeIbHbIX sBiaeHui [372, 373].

YIUI2 VVP A

3.3.2.2. Unrudurops! dpocdoaudcrepassl S THna

#Cuaaenaduna

#Cunnpenapua (ko0 ATX — GO4BE03) — nepopaibHbIH CEIICKTHBHBIH HMHIHOHTOP

dochoauscrepassl 5 Tuna, dapmakonoruyeckuit 3pQeKkT KoToporo cBs3aH C IOBBLIIICHHEM
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BHYTPHKJIETOYHOH KOHLEHTpauuu Ul M® M TNOBBIIIEHHEM AKTHBHOCTH 3HJIOTEHHOTO OKCHAA
aszota [389]. VYBenuueHHe KOHIEHTpALUHM JTOTO HYKJIEOTH/A OKAa3blBAaeT peIaKCHpYyIOlee U
aHTHIpoNK(epaTHBHOE  JIEHCTBHE HA  TIJIaJKOMBILEYHbIE KIEeTKH  cocynos. [Ipemapat
YBEJIIMYHBACT HACBHIICHHE TeMOMIOOMHA KHCJIOPOJOM BEHO3HOH M apTepHalbHOW KpPOBH,
YIy4IIatoT MOKa3aTelH JIErOYHOH TeMOIMHAMHUKH U (YHKIHOHAIBHEIE BO3MOXKHOCTH OOJIBHBIX
JIAI". B MHOrOYHCIICHHBIX, B T. Y. PaHIOMHU3MPOBAHHBIX, KJIHMHUYECKHX HCCIEIOBAHUAX C
y4acTHEM B3pOCJIBIX MAIMEHTOB OKa3aHbl yIy4llleHHe (YHKIIHOHAIBHBIX H MeMOJIHHAMHYECKHX

noxaszarejiedl y nauuentos ¢ JIAI Ha ¢one repanuu #cunaenadunom (82, 389, 390].

B nepsoM paHIOMH3HPOBAHHOM JBOWHOM  CJIEIIOM  IUIAEGO-KOHTPOJIMPYEMOM
MCCIICIOBAaHUH TepopaibHOM (opMmbl #cunnenapuna y nereir (STARTS-1) B 2011 roay
obenenosanel 235 neteit ¢ uJIAL unu JIAT, acconuuposaunoii ¢ BIIC B Bospacrte ot 1 roaa 1o
17 et u Becom Gonee 8 kr [391]. Jletn ObuIH paHIOMH3UPOBAHBI HA 3 IPYIIBI: MOJTyYaBIIHe
HH3KY10 1103y (10 mr), cpeantoro 103y (10-40 mr) unu Beicokyi0 103y (20-80 Mr) #cunnenapuna
WJIM I1a11e00 nepopasibHO 3 pasa B CyTKH Ha MPOTsHKeHUH 16 Heens. B pesynsTare uccnenoBanus
NOJIy4eHO YJIyYIIEHHE IMHKOBOIrO MOTpeOleHHs KHUCIoponaa, (yHKIIHOHAIBHBIX MOKa3aTelei,
CHM)KCHUE CpEeJHEro JaBJIEHHs B JIETOYHOH apTEepUM Yy NAIHMEHTORB, IMOJIYYABIIHX CpEIHUE H
BLICOKHE J103bl #cuieHauia 1o cpaBHeHHIO ¢ 1uiane6o. Huskue 10361 oKaszanHch
Headextupnel. Ilocnenyromee Habmonenne B uccnegosanuu STARTS-2 aTHX ke MallHEHTOB
uepes 3 roja rocie Hayasa JICYeHUs! MOKa3alld, YTO CMEPTHOCTh Y 3THX MAalMeHTOB cocTaruna 9%
(513 55), 14% (10 u3 74), n 20% (20 u3 100) B rpynnax, noiydyaBiinx HA3KKHE, CPeIHHE H BBICOKHE
J103b1, COOTBETCTBEHHO [392]. Ilpu 5TOM pHCK CMEPTHOCTH OBUI 3HAYMTENBHO BbILIE Yy CTAPIINMX
nauuenToB ¢ uJIAI, umeBmnx ucxonno Goiee BBICOKHE TOKa3aTeNH JABJEHHS B JIETOUHOM
apTepUd M JIEFOYHOTO COCYIUCTOrO colrpoTHBieHus. CiaydaeR CMEPTHOCTH HE OTMEUCHO Y
namuedToB ¢ BecoMm <20 kr u nauuenTos ¢ JIAT, acconuuposannoii ¢ BIIC.

B 2011 roay #cunmenadun nonyunn ongobpenne EBponeickoro MeIUMIMHCKOrO areHTCTBa

/Ul IPUMEHEHHUA y JeTeH B Bo3pacte ctapme 1 roga. B cBa3u ¢ Oonee BBICOKOH CMEPTHOCTBIO B
IpyIie Tepamnud BBICOKMMH Jo3aMH #cunaeHaduna B 2013 roay EBporneiickoe MequIMHCKOE
AreHTCTBO BBIIYCTHUJIO NPENyNpeXkJIeHHE HE HCIOJIb30BaTh JIEKAPCTBEHHOE CPEACTBO B Oosiee
BBICOKHUX A03ax. FDA B 2013 roay aaxke BBIMYCTHIO NpeayNpekKICHHE MPOTHB UIMTEILHOTO
UCTIONIB30BaHus #euigeHaguna y nerei B Bozpacte 1-17 ner ¢ JIAT, xotopoe 8 2014 roay w110
YTOYHEHO (Juid MpUMEHeHMs #cuiaeHapuia y JeTell «IIPOTHBOIOKA3aHHS OTCYTCTBYIOT)).
#Cunaenadui MpH BHYTPUBEHHOM IIPUMEHEHHH MOKeET ObITh o dexrunen y aereii ¢ IIJITH u B
NOCJICONEPALMOHHOM IIEPHOJIE MTOC/IE XHPYPrUYecKoro BMearensctea no nosoay BIIC [393].

Heckonpko cucTeMarudeckux o0030pOB M METAaaHANM30B IIOKA3aJld  3HAYMTEJILHOE

CHH)KCHHE CMEPTHOCTH Yy neauaTpuieckux nanveHTos ¢ JII' Ha ¢ore Tepanuu #cunneHaduiom
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[393-395]. Bpuio jokazato, 4TO npenapar He TOJLKO MPPEKTHBEH B CHHIKCHHH CPEJIHErO H
CHCTOJIMYECKOTO J1aBiieHns B JIA. HO M B COKpAIleHHH BPEMEHH BEHTHJIALIMH JICTKHX B OT/IC/ICHUAX
HHTCHCHBHON TepariHu.

e #Cunnenapun pexkomenaoBaH netsMm ¢ JIAIT ¢ MHHHMaTbHBIM PHCKOM B KadecTBe
MOHOTEpAIHH; MIPH HH3KOM, [POMEXKYTOUHOM HJIM BLICOKOM PHCKE — TOJIBKO B COCTaBe
KOMOMHHMPOBAHHOH Tepanuu i YJIyYIIEHUS FeMOJAMHAMHUYECKHX, ()YHKIIHOHATBHBIX
nokasaTesed u yIaepiKaHHus WM JOCTHIKEHUs KpUTEpHEeB HH3Koro pucka (8, 12, 33, 390-
393],

Y42, YYPB
Kommenrapuii: Havanrvnas doza: 0,3-0,5 me/ke na npuém 4 paza 6 cymku y oemeii 0o 1
2o0a u 3 pasa 6 cymku y demeii cmapuwie 1 200a nepopansro. Ilodoepicusarowas 0osa:
0,5-1 ma/xe na npuém 4 pasa 6 cymku 'y oemeu 0o 1 200a u 3 pasza 6 cymku y oemei cmapuie
| 200a nepopaivHo.
s oemeit om 8 0o 20 ke pexomenodosana nododepocusaroujas 0osa fteunoenagunra 10 me
Ha npuém 3 paza 6 cymxu nepopaivHo. [ Odemeu 6Gonee 20 k2 pexomendosana
noodepxcusarouias 0o3a #cundenaghuna 20 me na npuém 3 pasa 6 cymxu nepopansbHo [8,
391-392]. Bozmooicuele nobounvie aghghekmoi 6Kuioyarom: aunepemuio, 6030youmocms,
2UNOMOHUIO, HAPYUWLEHUA 3peHUs U cyxa Y HedonowenHblx demeil, npuanusm. Ilockonbky
fteunoenagun 6 ocnosnom memaboarusupyemes gepmenmamu yumoxpoma P450 (CYP)
newenu, ciedyem uzbecamv 0OHOBPEMEHHO2O NpuMeHeHus #Hcundenagura ¢ MowHoIMU
unoykmopamu  uiu  uneubumopamu CYP3A, makumu Kkaxk KemMOKOHA301 — UlU
pugpamnun. Ilpu oonospemennom nazuadenuu #eunrdenaguia u HGozenmana™®* ciredyem
yuumpieams, uymo 6Gozenman** cuudcaem maxkcumaivhylo kouyenmpayuio (Cmax)
#eundenaguna™* ¢ nnasme kposu na 55,4%, moeoa kax cam #cundenagun ysearuuusaem
Cmax 6ozenmana™** na 42,0% [396]. Knunuueckuit aghchexm amoeo 3aumoodeticmgusi 00
KOHYa HesiceH, OOHAKO GEePOAMHOCMb 2eNAMOMOKCUNECK020 3ghexma bozenmana™*
VBeIUHUGAemcs, Hmo mpedyem HpUCMAIbHO20 MOHUMOPUHSAd DYHKYUU  NeYeHU.
[lapannensnoe ysenuvenue 003ul Hcuroenaguia y oemeu He paccmampueaemcs.
#Tananadua
#Tananapun (koo ATX — GO4BE0S) — u®]l5 HOBOro nNOKOJICHHS, TOKa3aBIIHH
uaeHTHYHbI  #cunnenapuny npoduas dddexkTuBHOCTH M 0E30MACHOCTH, HO HMEIOIIHH
IPEeUMYIIECTBA B BHIE OJHOKpaTHOro npuéma [394]. B mexyHapoiHoM paHJI0oMH3HPOBAHHOM
maedo-kourpoaupyemMom  ucciieaosanun - daswl 11 oddextuBocTn M Oe3onacHoOCTH
#rajganadpuna v 34 aereit B Bospacte ot 6 10 18 ner ¢ JIAL, noayuasumx panee tepanuio APD
(OoseHTan®* uiaM #mauuteHTan®*) nokazaHa TCHACHUMS K YJYULICHHIO I'eMOJAHHAMHYECKHX.
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dynkuMoHanbHbBIX M J1abopaTopHBIX okazatenei vepen 24 Hemenw npuéma [395]. llpu
OJHOBPEMEHHOM ITpHéMe #Tajlanaduia 1 0o3eHTana**, KOHUCHTPALHS TOCIE/IHETO B CHIBOPOTKE
KPOBH TMAIIHEHTOB YBCIHYHUBAIIACL, [IPH ITOM KOHIEHTpanus #ranajsaduna cHukanach [396]. B
HCCIIEIOBAHMSX, TPOBOAMBLINX IEpexo OT #cuiiieHaduna K #raganapuiy, MokazaHo CHUKEHHE
CpeIHEro JaBjeHHs B JIETOYHOH apTepuH, YTO MOMKET CBUIECTENILCTBOBATL O JIy4YIlIEH
sdpdextuBHocTH  H#ramanadpuna [397. 398]. B perpocneKkTHBHOM, HE KOHTPOJIHPYEMOM
HabmoneHuH 42 HOBOPOXIEHHBIX W JeTeil paHHero Bospact ¢ JII', accomuuposannoi ¢ BJIJI,
Ob110 1MOKa3aHo, 4TO MpHEM #Tajanaduia B J03¢ 1 MI Ha KI Beca B CYTKH per 0S OJHOKPATHO
XOPOUIO MEPEHOCUTCH H KOPPEINUPYET C YIIYHIICHHUEM JIABICHHUs B JIerouHoi aprepun [399].

e #Tamanapun pexomennosan netsMm ¢ JIAD crapime 2 jeT ¢ MUHHUMAJILHBIM PHCKOM B
Ka4eCTBE MOHOTEPAIKH; IIPH HU3KOM, ITPOMEKYTOUHOM MJIM BBICOKOM PHCKE — TOJIBKO B
cocTaBe  KOMOMHHPOBAaHHOH  Tepamuu  JUid  YJAYYIIEHHS  TeMOJWHAMHUYECKHX,
(OYHKIMOHAIBHBIX [TOKa3aTesell U yIepKaHus MITH JOCTH)KEHUS! KDHTEPHEB HU3KOTO PHCKa
[394-398].

Y12 VYYPB

Kommenrapuii: [oza #maoanapunra y oemeii menee 25 ke — 1 m2 na ke éeca 6 cymu per
05 00HOKpamno, npu eece pebenxa om 25 0o 40 ke — 20 me #maoaragpuira ooun pas 6
cymku. Ilpu eece pebenra 6onee 40 ke nasnauaemes 003a analosudHds 003€ Y 83POCIbIX
40 m2 oonoxkpamua e cymxu [8, 394-398]. llpu npumenenuu npenapama 6 yKazaHHvix
Q03UPOBKAX SHAYUMBIX HENCE/AMENbHbIX AGIEHUN 6 KOHMPOIUPYEMbIX UCHBIMAHUAX He
evlaeaeno. #laoarapun moxcem 6ime pekomenoosan demsam ¢ JII', accoyuupoeannoii ¢

BJIII, ona ynywwenus noxazameenl 1e204HOU 2eMoOuHamurxu [399].

#Puomuryat** (ko0 ATX — C02KX05) — mepopalbHblii CTUMYIATOpP pPacTBOPHMOM
ryaHWJIaTIUKIIa3bl, 0400peHHbIH 115 nevenus JIADT u xponuueckoii Tpombosmbonuueckoit JII™ y
B3pocablx B Pd [400-402]. #Puwommryar** oOnagaer JBOWHBIM MeXaHH3MOM JeHCTBHS:
JAeHCTBYs B CHMHEpPruHM c dHAoreHHsIM NO, mpenapar HalpsMylO0 CTHMYJIHMPYET PacTBOPHUMYIO
ryanmiaruukinasy  (pl'll) HesaBucumo ot NO, TeM caMbM yBeIWYHBasg 00pa3zoBaHHE
LUKIHYECKOro ryaHozuHMoHodochara (I’ M®P) [29]. PacrtBopumas ryaHHJIATIIHKIA3a
JKCIPECCHPYIOTCA B [JIQJKOMBILIEYHBIX  KJIETKax COCYJOB  JIETKMX, Tpombouurax,
KapJIHOMHOLIMTAX W APYTHX TUmax kjaeTok. CeazanHas ¢ NO, pl'l] kaTanu3upyeT mpeBpalieHue
ryanosuHTpudochara B ul M®P, teM caMbM CHOCOOCTBYS PACLIMPEHHIO COCYIOB M IOJaBIIss
nponudepaluio r1aJKuX MBI, peKpy THPOBAHKE JTEUKOILMUTOB, BocialieHHe, pubpo3, arperamuio

TpOM60LIHTOB H, BO3MOXHO, PEMOICIHPOBAHHUC JICTOYHBIX COCy,[[OB.B pPaHIOMH3HPOBAHHOM
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KoHTposupyeM HccienoBanuu ¢asel [II PATENT-1 (443 namuenTa ¢ cuMnroMataueckoi JIALY)
MOJY4YeHO JOCTOBEpHOE yIydllleHHe (PYyHKIHMOHAIBHBIX H T€MOAHHAMHYECKHX IOKa3aTeneid B
rpynmne mojy4daBiiHx #pHouuryar** mno cpaBHeHuio c mauedo [400]. beuto nokasaHo, 4TO
#puouuryat** B MHAUBUAYATLHO NMOAOOPaHHOM m03e 10 2,5 MI' TpH pas3a B JEHb 3HAUHUTEIBHO
yaydlaer MNepeHOCHMOCTh (u3udeckux Harpy3ok, cHuxaer JICC u (QyHKUHIO IIpaBoOro
Kenynouka, koHueHtpanuio NT-proBNP B ceiBopoTke, yiaydinaer ®K, Bpems 10 KIMHHYECKOTO
yXYJILICHHS, CHIKAeT OLIEHKY OZBIIIKH 1o mKasne bopra o cpaBHeHHIO ¢ manedo y B3pOCIbIX ¢
JIAT' kak B moarpymnme MOHOTEpanuH, Tak U B komOuHauuu ¢ apyrumu JIAI-nmpenapatamu.
JlanHble U3MeHEHHUsI OBUIM YCTOWYUBHI NIPU OLIEHKE OTAAIEHHBIX UCXO0B Y 3THX NAlMEHTOB 110
JAHHBIM OTKPBITOrO PaHJIOMH3HPOBAaHHOIO JOJArOCPOYHOIO PpAaclIUPEeHHOIO HCC/IeN0BaHHUs
PATENT-2 [401].

Ilo pesynbrataM OTKPHITOTO pPaHIOMH3UPOBAHHOIO JOJIrOCPOYHOrO paCIIHPEHHOIO
uccienosanuss CHEST-2 orpanennsix ucxoaoB y 237 NalMeHTOB, MOTYyYaBIINX #pHOIMryaT™*
no nosoay XTDJII, 2-netHsas obias BBDKHBaeMOCTh coctaBuia 93% (95% JIM 89-96), a
KJIMHAYECKas: BbDKMBAEMOCTh Oe3 yxymmenus — 82% (95% AW 77-87) [402]. ®K BO3 na
MCXOJIHOM YPOBHE M IIPH MOCJIEAYIOIEM HaOIIOeHUH He MOKa3all 3HauUMMOH cBs3M ¢ oOmIeH
BBDKHBAEMOCTEIO, HO ObL1 CBs3aH ¢  KIMHUYECKOH BEIKHBAEMOCTBIO 6e3
yxymuenus. #Puomuryar** xopoino nepeHocHycs OOJIBIIHHCTBOM ITALIMEHTOB, HOBBIX CHTHANIOB
0e30nacHOCTH BBISBJIEHO He ObLI0. CephésHbie HeXelaTelbHbIe ABJICHUS Habmogamuce y 129
(54%) w3 237 nanuenTos, U 14 (6%) NMAlMEHTOB MPEKPATHIA Tepanuio #puonuryarom™* mus-za
HeKenareIbHbIX sABlIeHUH [416]. Bo3moxHbie mnoOouHble 3(deKTsl BKIOYAIOT CHCTEMHYIO
apTEepPUAIbHYIO THITOTEH3HUIO, FOJIOBHYIO 001k, FONIOBOKPYKEHHUS, JUcHencuto. [IpoTHBonoOKasato
OJHOBpEeMEHHOE MpHMeHeHHe ¢ HHruouTopamu OJ13-5 (#cunaenadunom, #raganaduiaom).

IlepBeiit oneiT mnpuMeHeHHe #Hpuonuryata** y 4-netHero pebeHka ¢ TSKENOH
cynpacucremHoii HJIAD" ony6nukoBano B 2018 roay [403]. be3onacHoCTh, MepeHOCUMOCTDL H
(papMakoKkHHETHKA #prHonHryaTa™* juist nepopalibHOro npuMeHeHus y Jgereit ¢ JIAIL onenusanach
B MHOTOIIEHTPOBOM  OJIHOTPYIIIIOBOM  24-He/Ic/IbHOM — OTKpbITOM — mcernesiopanuun  Gaser 111
PATENT-CHILD (NCT02562235). 24 nanuenta ¢ JIAI" @K [-111 BO3 B Bo3pacte 6-17 sert, yixe
MOJy4aBIIKMX Tepanuo APD u/Hin aHaloramMmu MpocTauuKInHa, MOMY HITH #pHoluryar™™ B nose
0.5-2.5 Mr Tpu pasa B JeHb B 3aBUCHMMOCTH OT Macchl Tesia. [IepBHYHBIMM TOYKaMHM ObUIH
6e30MacHOCTh, TEPEHOCHMOCTD 1 (hapMaKOKHHEeTHKa rpenapata.. Hexenarenbubie apnenus (H1),
B OCHOBHOM JIEFKHME WJIM YMepeHHbIe, Obutd 3apeructpuposanbl y 20 naumenton (83%). ¥V
qeThIpéx nauuenTor (17%) nabmoaanock cepbésnoe HSI Bee 11podiieMbl paspeiliniMch K KOHILY
uccrenosanus, a JgBa (8%) ObIIM paciieHeHBl Kak CBA3aHHbIE ¢ MNPHEMOM HMCCICIYEMOro

npenapara.  KoHueHTpald — #puonuryara** B 1ulasMe  y  HEMATPHYECKUX  [AIMEHTOB
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COOTBETCTBOBAIM KOHICHTPAIUAM. OIIYOIHKOBAHHBIM ¥ B3pOCiIbIX naiueHToB. Yepes 24 nenenu
NPUMEHEHHS MCCIICI0OBAHKME MTOKA3AII0 yBeIndyeHue cperero + SD mucranumun ToMX na 23 £ 69
M (1= 19). a cpennee caikenre NT-proBNP cocraBuno —66 = 585 nr/mu (n= 14). Hukaxkux
u3menennii B BO3-OK ne npowsouuto. YV aAByxX nauuMeHToB HaOMOAAIOCH KIMHHYECKOE
YXY/LICHUE COCTOSIHUS [IPH TOCHHUTANM3ALMM 10 [OBOJY [PABOKETYI0YKOBOH CepACYHON
HEJIOCTATOUHOCTH. JlaHHble CBMJICTENBCTRYIOT O npuémiaeMoM npoduiae Oe30MacHOCTH ¢
[TOTCHIIHAJIbHBIMH CHI'HAJIAMHKA ’3(1)(1.]6[("[‘]’1 BHOCTH.

