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Crmcoxk coxkpalueHun

AJl — apTepuabHOe JaBjeHue

BJIJ], — 6poHxojierouHast JUCIuiasus

BO3 - BcemupHast opraHmu3anys 34paBoOXpaHeHUs

BIIC — BpOXOeHHbIN IIOPOK cepilia

HN3JIA — naBieHue 3aKJIMHUBAHMS JIETOUHOM apTepumn

WJIAT — uauornaTuyeckas JierouyHasi aprTepuaibHasi rTuIiepTeH3us
NJICC — MHAOEeKC 1ero4HOro COCYAUCTOTO CONIPOTUBIIEHUS

KT - kom1bloTepHast Tomorpadusi

JIAT — nerouyHas aprepuajibHas TUIIEPTEH3US

JII' — neroyHas rurepTeH3ns

MHO - mexpyHapogHOe HOpMain30BaHHOE OTHOILIeHe

MPT - MarHUTHO-pe30HaHCHast ToMorpadus

HM3 - HepBHO-MbIIIIEYHbIE 32001€BaHMS

[TJITH — mepcucTupyrouas JerouHasi rurnepTeH3uss HOBOPOXKIEeHHbIX
CU - cepaeuHblil MHIEKC

T6MX — TecT 6-MMUHYTHO XOIbObI

TOJIA — TpoMO0IMOOMS JIETOUHO apTepun

V3U - yibTpasByKOBOe UCCIeg0BaHNe

®3 - denepanbHbIN 3aKOH

®K- ¢GyHKIMOHATbHbINM KIacc

XTIJIT' — XpoHMUUeckass TpoMO603MOoIMUecKas 1erouyHast runepTeH3us
XCH - xpoHuyeckas cepeyHasi HeJOCTaTOYHOCTb

YCC - yacroTra cepmeuyHbIX COKpallleHuM

IKT - snexTpokapayuorpadus

9XOKT - axokapauorpadus



BNP — M03roBoi1 HaTpUitypeTudeCKuin IemnTu;

mMPAP\mMSAP - oOTHollleHMe CpegHero [aBjieHUs B JIETOUHOM apTepum K
CpegHeMy CCTEMHOMY apTepyualibHOMY JaBJI€HUIO

NO - okcup asora

NT-proBNP — N-TepMUHa/IbHBIIT MO3TOBOI HATPUMYPETUUECKUIA TTETITU]L
QOp\Qs — coOOTHOIIIEHNE UHIEKCOB JIETOUHOT'O U CUCTEMHOT'O KPOBOTOKA
PaO9 - nmapuyanbHOi HalIpsKeHMe KMCI0POoa B apTepuaibHOM KPOBU
SaO9 — HachllleHMe apTepuabHOM KPOBY KMCIOPOLOM

TAPSE - cucronmueckasi 3KCKypcust ¢puOpO3HOT0 KOJIbIla TPUKYCIIUAATbHOTO
KJlaraHa



TepMMUHBI U OIIpeae/IeHUSs

T'unepreH3sMOHHAsA COCYAMUCTasE OoO/Ie3Hb JIETKUX - 3abojeBaHue,
IIPOSIBJISIIONIEECS pEeMOEe/NMPOBAHMEM JIETOYHOM COCYOMCTOM  CTEHKM,
TOBBILIEHMEM JIETOUHOTO COCYOUCTOrO CONPOTUBJIEHUSI U JaBJI€eHUS B
JIETOYHOW apTepum.

VauomnaTudeckasi JierouHasi apTepuajbHasi TUIIEPTEH3USA — IMarHo3-—
VUCK/IIOUEeHMe, O3Havarllui cropagudyeckuit ciaydaim JIAIT B OTCYTCTBUU
reHeTUYeCKMX, XPOMOCOMHBIX aHOMAJIMIA WM U3BECTHBIX TPUTTEPHBIX
($haKkTOpOB, aCCOLMUPYIOIIMXCS C PUCKOM pa3BuTus JIAT.

JlerouHasi TMIIepTeH3UsA y JeTei — IOBbIlleHue CpedHero OaBjIeHUS B
JIETOYHO apTepuy > 25 MM PT. CT., OIpele/ieHHOe B IIOKOe MeTO[OM
KaTeTepusaluu cepalia y geTei 3 MecsieB U CTapiie.

JlerouHnast aprepuaabHas (IpeKanwWIApHasi) TUIIEPTEH3US y AeTen C
OMBEHTPUKY/ISIPHOM TreMOAMHAMMKOM — COCTOSIHME, TIpM KOTOPOM
CpemHee [aBjieHMe B JIETOYHOM apTepuu, OImpeleeHHOe MeTOI0M
KaTeTepusaluu cepana, cocrasasier > 25 MM pT. CT., [JaBjeHue
3aKJIMHUBAHMUS JIETOUHOM apTepum < 15 MM pPT. CT., @ MHAEKC JIETOYHOIO
COCYOMCTOTO COTIPOTUBJIEHUS > 3 E,u.Byna\Mz.

JlerouHasi apTepuajbHas (MpeKanWUISpHasi) TUIIEPTEH3UsI Y JeTei ¢
VHUBEHTPUKYIASIPHON TreMOAMHAMMKON — COCTOSIHME, TMpPU KOTOPOM
cpelHee aBjieHMe B JIETOYHON apTepuu > 15 MM pT. CT., MHAEKC JIETOUHOTO
COCYIOMCTOTO compoTuBiaenust > 3 Em. Byaa\MZ, a TpaHCIYIbMOHAIbHBIN
rpailleHT AABJIeHUs > 6 MM PT. CT.

HacnencTBeHHas1 jierouHasli aprepuajbHasi TUMIIePTEH3USA — Haauuue y
6onbHOrO JIAI' IBYX 1 60Jiee YIEeHOB CEMbM C IMOATBEPXKIEHHBIM IMarHO30M
JIAT wnu BbisiB/ieHMe Y O0JIbHOTO TreHeTUUeCKOi MyTalluu UJIM XpOMOCOMHO¥
aHoManuu, accouuupyoueiics c JIATL.

INocTRanm/uispHas JleroyHas TUIIepTeH3Usa y Jeren C
OMBEHTPUKY/ISIPHOM TreMOAMHAMMKOM — COCTOSIHME, TIpM KOTOPOM
cpegHee [aBjieHMe B JIETOYHOW apTepuu, OIlpeaejeHHOe MeTOIOM
KaTeTepusaluu cepplia, CcocTaBiaseT > 25 MM pT. CT., a JaBjeHue
3aKJIMHMUBAHNS JIETOYHO apTepuu > 15 MM pT. CT.



1. KpaTkass muadopmanys

1.1 Onpenenenune

JlerouHass TuUIepTeH3UsI Yy [eTeil — XpPOHMUUYEeCKoe, IIPOrpeccupymiiee
3abosieBaHMe C KpaiiHe HeOJIaronpusaTHbIM MPOrHO30M. 3aboseBaHMe
XapaKTepusyeTcs nponugepaTuBHbIMU M3MEHEHUSIMU JIETOYHO¥
COCYIMCTO}M CTEHKM BIUIOTh A0 IOJHONM O6GIMTepanyuu MpocBeTa JIETOUHBIX
COCY[IOB, IIPOrPECCHPYIOIIMM  IIOBBIIIEHMEM JIETOYHOI'O  COCYIMCTOTO
COMPOTUBJIEHMS, TIPUCOEIVHEHMEM IIPABOKETYIOUYKOBO HEOOCTATOUYHOCTU
" TIpekaeBpeMeHHOl rmbesbio 6ombHOTO [1-3, 12-16].

OTO IIaTOreHeTUYeCKu CJIOJKHOeE, MYJIbTI/I(l)aKTOpI/IaJIbHOQ COCTOAHME B
KaduecCTBe orpenejeHda MMeeT reMOaAMHaM4YeCKe KpUTepmun.

JlerouHasi rumepTeH3usI y MOeTei — COCTOsIHMe, COIIPOBOXIaeMoe
TIOBBIIIIEHMEM CPeOHEro NaBJeHMs B JIETOUHOM aprepuu > 25 MM pT. CT.,
oripefesisieMoe METOIOM KaTeTepu3aluyu CepAla B MOKOe Yy TOHOIIEHHbIX
IleTel cTaplie 3 MecsLeB XXU3HHA [2, 3, 12, 14].

JlerouHasi aprepuasnbHasl (IpeKanwlIasipHasi) TMIIEPTEeH3Us y JeTei ¢
OMBEHTPUKY/ISAPHOI reMOAMHAMMKOI¥1 [1-3, 12-16].:

e CpenHee fgaBjieHMe B JIETOUHOI apTepuu > 25 MM pT.CT.;

2
e HHOeKc JIero4yHOro COCyaucToro conpotusnaenus > 3 En. Byma\m™ ;
e JlaBieHMe 3aKAMHMBAHMS JIETOUHOM apTepuu < 15 Mm pT.CT.

JlerouHasi aprTepuajibHasl (IpeKanwWwIIsApHasl) TUIIEPTEeH3Usl y aeTein C
YHUBEHTPUKYJISIPHON reMOoaHaAMMKoOM [1-3, 12-16]:

e CpenHee gaBjeHMeE B JIETOUHO apTepum > 15 MM pPT.CT.;
e VHOeKC JIeroOYHOro COCyAUCTOro COnpoTuBaenus > 3 En,. Byna\MZ;
e TpaHCNYy/IbMOHA/IbHBIN I'PAAUEHT aBJIeHUS > 6 MM PT.CT.

IocTRKanm/uiIpHas JlerouHasi TUIePTEeH3UsI y geren C
OVMBEHTPUKY/ISIPHON remoaHaMuKoii [1-3, 12-16]:

e CpenHee gaBjieHMe B JIETOUHOI apTepuu > 25 MM pT.CT.;
e JlaBjeHMe 3aKJIMHMBAHMS JIETOUYHOM apTepum > 15 MM pPT.CT.

He,I[I/IanI/I‘IECKaH TUIIEPTCH3MOHHAA CoOCyaucTas 6OJIe3Hb JIETKMUX [2, 4-
6,12, 14]

e JloBblllIeHME CpegHero AaBjeHus B JIETOUHON aprepuu > 25 MM pT. CT.,
MHEKCa JIeTOYHOTr0 COCYAMUCTOr0 COTpPOTUBIeHus > 3 En Byna/m™ y neten



C OMBEHTPUKYJISIPHOM reMOAVHaMUKOM 6e3 J1eBO—IIPaBoOro
BHYTPUCEPLEYHOTIO LIYHTA KPOBU;

e [loBbillleHMEe CpeAHEro NaBjieHMs B JerouHoi apTepuu > 15 MM pT. CT.,
MHAEKCa JIeTOYHOr0 COCYAMUCTOr0 COTIPOTUBJIEHUS > 3 Ef ByzLa/M2 M\IJIN
TPaHMYJIbMOHAJILHOIO TpagueHTa > 6 MM PT. CT. Y MNALMEHTOB IOCJe
KaBamyJIbMOHQJIBHOTO aHacTomMo3a 06e3 [OIMOJHUTEIbHOIO0 MCTOUHMKA
JIETOYHOT'0 KPOBOTOKA M onepannuu GoHTeHa..

1.2 9THo/sIorUg U 1raToreHes

JlerouHas runepteHsus y gerteii (JII') — 3To reteporeHHOe MHOTOMaKTOpHOE
COCTOSIHME, KOTOpOe MOXKET OCJOXKHSITh OOJIbIION CIeKTp 3abojeBaHMIi,
BK/II0Yasl BPOKIEHHbIe U IIpUMOOpeTEHHBbIE ITOPOKM Cepilia, CUCTEMHbIe
3a00/1eBaHMSIMM COEIVHUTENbHOM TKaHu, BUY wmHODEKIMI0, MOPTaIbHYIO
TUIIePTEeH3UI0, TATOJIOTUI0 IIUTOBUAHONM >Kee3bl, 0OMe3HU HAKOIUIeHMS,
reMomiooMHonaTuy, 3aboseBaHMS OpPraHoOB  ObIXaHUs, JuOO  OBITh
CaMOCTOSITe/IbHBIM, M30MPOBAaHHbIM 3aboneBaHueM [1, 12-17]. B oTnuuue
OT B3pOCJbIX OOJBHBIX Yy [eTeit 3abo/eBaHMe WMeeT KIMHMYECKNe,
raToreHeTYecKue ¥ reMoAHaMM4yecke 0COOEHHOCTY, B OCHOBE KOTOPBIX
dbyHOamMeHTa/lbHbIe OTAMYMSI PaCTyllerT0o U yXe cHOpMUPOBAHHOTO
opraHu3Ma. JIeroyHblii OpraHOreHe3 U aHrMOTeHe3 HaXOHSITCSI B CTPOTOW
B3aMMOCBsI3U. JIioOGble HapylieHus GOpMUpPOBaHMSI, pOCTa U Pa3BUTUS
JIETOYHOJ TKaHM MOTYT COIIPOBOXKAATHCS HapylieHueM (QopMupoBaHUS U
JIETOYHO COCYIMCTOV CTeHKM. Tak ke M3MeHeHMSI CTPYKTYpbl U QYHKLIUU
JIETOYHBIX COCYJOB HEM3MEHHO COIIPOBOXIAKTCS IePUBACKYJISIPHBIMU
HapyLIeHUSIMU CTPYKTYPbI anbBeoyisipHON TKaHu [12, 14-17]. JIT' y peteit
accouuupyeTcsi C pSAOOM TeHeTUYeCKMX U XPOMOCOMHBIX aHOMaIui
(accounaumen VACTERL, cugppom CHARGE, cuHppom I[lomaHma, CMHAPOM
Apmamca—-Onusepa, Tpucomus 13, 18, 21, curapom Iy [Ixopmaxka, CMHAPOM
Hynana, 6one3ub GoH PeknmHrayseHa, cuHapoMm Dursun, cuuapom KaHrty,
HelipopnbpomMaTo3, ayTOMMMYHHBI TOAMIHAOKPUHHBINA CUHIPOMOM,
6one3Hb lollle, TIMKOT€HO3bl, MUTOXOHIpUAIbHble 3abomeBanus) [1,12,14,
18-20].

B w1yuyae, Korma B3aMMOCBSI3b CHHIDOMA JIETOYHOW TUIIEPTEH3UU U
BBISIBJIGHHOTO 3a007eBaHMsl YCTAaHOBJIEHA, COCTOSIHME pacCleHMBaeTcs KakK
accoyuuposaHHas neroyHas rurnepreHsus. Eciu nposefeHHoe o6cneoBaHe
He TI03BOJISIeT BBISIBUTH MPUYMHY, OOYCIOBUBLIYIO pa3BuUTHe 3ab0/ieBaHMs,
COCTOSIHME MOXeT ObITb pacleHeHO KaK uduonamuyeckas JerovHas
runeprensud [1,13].

HOuarHo3 WJIAI' — nOmMarHo3—uUCKAKYeHMe, O3HAYalIlMii CropagudecKuin
arydain JIAT' B OTCYTCTBME Te€HeTUYeCKUX, XPOMOCOMHBIX aHOMaIui WU
M3BECTHBIX TPUTTEPHBIX (PaKTOPOB, aCCOLUMUPYIOMIUXCS C PUCKOM Pa3BUTUS
JIAT[1].



[lpy Hammuum y OonbHOro JIAT nByx M 0Oojee UWIEHOB CEMbU C

MOATBEPXKIEHHbIM AuarHo3om JIAT wiu BbiABIeHMM Y  OOJBHOTO
reHeTMYeCcKoi MyTaumu, accouumpyiomieiicas ¢ JIAI, 3aboneBaHue
paciieHMBaeTcs Kak HacjaencTBeHHas ¢popma JIAT [1,13].

[lo [maHHBIM MEXKIYHAapOOHOIO perucrpa MneamMaTpuyeckoi JerovyHoimn
TUIepTeH3Uu, Cpeau BCexX 3aperucTpupoBaHHbIX ciydaeB JII'y nereir, y 88%
nmaiueHToB auarHoctupoBaHa JIAT. T[loctegusis B 57%  cioydyaes
TpeAcTaBjieHa MUOMOIMATUYeCKMMM M Hac/leACcTBeHHbIMM (opMamu, B
OCTaJIbHBIX — aCCOLMMPOBAHHBIMM opMaMu. B momassitomiem umcie (6osee
85%) accoumupoBaHHble (GopMbl ObLIM ITpeAcTaBaeHbl JIAT, OCIOKHMBIIEN
TeUueHue BPOXIEHHBbIX IOpoKoB cepaua (JIAI-BIIC), B 12% - JIAT,
accolMupoBaHHbIe C 3a00/IeBaHMSIMM JIETKUX U TUIIOKCeMueit, B 1% ciyuaeB
ycTaHOBJIeHa TpoMbosmbonnueckast JIT, elfe peske — ocTajibHble I'PYIIIbI [1,
12, 14,17, 21, 22 ].

B Poccuiickoit ®emepanun, B crpaHax CHI' u cTpaHax «TpeTbero mupar»
cBoimie 70% JIAT Habmomaetcst y geteit ¢ BIIC, y KOTOpBIX JIMOO BOOOIIIE He
BBITIOJIHSIACh KOPPEKLMS MOPOKa, JIMOO OHA Oblja BBIIIOJTHEHA ITO34HO U HE
npuBesna K perpeccy JIAI'[1, 3, 6, 11] .

Mo Hacmosiwezo 8pemeHU (akmopsl, 3anyckarujue Kackad namouo2uueckux
MeXaHU3Mo8 U npusodsujue K peMooeuposaHuro ae2ouHoz0 cocyoucmozo pycia,
OCTaIOTCS He BIIOJIHE BbISICHEHHBIMU.

B 70% cnyuaeB cemeitHbix ¢popM 1 B 11-40% cniopaguueckux ciydaeB UJIAT
BbISBJISIETCS MyTalusi B reHe BMPR2, xopupywoliero peuernrtop tvmna II K
MIPOTEMHY KOCTHOTO MopdoreHesa, s KOTOPOiI XapakKTepeH ayTOCOMHO—
IOOMMHAHTHBIM TUIl HaciaenoBaHus ¢ HuU3Koi (10-20%) meHeTpaHTHOCTBHIO
reHa. B Hacrosimee BpeMsi ommcaHbl 6ojee 300 MyTamuii B 3TOM TeHe.
[TopakeHHble myTanuein B reHe BMPR2 kak mpaBuio Moioxe U MMeEOT
bojee TsDKeNOe KAMHMYECKOe TeueHue U IporHo3. Y nerteit ¢ WAL u
HautencrBeHHo JIAI' sra wmyraumsa BbigBiasiercss B 10-17% ciyuaes.
leTepo3uroTHass MyTaluusl B TeHe, KOOUPYIOIIEM aKTMBUHIIOJOOHYIO KMHA3Y
1 tuna (ALKI), endoglin (ENG) BbIsiBieHA B CJydasX HaclaeqCTBEHHOI
reMopparuyeckoil TejeaHrMO3KTasuy, acCOUUUPYIOLIENCS C  TIKeIon
3/10KauecTBeHHOVI JIAT. BemeTcs ITOMCK reHeTMUECKOro cyocTpaTa y 60IbHbBIX
c accouyuupoBaHHbiMU hopmamu JIAT [12-16, 23-26].

JIAT — rmporpeccupyioliee 3aboyieBaHNe, XapakKTepu3yloleecss MHTeHCUBHBIM
peMopenMpoBaHueM JIETOYHOTO COCYAMCTOrO pycia C IpPeuMylleCTBEHHbIM
IOpakeHMeM IMCTAJIbHBIX JIETOUHBIX apTrepuit U aptepuon. IlopakeHue
JIETOYHOTO apTepUaIbHOIO pyCia IPUBOOUT K 3aTPYAHEHUIO KPOBOTOKA B
HeM, BO3pacTarolleMy YBeJIMUYEHUIO JIETOYHOTO COCYAUCTOrO COMIPOTUBIIEHUS
" peMozeIMPOBaHUIO IPaBOTO  >KeJyJo4uKa C MOCJIeAYIOIIM
TIpUcoeIHeHeM TIPaBOKEeTYAO0UKOBO, a 3aTeM U OMBEHTPUKYISIPHOI
CepOoevyHoi HeOoCTaTOYHOCTU. B ocHoBe mnaroreHe3a JII' jeXuUT Kackap,



MaTOJIOTMYECKUX MEXaHM3MOB C Hapylalmmux QYyHKIMIO SHIO0TeIMaTbHbIX
KJIETOK JIETOYHBIX COCY[IOB, TPOMOOTMYECKMMM TIOpaskeHUsMM in situ,
passutuem auddysHoro aprepunra [1, 12, 13].

OCHOBHBIM TMaTOreHeTMYeCKMM MexaHusMoMm JII' sBisieTcsl HapylleHue
peryasiiMuM TOHYCa MBIIIEYHOTO CJ0SI COCYOOB JIETKMX, BbI3BaHHOE
SHOTeNMaNIbHOM OuchyHKMel. PazBuTie mociaeqHeil BKAOUaeT HeCKOIbKO
IyTeli: CHIDKeHME BbIPAOOTKM SHIOTENMATbHBIMM KI€TKaMM MeIuaTOpOB
BasoguaTallMyM IPOCTALMKIMHA M OKCHIA a30Ta, a TaKKe IOBbIIIeHHAas
MPOSYKIVS MOIIIHOTO BAa30KOHCTPUKTOPHOIO nentuna suporenua—1 [1, 12,
13].

[TaTosornyeckue M3MeHeHUs 3aTParuBalT MPEUMYILIECTBEHHO OUCTalbHbIe
nerounblie aptepun (MeHee 500 uM B muamMeTpe) C BOBJIeUeHNEM BCEX CJIOEB
COCYAMCTON CTEeHKM, BK/IIOUasi TUIIEPIIa3ui0 MHTUMbBI, TUIEPTPOduio
VIAIKMX MBIIIEUHBIX KJIETOK, (ubpo3 aaBeHTULMM C (GOPMUPOBAHUEM
MepUBACKY/ISIPHBIX BOCIMAJIUTENbHBIX MHQUABTPATOB U TPOMOOTHYECKME
TIOBPEXAEeHNs in situ. Cneuynduueckue MOBpeXAeHUS apTepuil u
apTepuol JIeTKUX, M3BEeCTHble Kak aprepuonatus npu JII', npuBOmAT K
3aTPYAHEHUIO KPOBOTOKA B HUX, & B psifie CyyaeB K IMOJHOM 06auTepaium
IIpOCBETa COCYLOB. B TKembIX ciaydyasx CTPYKTYpHble W3MeHeHUS
3aTparuBaioT A0 80% JierOUHbIX apTepuit MeJKOro Kaanbpa, UTo Heu3MeHHO
BeJeT K  3HAUUTEJIbHOMY  YBEIMUYEHMIO  JIeFTOYHOIO  COCYAMCTOIO
CONpOTUBIEeHUS [27-32].

1.3 DnmuapemMmmuoaorus

3aboneBaHue BCTpeyaeTcs B 1060M BO3pacre. HctuHHas
pacIIpoCTPaHEeHHOCTDb PA3IMYHBIX ee GOopM HeM3BECTHA.

