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TepMI/IHbI n oripeaec/JieHus

linepreH3MOHHAs1T coOCygucTass OoJe3Hb JIETKUX — 3a0o/leBaHMe, IPOSIBISIIONIEECs
peMonenMpoBaHMeM JIeTOYHOW COCYOMCTOV CTeHKM, TIOBBIIIEHMEM JIETOYHOTO COCYAMCTOTO
COIPOTVBIIEHNS ¥ JABJIEHMSI B IETOYHOI apTepUn.

NpuomaTtuyeckasi JieroyHasi aprepuanbHasi TIUIEPTeH3Us — [AUarHo3—-UCKIIOYeHue,
O3HavawIni cnopaguyueckuii ciaydari JIAT' B OTCYTCTBUYM reHeTUYECKMX, XPOMOCOMHBIX aHOMAaJINIA
WJTV M3BECTHBIX TPUTITEPHBIX (DAKTOPOB, aCCOLMMPYIOIINXCS C pUCKOM pas3BuUTwHs JIAT.

JlerouHasi TUIIePTeH3Us Y JeTeil — TOBbIlIeHe CpeHero AaBaeHusl B JIeTOUHOI apTepun > 25
MM DT. CT., OIIpeJileJIeHHOe B II0KOe MeTOA0M KaTeTepusaluy cepala y neTeii 3 MecsueB 1 cTaplie.

JlerouHasi aprepuaabHasi (peKaNWUISIPHAs) TUIIEPTEH3Ms Y JeTeii ¢ GMBeHTPUKYISIPHOI
reMOIMHAMMKOI - COCTOSHMe, IPM KOTOPOM CpefHee IaBjeHMe B JIETOYHOI apTepun,
OIpefieIeHHOe MeTONOM KaTeTepu3alMy Ceplia, COCTaBIseT > 25 MM pT. CT., HaBleHKe
3aKMVHMBAHMS JIETOYHON apTepuM < 15 MM pT. CT., a MHJEKC JIEFOYHOTO COCYAMCTOIO
conporyBienus > 3 Ex.Byma\m?2.

JleroyHas apTepuajibHas (IpeKanuIIPHAsI) TUIIEPTeH3Vsl y AeTell ¢ YHUBEeHTPUKYISIPHOM
reMOAMHAMMKOI — COCTOSTHUE, TIPU KOTOPOM CpeJiHee AaBjieHue B JIETOUHOI apTepun > 15 Mm pr.
CT., MHIEKC JIETOYHOTO COCYAUCTOrO COINpoTuBiaeHus > 3 En. By,ua\Mz, a TPaHCITYyJIbMOHAJIbHBIA
rpagMeHT OaBjieHus > 6 MM PT. CT.

HacnencrBeHHas jieroyHasi apTepuaabHasi TUIIEPTEeH3UsT — Haauune y 6ombHOro JIAT ABYX M
Goiee UJEHOB CEMbM C TIOATBEPXKIOEHHbIM AuarHo3om JIAT wiu BbisgBIeHUE Y 6GOJBHOTO
reHeTMYeCcKOM MyTal Uy Ui XpOMOCOMHOM aHOMaIuu, accouumpyrouieiics c JIATL.

IMocTRamMUISIPHAS JIETOYHASI TUTIEPTEH3Us Y JeTell C OMBEeHTPUKY/ISIPHOI reMOJMHAMMUKOM
— COCTOSIHME, TIPM KOTOPOM CpefHee [aBjieHNe B JIETOYHOI apTepuu, OrpeneleHHOe MeTOIOM
KaTeTepusalun Cepaia, CoCTaBaseT > 25 MM PT. CT., a JaBJieHKe 3aKIMHUBAHUS JIETOYHOI apTepun
> 15 MM pr. CT.



1. KpaTkas uHpopmanus

1.1 Ompenenenue

JlerouHast TUIIEPTEH3USI Y [eTeli — XpOHMUYEeCKoe, Mporpeccupymoiiee 3aboneBaHue C KpaiiHe
HeOAroNpUSATHBIM ~ TPOTHO30M.  3abo/lieBaHMe  XapakTepusyercss — IponavbepaTUBHBIMU
M3MeHEeHUSIMIU JIeTOYHOM COCYIMCTOM CTeHKM BIUIOTh [0 TIOMHONM 06iMTepanyyu MpocBeTa
JIETOYHBIX COCYJOB, MPOTPECCUPYIOIIMM IOBBIUIEHMEM JIETOUHOTO COCYIMCTOTO COMPOTUBIIEHNS,
MIPUCOEMHEHVEM TTPABOXKENTYIOYKOBO HEJOCTATOUHOCTY U TPEKIEeBPEMEHHON TI1benbio
6ospHOTO [1-3, 12-16].