Ony6IMKOBaH NEepBLIi ONBIT NpUMEHeHUs #puonnryarta™®* y 2 miajednes ¢ Tsokénoi JIAT,
IPH HEBO3MOXKHOCTH OTIIYYHTECS OT Tepanuy HHraTAHoHHbIM NO B TEYEHHH HECKOJILKUX HENETTb.
Bamena #cuajeHaguia nHa #puoumryar** Xopoo nepeHocHiIach Mo MO3BOJIMIA  YCHENIHO
oTkazaTees o1 Tepanun NO [405] .

e #Puommryar** MoxkeT ObITh pexoMennoBaH uersm ¢ JIAD crapme 6 ner B cocrase
KOMOMHHMPOBAHHON JIBOMHOH MIIM TPOMHOM Tepanuu npu HedddextuBHOocTH HD/JLS [8,
403-405].

YI12YYPB
KommenTapmii: Pexomenoogannvie 003bl puoyuzyama 01s npumeHenus y oemeil 6
eospacme 617 nem ¢ JII' @K I-111 0,5-2,5 mz mpu pasa 6 0ens 6 3a6UCUMOCIU OM MACCbL

mena [403].

3.3.2.4. CuHTeTU4YeCKHEe AHAJOIH YHJIOTeHHOI'0 NMPOCTAHKINHA

Wuransuvonnbsit  #unonpoer (ko0  ATX — BOIACII) —  eIMHCTBEHHBIA
3apEruCTPUPOBAHHBIN Ha TeppuTopud PD s npumMenenus y nauueHTos ¢ JIAIT cuHTeTHYECKUH
aHanor OSHAOreHHO mnpocrauukiauHa. OcHOBHBIMH 3¢ dexramu  #unonpocra SABISAIOTCH
pacIIHpEeHHe JIETOYHBIX COCYAOB M, BEPOSTHO, HNPOTHBOBOCTIAMTENIBHBIH M CIACPKUBAIOIIWH
peMoaenupoBanue 3¢ peKThl, KOTOPble OOBIMHO HE CONPOBOKIAIOTCS CYUIECTBEHHBIM BIIMSHHEM
Ha CHCTEMHOe aprepualibHoe jaBiieHde [330]. Bo MHOrongHTpoBOM paHAOMH3UPOBAHHOM
manebo-kouTpomupyeMoM  uccienoBaduu  AIR  MoHOTepanuu TepamMu  #HIOIPOCTOM Y
s3pocnbix ¢ JIAI nokasano ysenumdenwe auctanuun T6MX wu ynyumenun ®K (BO3) Ges
YXYALICHUSL WM CMEPTH II0 CPaBHEHHMIO C MAlMEeHTaMu, NolyudaBmuMH nnaunedo [406]. B
MHOTOLIEHTPOBOM, KoHTpoJupyemoM uccienoBaHun STEP 67 naunentos ¢ JIAL', nonyvarommx
Tepanuio Oo3eHTaHOM™**, OBIIM PaHAOMHU3MPOBAHBl IS TIPUMEHEHHs HWHIASIIIHOHHOTO
#unonpocTa uaM 1anebo. BelIH OTMeueHbI 3HAYUTENbHBIE YIydieHus auctannua ToMX, OK
(BO3), BpPEMEHH 1o KJIMHHYECKOTO YXYILUIEHHS u reMo/IMHaMHYECKHM
napamerpam. KoMOHHHpOBaHHAs Tepalus OKazanack 0e3011acHO# H XOpoIIo nepeHocuMoii [407]

B NPOCTIEKTHBHOM HCCJ/IEJOBAHUU KPaTKOCPOYHBIX H JOJITOCPOYHBIX B(I)(i)BKTOB HHIaNAIHOHHOH
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TepanuH #unonpoctoM y 22 nereit ¢ uJIAI u JIAT-BIIC, B T. 4. npH nepexoae 0T BHY TPUBEHHOH
Tepaniy NPOCTAHOMIAMH, I0KA3aHO yCTOHYMBOe (PYHKIHOHAIBHOE YIIYYIIEHHE Y HEKOTOPBIX
nereit ¢ JIAI', XoTsa MHOTOA MHTANSAIMOHHBIN #HJIOMPOCT BhI3bIBAJI OpoHXOKOHCTpHKIHIO [408].
Yepes 6 mecsaneB @K ynyummncs y 35%, causmnca y 15% u ocrancs HeusMeHHbIM Yy 50%
nanueHToB. 36% npexkpariiii TpuéM #UIIONPOCTA H3-3a CHUKEHHSA PEaKTHBHOCTH JBIXaTEIbHbIX
nyTeH, KIMHHYeCKOro yXyaueHus wid cMeptd. OcTpoe BBeJeHHE HHTAIAIIMOHHOTO #UII0NpPOCTa
camxano cpJlJIA, sKkBHBaIeHTHOE OTBETY Ha MHTAISIHIO OKCHJIA a30ta ¢ KucioponoM. Octpas
HHTAISALAS #UI01pocTa CHKana o0béM (opecupoBaHHOro Bboxa 3a 1 ¢ u cpeaHud 00bEM
dbopcupoBaHHOTOo BBhIIOXa Ha 5% #u 10% COOTBETCTBEHHO, YTO COOTBETCTBYET OCTPOH
OpoHXOKOHCTPHKIHH. [loGouHble 3¢ (deKTs U HecoOoIeHHEe peXUMa JICYEHHs M3-3a YacTOThI
MHTAIALMA MOTYT OTpaHHYMBATh XPOHUYECKOE JICYEHHE JeTel

OcHoBHas chepa NpUMEHEHUsT HHIAISIMOHHOT0 #UIONpocTa Yy JeTed — Tepanus OCTPoH
JIETOYHOM THIIEPTEH3HH M JIETOYHBIX KPHU30B, B T. 4. B KA4eCTBE a/IbTEPHATHBBLI OKCHJY a30Ta, a
TAaKKe IPHMEHEHHE B KAYECTBE areHTa MpH OCTPOM TecTe Ha BazopeakTuBHOCTH [409, 410]. Ilpn
ananuse octporo 3¢gdexra uaransuonHoro #unonpocra y 100 nereit ¢ JIAI'-BIIC ormeyeno
camkenue cp/lJIA, yBenuuenune Qp/Qs Oe3 M3MeHEHHS CEpACYHOro MHJIEKCa, 3HA4YHUTEIbHOE
camxenue JICC [409].

JUiss XpOHHMYECKOT0 NpHMEHeHus ucroibdyercd ans tepanuu JIAD y gered TonbKo B
cocTaBe KOMOMHMpPOBAaHHOH, Kak HpaBuio, TpoiHo# JIAI'-tepanuu B xomOuHanmu ¢ APD u
u®JID-5. PerpocnekTuBHBIA aHanu3 noxaszarenei 20 nereit ¢ wJIAIT u aJlAl' mokasan, 4rto
CBOEBPEMEHHOE HA3HAYCHNE MHTATAIHOHHOTO #HUI0mpocTa B KoMOuHamuu APD u/umm n®/13-5
HeobxonuMo H 3¢ deKTHBHO s o0JieryeHus: KIMHHYecKoH cumnrTomartvku [411]. B nauvane
Tepanuy #UI0NPOCTOM MOTI'YT BOSHHKATh rOJIOBHBIE 00J1H, 00JIb B YEIIOCTH H BO3MOKHO pa3BHTHE
OpOHXOKOHCTPHKIIAH, TOATOMY A0 Hayala Tepallud PEKOMEHIYETCH BBINOJHHTH TECThl Ui
oleHKH (yHKIIHH JIerKHX.

e #HWnonpocT HHTaIANHOHHBIA He pekoMeHIoBaH HersMm ¢ JIADT B kauecTBe MOCTOSIHHOH
monotepanuu JIAI [408-410].
YAA3IYYPA

e #WnonmpocT MHTaIsIMOHHBIM pexkoMmenpoBan jgersm ¢ wJIAIL,  wJIAD, JIAT,
accouuupoBannoii ¢ BIIC, cucreMHBIMH 3a00JIeBaHUAMHM COEJHHHTEIBHON TKaHH,
JIEKApCTBEHHBIMH MJIM Tokcuueckumu BoszaeHcTBuamu, XTOJII' npu ycraHOBICHHOM
MPOMEKYTOYHOM HJIM BhicokoMm pucke JII' B cocTaBe KOMOMHHPOBAHHOM IBOHHOH HIIM
tpoiinoit JIAI-cnienuduieckoii Tepanuu B komOuHauuu ¢ APD u u®J1D-5 juid cHHKeHus

BBIPQ)KEHHOCTH CUMIITOMOB M IIOTEHIIHAILHOTO yJIy4lleHus nporuosa [8, 407-415].
YAA3VYYPA
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Kommenrapuii: Cpeonsis cmapmosas 0osza 1,25 mke das Oemeti pannezo eospacma u 2,5
MKe Ons Oemeul cmapuiezo eospacma. Cpeodnss nodoepocusearowjas 003a — 5 MK Ha
unzanayuro. Maxcumanbnas pazoeas 0034, pekoMeHO08auHas 003a oii oemetl 10 mxa.
Hueanayuu npumensiiom om 6 (6 cryuae cmaduilbho2o cocmoanus) u 00 9 pasz 6 cymxu npu
oecmabunuzayuu [8, 407-411].
He pexomendosano npumenenue menee 6 u boiee 9 uneansiyuii 6 cymeu.

Bapuanmuer oozuposox 6 3asucumocmu om eeca pebeHra:

Bec menee 10 ke — 7,5 mxe/cymru,

Bec 10-20 ke — 12,5 mxe/cymxku,

Bec 20-30 ke — 17,5 mxe/cymxu,

Bec 30-40 ke — 22,5 mxa/cymku,

Bec 6onee 40 ke — 30 mre/cymiu.
V nosoposcoennvix ¢ ILJITH pexortendosaio mumpoecanue 0ozot om ), 25-2 mre/xe na 0ouy
UHRATAYUIO, RPOOOANCUMEALHOCHLIO 3-1 () vunym, 6pesennbie UHIMePEa.lbl MeXCOy 003aMuU
2-8 wacos. Vrkasannvie «aib6eoispHbie 003bl» NPUMEHAIOMCA NPU 66€0EHUU C NOMOUbIO
auyesol mdacku, smoompaxearvho mpyoxu wiu xoumypa HBJI Ilpu ucnonvzoeanuu
MYHOWmyKa 6 HeQynratizep 6600umcs #unonpocm 6 003e, NPesvlUUAIoUfell WibEEONAPHYIO 6
4 pasa. Jonyckaemcesi ucnonb306anue pasiudnolx ycmpoucme 0Jis RPo6eO0eHUs UH2ANAYUL,
UCRONB3VIOUWUX CEEPXMATIOe OUCNEPCHOE PAChblieHue NIeKapcmeeHn020 6eujecmed, npu
VCA08UU, YMO pazmep Kanels cocmasisiem om 2,5 00 5 mxm. [lo navana nepsozo 66e0eHus
npenapama PeKxoMeHO08aHa OYeHKA @YHKYUU GHewne2o OblXanus 04 UCKIIOYeHUs
HAMUYUst MAACENBIX 06CMPYKMueHuiX Hapyuienull. llosenenue npusHaxoe CucmemHou
2UROMEH3UL, OPOHXOCNAZMA HA OHE UHZANAYUT UIONPOCIA ABNACMCS OZpaHUYeHueMm 01
€20 OabHeue20 UCNOIb308AHUSL (PACCMOMPEMsb AbMEPHAMUBHBLE 8APUAHMbL NeYeHUS).
[lepen HayanoOM HMHTAISIIMOHHOW Tepanud #HIONPOCTOM Liejlecoodpa3Ho NMpOBEAEHHE
HCCIIeIOBAaHKE JbIXaTeIbHBIX 00BEMOB C IPHMEHEHHEM JIEKAPCTBEHHBIX IIpenapaToB Jist

HCKIIIOUEHHS HAJTMUMS TSHKENBIX 00CTPYKTHBHBIX HapylueHuit [6, 8, 408, 410, 411].
YIA3YYP A

3.3.2.5. ATOHHCT PEeNenTopoB NPOCTAIHKIHHA

#Cenexcunar** (A7TX — B0IAC) — BBICOKOCEIEKTHBHBIH aroHHUCT pELENTOPOB

npoctankiadda (IP) ana nepopansHoro npuéma ¢ BBIpAXE€HHBIMH Ba3oHIATHPYHOIUMH H

anTunpoudepaTuBHBIMA cBoiicTBamu [416]. JledicTBue #cenexcunara** u ero merabonuTa

peanuszyeTcs 4yepe3 akTHBanuio [P-penentopos, Be3eiBaeT Basomwnaranuio cocynos MKK u

cumwxenue JICC. Bo3aelcTBys MOCPEICTBOM IUKIMYECKOTO afieHO3MHMOHOGochaTa, aroHUCThI
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MPOCTAlMKIIMHA BBI3BIBAIOT pacciabiieHHe TJIaIKOMBIIIEYHbIX KJIETOK M, KakK CIeJICTBHE —
pacUIMpEHHE JIETOYHBIX COCY/OB; MNOAaBAAs Npoaudepaldio I71aIKOMBIIEYHBIX KIETOK,
CHHIKAIOT JIETOYHOE COCYJHCTOE COIPOTHUBIICHHE, MHIHOUpYs arperamdio TpoMOOIMTOB,
OKa3bIBalOT aHTHTpOMOOTHYecKoe neHcTBHe. DddexTuBHOCTE M 0€30MacHOCTb MOKa3aHa B
ABOHHOM ciienom mianebo-koHTponupyemoM ueenenosanuy 111 daswl no ouenke s3¢pdexrusHocTH
ceslekcumiara ¢ ydérom mnepBoro coObiTHs 3aboneBaemoctH u cMeptHocTH (GRIPHON) ¢
yudactuem 1156 B3pocabix OonbHbIX ¢ JIAT, nosydaBiisx npenapar Kak MOTOTEpAIHIO, TaK U B
KOMOMHALMK ¢ aHTArOHUCTOM SHJIOTETHHOBBIX PEHENTOPOB H HHTHOUTOpOM (ocdoanscTepasbl 5
thna [416, 417]. Db dexruBHOCTh #cenekcunara** joka3aHa B OTHOIIEHWH HIMOIATHYECKON U
HacneacTteeHHOH JIAT, a taxke JIAIL, acconnupoBaHHO# ¢ 3a00J/IeBAHHAMH COEIHHHTEILHOM
Tkanu ¥ JIAIL', accouMHMpOBaHHOH ¢ BPOXIAEHHBIM IOPOKOM cepaua. B »ToM maciirabHoM,
PaHIOMH3HPOBAHHOM HMCCIIEJIOBAHMH #celekcunar** nokasan CHHMKEHHE pUCKa BOSHMKHOBEHHS
coOBITHI 3ab0/IeBaeMOCTH U CMEPTHOCTH 10 CpaBHEeHHIO ¢ manedbo Ha 55% npu Ha3HAYEeHHUH HaA
paHHel ctaguu 3abosieBanus (B repBbie 6 MeCSAEB OT MOMEHTA MIOCTAHOBKH nuartosa), Ha 40%
B 001eH nonynsuuu SonbHbIx JIAL, Ha 42% B nonmynauun nauuerTos ¢ JIAI-BIIC, na 42% npu
nob6apnenuu k Monotepanuu u®J[3-5 u Ha 37% npu nodasnenuu k komOuHauuu APD u n®J13-
5 BeoKHBaeMOCTb MNAlLMEHTOB Ha TepallMd ¢ NpUMeHeHHeM #celekcuiara** chnycrs 5 Jer
coctaBnsieT 75,7%. [6, 417-420]. #Cenexkcunar** paspeuen 1is jurensHoro jiedenus JIATL 11-
[V ®K no knaccudpuxammn BO3 y B3pocibIX ¢ HeENbIO NPeJOTBpPALIEHHs] TPOrpeccupoBaHms
3ab0J1eBaHUs.

B 2018 romy craproBano MexayHapoAHoe (¢ ydacTHeM LeHTpoB P®) uccienoanue
3} peKTHBHOCTH pa3IMYHBIX JTO3UPOBOK #cenaekcumara** Jyis cep/KHBaHUS MPOrPECCHPOBAHHUS
JIAT y neteil. YuuThIiBasi 3HauMMble pe3y/IbTaThl UCMBITAHUI Npenapara y B3poc/bIX OOJIBHbIX,
MHOTME KJIWHUKM WHULOWHPOBAIIM INpuMeHeHue #cenexcunara** y nmered M IOJPOCTKOB J0
3aBepUIEHUs] KOHTPOJUPYEMBIX HcnbiTaHud vy aereit  [422-428].  llpenapat mnoxasan
3 PEeKTHBHOCTb, COMOCTABUMYK) C BHYTPHBEHHBIMH MpocTaHHJaMH. MynbTHIEHTPOBOE
uccnenoBanue  sdpdextuBHocTH  KoMOMHHpoBaHHO#  JIAI-cneuuduyeckoii  Tepanuum ¢
nobasnenneM #cenekcumnara** y neteit, BeimonHenuoe B I'epmanun B 2020 romy, nokasano
OTCYTCTBHE CMEPTHOCTH 3a 8 MecsileB HaOIIOAeH s, YIYUIICHHUS KIIOUEBbIX QYHKIIMOHAIbHBIX H
reMoJAMHamMH4eckuX mnokazarened y 50% OONBHBIX, CHM)KEHMS CTEIEHH IPOIrpecCHpOBaHus

3aboneBanus y 27% [429].

o #Cenexcunar** pexkomenjpoBan gersm c¢ wuJlAD', wJIAI', JIATI-BIIC B xadecrBe
MOHOTEpAaNHH TIPH MHHUMaIbHOM pHCKE M OTcyTcTBHE 3(dekta 0T Tepanuu

AHTAaroHMCTaMH KaJlblUg. Y MNallMeHTOB ¢ HU3KHM, NpOMEKYTOHUHBIM H BLICOKHM PHCKOM
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— TOJBKO B cocTaBe KOMOMHHUPOBAHHOW Tepamuu sl YJIYYIIEHHS CHMITOMOB,
C/Iep)KHBAHHSA NIPOTrpeECCHpOBaHHs 3a00JIeBaHUA U YIYUILICHUS ITporHo3a [8, 422-429].

YIA3YYPA

Kommenrapuii: Cmapmosas 0oza npu éece nayuenma 250 ke — 200 mke, mumpyemas 0o
MAKCUMANBHO NEPEHOCUMOL WU 00 MAKCUMMIbHO Oonycmumol 003bl 1600 mr2. Ilpu eece
nayuenma om 25 0o 50 ke mauanrenas 0oza 150 mke, mumpyemas 00 MAKCUMANbHO
nepeHoCUMOl Uil 00 MAKCUMalbHo donycmumou 0ozul 1200 mke. [Ipu eece nayuenma om
9 00 25 ke Hawanenan 0o3za 100 mxe, mumpyemas 00 MAKCUMAIbHO REPEHOCUMOU Wil 00

maxcumansno oonyecmumoui 003bl 800 mke [8, 418, 424, 425, 429].