B crpaHax, rme nomomp mauueHtam ¢ JII' 1meHTpasM30BaHa,
pacIIpOCTPAaHEHHOCTh €€ 3HAuMTeJIbHO BapbUpyeT B 3aBUCUMOCTU OT
peruoHa, Bo3pacTa U Iojia IMomyysinumu, cocrapisis oT 15 mo 50 xa 1 000 000
B3pocjaoro Hacenenus u ot 2,2 mo 15,6 va 1 000 000 mereit. B otnmume ot
B3POCJION TOIYISLMH, Iae COOTHOIIeHME JIUIL KeHCKOTO M MYXXCKOTO MoJa
CKJIOHSIETCSI B CTOPOHY 3HAUMTEIbHOTO ITpeobiafaHus >KeHIIVH, Bapbupysi
or 1,0:1,7 pmo 1:3,4, B [OeTCKOI TIONMYyJASUUM HOaHHBIX pasjiuuuii He
HaOJIIOJAeTCsI: COOTHOIIEHME MaIbUMKOB M JeBoueK paBHO. TeHAmeHIMsT K
Mpeob/1aIaHMIO JIMIL JKEHCKOT'O I10/Ia MOSIBJISIETCS B ITyOepTaTHOM BO3pacTe,
KOorja 93TO COOTHOIleHMe cocrtasaster 1:1,4 [21, 22, 33, 34, 35].
WpononaTtuueckas JIAT Bcrpeuaetcs ot 0,7 mo 4,4 Ha 1000 000 meTeit u ot 5,9
nmo 25 na 1000 000 B3pocabix. PacnpocrpanenHocTs JIAT, accouumupoBaHHOM
¢ BIIC, cocraBager 2,2 — 15,6 Ha 1000 000 meteit u 1,7 — 12 uwa 1000 000
B3pocabix. IIpu stom gmo 50% Bcex mMalMEHTOB MMEOT CUHAIPOM
JiizenmeHrepa [13, 33, 34]. Bo B3powiolii MONyJsLUU JieroYyHas
TUIIEPTEeH3MsI, aCCOLMMPOBAHHASI C 3a00/JeBaHMSIMM JIETKUMX BCTpPEYAeTCs



penxo, npu XOBJI pmo 1,1% cnayuaeB [13]. V gnereit TsKenasi, 4acTo
cynipacuctemHass ¢dopma JII' ocnoxXHsIeT TeueHue 3aboneBaHus y 63%
O0bHBIX C BPOKAEHHO AnadparmMmaabHO Tpbikelt 1 TUIIOIIa31eit IeTKUX U
y 23% neteit ¢ OpOHXO0IETOUHOI AMCIIa31elt, onpenesis BbICOKUII YPOBEHb
CMEPTHOCTH B 3TOJ rpyIine B Iepuoj HOBOPOXXIeHHOoCTH [15,16, 17].

B cooTBeTcTBUM C OmpeneseHMeM peakoro 3aboneBaHus B 4.1 cr.44 @3
N2323 «O6 ocHOBax OXpaHbl 3J0POBbS IrpaskgaH B Poccuiickoit ®egepanym»
or 21.01.2011 r. JIAT saBnstercst pegkum (opdaHHBIM) 3ab60/IeBaHMEM.
JlerouHas (apTepuanbHas) TUIIEPTEH3US KMAMONAaTHUYecKas (TepBUYHAasI) —
kon MKbB-10: 127.0, BkiawoueHa B m. 23 "[lepeuHsi >XKM3HEYrpOXaOIIUX U
XPOHMUYECKUX, TPOTPEeCcCUPYIONINX, peakux (opdhaHHBIX) 3abo/ieBaHNIA,
MIPUBOISIINX K COKPAIEHUIO TTPOAO/IKUTENIbHOCTU XKUSHU TPaKAaH MU UX
mHBaMuagHOCTU» I[ToctaHoBneHus IlpaBurtensctBa PO ot 26.04.2012 N 403 "O
nopsinike  BedeHUs  QegepaJibHOTO  perucTpa  Jul, CTpafaloiux
KU3HEYTPOXKAIIUMU U XPOHUUYECKUMMU, IPOrpecCUpyrIUMU, penKuMu
(opdaHHBIMMN) 3a00/IeBaHMUSIMM, IIPUBOOS MM K COKpallleHUIO
MPONO/DKUTENBHOCTY XU3HU TPaKOaH WIM WX MHBAIUAHOCTU, U €ro
perMoHaabHOTO CerMeHTa»

1.4 Koguposanue no MKb-10

127 — [Ipyrue ¢hpopMbI TI€TOUHO—CEPAEUYHOI HETOCTATOYHOCTH

1270 — JlerouHasi (apTrepuajibHasi) TUIEPTEH3USI UIAMOIIATUYECKas
(mepBMUYHas)

128.8 — [Ipyrue yTouHeHHbIe 60/Ie3HM JIETOUHBIX COCY/IOB
[28.9 — Bose3Hb 1erOYHbBIX COCYIOB HEYyTOUYHEHHAS

127.8 — Ipyrue yTouHeHHbIe (DOPMBI JIETOUHO-CEePAEYHOI HeAOCTATOUYHOCTA

1.5 Ilpumepsl AMarHo3oB

1. UgnonaTtmnueckasi JieroyHas aprepuajsibHass rumneprensus [ 27.0.
HezmocTaTOuHOCTh TPEXCTBOPUATOTO KiaraHa. HelocTaTOuHOCTD KiarnaHa
nérouHoi aprepunl. XpoHmueckas cepaeuHasi HegoctaTouyHOCTb II b, ®K
IIT . dyHkumoHanbHbINi Kiacc JII' II1.

2. JlerouHasi apTepuaabHasi TUTIEPTEH3MSI, aCCOLMMPOBAHHAS C BPOXKI€HHBIM
rnmopokoMm cepaia 128.8. JledeKT MeXKeTyIOUYKOBOI Ieperopoaku.
Cunzgpom OiizenmeHrepa. CocTosiHMe T1IOCiae oOIlepanuu CY>KUMBAHUS
JIeTOYHOM aprepun. HemocTaTOYHOCTb TPEXCTBOPYATOTO  KJallaHa.
HenmocTtaTouHOCTh Ki1ariaHa JIETOYHOM apTepun. XpoOHMUUYECcKasi cepleyHast
HemocTaTouHOCTh II A; K II-III . dyukumoHanbHbii kiaacc JII I1.



3. JlerouHasi apTepualibHasl TUIlePTEH3MsI, aCCOLMMPOBAHHAS C MOPTAJIbHOI
runepreHsuein  (IMOPTO-IIyJIbMOHAJIbHAg  JleroyHas  apTrepuajibHas
runeprensusi) [28.8. CocrossHMe mocie onepauuyu aTpUOCEIITOCTOMMUNA.
XpoHMUecKasi cepaedyHasi HeIOCTaTOYHOCTh . PyHKIIMOHaNbHBIN II b, ®K
III. dyukumoHanbHbli Kiacc JII' IV.

1.6 Knaccudukamnus

JI MoxkeT OBITh CaMOCTOSITEJIbHBIM 3a00j1€eBaHMEM JIMOO CUHIPOMOM,
OCJIOKHSIIOIIMM  OOJBINON  CIEeKTp cocTossHuit. [lepBas KIMHMYecCKas
Kiaccubukalyusi JIETOUHOM TuUIepTeH3uM, IMpeajiokeHHass BcemupHoii
opraHu3alein 3apaBooxpaHeHnus B 1973 r, BKIIOYasia TOJIbKO 2 KaTeroOpun:
TIepBUYHAS M BTOPUYHAS JIETOYHAs rUIlepTeHsus. 3a Mpouieaime COpoK jJeT
MPOM3OIIM 3HAYUTEIbHbIE WM3MEHEHUSI B TMOHMMAHUM STUOJOTUM U
naTodu3noNOrMM, a TaKKe KIMHUYECKUX pas3indnii pasHbix BapuaHToB JII.
B 2013 r. B Hunjue (®panuus) Ha V BceMupHOM cumIiiosuyme o JII' npuHsta
MoaubuimpoBaHHasi knaccudukamms JII, BkIoudaiomias MsaTh rpymnmn u 27
noarpymi (Ta6:.1) [13, 36].

Tabnuia 1 Knunuueckas knaccuguxauus nezourotii zunepmensuu (Nice , 2013)

JleroyHas apTepuvasibHas runepreH3suvs

1.1 NanonaTtnyeckas JIAI

1.2 HacnepctBeHHas JIAT
1.2.1 BMPR2 myTauusa
1.2.2 ipyrue mytaumm

1.3 JlekapcTBeHHasa nnu Tokcudeckas JIAI

1.4 AccoummpoBaHHas C:

1.4.1 3aboneBaHnUs MU COEANHUTENBHON TKaHU

1.4.2 BUY - nHdekumen

1.4.3 MopTanbHOI rmnepTeH3nen

1.4.4 BpoxAeHHbIMM NOpOKamMu cepaua

1.4.5 lWWnctocomosom

1’ JleroyHas BEHO-OKKJ/IlO3MOHHas 6osesHb UM\WAM JIeroYHblii BEHO—-OKKJIFO3UOHHbIN
reMaHrmomartos

1.1 ManonaTtmyeckas

1.2 HacneacteeHHas

1'.2.1 EIF2AK4 myTauums

2.2 Apyrne mytaumm

.3 IHAYyuMpOBaHHas JlIeKapCTBEHHbIM, TOKCUYECKUM N paanaLMOHHbIM BO3AENCTBMEM

.4 AccouumpoBaHHas C:

4; 3aboneBaHMAMM COEANHUTENBHON TKaHU

4.

1
1
1
1
1’ BWY - nHdpekunen

1" MepcUucTupylowas IerouHas rmnepTeH3ns HOBOPOXAEHHbIX

2. JIr, o6ycnoBneHHan 3a6oneBaHMsAMM NeBbIX KaMep cepaua:

2.1 Cuctonunueckasa anchyHkums JIXK

2.2 Onactonuyeckas auchdyHkumsa JIK

2.3 MopaxeHune aopTasbHOro U MUTPasbHOrO KianaHoB




2.4 BpoxaeHHas wan npuobpeTeHHas o06CTpykKuMst nyTer npuToka M oTToka JDK un BpOXAEHHble
KapavommonaTum

2.5 BpoxaeHHble uian npnobpeTeHHble CTEHO3bl IErOYHbIX BEH

3. JIl, o6ycnoBneHHasa 3a6oneBaHUMMU JIerkux n\njam rmnokceMmen:

3.1 XpoHuyeckme o6CTPYKTUBHbIE 3a60/1€BaHUS IETKNX

3.2 MHTepcTuumnanbHble 3a6oneBaHnsa nerkmx

3.3 Apyrue 3aboneBaHUs IEerkMx CO CMeLLaHHbIM PECTPUKTUBHbBIM U O6CprKTVIBHbIM MEXaHN3MOM

3.4 PaccTpolicTBa AblXaHWUs BO CHe

3.5 AnbBeonsipHas rTMNOBEHTUAALNS

3.6 BbicokoropHasi neroyHasi runepTeHsns

3.7. HapylweHue pa3sutmnsa nerkux

4. TPOMGOBMGOHMHECKBH sleroyHasas ruvneprteH3una un apyrue 3a60J'IeBaHM$I, conpoBoXxaakwuwmnecs

06CTpyKUMEN nerovHbix apTepun

XpoHunyeckas Tpomboambonnyeckas neroyHas runepreHsuns
Apyrue 3abonesaHuns, conposoxaaroLlumecs o6CTpyKUMEN NeroyYHbIX apTepum
.1 AHrnocapkoma

.2 lpyrvne BHYTpPUCOCYAMNCTbIE OMYXOsn

.3 ApTepumnTbl

.4 BpoxAeHHble CTEHO3bl IErOYHbIX apTepui

.5

4.1
4.2
4.2
4.2
4.2
4.2
4.2.5 NapasuTbl (rnaatnaos)

5. JleroyHasa runepTeH3ns € HEACHbIMU U MHOXECTBEHHbIMW MEXaHU3MaMn pa3BUTUSA

5.1. l'ematonornyeckue 3aboneBaHus: XpoHM4yecKasa remMosmTnyeckasd aHemus, MVIEJ'IOI'IDOJ'IVICbepaTVIBHbIe
3aGOJ'IeBaHM9|, CNJIEH3KTOMMUA

5.2. CucrtemHble 3aboneBaHus: capkounaos, rMCTMounTo3s Nerknx, J'IVIMCbaHFVIOJ'Ie[;lOMVIOMaTOB

5.3.MeTtabonuyeckme 3aboneBaHusa: HapyweHue obMeHa rnvkoreHa, 6onesHb [owe, TupeouaHas
anchyHKUmS

5.4. [dpyrue: TpoM6oTMYeckas MWKPOAHrMOMaTUa MpU OMNyXOonsix nerkux, GubposHblii MeanacTUHWT,
XPOHMYecKas noyeyHas HeAoCTAaTOYHOCTb, cerMeHTanbHas Jr

Knaccubukauus JIT', monuduiinpoBarnHas B Huiitie B 2013 romy, 10CTaTOYHO
MpoCTa U IIMPOKO MUCIIONb3YEeTCSI B KauecTBe pabouero MHCTPyYMEHTA Kak B
eXeJHEeBHOM KJITHUYECKOM [IpaKTUKe, Tak B pPa3INUYHbBIX
ANUAEMUONIOTUYECKUX  UCUIeLOBAHUSX, BKIKOUYAs HALMOHAJbHbIE U
perMoHaJibHble  PEeruCTpPbl  JIETOUHONM  rumepreHsuu. OObemviHeHME
pPa3IMYHBIX BApPMAHTOB JIETOUHONM TUIIEPTEeH3UM OOYCIOBJIEHO OOIIVIMM JIJIsI
KOHKPEeTHOJ TpYIMIlbl MOAXOHaMM K TakTuKe BemeHMus. Takum obpasom,
kinaccubukaimst JII (Nice, 2013) opueHTHMpoOBaHAa Ha BbIOOp TaKTUKU
nevenust. OmHAKO, HECMOTPSI Ha Hajauume IyHKTa 1.5 «Ilepcuctupyromas
JlerOYHasi TUIIePTeH3MsI HOBOPOXKIEHHbIX» HaHHas Kiaaccudukauus Majo
YUUTHIBA€T OCOOEHHOCTM M BBIPAKEHHYIO I'e€TepOreHHOCTh 3a00jeBaHMsI B
IIeTCKOM BO3pacTe.

B 2011 r. Ha MexmyHapomHoit KoHbepeHiIMM B IlaHame, ITOCBSILEHHOJ
npobneme JII' y pnereit, OblI TIpeljio)keH TepMUH «IeguaTpuieckast
TUIIEPTEeH3MOHHAsI cocyaucTas Ooje3Hb JIETKMUX» U TIpe[CTaB/JieHa IlepBas
KInHM4Yeckast kinaccudukanys JII' y meTedt, BKIOYaOIIas ecsiTh OCHOBHbBIX
rpynni 1 6Gomee 100 moprpynm (Tabn. 2) [37]. IlemmaTpuueckas
KnaccuduKalus He OpMEHTHPOBaHA Ha BbIOOP MeToza JieueHusl. Hozomorum
o0benVHEeHbI B TPYIIIBI HAa OCHOBAaHMM OOIIMX IMATOT€HETUUECKUX U



naToGu3MONIOrMUeCKMX TMpuU3HakoB. Ilenmb ee - cuUCTEMaTU3MPOBATh
BBIPa’KEHHYIO reTePOTreHHOCTD JIETOYHO TMIIePTEH3MM BO BCEX BO3PACTHBIX
KaTeropusx OT BHYTPUYTPOOHOTO Iepuoja [0 TMOAPOCTKOBOTO BO3pacTa,
yAYUIINTD TIOHMMaHMe MaToreHesa M natodusuonoruyu 3abosieBaHUs, TeM
CcaMbIM OOJIETYUTh CJIOKHYIO 3a[1a4y IMarHOCTMUECKOro IOMCcKa y pebeHka C
BBISIBJIGHHOJ JIETOYHOJ runepreHsmeit. IlaHamckas ximaccubukauyst JII
TpencTaBieHa B Tabm. 2.

Tabmuia 2. OcHogHble 2pynnbl heduampuueckoli 2unepmeH3UOHHOL cocyoucmoti
oone3uu aezkux (Panama, 2011)

1. [lpeHaTansHas néroyHas runepTeHsus

2. [NepcucTupyroLlas NEroyHasa runepTeH3nsa HOBOPOXAEHHbIX

3. NeroyHas runepTeHsus, accouunpoBaHHan ¢ 3abonesaHnsamMu cepaua y getei

4. JlerouHas runepTeH3naA, accouunpoBaHHasn ¢ BpoHXoNérovyHoi gucnnasmen

5. NsonupoBaHHas néroyHas apTepuanbHas runepTeHsuns

6. [léroyHas  rMnepTeH3aWs, accoOUMMPOBAHHas C  FEHETUYECKUMW  Wnu
XPOMOCOMHBIMUW 3a6oneBaHNsaAMN U CUHAPOMaMU

7. IleroyHas runepTeHsuns, accouunpoBaHHan ¢ 3abonesaHnaMN NErknx

8. TpomBoambonuueckas neroyHas runepTeHans

9. lleroyHas rvnNepTeH3ns, accouuvpoBaHHas ¢ runobapudeckumn  wunu
rMMNOKCUYECKUMIN COCTOSAHUAMM

10. JlerouHas runepTeHsus, accouuupoBaHHas ¢ 3aboneBaHWsAMU ApYyrux
OpraHoB U CUCTEM

OyHKIMOHAIbHAA KiaaccuduKaius JIerogyHo rurepredsuu mo BO3

I xnacc. [TauyenTtsl ¢ JII' 6e3 orpaHnveHuss ¢GuU3MUECKO aKTUBHOCTU.
OO6bruHast ¢u3Mueckass Harpy3ka He BbI3bIBAET BbIPAXKEHHONM OJIBIIIKHA,
YTOMJISIEMOCTH, 00JIeli B 06/1aCTM Cepala M CMHKOITAJTbHBIX COCTOSTHUIA.

II xmacc. ITammeHTsl ¢ JII' M ymMepeHHBIM OTpaHMUeHMEM (QU3UUECKOIA
aKTMBHOCTU. B TOKOoe kamob6 He TmpenbsiBiasioT. O6biuHas busnveckas
Harpy3ka MOsKeT BbI3bIBATh OJBIIIKY, Upe3MEPHYI yTOMJISIEMOCTb, 60U B
o6J1acTy cepAlia M COMPOBOKAATHCS CMHKOIAIbHBIMM COCTOSTHUSIMUA.

IIT xnacc. TamuenTsl ¢ JII' U cyllleCTBEHHbIM OrpaHMueHueM (QuU3nUUecKoii
aKTUBHOCTM. B T1IOokoe Kajjo®6 MOTryT He MNpembsBiasSTh. Maeiimias
dbusnyeckass Harpyska BbI3bIBA€T OIBILIKY, YPE3MEpPHYI YTOMJISIEMOCTb,
6oau B 00/MacTM cepAana M MOKET COITPOBOXKAATHCS CUMHKOMNAJbHBIMU
COCTOSTHUSIMU.

IV xnacc. IMaumentsr ¢ JII, He uMerole BO3MOXHOCTU OCYIECTB/ISATh
Kakylo—inbo ¢Gusnueckylo akTMBHOCTb 0e3 TMpOsIBIeHUSI CUMIITOMOB.
ViMmeroTcsl MpU3HaKM IIPABOKETYLOUYKOBOM HeZOCTaTOUYHOCTU. OfpbllliKa WU
YTOMJISIEMOCTh OTMEYAloTCsl B TOKoe. I1ckoMbOpT pe3ko yCuamuBaeTcs: mpu
dbusuveckoit akTMBHOCTU. CHMHKOMATbHbIE COCTOSIHUS BeCbMa BEPOSITHBHI [1,
38].



2. JInarHoCcTuKa

e JlnarHo3 JII' MOXXeT ObITh 3aII003peH Ha OCHOBAHMM JAHHBIX aHAMHe3a,
BKJIIOUAsl CeMeJHbIi, OLIeHKM JKa100 MalMeHTa 1 poauTesiei, pe3ylbTaToB
dusmkanbHoro obciemopanus, JKI', sxokapauorpadum, peHTreHOTpadumn
rpynHou kinetku [1,2, 12, 16, 2-6, 39-42].

Knacc yoeauTeIbHOCTU peKOMeHaanumn I (YpoBeHb
JOKa3aTeJbHOCTU — B).

e JIlmarHoctuka JII' TpebyeT mpoBemeHMsI psiga  MCCIeIOBaHMIA,
HalpaB/JIeHHBbIX Ha BbISIBJIEHNE ee KpUTepUeB, YCTAHOBJIEHMEe BO3MOKHOM
IIPUYMHBbI BOSHUKHOBEHMS, OIpeie/ieHne KIMHUYECKOTO Kjacca, OLleHKY
cTenneHM (PYHKIMOHAJBHBIX M TeMOAMHAMMUUYECKMX HapyIIeHUd [0
Ha3HaueHus crienuduueckoii repanuu [1,2, 12, 16, 2-6, 39-42].

Knacc yoeauTeIbHOCTU peKoMeHaanmi I (YpoBeHb
JOKa3aTeJbHOCTU — B).

e Bce meTu C nipeamnogaraeMbIM UM YCTAHOBJIEHHBIM AMAarHO30M «JIeTOUHas
TUIIEPTEeH3UsI» [O/DKHBIM OBITh HampaBjeHbl [Ojs 00caegoBaHMsS B
crieMann3upoBaHHbli LeHTp neuennd JII' [1,2, 12, 16, 2-6, 39-42].

Knacc yoeauTeIbHOCTU peKOMeHaaumn I (YpoBeHb
JokasarenbHOCTU — C).

2.1 JXa/smo06sI M aHaMHe3

e [Ipu cbope aHaMHe3a U KaJ00 peKOMEHIYEeTCSI pacCIpOCUTh pebeHKa 1/
WIN €ero poauTened O HaAUUMM Y HEro OXBIIIKK, YTOMJISIEMOCTH,
CHIDKEHUSI TIepeHOCUMMOCTH (u3uuyeckux Harpysok [1,2, 12, 16, 2-6, 39-
42].

Knacc yoeauTeIbHOCTU peKOMeHaanumn I (YpoBeHBb
JdoKa3aTeJbHOCTU — B).

e [Ipu cbope aHamMHe3a U XXaJ00 PeKOMeHIYyeTCsl PacCIpoCUTh pebeHKa 1/
WM ero poauTesieill O HaJIMUYMMU y HETO TOJIOBOKPYKeHMIi, 0OMOPOKOB,
MpOBOIMPYeMbIX (PU3MUECKOii Harpy3Koit, Kallljisi, KpoBOXapKaHbsi, 6oseit
B IPYAHOII KIeTKe, epeboeB B puUTMe cepAiia, cepaiedbmenus [1,2, 12, 16,
2-6, 39-42].

Knacc yoeauTeIbHOCTH peKoMeHaanumn I (YpoBeHb
JOKa3aTeJIbHOCTU — B).



e [Ipu cb6ope aHaMHe3a U KaJ00 PEKOMEHAOBAHO YTOUHSTh Haludme y
pebeHKa 3aboneBaHMit, accouumupytouuxcs ¢ passutuem JiI' [1,2, 12, 16, 2-
6, 39-42].