DTO MaTOTeHeTUYEeCKN CJIOKHOe, MYJ'IIJTI/[(baKTOpI/IaJ'IbHOE COCTOsIHME B KayeCTBe OIIpeaeIeHUs
MMeeT reMoAVHaMMUYeCKre KpUTepun.

JlerouHasi TUIIEPTEH3UsI Y JeTeil — COCTOsSIHME, COIMPOBOXKIaeMoOe IIOBbIIIEHNEeM CpegHero
IaBJIeHMUS B JIETOYHOI apTepum > 25 MM PT. CT., OIIpeeasieMoe MeTOI0M KaTeTepus3anyy cepamna B
IIOKOe y IOHOLIEeHHBIX AeTell cTaplie 3 MecsiLieB XXU3Hu [2, 3, 12, 14].

JlerouHasi aprepuajbHas (MPeKaNMWUISIPHAsA) TUMNIEPTEH3Us Y JeTeil ¢ OMBEeHTPUKYISIPHO
reMoaMHaMuKoOI [1-3, 12-16].:

e CpepnHee maBjeHNe B IETOYHON apTepun > 25 MM PT.CT.;
e HAeKC Ter0YHOTO COCYAUCTOTO COTIpOTUBIeHUS > 3 Ef. By/:La\M2 ;
o JlaBjeHMe 3aKIVMHUBAHNS JIETOUHOI apTepuu < 15 MM pT.CT.

JlerouHasi aprepuajibHas (IpeKanIIsIpHasA) IMIePTeH3us y JeTeli ¢ YHUBEeHTPUKYISAPHO
reMoaMHaMuKoI [1-3, 12-16]:

e CpenHee maBjieHMe B JIETOYHOI apTepuu > 15 MM pT.CT.;
e VH[EeKC 1eroYHOoro COCYAUCTOTO CONTpOTUBIeHus > 3 En. Byaa\MZ;
e TpaHCIyJTbMOHAJIbHBIV TPAAVEHT JaBaeHus > 6 MM PT.CT.

HOCTKaHIIIJIJIﬂpHaSI JIerOuHasi TUIIePTEeH3UAa y ne’reﬁ C 6MBeHTpIIIKYJIﬂpHOf/'I I'eMO,HMHaMMKOﬁ
[1-3, 12-16]:

o CpepnHee maBjeHNe B JIETOYHON apTepun > 25 MM PT.CT.;
e JlaByeHue 3aKIMHMBAHMS JIETOYHOI apTepun > 15 MM pT.CT.

IMeguaTpuyeckasi IMNePTeH3MOHHAs COCYTUCTast 00e3Hb JIETKUX [2, 4-6,12, 14]

o [loBbIllIEHVE CPEIHETO JABJAEHMs B JIETOUHON apTepuy > 25 MM pT. CT., MHZAEKCA JIETOYHOTO
coCyamcToro compoTtusinenust > 3 Ex Byma/m? y meTeit ¢ 6MBeHTPUKY/ISPHO/ TeMOAMHAMMKOM
6e3 JIeBO—IIPaBOTr0 BHYTPUCEPIEYHOTO ITYHTa KPOBY;

o [loBblllIeHNe CpefHEro JaBjieHMs B JerOUHOi aprepum > 15 MM pT. CT., MHZEKCA JIETOYHOTO
COCYIMCTOTO compoTuBiIeHus > 3 En Byma/mM? M\nv TpaHIyIbMOHANIBHOTO TPaMeHTa > 6 MM pT.
CT. Y TIAI[MEHTOB TOC/Ie KaBaITyJIbMOHATbHOTO aHACTOMO3a 6e3 MOTOTHUTENhHOTO MCTOYHMKA
JIETOYHOTO KPOBOTOKA MM ornepaiuy @oHTeHa..