3.4. Jledenue ocTpoii JIEro4HoH runepTeH3ny H JIero4HOro Kpu3a

PekomennoBano nersM ¢ xponuueckoit JII' ycTpaHeHue mnpoBouUpylOmHX (akTopoB
(bonesoro cuHapoma, BO30YKIIEHHS, allM/103a, ajKalo3a, TMIOBOJIEMHH, THIEPTEPMHH,
FHIEPKOAryasliM, aHEMHH, apHTMHH, HHpekuwi) ans wi3beranus aectabuiM3alud
COCTOSIHUSL ¥ BO3MOXKHOM [IPOBOKALIMYU JlerouHoro kpusa [8, 20, 22, 324, 335, 339, 340].
YAA3IYYPA

PexomeHayetcs aetaM ¢ ocTpoil JIAD U JlerouyHo-runepTeH3HOHHBIM KPU30M YCTpaHEHHE
npoBouMpyoumx hakropos (6oiaeBoro cuHapoma, BO3OYXKICHHSA, allMa03a, alKalosa,
I'MIIOBOJIEMHH, THIIEPTEPMHH H JIp.) B COYETAHMHM C aJICKBATHOH Tepanueil JierouHbIMH
Ba30/IMJIATATOPAMH, BKIIIOYAs KHCIOPOJ, OKCHJI a30Ta, HHTAJISAIHOHHBIH #WJIOMPOCT M
nepopanbuble JIAI-cneunduueckue npenaparsr [8, 20, 22, 324, 335, 339, 340, 430, 431].
YIA3VYYPA

PexoMeHnnoBaHbl JleTasM ¢ octpod JII' MHransumu yBIaxXHEHHOIO KHCJIOpOJa IpH
HOpPMaJIBHOH aHAaTOMMH cep/ua npu carypauuu Oz <95%, onpenensieMoil YpeCKOKHBIM
MeToaoM (Iyabcokcumerpueit) 8, 22, 13, 312, 322].

YAA3IYYP A

PekoMeH10BaH MHTANAIMOHHBIA okcua a3zorta (INO) mns JedyeHHs MocIeonepalMoHHON
JII' y nmanuMeHTOB, HAXOJAIMXCA HA MCKYCCTBEHHOH BEHTHISALIMHM JIETKHX, C LEJbIO
YIy4IlIeHUs OKCHIeHAllUH W CHHYKEHHUs PUCKA JIErOYHOr'o FHIEpTeH3UuBHOro kpmusa [122,
331-335].

YAA3IVYYPA

KommenTapuii: Coxpanenue wuiu Hapacmawue NpUsHaKo8 Ne204HOU 2UNepmen3uu Hd
pone navana ommenvt mepanuu iNO mpetyem eé 60306H061€HUA.

DkcrpakoprniopaibHas MeMOpanHas okcureHauus (DKMO) pexomenjoBaHa HETAM C

octpoii JII' unn nexomnencanuei xpounyeckoii JII' npu HaTHYMH NPU3HAKOB CHHKEHHS
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cepjieyHoro BeiOpoca WM riyOokoil JIeroyHod HeA0CTATOYHOCTH, HECMOTpPs Ha
MIPOBOMMYIO ONITUMAIBHYIO M a/IEKBAaTHYIO MEIMKaMEHTO3HYI0 Tepanuio [8, 430, 431].
YIA3YYP A

Kommenrapuii: DKMO mooicem paccmampueamscsi KAk 603MOICHOCMb NOOOEPIHCAH UL
JICUSHEHHbIX NPOYecco6 6 Kayecmee NepexooHo20 3mand K MPpAaHChianmayuu uiu
eviz0opognenuto. Ilpu smom cmepmuocme oemeir ¢ JII, nyscoarowuxca ¢ IKMO, evrue,
yem y oemeu 6e3 JII'. @axkmopamu pucka remaisrocme npu IKMQO y oemeii aeasaiomes:
go3pacm menee 6 mecayes u boaee 5 iem, OCmMAanosrd cepoyd neped IKCMPAKOpRopatbHOU
MEMOPANHOLU ORCUSEHAYUECT, IPEIKCMPUAROPROPAIbHUAL MEMOPANNIAA OKCULCHAYUS 2A3AMU
kposu ¢ pll menee 7,12, PaCO> Hoaee 75, PaO: venee 35 u camypayueit apmepuaiblioco
Kucropoda menee  60%;  npoOOINCUMENLHOCMb  IKCMPARKOPROPATLHOT  MeMOpannon
orcucenayuu Ooaee 280 yacos: IKCMPAKOPROPATLHA CEPOCUHO-ICLOUHASL PCAHUMAYUA,
OCHONCHCHIUBL  IKCMPAROPROPATGHON  MEMOPAHNON  OKCUSCHAWUN,  BKIIOYUS  CePOeYo-
ACLOUNYIO PEANUMAWUIO, UHOMPORIYVIO NOOOCPICKY, OSTVULCHUE MUOKAPAd, MAMROHAOY,
JA€20UNOC  KPOGOMEHEHUEe,  GHYMPUYEPEnHoe — KpoGousiusilue, — cyooporu,  opyeue
KPOGOUZIUSHUSL, QUCCEMUNUPOBANTIOC GHYMPUCOCYOUCTIOEC ceepmuleanue,

FUMECHUMENLHYIO ROYSYHYIO Mepanuio U Memadoauyeckuil ayudos [431].

3.5. JleveHHe NePCHCTHPYIONLEH JIErOYHON THNIEPTEH3HH Y HOBOPOK/ICHHBIX

Pexomenj0oBaHa npu 110/103peHHM/ycTaHOB/IeHHH JuarHo3a JII' y HOBOpOXKIEHHOIO
JOoTalus  KUCIIOpOJa  M/MJIM, BEHTHJSLMOHHAS TIO/VIEPXKKA I8 JOCTHXKEHHUs
npeanporokoBoro SpO2 ot 91% npo 95%, uro cnocobGcTByeT MNpenOTBPALLEHHIO
aTeeKTa30B, KoJularca JITKHX U MepruoIHYecKoil gecatypamuu [92, 432].
YAASYYPC

PekoMeHI0BaHO HOBOPOXIEHHBIM ¢ MIEPCHCTHPYIOLIEH nerouHoi runeprensuei (I11JII'H)
B [IEPBbIE YaChl ITOCIIE POXK/ICHUS B KAYECTRE 11e/IeBbIX 3HaueHui pacemarpusath PaCOz ot
45 mo 60 MM pT. cT. u ueneroii pH >7,25 ¢ ypoHeMm nakrtarta <5 Mmouns/i [92, 432, 433].
YAASYYPC

PexomenoBano HoBopoxaeHHbM ¢ ITJICH u napymenuem nuddysuu B nerkux (3a
HCKJIIOYEHHEM TAalIMEHTOB ¢ BPOXKIeHHOH JmadparMaibHOM rpebkeii!) HHTpaTpaxeabHOe
BBeJIcHHE cypdaKTaHTa /uls ONTHMH3ALHH BEHTH/IAIIMKA U OKcureHauuu [92, 432-435].
YAA2YYP A

HMuaransuuoHHbli OKCH a30Ta pekoMeHa0Ban s edenus aeteil ¢ ITVII'H, naxonsmuxces

Ha UBJI, juis yiyyineHust OKCHreHaluK U yMeHbliueHus morpebuoctu B DKMO, ecniu oHH
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"Hyxnatores B 100%-kucnopoae unu ecinu unuaeke okcurenanuu (Ol = (FiO2 x Pmean) /
PaO-) npewnnaer 25 [92, 120, 122, 333,335, 435].
YAA3VYYP A

e PexomennoBaH nepopanbHbIi npuéM #Heungenabuna nersm ¢ [IJITH mus ynydienus
reMOJIMHAMHYECKHX U PECIIMPATOPHBIX MToKa3aTenei [92, 436-438].
YAA2YYPA

e PexoMenaoBan npuém 6osentana** nersm c [IJII'H kak B kauecTBe MOHOTEpAIIUH, TAK H
B KoMOMHanuu ¢ #cunjgeHaduioM s yIydIlIEeHHs CUMITOMOB M TeMOJAMHAMHYECKHX
nokasaresnei [8, 366, 367, 440].
YAA2YYP A

e PexoMeHA0BaH HHTAIALMOHHBIA #Un0npocT aetaM ¢ TsokénsM TeuenneM [1JIIH B cocrase
KoMOuHupoBaHHOH JIAT -Tepanuu ans ysyyilleHUs 1okasaTesed okcureHauuu [441-
443].
YAO2VYYPA

e PeckoMennoBaHo ucnosb3oBanie DKMO B nedenunu Tskenoit I1JIIH, ecnu npyrue mepsl
MHTEHCHBHOH Tepanuu He yBeHUaloTcs ycrnexom [8, 444-445].
YAA3VYYPB

e He pexkomennoBaHo BeinoiaHenue npoueaypbl JKMO jist HeloHOMIEHHBIX jeTed <34
Henenb Oepemennoctu (0/7 aueit) u/mam <2000 r maccel Tena ¢ Tsokenoi [JIFH [8, 444-
445].
YAA3YYPB

3.6. Tepanusa JeroyHoili rHnepTeHIHH, ACCONHUHPOBAHHOM ¢ 3200.,1eBAHHAMH JIeBbIX

KaMep cepaiia

CBoeBpeMeHHas U aJieKBaTHasi KOPPEKLHS OCHOBHOIO 3a00/1eBaHUsl MOXKET NPELyPEHTh
pa3BUTHE WJIH YMEHBLIMTH cTeneHb BropuyHoi JII'. Ilpucoennnenune noctkanumnspraoit JII' y
00/bHBIX ¢ 3a00JIEBAHHAMH JIEBBIX KaMep ceplia 3HaYHTEJIbHO YXYOIIACT MPOrH0O3 H YBEJIHIHBACT
neranpHOCTh. Y gereit ¢ XCH noskHa mpoBoAuThCd aleKBaTHas MEAMKaAMEHTO3Has Tepanus,
BKJTIOUAOIIasi HHTHOMTOPBI aHTHOTEH3MH-TIpeBpalaiomero ¢gepMenTa, 6;10KaTOphl PELENTOPOB K
aurnotensuny II, P-GrokaTopbl, aHTAarOHHCTHI aIbJOCTEPOHA, JMYPETHKH, Cep/e4Hble
rJIMKO3H/IbL, a IPU HAJIMYMH 1T0Ka3aHUH — KapJHOPECHHXPOHU3UPYIOLIas Tepamusa. Y O0JIbHBIX ¢
BPOXKIACHHBLIMH H HpH06p6TeHHbIMH MOpOKaMH MHTPAJIBHOIO H aO0pTAJIBHOI'0 KJialiaHa,
ATPHOBEHTPHKYJIAPHBIX KJIANIAHOB, BPOXKIEHHOH WIH NpHOOpeTEHHOH OOCTpyKIMeH myTei

IIPHTOKA H OTTOKA JIEBOTO KEITYA0HKa TpEG}’CTCH CBOEBpPEMEHHAA OllEpaTHBHAasA KOPPEKIIHH.
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PekomennoBaHa craHjapTHas Tepanus JIEBOKEIY/IOYKOBON WM OWBEHTPUKYJISPHOM
cep/leYHOl HeJlocTaTOUHOCTH Y nanueHToB ¢ JII' 2 rpynnsl ¢ npuMeHennem B-0i10katopos,
MHIrMOUTOPOB aHIHOTEH3MH-IIpeBpaliatollero GpepMeHTa Hid OJIOKAaTOPOB pPELENTOPOB
anrvoteH3una lI, npenapaToB HanmepcTAHKH, OTUYPETHKOB MW AHTAarOHUCTOB PELENTOB
IbJ0CTEPOHA, TPH HEOOXOIUMOCTH MEXaHHYECKOH TOJUIEPIKKH JUIS JIEUEHHS OCHOBHOTO
3aboneBanus [103-109, 345-347].

YIA2YYPB

He pexomenmoBaHo HaszHaueHue  Bazoaunastupyromux JIAI-npenapatoB  npu
H30IMpoBaHHOM nocTkanuuspHoi JII' [5.8, 103-109].

YAASYYPC

#Cunnenadun  Moxker OBITH  PEKOMEHIOBaH  JAeTSM ¢ BepH(HUUMPOBAHHOH
KOMOMHHpPOBaHHOM npe- U noctkanumuspHoi JII' ipu JICC Gounee 5 en. Byna x m? nns
pa3rpy3kH W nojuep)XaHus (pyHKIMH PaBOro Keay1ouka U ofJaeryeHusi CHMITOMOB [5,
8, 106-108, 446].

YAA2YYPB

Kommenrapmii: Hcecnedosanusi npumenenus #eunoenaguia noxasaiu  yiyvuieHue
napamempoe zemoounamuxu, gyuxyuu IDK u kauecmea scusnu y 63pocivix 604bHbIX C

Kombunuposannoi npe- u nocmkanuaaspriou JII u suavumoivm noswviuenuem JICC bonee 5

0. Byoa x m° [446].

3.7. Tepanus JIero4Hoil rHNepTEH3IHH, ACCOHHPOBAHHOM ¢ 3200/ 1eBAHHAMH JIETKHX

H/HJIH XPOHHYECKOH r'HnoKceMueit

Pexomennosana nersm ¢ JII' 3-f rpynnel MakcuMaidbHas ONTHMH3aLUHH JICYEHHSA
OCHOBHOro 3a0oJieBaHMs Jerkux [92, 447].

YAASYYPC

Pexomenposana nersm ¢ JII' 3 rpynnel v runokceMueii B mokoe PaOz < 60 MM pT. CT. HIH
SpO:2 < 92% HenpepbIBHAsE OKCHIeHOTepanus He MeHee 18 vacoB B neHb [92, 448].
YAA3YYPB

PexoMeH10BaHa JONONHUATENBLHAS OKcureHoTepanus aetam ¢ JII' 3 rpynimel ¢ cuMITOMHOM
Harpy3o4Hoit gecarypanueit SpO2 < 92%, eciu qoKa3zaHo yiyyllIeHHe CHMITOMOB U SpO2
MPH UCTIOJIB30BAaHHH JIONOTHHTENBHOTO KHeaopoaa (92, 447, 448].

YAA3YYPB

PexomeHnioBaHa HOUHAs OKcHreHoTepanus aetaM ¢ JII', acconmupoBanHO# ¢ THIIOKCEMHEH
BO cHe, juig cHuxeHue JICC, ynyudlieHus TOJIEpPaHTHOCTH K (PpU3HYECKOH Harpyske H

yayduieHus BebKkHBaemoctd [92, 121, 447-451].

111



YAA3VYYPB

PekomennoBan npuém #Heunnenabuna nersm c JII', accoumupoBanunoit ¢ BJIJ], npwm
oTcyTcTBHH yiyumeHus cumntoMoB JII' Ha done okcurenorepanuu npu SpO2 >92% [8,
92, 451-456].

YIA2YYPB

He pexomenmoBaH npuém #amOpuszentana** nmersm c JII', accouuupoBaHHOH ¢
HHTEPCTHIHANLHBIM 3a00/ieBaHHEM JIErKHX H3-3a pUCKA YXY/ILIEHUS CcOCTOSHHS [456-
457].

YIA2VYYPA

He pexomenzosan getsm ¢ JII', accouMnpoBaHHON ¢ MHTEPCTHIMAILHBIM [OPAXKEHHEM
nerkux, npuéM #puonuryara** us-za pucka cepbé3HbiXx MoOOYHBIX 3hdEeKToB M

cMmepTHOCTH [458]

YAA2YYPB

3.8. Tepanus Jiero4Hol rHNepTeH3HH, 00YCIAOBIEHHOH 00CTPYKIHEH JIero4HOH

ApTEPHH

Pexomennosanbl getsam ¢ XTDJII Mepbl 110 JIMKBUIALMH NPHYUHBI H HCTOUHHKA TPOMOOB
u3-3a pucka perpom06o30B [139, 141-142, 148, 154, 206].

YAA3YYPB

Pexomenayercs nersm ¢ XTDJII' paccMOTpeTh BO3MOXHOCTH NPOBEAECHHUS JIETOYHOM
tpomOonaaprepaktomun (JITD) B cneunanusuposantom uentpe [139, 141-142, 154, 206,
459, 460].

YAA2VYYP A

Kommenrapmii: JITD ssnsemcs Memooom nepeoul IuxHuu 6 Jedenuu onepadenbHoll
XTOJIT. Dmo mexnuvecku cloxcHdas onepayus, Komopas obecneuyuéaem nayueHmam c
XTOJII" ynyyuienue ewlowcueaemocmu u kavecmea sxcusnu. Memaananusz oannsix Oogee
5000 nybauxayuu, noceswjennvix JIT3, noxazan, uwmo 30-Onesnas JNemailbHOCMb
3Hauumensno eapwuposana om 0,8% oo 24,4% 6 paznelX uccied06aHusx u HaANPAMyIO
3asucena om o0b6véma JITD, nposodumsix & kKoukpemuom yeumpe. Ilokazamenu
NeMANLHOCMU NPOZPECCUBHO CHUNCANUCL Yepe3 kaxcoble 100 ebinoiHeHHbIX npoyeoyp.
Ilpu smom nepuonepayuonnas JiemansHocms 3aeucena om eospacma, JICC u @K
nayuenma. Buicokue noxazamene JICC koppeaupoeanu ¢ puckom ocmamoynou JII" nocae
JIT3 [460].

Pexomenayetcs MpUEM HENpPAMBIX AHTHKOAryJIssHTOB (Koag ATX-BO1IAAO3

AntutpomBornueckue cpeactea) AeTsM ¢ XTDJII ang npodunakTHKH penmauBa oCTpoil
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TpoMOo3MOoIMK NeroyHoi aprepuu [139, 141-142, 154, 206].

YAiA3YYPB

#Puonuryar** moxer OBITH peKoMeHIOBaH AeTsaM ¢ HeomepabensHoit XTDJIIT mns
yjiydleHHs PyHKIIMOHAMBHBIX H FEeMOJMHAMHYECKUX XapakTepucTHk [402, 404].
YAA2YYPB

#Wnonpoct Mmoxker OBITH peKOoMeHIOBaH jgersM ¢ HeonepabenbHoit XTDJII nans

yJIyullleHus [ToKa3aTesneit reMoIMHAMUYeCKUX XapakTepucTuk [413].
YAA3VYYPB

3.9. Xupypruueckoe JiedeHHEe BPOKIEHHBLIX [OPOKOB _Cepalia ¢ JIero4YHOil

ApTEPHAJILHON runepTeH3uen

Pexomennosano netsam ¢ JIAI'-BIIC obcnenoranue u JieueHue B CHeLHAIM3HPOBAHHBIX
neHTpax [8, 22, 45,47, 48, 51, 52, 461-465].

YIA2VYYPB

PexomennoBano aetsim ¢ BIIC u npocThIMH MOCTTPHKYCHHMIAILHBIMH JleQeKTaMH €O
3HAYHMBIM apTepUOBEHO3HBIM (Qp/Qs> 1.5) cbpocom CBOEBPEMEHHOE
XHPYPrudecKoe/3H10BacKyIApHOE 3aKpbiTHE AedeKkTa B mepBbie 6 MECSAIEB JKH3HH Ui
KOpPPeKLIMM HapylleHHH TreMOIMHAaMHMKH M TNpPOQUIAKTHKH Pa3BHTHS  JIETOYHOH
cocynuctoi Gonesuu [8, 45, 47, 48, 51, 283-285].

YAA3YYPB

PekomennoBano netsm ¢ BIIC # npocTeIMH NpeTpHKYCNHAAIbHBIMH OedeKTaMu co
3HAYHMBIM apTepPHOBEHO3HBIM cOpocom (Qp/Qs> 1,5) CBOEBPEMEHHOE
XHPYPruvyeckoe/sH10BacKyIspHOe 3aKkpbiTHe TedeKTa ¢ HHIAMBHAYAIBHBIM pacdy&éToM
BEPOSITHOI'O PUCKA M IM0Jb3bI JUIA NIPHHATHA PELIEHHS B Ka)K/IOM KOHKPETHOM ciydae |8,
45,47,48, 51, 283-285].

YAa13YYPB

KommenTapuii: Kax npasuio, xupypeudeckoe aeyenue npocmulx RPempukyCcnuoaibHbix
deghekmoe co 3HAUUMBIM apmepuoseHo3Hbim copocom (Op/QOs> 1,5) npoeodumcs 6
so3pacme cmapuie 1 2ooa.