Kiacc yoeauTeIbHOCTHU peKoMeHanun I (YpoBeHBb
JoKa3saTeJlbHOCTU — B).

e B ciayuae JIAT, accouumpoBanHoii ¢ BIIC, pekoMeHA0BaHO PacCIpOCUTh
ponuTesneil pebeHKa MPOBOAMIIACH JIM OIepaTUBHAsS KOPPEKIMS MOpOKa,
ee TuIl, crernens JII' 1o 1 mocie onepauun [2-7,11].

Knacc yoeauTeIbHOCTU peKOMeHaanumn I (YpoBeHb
JOKa3aTeJIbHOCTHU — B).

e [Ipu cbope aHaMHe3a U kajq06 PEKOMEHAYETCS PAaCCIIPOCUTh POIUTENIe
pebeHKa O MPOXMBAHMUM C paHHEro BO3pacTa B YCIOBUSX BBICOKOTOPbSI
[1,12-17].

Knacc yoeauTeIbHOCTU peKoOMeHaau it I (YpoBeHb
JoKa3saTeJlbHOCTU — B).

e [Ipu cbope aHaMHe3a U Kajiob peKOMEeHAYeTCSI PacCIpOCUTh pomuTenei
pebenka o Hamuuuu JII' y poacTBeHHUKOB 1-2 cTenenu poactsa [1,15, 16,
23].

Knacc yoeauTeIbHOCTU peKoOMeHaanumn I (YpoBeHb
JOKa3aTeJbHOCTU — B).

2.2. ®usukajgbHOe 00cjIefoBaHue

e [Ipy ¢du3MKaIbHOM O00C/IE€IOBAaHUM PEKOMEHIYETCS ITPOBECTM OOIIMIA
OCMOTP, OLIEHUTh COCTOSIHME KOXXHBIX IIOKPOBOB, CJIM3UCTBIX, ITOJKOKHO—
SKMPOBOI KJIE€TYATKM, JUMM@OY3/I0B, OIpeaeanuTb TOHYC MbIIII, OLIEHUTb
dbopMy TI'pymHOI KJIETKM, MUCKIIOUUTh Ha/JIMuMe KOCTHBIX medopmalinii,
OIpeneNUTb YAaCTOTY [ObIXaHMS, IMPOBECTU IMEPKYCCUIO M ayCKYJIbTAIMIO
JIETKUX, OIpPeNeJUTb XapaKTePUCTUKM BEpPXyIIeUHOTO U CepAeuyHOro
TOJIUKA, [epPKYTOPHO OIpeneJuTb TIpPaHULbl  CepAla, IIPOBeCTU
ayCKyJIbTalIMIO CepAlia, ONpene/iMTb 4YacCTOTy CepAeudyHbIX COKpallleHWU,
OLIEHUTb PUTM TOHOB CepAlia, Haaudue WIU OTCYTCTBME IIYMOB,
OCMOTPETD, MTPONAILIIMPOBATH IIEIHbIE BEHBI, OTIPEAETNTh MYJIbCALMI0O HA
BEPXHUX U HUKHUX KOHEUHOCTSIX, ONpede/uThb apTepuajbHOe JaBjaeHMe
Ha pyKax M HOrax, MpOBeCTU IaJbIIALMI0 U IIEPKYCCUIO KUBOTA, OLL€HUTh
onypes [1,2, 12, 16, 2-6, 39-42].

Knacc yoeauTeIbHOCTU peKoMeHaaumin I (YpoBeHb
JokaszartenbHOCTU — C).



KommenTtapum: Ilpu ¢usukansHom ob6cnedosaHuu cnedyem obpamume
BHUMAHUE HA omcmasaHue 8 (u3uuecKkom u NCUXOMOMOPHOM paseumuul, Ha
usem KOXHblX NOKPOB08, HANUUUE YUAHO3a, U3MeHeHue (anaHz nanvlyes no
muny «bapabaHHbiX Naiouek» U HO2MeBblX NJIACMUH 8 6ude <«uacoB8bix
CMeKoJ1»; Ha pacWlupeHHsle U HANOJHEeHHble 8eHbl UleU 8 KAUHONOJIOMEHUU U
opmocmase; Ha NOJIOXUMENbHbIU BEHHbILl NYNbC; HA U3MEHEeHUEe (HopMbl
2pYOHOli KaemKu («00uKooOpasHas» 2pyoHas Kiemka, cepoeutslii 20p0); Ha
YCUNEHHbll,  pa3numoti  cepOeuHslli  MONYOK,  pacwupeHue 2paHuy
OmMHoCUmMesbHOll cepdeuHoli mynocmu; ycuneHue, akyeHm II moua Hal
J1e20UHOU apmepueii; duacmonuueckuti uym OMHOCUMEbHOLI
HedocmamouHocmu KJaanava JjezouHot apmepuu (wym I'pexema—Cmuina);
cucmonuueckuli wym mpukycnuoaipHoti He00CMamouHOCMu; WyM apmepuo-
8€H03H020 COpoca Kposu Npu CUCMEMHO-JIe20UHbLX WYHMAxX, Ha y8eauueHue
neueHu, acyum, noxo100aHue KoHeuHocmetl, nepugepuieckue omexu.

2.3. JlabopaToHasi AMarHOCTUKA

e PeryispHble CTaHIApTHbIe reMaTOJOTUUeCKMe U OMOXMMUYECKMEe TeCThI,
OlleHKa ra3oB KpPOBM, YPOBHS JlaKTara, OlleHKa (PYHKIMM IIUTOBUIHOM
keJie3bl peKOMeHJ0BaHbI BceM 60yibHBIM ¢ JIT' [12-17, 43].

Knacc yoeauTeIbHOCTU peKOMeHaauMI I (YpoBeHb
JOKa3aTeJlIbHOCTHU — B).

e CxpuHuHr Ha BY, mapkepsl renatuTa CTpOro peKoMeHg0BaHbI [12-17].

Knacc yoeauTeIbHOCTU peKOMeHaaIuMI I (YpoBeHb
JoKa3saTeJlbHOCTU — B).

e JInl  MCKJIIOUEHMSI  acCOLMMUPOBAHHBIX  (QOpPM,  BTOPUYHBIX K
ayTOMMMYHHBIM 3a007eBaHMSIM, BK/IOYAas CHUCTeMHble 3a00/ieBaHUS
COeIMHUTETbHOII TKaHU peKOMeHI0BaHO MpoBeJleHe
MMMYHOJIOTMYECKMX TEeCTOB, BKJIWOYas omnpefeneHue ypoBHs C-—
pPeakTMBHOTO MpPOTeMHa, peBMaTuueckoro ¢GakTopa, aHTUHYKI€apHOTO
daxkTopa, aHTUTeN K SAEPHbIM aHTUIeHaM, SKCTParMpoBaHHBIM
aHTUTeHaM sApa, ogHO— U ABycnupanbHoil JJHK, anTudochonnnmaHbix
antuten, CH50 kommnemenrt (C3, C4) [12-17].

Kiacc yoeauTeIbHOCTHU peKoMeHanuumn I (YpoBeHBb
JOKa3aTeJlIbHOCTU — B).

e PekoMeH[IOBaHO OIpeae/ieHNre YPOBHS MOYEBOJ KMUCIOTHI B ChIBOPOTKE
KpPOBM [JIsSI MCK/IIOUEHMSI HapylleHus MeTabonauMsma Kucoiopoga B
nepudeprueckux TKaHIX y nainueHTos ¢ uJIAT [15-17].

Knacc yoeauTeIbHOCTH peKoOMeHaanmn IIb (YpoBeHBb
JokasarenbHocTU — C).



e OmnpepesieHMe YpOBHS MO3rOBOro Hatpuitypetruueckoro rnentunga (BNP)
mwin N-TepMMHAJIbHOTO MO3TOBOTO HaTpuitypetudeckoro rnentuga (NT-
proBNP) pekoMeHJ0BaHO [IJIsl OLIEHKM TSDKECTYM U IPOTHO3a 3a00/1eBaHMsl,
OTBeTa Ha MPOBOAMMYIO y 601bHbBIX C JI[' Tepanuio) [12-17, 43-49].

Kiacc yoeauTeIbHOCTU peKoMeHauumn I (YpoBeHBb
JOKa3aTeJIbHOCTU — B).

KommeHnTapumn: 3HaueHue BNP ebiwie 130 nk/mn 'y 6onvHeix JIAT
accoyuupyemcs ¢ HebJ1az0NPUSMHBIM NPOZHO30M, 8KJIIOUAsT HE0OX0OUMOCMb
mpaHcniaHmayuu Jiezkux u pPuckom JiemanvHo20 ucxoda. YposeHv NT-
proBNP ebiuie 1664 nz/mn s8151emcst npozHOCMu4ecku HebazonpusimHsiM.

e 1 OmpepneneHne UMPKYIAUPYIOIIUX SHIOTENMATbHBIX KIETOK MOXET ObITh
Mojie3HO  Mpu  CcTpatTudukauumu  pucka U OlleHKe  CTelleHu
rporpeccupoBaHusi 3a6o/ieBaHMSI ¥ OTBeTa Ha MPOBOAMMYIO Teparuio y
neteit ¢ JIAT[43,50].

Knacc yoeauTeIbHOCTH peKoOMeHaal i IIa (YpoBeHb
JOKa3aTeJbHOCTU — B).

e PerynspHasi OIl€EHKA HAacChIIEHUSI apTEePUATIbHOM KpPOBU KUCIOPOAOM
(Sa09) pekoMeH0BaHa BceM 60mbHBIM ¢ JIT' [12-17, 43, 49].

Knacc yoeauTeIbHOCTU peKOMeHaanumn I (YpoBeHb
JokasartenbHOCTU — ().

KommenTapum: Cruxcerue SaO9 Huxce 94% no 0aHHbIM nyibCcoOKCUMEMpUU
8 NOKOe MOXem 03HA4amos opmMuposaHue 6eHo—apmepuaibHozo copoca npu
CUCMEMHO—JIe20UHbIX WYHMAX. DMO 603MOMCHO MAaKxe nNpu yeeaudeHuu
00Bema (PYHKYUOHAILHO20 Mepme020 NPOCMpAaHCmMea (8eHmuaupyemole, HO
He nepgy3supyemble yuacmku Je204HOU mKaHu) y 6onvHbelx ¢ WIAT,
cocmosiHuu nocae TAJIA (scnedcmaue Maccupo8aHHO20 NOPAXHEHUS JIe20UHbIX
cocydos),  npasoxcenyooukosoti  HedocmamouHocmu. Kpome  moeo,
onpedesieHHass cmeneHv yuaHoda y OoabHboix ¢ WIAL u TOJIA Mmoxcem
onpedensimsCs WYHMUPOBAHUEM KpOBU uepe3 O00UIbHO pa3e8usarujuecs
aHacmomos3sol.

e [eHeTHUeCKOe MCCIeIOBaHNMe ¥ KOHCY/IbTALMSI TeHeTHKa peKOMeHJ0BaHbI
6onpHbiM ¢ WAl wm HacnencrBeHHoit JIAIT pas  ompemeneHus
MOJIEKY/ISIPHO-TeHeTMUECKOI'0 BapMaHTa U IpoBeneHMs] cTpaTudukaimum
pucka 3aboneBanus [12-16, 23-26].

Knacc yoeanTeIbHOCTU peKoOMeHaalmnin IIa (YpoBeHb
JokaszaTtenbHOCTU — C).

e PekOMEHJI0BaHO reHeTUYeCKoe MUCCIef0BaHMe POACTBEHHUKOB 1 cTereHn
poncTBa OOJMIBHBIX C MOHOTeHHbIMM (opmamm HaciaenctBeHHoi JIAT c



1enbl0 Haubonee paHHeN MAUArHOCTUKM U CcTpaTudUKaumuy pucka
3aboneBanus JIAT [12-16, 23-26]. 1

Knacc yoeauTeIbHOCTU peKoOMeHaanumn I (YpoBeHb
JoKa3aTeJIbHOCTU — B).

e PexoMeH[OBaH pery/sipHbI/i HeMHBA3UBHbBII CKPUHUHT 6€CCMMITTOMHBIX
HOCUTEJIell TreHeTUYeCKOl  MyTaluu, accoummpoBaHHO ¢  JIAT,
Brmovaronii mposenenne JKI, DXOKI, onpenenenus yposHss BNP nnun
NT-proBNP [12-16, 23].

Knacc yoeauTeIbHOCTH peKoOMeHaanmn IIa (YpoBeHb
JOKa3aTeJbHOCTU — B).

e [Ipy mosIBIEHUM Y POACTBEHHMKA OOIbLHOrO HaciencTBeHHOi JIAT
KJIVMHUYECKMX TIPU3HAKOB M CUMITOMOB, accouuupyromuxes ¢ JII,
peKOMeHA0BaHO HeMe/IJIEHHO HauaTb 00c/IeqoBaHMe JIjIsI CBOEBPEeMEHHO
OMarHOCTUKY 3abomeBanus [12-16, 23].

Knacc yoeauTeIbHOCTU peKoMeHaanmnit I (YpoBeHb
JOKa3aTeJIbHOCTU — B).

e PoICTBEHHUKHU 60/1bHOTO C reHeTU4eCKUM CUHIPOMOM,
accoruupytomumcst ¢ JIAT momkHbI ObITh MHGOPMMUPOBAHBI O MPM3HAKAX
3ab0eBaHMS JJ1s1 KAaK MOXXHO O0jiee paHHero ero BbisiBjieHus [12-16, 23].

Knacc yoeauTeIbHOCTU peKOMeHaaumn I (YpoBeHb
JOKa3aTeJIbHOCTHU — B).

2.4. UHCTpyMeHTaJIbHAaA JUArHOCTUKA

e %% 2 Onexkrpokapauorpadus (O9KI') pekoMeHAOBaHa BO BCeX CIy4asix
rogo3penust Ha JII', a Takke B Impoliecce AMHAMMUYECKOTO HaOM0meHNs 3a
60JbHBIMM C YK€ YCTaHOBJIEHHBIM AuarHosom [1,2, 12-17, 52-54].

Kiacc yoeauTeIbHOCTU peKoMeHanuumn I (YpoBeHBb
JOKa3aTeJIbHOCTU — B).

KommenTapum: IIpu nposedenuu IKI' credyem obpawjams 8HUMAHUE HA
Hanuuue NPu3HAKo8 zunepmpouu  npasozo npeocepous, Npagozo
Heeayo0ouKka, HapyuleHuss pummad u nposoouMocmu.

o IIpoBemeHMe peHTreHorpabuy OpraHoB IPYIHONM KJIETKM PeKOMEHOBAHO
60mbHBIM ¢ JIT' 119 MCKITIOUeHMSI COUeTaHHO OPOHX0IEerOYHO MaToNIorn
M TIpU TIOAO03PEHMM Ha TPOMOOIMOOTMYECKYIO JIETOUHYIO TUIIEPTEH3UIO,
kudockonmmos [1, 17, 55, 566].



Knacc yoeauTeIbHOCTU peKOMeHaa NI I (YpoBeHb
JoKa3aTeJIbHOCTU — B).

KommenTapumu: [Ipu nposedeHuu peHmezeHozpaguu ciedyem obpauiams
BHUMAHUE HA NAMON02UHECKUE U3MEHEHUsl, BKIUarujue nossliuleHue
npo3pauHocmu Jie20uHsLx noJieti Ha nepugepuu 3a cuem 06e0HeHUsl J1e20UH020
PUCYHKa; 8blOYXaHue cmeosa U Jiedoli 8emeu Je204uHoll apmepuu, KOmopble
gopmupyrom 8 npamoii npoexyuu II dyey no neeomy KoHmypy cepdua;
pacuiupeHue KopHeli ezKux; yseauueHue hpasslx omaoesos cepoua.

Oxokapauorpadusi (OXOKI) cTporo pekomMeHIOBaHa KaK METO[,
CKpMHMHTA Ha HaJluuKe JeroyHoi runeprensun [1-5, 12-17].

Knacc yoeauTeIbHOCTU peKOMeHaauMI I (YpoBeHb
JoKa3aTeJIbHOCTU — B).

KommeHTapumn: CkpuHuHe Ha Hanuuue JII' 0onxeH nposooumcs 6cem
nayueHmam c npozpeccupyroujeti 00bllKOU, CHUMXEHUEM MOJIepaHMHOCMU K
(usuueckoli Hazpyske, CUHKONE He YCMAHOBJIEHHO020 2eHe3d, NayueHmam c
3abonesanusmu, accoyuupyrouumucs ¢ JII' (BIIC, cucmemHble 3a607e8aHUS,
CepnosuUOHO—KIeMouHas aHeMus, nopmanvHasi 2unepmeH3usi, 0601e3HU
Jezkux, BUY, mpomboamboauu, npuem aHopekmukos u m.d.), 8bls18J1eHHOT
mymauueti BMPR2, ACFRL1, ENG, SMAD9, CAVI1, KCNR3, TBX4, cayuasx
JIT' y poocmeennukos 1-2 cmenenu poocmea, demsm ¢ BJI/I, 3asucumsim om
Kuciopooa 8 36 Hedelb NOCMKOHUENMYyaibH020 803pacmad, POOUBUIUXCSL C
3adepxKoli  8Hympuympob6HO20 paseumus naodd, HAaxo0AWUXcs Ha
domawiHeli Kuciopodomepanuu, 3adepickoii npubasku maccel mena,
HecMomps Ha adek8amHyio KaaoputiHoCms NUMAHUsl.

OXOKI' pexkomeHOOBaHa KaK HEMHBA3sUBHbLIA  MHCTPYMEHT  [JIS
MOHUTOPUHTA 32 COCTOSIHMEM BHYTPUCEPIEUHOV TeMOAMHAMMKM, OIleHK!
Mopdomnorun u GyHKIMM TPaBOro keaymouka [1-5, 12-17, 57-61].

Knacc yoeauTeIbHOCTU peKoOMeHaanumn I (YpoBeHb
JOKa3aTeJIbHOCTU — B).

Kommenmapuu: Ilpu nposederuu OXOKI cnedyem oueHums @Qopmy,
JIUHeliHble pa3mepbl, 00BeM, MOJWUHY MUOKApOd Nnpasozo cesydouka,
pasmepsl npasozo npedcepdus; onpedenums dasyeHue 8 1e20UHOLll apmepuul ¢
yuemom dasJieHus 8 npagom npedcepouu u 2padueHma 0asieHust 8 8b18600HOM
mpakme npagozo #eayoouxka; OUeHUmMs CUCMONUUECKYI0 (DYHKYUIO Npasozo
Henyoouka: (Qpakyur 8sl6poca npasozo Heayooukd, (Gpaxkuyuio UsMeHeHUs
naowjadu npasozo eayodoukd, CUCMONUUECKYI0 IKCKYpcuio @Gubpo3Hozo
Koabua mpukycnudanviozo knanaHa (TAPSE); oueHums Ouacmoauueckyio
(QyHKYUw npaeozo xcenyoouxka; onpedeaums 6eposimHyto amuosaozuio JII'
(8poxcderHble U npuobpemeHHvle NOPOKU cepdud, Kapouomuonamuu,
Kapdumol u m.o.). ZlononHumenvHviMuU nokasamensimu,
ceudemenvcmayrowumu o Haauuuu JII, sensromcs yseaudeHue pasmepos u



gopmvl npasozo npedcepdusi, yeeiuueHue 00seMd, pPA3mMepos, MOJUJUHBL
MUOKAPOA Npasozo wenyoouKkd, U3MeHeHUe (opMbl Npasozo U Jieeo2o
HEeYOOUKO8 C OMKJIOHEHUEM MeHHeay0ouKoeolli nepezopodku 6 noaocmo
J1e8020 Jenydouka u gopmuposarue ezo D—gopmel, pacuiupeHue cmeoa
JIe204HOLl apmepuu u ee eemeeli, U3MEHeHUe NnammepHa KpPoB8OMOKd 8
JIe20UHOLl apmepuu, YKOpoueHue 8peMeHU U3ZHAHUS Npasozo Heayo0ouKd.
Axokapduozpagpuueckue Kpumepuu J1e20uHol 2unepmeH3uu npeocmaseHsl 8
maba.3.

Tabnuia. 3 Oxokapouozpaguueckue kpumepuu e€2o4Hol eunepmen3uu [2]

OnpepeneHue Kputepuun Knacc YpoBeHE
nr V. < 2.8 M/c, I B
MasioBeposiTHa CH}IB\qrép%Tﬁ'lurWIg,

OTcyTcTBYIOT AononHuTenbHble DXOKI - kputepun JII
JIT BO3MO>KHa 1.V < 2.8 M/c, IIa C

C,CI,HR( EE%DFK'FH“,”S&"T.: pononHutensHble IXOKI - kputepun

2.V > 2.9 M\c,

oA 2y R i Hg

I B

nr V > 3.4 m/s, II1 C
AOCTOBEpHa CHj'IRegyBBMr?r%w/gl

1 .
CIJIA — cucTtonmMueckoe AaBJIeHNe B JIETOYHOV apTepun

2 .
Vik peryprutayyu - CKOPOCTb KPOBOTOKA TPMKYCIMAATbHOM

perypruTtanum

OcHosHble nokazamenu, pacuem KOMopwviX HeoOX00uMo nposodums npu
mpaHcmopaxkanvtoti IXOKT' y demeli ¢ JIT':

PexoMeH/IOBaH pacyeT CUCTOJIMYECKOIrO AAaBJI€HMS B JIETOYHON apTepum
[0 MMKOBOMY TPAHCTPUKYCIIUIAIBHOMY CUCTOIMYECKOMY TIpajgueHTy
nasnaenus [1-3, 12-17, 57-61].

Knacc yoeauTeIbHOCTU peKoOMeHaauumn I (YpoBeHb
JOKa3aTeJIbHOCTU — B).

PekoMeHIOBaH pacyeT CpeJHEro ¥ AUACTOIMYECKOTO [aBleHUs B
JIeTOYHO apTepui 10 MMKOBOMY U CpeiHeMY IPaieHTy Iy IbMOHAaIbHO
peryprutanum [1-3, 12-17, 57-61].

Knacc yoeauTeIbHOCTH peKoOMeHaaI i ITa (YpoBeHb
JokaszarenbHOCTU — C).

s OLleHKM  CUCTONMYeCcKoi  (PyHKUMM  TpaBoro  KeyJouykKa
PEeKOMEHJIOBaHO OTmpefe/ieHle CUCTOINYECKON 3KCKypcuu (Guoépo3HOro
KOJIbLIa TPUKYCIIUAANbHOrO KianaHa (TAPSE) [1-3, 12-17, 62, 63].

Kiacc yoeauTeIbHOCTU peKoMeHauumn I (YpoBeHBb
JOKa3aTeJIbHOCTU — B).



PekoMeHI0OBAaHO OIpeae/eHNe WHIEKCOB TI/100aJTbHOM WM JIOKAJbHOM
nedopMalu MMOKapaa mpaBoro xxeaygouka [12-16, 58].

Knacc yoeauTeIbHOCTH peKoOMeHaal it IIb (YpoBeHb
JokaszarenbHOCTU — C).

[T OILleHKM CUCTOJIMYECKOM U JIMacTOAMYeCcKoi GYHKLUMM IIPaBOro
KeJTyIouKa

peKoMeH0BaHO ompezeeHe 00beMOB MPaBoro keayaouka [12-16, 58].