1.2 3THosOrnAa U rmaToreHes

Jlerounast rurniepteHsust y geteit (JII) — 3TO reTeporeHHOe MHOTO(GAKTOPHOE COCTOSIHME, KOTOPOe
MOXKET OCJIOKHSITb OONbLION CIIeKTp 3aboneBaHMi, BKIIOYAsl BPOXKAEHHbIE M TNPUOOGPEeTEHHbIE
IIOPOKM Cepflia, CHUCTEMHble 3a007eBaHMSIMM COEIMHMTeNbHO TKaHyu, BUY wuHbexuuio,
MOPTa/JbHYI0 [UIIEPTEH3MI0, MATOJOTMI0 IIMTOBMAHON JKene3pl, OOJ€3HM HAKOIUIEHMS,
reMoriobMHONaTUY, 3aboneBaHMsI OPraHOB [ObIXaHUs, /MO0 ObITH CAMOCTOSITENbHBIM,
M30MMPOBAaHHBIM 3aboneBaHuem [1, 12-17]. B omiMume OT B3POWIBIX OOMBHBIX Y HeTeil
3abo0eBaHNe MMeeT KIMHUYECKMe, MaToreHeTHYecKue M reMOOMHAaMMUuyeckue OCOOeHHOCTH, B
OCHOBe KOTODPbIX (yHIaMeHTaabHble OTIMUMS PACTYIIero U yke copMUPOBaHHOIO OpPTaHM3Ma.
JlerouHbIii OpraHOTeHe3 M aHTMOTeHe3 HAaXOASTCS B CTPOroil B3aMMOCBsI3u. JIroGble HapyIIeHMs
dbopmupoBaHus, pocta M pas3BUTUSL JIETOUYHOJM TKaHM MOTYT COIPOBOXIATHCS HapylleHMeM



dbopMmupoBaHUST M JIETOUHOI COCYOMCTONM CTeHKU. Tak ke M3MeHEHMSI CTPYKTYpPhl UM (QyHKIMU
JIETOUHBIX COCYJIOB HEM3MEHHO COTIPOBOXKAAIOTCS MEePUBACKYISIPHBIMM HAPYIIEHUSIMU CTPYKTYPbI
aIbBeOosIpHON TKaHu [12, 14-17]. JIT' y pereii accouMupyeTrcsi C pSILOM TeHETUUeCKUX U
XpOMOCOMHBIX aHoManuii (accoumaumeit VACTERL, cugpom CHARGE, cunppom IlonaHpaa,
curgpom Apamca—OnmBepa, Tpucommst 13, 18, 21, cungpom [Ou Ixoppxka, cuHapom HyHaHa,
6onesHb GoH PexnmHrayseHa, cuHApoM Dursun, cuHapom Kauty, Heiipodubpomartos,
ayTOMMMYHHBI TONMIHAOKPUHHBIN CMHAPOMOM, 60J1e3Hb Tome, [JIMKOT€HO3BI,
MUTOXOHIpKaIbHbIe 3a60neBanus) [1,12,14, 18-20].

B c1ydae, Korga B3aMMOCBSI3b CMHOpPOMa JIeTOYHOM T'UIepTeH3nm U BbISIBJI€EHHOI'O 3a6OHeBaHI/IH
YCTAaHOBJIEHA, COCTOSHME PACLHEHMBAETCS KaK daccoyuuposaHHdas JIerOYHasi TUIIePTEeH3US. Ecin
IIpOBeIeHHOe 06CJI€JIOB8HI/I€ He TIIO3BOJII€T BbBIIBUTHL IIPUYNHY, 06YCIIOBI/IBHIYIO pa3BuUTHe
3360H€B8HI/IH, COCTOSIHME MOXKeT ObIThb paciieHeHO KakK uduonamuyeckas aerodyHas rUnepreH3mnsd
[1,13].

Iuarno3 uJIAT — nyarHo3—-MCK/IOUeHre, O3HAYaloIMii criopaanyeckuii aiyvait JIAT' B oTCyTCTBUE
reHeTUYEeCKMX, XPOMOCOMHBIX aHOMAajuii WIM  M3BECTHbIX TPUITEPHBIX  (HaKTOPOB,
accoLMMPYIOLMXCS ¢ puckoM passutus JIAT1].

[Tpu Hanmuuum y 6ompHOTO JIAT ABYX U GOJIEee YWIEHOB CeMbU C TOATBEPKIEHHBIM quarHo3om JIAT
MU BBISIBIIEHUM Y OOJIBHOTO TeHeTWMYecKoii MyTauuu, accoummpyiomieiics ¢ JIAT, 3aboneBaHue
pacieHMBaeTcs Kak HacieAcTBeHHas dopma JIAT [1,13].