PexomeHnayeTcs JeTsM C Ipe- WM MOCTTPUKYCHHIAIbHBIMH Jedekramu B Bo3pacte >6
MECAIICB, HMMEIOLIMM KIHHUYECKHE H HHCTPYMEHTANIbHBIE INpU3HakH Bbicokoi JII'
(JII'>70% no nauneiM DXOKI, nuanos, SpO2< 95% u np.) npoBejeHue KaTeTepu3alnu
NpaBbIX H JIEBBIX OTAE/IOB cep/lla Mnepe] HHTEPBEHIIHOHHBIM/XHPYPrHUYECKHM JIEYEHHEM
[8, 45-48, 270, 461].

YIA3YYPB
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Pexomennosano gnersm ¢ JIAI-BIIC nmpomenenne karteTepusalud cepaia o
XHPYPru4ecKOro/MHHTePBEHIIMOHHOTO 3aKpbiTHs JedeKTa BHE 3aBHCHMOCTH OT BO3pacTta
IIPH HAIMYHH MHTEPKYPPEHTHBLIX 3a00JIeBaHUH HJIM CHHAPOMOB, aCCOIIMHPOBAaHHBIX C
noBeilieHHbIM puckoMm JII™ [8, 45, 47, 123, 136, 266-271, 461].

Y13 VYYPA

PexomennoBano getam ¢ uJICC <6 en. Byna x m? u cootnowenuem nJICC/uIICC <0,3
XHPYPIruyeCKOe/MHTEPBEHIMOHHOE 3aKPhITHE LIYHTA IPH OTCYTCTBHH JIONOJHHTEIBHBIX
(axTopoB pucka [8, 45, 47, 283-285].

YAA3YYPA

Pexomenmopano gersm ¢ JIAI-BIIC u wJICC >6en Byma x M? M oTHOLICHHEM
uJICC/uIICC > 0,3 npoBe/ileHHe OCTPOro TECTA HA BA30PEAKTHBHOCTbL JUIS OIIpe/IeNIeHUs
KpuTepHeB onepabenbHocTy [8, 45, 47, 266-271, 283-285].

YIAA3YYP A

Pexomennosano netsam ¢ JIAI'-BIIC xupyprudeckoe/MHTepBEHIIHOHHOE 3aKPBITHE LIy HTa
¢ coznaHueM (eHecTpalMy MeKIIpeICepIHOM Neperopoky B cilyyae, €ciId [IpH OCTPOM

TecTe Ha Ba3opeakTHBHOCTH MocTHrHYTHhl MJICC <6 en. Byma x m?

H COOTHOIIEHHE
wJICC/HITCC <0,3 1 oTCyTCTBYIOT JONOJIHUTENBHBIE (hakTophl pucka [8, 45, 47, 266-271,
283-285].

PexomengoBan  persm ¢ JIAI-BIIC  kype JIAI'-cneuuduueckoidl  Tepanuu
MPOJOKUTENIBHOCTEIO 3-4 Mecsna (Tak Ha3biBaeMblii treat-and-repair mnoaxona) c¢
NnocAeayIoUei MOBTOPHOH OIEHKOH MeMOJHHAMHKH M OnepadelbHOCTH B cllydae, eCiu
MpH OCTPOM TecTe Ha BazopeaktuBHocTh MJICC > 6 en. Byaa x m? u cooTHoleHHe
uJICCHUIICC > 0,3, [8, 45, 47, 266-271, 283-285, 462-464].

YAA3IYYP A

PekomenpoBano nersm c¢ JIAI-BIIC u uJICC u =6 en. Byna x Mm® obciegoBanue B
CHENHATN3UPOBAHHOM HEHTpe Ui pa3paboTKH NMEPCOHH(HIIMPOBAHHOTO MoaXxona ¢
NpUMEHEHHEM KOMOMHHPOBAHHOM MEIMKAMEHTO3HOH U XUPYypruyeckoil TakTuku (8, 45,
47,266-271, 283-285].

YAA3VYYP A

Pexomennosano persm ¢ JIAI-BIIC, GonpuiuM IOCTTPUKYCIHIAJIBHBIM IIYHTOM H
TSOKENIOM CONMYTCTBYIONIEH Marosjoruei (pd HEBO3MOMKHOCTH MJIM BBICOKOM PpHCKe
OnepamyrHt ¢ HCKYCCTBEHHBIM KPOBOOOpaIllEHHEM ) B Ka4eCTBE aJTbTePHATHBBI IEPBHYHOMY
3aKpbITUIO Je(eKTa paccMOTPeTh JIBYXITalHOEe XHPYpPruyeckoe JIeYeHHE ¢ CYKHBaHHEM
JIErOYHOM apTepHH Ha nepBoM 3Tane [8, 45, 47, 281-283, 465].

YAA3VYYPB
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He pexomennopano aetsiM u nojapoctkam ¢ JIAT-BITC u uJICC> 8 exn. Byna x M u/unn
CHHJIPOMOM DH3eHMEHIrepa 3aKkpbhiTHE Mpe- W NOCTTPHKYCHHIAIbHBIX JehEeKTOB H3-3a
nebiaronpusTHoro nporuosa (8, 45, 47, 281-284, 471-475].

YA13YYPB

KommenTapuii: Heonepabenvnviv  6oavnviv ¢ JIAT-BIIC,  exniovas  cunHopom
Duzenmenzepa, nokaszawa mapeemuas JIAI-mepanus 6 06véme, coomeemcmeyioujem
cmeneHu majcecmu cocmosuus (em. n. 3.3).

Pexomennosano aetsam ¢ JII' npu cioxubix BIIC wnu coueranuem BIIC ¢ cuctonnyeckoit
H JIMACTOJIMYECKOH JMCOYHKIHEH CHCTEMHOTO JKeIyZOouKa I[POBEIEHHE TOJHOTO
NPOTOKOJa KaTeTeph3aliMi MPaBbIX M JICBBIX OTHEJIOB Cepila JUIs OLEHKU [apaMeTpoB
reMoJIMHaMHKH, onpeaenenus tuna JII' u e€ tsukecty (8, 45, 47, 266-271, 283-285].
YAA2YYPA

PexomenjjoBano netsm ¢ BIIC u yHUBEHTPHKYIApHOH reMOJIHMHAMHUKOH NMOKa3aHUAMH K
onepanusM  «o0xoAa» mpaBelXx  oTAenoB  cepauna (onepauun  DoHTeHa M
JIBY HAIIPaBJICHHOMY KaBaInyJbMOHAIEHOMY aHacToMo3Yy ) cuutath cp. JIJIA <15 MM pr. cT.
u uJICC < 3 en. Byna x m? [8, 45-47, 466, 467).

YAA3YYPB

3.10. MaagauaruBHoe XHpYpruyeckoe Jgevyeuue JII

PekomenyioBano nersim ¢ cynpacucremHoit JIAIT Beicokoro pucka, pedpaktepHoii K
KOMOMHHPOBAHHOH TPOMHOH TapreTHOM Tepanmuu ¢ NPHUMEHEHUEM I[POCTAHOMJIOB, B
OTCYTCTBHE 3HA4YMMOIO CHCTEMHO-JIErOYHOrO0 IIYHTa PACCMOTPETH BO3MOXHOCTH
nauIHaTUBHOTO Xupyprudeckoro nedyenus (AC, anacromos IloTrca) nmns yiaydlleHHUs
(YHKIHOHAIBHBIX TOKa3aTeNel U yBeJIMUeHHs BBDKMBAEMOCTH, B T. 4. HAa BpEMS 0XKH1aHHA
TpaHCIUIaHTauuKn Jjerkux [8, 468-474].

YIA3YYPB

KommenrTapuii: Januvie naniuamuenvie Xxupypeuieckue onepayuu paccmampueaiomes
Kak 6 Kadecmee CaMoCmosimenbHo20 Memoodd JAedeHus, hnoKd3aéuieco  C6oH
ahpexmusnocms 6 nevenuu JII, mak u 6 kavecmee «MOCMa» K MpAaHcnIaHMAYUU Ne2KUX.
Cyme npoyedypor AC co cmenmuposanuem MIIII uru de3 cocmoum 6 co3danuu
PECMPUKINUBHO20 MENCHPEeOCEPOHO20 COODUEHUS C NPABO-IE6bIM COPOCOM 0Nl CHUICEH U
NpPeoHazpy3ku HA NPAGslil HCeayo0oUeK, YAYHULeHUS NPeoHazpy3Ku 16020 JCeayOouKd u
VEeNUYeHUsl cepoeyHozo evlbpoca. B omcymcemeue npomugonokasanuii X NpoeeoeHulo
npoyeoypsr AC 0CHO6HBIM YCI0GUeM €€ YChexa U, Kak cieocmeaue, YAVHuleHUus COCMOoIHUS

peéénxa A6AsleMcs  cmadwibhoe npesbliierHue noxazamesetl OaeieHus 8 npasom
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npedcepoult ho cpagHenuio ¢ reguim. Ilpoyedypa conposodicoaemes cHudceHuem obuyeco
CUCMEMHO20 HACLIWEHUs KUCIopoooMm. B omiuuue om ROCMIMPUKYCAUOATLHOZO
ULYHMUPOBAN U (anacmomo3sa IHHommeca), cosdanue PECMPUKMUBHO20
NPEeMPUKYCRUOATLHO20 UVHMA UMeem NOMEHYUAIbHYIO NOAb3Y U 0ONYCmumMa y 601bHbIX
C KIUHUYECKUMU NPOACNCHUAMU YMEPEeHHOU NPABOACENYOOYKOBOU HeOOCMamoyHOCMU.
Hanpomuse, co3danue coobwyenus medcoy Hucxolaujeil aopmou u 1e60u 1ec04Hou
apmepueti 6 ycioeust cynpacucmemuou JIIT nomenyuaibHo  OO0ANCHO  CHUNICAMb
NOCMHAZPY3KY HA NPABLLU HCENYOOHEK 00 YPOSHs cucmemnozo. Ilpu smom gpopmupyemes
Gusuonocus cunopoma uzenMeHzepa €O CMAGUILHLIM NPABO-1€6bIM COPOCOM U
yuarnosom. B omuuuue om AC, npu komopoii cnudcaemes obujan camypayus, aHacmomos
IHommca npueooum x Oecamypayusi HUNCHeU NOA06UHbL Meld NpU HOPMAIbHOM
HACLIUJEHUU KUCTOPOOOM GePXHel RON0BUNHbBL U M032d 6 yacmHocmu [8, 468-474].

Ctporo pekomeHjnoraHo jaetsMm ¢ JIAIT nporenenue npoueayp AC M HaloXKeHHd
anactomo3a IloTTca B cnenuaaM3UpOBAHHBIX LEHTpaX, HMEIOIIHMX TOCTATOYHBIH OIbIT
npoBeJieHUs MoI00HBIX onepanuii [8, 468-474].

VAA3IYYPA

Crporo pekomenaoBano aersm ¢ JIAT nponomkenune kombunuposanHoi JIAIT Tepanuu B
ONTHMAJIbHBIX I03UPOBKaX mocJe mpoueaypbl AC i HanoxeHus anactomo3sa [lorrea [8,
468, 474].

YAA3IYYP A

He pexomennoBano netsim ¢ JIAIT nposesenne AC npu HaJIM4UK clielylolHX GpakTopos
CBSI3H C BHICOKHM PHCKOM JIeTaJIbHOTO Hexoa [468-474]:

1) cpennee naBiieHue B MpaBoM Iipeacepauu >20 MM pPT. CT.;

2) HacklllieHUe apTepHAIbHON KPOBH KHCIIOpoa0oM B okoe <90%;

3) Tskénas npaBOXKETy10YKOBas HEJOCTATOYHOCTD;

4) TepMHHAIBHOE COCTOSHHE NallHEeHTa.

YIA3YYPA

3.11. TpancnjaagHTaANMa JEerKHx

HecMmoTps Ha yenexu MeaukameHTo3Ho# tepanuu JII', 5-IeTHss BBDKHBAEMOCThL OCTaeTCA

HM3KOH M BapbupyerT B npegenax 57-75% B 3aBucuMoctu oT IrtHonorun JII'. Tlpu

[MporpecCupoBaHHH 3aboneBaHMs TpaHCILIaHTaluAa JIETKHX HJTH KOM6HHHpOBaHHaﬂ

TpaHCILIIAHTAIUA cepﬂ;ua/nerlmx OcTaércs eJMHCTBEHHBIM U3 BO3MOXHBIX IIIAHCOB Ha BbDKHBaHHE

3TOH THKENOH rpyInsl MalMeHTOB.

PexomennoBano aetsm c¢ JII' BbicOkoro pucka, B OTCYTCTBHE HEOOPAaTHMBIX IMOPOKOB H

APYIrux CTPYKTYPHBIX U3MEHCHHH cepana pacCMOTpPETh BO3MOXHOCTbL I[IPOBCIACHHA
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Ounarepa/lbHOH TPAHCIUIAHTAIMH JIETKUX IIPH COOJIIO/IEHHH CJIEYIOIMX KpuTepuer [8,

475, 476]:

1. OblcTpoe nporpeccHpOBaHHE CHMIITOMOB;

2. CcOXpaHEHHE KPHUTEPHER BBICOKOTO pHCKa Ha (oHE KOMOMHHPOBAHHOH TPOHHOM
TAapreTHOH Tepanmuu ¢ [IPUMEHEHHEM HHTISMIUOHHBIX MM BHYTPHBEHHBIX
[IPOCTAHOMUJIOB B MAKCHMAaJIbHO MEPEHOCHMBIX J103aX;

3. OKIII-1V;

4. cepaeuHbli HHAEKC < 2 I/MHH/M?;

5. JaBieHHE B MPABOM NpeAcepaAnH > 15 MM pT. CT.

YIA3IYYPB

Kommenrapuii: buramepanrvhas mpancnianmayus gezkoz2o npu JII" umeem snayumenbHo

bonee GbICOKYIO KPAMKOCPOYHYIO U O0N20CPOYHYIO BbIHCUBAEMOCHb HO CPAGHEHUIO C

yHuramepansHou. Pewenue o0 mpancnianmayuu  credyem — pacemMampueams 00

Hacmynienus mepmunaibiou cmaouu XCH u noseienuss npuznakose opy2ou oOpeaHHol

HeooCmanmoyYyHoCmu.

e Jletam ¢ JII' Beicokoro pucka, pedpaktepHoit K MaKCHMaJIbHOH MEIHKAMEHTO3HOH
Tepanuu NpH HATHYHH HeOOPATUMBIX ITOPOKOB M IPYTUX CTPYKTYPHBIX H3MEHEHHH cepaia
PEKOMEHJIOBAHO pacCMOTPETh BO3MOXHOCTh KOMOMHMPOBAHHOH TpaHCIUIAHTALIMH
KOMILIEKCA Cep/Ilia-Jierkue npu coOIoAeHHH clleayonmx Kkputepues (8, 475, 478]:

1. OblcTpoe nporpeccupoBaHue CUMIITOMOB;

2. COXpaHCHHE KPHTEPHEB BBICOKOTO pHCKa Ha (oHe KOMOMHHPOBAHHOH TPOHHOM
TapreTHOM Tepanuu C T[PUMEHEHHMEM HMHTAIIUHOHHBIX HIH BHYTPHBEHHBIX
MPOCTAHOHJOB B MAaKCHMalIbHO TIEPEHOCHMBIX J103aX;

3. OKIII-IV;

4. cepneuHslii uHaEKC <2 J1/MUH/M%;

5. Jl1aBjieHHe B IPaBOM lIpejacepauH >15 MM pT. CT.

YIA3YYPB

o He pexomennoBano jersam ¢ JII' nposeaenune npoueaypbl TPAaHCIUIAHTALIMM JIETKHX HITH
KOMILJIEKCa Ceplie-erkue NpH HaTHYUK ClIeyIomX kputepues [8, 475, 478]:

1. 3n0KadecTBeHHbIE HOBOOOpA30BaHHA 3a MOCJICIHUE 5 JIET;

2. Heobpatumble 3abosieBaHusi Apyrux opraHoB (HanpuMmep, XIIH, Hyxnawoascs B
Juasnu3e, TSHKENbI KapauaibHbi GUOPO3 WM UPPO3 TIEYEHH );

3. uHKypaOenbHble XpPOHMYECKHE BHEJIErouyHble WHQEKIHH, BKIKOYas aKTHBHbIE
renatutel B, C u BUUY;

4. TyOepkynés;
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5. 3HauMMBbIe JedOopMallii IPYIHOHN KIETKH U ITO3BOHOYHHKA,

6. OTCYTCTBHE HpPlBep}KeHHOCTH nmalmiueHTa H CeéMbH Clle/loBaTb MEIHIIHHCKHM
MpeANHCAHHUAM;

7. He nojiarIeecs JeUeHHIO ICHXHYECKOE H/HITH IICHX0JIOTHYECKOe pacCTpPOHCTBa;

8. coumalbHas Ae3ajarnTanus;

9. KypeHue, aJIKOroJibHas U HAPKOTHYECKasi 3aBUCHMOCTH.

VA3 YVPB

4. MeamuHHCcKan peabHIHTALHS H CAHATOPHO-KYPOPTHOE JIeYeHHe,
MeJHIHHCKHEe MOKA3aHHUS H NPOTHBOINOKA3aAHHA K IPHMEHEHHI0 MeTO/10B
MeIHLUHHCKOH peabHIHTAIIHH, B TOM 4YHCJIe OCHOBAHHBIX HA HCMOJIb30BAHHH

NPHPOAHBIX Jle4eOHbIX (PAKTOPOB

Peabunurauus — BakHasi COCTABHAsI YaCTh KOMIUIEKCHOH nporpamMmel Tepanuu 00JIbHBIX ¢
JIETOYHOHM THNepTeH3Hel M mnpejcTaBisieT co0OH KOMIUIEKC Mep, BKJIKOYAlOIIMX HE TOJIBKO
(du3MUecKHe TPEHUPOBKH, HO M KOPPEKIHMIO M MOJUIepXaHHe aJeKBaTHOI 0a30BOH Tepanuwy,
IICHXOJOTHYECKY 0 ¥ HHPOPMALMOHHYIO MOIEPKKY [ALMEHTY U €ero ceMbe, HalpaB/IeHHbIC Ha
yIydmeHue (HU3HYeCKOro M OMOLMOHANBHOIO COCTOSHHMH pebéHka H  GopMmHpylHe
NOBeJIeHYECKHEe HM3MEHEeHMs JAns  (GopMHpoBaHHsA 3J0poBoro obpasza ku3Hu  [479].
Peabunurannonnsle  MeponpuaTHs  pa3padaThiBalOTCd M NPOBOJATCA  CHELHAIMCTAMH
skcnepTHoro uentpa JII' ctporo B qononHeHHe K Me/IMKAMEHTO3HO# Tepanuu. [1pu npaBuibHOM
HIPOBEJICHHH MPHBOJMT K YJIyUYUICHHIO KIMHHYECKOT0 COCTOSIHUS, TOJIEPAHTHOCTH K (HHU3HYECKHM
Harpy3Kam.

[lenu peabunmuranuu y 6onsubix ¢ JII™:

1. yaydlleHHe TOJIEPAaHTHOCTH K (PU3HUYECKUM Harpy3kam;

ONTUMH3ALUSA [ICHXOJOTHYECKOIO COCTOSHHA,
yIIy4IlleHHEe CHMITTOMOB;

YIIYYIICHHE Ka4eCTBa AKHU3HH;

wm s W N

CHHIKEHHME YaCTOThl FOCIMTAIH3ALMHA BCICACTBHE YXY/ILIEHHS COCTOSAHMS, B T. 4. C
ucnoys3zosanueM BUT;

6. CHM)KEHHE CMEPTHOCTH.

MeTtaananu3 KJIMHHYECKHX HCCIIEI0BaHMH, BK/IIOYas PaHIOMH3HPOBAHHBIE, H3YYaBIIHX
BIIMSIHHE (PU3MYECKOW peabuiIMTALIMKM U PeCIUpaTOpPHOro TpeHuHra y 6onbHbix ¢ JIAL', nmokasan
yIAydlIeHue [epeHOCHMOCTH (M3MYECKHX Harpy3oK, YBEIHYeHHEe YPOBHS (H3HUECKOH

aKTHBHOCTH, YMEHBIIEHHE OJIbIIIKH, yBenuuenue avcranuud npu TO6MX, KIIT, cuuxenue
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BBID&)KEHHOCTH CHMIITOMOB, yiydllleHHe KadecTBa u3HU [479]. Mccnenoanus nokasaiu, 4To
HHIMBHAyalbHO paspaboTaHHas (u3Mueckol peaOWiIMTAllMM B COYETAHHH C aJIeKBATHOM
MCIHKaMEHTO3HOM Tepanueil y maiueHToB ¢ JIAIT cnocoOcTBYeT yJIydllIeHHIO H MpeIoTBpallaeT
BO3MOKHOE YXYILIEHHE B KOHTEKCTE COCTOSIHUS 3/I0POBbSI B JI0JIIOCPOYHOM MEepCHeKTUBe, HapsiTy
C  YIYYIIEHMEM TOJNEPAHTHOCTH K (PU3MYECKON Harpy3ke M yBEJIHYCHHEM BPEMEHH,
3aTpavuuBaeMoro Ha HU3MYECKYI0 aKTUBHOCTL HU3KOH WK cpejiHeil marencuBuoctu (479, 480].
PeabunimrannoHHbIe MeponpusTHs I8 namueaTos ¢ JII' BRaovaor:

1. omnpeaenenne MHAMBUAYATBHOH NMEPEHOCMMOCTH HArpy30K MalMeHTa.