Knacc yoeanTeIbHOCTU peKoOMeHaalu i IIb (YpoBeHb
JokasaTtejabHOCTU — C).

1T OILleHKM CUCTOJMYECKOM M JMACTOIMYECKOi (YHKLMM IIPaBOro
KeNTylouKa pEeKOMEeHIOBaHO ompeneneHne Tei—-mHAEKCA IPaBOro
kemypouka [12-16, 58].

Knacc yoeauTeIbHOCTH peKoOMeHaalnmn IIb (YpoBeHb
JokaszaTtenbHOCTH — C).

71 OLEHKM CUCTOIMYECKO M [OMacTOMM4Yeckoil (QyHKUMM MpaBOro
JKelyLoyKa pPeKOMEeH[0BAaHO IIpoBefeHMe TKaHeBOI'O [IOMIIEPOBCKOIO
MCCIef0OBaHMs IPABOTo U JIEBOTO XKeJTyJ0uKoB [12-16, 58].

Knacc yoeauTeIbHOCTU peKoOMeHaal i IIa (YpoBeHb
JoKa3aTeJlIbHOCTU — B).

PeKOMEHIOBAaHO OIlpefeNieH e COOTHOIIEHMSI OMaMeTPOB IIPaBOTO U
JIeBOTO KeTynouKoB [12-16, 58].

Kiacc yoeauTeIbHOCTH peKoMeHIanuiin IIa (YpoBeHBb
JokasaTtejabHOCTU — C).

PekOMeHOBAaHO OIpeJeNeHe BpeMEeHU YCKOPEHUS CUCTOINYECKOTO
KPOBOTOKA B CTBOJIE JIETOUHOI apTepuu [12-16, 58].

Knacc yoeauTeIbHOCTH peKoOMeHaal i IIb (YpoBeHb
JokaszarteabHOCTH — C).

PexomMeH[10BaHO oIlpefesieHre HaJIuuus nepuKapamuaaibHOro Buirora [12-
16, 58].

Knacc yoeauTeIbHOCTH peKoOMeHaaInmn IIb (YpoBeHb
JokaszarenbHOCTU — C).

PexomMeHI0BaHO oOIlpele/ieHMe pasMepoB IIpaBoro mnpencepaus [12-16,
58].



Knacc yoeauTeIbHOCTH peKoOMeHaaInmn IIb (YpoBeHb
JokasartenbHOCTU — ().

TpaHcropakasibHasi OXOKI' gBisseTcss OCHOBHBIM METOAOM CKPMHMHIA Ha
Hammunue JII. UccnemoBaHue HeOOXOOMMO IIOBTOPSITh Kakable 3-6
MeCSIIIeB IM0C/Ie MHULIMAILUY CIien(uIecKoi Tepanmun; y HeCTabMIbHBIX U
CUMIITOMHBIX O0JIbHBIX — TaK 4acTo, Kak Heobxonumo [1, 12-16, 58].

Knacc yoeauTeIbHOCTU peKoOMeHaanumn | (YpoBeHb
JOKa3aTeJIbHOCTU — B).

Hdetam crapiie 7 JieT peKOMEH0BaHO IpOBeNeHNe TecTa 6—MUHYTHONI
XOObOBIIO Havaja Tepanuy U MpyU OIMHAMUYECKOM HabmopgeHuu 1 pas B
3-6 mecsues [1, 12-16, 64].

Knacc yoeauTeIbHOCTH peKOMeHaaumn I (YpoBeHb
JoKa3aTeJIbHOCTU — B).

V nauyeHtoB ¢ ®K Hmke III gag MoHMTOpMHIa (aKTOpPOB pUCKa,
ormpeneseHMsT OTBeTa Ha Tepanmuio U IIPOTHO3a 3ab0jeBaHUS
PEKOMEHIOBAHO TMpPOBeeHNe KapAMOITyJIbMOHAJILHOTO HArpy304HOro
TecTta (TpegMUI—TeCT UM BeJIO3proMeTpus) IO Hauvajaa Tepanuu U IIpu
OMHaMU4YecKoM HabmomeHuu 1 pa3 B 3—6 mecsities [1, 12-16, 64]. 2%%

Knacc yoeauTeIbHOCTU peKOMeHaaumn I (YpoBeHb
JoKasaTeJlbHOCTU — B).

Ho Hauanma crenuduueckoii Tepamuu 60nbHbBIM ¢ JII' pekoMeHIOBaHa
KaTeTepusauusl IIOJNOCTel cepaua (C M3MepeHMeM [aBlIeHUs U
orpeneseHyeM caTypauuyuM KpOBM B IIpaBOM IIpefncepauu, IIpaBOM
JKeJIyIOUKe U JIeTOYHOM apTepuu, M3MepeHueM OaB/IeHUs 3aKJIMHUBAHUS
JIETOYHOV apTepuu, a IO I[OKas3aHMSIM — C OIlpeleleHueM caTypauuu
KPOBU U M3MepeHMeM [aBJeHUsI B aOpTe U JIeBOM JKellyLouyKe) U pacyer
OCHOBHBIX IOKa3aTeseil reMOOMHAMUKM (CepAeuHbIX MHAEKCOB OO0JbILIOTO
M MaJIoTO KpyroB KpoBooOpaiieHusi, 3(GeKTUBHOTO KPOBOTOKA,
BeJIMUMHBI  BHYTPUCEPOEUYHOrO ILIYHTUPOBAHUS KPOBU, UHIEKCOB
CUCTEeMHOr0 UM  JIeTOYHOI'O  COCYOMUCTBIX  COIPOTUBJIEHMIA)  [JIA
nonTeepxkaeHus Hanuuus JIT, onpeneneHns ee reMOIMHAMMUYECKOTO TUIIA
(mpekanuuisipHasi, MOCTKANMWISIpHAs) U cTeneHu Tsikectu (Tabin.4) [2-4,
11-17, 65, 66, 67].

Kiacc yoeauTeIbHOCTHU peKoMeHauuimn I (YpoBeHBb
JoKa3aTeJlbHOCTU — B).

Tabnuia 4. l'emoduHamuueckas Kaaccuguxayus sezouHoli eunepmensuu [13]

OnpeaeneHue XapaKTepucTukm

JlerouHas runeprteHnsusa (J1IN) CpegHee OJ1A = 25 MM pT. CT.
CW HOopManbHbIN UN CHUXKEH




MpexkanunnapHas JIr CpegHee 1A > 25 MM, pPT. CT.
MNCC > 3 Ea. Byaa\m

O3J1A < 15 MM pT. CT.

CW HopManbHbIA MU CHUXEH

MocTtkanunnapHas JIr CpeaHee AJ1A = 25 MM pT. CT.
O3J1A = 15 MM pT. CT.
CW HOpManbHbIA UIN CHUXKEH

UsonupoBaHHas AOnr < 7 mm pt. CT. 2
nocrkanunnapHasa Jir WNCC < 3 Ea. Byaa\m
KoM6uHunpoBaHHasn npe-un anr = 7 mm pr. CT. 5
nocrkanunnapHas Jir WNCC > 3 Ea. Byaa\m

IIVIA — dasnieHue 8 J1e2ouHoli apmepuu

CHU - cepdeuHslii UHOEKC

HJICC - undexc s1e20uH020 cOCyoucmo20 CONpoOmMueJieHusl
J3JIA — dasnieHue 3aKAUHUBAHUS J1IE20UHOLL apmepuul

I — duacmonuueckutl ny1sMOHANbHBIL 2padueHm (Quacmonuueckoe IJIA
MuHnyc 371A)

%% 8 IIpoBemeHMe TecTa Ha Ba30peaKTMBHOCTh PEKOMEHJOBAHO 00JbHBIM
¢ JIT. B oTCyTCTBUM IIPOTUBOIMIOKA3aHUI1 KaTeTepu3aums Moa0CcTein cepaa
M TeCT Ha BA30pEeaKTUBHOCTb AOJ/KHBI MPOBOAUTHCS OO Hadasla Tepanuu
IJIST  oTipefie/leHUs] TAKTUKUM MeOMKAMEeHTO3HOTO U XUPYPTrUuecKkoro
JleueHust, OIpeneNeHus] IIPOTHO3a 3aboneBaHMs, HeOOXOOVMOCTHU
Ha3HaueHus creuuduyeckoil Ba3oaWIATUpYOILel Tepanuu [2-4, 11-17,
65, 66, 67].

Knacc yoeauTeIbHOCTU peKOMeHaanuMn I (YpoBeHb
JoKa3aTeJlbHOCTU — B).

Kommenrapuu: Tecm cocmoum 8 onpedenieHUU OCHOBHbIX hoKasameJeli
2eMo0uHaMuku 8 omeem Ha  8g8edeHue  KOpomKooelicmeywujux
8a300u1amamopos, 8KaUas 0bIXaHue KUciopooom, nodauy 8 0biXameabHyo
cmech oKkcuda azoma u uHeaaayuio uionpocma.

Ocmpelii mecm Ha 8a30peakmMu8HOCMb y NAyUeHmos 6e3 3Ha4uUMozo
CUCMEMHO—J1€204H020 wyHma Kposu (Op\Qs=1) cuumaemcs
NONIOXUMENbHbIM, eClU 8 0meem Ha eeedeHue 8a300UNIIMAMOpPo8 cpedHee
dasnieHue 8 Jie20uHOll apmepuu U COOMHOUWEHUE UHOEKCO8 JIe20UH020 U
CUCMEMHO020 cocyducmuolx conpomueyieHuti cHuxcaemcsi 6onee uem Ha 20%
npu omcymcmaeuu CHuUM3eHus cepdeuHozo evlbpoca [3, 23].

Ocmpeotli mecm Ha easzopeakmueHocms y hayueHmos ¢ BIIC u
CUCMEMHO—J1e204HbIM  WYHmMoM Kposu (Qp\Qs > 1,5:1) cuumaemcs
NONOXUMeENbHbIM, €ClU 8 0meem Ha 6eedeHue B8a300UISIMAmMopos
docmuzaemcs pasHuya (dasjeHue 8 JIe204UHOL apmepuu Hux3ce CUCMEMHO20)
no cucmonuueckomy, ouacmoaudeckomy u cpeoHemy 0asieHur0 8 Je2ouHoll u
cucmemHoti apmepusix > 10 mm pm. cm.



Hcnonv3osaHue aHmazoHucmos Kanibyuesovlx KaHaios u adeHo3uHa
npu ocmpom mecme Ha 8a30peakmueHoOCmbs y demeli He peKOMeHaOGGHO.
8%%

VAbTpa3ByKOBOE MCCIe0OBaHMe OPIOLIHON MOJIOCTY PeKOMEHI0BAaHO BCEM
60nbHBIM ¢ JII' HESICHOV OSTUOJOTUM [JII MCKIIOUeHUs 3a00jieBaHUIA
TeYeHy, BBbISIBJI€EHUS MPU3HAKOB MOPTAJbHOW TUIIEPTEeH3UN, YTOUYHEHUS
CTEIIeHM 3aCTOMHBIX SIBJIEHMSI IO OOJIBIIOMY KPYTy KpOBOOOpalleHMs, B
T.4 IPU3HAKOB acuura [1, 12-16].

Knacc yoeauTeIbHOCTU peKOMeHaanumn I (YpoBeHb
JokasarenbHOCTU — C)

MarauTHO-pe30oHaHCHas1 Tomorpadusi cepfiia peKoMeHI0BaHa 6OIbHBIM
c JIT ansa oueHKM aHATOMMUM U (QYHKIMM TIPABOTO KeTydouKa, BKIOUast
OI[eHKY pa3MepoB, (opMbl, Macchl MMOKapaa IMpaBoro skeaymouka [1-3,
12-17, 68].

Knacc yoeauTeIbHOCTU peKoOMeHaanumn I (YpoBeHb
JOKa3aTeJIbHOCTHU — B).

KomMmnboTepHass Tomorpadusi BBICOKOTO paspelleHus] peKOMeHAO0BaHa
6onbHbIM c JI[' o151 neTanbHOM OLIEHKM aHATOMMUM JIETKUX, JIETOYHBIX
CcoCyzoB u cpenoctenus [1-3, 12-17, 68].

Knacc yoeauTeIbHOCTU peKOMeHaaIuMI I (YpoBeHb
JoKa3aTeJlIbHOCTU — B).

KommenTapumu:  HccnedosaHue — nposodumcs — O UCKIIOUEHUs
UHmMepCMuUyuanvHelx, JaumgonponupepamusHolx 3a001e8aHull  J1€2KUXx,
TOJIA, BeHOOKKNO3UOHHOU Oone3Hu. XapakmepHvle U3MEHEeHUs 8 eude
MeOUuacmuHaibHoOll U KopHesoli adeHonamuu, UeHmpoi00yIAPHbIX 0UA208bIX
nsimeH, (hoKyCHblx noJieti 8 8Ude «Mamoeozo CmMekia», CeNMAalbHbIX IUHEUHbIX
Wiu 0uazosblx 3amemHeHuli y nauueHma ¢ JII, He noddatouietics
obwenpuHsmoli  mepanuu, noseonswm  3anodo3pums  J1€20UHbLU
KANUISIPHBLL 2eMAH2UOMAMO3.

KoHTpacTHast KOMIbIOTEpHas Tomorpaduueckass aHruorpadpmsi JIETKUX
pekoMeHaoBaHa OoMbHBIM C JII' mjIst OIleHKM CTPYKTYpPbl, aHATOMUU U
0COO6eHHOCTel reMOJMHAMMKY JIETOUHOTO cocyaucToro pycnal [1-3, 12-17,
68].

Knacc yoeauTeIbHOCTU peKOMeHaauMn I (YpoBeHb
JoKa3aTeJlbHOCTU — B).

BeHTmnsiuoHHO-iepdy3MoHHas cuyHuurpadus ierkux peKoMmeHgoBaHa
BCceM 00/bHBIM C JII' HeSICHOM 3TUOMOTUM OJIs1 UCKIIOUeHMST XPOHMUECKO
TPOM603MOOMUECKOI1 TIerouyHoi runepredsuu [1-3, 12-17].



Knacc yoeauTeIbHOCTH peKoOMeHaanumn IIa (YpoBeHb
JokasaTtenbHOCTU — ().

o TlonucomHorpadusi peKoOMeHI0BaHa IJIs1 YTOUHEHUSI HeOOXOIMMOCTH
B KMUJIOPOAOTepanuu B HOYHoe Bpems [17].

Knacc yoeauTeIbHOCTU peKoOMeHaaumnin I (YpoBeHb
JokaszaTtenbHOCTH — C).

2.5. lHasg nyarHocTuKa

e Buorcus Jierkux He SIBJSETCS 00S3aTebHBIM METOAOM MCCAeAOBAHUS Y
6onbHbIX JIT [1-3, 12-16].

Knacc yoeauTeIbHOCTU peKoOMeHaanumn I (YpoBeHb
JOKa3aTeJIbHOCTHU — B).

Kommenmapuu: Buoncus nezkux moxcem Oblmb pPeKOMEeHO008AHA Npu
nN00o3peHuUU Ha Haauuyue UHMEePCMUYUAIbHbIX 3a001e8aHuli  J1ezKux,
KOHUEeHmpuueckoli U anb8eosapHOll  Oucnaasuu, 8eHO—OKKI3UOHHOL
00J1e3HU; KANUIIPHO20 2eMAH2UOMAMO3.



3. JleueHHUe

3.1 KoHcepBaTUBHOE JIeYEHUE

Jleuenue JII', BHe 3aBUCMMOCTM OT €€ OSTUOJIOTMM, AO/IKHO OBITh
HaIlpaBJIeHO Ha OOjieryeHue CUMIITOMOB, Y/Iy4IlleHMe KauecTBa KU3HU
O0JIBHBIX, ITPeAYIPEsKIeHNe TPOrPECCUPOBAHMS 3a00/IeBaHMSI, HACKOJIbKO
5TO BO3MOXKHO, ¥ YBeJIMYEHNE TTPOAO/IKUTEIbHOCTY JKU3HMA.

Boi6op TakTMKM JeueHus JII' y pgereit oIpemensieTcsl TSOKECThIO
3a00/eBaHMsSI M TpebyeT KOMOMHALIMM TAKTUUECKUX  peIleHWUid,
BKJIIOUaromux [1-3, 12-17, 69-70]:

1. obmIMe pekoMeHJaUMM II0 KOppeKuuu obpasa KM3HU, MeToJaM
(bu3MUYecKkoii 1 MCUXOIOTMUECKOi peadbuInTaluum, BaKIMHALUN;

2. IOAAEPXKMBAIONIYI0 MeAMKaMeHTO3HYI Tepanui JII' — KOppeKuuw
TUMIIOKCEMMM, alyuao3a, o00e3001MBaHMe, Cemalyio, AHTUKOATYJISHTHI,
OUYPETUKH, CepaedvHble IIMKO3MIbl, MHOTPOIIHbIE IIperapaThbl; Mephl,
HaIlpaBJIEHHbIe Ha KOPPEKIMIO aCCOLMMPOBAHHOTO 3a00/IeBaHMS;

3. cnenuduueckyro Tepamuio JIAI, BKIIOUAIOIYI0 MeIMKaMeHTO3HYIO
Ba30IMIATUPYIOLTYIO " aHTUIIPOIU(PEPATUBHYIO Tepanmuio "
XUPYpPruyeckuie MeTOIbI JIeueHUs.

O6uIMe peKOMeH AU IS 00JIbHBIX C JIETOYHOV rMIIepPTeH3uei

[y1st Bcex 60nbHBIX ¢ JII' akTyaabHbI 001Me peKOMeHIaluu, COOMoaeHe
KOTOPBIX TTO3BOJISIET YMEHBIIUTb PUCK BO3MOXXHOIO YXYIIIEHUST TeYeHUSs
3aboieBaHMs.

e HesaBucumo ot mnpuuuHbl JII[, BceM OOJbHBIM pPeKOMEHJ0BaHO
OTpaHMYEHME WHTEHCUBHOCTM (U3NUYECKUX Harpy3ok, MWCKIIYEHN e
COpeBHOBaTeIbHbIX BULOB criopTa [1-3, 12-17, 69-70].

Kiacc yoeauTeIbHOCTU peKoMeHauuimn I (YpoBeHb
JokaszarenbHOCTU — C).

e HeszaBucumo ot mnpuumHbl JII, Bcem OOJbHBIM pEKOMEHJOBaHa
dbusuyeckasi peabunurTalusi: TPEHUPOBKA [ObIXaTeNbHOI CUCTEMbBI U
I03MPOBaHHas (Pu3nveckass Harpy3ska MOTYT YBEJIUUYUTb MTEPEHOCUMOCTD
(busnMueckux Harpy3oK M yJay4diinuTb KauecTBo Xu3uu [1-3, 12-17, 69-70].

Knacc yoeauTeIbHOCTU peKOMeHaanumn I (YpOoBeHb
JokasaTejabHOCTU — C).



Hetsam c¢ I-IIOK JII' pekoMeHAOBaHbI JierKue aspoOHble (u3ndeckue
Harpys3Ku 10 KOHTPOIeM caMmouyBCcTBud [1-3, 12-17, 69-70].

Kiacc yoeauTeIbHOCTU peKoMeHauuiin I (YpoBeHb
JokaszatenbHOCTU — C).

Hetsim ¢ JII' He peKOMeHI0BaHbI CMJIOBbIe BUIbI CIIOPTA, aHAa3POOHbIE U
usoMeTpuueckue Harpysku [1-3, 12-17, 69-70].

Kiacc yoeauTeIbHOCTU peKoMeHauumn I (YpoBeHb
JokasaTtejabHOCTU — C).

HeszaBucumo or mnpuumHbel JII, BceM OOJMbHBIM pPeKOMEHIOBaHA
TICUXOJIoTMYecKas MoaAepskka u peabwiurauus [1-3, 12-17, 69-70].

Knacc yoeauTeIbHOCTU peKOMeHaanumn I (YpoBeHb
JokasaTeiabHOCTU — C).

PekoMeHI0BaHO M36eratb M\WJIM TIpeoymnpexnaTh pa3BuUTHe O0JIEBOro
CMHApOMA JIF000i1 3THoaorum y 60mbHbIX ¢ JII'. BecriokoiiHble MaieHThl
IIPU 3TOM MOTYT HYXXIATbCS B LONOJIHUTENbHOM cemauun [1-3, 12-17, 69-
70].

Kiacc yoeauTeIbHOCTU peKkoMeHauumn I (YpoBeHb
JgokasartenbHOCTU — C).

Bcem 60nbHBIM C JI[' pekomeHdo8aHa N1aH08as 8aAKYUHAYUSl, B TOM Uucie
MPOTUB TPUIIIIA, PECIIMPATOPHO—CUHIUTUAIIBHOTO BUPYyCa U KOKJIIOIIA, a
TaKKe MPOTUB MTHEBMOKOKKOBBIX MHMEKIINII, KOTOPble MOTYT IMPUBECTU K
o6ocTpenuto JIT' ¥ TOBBICUTD YACTOTY OCJIOKHEHU I CMepPTHOCTbD [1-3, 12-
17, 69-70].

Kiacc yoeauTeIbHOCTU peKoMeHauuimn I (YpoBeHb
JokaszartenbHOCTU — C).

KommeHTapum: B ciyuae 803HUKHOBEHUS peCNUpAmMOpHbIX 3a00J1e8aHUL
mepanus 00sxcHa 6b61Mb 00CMAMOUYHO AKMUBHOL, UMOo0bl MUHUMUUPOBAMb
ui  npedynpedums nosvluleHUe PeakmusHOCMU  JIe20UHbIX  COCY008
gcaedcmeue 8eHMUNAYUOHHO—NEPQY3UOHHBIX HAPYUIEHUTI U/UluU 2UunOKCeMULL
AKMUBHASA MAPONOHUMCANWAs mepanus 6 caydae JUuXopaoku O0IxHaA
npedynpedums  paszeumue  memaboauveckux  HapyuwieHuii.  Jlioboe
uHpexyuoHHoe 3a601e8aHue 00JIHHO PACCMAMPUBAMbC KAK (pakmop pucka
JIe204H020 2UNepMmMeH3U8H020 Kpu3d, chneyuguueckas mepanust Ha 3mom ¢oxe
00/CHA OblMb MAKCUMATBHOLL.

PekomMeH0BaHa CBOEBpPEeMEHHAsi KOHCY/IbTALMSl AEBOYEK IMOJPOCTKOB,
60bHbBIX JI[', 0 BEpOSITHBIX PMUCKAX, aCCOIUMMUPYIOMINXCS C 6epeMeHHOCThIO
" pofamu, a Takske 0 BO3MOKHOCTM Oe30TacHoO KoHTpateniuu [1-3, 12-
17, 69-70].



Knacc yoeauTeIbHOCTU peKOMeHaauMn I (YpoBeHb
JoKa3saTeJlbHOCTU —B).

e Jletsim c JII' peKOMeH0BaHO ITyTeNIeCTBOBATh aBMAaTPAHCIIOPTOM TOJIBKO B
CTabMIBbHOM U KOMIIEHCMPOBAHHOM cocTosiuuu [1-3, 12-17, 69-70].