[lo maHHBIM MEXAYHAapOLHOTO PETMCTpa IMenuaTpUUYecKoli JerouHoi TUIePTeH3MM, Cpeny Bcex
3aperncTpupoBaHHbIX ciayuyaes JII'y gereit, y 88% manmeHToB nuarHocrtuposaHa JIAT. [Tociennsis B
57% cny4aeB TpeACTaB/ieHa UAMOMATUYECKMMU Y HACIEACTBEHHbIMU (DOpMaMu, B OCTATbHBIX —
accorMMpoBaHHbBIMM GopMamu. B mopasstiomem uncie (6onee 85%) accounumpoBaHHbie (POPMBbI
6bUTU TIpefcTaBeHbl JIAT, OC/IOKHUBIIEH TeueHue BPOKIEHHBIX TTOPOKOB cepaua (JIAI-BIIC), B
12% - JIAI, accouumMpoBaHHbIe C 3a00JIeBaHUSIMM JIETKMX UM TUIIOKceMueit, B 1% ciaydaeB
ycraHoBJieHa TpoM6o3Mbonmyeckast JIT, elje pexxe — octanbHble rpynmsl [1, 12, 14, 17,21, 22 ].

B Poccuiickoii ®@epepanyy, B crpaHax CHI' u crpaHax «rperbero mMupa» cBbime 70% JIAT
HabmomaeTcs y nerteii ¢ BIIC, y KoTOpbIX 1160 BOOOIIE He BBIMOIHSIIACh KOPPEKIMS MTOPOKa, 1160
oHa 6blIa BBITMTOJIHEHA MTO3/IHO U He TpuBesia K perpeccy JIAT[1, 3,6, 11].

o Hacmosauwezo epemeHu (l)aKmOpbl, 3anyckarwujue Kackad namonozuyeckux MexaHuamos u
npusoaﬂugue K peManﬂuposano JIE20UHO020 cocyaucmozo pycia, OCTalTCd He€ BIIOJIHE
BbISICHEHHbIMMN.

B 70% cny4yaeB cemeitubix popm 1 B 11-40% criopagmyeckux caydaeB MJIAT BbISIB/ISIETCS MYTaLVS
B reHe BMPR2, KogypyIoliero perenTop Tuia Il K mpoTenHy KOCTHOTO MopdoreHesa, st KOTOpoii
XapaKTepeH ayTOCOMHO—IOMMWHAHTHBINV TUIT Hac/egoBaHus ¢ HU3Koi (10-20%) rnmeHeTpaHTHOCTBIO
reHa. B Hacrosiee BpeMs omucadbl 6oee 300 myTaiuit B 9ToM rexe. [lopaskeHHbIe MyTalyeli B
rede BMPR2 Kak mpaBuM/Io MOJIOKE M MMEIOT 6ojiee TsDKeIoe KIMHMUYECKOe TeueHue U IPOrHos. Y
nereii ¢ WJIAI' m HacnencrBeHHol JIAI' sra wmytanmsi BbisiBasieTcs B 10-17% cioydaes.
TeTepo3urotTHass MyTanusi B reHe, KOAMUPYIOIIEM aKTUBMHIOAOOHYI0 kuHasy 1 tumna (ALKI),
endoglin (ENG) BbIsIBIieHa B CydyasX Hac/le[ICTBEHHOI TreMOpparumueckoit TeleaHTMOIKTa3UM,
aCCOLMUPYIOIIENCS C TSKeJIOoi 3/10KauecTBeHHO JIAT. BefeTcs 1TOMCK reHeTuYecKoro cyberpara y
GOJIBHBIX € accounnpoBaHHbIMM hopmamu JIAT [12-16, 23-26].

JIAT - mporpeccupyoiiee 3aboneBaHMe, XapaKTepuU3yoIleecs: MHTEHCUBHBIM PEMOJIeTMPOBAHNEM
JIETOUHOTO COCYIMCTOTO pycjla € IPeuMMYILIeCTBEHHBIM IIOPpaKeHMeM [AUCTAIbHBIX JIeTOYHBIX
aprepuit u aprepuoi. IlopakeHue JIerouHOro apTepuaabHOro pycjia NPUBOLUT K 3aTPYLHEHUIO
KpPOBOTOKa B HeM, BO3pacTalolleMy YBeIUUYEHUIO JIETOUHOTO COCYIMCTOTO CONPOTUBIIEHUSI U
peMoAenMpoBaHUIO TIPABOTO JKeJIylouKa C MOCAeIYIOMIMM IIPUCcoeIMHEeHeM ITPaBOKeITyL0UKOBOI,
a 3aTeM ¥ OMBEHTPUKY/ISIPHOI CepAeuHOii HeJOCTaTOUYHOCTU. B ocHoBe martoreHesa JII' JIEKUT
KackajJ TMaTOJIOTMYECKMX MEXaHM3MOB C HapymIalMmuX QYHKIMWIO SHAOTEMMATbHBIX KIE€TOK
JIETOYHBIX COCYIOB, TPOMOOTHYECKMMY ITOPAKEHUSIMU in situ, pasButruem audQy3HOro apTepunTa
[1,12,13].