2. koMmruieke Gusuueckoit peabunuraiu,

3. TNCHUXOJOTHYCCKYIO HOICPIKKY, NOBBIICHUE MOTHBALIUH,
4. KOpPPEKIHIO JIUETDI,

5. COUMaIBHYIO NOJUIEPIKKY.

Obs3arenbHoe TpeboBaHus /Ul Hayala peadUnTallMOHHBIX MEePOIIPUATHH Ui O0JBHBIX
¢ JIAD BrInoyaroT:

1. crabunbHOE COCTOSHHE MAIMEHTA B TEUCHHE 3 MECSLIEB,

[£9]

ONTUMAIBHY O HHIMBUAYJILHO 110100pannyto JIAL -cienuduyeckyo Tepantio,

12

MYJIbTHIUCIHIUIMHAPHYO KOMaHy CHEHHATUCTOB, MPOIISANHNX CIECHHANBHYIO

IOJArOTOBKY: Bpay-KapauoJor, Bpad-IyJbMOHOJIOr, Bpad-(hPH3HOTEpaneBT, Bpad I10

neuebHoOM  du3KynbType, crneuanucer 1o (Qusudeckodl  peaGmiuTanuu

(KHHE3HOCIIEIHAIUCT), Bpad-1HeTOoJIOT.

e PexkomMeH/0BaHO MNpOBEJEHHE KOMIIJIEKCAa HHIMBHAYAIbHO TOJ00paHHBIX B YCIOBHAX
okcnepTHoro uenrpa no JII' peabunuranmonubix MeponpusaTvii nanuenrtam ¢ JIIN,
HaXOIAMMCH B CTAOHIIBHOM COCTOSHHH HE MeHee 3 MECsLEB, N0JyYaloluX alcKBaTHY IO
TshKecTH Tepanuto [479, 480].

YIAA2YYPB
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5. [Ipo¢uiakTHKA H AMCNaHcepHOe HAa0/II0leHHe, MeJHIHHCKHE NOKAZAHHS H

NPOTUBONOKA3AHHA K MNPHUMEHEHHIO MeTOA0B NPOQHIAKTHKH

Jleroynas runepTeH3us MOXKET OBITH CAMOCTOSTEILHBIM 3a00JIEBAHHEM HIIH CHHIAPOMOM,
OCIIOXKHSIONIMM  LeblH  crnekrp coctosHHi. CrnemuaneHbIX Mep Ans  npoduIaKTHKH
HIMONATUYECKON W HacjelACTBeHHOH ¢opMmbel He cymiectByeT. CBOEBpEMEHHOE aJeKBaTHOE
JICUCHHE  OCHOBHOTO  3a00/1€BaHMsl  SBJIAETCS  OCHOBHBIM  METOJOM  NPOQHIAKTHKH
acconuupoBanibix (Gopm JII'. Perynspueiii DXOKI™ CKpMHHHI B LENeBBIX IPYINax, BKIOYas
DONBHBIX € CHCTEMHO-JICTOYHBIMH IIyHTaMH, 3a00J€eBaHHSAMH COEIHHHTEIBbHOH TKaHH,
MOPTAIBHOI T'HIEpTEH3HEeH, reMOoIUTHUYeCKUMH aHemusMu, BUU-uHbekuueit, 3aboieBaHHUAMH
JIETKMX, OTATOLIEHHBIM CeMEHHEBIM aHaMHe30M 1o pa3BuTHIO JIAD, reHeTHYECKMMH MY TAITHAMH,
accouMMpoBaHHBIMH ¢ JIAI' ¥ T. 1., N03BONAIOT BBIABUTH 3a00JIeBaHMs HA paHHEH cTajiuM H
CBOEBPEMEHHO Ha3HayuTh JiedyeHHe. OcHOBHBEIM MeTomoM mpoduiaktaka JIAI-BIIC, kak

Haubostee yacroit popmel JIAIL y nereit apnseTcs cBoeBpeMeHHass KOPPEKIIHA OpoKa cepna.
PexoMeHA0BaHHBIHN ITaH AMHAMHYECKOTO HaOmoneHus 3a 6onsHbIME ¢ JII' mpenctaBieH B

tadoauie 20.

Tabaunua 20. PexomeH10BaHHBIH IIJIaH JHHAMHAYECKOro HaOmoaeHus 3a 6oapHbIMHE ¢ JII7 [8, 481]

Ob6cnenoBanue [TepBuunoe Yepes 3-4 | Kaxaple |Ilpu
obcnenoranue no | Mec. mocyie | 3—6 YXYILIEHHH
Ha3zHAYEHUs Havana MeCSIEB | COCTOSTHHS
crienuduyeckoil | cnenudu-
TEpANHH YecKoH
Teparuu
Onenka xainoo v v v v
duzukanpHoe 00cIe10BaHHE v v v v
O6umwmii (KMHHAYECKH) aHanu3 | v v v v
KPOBH
[y nbcOKCHMETpHS v v v v
AHanu3 KpoBH OHOXUMHYECKHH | v v v v
o01eTepaneBTHIECKHIH
Koarynorpamma v v v v
UccrenoBanus yposHs N- v v v v
TEPMHHAIBHOTO (hparMeHTa
HATPHHYPETHYECKOTO
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nponentHaa mosrosoro (NT-

proBNP) B kpoBu

Perucrpanus v v v v
3JIEKTPOKAPAHOTr PAMMBI
TpancropakanbHas v v v v

sxokapauorpadus (IpoTOKOI

JIT)

Tect 6 MUHYTHO#H X0BOBI v v v 4

(meTsiM cTapie 7 neT)

Kapuomny isMOHAIBHEIH TeCT v v ¥ v
(nersm crapiue 7 ner,

npoiueamum Gosee 300 M npu

T6MX)

Ouenka ®K v v v v
Ype3BeHO3Has KaTeTepH3alHs v v
cepiaua

Hrorosas crpatudukamus g v v v
pHCKa

6. Opranu3anus oKa3aHHs MeJHLIHHCKOH MOMOILIH

Bce nanuenTs! ¢ npeanoaaraeMoi WM ycranoBiaeHHoit JII' nomkHel ObITh 00¢€10BaHbI B
CHELHATH3UPOBAHHBIX 1EHTpax, riae mnomouk getasM ¢ JIADT okaseiBaeTcs B TECHOM
COTPYJHHYECTBE PErHOHAIBHBIX CHEIHAJIHUCTOB, HAOMIOAAIOMIMX JIETEeH MO MECTy JKUTEIbCTBA, U
9KCIEPTOB CHELHAIH3IUPOBAHHBIX HeHTpoB. CTparerus okasauus nomom aeram ¢ JII' nomxna
CTPOMTBCS MNYTEM CKOOPAMHHPOBAHHBIX YCHJIHH BpayeH-IAETCKHMX Kap/IMOJIOroB, Bpadei-
NyJIEMOHOJOrOB, Bpadeii-peBMaToIoroB, Bpaueii-HEOHATOIOrOB, Bpauei-cepaeyHO-COCY IUCTHIX
XHpPYpOB, BpayeH-TOpakaJlbHbIX XWUPYpProB, BpayeH-XUpYproB, Bpadedl yJIbTpa3ByKOBOH
JHArHOCTHKHW», Bpaueil ¢yHKIMOHAILHON JHAarHOCTHUKHY», BpadeH-peHTreHosoros.[8, 12, 13, 22,
45,219, 481].

[lokazanueM JUIs [JAHOBOH TrOCHHUTAIM3aUMH B MEIHLMHCKYIO OpraHM3alMio JUis
OKa3aHHUs NEPBUYHOW MEIMIIHHCKON MOMOIIM sBIseTcs MoAo3peHun Ha nanmuve JII' mpw

[pOBe/IeHHE NEPBHYHOTO (CKPHHHUHIOBOr0) 00c/e10BaHHs Ha aMOy 1aTOpHOM ypoBHe [219, 481-
482].
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IlokazanuaMH U1 [UIAHOBOH roCHUTAIM3aLMKY B MEIMIMHCKYH OpraHuzauuio 2 uig 3
YPOBHS IpH MoA03peHHH Ha Hanuuue JII' juist okasaHMs crieUMalM3upOBaHHONH MEIULIMHCKOM
MIOMOLIH 110 1TpodUII0 «aeTcKas Kapauonorusy (481, 482] asnstoTcs:

1. Bepudukaumus auaruosa JII';

2. ompeaeleHHs reMoauHaMudeckoro kinacca JIT';

3. nmpoBeAeHHE OCTPOro TECTa Ha Ba30PEaKTHBHOCTE;

4. omnpexaeneHHe kauHHYeckoro kiacca JII;

5. omnpeneneHue creneHd TsokecTH JIIT Ha ocHOBaHMHM aHaiM3a KOMOMHAUHMH
KJIHHAYECKHX, (QYHKIHOHAIbHBIX, JJaDOpAaTOPHBIX, NeMOJIMHAMHYECKHX JIaHHBIX, MOKa3aTellel
OXOKT;

6. omnpeieneHHe IMOKa3aHWi K XUPYpPrudecKkoMmy JedeHuro B chnydae Hanuuusa BIIC,
XTDJI', nopoka pa3BUTHs JIETKHX;

7. onpenenenue nokaszaHui xk tepanuu JIAI-cnetupuyeckuMyU aHTHTHIIEPTEH3UBHBIMHU
npenaparamMi, €€ cocTapa ¥ KOMOMHALIMH, TIOIEPKUBAIOLIEH Tepariu;

8. paszpabotka MHAMBHIYAJILHOH TporpaMMbl MOHHTOpHHTA JIT'.

[MTokaszanusiMH Uil TUTAHOBOM IOCHHTANIM3AIMH B MEIHLHHCKYIO OpraHu3aluio 2 Wi 3
YPOBHS NIpH ycTaHOBIeHHOM jauarHose JII' uis oka3zaHus crieHHaTH3HPOBAHHONW MEIMIIMHCKOH
MOMOIIH MO TPODHITIO «IeTCKas Kapanoiorusy apastoTes [491, 492]:

1. nespdexruBnocts JIAT -cienuduyeckoil Tepanuu (OTCYTCTBHE YIIyIICHHS );

2. MOHHUTOPHHI OCHOBHBIX KJIMHHYECKHX, (YHKIHOHAJIBHBIX, JIaDOpaTOPHBIX,
reMoJHHaMHuYecKHX AaHHBIX, noka3arened IXOKI nns anekBaTHOH OLIEHKH CTENEHH TSHKECTH
JIT', cBoeBpeMenHoO#M ontumuzauuu JIAT-cneunduyeckol U 1o Jep:KuBaroLIeii TepanuH;

3. omnpenaeneHHe MOKa3aHHWH K NAJUIHATUBHOMY XUpYyprudeckomy JedeHuio JIAIL

4. onpeneneHue NMOKa3aHUi K TpaHCIUJIAaHTALMH JIETKMX MITH KOMILIEKCa Cep/le-JIerKHe.

[ToxazaHusMH K BBITHCKE NALIMEHTA U3 MEIUIIMHCKOH OpraHu3aluy sBJISeTCs Yy dlleHHe
WIH cTaOW/IM3alus KIMHHYECKHX H reMOJHHAMHYEeCKUX NokaszaTenen [482, 483].

[Tokazanus nis sKcTpeHHo# rocnuranu3auuu gerei ¢ JII [8]:

1. JeKOMIIGHCAIlMs  MPaBOXKEIYIOYKOBOH  W/JIH  OHBEHTPHKYISpHOH  cepaedHOMH
HEJI0CTATOYHOCTH;

2. JErOYHBIH KpHU3;

3. CHHKONAJILHOE COCTOSIHHE;

4. octpas TpoMO0IMOOIIHUS NErOYHOM apTEpHH;

5

JIETOYHOE KPOBOTECUCHHE.
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7. JonoanurenbHas nHpopmauusa (B TOM 4Hc/Ie (paKTOpbl, BJAHSIONIHE HA

Hcxo/ 3a00/1eBaHHSA HJIH COCTOSIHHA)

OcHoBHBIMH MoaHHIMPYeMbIMH GaKTOpPaMH, ONIPEIENAIONIMMH TEUEHHE H TTPOrHO3
zabonesaHus, aBisiores [5, 7, 8, 12, 114, 180-182, 244, 249, 257-260, 266, 274, 313-319]:

1. Pesyneratel cTpatudukanmu pucka JII', oTpakaronMmMH cTENEHb TAXKECTH W NIPOrHO3
3aboneBaHMs.

2. CBOeBpeMEHHOCTh HazHa4YeHUs Oa30BOM H IOIEPKUBAIOLICH TepanuHu.

3. CBoeBpeMeHHOCTE 0OOCHOBAHHOH XHpYpruyeckoii koppekuuu B ciaydae JIAI-BIIC,
JII'-3abosieBanus nerkux (mopoku, anomanuu nerkux), X TOJII.

4. Perynsapublii MOHHTOPHHI H ONITHMHU3aIUA 0a30BOH M MOIEPAUBAIOLICH Tepantu 11
YIyYIIeHUS KJIMHMYECKOH CHUMIITOMATHKH, CAECPXHBAaHMUS IIPOrpECcCHpOBaHUsl 3abojeBaHUA H
yJIyUlIEHHS TTPOTHO3a.

OcHoBHBIMH He MOTH(PHIHPYeMbIMH (paKTOpaMH pHcKa HEOIAronpUATHOrO HCXozaa
JIT ssnsitotes [114, 136, 151, 152, 158, 180, 189, 264, 431]:

1. Bospact (<5 ner).

2. Drtuonorus JII'.

3. TI'eHeTH4ecKHe U XpPOMOCOMHBIE aHOMAJIHH.

4. Tsxénele  KOMOpPOMAHBIE  COCTOSHHS  (IICUXOHEBPOJIOIHS,  HEPBHO-MBILIEYHBIE
3abosieBanmsi, AedopMaluu CKejeTa, SHIOKPUHHEIE paccTpoiicTBa, 6one3Hn obMeHa M
ap.).

5. bonee, uem | comyTeTBytolnee 3aboaeBaHue.

6. Coueranue Heckosbkux rpynin JII'y ogHoro pedbénka.

JonoaHure bHbiMH He MoauduuupyembiMu dakropamu pucka JII' asastorea [114,
136, 151, 152, 158, 180, 189]:

1. HenoHouleHHOCTH B aHaMHe3e <36 He/eNIH recTalliH.

Hu3zkuii Bec npu poxaeHHH, HECOOTBETCTBYONIMH recTallHOHHOMY BO3pacTy.
Hanuuune nepcuctupytouleii JII' HOBOpOXKIEHHLIX B aHAMHE3E.
Mexanuyeckas pecriipaTopHast nomépmxa/SPAP B [IEPHOJ] HOBOPOKIEHHOCTH.

UBJI ¢ unrybauueli B nepro/i HOBOPOKIEHHOCTH.

& e Eow W

CCHCHC, B T. 4. HEOHATAJIbHBIN.
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KpuTepun oeHKH KayecTBa MeJHUHHCKOMH

MOMOIIH

Kpurepuu kadecrsa

YpoBennb
0CTOBEPHOCTH
J0KA3aTeIbCTB

YpoBens
y0eauTeJIbHOCTH
peKoMeHJaluii

Brinonnen onpoc pe6énka c JII' ¥ 3aKOHHBIX
npeacTaBuTeeil pebEHKa 0 HAJTHYUH Y HEro
OJIBIIIIKH, YTOMJISIEMOCTH, CHUKCHHS
NEePeHOCUMOCTH  (PH3MUECKHX  Harpy3ok,
rOJIOBOKPY)KEHHH, 0OMOPOKORB, Karis,
KpoBOXapKaHbs, OoJiel B IpyJHOH KIeETKe,
nepeGoeB B pUTME ceplia, cepamnedbuenus, o
Haauudu y  peb&Hka  3aboneBaHHi,
accouuupytommxes ¢ pazsutem JII', ects

711 B CEMbE POACTBEHHHUKH, cTpanaromue JII'.

2

A

[Ipr duszukanibHOM oOCnenOBaHUM JaHa
oleHKa (PU3UYECKOr0 H IMCHXOMOTOPHOTO
pasBuTHs pedeHKa, TNOJATBEPKAEHBI HIIH
HCKJTIOY€Hbl M3MEHEHME LBETa KOXHBIX
MOKPOBOB, HAJIM4YWe LMaHO3a, H3MEHEHHE
dananr mnaneleB 0 THIY «OapabaHHBIX
[ajo4yexk» M HOITEBBIX IUIACTHH B BHIE
«YacOBBIX CTEKOJI»; HA PacllIHPEHHBIC BEHEI
HIed B KJIMHOIIOJNOXKEHHH M OpTOCTase;
u3MeHeHne (GopMbl T'pyZHOH  KIIETKH,
YCHJIEHHBIH, paz/IMTOH CepleYHBIH TOIYOK,
paclidpeHue rpaHuI] OTHOCHUTEJIBHOH
cepleuHoi TynocTH; ycmienue, akueHt Il
TOHA HaJ JIerO4YHOH aprepHel; WIIyMbl B
cepAale, YBEIMYEHHE  II€YE€HH,  ACLHT,
MOXOJI0/IaHHE KOHEYHOCTEH,

nepudepuiecKkie OTEKH.

Beimmonaensl O01uii (KITMHAYECKHH ) aHAIH3
KpOBH, aHajIW3 KpOBH OHOXMMHYECKHI
ob1eTepaneBTHYECKHIH, HCClIeJoBaHKe

KHCJIOTHO-OCHOBHOI'0O COCTOAHHA H Tas3o0B
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Kpurepun kayecrsa

YpoBeHnnb
JOCTOBEPHOCTH
0Ka3aTeJbCTB

Yposens
y0eaHuTeJLHOCTH
pexoMeHa i

KpPOBH, KoaryjorpamMma (OpHeHTHPOBOYHOE
UCCIIeI0BaHUE CHCTEMBEI reMocTasa),
UCClIeJOBaHHE YPOBHS aHTHUTEN KjaccoB M,
G (IgM, IgG) & BUpyCY UMMYyHOAE(HUIIUTA
yenosexka BUY-1/2 u anturena p24 (Human
immunodeficiency virus HIV 1/2 + Agp24)
B KpoBH, ornpenenenue anturena (HbeAg)
Bupyca rematuta B (Hepatitis B virus) B

KPOBH.

Bemonneno FccnenoBanus ypoBHs N-
TePMHHAJIEHOTO ¢parmenTa
HATPHITy pETHYECKOT O MpOTENTHIA

mosrosoro (NT-proBNP) B kpoBH.

Brmonnena NYJIbCOKCUMETPUS c
onpe/lelIeHHeM  caTypallud  KHCIopoja
OT/ENBLHO Ha pyKax M HOraX B COCTOSHHH

MOKOS ¥ 1ocie GU3MYecKOH Harpys3Ku

Brmonnena perucrpanms

3NEKTPOKApAHOTI PaMMBI

Brimonnena TpaHCTOpaKaibHas

Ixokapauorpadus

Ipu MIPOBE/IEHUH sxokKapauorpaduu
BBINIOJIHEH pacuér CUCTOJIMYECKOTO

JABJICHUS B JIETOYHOMH apTepHH

[Tpu IpPOBENIEHHH axokapauorpaduu
BBIMIOJTHEHO OTpPEIEIeHHE CHCTOJIMYECKOH

(GYHKIHH TIPaBOTO XKeJIya109Ka

10.

BrinosiHeHa mpuielibHas peHTreHorpagus

OpraHoB IrPpyIHOH KIETKH

11.