Knacc yoeauTeIbHOCTU peKoOMeHaanmnin I (YpoBeHb
JokasartenbHOCTU — ().

INopaepskuBaroinasi Tepanusi JIerouYHoOM rurepTeH3snn

e Kucnopomorepamnusi pekoMeHJoBaHa OOibHBIM Ipu Bcex dopmax JIT,
Koraa HabmopaeTcs croiikoe cHykeHue SaO2 < 92% unm PaOg < 60 Mm
pT. CT. [Tpn XPOHUYECKOM TUIIOKCEMUN peKoMeHI0BaHa
MIPONOJIKUTENbHAs Kucaopogorepanud [1-3, 12-17, 69-71]

Knacc yoeauTeIbHOCTH peKoOMeHaalnmn I1a (YpoBeHb
JokasarenbHoCcTU — C).

e Kucwiopomorepamnnus pekomeHAoOBaHa nauyeHtaMm ¢ JII' M XpoHMUYECKOM
aJbBEOJIIPHOI TUIlOKceMMeit Ha (OHe IPOSIBIEHUI MapeHXMMaTO3HbIX
3ab6omeBaHmii jerkux (B T.4. mpu BJI/I) B KauecTBe OCHOBHOTO MeTo#a
Tepanuu Ijsg nompaepxkaHus ueneBoit SaO2 >93% (mipu mmopmos3peHuu Ha
JIT'), >95% (npu nopTBepxkaeHHoit JIT') [1-3, 12-17, 69-71].

Knacc yoeauTeIbHOCTH peKoOMeHaaunmn IIa (YpoBeHb
JOKa3aTeJbHOCTU — B).

e Kuciopomorepanuss peKOMeHJOBaHa TalMeHTaM C TUIoKceMueir BO
BpeMs aBuarepeyiieTa Wiy MOCTOSTHHO MPOXUBAIIINM B BbICOKOTOpPbe [1-
3,12-17, 69-70].

Knacc yoeauTeIbHOCTU peKoOMeHaaIumn ITIa (YpoBeHb
JoKa3saTeJlbHOCTU — B).

KoMmeHTapum: YejaaxcHeHHbili KUCI0po0 Uenecoo6pasHo HA3HaAuYameo
NOCMOSHHO NpU XPOHUUECKOU 2unoxkcemuu, nepuoouvecku - 6 Cayuasx
0MCYymcmeus XpoOHUUecKoll 2unokcemuu, npu OOKA3aHHOU Odecamypauyuu
nocie  (Qusuueckoli  Hazpy3ku uiau 8 HouHoe 8pemsa. OmmeHa
Kucnopodomepanuu npo8ooumcss NOCMeNneHHo, CHAau4ana oOmMeHAm
Kucnopod 8 OHegHoe 8pems u nepuod 600pCmME0B8aHus, 3amem 8 HOUHOE
gpemMss U 80 8peMs CHA ho0 KOHMpoJeM  NpPOJIOH2UPOBAHHOI
nynscokcumempuu. Cnedyem  yuumeiéams, umo Kucjaopodomepanus
noswluiaem puck J1e20UHbIX OCJIOMCHEHUT, MAKUX KaK, NHeeMOHUS WU Odxce
000CmMpeHuUe XPOHUUECK020 3a001e8aHUS 1e2KUX.

o Uneanayuounwlii okcud azoma (NO) pekoMeHAoBaH naiueHTam c JII' ipu
pe3KOM OOOCTpPeHMM KJIMHMYECKOTO TeYeHMs, B T.Y. IIPU Pas3BUTUU
JIETOYHOTO COCYAMCTOrOo Kpu3a, octpoii JII' Ha ¢doHe pecnupaTOPHOIO



OUCTPecC-CMHAPOMA, CYLIeCTBYIOLIEro MapeHXMMAaTO3HOro 3aboneBaHMs
nerkux u/vim IJITH [1-3, 12-17, 69-70].

Kiacc yoeauTeIbHOCTU peKoMeHauuimn I (YpoBeHb
JoKa3saTeJlbHOCTU —B).

KommeHTapum: HHeanayuu okcuda azoma 6 Hacmosiujee 8pems 87s10mcs
mepanuetl nepeoll JUHUU Npu OCMpOU Jie20UHOU 2unepmeH3uU, HO He
UCNONB3YIOMC 8 Kauecmee Memoda NnoCmosHHOU mepanuu. Huezansyuu
okcuda asoma CHU¥amm nompebHOCMb 8  IKCMPAKOPNOPAIbHOL
MeMOpPAHHOU  OKCuzeHayuu, 0COOeHHO Yy HeJOHOWeHHbIX demeli ¢
dbixameJsibHOll HedocmamouHocmek). Y 00bHblx ¢ msycenoti JII' uHzansayuu
NO HauuHatom co cmapmosoti 0o3st 20 ppm, npu omcymcmeuu 3¢gexkma
0o3y ysenuuusarom 0o 40 ppm. Hcnonws3osaHue 8vicokux 003 NO moxcem
npusecmu K passumur) memezemozioOuHemuu, umo mpebyem OmmeHbl
npenapama.

[TaieHTaM C  TSDKeJIOW  JIETOYHOM  TUIIEPTEeH3Mel: BbIPa’keHHO
TUIIOKCEMMEN, HU3KUM CEpAeUYHbIM BBIOPOCOM U TSDKENION cepaedHOoi
M\WUIM [ObIXaTeNbHOV HEZOCTAaTOUHOCTbIO, Ipu HedhhEeKTUBHOCTU
MeOMKAMEeHTO3HOM Tepanuu, Ojs IpegynpeskaeHns: HeoOpaTUMbIX
M3MEHeHUlAi B OpraHax M  TKaHSIX  [OKasaHa  mOpoueaypa
9KCTpaKopIiopasbHOI MeMOpaHHO okcureHanuu [1-3, 12-17, 69-71].

Knacc yoeauTeIbHOCTH peKoOMeHaalnmn I1a (YpoBeHb
JdoKa3saTeJlbHOCTU — B).

AHTMKO&I'Y.TI}IHTI)I u ae3arperaHTbl

IOnutenbHoe  npumeHeHue  Bapdapmna  (kom  ATX-  b0laa03)
PEKOMEHI0BAaHO OOJbHBIM C IIPOTPECCUPYIONIEN UAMOIIATUUECKON U
HactencTBeHHOV JIAT, XpoHMUYecKOoil TpPoMO0OIMOOIMUECKOi JIeTOUHOM
TUIIEPTEeH3Me, Y MalMeHTOB C HU3KMM CEpPAeYHBIM BBIOPOCOM U Y
O0JIbHBIX C COCTOSTHMSIMM, COITPOBOXKIAIONIMMICS TUITepKoaryssimyeit [1-3,
12-17, 69].

Knacc yoeauTeIbHOCTH peKoOMeHaalnmn IIa (YpoBeHb
JOKa3aTeJIbHOCTHU — B).

KoMmmeHTapum: HauanvHas dosa y demeti cocmasasiem 0,2 mz/ke/cym npu
HopmanwHoll pyukuyuu neueHu u 0,1 me/ke/cym - npu HapyweHuu (QyHKuuu
neueHu.  /JaneHetiwuli  peicum 003UpoBaHus  yCmaHasaueaemcs
uHousudyaivHo nod konmpoaem MHO, uenesoti yposeHb MeOYHAPOOH020
HopManu308aHHo2o0 omuowerus (MHO) cocmasnsiem 2,0-2,5.

Y pereinr ¢ mauoIiaTMuyeckoil M HawienctBeHHon JIAI' mipu Hanmuumum
MPOTMUBOIIOKA3aHMI IJISI aHTUKOATY/ISTHTHOM Tepanuy, 0COOeHHO y JeTeit
MJIaAIero Bo3pacta UMy (QU3MUECKM  aKTUBHBIX JeTeil ¢



MMpeaInoJOKUTEIbHO IMOBBIIIEHHBIM PUMCKOM KPOBOTEUEHNA, BBUOY 6oiee
BBICOKOI BEpPOSATHOCTU CJ'IY"IaI‘/JIHI)IX HOBpe)K,H,EHI/Iﬁ M TpaBM B KaudeCTBe
AJIbT€PHATUBbI PeKOMEHO0BaHO MCIIO/JIb30BATb dHTHMAarperaHTHYyIO

Tepanu (Harpumep, ALETWICAUIUIWIOBYIO KUCIOTY - Kom ATX-
a01adO05).
Kiacc yoeauTeIbHOCTH pekoMeHaluun ITb (YpOBeHb

JokasartenbHOCTU — C).

KommenTapumu: IIpednoumumenvbHO UCNOb308aHUE CNEUUANbHbIX (opm
Ayemuncanuyunogoti  KUcCiomsl,  NOKpsIMbIX  KUWEYHOPACMBOPUMOL
obonoukoti 8 doze om 2 0o 4 wme/ke/cymku. Cnedyem coba0dame
0CMOPOXCHOCMb NPU 00HOBPEMEHHO NPOBOOUMOL AHMUKOAZYASAHMHOU UIU
aHmumpomboyumapHoli mepanuu, UIU NPuU CUNbHbIX MEHCMPYAIbHbIX
kposomeueHusix. MakcumanvHas cymouras do3a 100 mz 8 cymku.

[I[pyuMmeHeHMe aAHTUKOAry/JSIHTOB He PEeKOMEHJOBAaHO [eTSIM C
HaC/IeICTBEHHO reMopparuyecKkom TeJleaHTUIKTa3uein "
TOPTOITYJIbMOHA/IbHOM rUIlepTEeH3Ne.

Knacc yoeauTeIbHOCTH peKoOMeHaanumn III (YpoBeHb
JokasartenbHOCTU C)

JuypeTuxrmn

IOuypeTuk pekoMeHAoBaHbl 00dbHBIM ¢ JII' ¥ KIMHUUYECKUMU
MIPOSIBJIEHMSIMM  TIPaBOXKEIYIOUKOBOJ  HemocTaToOuyHOCTHM. Hambosee
palMOHAJIbHBIM  SIBJISIETCSI  TIPMMEHeHMe  MeTJIeBOr0  AuypeTuKa
dypocemnpga (kog ATX-c03ca0l) B mose 0,5 — 4 MI/KT B CyTKM, a TaKKe
rUapoxjaoporuasusa B nose 1-4 mr/kr B cyTku (kog, ATX — c03aa03).

Knacc yoeauTeIbHOCTU peKOMeHaanumn IIb (YpoBeHb
JokaszatenbHOCTH C)

BiokaTop peLenTopoB MUHEPAJIOKOPTUKOUAOB CIIMPOHONAKTOH (Kog, ATX
- c03da01) pekomeHmoBaH 60/bHBIM C JIAT 1 IMacTONMYECKON CepeuHO
HeJIOCTaTOUYHOCThIO, B T.4U. MPU COXpPaHHON (pakiuu BbIOpOca, 3a CYeT
YAYUIIeHUS] AMUACTOMMUYEeCcKoi (GYHKIMM TIPaBOTO U JIEBOTO KeTyI0YKOB.
CnMpoHO/IAaKTOH Ha3HAYaeTCs B CYTOYHOM 103e 1— 3 MI/KT 2 pasa B CYTKMU.

Knacc yoeauTeIbHOCTU peKoOMeHaalnmn IIa (YpoBeHb
JokaszarenbHocTH C) [1-3, 12-17, 69].

Kommenmapuu: /Jo3sl npenapamos 00JIxcHbl aKKypamHuo mumpoeamscs 80
usbexcarue pe3kozo nadeHusi 00sema UUPKYAUpyouleti Kposu U CHUMEHUs
CUCMEMHO020 apmepuaisHozo dasneHus. [uypemuueckas mepanusi 0ONMCHA
CONnposoHdamocs pezysisipHbIM KOHMPONeM YPOBHS KANUsl U KpeamuHuHda 8
Kposl.



Cep,uequIe INIMKO3UAbl M MHOTPOIIHbIE IIPpEeIlapaThbl

PemonmenupoBaHue  IIpaBOrO  SKEJyIOYKa CO  CHIDKEHMEM  €ro
cucronmmyeckoin GyHKuuM 1pu JIAT gBiasieTcss OOHMM U3 BaskKHEMIINX
MeXaHM3MOB pasBUTUSI " MIPOTpeccrupoOBaHMS cepaevyHoi
HeJI0CTaTOUHOCTM.

e JlueoxcuH (xonm ATX-c0laa05) y 6onbHbix ¢ JIAT M mpencepoHbIMU
TaXUMapUTMUSIMU PEKOMEH[0BAaH TOJbKO [Js KOHTPOJSI 3a YaCTOTOM
putma [1-3, 12-17, 69].

Knacc yoeauTeIbHOCTH peKoOMeHaanumn IIb (YpoBeHb
JokaszatenbHocTHU C).

e B cnyuasx mekommeHcauuyu 3aboneBaHust y 60onbHbIX JII' pekomerndosaHo
UCIIONIb30BaHMe MHOTPOITHBIX IperapaToB (JonamuH JleBocumeHpaH) [1-
3,12-17, 69, 70].

Knacc yoeamuTeIbHOCTU peKoOMeHaal i ITb (YpoBeHb
JokaszatenbHOCTH C)

KommeHnTapum: /[Jooymamun (ko0 ATX- COICAO7) oxka3vieaem
nosoxcumenbHoe uHomponHoe odeticmeue, ymepeHHo Yysenuuusaem YCC,
yeeauuueaem yoapHwlii u MUHymHslii 006semsl cepdud, CHUMCAem Jie20UHOe
cocyducmoe conpomusnerue. CucmemHoe dasjieHue Npu 3mMom CyujecrmeeHHo
He usmensiemcs. Ilpenapam evi3vieaem ymeHbvlieHUe O0AB8NeHUSI HANOJHEHUs
Henyoouxkos cepdya. Ysenuuusaem KOPOHAPHbILL KPOBOMOK U cnocobcmeayem
yaYuUleHUulo cHabxceHuss muoxkapda xuciopodom. Ilpenapam pexkomerdyemcs
8800umo 6 dozax 1-15 mxe/ke/muHn. IIpu npumeHeHuu 8 do3ax > 7.5 mkz/ke/
MUH HauuHaem nposiensimscs 601bWUHCIBO NOOOUHBIX A8JIEHULI (0COOEHHO
maxuxkapousi).

Jlesocumendan (ko0 ATX- c01cx08) nossiwiaem uy8cmeumenbHOCMb
cokpamumenvHolX 0€NK08 K Ca2+ nymem cg53vl6aHuss ¢ mponoHuHom C
muokapoa 8 Kaavyueso—3asucumoli ¢gase, yseauuusaem cuiy cepoeuHslx
COKpauleHull, He enusiem Ha paccnabneHue xeayoouxkos. Y 6onvHwix ¢ JII' u
XCH noaoxumenwvHslli UHOMpPONHuill u 8azodunsmupyrouwuti  3ggpekm
npueooum K y8eIuueHuio Cuibl cepleuHvblX COKPAUWeHUll U CHUMEHUI KakK
nped—-, mak u NoCcmMHazpy3ku, He 6Jusie NPuU 3MOM Ha OUACMOJUUECKYIO
GyHkuuio. Omu  nonoxumenvHole  3Ppekmovr  docmuzaromcs — 6e3
3HAUUMENbHO020  Yy8eaudeHuss hnompebsieHUss  MUOKAPOOM  KUCI0pood.
IIpenapam 3HauumesnvHo CHUxXcaem coodepxcavue 3HdomenuHa—1y 60abHbIX C
XCH. IIpusodum K 00303a8UCUMOMY Y8eAUUEeHUI MUHYMHO20 KPOBOMOKA, a
makxie K 00303a8UCUMOMY CHUMCEHUK 0asJeHUsl 8 J1e20UHO—KANUISAPHOL
cemu, cpedHezo Al u nepugepuueckozo conpomueneHus. Y 6oavHsix ¢ JII,
OC/IOMCHEHHOU  ocmpoli  cepdeuHoli HedocmMamouHOCMvlo, UIAU  npu
dekomnerncauyuu XCH pexomendosaHo 00/110CHOE 8HYMPUBEHHOM 68edeHUe
negocumerdara 8 doze 0,05-0,1 mk2\kz 8 muHymy 6 meueHue 24-48 uacos



nod KoHmposnem nokasameneii zemoduHamuku. ITemoduHamuueckue
a(pexkmpbl COXpauaMC KAK MUHUMYM HA npomsixeHuu 24 u u mozym
Habardamscs nioms 0o 9 dHell nocie npekpaujeHust 6—uacosoti uH@ysuu.

Cnenmnduueckasi Tepanus JEroUHON apTepuaabHOM TUIIePTeH3UNU

Hasnauenne JIAl-cmenmuduueckux MMaTOreHETUUECKM OOOCHOBAHHBIX
rpenapaToB C IOKa3aHHbIM Ba30AMJIATUPYIOIIUM "
aHTUIIpOoNMGepaTUBHbIM [I€JICTBMEM UTrpaeT K/AIOUEBYIO POJib B Tepanuu
JIAT. CBOeBpeMeHHOCTb Ha3HaueHus1 creuuduueckoin Tepanumu JIAT
orpeensieT IMIPOrHo3 3aboeBaHMs.

o Havana Tepanuu JII' pekOMeHAOBaHO IIpOBeleHNe KaTeTepusaluu
cepaiua nansa  Bepudmkanum — guarHosa JII,  omnpeneneHus  ee
reMOOVHAMMUUECKOT0 Tula (MIpeKanuiiapHas, IOCTKallWUISIpHas) U
creneHu Tsokectu [1-3, 12-17, 67].

Knacc yoeauTeIbHOCTU peKoOMeHaalmnin I1Ia (YpoBeHb
JokasarenbHOCTHU C).

Io Hauvana JIAT-crneunduyeckoit Tepanmyu peKOMeEHIOBAaHO IpOBeHeHMe
cTpaTUdUKALMMU PUCKA, BKIKOUAIOINIEel aHaau3 pe3yabTaTOB TecTa Ha
Ba30PeaKTUBHOCTD, reMOJVMHAMUYECKUX " (byHKIMOHATBbHBIX
XapaKkTepucTuk 6onbHOrO [1-3, 12-17, 67, 72-74].

Knacc yoeauTeIbHOCTH peKoOMeHaaI i ITIa (YpoBeHb
JokaszatenbHOCTU C).

biokaTopbl KajblMEeBbIX KAaHA/JIOB PEKOMEHAOBAaHbI OeTsIM cTapiie 1
roga ¢ JIAT I-11 ©K nipu nosnoxcumensHom mecme Ha Ba30peaKTUBHOCTD [1-
3, 12-17, 67, 72-74].

Kiacc yoeauTeIbHOCTH peKoMeHIauuii ITa (YpoBeHBb
JokasartenbHOCTHU C).

KommeHTapum: [IoMumo nooxumenbHozo mecma Ha 8a30peakmugHOCMb
peuwleHue 0 HA3HaueHuu OAUMenbHo20 npuema O0710Kamopos KalbUuesblx
KaHanos 6onvHoiM ¢ JIAT 0onxwHO Oblmb NPUHAMO Npu COOJII00eHUU Mmpex
ycnosuti: cepdeunsiti uHoekc 6onee 2,1 JZ/MUH/MZ; Sa0y 8eHo3HOU Kposu
bonee 63%; dasnerue 8 npasom npedcepduu mexee 10 mm pm. cm. Boibop
0710Kamopa Kanvyueswvlx KAHAN08 onpedeisiemcsi KAUHUUeCKUM COCMOSIHUEM
00/1bH020: NAyueHmam co CKJIOHHOCMbI0 K Opaduxapouu pexomeH008aH
Hud)eaunqu 8 NpOJIOHZUPOBAHHBIX (opMax, a makxie aHmMazoHuCmol
kansyus ouzudponupudurogozo psaoa III nokoneHus (aMﬂoaunuHZ). IIpu
CKJIOHHOCMU K maxukapouu cnedyem omoames npednoumeHue auﬂmuaseMyZ.

PexomendosaHHble 003blL y demeli:



ﬂuﬂmuas'emz (k00 ATX- c08db01): HauansHas do3a 0,5-0,7 me/ke Ha npuem
3 pasa 6 cymku nepopaibHO ¢ NOCMeNneHHbIM nosvluleHuem 0o3sl 0o 1-1,7 mze/
Ke Ha npuem 3 pasa 8 cymku. MakcumansHas 0o3a s 83pocnvix 240 — 360
me/cym nepopanvHo 6 3 npuema. Ilpenapamsl ¢ NpoJOH2ZUPOBAHHBIM
8618000 0EHUEMNPUMEHSIOMCS. MOILKO NPU NepeHocuUMocmu 3¢ pexmugHoli
003bl npenapama Kopomkozo deticmausi.

Hud)eaunuH2 (k00 ATX- c08ca05): HauanvHas do3a 0,2-0,3 m2/xkz Ha npuem
3 pasa 8 cymku hepopaibHO ¢ NocmeneHHbIM nosvluieHuem 003vt 0o 1-2,5 mz/
K2 Ha npuem 3) pasa 6 cymku. MakcumanvHas do3a ons 83pocivix 120-240
Mez/cym nepopanvHo 6 3 npuema. Bo3moxcHO ucnonv3oeavue npenapamos
NpPONIOHZUPOBAHHBIM 8bIC8000HOeHUEM (Makc. 180 mz/cym nepopanvHo).

AMﬂoaunuHZ (k00 ATX- c08ca0l): HauanvHas do3a: 0,1 me/ke Ha npuem 2
pasa e cymku nepopanvHo, C NOCMENEHHbIM ee ygeludeHUeM 8 3a8UCUMOCmu
om nepeHocumocmu 00 2,5-10 mz Ha npuem 2 pa3a 8 cymku. MakcumanvHas
0o3a 0ns 83pocavix 20 M2 8 CymKu.

biokaTopbl  KaJblLieBbIX KAaHAJIOB HE€  PEKOMEHAOBAaHbI IIpU
ompuyameibHOM mecme Ha Ba30PeaKTUBHOCTD; IMallieHTaM, KOTOPbIM He
IIPOBOANIICSI TeCT Ha Ba30pPEeaKTUBHOCTD; MnalyeHTam C
IIPaBOXENYIOUKOBOM HepocraToyHocThio (PK IV mo BO3) BHe
3aBUCMMOCTHM OT OTBeTa Ha Ba30peaKTUBHBIN TecT; AeTam o 1 roxga [1-3,
12-17, 67, 72-74].

Knacc yoeauTeIbHOCTH peKoOMeHaaInmn IIa (YpoBeHb
JokasartenbHoCTHU C).

CoBpemenHas JIAI'-cmenuduueckass Tepanusi BO3OEMCTBYeT Ha TpPU
OCHOBHBIX 3BeHa nartoreHesa JIAI', B OCHOBe KaskIOIr0 U3 KOTOPBIX JIEKUT
SHIAOTeNMaNIbHAS AUCHYHKINS, BKIOYAS IIYyTh SHAOTEIMHA, IIYTh OKCUIA
a30Ta\I[MKJIMYECKOTO TryaHO3MHMOHOdochaTa M IyTh MHPOCTALMKIMHA.
JIAT cmenududueckass Tepanus Y JeTeii BKIOYAET TPU TPYIIILI
npemnapaToB: 1) O6JIOKATOpbl pelenToOpoB 3SHAOTeIMHa—-1 (603eHTaH,
amOpu3eHTaH, MallUTeHTaH), 2) OKCUO a30Ta UM  MHTUOUTOP
dochommacrepaspl 5 Tuma cwimeHadmiaa; 3) CUHTETUYECKUII aHAIOT
3HIOTeHHOTO MPOCTalMKINHA uiomnpoct [1-3; 12-17, 69, 110].