OCHOBHBIM TIATOTeHETHUEeCKMM MexaHusmMoM JII' sBisieTcss HapylleHue peryasiuyu ToHyca
MBIIIEYHOTO CJIOSI COCYHNOB JIETKMX, BBbI3BAHHOE SHAOTeNManbHOV muchyHKIuel. Pasputue
roc/ieqHei BK/IOYAaeT HECKOJbKO IyTeli: CHMKeHMe BbIPaOOTKM SHOOTENMAJbHBIMU KIE€TKaMMu



MeaMaTOpPOB Ba3oauiaTalMy MPOCTAMKAMHA M OKCHJIa a30Ta, a TaKKe IMOBbIIIeHHAsT TTPOAYKINS
MOIIIHOT'O Ba30KOHCTPUKTOPHOTO NenTuaa sugorenua—1 1,12, 13].

[TaTonornueckue M3MeHeHMs 3aTParuBalOT MPEMMYLIECTBEHHO AMCTa/lbHbIE JIETOUHbIe apTepun
(menee 500 pmM B agmMameTpe) C BOBJIEUEHMEM BCEX CJIOEB COCYOMCTON CTEHKM, BKIIIOYAs
TUTEePIUIa3ui0 MHTUMBI, TUIEPTPOGUI0 TIAJKUX MBIIIEYHBIX KIeTOK, (GMOpOo3 aaBeHTUIIUU C
opmupoBaHMeM TMEPUBACKYISPHBIX BOCHAJIUTENbHBIX MHQWIBTPATOB U TPOMOOTUYECKUE
MoBpexkAeHus in situ. Crnenuduueckue MOBPeXIEHNSI apTepuii M apTePUOIUT JIETKUX,
U3BeCTHbIe KakK apTepuonatusi npu JII, IpuBOSSAT K 3aTPySHEHUIO KPDOBOTOKA B HUX, a B psfe
CJTy4yaeB K ITOJIHOW 06/IMTepalyy IIPOCBETa COCYIOB. B TSKebIX CIyyasx CTPYKTYPHbIE M3MEHEeHUSsI
3aTparuBaioT 10 80% JIeroyHbIX apTepuii MeJIKOro Kaaubpa, UYTO HEM3MEHHO BeIeT K
3HAUUTEIbHOMY YBeIMYeHNIO JIETOYHOTO COCYAMCTOrO CONPOTUBIIeHUS [27-32].

1.3 druaeMmoIorus

3aboneBaHye BCTpevyaeTcsl B JIlOOOM Bo3pacTe. VICTMHHAsI paciipOCTPAaHEHHOCTb Pas3IMUHbIX ee
(opm HeusBecTHa.