Jetsam crapiie 7 JieT BbINOJHEH TecT 6-

MHHYTHOH X0I1b0bl
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Ne | Kpurepun kadecTBa YpoBenn YpoBenb
J0CTOBEPHOCTH y0eauTeNbHOCTH
AOKA3ATETbCTB PEKOMEHIAHH

12. | Boiionuen KapAuonyJIbMOHATbHBIH 3 A
HAarpy3O4HbBIl TecT (TpeIMHII-TECT MU
BEJIOIPrOMETpUs) JeTAM crapuie 7 JeT,
npowenmumM 6onee 300 m npu TOMX.

13. | BemonHeHa 4Ype3BeHO3HAsd KaTeTepH3alus 3 A
MOJIOCTEH cepala.

14. | IIpy npoBeneHHH KaTeTepU3allMH cep/ua 3 A
IIPOBEICHO olpelesieHue cpelHero
JaBJIEHUS B JIETOYHOI apTepuu

15. | Ilpr mpoBeneHUHM KaTeTepu3allUM Ccepiala 3 A
BBIINIOJIHEH  pacyéT HMHJAEKCa JEro4Horo
COCYAHMCTOrO CONPOTHBICHHS

16. | [Ipy npoBeneHWH KaTeTepu3allid cepua 3 A
BBIMOJIHEH PACUET AaBIEHHUS 3aKJIMHHBaHUs
JIETO4YHOH apTepuu

17. | llpyu npoBeleHHH KaTeTepu3alMH cepjLla 2 A
BBIIIOJIHEH TECT Ha Ba30PEakTUBHOCTh

18. | BeimonHeHa KoMIBIOTEpHAst ToMorpadgus 3 A
OpPraHOB I'PyAHOMH ITOJIOCTH C BHY TPHBEHHBIM
DOIOCHBIM KOHTPACTHPOBAHUEM

19. | Bemonxexna MarHHTHO-pe30HaHCHas 2 A
TOMOTrpagus cepila ¢ KOHTpacTHPOBaHHEM

20. | BemmoaneHo HCClIeJOBaHHE JIErOuHO 3 A
GbyHKUMH c IPOBEICHHEM
HoauruieTu3Morpadun H OLIEHKOH
I dy3UOHHOHN CITOCOOHOCTH JIETKHX AETIM
crapuie 5 JieT.

21. | BblolHEHO yNBTPa3ByKOBOE MCCIIEIOBAHHE 3 A
OpraHoB OpIOITHOMH NOJIOCTH

22. | BeinonHeHa oneHKa creneHu Tshkectu JII 3 A

METO0JIOM MHOTO(aKTOPHOH cTpaTH(UKaIK
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Kpurepun kauecrna

¥YpoBenn
J0CTOBEPHOCTH
J0Ka3aTeIbCTB

YpoBeHsn
y0eauTeIbHOCTH
peKoMeHaauuii

pHcKa HebIaronpuATHBIX cOOBITHH,

BKJIFO4as JICTAJIbHOCTb

Brinonnena OKCHI'€HOTEpanus IpH
CHHYKEHHH HAaCBIIEHHUS KHCIIOPOJI0M
aprepualibHOM KpoBH MeHee 92% HiIm
napuHaibLHOTO JIaBJICHUS KHCII0poJa

apTepuanbHO# KpoBH MeHee 60 MM pT. CT.

24.

BeimonHena koppekums aeuiurta xenesa
(Koo ATX - B03AC TlapeHTepanbHble

npenapartsl TPEXBAJICHTHOTO )Kenesa)

25,

brnokatop pELEenTopOB
MHHEPATOKOPTUKOHIOB HazHa4YeH OONLHBIM C
JIAI'  u  IMacTo/iMyecKoi ceple4YHOH
HEAOCTATOYHOCTLIO, B T. Y. IIPH COXpaHHOI

(pakiuu BeIOpOCca

26.

Pebéuky ¢ JII' HM  KIMHUYECKHMH
HPOSIBIICHUAMH IIPaBOMKEITY TOUKOBOI

HEMAOCTATOYHOCTH HAa3HAYCHBI JIHYPETHKH

27,

HaznaueHa MoHOTepanus crenHpruecKUMHU
Ba30JUJISITATOPAMH JIeTSM c
BepU(DHITHPOBAHHOMH JIAT NIpH
MHHHMAJIBHOM pHCKE, OTCYTCTBHH 3¢ dekTa
Ha Tepanui OJIOKATOpPaMH KallbIHEBLIX
KaHaJlOB WM  OTpHIATEIbHOM TecTe Ha

Ba30pEaKkTHBHOCTH

28.

Haznauena craproBas [BoliHas Tepanus
crietupruyecKuMu Ba30UJIATATOPAMH
nersm ¢ JIAI'  Hu3Kkoro pucka H
OTpULATENBHBIM TECTOM Ha

Ba30peaKTHBHOCTh

29.

Haznauena JEeTsAM c JIAT,

COOTBETCTBYIOIUM KPHUTEPUSIM
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Kpurepun kadecrsa

YpoBeHb
JOCTOBEPHOCTH
0Ka3aTeqbCTB

Ypogens
yOeauTeJbLHOCTH
pexKoMeHaanuii

MPOMEXKYTOYHOTO pPHUCKa, CTapToBas MIIH
nocieoBarebHas JBOHHAs WM TpoiiHas
Tepanus aHTarOHUCTOM PpeLenTopoOB
JIH0TEJIHHA, HHTHOUTOpA
dochomuscTepaspl S THNAa W ArOHUCTOM

PELENTOPOB IMPpOCTAIIUKIIMHA

32.
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IIpunoxkenne Al. CocraB paboueii rpynnsl no paipaéorke H mepecMoTpy KJIHHHYECKHX
peKoMeH/1aluii

1. Muxkaamesuy Hpuna MuxaiiioBHa — npenacenarens pabGoueil rpynnbl, K.M.H.,
3aBeyIOIIHH OeTckUM Kapauosordueckum otaeneddeM OCID «HayuHo-uccnenosare/lbCKui
KJIMHUYECKUH HHCTUTYT NEJHATPUH U JIETCKO# XUpypruu uMenH akagemuka 1O E. BensTuinesa»
®I'AOY BO PHHMMY um. H. W. IluporoBa Munsapasa Poccun, uwict BOO «Accounanuus
JIETCKUX Kapjauosioros Poccumy.

1. Bacnukuna Ejnena Cepreesna — J1.M.H., rJ1aBHbIi HayuHblH coTpyauuk HHUO cepaeuno-
cocy/IMCThIX 3a00JIeBaHMil y JeTel, HayUHbIH PYKOBOAUTEb OT/ICJICHHS IeTCKOH KapAHOIOTHH H
MEIHIMHCKO# peabuiuTanuu, npodeccop kadeapsl aeTckux Ooe3Hed JeuebHOro daxynbrera
HuctutyTa MeuimHckoro obpasosanus LleHTpa AniMa3oBa, rJ1aBHbIA BHELITATHLIN CIICI[HATHCT-
aeTckui kapauosor Cesepo-3anannoro deaepansHoro okpyra M3 PO, nepsblii BHIIe-IPE3HIEHT
Accouuanuu netckux kapauosoros Poceun (Cankr-IlerepOypr).

2. I'poswoa Oubra CepreeBHa — JL.M.H.. INIABHbIH Hay4HBIH COTPYIHHMK OT/eNa JETCKON
kapauosorud u apurmonorun OCIl «HaydyHo-ucenieioBaTe/IbCKUi KIMHHYECKHH HHCTHTYT
neMaTpHH U IETCKOH Xupypruu umeHu akanemuka lO.E. Benptumesa» ®I'AOY BO PHUMY
uMm. H. H. Iluporoa Mumnzapaa Poccuu, wien BOO «Accounanus JICTCKUX Kap/IHOJIOroB
Poceuun.

3. HpsuxoBa Cperiana IBajibJoBHA — K.M.H., Bpad—iyismononor, OCII «Hay4yno-
HCCIIe/I0BATEbCKHH KIIMHHYECKHH HHCTHTYT NEJAHATPUH H IETCKOH XMPYPrid HMEHH aKkaJeMHKa
I0.E. Benstumeray @OIrAOY BO PHUMY um. H. W. ITuporoBa Munsapasa Poccuu, 4jien
Herckoro Pecninparopuoro O6uiecTBa. A0ueHT Kadeapbl reHeTUKU 00J1e3Hel OpraHoB JbIXaHHs
OI'BHY «Meauko-renerndecknit Hayunbiii uentp H.I1. boukosa».

4. Emeabanunxk Enena IOpbeBHa — a1.M.H., npodeccop xadeaps neauarpud HMuctutyTa
nocneaunomuoro odpazosanus ®I'bOY BO «KpacHosipckoro rocy1apcTBEHHOI0 MEIHIIMHCKOTO
yHHBepcHTeTa HM. mnpod. B.®D.Boiino-fcenenkoro» Munzapasa Poccun, wuien BOO
«Accoluanus 1eTcKuX Kapauonoros Poccumy.

5. Kosaaés HUropbs AjexkcanapoBu4 — JL.M.H.. npodeccop, coBetHuk jaupekropa ®I'bY
«HMMWL] cepaeuno-cocyaucroit xupyprun um. A.H. bakynesa», Ipesnaent BOO «Accomuanus
JAETCKUX Kapauonoros Poccumy.

6. Muszepunukuit HOpuii Jleonuaposuy — npodeccop, A.M.H., 3aBeAyIOIUH OTIAEIOM
XPOHHYECKHX, BOCHAIMTENBHbIX M amieprudeckux ©Oonesned serkux OCII  «Hayuno-
UCCIIe10BAaTeIbCKUN KIMHMYECKUH HHCTUTYT NeIMaTPHHU U JIETCKOH XMPYPrui HMEHH aKaJeMHKa

10.E. Benstuieran» ®I'AOY BO PHUMY um. H. W. ITuporosa Munsznpasa Poccuu.
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7. Moscecan Pyben PynoandoBuu — jam.n., npodeccop. wien-koppecnongent PAH,
3aBC/YIOUWHN OT/le/ieHHeM KapaHoxupypruu ['BY3 "Jletckuii ropoackoil MHOTONpO(MUIBHBIH
KJIHHUYECKHI CICUHAM3HPOBAHHBIH [EHTP BBICOKHX MEIUIHHCKUX TexHomorui" (Jlerckas
ropojckas 0ojbauna Nel) (1. Cankr-lIletepOp). npodeccop kadeapbl neauarpud U JAeTCKON
kapauonorun PI'BOY BO «Cepepo-3anaanbiii rocy1apcBTeHHbIH MEJIMIMHCKUE YHHBEPCUTET
um. .M. Meunuxosa» Muniipasa Poccuu, uiieH ACCOIMAIIMT CEPCUHO-COCY IMCTLIX XHPYPIroB
Poccuu.

8. Cadupona /luna PammaoBHa — K.M.H.. JOUCHT Kadeapbl TOCHHTAIBHON NEMATPHH
OI'bOY BO «Kaszanckuii rocy1apcTBeHHbIH MeIMIIMHCKIIT YHHBepeHTeT» Munszapasa Poccuu,
uaen BOO «Acconuanms AeTckuX Kapinoaoros Poceuny.,

9. CaasixoBa [dunapa Habrmsaposna — JLM.H., npodeccop, 3asejayioumii kadeapoi
rocouTanbHoOd  neauarpud  «Kasanckuil  rocy/lapCrBeHHbIH  ME/IMIIMHCKHH  YHUBEPCHTETY
Mumnsapasa Poccuu, I'enepanbubiii aupektop BOO «Accoumanusi JeTCKHX KapIHOJIOTOB
Poccuny», unen «Cotroza nenuarpos Poccuy.

10.  Tpyuusa Huna HropeBHa — I.M.H., IJIABHbIA BHEINTATHBIA JIETCKHM CrElHAIHCT-
kapamonor JI3M, 3aBexyrouwlas otaeineHueM kapaudonorud ['bBY3  «Jlerckas ropojckas
KiuHu4eckas OonbHuna MM. 3.A. bawmnseroit JI3M», npodeccop kadenpsl rocnutajibHOH
neauatpun Nel neauarpudeckoro ¢dakynsreta ®I'AOY BO PHHUMY um. H.M. Iluporosa
Munsznpasa Pocuu, uier BOO «Accounanus A1eTCKuxX Kapauosoros Poccum».

11. Imajabn AHTOH AJekceeBHY — J.M.H., BeIymMH Hay4HbIi COTPYAHHMK OTIena
XHpypru4eckoro jedeHus 3adolieBaHUil cepala ¢ NporpeccHpyronleil 1eroyHol runepreH3uei
OI'bY «HMMIL] cepaeuno-cocyaucroit xupyprud uMm. A.H.Bakynesa» Munzapasa Poccun,
Jo1eHT Kadepsl cepaedHo-cocyauctoi xupypruu ®@I'bOY IT10 « PMAHITIO» M3 P®.

12.  YepuorpusoB Hropnr EsrenbeBHu — .M.H., 3aBeJyIOLIHH KapJIHOXHPYPrUYECKHM
oraeneHueM Ne7 OI'BY «HMMUILL cepaeuno-cocymucroii xupyprum uMm. A.H.bakynera»
Munszapasa Poccuu.

13.  SHxosaeBa Jlwavmmia BukrtopoBna — a.M.H., npodeccop, 3aBenyiomuit kadenpoi
NONMKIMHUAYECKOH M HeoTnokHOH neaumatpun PI'BOY BO «bamkupckuii rocyiapcTBeHHbIH
MEIUIMHCKAH yHHMBepcuTeT» Munsapasa Poccun, wien BOO «Acconuauum AETCKHX
kapauoiaoros Poccun.

14. Aunynesuy Ouabra CepreeBHa — K.M.H., Bpau-JeTCKHH KapIHOJIOI KOHCYJIbTATHBHO-
NOJIMKINHKUYecKoro otaeneHus PI'BY  «®enepanbHplii LEHTP BBICOKHX MEIMIIMHCKHX

TexHonorui» Muunsapasa Pocenn (r. Kanuaunrpan).
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KoHpaukT uHTepecoB
Kondnukr uHTepecoB cpeau wieHoB Paboueit rpynmnsl, yuyacTBymoolMx B paspaboTke

JaHHBIX KIIHHHYCCKHX pexome}mauuﬁ, OTCYTCTBYCT.
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Ipunoxenune A2. Merogo/10rusi pa3spaGoTKH KIHHHYECKHX PEKOMEHAA LM

Ny A B W

LlesieBasi ayAHTOPHS IAHHbIX KIHHHYECKHX PEKOMEH/IALIHI:

. Bpauu-nienuarpsr;

Bpauu — nerckue KapIHOJIOTH;

Bpauu — ny1sMOHOJIOTH;

Bpauu — cepieyHO—COCY JHCTBIC XHPYPIH;
Bpauu aHecte3nonoru-peaHuMaToIOTH
Bpauu yneTpa3ByKOBOH JHArHOCTHKH
Bpaun-pertrenosnoru

Tabauua IT1. Illkana oueHku ypoBHe#t goctoBepHocTH nokazatenscts (YJIJI) s

METO/IOB THarHOCTHUKH (JHArHOCTHYECKUX BMEIATEILCTB)

YA | Pacmiugposka

1 Cucrematnueckue 0030pbl UCCIIEIOBAHUI ¢ KOHTpOJieM pedepeHCHbIM METOI0M HIIH
cHcTeMaTH4YecKUd o0030p paHIZOMH3HPOBAHHBIX KIMHHYECKHX HCCICNOBaHHH C
IIPUMCHECHHEM MCTa-aHaJIH3a

2 OTnenbHBIE HCCIICIOBAHMSA C KOHTPOJEM pedepeHCHBEIM METOIOM HJIM OT/eJIbHbBIE
PAaHOIOMH3HPOBAHHLIC KIIMHHYECKHC HCCJICJOBAHHA H CHCTEMaTHYCCKHC 0630pBI
HcenenoBaHuii  moboro  aumzaiiHa, 3a  HMCKIIOYEHHMEM  paHIOMHU3MPOBAHHBIX
KIIMHHYECKHX HCCHCKOBHHHﬁ, € IpUMEHEHHUEM METAa-aHallhH3a

3 HccnenoBanus ©e3 mnoclieIoBaTeIbHONO KOHTPOJs pedepeHCHbBIM METOJA0M HIIH
HCclle/IoBaHHsl ¢ pedepeHCHBIM METO/IOM, He SBJIAIOIIMMCS HE3aBUCHMBIM OT
HCCIIEyEMOT0 METO/1a HITH HEpaHIOMH3HPOBAHHBIC CPAaBHUTEIILHEBIE UCCIICIOBAHHS, B
TOM YHCJI€ KOTOPTHBIE HCCIIe0BAHUS

4 HecpaBHUTe/IbHbIE HCCIEIOBAHUS, OTTHCAHME KIIMHUYECKOTO CITy4ast

5 Hmeerca mume obocHOBanue MEXaHH3Ma }leﬁCTBHH HJIH MHEHHE JKCIIEPTOB
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Tabauna II2. Ilkana oueHku ypoBHeH joctoBepHOocTH mokasarenbeTB (YJIJ) mns

METO/IOB  NMPOQHIAKTHKH, JiedyeHHs M peabuinurtaunn (IpodMIaKTHYECKHX, Jle4eOHBIX,

peadHINTAllHOHHBIX BMEIIATELCTB)

YA

Pacmudporka

1

Cucrematnueckuii 0630p PKU ¢ npuMeHennem Meta-aHanusa

2 Otnenbuble PKM M cucrematuueckue o030pbl vccieoBanuii 00oro au3zaiiHa, 3a
ucknmrouenneM PKH, ¢ npuMenenueM MeTa-aHajausa

3 HepannoMu3upoBaHHble CpaBHUTENbHBIE HCCIIEOBaHMSA, B T. Y. KOTOPTHBIE
HCCIIeI0BaHHS

4 HecpaBHHUTE/IbHBIE HCCIIe/I0BAaHUS, OIIHCAHHE KIMHUYECKOTO CITyYast HIIH CEPHH CJIy4aes,
HCCIeI0OBaHHS «CITy4ai-KOHTPOJIbY

5 Hmeercs nume obocHoBaHHE MexXaHM3Ma JeHCTBHS BMeLIAaTelbLCTBa (JOKIMHUYECKHE

HCCJIGI[OB&HHH) HJIX MHEHHE SKCIIEPTOB
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Tab6mmuma I13. Illkana oueHku ypoBHeH yOemauTenbHOCTH pexomenmauuii (YVYP) nns

METOI0B HpO(l)HHaKTHKH, JHArHoCTHKH, JICHCHHA H peaGHJlI/ITaIIHH (IIpO(I)HJIa}(TH'-[BCKHX,

JAHArHOCTHYCCKHX, He'-!66HBIX, peaﬁpmﬂraunonﬂmx BMGI]_[aTQJ'ILCTB)

yyp

PacmudpoBka

A

CunpHas pexkoMeHJalus (Bce paccMaTpHBaeMble KPHTEPHH 3(()EKTHBHOCTH
(Mcxonpl) SBISAIOTCS BaXKHBIMHM, BCE HCCIEJOBaHUS MMEIOT BBICOKOE HIJIM
YJAOBJIETBOPHTEIIBHOE  METO/I0JIOTHYECKOE  KaueCTBO, HX  BBIBOLBI IO

HHTEPECCYOIIHM HCX0IaM ABJIAKOTCA COI'J'IaCOBaHHI:IMH)

YcioBHas peKoMeHalus (He Bce pacCcMaTpHBaeMble KpHTEPHH 3D PeKTHBHOCTH
(Ucxonbl) ABIAIOTCS BaXXHBIMM, HE BCE MCC/IEOBaHHs MMEIOT BBICOKOE HIIM
YIOBJIETBOPHTENBHOE METOM0JIOTHYECKOe KAayecTBO M/MIM HMX BBIBOJBI 110

HHTEPECYIOIIMM HCXO0JIaM He SIBIISIOTCS COTTaCOBaHHBIMH )

Ciabas pekoMeH1alusl, OTCYTCTBHE JOKa3aTe/IbCTB HaUlelKalllero KauecTsa (Bce
paccMaTpuBaeMble KpUTEpHH 3P HEKTHBHOCTH (MCXO/BI) ABISIOTCS HEBAXKHBIMH,
BCE MCCIIEIOBAaHUS UMEIOT HHU3KOE METOI0I0NHYECKOe Ka4YeCTBO H HX BBIBOJIBI 110

HHTEPECYIOIIUM HCXO01aM HE SBJISIOTCS COTJIACOBAHHBIMH )

HﬂpHIlOK O0HOB/IEHHSA KJIHHHYECKHX pexome}mauui’i.