Pebenky c¢ BepuduuyupoBanHoii JIAI Ha3HaueHMe creumduueckon
Tepanuy PeKOMEHIOBAHO IIpM COOMIOIEeHUM CIeAylomnX ycaoBuit: 1)
OTpULATE/NbHBIMA TECT Ha Ba30PEaKTUBHOCTb; 2) OTCYTCTBUE WU
HEYCTOMYMBBI OTBET Ha Tepanuio 6JJ0KaTopaMy KajbI[MeBbIX KAHAJIOB, 3)
HaJlnyMe MTPOTMBOIIOKA3aHMII K Ha3HaueHMI0 OJ0KaTOPOB KajblMeBbIX
KaHanos [1-3, 12-17, 69].

Kiacc yoeauTeIbHOCTH peKoMeHIanuii Ila (YpoBeHb
JokasartenbHOCTU C)



CraproByio crnenuduyeckyio tepanuio JIAT' y mereit ¢ @K I-II u HU3KUM
cTpaTUGULIMPOBAHHBIM PUCKOM (Tabsi. 6) peKOMEeHAOBaHO HAuMHATh C
MOHOTepanuy 6JI0KaTOPOM peLieNTOPOB 3HIOTeNMHa 003eHTaHOM WU
MHrno6uTopoM pocdommuacrapassl 5 Tuia cuwigeHabmiom [1-3, 12-17, 69].

Kiacc yoeauTeIbHOCTU peKoMeHauumn I (YpoBeHBb
JoKka3saTeJlbHOCTU B)

KommeHnTapumu:  IIpednoumeHue no  803MOMHOCMU  003eHMAHY
paspeuieHHOMy K NpumeHeHuilo 8 demckoli npakmuke 6 Poccuiickoti
dedepauuu.

I[Ipu HemoctraTouHOV 3(GEKTUBHOCTM Tepanuu omHuM JIAT-
crienupuyeckum npernapatom getsMm ¢ JIAIT ®K I-II u HU3KUM
cTpaTUOULMPOBAaHHBIM PUCKOM (Tabj. 6), a TakKe y JeTeii C BIlepBbie
nuarHoctupoBaHHoi JIAI' ®K II-III, panee He mnonyuaBuimux JIAT-
crienu¢MUUeCcKOii Tepamnuy, PeKOMEHJIOBAaHO KaK MOXHO Oojiee paHHee
Ha3HaueHMe KOMOMHMPOBAHHONM creny@uueckoit Tepanuu ABYMS
repopajbHbIMU ITpernapaTamMu — cuigeHaduaIoM 1 603eHTaHOM.

Knacc yoeaIUTeIbHOCTH peKOMeHaanumn IIb (YpoBeHBb
JokasartenbHOCTU C)

V neteit ¢ JIAT ®K III-IV u Hamumummu ¢GaKTOpoB BBICOKOTO pucKa
PEeKOMEHJ0BaHO KaK  MOXHO 6onee paHHee  Ha3HauyeHWue
KOMOMHMPOBAHHOM Tepanun TpeMs JIAT crieuduuecKuMu
npenapatamu. [IjiS 3TOTO MCIIONAB3YIOTCSI B KOMOMHAIIMM OJIOKATOP
peLierITOpoB  9HAOTeNMHA  (003eHTaH) TMepopaJbHO,  MHIMOUTOP
dochonuacTepaspl-5 (cunmeHadua) IepopasbHO M MHTAISIIVOHHbIN
CUMHTEeTUYECKUI aHaJIOT SHIOT€HHOI'0 MPOCTALMKIINHA (MIOMIPOCT).

Knacc yoeauTeIbHOCTH peKoMeHauuimn ITb (YpoBeHBb
JokaszatenbHOCTH C)

IIpu Tsokenmoin (IV.- ®K) wu/unm  ObicTpo Iporpeccupyiomiein  JIAT
pekoMeHI0BaHO Oe3omiaraTeJlbHO HauyaTh Tepamnuid 3K30T€HHBIM
aQHaAJIOTOM IIPOCTALIMKIMHA (VMIOTPOCT MHTAISIIMOHHO) C IOCTIeAYIOIM
OBICTPBIM IMOIK/IIOYEHVEM KOMOMHMPOBAHHONM Tepamnmy IepopabHbIMU
npenapatamu (6o3eHTaH u cungeHabwn) [1-3, 12-17, 75-79].

Knacc yoeauTeIbHOCTU peKOMeHaanumn I (YpoBeHb
JokasartenbHOCTU C)

Bosenrad™ (xom ATX- c02kx01) pekomengoBaH getsam ¢ JIAT I — IIIOK
KaK B KauecTBe MOHOTepamnMy, TaK M B COCTaBe KOMOMHMPOBAHHOI
tepanun. [Ins nerenn ¢ JIAI' IVOK pekoMeHOOBaH TOJILKO B COCTaBe
IBOVHO¥ MJIM TPOVHOY KOMOMHMPOBAHHOI Teparnuu |7, 80-86].



Knacc yoeauTeIbHOCTH peKoOMeHaaIumn IIa (YpoBeHb
JokasaTtenbHOCTU C)

KommenTapun: HauanvHas 0o3a Gosenmanal — 2 Mz/Ke 8 cymKu 8 2
npuema HasHauaemcsi Ha 4 Hedenu C UYenvld) YMEHbUEHUS PUcKa
HexcelamenbH020  8030elicmeuss Ha heyeHb. B nocnedywuwem, npu
omcymcmeuu 3Hauumozo (bonee uem 8 3 pasza) NoviUEHUS! YPOBHS
neueHouHvlx mpavcamuras (AJIT u ACT) dosa ysenuuusaemcs 0o 4 me\kz 8
cymku 8 2 npuema. Y demeti ¢ gecom 0o 20 Kz pekomeHdyemcs: K NpuMeHeHU0
demckas JsekapcmeeHHas gopma — duchepzupyemvie mabaemku 32 me. Y
demeii ¢ maccoti mena om 20 do 40 k2 603eHMAH HA3HAYAemcsi 8 NOCMOSAHHOT
noddepxcusarwuieti doze 62,5 me 2 pasa 8 cymku, y demeli ¢ maccoti mena
oonee 40 mz — 8 nocmosiHHOU hoddepxcusarouieti dose 125 mz 2 pasa 8 cymku.
OueHka 3¢pekmusHocmu npenapama O00NXHA OCYUECMBIAMbC HE paHee
uem uepe3 8 Hedelb mepanuu u He padee, uem uepe3 4 Hedenu npuema
npenapama 8 NOocmMosiHHOU  noddepxcusaroweli doze. C  yenvho
CB80EBPEMEHHO020 BbISIBTIEHUSI HeXceslamesbHblx 8030elicmauti pekoMeHO08AaHO
exceMecsiuHO oyeHus8amo (pyHKuurw neueHu y demeti, noayuarouux mepanuro
003eHMAaHoM.

AM6pM3€HTaH2 (k00 ATX - C.02.K.X.02) pekomMeH/I0BaH AEeTSIM CTapiie 5
net ¢ JIAT I - III®K nipu HenepeHocuMocTy 603eHTaHa [12, 15, 16, 87,88].

Knacc yoeauTeIbHOCTH peKoOMeHaaInmn Ila (YpoBeHBb
JokasartenbHOCTU C)

KommenTapumn: Cmapmosas do3a AmOpuseHmaHa 2,5 Mz Ha npuem
00HOKpamHo 8 cymxu, noddepxcusarwwas do3da om 5 do 10 mz Ha npuem
o0HoKkpamHo 8 cymku. ITo6ouHsle 3¢phekmol n000OHbI 603eHmany. C uesvio
CB80EBPEMEHHO020 BbISIBTIEHUSI HeXceNamesbHblx 8030elicmauti pekoMeHO08aHO
exceMecsiuHO oyeHus8amos (pyHKUuw neueHu y demeti, noayuanouux mepanuro
amopu3eHmaHoM.

MaLU/ITeHTaH2 (ko ATX- C02KX04) pekoMeHI0OBaH AeTIM crapiie 12 jet
c JIAT I - II®K kak B KayeCTBe MOHOTeparuu, Tak U B COCTaBe
KOMOMHMpPOBaHHOI Tepanuu [15, 16. 86].

Kiacc yoeauTeIbHOCTU peKoMeHIanuiin ITb (YpoBeHBb
JokasateabHOCTU C)]

KommenTapum: cmapmosas 0doza 5-10 Mz 00HOKpamHuo 8 Cymku,
nodoepxcusarwwas 10 mz 00HOKpAMHO 8 Cymku.

CMJI/:LeHacl)MJI2 (k00 ATX - g04be03) pekomeHaoBaH neTsim c JIAT I —
III®K kak B KauecTBe MOHOTEpANNM, TaK ¥ B COCTaBe KOMOVHMPOBAHHOI
tepaniuu. nsga pereini ¢ JIAT IVOK pekoMeHOOBaH TOJIbLKO B COCTaBe
IBOIHOI WJIM TPOITHOV KOMOMHMPOBAHHOI Tepanuu [1-3, 12-17, 89-97].



Knacc yoeauTeIbHOCTU peKOMeHaauMI I (YpoBeHBb
JoKa3saTeJlbHOCTHU B).

KommenTapun: HauansHas do3a: 0,3-0,5 mz/ke Ha npuem 4 pa3za 8 cymku y
demeii do 1 200a u 3 pasa 6 cymku y demeii cmapuie 1 200a nepopanwHo.
IMododepxcusarowas do3a: 0,5—1 mz/ke Ha npuem 4 paza 8 cymku y demeti 00 1
200a u 3 pa3a 8 cymku y demeti cmapuie 1 2z00a nepopanvHo. Ins demeti om 8
0o 20 k2 pekomendosaHa noddepxcusaioujas doda cundeHaguna 10 mz Ha
npuem 3 pasa 8 cymku nepopanwHo. /Ins demeti 6onee 20 k2 peKoMeHO08aHA
noddepxcusarwwias dosa cundeHaguna 20 mz Ha npuem 3 pasa 8 cymku
nepopanvHo.

CunpeHabu1n peKOMEHIOBaH [eTsIM C OpOHXOJEerouyHoi AucIuia3uei,
ocsioskHeHHO¥ JIT' mpy He3pPeKTUBHOCTM KUCTIOPOAOTEPAIIMA B TeueHue 4
Hemenb. MakcumasbHag [03a B 3TOM lydyae — 8 MI/KI B CYTKWU,
paspeneHHas Ha 3 winu 4 ipuema [17, 91].

Knacc yoeauTeIbHOCTU peKOMeHaanumn IIa (YpoBeHb
JokasaTejlbHOCTU B).

I/Inor[pO(:T2 (xom ATX-BO1AC11) pekomeHzoBaH netrsam ¢ JIAT III-IVOK
B COCTaBe KOMOMHMPOBAHHO}M [BOWHOI wauM  TpoiHoi  JIAT-
cnienyduyeckoit Tepanuu [15,16, 98].

Knacc yoeauTeIbHOCTH peKoMeHanuuimn ITb (YpoBeHBb
JokasaTtenbHOCTHU C).

KommeHTapum: PekomeHdosaHHble d03bl uionpocma y demeii: HauaipHas
odHokpamHas 0o3a 2,5 mke (1,25 mxe y demeti maaduieti 803pacmHoti
2pynnel) C NOCMeENeHHvIM nNoevllleHuemM 00 5 MKz npu Xxopouel
NepeHOCUMOCMU UH2AISAYUOHHO C UCNOb308aHUeM HebOynaiizepa 6-9 pa3 8
cymku. I[IpodonxcumensHocme Kaxcdoli uHzanayuu — 8—15 muHym.

KOppEK].[I/ISI ACCOIIMMPOBAHHDbIX 3a00J1eBaHMII

CBoeBpeMeHHasi M ajeKBaTHasi KOPPEKIMSI OCHOBHOTO 3aboeBaHMs
MOXeT  IIpeaynpeauTb  pasBUTME  WJIM  YMEHbIIUTb  CTEIleHb
accouuupoBaHHoit JIAT. V 6onpHbIX ¢ BIIC ¥ yBeJIMUYE€HHBIM JIETOUHBIM
KPOBOTOKOM JIJIsI IPeIOTBPAIleHNs Pa3BUTUSI HEOOPATUMMBbIX M3MeHeHMUt
B cCoCcydgax JIeTKMX HeoOXoAyMma CBOEBpeMeHHas XUpyprudeckast
KOppeKLus B paHHeM Bo3pacTe. IIpy XpOHMYECKUX OOCTPYKTUBHBIX U
MHTEePCTUIIMATbHBIX 3a00/IeBaHMSIX JIETKMX II0Ka3aHbl aHTUOMOTUKMU,
OPOHXOAMISITATOPSI, ITTIOKOKOPTUKOCTepOouabl. IIpu XTIJII' Heo6XooMMBbI
MepBbl 110 JMKBUAALMM MCTOYHMKA TPOMOOB, TPOMOSHIAPTEPIKTOMMUS, a
T10 TTIOKa3aHMSIM - YCTaHOBKa KaBaduiabTpa.



[Ipucoenuuenne mnocTKanMuIIpHO JII' y GONBHBIX C
3a60/1eBaHMSIMM JIeBbIX Kamep cepjiia 3HaUUTeTbHO YXyIlIaeT MPOTHO3 U
yBeIMUMBAET JIeTaIbHOCTb. [IpM BpPOXAEHHBIX WM TIPMOOPEeTEeHHBIX
Mopkax cepalla C mnocTkanwisipHoit JII' y pgeTeit  Heobxomuma
CBOeBpeMeHHasl xupypruueckasa koppekuus. Y perer ¢ XCH pomkHa
IIPOBOOUTHLCI afeKBaTHasi Me[MKaMeHTO3Has Tepalys, BKIIIYarnas
MHTUOUTOPBI  aHTMOTEH3MHIIpeBpalawinero @epmenTta, O6JI0KaTOPBI
pelLieriTOpoB K  aHrMoTeH3uHy II, B-6yi0kaTOpbl, aAHTArOHMUCTbI
MUHEPATIOKOPTUKOUSHBIX  PeLenTOpPOB, IUYPEeTUKH, cepoeuHbie
[JIMKO3UBI, a TIPU HAIUUYUM TTOKa3aHUM — KapAMOPeCUMHXPOHU3UPYIOIIAs
Tepanus M\WIX UMJIaHTaIMUs KapAauoBepTepa—nebubpuisiTopa.

3.2. [lannMaTuBHOE XUPYPIrUIECcKoe jjeueHue

e Jleram c JIT' I[II-IV ®K pekomeHg0BaHa KOHCY/IbTalMS KapAMOXUPYpra 4Jis
peleHusl BOIIpoca O BO3SMOKHOCTM U 11e71eCO00pa3sHOCTM Ma/IMaTUBHOTO
XUPYPruueckoro JjieueHusi (arpuocerntocromus, aHacromos Ilorrca) [1-
3,8,9, 99, 103].

Kiacc yoeauTeIbHOCTU peKoMeHauumn I (YpoBeHb
JokasarenbHOCTU C)

KommeHTapumn: ITannuamueHsle Xupypeuueckue onepayuu
paccmampusanmcs He 8 Kauecmee «mepanuu OMudasHus» uiu «Mocma K
mpauvcnaaHimayuu», a 8 Kadecmee CAMOCMOSAMeNbH020  Memoda,
nokasasuiezo c8ow 3pgekmusHocmo 8 geueHuu JII' u nposodumozo Ha
meppumopuu Poccutickoii @edepayuu 0711 0emcK020 KOHMuUH2eHmMa O0bHbIX.

e ATpuocenTOCTOMMSI peKOMeH0BaHa AeTSIM cTapliieii BO3pacTHOM IPYIIIIbI
¢ cymnpacucremHon JII' III-IV @K, cumrnTomamu MpaBoOXKeTyIOUKOBOM
HeJIOCTaTOUHOCTH M\WJIn TTOBTOPSIIOIIVIMMCST CUMHKOIIE pu
HeabekTuBHOCTU TpoBoauMOit JIAT-cneuuduueckoit Tepanuu [1-3,8,9,
99, 103].

Knacc yoeauTeIbHOCTH peKoOMeHaalnmn Ila (YpoBeHb
JokasatenbHocTHu C).

e JlerouHO—aOpTa/IbHBIN  aHacTomo3 IloTTca peKoOMeHIOBaH [eTsIM
MJIafInen BO3paCTHOM TrpyImrbl ¢ cynpacucremuon JII' III-IV @K,
CUMIITOMamMu IIPaBOKeITYIO0UYKOBOM HeIO0CTaTOYHOCTU U\WJIU
MOBTOPSIOIIMMUCS CMHKOTIe MMpU HedddekTuBHOCTM mpoBoauMoit JIAT-
crienuduueckoii repanuu [1-3,8,9, 99, 103].

Knacc yoeauTeIbHOCTH peKoOMeHaalnmn IIb (YpoBeHb
JokasartenbHOCTU C)



e JlerouHO—aOpTaJ/IbHBII aHacToMo3 [loTTca peKoMeHIOBaH [OeTIM C
cynpacucremuoin JII' III-IV @K, cumnromamMu IpaBOXeITyL0YKOBOM
HeIOCTaTOYHOCTU U\UIU TMOBTOPSIOLIVMMMUCS CUHKOIIe rnpu
HespdekTuBHOCTM MpoBomuMoit JIA-cnemubuyeckoit Tepanmm u
BBICOKOM TeXHMYECKOM pucKe aTpuocerntocromun [1-3,8,9, 99, 103].

Knacc yoeauTeIbHOCTH peKoOMeHaal i ITb (YpoBeHb
JokasartenbHOCTHU C).

KommenTapum: JlezouHo—aopmanvHelli aHacmomo3 Ilommca y demeii ¢
cynpacucmemuoti JII' III-IV ®K moxem paccmampueamscs 6 Kauecmee
anbmepHamuésl MpaAHCNAAHMAyUU 1e2Kux.

TpaHCIIJIaHTaI.H/ISI JIETKUX

e IMammeHTam c 6bIcTpO nporpeccupyromeii JIT' [II-IV ®K, cummromamu
IIPaBOKEIYIOUKOBOM  HEOOCTAaTOUHOCTUM  M\MIU  MOBTOPSIOLIMMUCS
CUHKoIle mpu HeabdeKTUBHOCTU TMpoBoaumMoit JIAT-cnenudrueckoit
Tepanuyu I[OKa3aHa KOHCY/JIbTAUMS Kapauoxupypra Ajs pelieHUus
BOIIpOCa O TPpaHCIJIaHTaUuM Jerkux [1-3,12-16].

Knacc yoeaUTeIbHOCTHU peKoOMeHaanumn I (YpoBeHb
JokaszatenbHocTH C).



4. PeaOuauranmusa

JlerouHasi TunepTeH3Ms SIBJISIeTCS] XpPOHMUECKUM 3abo/ieBaHMeM C KpaiiHe
HeO1aronpusITHBIM ITPOrHO30M. MeTobl peabuInTaly He pa3paboTaHbl.
TpeHMpOBKa [bIXaTeNbHOM CUCTEMbl M OO3MpOBaHHas Gu3nyeckas
Harpy3ka MOTYT YBeJIUUUTb MePEeHOCUMMOCTb (PU3UUeCKMX Harpy3ok u
VAYYIIUTh KayecTBO >KU3HU. BONBIIMHCTBO OOJbHBIX HYKIAIOTCS B
TICUXOJIOTMYECKO MoAJepskKe U peabunurauuu. B HacTosinee BpeMs: He
MMeeTCsI JOCTaTOYHOTO KOJIuyecTBa MJaHHbIX 00 3dheKTUBHOCTU
peabMINTAIMOHHbIX MeponpusTuit. HecmoTpsi Ha oIaceHusl, UTO
TPEHMPOBKM MOTYT YXYAIIUTh CUMIITOMbBI 3TOI TPYMIIbl TMAlMEHTOB,
HeCKOJIbKO PaHIOMM3UPOBAHHBIX KIIMHUYECKUX UCCIeJOBAHWI
OMyOJIMKOBAIM O TIOJIOKUTENbHOM 3¢ deKrTe husmyeckux yrnpaxkHeHUR y
B3pOC/IbIX TamueHToB ¢ JII, 06 y;yulieHuu (QyHKIMOHAIbHO
CIIOCOOHOCTM UM CaMOYYBCTBMM TmoOcCAe TpeHupoBok [1, 3]. Pap
Mccen0BaHMii 0OHAPYXWJI TIOBbIIIIeHNEe KaueCTBa KM3HU Y aHAJIOTUYHBIX
60mbHBIX [2]. [TanneHTsI ¢ JIT' 3aHMMAaNMCh eue6HOI PU3KYIbTYPOIL, B T.4.
ad3pOOHBIMM  YIIPAKHEHUSIMM, YIOPaKHEHMSIMM Ha  COINPOTUBJIEHME,
TPEHMPOBKY  [ObIXaTEJbHOVM MYCKYJIaTypbl, 3aMe[jieHue IbIXaHu4,
penakcaliuio, CMXoJ0rM4ecKyio Koppekiyio. HebmaronpusiTHbI IMIPOrHO3
BEepoSITeH [JIs1 TMallMeHTOB, CIIOCOOHBIX IMpoiiT mMeHee 400 MeTpOB MHpu
nmpobe ¢ 6-MUHYTHOVM XOmb0Ooii [4]. OmHAKO, MaHHBIX MCCAedOBaHMIA
HeJOCTaTOUHO s BKIoueHus: JIOK B obuiuii mepeueHb MpoLeAyp AJIs
naiueHToB ¢ JI[' 1 TpeOyIOT JaibHelero usydenus. B neguatpuueckoit
MpaKTHKe MoJ06HbIe 1ccaeqoBaHMs He mpoBoauauch [105-107].



5. IIpodpnnakTuka

JlerouHast rumnepTeH3uss MOXET ObITb CAMOCTOSITEIbHBIM 3abojeBaHMeEM
WIW CUHIOPOMOM, OCIOXHSIOIIMM IieJibli CIeKTP COCTOsSHun. Mep
NMPOPUIAKTUKM  UAMOIIATUUYECKON U HawleACTBEHHOVW (OpMbI HeT.
CBoeBpeMeHHOe afieKBaTHOE jiedeHe OCHOBHOTO 3a001€BaHMSI SIBJISIETCS
OCHOBHBIM MeTOIOM IPOGWIAKTUKY acCcOUMpoBaHHbIX Gopm JIAT.
Perynspubiit DXOKI' CKpUMHMHT B 11eJIeBbIX I'PYIINax, BKIHOUast O0IbHBIX C
CUCTEMHO—JIETOYHBIMM IIYHTaMM, 3a00JIeBaHUSIMM COEIVHUTEIbHOM
TKaHU, TIOPTAJIbHOM TUIMEePTeH3Uel, FeMOJIUTUUYeCKUMIU aHeMusaMmu, BY
— uHpeKkuueir, 3ab607eBaHUSIMM JIETKUX UM T.O., IIO3BOJISIIOT BBISIBUTH
3a00/1€eBaHMsI Ha paHHEeN CTaauM ¥ CBOEBpeMEeHHO HA3HAUUTh JieueHMe
(Tabmn.5).