B crpaHax, rae nmomorip mnaimeHTam c JII' iieHTpaan30BaHa, paclipoCTPaHEeHHOCTb ee 3HAUUTeTbHO
BapbMpyeT B 3aBUCUMOCTYU OT PerMOHa, BO3pacTa U IoJia MOMYJIsIMK, cocTasiisas ot 15 go 50 Ha
1 000 000 B3pocioro HacejaeHust u ot 2,2 go 15,6 va 1 000 000 meTeii. B oTinune OoT B3POC/IOI
MOMY/IAIMM, TOe COOTHOILIeHMe JIUI] JXeHCKOTO M MYXKCKOTO TI0jia CKJIOHSIETCSI B CTOPOHY
3HAUUTEJILHOTO TTpeobyafjanus KeHIyH, Bapbupys ot 1,0:1,7 mo 1:3,4, B AeTCKOI MOIMy/ISINA
JaHHBIX PasjnuMii He HAGIIOAeTCS: COOTHOIEH)E MaJbuMKOB U eBoueK paBHO. TeHAeHIMs K
npeobialaHuio JIKI JKEHCKOrO T[I0Jia IIOSIBJISIeTCsl B Iy6epTaTHOM Bo3pacTe, KOIAa 9TO
cooTHomeHne cocrasisieT 1:1,4 [21, 22, 33, 34, 35]. Umuonatuyeckasi JIAI' Bctpeuaercst ot 0,7 1o
4,4 wa 1000 000 merteit m or 5,9 mo 25 Ha 1000 000 B3pocmbix. PacrmpocTpaHeHHOCTh JIAT,
accouumpoBaHHoit ¢ BIIC, cocrasister 2,2 — 15,6 Ha 1000 000 merteit n 1,7 — 12 wa 1000 000
B3pocibiX. [Ipu arom mo 50% Bcex ManyeHTOB MMEIT CUHApPOM Jii3eHMeHrepa [13, 33, 34]. Bo
B3pOCION TOMY/ISIINM JIETOYHAsi TUIIEPTEH3MsI, acCOLMMPOBAHHAs C 3a00/eBaHMSIMM JIETKUX
BcTpevaetcs: penko, npu XOBJI no 1,1% ciydaeB [13]. V geTelt Tsbkenasi, 4aCTO CyIIpacuCTeMHast
dopma JIT' ocnoxkHsieT TeueHne 3abosneBaHus y 63% OGONbHBIX C BPOKAEHHO AvadparmManbHOI
IPbDKEI M TUIIOIUIa3Meit Jerkux u y 23% mereil ¢ GPOHXOJIETOYHOM IUCIUIa3Mei, ompenesnss
BBICOKMIT ypOBEHb CMEPTHOCTH B 9TO¥1 I'PYIINe B Ileproj, HOBOpoxkAeHHocTH [15,16, 17].

B cooTBeTCcTBUM € OmpeneneHneM peakoro 3abosneBanus B u.l cr.44 @3 N2 323 «O6 ocHOBax
OXpaHbl 30pOBbsl rpaxkgaH B Poccuiickoit @enepanum» ot 21.01.2011 r. JIAT sBnsieTcs pegKum
(opbanHubiM) 3abosneBaHueM. JlerouHas (apTepuajibHasl) TUIEPTEH3UsS UOMOIATHYECKAs
(nepBuuHasi) — kon MKB-10: 127.0, BkimoyeHa B 1. 23 '"[lepeuHsl >XKM3HEYTPOXAWIIUX U
XPOHUYECKUX, IIPOTPECCUPYIOIINX, penkux (opdaHHbIX) 3abo/MeBaHMUil, MNPUBOOALIUX K
COKpAIlleHUI0 MPOJO/DKUTETbHOCTU XMU3HU TpakgaH WM MX MHBAIMIHOCTU» [locTaHOBJIEHMUS
IMpaButenbctBa PO ot 26.04.2012 N 403 "O mopsimke BemeHust (pemepaibHOIO Permcrpa Jinii,
CTpajalouMX O KM3HEYTPOKAIIIMMM UM XPOHUYECKUMMM, IMPOrpeccUpyoiuMu, pegKuMu
(opdanHbIMM) 3a60I€BAHUSIMM, TIPUBOIOSIIMMM K COKPAIIEHUIO IPOMOKUTENbHOCTY SKU3HU
rpaXkaaH MM UX MHBAJIUMIHOCTHU, M €T0 PErMOHAIbHOTO CerMeHTa»

1.4 Koguposauune o MKBb-10

127 — Opyrue hopMbI IeTOYHO—CEPAEYHOI HELOCTATOYHOCTHU

127.0 — JlerouHas (apTepuaabHasi) TUIIEePTEH3USI MAMonaTuyeckas (nepBuIHas)
128.8 — [Ipyrue yTouHeHHbIe 60JIE3HM JIETOYHBIX COCYIOB

128.9 — Bone3Hb JIerOYHbBIX COCYA,0B HEyTOUHEHHAsI

127.8 — [Ipyrue yTouHeHHbIe (POPMBI JIETOUHO-CEPAEUHOI HEAOCTATOUHOCTU

1.5 IIpuMmepsbI AMArHO30B



1. nyonatuueckast JjerouyHasi aprepuanbHasi rumneprensuss [ 27.0. HepocraTouHOCTH
TPEXCTBOPUYATOrO KjamaHa. HemocTaTOYHOCTh KjamaHa JjéerodHoi aprepuml. XpoHudeckas
cepaeuHast HegoctaToyHOCTh 11 B, K I1I . ®yHkumoHanbHbIl knacc JIT 111,

2.JleroyHast aprepuajabHas I'MIIEPTEH3UsI, aCCOLMMPOBAHHAS C BPOKIEHHBIM IIOPOKOM cepzla
128.8. Hedekrt MmesxxkenymoukoBoii meperoponku. Cunapom JiiseHMeHrepa. COCTOsSIHME TOCIIe
orepauuu CyXKMBaHMS JIeETOYHON apTepuu. HemocTaTOYHOCTh TPEXCTBOPUYATOTO KjaraHa.
HenmocTraTouHOCTD KjarnaHa JEroYHOi apTepum. XpoHuUecKasl cepevuHasi HeoCTaTOuHOCTh 1T A,
OK II-1II . ®yukumoHanbHbIl Kiacc JII' I1.