Mexannzm  OOHOBNEHMS  KIMHHYECKMX  PEKOMEHJAalMi  mpegycMaTpuBaeT WX

CHCTEMAaTHYCCKYIO aKTyalTH3alHi0 — HE PEeXe YeM OJHH pa3 B TPH roJa, a Tak¥Xe IIpH I1OsBJIICHHH

HOBBIX JIAHHBIX C MO3HUIUHA JOKa3aTeJIbHOM MEIWIIAHBI 110 BOIIpocaM JHAarHOCTHKH, JICHCHHA,

Opo(UIAKTHKH M peadWIMTallMd KOHKpPETHBIX 3aboneBaHui, HalM4MH OOOCHOBaHHBIX

NONOIHEeHU/3aMeyaHu K panee yTBepxkaAEHHBIM KP, HO He yaine 1 pa3a B 6 Mecsiles.
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Ipunoxkenue A3. ChnpaBouHble MaTepHa/bl, BKJAKYasi COOTBETCTBHE
NOKa3aHHii K MPHMEHEHHI0 H NMPOTHBONOKA3aHHil, cMOCO00B NMPHMEHEHHs H
A03  JIeKAPCTBEHHBLIX  I[IPenapaToB, HHCTPYKUHH 1O  NPHMEHEHHIO
JIEKapPCTBEHHOI 0 Npenapara

Tadommna 10. [Tonnas knaccuukanus NeaUMaTpPHYECKOH THIIEPTEH3MOHHOH COCYIMCTOM

6ose3nu nerkux (Panama, 2011) [102]

Karteropus Onucanue IIpumepsl
1 IlpenaransHas winn | 1.1. CBA3anHad ¢ DaTOJOrHeH MaTepy WM I1alEHTEI
BpPOXJIEHHAs 1.1.1 IIpesknamncus
neguaTpuyeckas 1.1.2 XoproaMHHOHHT
FUIEpTeH3HOHHas 1.1.3 TIpuem MaTepbio JIeKapCTBEHHBIX CpeJsCcTB
cocyaucras (HecTepoHIHBIE TPOTUBOBOCTIAIMTENBHBIE NIPENAPATEI)

OOIIe3HB JETKHX
1.2. Cpsazannas c¢ ¢eralbHBIM HApYUIEHHEM pa3BUTHA
COCYJIOB JIETKHX

1.2.1. CpsizanHas ¢ eTanbHOH runomiazuel Jerkux

1.2.1 a. UnnonaTuyeckast rHNoNIazyus JIerkux

1.2.1 b. CeMeiiHasi rUTNIONIa3us JErKHX

1.2.1.c. Bpoxxnennas auadparmaibHas rpebia

1.2.1.d. l'enaronynsMoOHaJIbHOE CpallleHUE

1.2.1.e. Cunapom «Typeukod cabnu» (aHOMAIBHBIH
JpeHa)x JErOYHBIX BEH)

1.2.1.f. Cesizannas ¢ ¢eralbHOH KOMIIpeccHued JIETKHX:

OJIMTOTHAPaMHHOH (manioBOIHIE),
oMdarolieie/rTacTpollU3HC, KHCTO3HBIN aJeHoMAaTo3
nerkux, (¢eranbHBle  ONYXOJM H  OIYyXOJIEBHJHBIE
oOpazoBanus

1.2.1.g. CeszanHas c¢ ¢QeralbHBIMH IIOPOKAMU Pa3BHUTHS
cKenera

1.2.2. CpsazaHHas ¢ (GeTaJbHOH 3aJepXKKOH pocrta
Jlerkux/aHomManue pasBUTHSA

1.2.2.a. AuuHO3Has JHCIIa3HA

1.2.2.b. BpoxkneHHas ajibBeoJsipHad AUCILIa3Hs

1.2.2.c. lucnnazuss  aJbBEOJIAPHBIX  KallMILIAPOB €
AHOMAJMSAMH PACIONIOKEHHS JIETOYHBIX BEH MM 0€3 HHUX
1.2.2.d. Jlumpanruskrazus

1.2.2.e. AHOMaJIMH JIETOYHOMH apTepHH

1.2.2.f. AHOMaNUH 1IeroYHbIX BEH

1.3. Cpsa3zaHHas ¢ ¢eTalbHOW aHOMAaNMeH pa3BUTHA cepaua
1.3.1. TlpexkneBpeMEHHOE 3aKpBITHE OBAIIBHOTO OTBEPCTHS
WJIM apTepHaibHOI0 IIPOTOKa

1.3.1.a. Mquonatnueckoe

1.3.1.b. JIekapcTBEHHOE

1.3.2. BpoxkzaeHHble [IOpPOKH cepJlla, CBA3aHHBIE C
00Ie3HBIO JIErOYHBIX COCY/I0B IIOAA

1.3.2.a. Tpaucnosumusi kpynHeix aprepuéi (TGA) c¢
HHTAKTHOH ME}OKeTyI0UKOBOH NeperopoaKom
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Karteropus Onucanne IIpuMmepbl
1.3.2.b. CUHAPOM TUNOIMIA3UH JIEBBIX OTJEIOB CEp/la ¢
WHTAaKTHOH MeXIIpeAcepaHOH MeperopoaKon
1.3.2.c. OKKIIIO3UOHHBIH TOTAILHBINA aHOMAJIBHBIN IpeHax
JIETOYHBIX BEH
1.3.2.d. Atpesus o01el 1eroyHo# BeHbI
2 IlepunaranbHbIi 2.1. Mnuonaruyeckas I1JII'H

nedext amanTanuu

Jgeroudsix cocyaoB | 2.2. IIJII'H. Bei3BaHHAas HJIM CBSI3aHHAs C

(nepcuctupyromas | 2.2.1. Cencucom

JeroyHas 2.2.2. Acniupaiiieii MEKOHHS

THIIEPTEH3Hs 2.2.3. BpoxIeHHBIM IOPOKOM cepara

HOBOPOXKIEHHBIX) | 2.2.4. BpoxkneHHoH auadparmMaibHON IphIKEH
2.2.5. Tpucomueit 13 (cunmpom Ilartay), 18 (cuHapom
Oneapaca) unu 21 (cuaapoM JlayHa) XpoMOCOMBI
2.2.6. JlekapcTBEeHHBIMH IIpenapaTaMi ¥ TOKCHHAMH

3 [lenuarpuueckue 3.1 CucTeMHO-1eroYHbIe HIYHTEI

CEpACYHO- 3.1.1. JIAT, cesizaHHaAs C CHCTEMHO-JIETOYHBIM LIYHTOM C

COCYMCTHIC noseieareM PVRI 6e3 myHTa co cOpocoM crnpaBa-HalIEeBO

3aboneBaHHs 3.1.1.1. OnepabenbHas

3.1.1.2. HeonepaGenbHas
3.1.2 Knaccuueckuii cuHIpoM DiizeHMeHrepa
3.1.2.1. DiizenmeHrep — mpocroe nopaxeHue (aedexrt

MEKIpeaAcepIHOH TIEPEropoJIKH, nedexr
MENKENY TOUKOBOH NEPErOPOIKH, OTKPBITHIHI
apTepUaIbHEIA IPOTOK)

3.1.2.2. DiizeHMeHrep — CJIOXKHOE IOpaxkeHHe (CTBOI,

TMA/JIMIKII, eTMHCTBEHHBIH JKEJTy I04EK)

3.1.3. HeGonpioi nedexr ¢ MNOBBHILIEHHEM IaBJICHHS B
nerouHoi aptepun/PVRI, Hecon3smMepumo BhIlIEe pazMEPOB
nedexra

- B codeTaHuu ¢ JerouHoH rumnorliasuei

- B coyeranuu ¢ HAcIEACTBEHHOH WIIM HMIHONATHYECKOM
MeIHATPUIECKON THIEePTEeH3UBHOM cocyIucTOR Ooje3HH
JIETKHUX

3.2 TlocneonepallioHHAas JIETOYHASA THIIEPTEH3USA NIOCIIE:
3.2.1. 3akpeITHS LLIyHTA C

3.2.1.1 nepcucTHpYIOMMM noBbieHdeM PVRI >3 WU.m?
3.2.1.2 penmmBHpyomMUM nosmmennemM PVRI >3 WU.M?
3.2.2. Onepanyi apTepHalIbHOIO HIIM I[PEACEPIHOrO
nepexjroueHus 1o moBoaxy TMA ¢ HHTakTHOM
MEXOKETY JOUYKOBOH 1MeperopoaKkon

3.2.3. Onmepanuu 1mo MOBOAY OOCTPYKLHMH JIEBBIX OTIEIIOB
cepaua

3.2.4. Onepaiuu 1o moBoay Terpaasl Pamio

3.2.5. Onepanuu no oBoAY aTpPEe3UH JIETOYHOM apTEpPHH C
IMKIT w MAPCA  (Conpmime  aopTO-JIETOYHBIE
KOJl1aTepaiu)

3.2.6. AopTO-I1y IbBMOHAILHOTO LIIYHTHPOBAHUSA
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Karteropus

Onucanue

Ilpumepnl

3.3. Cocyaucras jeroyHas 0oJie3Hb I10CJI€ I10ITAIHOIO
JIeYEHHS 10 MOBOJIY €IMHCTBEHHOIO KETy/104Ka

3.3.1. Tlocne craauu 1 (nmepeBs3ka Jiero4HoH apTepuH,
MoaupuuMpoBanHas onepaius  Hopsyna, rubpuanbie
BMeEIIATE/ILCTBA, aopTOILy ILMOHAIBHBIH UIH
BEHTPHUKY/IIPHO-ITYIbMOHA/IbHBIH IIYHT, CTEHTHPOBaHHE
PDA)

3.3.2. Ilocne nanoxenus aHacromosa SVC ¢ PA (onepanus
I'nenna)

3.3.3. Ilocne TOTAJIBHOTO KaBalyJIbMOHAJILHOTO
aHactoMo3a (onepaius @oHTeHa)

3.4. Tlenuarpuyeckas THNEPTEH3HOHHAs _COCYJAMCTas
00JIe3Hb JIETKUX, CBsi3aHHAs C BPOXKICHHLIMH JedeKTaMu
JIETOYHBIX apTepUii/BeH

3.4.1. TII'CBJI, cBsizaHHas ¢ BPOKIEHHBIMH IedeKTaMu
JIETOYHBIX apTepHii

3.4.1.1. OTxoxaeHue JIeroOuYHON apTepUH OT A0PTEI

3.4.1.2. OxHOCTOpPOHHEE PaCHOJIOKEHHE/OTXOMKIACHHE OT
NPOTOKA/«OTCYTCTBUEY JIETOUHOH apTepHH

3.4.2. III'CBJI, cBsizaHHasi ¢ BpPOXKIAEHHBIMH IedeKTaMu
JIETOYHBIX BEH

3.4.2.1. CunpoM «Typeukoi cabinu»

3.4.2.2. CTeHO3 JIETOYHBIX BEH

3.4.2.3. Cunapom Kanry

3.5. Beno3nas serouHasi rHepTEH3Us

3.5.1. BenosHas JjieroyHas runepreHsusi, o0ycloBlIeHHas
BPOXJIEHHOH OOCTpYKIIMEH myTell NMpUTOKAa WIJIH OTTOKA
JIEBBIX OT/E/IOB cepaua:

3.5.1.1. cTeHO3 a0pTaNBHOTO KjlanaHa,

3.5.1.2. HeJOCTAaTOYHOCTE A0PTaJILHOTO KilanaHa,

3.5.1.3. MHUTpaJIbHBIH CTEHO3,

3.5.1.4. muTpanbHas peryprurtanms,

3.5.1.5. Ha/IK1anaHHOE KOJIBLIO MHTPAJIbHOTO KjlanaHa,
3.5.1.6. OKK/TI03H JIETOYHBIX BEH,

3.5.1.7. TpexnpejicepiHoe cepale,

3.5.1.8. dpubpoanacTo3s sHAOKApAA,

3.5.1.9. runonnasus geBoro xenynouka/cunapom Illona,
3.5.1.10. BpoxaeHHas KapAUOMHONATHUS,

3.5.1.11. pecTtpukTHBHBIII JedeKT MexKIpeacepaHON
NeperopojIKi MpH CHHIPOME THUIOIJIA3HH JIEBBIX Kamep
cepaua

3.5.2. BeHo3Has nero4Has THIEPTEeH3Hs, 00yClOBIeHHAas
npuoOpeTeHHbIM 3a00IeBaHHEM JIEBBIX Kamep cep/ua
3.5.2.1. 3abosneBaHHe KiamaHOB (peBMaTH3M/mocle
IHIAOKAPUTA/IIPH PeBMAaTOUIHOM apTPUTE)

3.5.2.2. PectpukTuBHas / JunaranHoHHas /
runeprpoduueckas KapaIHOMHOTIATHS

3.5.2.3. KOHCTpHKTUBHBIH IIEpUKAPIHT
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Kareropus Onucanne IIpumepsbl
4 Bponxo-nerounas | 4.1. C runonnasuei JECOYHBIX COCYJIOB
IUCILIA3UA 4.2. Co cTeHO30M JIerOYHBIX BEH
4.3. C anactonuyeckoit JuchyHKIIHEH JIEBOro XKeay10uKa
4.4. C cuCcTeMHO-JIETOYHBIMH IIYHTAMU:
4.4.1. aopTosieroyHsle KoJnaTepaIn
4.4.1. nepexT MeXKNpeaCcCepAHOR NTEPEropoaKH
4.4.1. oTKpbITHIH apTepHaIbHBIN IIPOTOK
4.4.1. nehexT MEXKKeTy JOUKOBOH IEPErOPOIKH
4.5. Co 3HaYMTeNbHOMN rMIepKaNHUeH W/UJIH THIOKCHEH
5 H3onuposannas 5.1. Upnonaruyeckas PPHVD/ PAH
nenuaTpuyeckas 5.2. Hacnencreennas PPHVD/PAH
runieprensuonnas | 5.2.1. Ten  BMPR2  (peuentop 2  KOCTHOIO
cocyaucras Mop¢oreHeTHuecKoro denka)
00ne3Hb nerkux | 5.2.2. I'en Alk 1 (axTuBMH-peLienTOopononoOHas kMHa3a 1),
HIIH SHIOTIHH
H30JIMpOBaHHas 5.2.3. HeycraHoBieHHas reHeTHYeCKas [IPUpO/ia
neauaTpuyecKas 5.3. JlexapcTBEHHBIE CPEACTBA ¥ TOKCHHBI
(JIAI')  nerounas | 5.3.1. KonkpeTrHas CBs3b:
THIIEPTEH3UA 5.3.1.1. cHHAPOM TOKCHYECKOT'O Macja
5.3.2. BeposiTHas cBsi3b:
5.3.2.1. AMberaMuHBI
5.3.4. Bo3MoxHast CBS3b:
5.3.4.1. Kokaun
5.3.4.1. Merundennar
5.3.4.1. JInazoxcua
5.3.4.1. Iluknocnopux
5.3.4.1. @enunnponaHoIaMHH
5.4. Jlerouynas BeHO-OKKIIO3MOHHas Oone3ns (JIBOB)
H/WJIH JIETOYHBIH KanUJUISIPHBIH reMalnruoMaros
5.4.1 Unuonaruyeckas JIBOb
5.4.2 Hacnencreennas JIBOb
6 Muorogakropras | 6.1. CHHAPOMEI ¢ BPOXJICHHBIMH IIOPOKAMH CEpALa
neauaTpu4ecKkas 6.2. CunpoMel 0e3 BpOKIEHHBIX [IOPOKOB Cepia
runepTeH3uBHAsA
cocyaucras [Iyskter 6.1 ®W 6.2 MoOryr BKIIOYaTh acCOLHAIHIO
Gonesnr nerxkux B | VACTERL, cuapom CHARGE, cunapom Ilonanaa,
COYETaHUH ¢ | cunapom Anamca-OsuBepa, CHHIPOM «TYpelKoH cabmmy,
BPOXKICHHBIMHU tpucomuto, curapom Ju Jxopmxu, cuniapom Hynawna,
MOPOKaMH 6onesnn ¢GoH PexknuHrayseHna, cuHapom Dursun, CHHAPOM
pa3BHTHSA Kanty
7 [lenuaTpuyeckue 7.1. MyKOBHCLIH103
3a0oneBaHus 7.2. UuTepcTHIHAIBHBIE TOpaXKEeHUs JIETKHX:
JIErKHX cypdakranTHag OelKoBasg HEAOCTATOYHOCTH H IIp.
7.3. HapyieHnue np1xaHus BO CHE
7.4. ledopmarinu rpyAHOH KJIETKH M IO3BOHOYHHKA
7.5. PectpukTuBHas 00JE3Hb JErKHX
7.6. XpoHHYECKHE 0OCTPYKTHBHbIE 3a00/1€BaHHs JIETKHX
8 [Tequatpuueckue 8.1. Xponuveckne TpoMOOIMOOIHH, CBA3aHHBIE C
TpoMbo- [eHTPaJbHBIMH BEHO3HBIMH KaTeTepaMH
sMOonUecKue
3a00J1eBaHuK,
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Kareropus Onucanune IIpumepsbi
BBI3BIBAIOLIIHE 8.2. Xponuueckue TpomMOOIMOOIHH, CBS3aHHBIE C
HeIHaTPHUECKYI0 | 3NeKTpoAamm 3HAOKaPANANbHBIMK ans
TUIEPTEH3UBHYIO KaRpANOCTUMYyAaLBA
COCY ARCTYIO 8.3. XKeny noukoBo-npecepaHbIi HIyHT npH
00JIe3Hb JIETKHUX ruzporedanu

8.4. CeprnoBHIHOKIIETOYHAS aHEMHS

8.5. [lepBHuHBIi sHI0KapIHAIBHEIH HUOpo3IacTO3

8.6. AHTHKapAHOIMIIUHOBEIH/aHTHOCHOTHITH THBIIH
CHUHJIPOM

8.7. MeTtunManoHoBas alldJIeMHsI H TOMOIIHCTHHY PHS

8.8. 3nokayecTBeHHbIE HOBOOOPA30BAHMS: OCTEOCAPKOMA,
onyxons BuneMca

8.9. CocTosiHHE MOC/IE CIVIEHIKTOMUH

Munobapuueckas
THIIOKCHS

9.1. Orék nerkux Ha GOJBIIOH BBICOTE

9.2. JleTckas nofoctpas ropHas 00s1e3Hb

9.3. bone3np Momxe (ropHas 6oje3ns MoHKe)

9.4. 'mnobapuueckas runoKcHs, CBA3aHHas C:

9.4.1. IUI'H

9.4.2. BIIC

9.4.3. H30IHPOBAHHOM HHOTIATHYECKOH HIIH
HACJE/ICTBEHHOH  NeAMaTpU4ecKo  CUIepPTeH3UBHOMH
cocyIUCTOH 60JIE3HBIO JIETKHX

10

IlennaTpuyeckas
TUIIEPTEeH3UBHAs
cocyaucTas
0O0JIe3Hb IETKHX,
CBSI3aHHAs C
HapylIeHHEM
JIEATENIBHOCTH
JpPYTHX CHCTEM

10.1. Tlenmarpuueckas MOpTAILHAS TUIIEPTEH3HS

10.1.1. BpoxaeHHBII BHENIEYEHOYHBIH MOPTO-KaBaIbHBIH/
[IOPTO-CHCTEMHBIH LIYHT (HanpHMep, CHHApoM AOGepHeTH,
J€BO-TIpEACEPAHBIH H30MEPH3M, TPUCOMHS, aTPE3Us HIIH
TpoM0O03 BOPOTHO# BEHBI)

10.1.2. Lluppo3 neyeHu

10.2. JlerckHe reMartonoruueckne 3a00neBanns

10.2.1. 'eMoIHTHYECKHE aHEMHH:

10.2.1.1. B-ranaccemus,

10.2.1.2. cepnoBHAHOKIETOYHAS aHEMHA

10.2.2. Ilocse crineH3KTOMHH

10.3. TTlennaTpuyecKHe OHKOJIOTHUYECKHE 3a00I€BaHNs
10.3.1. IlennaTtprueckas THIEPTEH3NA JIETOYHOH apTepuH,
CBA3aHHAsA CO 3JIOKAYECTBEHHBIMHY 3a00JIeBAHHSAMH

10.3.2. Jleroynas BeHO-OKKIIO3MOHHAs Oo0le3Hp IOcCie
TpPaHCIJIAaHTAI[HH KOCTHOTO MO3Ta H XMMUOTEpaInuu

10.4. TlenuarpuueckHe meraboaHyecKHe/SJHIOKPHHHBIE
3aboneBaHus

10.4.1. Bonesus ['ome

10.4.2. I'nukoreHo3sl

10.4.3. HekeToHOBast THIIEPTITHI[UHEMHUS

10.4.4. CuHAPOM MHTOXOHIPHAIBHOTO HCTOIICHHUSA

10.4.5. MyxkornoiaucaxapH10356l

10.4.6. I'unotupeos/runeprupeos

10.5. IleguaTpuuecKkHe aYTOMMMYHHEIE H
ayTOBOCHAIHTEIbLHbIE 3a001eBaHNs

10.5.1. POEMS-cunapom
10.5.2. CmemanHble 3a001eBaHUS COSTHHHTEIBHOH TKAHN
10.5.3. Cxneponepmus (orpannyeHHas U auddysHas)
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Onucanue Ipumepsbl

10.5.4. IlepMaToMHO3UT

10.5.5. Cucremuas kpacHas Bomdanka (CKB)

10.5.6. AuTHKapAHOIMNUHOBEI/ anTHdOCGHOHITHAHBIH
CHHJIpOM

10.5.7. OBeHHIBHBIH apTPHT ¢ CHCTEMHBIM HAa4alloM
10.5.8 Jlerounas BeHO-OKKIIO3HOHHas Oose3ns 1 CKB
10.6. Ilenuarpuyueckne HHGEKIHOHHBIE 3a00JIeBAHHS
10.6.1. llIncTocomaros

10.6.2. BUY-undexms

10.6.3. TyGepky:e3 nerkux

10.7. Ileauarpuyeckas XpoHHUYECKas MOveYHAas
HE/I0CTaTOYHOCTh

10.7.1 Jlerounas runepTeH3Hs J10 Havajla JIHajin3a, a TakxKe
B X0/I€ TeMOJIHAJIH3a WITH IEPUTOHEATEHOTO THAJIH3a
10.7.2 JlerouHas BeHO-OKKIO3HOHHAsA OO0JIeE3Hb [OCHE

TpaHCIJIAaHTallHH TMTO4YKH

Tabanua 11. @ynknuonansHas knaccudukanus geroyHoi runeprensun (BO3) [181]

Kaace

Onucanne

I dK

Her orpanuuenuii oObl4HOH (U3HYECKOH AKTMBHOCTH, OHA HE BbI3BIBACT
NOBBIIIEHHOH OJBILIKH, ycTanocTH, Ooliell B Ipydd MM IpeICHHKONAIbHBIX
COCTOSIHHH.