Tabnuua 5. PexomeHO08aHHwlli naaH OuHamuueckozo HabnwdeHus 3a
6onvHviIMU ¢ JIT



O0caegoBaHme Tlepruaroe Uepes 34 |Kaxngere | IIpm

obecregopanHe | Mec. mocte |3-6 VXY IIIeHHA

OO0 HasHAYEHHA | Ha9ana MECHALIEE COCTOAHHA

crierraduueckol | crermpdude

TEepanuu cKOH

TEPAIHH
AnaMHECTHUECKHS JaHHEBIS v
CemeHHEBIA aHAMHES v
OneHka xamod v v v v
Ou3EKaIbHOE 00CIIEI0BAHME v v v v
AHanH3 KPOBH KIMHAYCCKHE v v v v
T"azoEBeIi coCTaB KPOBH v v v v
BHOXHMHYECKOE HCCISI0BAHHE v v v v
KPOBH
Koarynorpamma v
YpoBEeHD rOpPMOHOB ITHTOBHIHOH v v
HeIe3hl
YpOBEHE MO3TOEOTO v v v v
HATPHHYPETHISCKOT0 NENTHIA
SKT v v v v
9XOKT v v v v
MPT, KT npn sanuaun v v
MOKAZAHHI
Pentrenorpadmii rpyaHOE KISTKH v v
T6MX (metam crapime 7 met) v v v v
Karereprsamma nomoctel cepana v v
VIBTpasBYKOEOE HCCIIEIOBAHAE v v v
OPIOIIHOH TONOCTH
v v

Koncynetanmn mynsMoHOIOTA,
TacTPO3HTEPOIOTA, TEMATOIOTA,
HedpoIoTa, PEEMATON0TA H Ip.
CIELHATHCTOE IIPH HATHIHHA
MOKAZaHHIT




6. lonmosiuuTeIbHAsA MHPOpMaIM,
B/IMSIOIIASI HA TeYEeHYe U MCXO/I,
3a00/IeBaHUS

6.1. Vicxoapl 1 IIPOTrHO3 3a00/1€BaHUS

[Tpn €CTeCTBEHHOM Te4eHUU IIPOTHO3 3aboeBaHMs KpaiiHe
HeOIaronpusITHBIN. B OTCyTCTBME JIeueHUS CpeHSsISl BBDKMBAEMOCTD Y JIeTeii
coctaBiser 10 MecsiieB ¢ MOMEHTa YCTaHOBJIeHMs AuarHosa u 2,8 romga C
MOMEHTAa YCTAaHOBJIEHMS IMarHo3a y B3pOC/ibIX. BbDKMBaeMOCTb B TeyeHue 1,
3 u 5 net cocraBisieT 68%, 48% u 34% cooTBETCTBEHHO. OYHKIIMOHAIbHbIN
kinacc JII' urpaeT OCHOBHYIO pOJib B IIPOrHO3€ 3a00/IeBaHMSsI: TIPU OTCYTCTBUU
JleueHUs TIPOIOJDKUTENbHOCTD KU3HU IanueHToB ¢ JIAI' cocrasaser masa IV
@K B cpemHeM 6 Mmecsiies, ajs 111 @K — 2,5 roga 1 okosio 6 JieT A5 60IbHbBIX,
Haxogsumuxcs B I u II ®K. Bo3sMOXXHOCTh IpuMeHeHUs 1iejieBoii Tepanuu JII'
yAYUIINIO TIPOTHO3 3aboseBanus. Ha ¢doHe crenndnudeckoit tepanuu JIAT
1-, 3— u 5-5eTHssT BbIKMBAEMOCTb cocTaBisieT 96, 84 u 74%. Ho HecMOTpst
Ha 3HauuTe/IbHbIE YCIIeX/ B MeAMKAMEHTO3HOM U XUPYPTUUECKOM JIeUeHUM
nporHo3 y neTeii ¢ JIT octaeTcst HeGmaronpustHbiM [109-111].

O1leHKa TSOKECTM U ompeniesieHre MporHo3a y 60abHbIX ¢ JII' MOKHBI OBITH
MpOBeJleHbl C YYETOM KIMHUYECKUX, TeMOOVMHAMUYECKUX [OAaHHBIX U
byHKIMOHAMbHBIX TTOKa3aTesie.

OCHOBHBIMMU (l)aKTOpaMI/I, ornpeneIdaromMMy ITPOTHO3 HF, SBJISAIOTCA:

1. Otnonorus JI'

2. KnuHuueckne nposiBieHUS IIPaBOKETYIO0UKOBO HEIOCTATOUHOCTH;
3. OyHKIMOHA/IBHBIN Kiacc JIT

4. BeicTpOTa IPOrpeccupoBaHUs CUMIITOMOB 3a001€eBaHNS;

5. Hanuune cMHKOIIE;

6. YpoBenb BMP\NTproBMP;

7. DanHbie DXOKT';

8. TlokasaTeny reMOOMHAMMKM I10 JaHHBIM KaTeTepu3alyuu cepalia.

Tabnuia 6. Cmpamuguxayus puckay demeti ¢ JII' [15,16].

Hu3knii pyuck Kpurepuu pucka Bbicokmnii puck
Het KnunHunueckmne nposiBeHns Oa
npaBoXenyA04KOoBOW
HeA0CTaTOYHOCTHN
Her CuUMNTOMbI NpOrpeccupytoT Aa
Het CuHkone Oa




Her OTctaBaHMe B (U3MYECKOM Oa

pasBuUTUKn
I vnnlil OK JII' no BO3 III vnn IV
MuHuManbHoe NoBbilIeHne BMP\NTproBMP 3HauuTenbHOE NoBblilWEeHne
HesHauuTenbHas avnarauua, OXOKI Bbipa)xeHHas avnartauus,
runeprpodpus npasoro 3HauuTesNbHoe CHU)XEeHue
Keslyaouka, HOpMaJsibHas wau hbyHKUMMN npasoro
He3HauyuTesNIbHO CHM)XEeHHas »Kenyaouka, BbINOT B
cyHKLMA NpaBoro xxenyaovka nepukapae

CU > 3.0 n\Mnu\m2
mPAP\mSAP < 0,75
Ba30peaKTUBHOCTb +
WUJNCC < 20 Ea. Bypa\m2

emoanHamuka no  AaHHbIM
KaTteTepusaummn cepaua

CU < 2,5 n\MuH\M2
mPAP\mSAP > 0,75
daBneHune B
npeacepavu > 10

npasom

WJICC > 20 Ea. Bypa\m2

MPAP\ImSAP - oTHOILlIeHMe CpeaHero OaB/JIeHMS B JIETOYHOM apTepun K
cpegHeMy CUCTEMHOMY apTepuaJbHOMY OaB/I€HUIO

CHA - cepaeuHblii UHAEKC
WNJICC - MHAEKC JIEeTOYHOTO COCYAVICTOrO COMMPTUBJICHMUS

Bospact mnagiie 14 jsiet, mporpeccupyoilee CHUKEHUE TOJEPAaHTHOCTU K
dbusnyeckoit Harpyske, MpPU3HAKM ITPABOXKETYIOUKOBO HEZOCTaTOUHOCTU
CBUETE/IbCTBYIOT 0 HebaronpusiTHOM [TokasaTtenu
reMOAMHAMMKM TI0 OJAHHBIM KaTeTepu3aluy cepAlia B IIOKOe, BKJIKYas
caTypalMi KUCIOPOAA, JaBjJieHMe B IIPaBOM Mpencepauu, CepaedyHbli
BBIOPOC, Ba30peaKTUMBHOCTb TAaKKe YUMTHIBAIOTCSI IIPU OI€HKE BEPOSITHOTO
IIPOrHO3a 3a00/1eBaHMSsI.

TIpOTHO3e.



Kpurepumn orieHK KauyecTBa
MEeIUIIVMTHCKOM IOMOIIM

Hacrosiliue Kpurepuyu OLIEHKM KayeCcTBA MeIMIMHCKON ITOMOIUM (manee -
Kputepun kauecTBa) NpMMeHSIIOTCS IIPY OKa3aHMU MeIULMHCKON [IOMOLIA B
MeOMUMHCKMX ¥ MHBIX OpPraHu3alusaX, OCYLIECTB/SOIIUX MeIUIMHCKYIO
IesITeIbHOCTb, MMEIOLINX JIMIEH3UI0 Ha MeOULMHCKYI [OesTe/lbHOCTD,
IIOJTYYEeHHYIO B IOPSIZIKe, YCTAHOBJIEHHOM 3aKOHOIATeIbCTBOM Poccuitckoin
depepaunu. JanHuole Kpurepuy KauyecTBa HO/DKHBI IIPUMEHSTHCS B LIEJISIX
OLIEHKM CBOEBPEMEHHOCTU ee OKa3aHUsl, MPaBUIbHOCTM BbIOOpa METOZOB
npodUIakTUKM, [OUATHOCTUKM, JieueHUs U peabuUIuUTaluy, CTeleHU
OOCTVM>KEeHMS 3aIlJIaHMPOBAHHOTO pe3y/ibTara.

Tabnuna 7. OpraHusalOHHO—-TeXHUYECKMe YCIIOBUS OKa3aHUs
MeOUIIMHCKOM TOMOIIMN.

Bua MeaULMHCKON CneuunanusnpoBaHHas, B TOM YUC/E BbICOKOTEXHOSIOMMYHas MeauLMHCKas MoMoLLb
nomMoLym

YcnoBusa okasaHua | AM6ynaTopHble yCcnoBusi
MeAVLMUHCKOMN CTaunoHapHble ycnoBus
nomoum YcnoBusa AHEBHOro cTauMoHapa

dopMa oOKasaHus MnaHoBasi/HeoTNOXHas
MeAMNLIMHCKOMN
noMoum

Tabmuua 8. Kpumepuu kauecmea oyeHku MeuyuHCKoli nomouiu

Ne Kputepumn kauecrsa YpoBeHb YpoBeHb
AOCTOBEPHOCTH y6eantenbHoCTH
AOKa3aTeNbCTB pekoMeHaaumMm

1 BbinonHeH pacnpoc pebeHka c JIF 0 HanAnuum y Hero I B
OAbIWKK, YTOMISEMOCTU, CHUXEHUS MEepeHOCMMOCTH
PU3NYECKMX Harpy3oK, rO/I0BOKPYXeHU, 06MOpoKOB,
npoBOUMPYEMbIX  (U3MYECKOW  Harpyskon,  Kawns,
KpOBOXapKaHbsl, 6osieit B rpyaHon knetke, nepeboes B
puTMe cepaua, cepauebueHnsi, o Hanuuum y pebeHka
3aboneBaHuin, accoummpyrowmxca ¢ passutuem JII, npu
Hannuymm BMC npoBoamnacb nu onepatMBHas KOppeKLuMs
nopoka, ee Tun, creneHb JII Ao M nocne onepauuwu,
npoxwuBan Nn pebeHoK C paHHero Bo3pacTa B YC/OBUSX
BbICOKOropbsi, €CTb /i1 B CeMbe POACTBEHHUKM 1-2
cTenenu poacrtea ¢ JII

2 Mpu cdusmnkanbHoM obcnenosaHun 6binv NOATBEPXAEHDI I C
WU WUCKMIOYEHbl  OTCTaBaHWe B  (PU3NYECKOM U
NCMXOMOTOPHOM Pas3BUTMM, WM3MEHEHWE LBeTa KOXHbIX
NOKPOBOB, Haln4uMe LUMaHO3a, W3MeHeHune danaHr
nanbueB no Tuny <«b6apabaHHbIX Manoyek» M HOITeBbIX
NNacTUH B BUAE «4aCOBbIX CTEKO/»; Ha paclUMpPeHHbIE U
HamosIHEHHbIE  BEHbl Wen B  K/AMHOMOMIOXEHUUN U
OpTOCTase; MOMIOXKMUTENbHbIA BEHHbIW MYyNbC; W3MEHeHue
dopMbl  rpyaHoi kneTkn («boukoobpasHas» rpyaHas
KNeTka, cepAeyHbli  ropb); YCUNEHHbIN, pas3nuTown
CepAeyHblli TONYOK, pacliMpeHne rpaHuL, OTHOCUTENTbHOWN
cepAeyHOn TynocTw; ycuneHwe, akueHT II ToHa Hap
nero4YHom apTepuen; AMaCTONIMYECKUI wyMm
OTHOCUTENbHOW HEeAOCTAaTOYHOCTM KnanaHa JierovyHom
aptepun (wym [pexema-CTunna); CUCTOMYECKUA LIYM
TPUKYCMMAANbHON HEeAOCTaTOYHOCTU; a TakKxe LWyM
apTepuo-BeHO3HOro cbpoca KpoBM NpU  CUCTEMHO-
NEeroyHbIX  LWYHTaX, YBE/IMYEHME  MNEeYeHW,  acuuT,
noxosiofgaHne KOHeYHOCTeN, nepudepmnyeckme oTeku.

3 BbinonHeHa KOHCy/nbTauusa Kapauoxupypra npu JIAT, I C
accoummnpoBaHHon ¢ BMC




BbinosiHeHbI CTaHAapTHble remaTtosiormyeckune "
6MoxMMmyeckme TecTbl, OLEeHKa ra3oB KPOBMW, YPOBHS
nakraTta, oueHka dyHKUMM  WUTOBUAHOW  Xenesbl,
CKPUHUHI Ha BUY, mapkepsbl renatuta 1

BbinonHeHa anekTpokapauorpacdusa B 12-TM cTaHAAPTHbIX
OTBeAeHMX

BbinonHeHa TpaHcTopakanbHas 3xokapauorpadus

BbiNonHEHa peHTreHorpadus opraHoB rpyaHON KNeTKu

[eTam cTapwe 7 neT BbIMOJHEH TECT 6—-MUHYTHOW X04b6bI

Y naumenHtoB c JII Hmxe III OK BbINOAHEH
KapAMonybMOHabHbIN Harpy3o4uHblid TeCT

10

KateTepusauns nonocten cepaua v NEroyHoi aprepuu
BbIMOJIHEHA A0 Havana cneuuduyeckor Tepanum 1

11

BbInonHeH TecTt Ha Ba30peaKTMBHOCTb npwu
KaTeTepusaLmmn NEroyHol apTepum

12

BbinonHeHa cTpatudmkaumsa pucka 3abonesaHns

13

Ha3HauyeHa kucnopopoTepanus nNpu CHUXeHun Sa02 <
92% unn PaO3 < 60 MM pT. CT.

ITa

14

BrnokaTop peuenTopoB MWUHEpPanoKopTMKONAO0B
(CNMpOHONAKTOH) Ha3HayeH 6onbHbiIM Cc  JIAT wn
LVACTONINYECKOW CepAeYyHOM HeAOoCTaTOYHOCTbK, B T.4.
npwn coxpaHHoW ¢pakumm Bbibpoca

15

PebeHky ¢ JII M KIMHUYECKUMW  MNPOABAEHUSMMU
npaBoOXenyA04KOBON HeAoCTaToOYHOCTU Ha3HauyeHbl
ANYPEeTUKHN

16

PebeHKy C nporpeccupylowen unamonaTu4eckon u
HacneaCTBEHHOWM NAT, XPOHUYECKOW
TPOM603MOBOINYECKON NEeroyHon rmnepteHsnen, 60abHbIM
C HW3KWMM CepAeydHbiM BbIGPOCOM, C COCTOSIHUSIMMU,
COMpOBOXAAKLWMMUCSH  runepkoarynsumen,  HasHaudeH

BapdapuH

IIa

17

Mpyv nNoONOXWTEeNbHOM TecTe Ha Ba30peakinBHOCTb,
cepaevyHoM uHaekce 6Gonee 2,1  n/muH/M“e,  SaOp
BEHO3HON kpoBu 6onee 63%, pJasBneHMn B MpaBoOM
npeacepamn MeHee 10 MM pT. CT. pebeHky ctapwe 1 roga
c JIArC I-II ®K HasHauyeHbl 650KaTOpbl KanbLUMEBbIX
KaHanos

IIa

18

Mpn oTpuuaTeNnbHOM TecTe Ha Ba30pPeakTUBHOCTb,
OTCYTCTBMW WM HEYCTOMYMBOM OTBeTe Ha Tepanuio
6}'IOKaTOpaMVI KanbumneBbIX KaHasloB I/I\VI}'IVI Hannymmn
NpOTUBOMOKA3aHWUM K Ha3HayeHuto 6nokaTtopos
KanbuMeBbIX KaHanoB, Ha3HadeHa JIAM-cneuundunyeckas
Tepanus

IIa

19

PebeHky c JIAI I-II ®K M HM3KMM PUCKOM Ha3Ha4yeHa
ctaptoBas JIAl-cneumdudeckyto Tepanus 6nokaTopom
peuenTopoB 3HAoTENMHa (603eHTaH) wAn  MHrMbuTOp
dochoanacrepasnbl 5 Tna (cungeHadun).

20

Mpu HepocTaToyHOM 3MPEKTUBHOCTU Tepanum OAHUM
NAr-cneundunyeckum npenapatom y ageten ¢ JIAI OK I-II
M HU3KMM PUCKOM, a TaKxe Yy JeTel C Bnepsble
avarHoctuposaHHon  JIAM  II-III  ®K, paHee He
nony4aswnx JIAr-cneundunyeckon Tepanun, HasHaveHa
KOoMbuHMpOBaHHas  crneumduyeckas Tepanus  ABYMS
nepopasbHbIMM  MpenapatamMuM - cungeHapuiom wu
603eHTaHOM

ITb

21

PebeHky c NNAT III-IV ®K 1 Hannuum hakTopoB BbICOKOrO
puUCKa Ha3HayeHa KOMbuHMpoBaHHas Tepanus Tpemsa JIAI
cneumduryecknmm npenapatamu: 6nokaTtopom
peuenTopoB 9HAOTENMHA, MHrMbuTopom
dochoanacrepasbi-5 UM CMHTETMYECKMM  aHaNorom
3HAOMEHHOro NpocTaunKanHa

IIb

22

Mpu Taxenon (IV ®K) n/mnm 6bICTpO Nporpeccupytollen
JIAI  Ha3HayeHa Tepanumsa  3K30reHHbIM  aHanorom
npocTaumKInHa (nnonpoct WHTransiuMoHHO) [¢
nocneaywouwnm 6bICprIM noAKNKYEHNEM
KOMBUMHUPOBAHHOW Tepanuu rnepopasbHbIMX NpenapaTamu
(603eHTaH U cungeHadun).




23

Pebenky c¢ JII III-IV OK npoBeseHa KOHCy/bTauus
KapAnoxupypra Ans peleHns Bornpoca 0 BO3MOXHOCTU 1
LenecoobpasHocTn naninaTUBHOIO  XUPYpruyeckoro
ne4yeHuns (aTpMocenToCTOMMS, aHacTomMo3 lNoTTca)

24

PebeHky c 6bicTpo nporpeccupyilowein JIr III-IV
@K, cumnToMaMu NpaBoXenya04YKOBOW HeAO0CTaTOYHOCTH
WU/Vn NOBTOPSAKOLWMMUCA CUHKOMNE NMPpU HEIDDEKTUBHOCTH
nposoanmoii JIAr-cneunduryeckon Tepannu npoBeAeHa
KOHCyNbTauus Kapauoxupypra pAa/ns  peleHus
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MockBa, Poccus

I'posHoBa O.C. - O.M.H. BeOylMil HAy4YHBbIM COTPYOHMK OTHEaa IeTCKON
KapJMUOIOTUN " apUTMOJIOTUY 060Cc06/IeHHOTO CTPYKTYPHOTO
nofapasnenenusi - HaydyHO-MCCIemoBaTeNbCKUI KIMHUYECKUIA WMHCTUTYT
neauatpun umeHu akagemuka lO.E. Beaprumesa ®I'bOY BO PHUMY wnm.
H.N. ITnporosa M3 P®, Mocksa, Poccust

CaagpikoBa [I.U. — n.M.H., mpodeccop, 3aBenyioinast Kadenapoii regaTpum C
KypcoM nonukiaMHnyeckom nepuatpun [BOV [OIIO KIMA M3 PO,
reHepanbHbIin gupekTop BOO «Accoumanms geTCKuxX Kapauoaoros Poccunmy,
3ac1ykeHHbI Bpau PO, r. Kazanb, Poccus

sikoBneBa JI.LB. - na.M.H., mpodeccop, 3aBemylomiasi Kadeapoi
MTOIUKAMHUYECKO ¥ HeOTIOXHONM memmuatpum ¢ kypcom WIIIO, r. Via,
Poccus

Herrapes [.H. - n.M.H.,, mnpodeccop, Bpad Ieauatp, 3aMeCTUTEb
OMpeKkTopa II0 HayuyHoit pa6ore ®I'BY "HayuHblif 1LIeHTp aKyllepcTsa,
rMHeKoIorun u nepuHaronornu um. B.M. KymakoBa" MunHspgpasa Poccun,
3aBenylounii  Kadegpoii HeOHATOJOTMM MeguaTpuyeckoro @akynabreTa



®I'AOY BO «IlepBpiii MIMY um. .M. CeueHoBa» MwuH3npaBa Poccumu,
npencenatenb CoBera OOIIEpOCCHIICKOM OOIECTBEHHON OpraHu3aluu
COLeCTBUS Pa3BUTHUIO HEeOHaTOJIOTUN "Poccuiickoe 00111eCTBO
HEeOHAaTOJIOrOB"

BypoB A.A. - 3aBenyomuii 10 KIMHNYECKON paboTe OTHoeNeHUs] XUPYPrun
HOBOPOXIEHHBIX OTHena HeoHaTtomormu u neguatpum OPI'BY "HayuHbin
LIeHTP akyllepCTBa, I'MHEKOJIorMu u nepuHartonorun mm. B.M. Kynakosa”
Mwun3sapasa Poccuu, Bpau aHeCTe3M0/I0r-peaHMMaTosIor BbICIIel KaTeropun,
®I'BY "HayuHbIli LeHTpP aKyllepCTBa, TMHEKOJOTUM U TI€PUHATOJIOTUM UM.
B.U. KynakoBa" Mun3apasa Poccun

KoBanés U.M. - n1.Mm.H., mipodeccop, 3aBenyiolInii OTOeNeHUEM IeTCKOI
KapaynoyIoTun " apUTMOJIOTUM 000C006/1eHHOTO CTPYKTYPHOTO
noapasgeneHusa - HaydyHO-uccaenoBaTeNbCKUM KIMHUYECKUI WHCTUTYT
neauatpun umeHu akagemuka lO.E. Benprumesa ®I'bOY BO PHUMY nm.
H.U. Iluporosa M3 P®, Mocksa, Poccus

BonkoB A.B. - K.M.H., 3aBeayiouiuii jabopaTopueii MHCTPYMEHTaJIbHOM U
V3-puardoctuky ®I'bHY HUMP um. B.A. HacoHOBOI

Tpyauna U.W. - 0. M. H., npodeccop, 3aBeAymooIiass KapauoJormuecKum
otnenennem, HIOI'b N2 7 wum. 3.A. DbamsgeBoit [lenmapraMeHTa
3[ipaBooxpaHeHus r. MoCKkBbI, Poccus

OBcssuumkoB [I.JI0. - 1.m.H.,, 1podeccop, Bpau-lieguaTtp, Bpau-
ITyJIbMOHOJIOT, 3aBenyloninit Kadeapoit AeTCKUX Oosie3Heil MeIUIIMHCKOTO
dakynbreta ®TAOY BO «PoccuitcKuii YHUBEPCUTET ApPYykOa HapomaoB» T.
MockBa, Poccus

AopynaTtunosa U.B. - Bpau-geTcKuit Kapamuosor, IOMOITHUK AUPEKTOpa I10
neuyebHOI paboTe 060C00/IEHHOTO CTPYKTYPHOrO IoapasaeneHus - HayuHo-
MCCJIeIOBATENIbCKMI KIMHUYECKUI MHCTUTYT MeauaTpun MMeHM aKaJgeMuKa
I0.E. Benptuiera ®I'cOY BO PHMMY um. H.W. ITuporosa M3 P®, Mocksa,
Poccus, OTBETCTBEHHBINI CeKpeTapb Bcepoccuiickoil  00IecTBeHHOI
opraHMsaIum «Accoranums IeTCKuX KapauonoroB Poccun», MockBa, Poccust

ABTOpBI TMOATBEPXKIOAIOT OTCYTCTBME (PMHAHCOBOW IOAIEPKKM/
KOH(}IMKTa MHTEpPecoB, KOTOPbIii HEOOXOAMMO 0OHAPOJAOBaTh.