I ®K

Jlerkoe orpanmuenue Quznueckoi axkTuBHOCTH. Jluckomdbopt B mOKOE
OTCYTCTBYET, HO OObIYHAs (pU3MYecKash aKTHBHOCTH BbI3bIBACT IMOBBIIICHHYIO
OJBILIKY, ¢1abocThb, 60JIb B IPy/AHOM KIeTKe WIH NPEeCHHKONATbHBIE COCTOSTHHS.

111 ®K

3HauMTe/IbHOE OrpaHHyeHHe (U3MYecKOH AaKTUBHOCTH. B COCTOSHHHM I10KOS
nuckomdopra Her, HO (U3HYeCcKass AaKTUBHOCTh MEHbIE OOBIYHON BbI3BIBAET
NOBBIIIEHHYIO OJBILIKY, YCTalocTh, O0Ib B TIPYJIH HIH IPECHHKONAIbHbIE
COCTOSIHHSL.

IV ®K

Onpllnka W/HIH YCTaNOCTh B COCTOSIHHM TTOKOS, YCHIIHBAIOIMECS NPAKTHYECKH
IpH MWHHMaIbHOH (U3HYeCKOH aKTMBHOCTH. MoryT ObITh [PH3HAKH
ITPaBOJKEI1y JOYKOBOH HEOCTATOYHOCTH.
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Tabauna 12. [lennarpuyeckast GyHKUHOHaANbHAS KiaccuuKalus s JieTeil B Bo3pacre
0,5-1 rona [182]

Kaacce

JeTH ¢ JerovuHoii runeprexzueii

I

OTC)/TCTBHG CHMIITOMOB, POCT COI'JIaCHO COOCTBEHHBIM IPOUEHTHIIAM, (l)HBH'-ICCKaﬂ
AKTHBHOCTbL HE€ OIrpaHHYCHA. HOHBH}KHOCTL, CHICHHC, XBaTaTeJIbHbIH peqmexc,
CTpEMIJICHHE BCTATh, [10JI3AHHE, UI'pa.

1

HesnauurtensHoe orpaHuyeHHe (U3MYECKOH aKTHBHOCTH, 4Ype3MepHas OJbIIIKa U
yTOMIIIEMOCTh 1IpH urpe. OrcraBanue B (u3nveckoMm pa3BuTHH. B nokoe — komdopr.
[IpoomxeHne pocTa coraacHo cCOOCTBEHHBIM IPOLIEHTHIISIM.

IIla

BripaxxeHHoe orpaHnueHre ¢uzuueckoi akTHBHOCTH. Perpecc ¢pu3nyeckux HaBBIKOB.
IIpekpamienue mnosnsanus. TuXxoe mMoBeneHHe M HEOOXOJAMMOCTH YacTOrO CHa.
Hepemmnrensnocte. B mokoe — komdopr. Harpyska Huke OOBIMHOH BBI3BIBAET
4Ype3MEpPHOE YTOMIJIEHHE HJIH OOMOpPOK H/WiM InpenoOMopouyHoe cocTosHHe. Poct
3ame/uieH. AnneTHT cHUKeH. TpeOyeTcs Tinate/lbHOE MEeUHIIMHCKOE HabmoieHue.

I11b

BblpaxkeHHOe 3aMmelUleHHe pocTta. ANneTut cHikeH. JlOMOJHWTENbHOE IHUTaHHE.
Harpy3ka Huxe 0ObIMHOIT BBI3BIBAET 4pe3MEpPHOE YTOMIICEHHE MM oOMopok. Ilmoc —
XapakTepucTuki kiacca [lla.

1AY

HeBO3MOXKHOCTL [TEPEHOCUTh Kakue-THOO Harpy3ku 0e3 4pe3MepHOH OJBILIKH,
YTOMISIEMOCTH MM 0oOMopoka. OtcyTcTBHe oOmieHHs ¢ wieHaMH ceMbH. OOMOpokH
H/MJIH [IpaBOJKeJly I0UKOBasl HelocTaroyHoCThb. [lioc — xapaktepucTuky kiacca I11.

Tab.mna 13. Tlexnarpuueckas GyHkMoHanbHas Kiaccubukauus Uit JeTeil B Bo3pacte
1-2 net [182]

Knace

HetH ¢ nerounoii runeprensueii

I

OTcyTCTBHE CHMIITOMOB, POCT COINIACHO COOCTBEHHBIM MPOLEHTHIIAM, (u3Hyeckas
aKTHBHOCTb He orpaHuyeHa. CTosiHMe, cTpeMIIeHHe K Xoap0e/X0ap0a, 1a3aHue.

Il

HesnauuTenbHoe orpaHuyeHve (U3MUECKOH AKTHBHOCTH, Ype3MepHas OJbIIKa H
yTOoMIIseMocTh npu urpe. OtctaBanue B pusnyeckoM pasButuu. B nokoe — komdoprt.
ITpogomxkenHe pocta corjacHo cOOCTBEHHBIM ITPOLICHTHIIAM.

I11a

BripaxkenHoe orpaHHueHue (puzvueckol akTHBHOCTH. Perpecc ¢pu3n4YeCKHX HaBBIKOB.
Hexenanune wurpate. Tuxoe mnoBeaeHHe ¢ HEOOXOJWMOCTH 4YacTOro  CHa.
HepemnrensHocte. B mokoe — xomdopr. Harpyszka Huxe oObIYHONH BBI3BIBAaeT
4Ype3MEPHOE YTOMIIEHHE HIIM 0OMOpOK M/WiIM npenobmopouHoe cocrosiuue. Poct
3aMEIJICH. ANTEeTHT CHHXKEH,

IIb

BripaxkeHHOe 3amejuleHHe pocTa. AMNNETHT CHHUXKEH. JIOMOJHHUTENbHOE IHTaHHE.
Harpyska Huke 0ObIMHOM BBI3BIBAeT upe3MepHOoe yTomieHue uiu oomopok. Ihmoc —
XapakTtepuctuku knacca [1la.

AY

HeBO3MOXKHOCTB 1EPEHOCHTh Kakue-THOO Harpy3kH ©e3 upe3MepHOM  OJBIIIKH,
YTOMJIAEMOCTH WM 0OMopoka. OTcyTcTBHE OOINEHHSA ¢ WieHaMH ceMbH. OOMOpOKH
W/HUITH TpaBOXKENYI0UKOBas HeaocTaTouHoCTh. [Imoc — xapakrepuctuxu knacca II1.
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Tabauna 14. Ilennarpuueckas pyHKIMOHAIBHAS KIacCH(UKALMS s IE€Tel B BO3pacTe

2-5 net [182]

Kaace

JeTH ¢ nerouHoii runepreHsneii

I

OTcyTCTBHE CHMIITOMOB, POCT HOPMAJIbHBI, PeryjisipHOe MOCELIEHHE JEeTCKOro cajia
(sacneit)/mkonbl, ¢uU3MUECKas AKTUBHOCTHL HE OrpaHMYeHa, 3aHATHA CIOPTOM C
OIHOKJIAaCCHHKaMH.

11

HesnauutenbHoe orpanuuyeHHe (GU3MUYECKOHl aKTHBHOCTH, upe3MepHas ObIIIKA U
YTOMJISEMOCTh TIPH HMIPax ¢ oJHoKJIaccHHKaMmH. [locemmaemocTh IeTckoro caga
(sscneit)/iukonbl — 75%. OtcraBanue B duszndeckoM pa3Butuu. B nokoe — xomdopr.
ITpojoizkenne pocTa cOrjiacHo cOOCTBEHHBIM MPOLEHTHIAM. Bonu B rpyHOH KieTke
OTCYTCTBYIOT.

ITla

BeipakeHHoe orpaHuueHHe (QH3HYECKOH aKTHBHOCTH. Perpecc ¢hu3H4YeCKHX HaBBIKOB.
Hexenanue momHuMaTbes 10 JIECTHHIE M MIpath ¢ Apy3bsMu. HepemunrtensHocts. B
nokoe — komdgopr. Harpyska Huke 0ObIMHOM (0/leBaHHME) BBI3BIBAET Ype3MepHOE
YTOMJIEHHE, OJBIIKY, OOMOpPOK H/WIM NpeaoOMOpoOYHOE COCTOSHHE HIH OO0/lH B
rpyasoi knerke. [ocenaeMocTs geTckoro cana (sciei )/ mxons — 50%.

[1Ib

HeBo3MoxHOCTE mocelarh SCIM/IIKOIY, HO XOpoulas MOJABHXKHOCTH B JIOMAaIIHUX
yeioBusax. Jlns nepensukeHuit BHe Jioma TpeOyeTcsi Kpeclo-KoJiscka. 3aMe/uleHHe
pocta. Annetut cHWieH. JlonmonHuTensHoe mnHTaHue. Harpy3ka Huxe 0OBIMHOH
BBI3BIBAET Ype3MEpHOe yTOMIIEHHe, oOMOpok unu Ooiu B rpyaHoi kierke. Ilmoc —
XapaktepHcTHKH Kiacca Illa.

v

HeBO3MOXKHOCTE 1EpEeHOCUTh Kakue-THOO0 Harpy3kd 0e3 4Ype3MepHOH OJIBIIIKH,
YTOMIIIEMOCTH, 0OMOpoKa Hiu OoJjei B rpyaHoil knertke. HeBo3MOKHOCTE Moceliarh
LIKOJLY, 3aBUCHMOCTB OT KpecJ1a-KOJIACKH, OTCYTCTBHE O0LIEHHS ¢ Apy3bsiMu. OOMOpokH
W/HMJIH TTpaBOMXETYI04KOBasg HeIOCTaTOuHOCTE. I Lmoc — xapakrepucTuku Kiacca I11.

Tabamua 15, [leguarpuueckas GyHKuHOHANBHAs KilaccudUKaus Uis JleTei B Bo3pacTe
5-16 net [182]

Knace

JleTH ¢ lero4Hoi runeprensuei

I

OTCyTCTBHE CHMITOMOB, POCT COIJIACHO COOCTBEHHBIM IPONEHTHIISAM, DPEryJsipHOe
IMOCCIICHHUE LIKOJIbI, (1)!’131-{'-[8(:1(351 AKTHBHOCTH HE€ OI'paHHYCHA, 3aHATHA CIIOPTOM C
OJHOKJIACCHHUKaMH.

II

HesnauurensHoe orpaHuuyeHue ¢(u3MueckoH aKTHMBHOCTH, upe3MepHas OIbIlIKa H
YTOMIIIEMOCTh NpPH Hrpax ¢ ojaHokinaccHHKamu. Ilocemaemocth mkomsl — 75%.
OrcraBanne B (u3uueckoM pa3BUTHH. B mokoe — komdopr. Ilpomomkenue pocra
COrJIaCHO COOCTBEHHBIX MpoUeHTHIeH. bonu B rpyiHOH KJI€TKe OTCYTCTBYIOT.

Ila

Bripaxkxennoe orpanuyenue (Qusndeckod axkTUBHOCTH. Heskenanue 3aHUMaThCS
cnoproM. B nokoe — komdopr. Harpyska Hike OOBIMHONH BBI3BIBAET Ype3MEpHOE
yTOMJIEHHE, OJIBIIIKY, 0OMOpPOK MK GonH B rpyaHoi kierke. [ToceniaeMocTh MIKOJIBI —
50%.

[Ib

HeB03M0XHOCTE mocemaTh KoY, HO XOpoluasi [1OIBHKHOCTh B JIOMAIIHUX YCJIOBHAX
H IpH OOIEHNH ¢ Ipy3baMH. JI1s niepeliBUKeHUH BHe JoMa TpeOyeTcs Kpeciio-KoJIscKa.
3amemenne pocta. Annetut cHuxeH. JlomomuurtensHoe nutanue. Harpyska Hipke
0oObIYHON  (OZIeBaHHME) BBI3BIBAET YPE3MEPHOE YTOMJIEHHE, OOMOpPOK  H/HIH
1pe0OMOpPOYHOE COCTOsIHHE MM 00iu B rpyaHoit kietke. [lmoc — XxapakTepHCTHKH
Kiacca llla.

v

HeBo3MOXKHOCTE TNEpeHOCHTh KakHe-MO0 Harpy3ku Oe3 upe3MepHOH OJIBIIIKH,
YTOMJIIEMOCTH, 0OMopoKa M Ooseil B rpyaHoit kieTke. HeBO3MOXKHOCTD MocenaTh
LIKOJTY, 3aBHCHMOCTB OT Kpec/a-KOJIsICKH, OTCYTCTBHE 00LIeHHs ¢ ApY3biMu. OOMopokH
W/WJIH ITpaBOsKeJy109K0Basi HeocTaTo4HoCTh. [1moc — xapakTepuctukH knacca 1.
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Perynapubiii MOKUTOPUHT GaKTOPOB pUCKa
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IIpunoxenne B. Undopmauus s naunenra

Jlerounas runepreHsHs — yrpojkaroliee naToJIorHYecKoe COCTOAHHE, KOrJla B JIEMKHX
YXyAUaeTcs UPKYJIAIHS KPOBH U Cep/lly CTAaHOBUTCA KpaliHe TpyanHO pabotats. MMeHHO Tak
MPOUCXOJHT y AeTeH, CTpajarouX 3THM MOTEHIUATBHO CMEPTEIbHBIM 3ab0ieBaHHEM, J0JIT0e
BpeMsl CYHTABLINMCS HEU3JICUUMBIM.

Oppinika, cepaieOMeHne M MOBBINICHHAS YTOMISEMOCTh 3aCTABJSIOT JyMarh, 4TO
y pebénka 6one3ns cepala wim actMa. Ho B psijie ciiy4aeB 3TH CHMIITOMBI MOTYT GBITh BBI3BAHBI
NaTOJIOrHYECKUMH H3MEHCHHSAMH KPOBEHOCHBIX cocynoB Jerkux. Cocyapl CTaHOBATCS Bce
Dosiee u Oostee y3xkuMH. B pesynbrate Bce MEHBIIIE KPOBH JOXOAUT JIO0 BO3AYUIHBIX MEIOYKOB
(anpBeON) NETKMX, 3aTPyAHAs IOJyYeHHE OpraHu3MoM peO&HKa kuciaopoma., OurymeHus
CTpafalolIuX JIErOYHOH THIIepTeH3Hed MoJ00HB MpeOBIBAHHUIO HA BBICOTE HECKOJIBKUX ThICHY
meTrpoB. Cepaune Bemer Bce 0olee  OKeCTOYEHHYHO 0OOpbOYy ¢ JONOJHHTEILHBIM
CONMPOTHBIICHUEM, CO3/IaBAEMBIM CY)KEHHBIMH KPOBEHOCHBIMH COCY/IaMH, II0Ka B KOHIIE KOHLIOB
HE OTKa3bIBaeT.

Y HEKOTOPBIX JIeTeH MOBBIIIEH PHCK Pa3BUTHS JIETOYHOM THIIEPTEH3HH, HAIPUMED, IIPH
NOPOKe cepala, ayTOMMMYHHBIX 3aboseBaHMAX, OpoHXOJeroyHo# mucriasuu wim BUY-
uHpexuu. [IpaBHIBHBIH AHArHO3 4YacTO YCTAHABJIMBAIOT CIMIIKOM TO34HO. [loCKONBKY
Jero4yHas THIIEPTEH3Hs pa3BHBAeTCs I[IOCTEIIEHHO M Ha HAYaTbHOM 3Tale CHMIITOMBI
OTCYTCTBYIOT, €€ 4aCTO NMArHOCTHPYIOT YK€ B Tké€noH crazuu. Kak npaBuno, tpebyercs
KOHCYJIbTAIlHsl HECKOJIBKMX Bpadei, Ipexae uYeM YJaeTcs IOCTaBHUTh ITHArHo3 JIErOYHOH
runeprensud. BaxHyio MHpOpMaLMIO MOXHO HOJIYYHTH NpHU  IXOKapauorpaduueckoM
Hcenenoanuu. Ilomydyennsle naHHble HEOOXOIMMO, €CIIM MO3BOJISIET COCTOSHHE IAlMEeHTa,
NOATBEPINTL, HANPAMYIO H3Mepss JaBIeHHE B CEpIALE W cocylaX IpH 4Ype3BEHO3HOH
KareTepu3aluy cepua.

Ecnn ynaércs BwigsBUTH 3a0oiieBaHHe Ha paHHEW CTaIUHM, MOYXHO CTaOMJIM3HpPOBATH
COCTOSIHHE NAlIHEHTa K MOJUIEPXKUBATE O0Jiee BLICOKOE KayecTBO HU3HU. HemaBHO eIMHCTBEHHOM
HAZIeKJOM NI MalMEeHTOB C JIEro4HOll rumnepreH3uell Obuia mepecaaka Jerkux. OIHAKO yiKe
celiyac MMeeTCs BO3MOMKHOCTH 3(Q@EKTHBHO JEYHUTH JNErOYHYIO THIEPTEH3HIO CIeNHabHBIMU
JeKapCTBEHHBIMU IIperapaTaMH.

Kaxplii opraHusm pearupyeT Ha METOIbI JIeUeHHs M JICKApCTBEHHBIE Ipenaparhl I10-
pasHomy. IloaToMy cka3aThb, Kakue M3 HHX OKaxyTcs Haubosee NeHCTBEHHBIMH HMEHHO IS
Bamero peGenka, 6e3 crienuansHOro o0caeI0BaH|s | MOCIEAYIOUIEr0 MOCTOSHHOTO HaO IO IEHUS

HE MMpeAcCTaBIsICTCA BO3MOYKHBIM. HpOKOHC}’HBTprﬁTECB ¥ CBOETO JIedaliero Bpayda.
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Ipuiaoxkenne I'l-I'N. IIkajbl oueHKH, BONIPOCHHKH H JApyrde OLEHOYHbIE

HHCTPYMEHTbI COCTOSAHHA nmangHeHTa, INpHBEACHHLIC B KJIHHHYECKHX

PEKOMEHAALHAX

He npumensitotes
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