ITpunoxxenue A2. MeTomosorusi
pa3padoOTKM KIMHUYECKUX
peKOMeHaanumn

IleneBast ayguTOpUsA KIMHUYECKUX PEKOMEHIAIMIi:

1. Bpaun—-nieguatpsbl;

2. Bpaun — geTckue KapamoJioru;

3. Bpaun — cepaeuHO—COCYaMCTbIE XUPYPIH;

4. Bpauu aHeCTe3MO0JIOTU—PeaHuMaTOoIOTU

5. Bpaum o6111eii MpakTUKY (CeMeltHbie Bpaun);
6. CTymeHTsl MegULIMHCKMX BY30B;

7. O6yuaroIiyecs: B OpaAuHaType U MHTepHATYype.

MeTozpl, MCIIO/Ib3yeMbI€e JIJIsI COOpa/ceIeKIUM J0Ka3aTeIbCTB: ITOVCK B
9JIEKTPOHHBIX 6a3axX JaHHBIX.

OmnmcaHue MeETOIOB, VICIIOJIb30BaHHBIX JJI1 OLIEHKM KadyeCcTBa M CUJIbI
JIOKa3aTeJbCTB. [0Ka3aTeJIbHOM 0a30if [JII PeKOMEHOALVA SIBJISIOTCS
nyonukauyuu, Bouleninve B KoxpeitHOBCKyIO OMOIMOTEKY, 0asbl TAHHBIX
EMBASE, MEDLINE u PubMed. I'my6uHa nmoucka — 5 ner.

MeTOI[bI, HUCIIO/Ib3O0BaHHBbIE 11 OIIL€HKU KauyecCcTBa n CHJIBI
JOKa3aTeJIbCTB:

* KOHCEHCYC 9KCIIEPTOB;
* OlleHKA 3HAYMMOCTM B COOTBETCTBUM C PEATUHIOBOI CXEMOJA.

MeToabl, MCIIO/Ib30BaHHbIE /IS aHA/IM3a JO0KAa3aTe/IbCTB:

® JCC/IedOBaHMS JAHHBIX MeTa—aHaJIN30B;
* QHA/IM3 CUCTEMATU3MPOBAHHBIX 0030POB MHOT'OIIEHTPOBBIX KIMHUUECKUX
uccaegoBaHuii mo JII'.

Onucanmue METOOd0B, UCITOJIBb30BAHHDBIX /IJISI aHA/IN3a JOKa3aTe/IbCTB

[Ipu orbope my6MMKaLMii KaK MOTEHIMATbHBIX MCTOUHUKOB 10Ka3aTe/lbCTB
MCIIO/Ib30BAaHHASI B KaXIOM MCCIEIOBAaHUM METOMOJIOTUS M3ydaeTcsl JIsi
TOr0, YTOObI YOeAUTHCSI B ee BaAUOHOCTU. Pe3ynbTaT M3yueHUs] BAMSIET Ha
YpOBEeHb J0Ka3aTe/IbCTB, ITPUCBAaMBaeMbIi ITyOIMKaLMM, UTO B CBOIO Ouepeb
BJMSIET HA CUJTY peKOMEeH/IalIuiA.

Ina MMHMMM3ALUMM IIOTeHUMaJIbHBIX OIIMOOK KaXkgoe MccaegoBaHue
OIIeHMBAJIOCh He3aBMUCUMO. JItoOble pasnnums B OlleHKaxX 00CyKIalnch Bceit
TPYIINOJ aBTOPOB B IMOJIHOM cocTaBe. IIpy HEBO3MOXHOCTU HOCTUKEHMUSI
KOHCEHCYca IMPUBJIEKAJICS He3aBUCUMbIN 3KCIIEPT.



TaGauibl AOKa3aTeJbCTB: 3allOJHSIMNCh aBTOpaMM  KIMHUYECKUX
peKoOMeHIalluiA.

MeToabl, MCIIOJb30BaHHbIE OJISI d)OpMYJIMpOBaHMH pEKOMeHJIaI.[I/II‘/JIZ
KOHCEHCYC 3KCIIEepTOB.

VingukaTopsl JoOpokauecTBeHHON npakTuku (Good Practice Points -
GPPs)

PekomeHayemMasi  goOpokauecTBeHHasi  IpakTuMKa  Oas3upyeTcsi  Ha
KJIMHMYECKOM OIThITe aBTOPOB pa3pabOTaHHBIX peKOMeHIaIiA.

JDKOHOMMYECKUI aHa/In3

AHanM3 CTOMMOCTY He TPOBOAMJICS U MybGnuKauuu 1mo (apmMakod3KOHOMMKE
He aHaIU3UPOBAINCD.

MeTon, Banuaauym peKoMeHaanum

e BHemHss 3KCIIepTHAS Oll€HKA.
e BHyTpeHHss 3KCIIepTHas OLleHKa.

Omnmcanne MeToaa BaIMAAIY PeKOMEeHIAIMii

Hacrosiue  peKoMeHZanuM B MOpeIBapuUTENbHON  Bepcum  ObLIU
pelleH3MpOBaHbl HE3aBUCUMbIMM 3KCIIepTaMM, KOTOpble IIpeXae BCEro
KOMMEHTUPOBAJIM, HACKOJbKO AOCTYMHA [Jis1 MOHMMAaHMUS MHTepIIpeTanus
JI0OKa3aTejbCTB, JesKalllas B OCHOBe peKOMeHJalliA.

OT Bpaueil MepBUMYHOIO 3BeHA IMOJTy4YeHbl KOMMEHTapuM B OTHOILIEHUU
IOXOMUMBOCTY M3JIOKEHUSI TaHHBIX peKOMeHAalluii, a TakKXkKe MX OLleHKa
BaXKHOCTM TIpe[jiaraeMbIX PeKOMeHIaliuii KaK MHCTPYMEHTa MOBCeIHEeBHOI
MIPaKTUKNA.

Bce  koMMeHTapuu, TOJTy4YeHHbIe OT  9KCIEepPTOB, TIIATEIbHO
CHUCTEMATU3UPOBAIUCh ¥  OOCYKOAAMCh UleHaMu paboueil  IpyIIIIbI
(aBTOpamu pekoMeHga1uit). Kaskablif ITyHKT 06CYKIAJICS B OTHAETbHOCTH.

KOHCYJII)TaI.II/I}I U 3KCIIEPpTHAasAA OII€HKa

[TpoekT pekoMeHmalMii ObUI peleH3MPOBaH He3aBUCHMMBIMM SKCIIepTaMu,
KOTOPBIX Mpexae BCero IMOIPOCUIM MPOKOMMEHTUPOBATb JOXOOUYMBOCTb U
TOYHOCTb MHTEepIpeTalyuyu [IoKa3aTe/lbHOI 06a3bl, Jjexalleii B OCHOBe
peKOMeHIalMiA.

Pa6ouas rpymmna

JIJIsT OKOHYATEIbHOM pelaKiy M KOHTPOJISI KauecTBa peKOMeHIalluu ObLIn
IIOBTOPHO IIPOAHA/JIM3MPOBAHbl UJeHAMM paboueii TpyMIlbl, KOTOpPbIE
MIPUILIM K 3aK/JII0YEHMIO, YTO BCe 3aMedaHMs] ¥ KOMMEHTapuUu 5KCIIepPTOB



IIPUHATBI BO BHMMaHNMe, PUCK CUCTeMaTNYeCKUX [0)1117(s]0)7¢ Inpn pa3pa60TKe
pEKOMeH,ZLaLU/Iﬁ CBeleH K MMHUMYMY.

OcHOBHbIE PEKOMEHIAII NN

Kmacc pekomenpauuit (1-3) Ha OCHOBaHMM COOTBETCTBYIOIIMX YPOBHEN
noka3atenbCcTB (A—-C) M MHOAMKATOPbI JOOpOKayeCTBeHHOM MpaKTUKU (TabI.
6) — good practice points (GPPsS) mpuBOmsITCSI IPU M3JIOKEHUM TeKCTa
peKOMeHIalniA.

Tabmuiia 8. YpoBHM yoeguUTeIbHOCTY peKOMEH Il

Knacc y6epuTtenbHocTn OnucaHue

pekoMeHpaumn

Knacc I Mpoueaypa wAM neyeHne SABASIOTCA MOSE3HbIMU/3MDMEKTUBHBIMU, OHM
[O/MKHbI 6bITh BbINOMHEHbI/HAa3HAYEHbI.

Knacc Ila Mpoueaypa wnu nedeHme c 6onblWOV AONel BepoOSATHOCTU SABNSIOTCS
nonesHbIMN/3PPEeKTUBHLIMN, UX  Pa3yMHO 6b11I0  6bl  BbINOAHUTL/
Ha3HauynTb.

Knacc IIb MpoTnBopeumnBble AOKa3aTeNbCTBa O Mosb3e/3PdeKTUBHOCTM NpoLeaypbl
WM NeYveHuns, nx BbiNOHEHNe/Ha3HayeHe MoXeT OblTb pacCMOTPEHO.

Knacc III Mpoueaypa nnu nevyeHne aBAAIOTCA BPeAHbIMU/HEIDPEKTUBHBIMU, OHWN He
AOMXKHBI BbINO/HATLCA/HAa3HaYaTbCA.

Ta6auma 9. YpoBHM JOCTOBEPHOCTY J0OKA3aTE/TbHOCTH

YpoBeHb [OCTOBEPHOCTH OnpeneneHve
[oKa3aTenbHOCTH
A [okasaTenbCcTea NosiyYeHsl Ha OCHOBaHMM MHOMOYMCNEHHbBIX

PaHAOMU3NPOBAHHbBIX KJIMHUYECKMX UCCNEeA0BaHNN U MeTa-aHaIn3o0B

B [okasaTenbCcTea NosyYeHsbl Ha OCHOBaHMK oTAeNbHbIX
PaHAOMMU3NPOBAHHBIX unu 60/1bLNX HepaHAOMU3NPOBaHHbIX
nccneaoBaHui

C EAVHOAYWHOE MHEHWEe 3KCNepToB W\WauM HebonbluMe WCCNefoBaHUS,

PETPOCNEKTUBHbIE UCCNEA0BAHNA, PETrUCTPbI

Cxema mjis1 OLIEHKM YPOBHSI pekoMeHpaiuit —*B Tabnuie mudposBoe
3HaUYeHMe COOTBETCTBYET Cujie peKOMeHaaluii, 0yKBeHHOe — COOTBETCTBYeT
YPOBHIO 1OKa3aTe/IbHOCTU

AKTya/M3anuss JaHHBIX KIMHUYECKMX PpeKOMeHZanuii Oyaer
IIPOBOAUTHCSA HE peke, UeM OOMH pa3 B IATh JieT. [IpuHATHe pelleHus
00 OOHOBIEeHMM OyaeT IPUHATO HA OCHOBAHUU IIPEIJIOKEeHMIA,
MpeACcTaBIeHHbIX MeIUIIMHCKMM nmpodeccMoHaIbHbBIMMU
HEKOMMEepPUYEeCKMMM  OpraHmM3auusaMuM C YIYETOM  pe3y/IbTaToOB
KOMIUIEKCHOV OIIEHKM JIEKapCTBEHHBIX IIPernapaToB, MeIUIIMHCKUX
U3eJIMii, a TAK)Ke pPe3y/IbTaTOB KIMHMYECKOI armpooanmn.



ITpunoxenue A3. CBsI3aHHBIE
DOKYMEHTBI

Iopssaxy oKazaHUSI MEeIUITVMHCKOM ITOMOIIIN:

[Tpuka3z MuHucTepcTBa 3apaBooxpaHeHus Poccuiickoit ®@emepauym ot 25
okTsiops 2012 r. No 440H "O6 vyrBepkmeHuyu Ilopsimka OKasaHUS
MeOUIIMHCKOMI IIOMOIIM  IIO0 PO UITIO "meTcKasi Kapauoaorus”
(3apeructpupoBaHo B MuHiocte P® 4 pgexkabps 2012 r. PerucrpamnoHHbIN
No 26000)

[Ipuka3 MwuHucTepcTBa 3ApaBooxpaHeHus: Poccuiickoit @epepaiiuu ot 15
HostOpst 2012 1. No 918u "O6 vyrBepkmeHuu Ilopsimka oKasaHMS
MeOUIIMHCKO ITOMOIIY O0JIbHBIM CEPIEYHO—COCYIUCTBIMMU 3a00/I€BaHUSIMU "
(3apeructpupoBaHo B MuHiocte P® 29 mekabpst 2012 r. PerucrpaliiOHHBIA
No 26483)

KP337. bonesoii cuuapom (bC) y geTeit, Hy>KAAOIIMUXCS B MTa/JIMaTUBHOM
MenuiuHckoi momoinu (http://cr.rosminzdrav.ru/#!/schema/886)



IIpunoxeuue b. AIropuMTMBI BeJeHUS
malnMeHTa

IIpunoxenue b1l. Anroputrm auarHoctuku JII' y nerei

Hansrare #anod, cooTeeTCTEYIMIEX JIT , HHIH
agameesa mo JII, B/HIH KIHHEYeCEHY cCHMOTeoMoE JIT

HeT
Ecte 3K wuma 330K, o'em
Jr perTregorpadHgecKHe
MATOEEPOATHA nprzaazs JIT
aa

HampaeneHHEe B
CIOeIHATHIHPO-
EaHHELH OEHTP

Hanmune BIIC ®/HIH GonesHei
JEBEIX KaMEp cepama

oa

HampaeneHHe B
CIeOHATHIHPO-
E3HHEIH OeHTP

$B]] B'HIHE DoIHCOMHD-
rpadETeckHe OpHIHAKH
PECTPHEIHHE TeTEHX Hi1H HM3

Ia
Hamgume gapymenHs ompH
EEHTHIUTIIHOHHO-Tepdy3HoHHOH
BepoarHa
HETHIDAGHE TeTEHX
T3JIA

HET

Hanpaenerse B
COEIHATHIHDO- HanpaeneHHe B 3RcOepTHEI eHTp mo JII
EaHHEIH OEHTP

IIpunoxeuue b2.Anroputm jeuenus JIAT y nerein



PexomennoBaH
BEEK

Hammune JIAT v pedema

EZZ0PEaETHEHOCTE

Ilpogom®aTe
Ie9cHHE

Haszawense 0gHOTO
cnegEbHEIeCEOTO
OepOpPANLHOTO Npenaparta
ond medensHs JII

Ilpogon#aTs
IeacHHE

I[IpogomxaTe
JIEYEeHHE

ITpogomxate
TeUeHHE

[TauHeHT rpy sl
ERICOKOTO pHCEAT

HazHaueHHe ETOPOTO
crnegEbHEIeCEOTO
MEPOPATEHOTO OPENAPaTa
ond mederss JII

Y ayumeHHAS

HazgaueHHe TPeTLETO
cnegEpHEIECEOTO
mpenapata g nedersEs JIT
- DPOCTAHOHAA

YV ayuameHHES

IMonoswTenEEEd OCTPEE TECT HA

oa OCTaHOHTA H

HazHadeHHE

PRHHHEH Iepe-
X0J Ha KOMOH:
OB 3]
TEpPAMNHI

Ilpogon#aTe
IeYeHHE

PEKDMEH,I[DBEIHD PEMIEHHE BOINpOCa O METOOE

QIEPATHEHOID JTETCHHA (aTPHOCEOTOCTOMHEA,

agacTamos [ToTTCa TPaHCILUIAHTAIMHA JTETEHX

HUTH CepIIa-TeTEH )




ITpunoxenue B. Undopmanus ajs
MalMeHTOB

JlerouHasi runiepTeH3ust — yrpoxarolilee maTojJornyeckoe COCTOsIHMe,
KOrJA B JIETKUX YXYAILIAeTCSd LUPKYISUUsa KPOBU U Cepaly CTaHOBUTCS
KpajiHe TPyoHO paboTaTh. IMEHHO TaK ITPOMCXOIUT y JeTei, CTpagalounx
9TUM TOTE€HUMA/JIbHO CMepPTEeJbHBIM 3a00j€eBaHMEM, [OOJITOE€ BpeMms
CUMTABIIMMCS HEM3JI€UMMbIM.

Oppllika, cepanebueHMe U IOBbIIIEHHAs YTOMISIEMOCTb 3aCTaBJISIOT
IyMaTh, YTO y pebeHKa 00j1e3Hb cepaia uian actMa. Ho B psime cirydaeB 3Tu
CMMIITOMbI MOTYT OBITb BbI3BaHbl MATOJOTMUYECKMMM M3MEHEHUSIMU
KPOBEHOCHBIX COCYHOB JierkuX. Cocydbl CTAHOBSTCS Bce Oojnee u Oosee
y3kuMM. B pesynbTraTe BCce MeHbIlle KPOBM [OXOAUT OO BO3IYIIHBIX
MEIIOUKOB (aJbBEOJ) JIETKUX, 3aTPYAHSIS TOTyuyeHMe OpraHM3MOM pebeHKa
Kuciopona. OuiymeHMs] CTPafalomnX JIETOYHOM TUIlepTeH3Mel ITOH0OHBI
NIpeObIBAHMIO HA BBICOTE HECKOJbKMX ThICIU MeTpoB. Cepnile BemeT Bce
b6osee OXeCTOUEHHYI0O OOpbOy C HOIOJHUTENbHBIM COIPOTUBJIEHUEM,
Co37aBaeMbIM CY>XeHHbIMM KPOBEHOCHBIMM COCYAaMM, ITOKa B KOHIIE KOHIIOB
He OTKa3bIBaer.

VYV HEeKOTOpbIX [eTeil IOBBIIIeH PUCK Pa3BUTHUS JIETOUHON TUIIePTeH3UH,
Hampumep, TIpM TIOpPOKe cepilia, ayTOMMMYHHBIX 3a00/ieBaHMUSX,
O6poHxoneroyHoit aucrasuu uam BUY-muHbekuun. [IpaBUabHbBIN IMarHo3
YacCTo YCTAaHABIMBAIOT JIMIIKOM IMO3LHO. IIOCKO/IBKY /1erouHast rurnepreH3ust
pa3BMUBaeTCs IMOCTEIeHHO M Ha HayaJbHOM 3dTale CUMMIITOMbI OTCYTCTBYIOT,
ee yacTo OMarHOCTUPYIOT yKe B TsbKesoit crtamuu. Kak rpaBuiio, TpebyeTcst
KOHCY/IbTAllMS HEeCKOJAbKUX Bpaueil, Ipexne uYeM yhaeTcsd I10CTaBUTh
IMarHo3 JIETOYHOV TurnepTeH3uu. BakHyo MHPOPMAaIMI0 MOKHO MOTYyUYUTh
npyu  sxoKapamorpadmuueckoMm ucciaegoBanuu. I[lomydyeHHble TaHHbIE
HeoOXOAMMO, eCIu TI03BOJISIeT COCTOSHMe —TIaljMeHTa, ITOATBEPAUTb,
HAaIlIpIMYI0 M3Mepss [aBjeHue B Ccepale ¥ CoCymax ¢ IIOMOIIbIO
CIleLaJIbHOIo KaTeTepa.

Eciu  ymaercs BbIIBUTH 3a00je€BaHMe HA paHHEN CTaguyu, MOXKHO
CTaOMIM3UPOBATh COCTOSHME IallMeHTa ¥ IOAJepKUBATh Oojee BBICOKOE
KayecTBO XM3HU. HemaBHO eOMHCTBEHHOI HaAeXnoi A MNalieHTOB
C JIETOYHOI rumepTeH3uelt OblIa Mepecanka Jjerkux. OmHaKo yke ceifuac
MMEETCSI BO3MOXHOCTb 3(PDEKTUBHO JIEUUTh JIETOUYHYIO TUIIEPTEH3UIO
CrelMaJbHbIMM JIeKapCTBEHHBIMMU ITpelapaTaMu.

Kakaplii OpraHmMsM pearupyer Ha METOIbl JIeUeHUSI UM JIeKapCTBEHHbIE
mpernapaTtbl Io—pasHomy. I103TOMy cKa3aTb, KakuMe U3 HUX OKasKyTCs
Haubosee NeiicTBeHHbBIMM MMEHHO [j1s1 Bamrero pe6eHka, 6e3 cIienyajabHOro



obc/ieloBaHMS UM TOCIEOYIONMIero  TOCTOSSHHOTO — HaOMomeHus  He
MIpeACTaB/sIeTCs] BO3MOKHBIM. [IPOKOHCY/IBTUPYITECh Yy CBOEro Jieyallero
Bpaua.



IIpunoskenmue I'.

Pacm@dpoBKa npumedaHmuin
.5 * — JlekapcTBeHHBINI mpemapar, BXoAdmuii B IlepedeHb >KM3HEHHO
HEOOXOOMMBIX M  BaKHEMIIMX JIeKapCTBEHHbIX  IpenapaTtoB  JJisi
MenuuMHCKOro npumeHenus Ha 2016 rop (PacnopsikeHue IIpaBuTenbcTBa
P® ot 26.12.2015 N 2724-p)

...1 — JlekapCTBeHHBIN mpernapar Ha Tepputopun Poccuiickoin @epgepaunn

miist nedenus JIAI' y mereir 2 siet u crapiie. C OCTOPOKHOCTbIO BO3MOKHO
IIpMMeHeHMe C Bo3pacTa 3 mMec.

...2 JlekapcTBeHHbII ITperiapatT Ha Tepputopum Poccuiickoin ®epepanymn
neuenus JIAT y nmauveHToB crapuie 18 ner. IlpenapaT Ha3HayaeTcsl OeTIM
1o  pellleHMI0 Bpaue6bHoii  KOMMCCUMM, TIpU  YCUIOBUM  HaIMUUS
VHbOpMMPOBAaHHOTO COTIacKs MalieHTa M\WJIM ero poguTeneii.