3.JlerouHast apTrepuajJibHas TUIIEPTEH3MUS, aCCOLMMPOBAHHAS C IOPTAJbHON TUMEpPTEeH3UeNn
(mopTOo—IyZbMOHANbHAS JierouyHas aprepuanbHas runepreHsus) 128.8. CocrosHue mnocie
orepanuu aTpMoCenTOCTOMMUM. XpOHUYeCKas cepaeuHasi HeJoCTaTOYHOCTb . DYHKIMOHATbHbII
II B, ®K III. ®yHKkunoHanbHbIl Kiace JII' IV.

1.6 Kinaccupukamms

JIT MOXeT OBITb CAMOCTOSITE/IbHBIM 3abosieBaHMEM JIMO0 CUMHAPOMOM, OCIOKHSIIONM OOJbIIO
CreKTp  cocTostHMiA.  IlepBasg  wiMHMYecKass KkiaccubuKalus JIETOUHOW  TUIEPTeH3UH,
npenjiokeHHass BceMupHOJ opraHmsanueil 3npaBooxpaHeHuss B 1973 1, BkIwUYasa TONBKO 2
KaTeropmMm: INepBMUUYHAsl M BTOPMUYHAS JIeTOUYHAasl TUIIEPTeH3Ms. 3a IMpollefline COpPOK JieT
MPOU3OILIM 3HAUUTEbHbIE M3MEHEHUS B MOHMMAHUM ITUOJIOTUYM U TATOPU3NOIOTUY, a TAKKe
KIMHUYEeCKMX pasanunuii pasHbix BapuaHToB JII. B 2013 r. B Huiue (®paHiust) Ha V BCeMMPHOM
cumnosuyme 1o JII' mpuHsTa MmoagudbuiiMpoBaHHas kinaccuduranys JIT, BKIouaoas msaTh IPyI
u 27 noprpymni (Ta6in.1) [13, 36].

Ta6nuua 1 Knunuueckas knaccugukayus sezouroti eunepmensuu (Nice, 2013)

JleroyHas apTepuasnbHas runepTeHsus

1.1 UamnonaTtuueckas JIAT

1.2 HacnepcrteeHHas JIAT
1.2.1 BMPR2 myTauus
1.2.2 [pyrve mytauun

1.3 JlekapcTBeHHas unmn Tokcuyeckas JIAI

1.4 AccounnpoBaHHas c:

1.4.1 3aboneBaHNsAMN COEANHUTENBHOW TKaHN

1.4.2 BUY - nHdekumei

1.4.3 MNopTanbHOW runepTeHsven

1.4.4 BpoxaeHHbIMM Nopokamu cepaua

1.4.5 WnctocoMo3oM

1’ JleroyHasi BEHO-OKKJ1Il03MOHHas 601e3Hb U\ WU/ NIeroYHbli BEHO-OKKJ/1IF03MOHHbIWN reMaHrmomMaTos
1.1 NgnonaTtuyeckas

1'.2 HacnencreeHHas

1'.2.1 EIF2AK4 myTauus

1'.2.2 Apyrvue myTaumm

1".3 VinayumpoBaHHas fleKapCTBEHHbIM, TOKCUYECKUM U paJuaLVOoHHbIM BO3AeiCTBNEM

1'.4 AccounmpoBaHHas c:

1'.4.1

1.4.2

3aboneBaHMAMN COEANHUTENbHOW TKaHM
BUY - uHdbekumnen

1" NMepcucTupylowas neroyHasi rMNepTeH3ns HOBOPOXKAEHHbIX

2. JIr, o6ycnoBneHHas 3a6onesaHUsiMK1 N1IeBbIX KaMep cepaua:

2.1 Cucronnueckas anchyHkums JIK

2.2 Anactonuyeckas anchyHkumsa JIK

2.3 MopaxeHune aopTasbHOro U MUTPasIbHOrO KianaHoB

2.4 BpoxzaeHHast unu npuobpeTeHHas 06CTpyKLUmMs nyTei npuToka u oTToka JIXX 1 BpoxaeHHble KapAanoMmMonaTmm

2.5 BpoxaeHHble nnu NnpuobpeTeHHble CTEHO3bl IErOYHbIX BEH

3. JIr, o6ycnos. as 3a6o JIerkux U\ unam runokceMmei:

3.1 XpoHuueckue 06CTPYKTUBHbIE 3a60/1€BaHNS NErKMUX

3.2 UHTepcTUUManbHble 3aboneBaHns nerknx

3.3 ,Cl,pyrvle 3aboneBaHns Nerkmx co CMeLlaHHbIM PECTPUKTUBHbLIM U OGCprKTI/IBHbIM MEXaHNU3MOM

3.4 PaccTpoWcTBa AbIXaHUs BO CHe

3.5 AnbBeonspHas rMnoBeHTUNALMNS

3.6 BbicokoropHas neroyHas runepreHsus



3.7. HapylueHune pasBuTuUs nerkmnx

4. Tpom6o3M6b6onmueckas sieroyHasi rMnepTeHsus 1 Apyrie 3abonesaHusi, CONPoBOXAAKOLLMECS 06CTPYKLMEN SIeroYHbIX apTepuii

XpoHuueckasa TpombosaMbonuyeckas nerovyHas runepTeHsuns
Apyrue 3aboneBaHus, CONpoBoXAaLMecs 06CTpyKUMeE NEeroYHbIX apTepuii
.1 AHrnocapkoma

.2 [pyrne BHYTPUCOCYAUCTbIE OMYyXOn

.3 ApTepuunTbl

.4 BpoX/AeHHble CTEHO3bl IErOYHbIX apTepuii

.5 NapasuTsl (rnaaTnaos)

5. Nleroynas rmnepTeH3uns C HEACHbIMW N MHOXECTBEHHbIMU MEXaHU3MaMn pasBuUTuUs

5.1. FemaTonornyeckue 3aboneBaHus: XpOoHM4YecKas remomtTnyeckKasa aHemMumsa, MI/IEJ'IOI'IDOJ'IVIqDEpaTVIBHbIe BEGOHEBEHVIQ, CNEH3KTOMUA

5.2. CuctemHble 3aboneBaHus: CcapKonaos, rmcTuoumnTos Nerknx, }'IVIMd)aHrVIO}'IeI‘/'IOMI/IOMaT03

5.3.Metabonuyeckve 3abonesaHus: HapylieHne o6MeHa ravMkoreHa, 6onesHb Mowe, TMpeouaHas AUChyHKUMUs

5.4. [pyrue: TpoMboTMYeckass MWKpOaHruonaTvs Mpu OMyXonsx nerkux, $UOPO3HbIN MeAMAaCTUHWUT, XPOoHUYeckas mnodyeyHas
HEAO0CTaTOYHOCTb, CErMeHTasibHasa nr

Knaccudukanms JIT, moguduumposantnast B Hutiiie B 2013 romy, OCTaTOYHO IMPOCTa U IMUPOKO
MCIIONb3YeTCs B KauecTBe pabouero MHCTPyMEHTa Kak B eXKeIHEeBHO KIMHUYECKO! MPaKTHKe, TaK
B Da3/IMYHBIX SMUIEMUOIOTMYECKNUX UCCIeNOBAaHMSX, BKIIOYas HallMOHAIbHbIE ¥ DEeryOHalbHbIe
PErUCTPbI JIETOYHON rurepreH3uy. O6beayiHeHe PA3IVUHBIX BAPUAHTOB JIETOYHONM IMITepTeH3UN
00yC/IOB/IEHO OOIIVIMM J1sT KOHKPETHO TPYIIITBI MOAXONAMM K TaKTUKe BeleHus. Takum obpas3om,
kinaccudurarus JIT' (Nice, 2013) opueHTHpoBaHa Ha BbIOOP TaKTUKM JieueHyst. OMHAKO, HECMOTPS
Ha Hamnume myHKTa 1.5 «IlepcucTupyromiasi JieroyHasi TUIepTeH3us] HOBOPOXKIEHHbBIX» JTaHHas
KIaccuduKams Majo YIUTHIBAET OCOOEHHOCTU U BBIPAXKEHHYIO T€TEePOreHHOCTb 3a00/IeBaHMUST B
JIeTCKOM BO3pacre.

B 2011 r. Ha MesxgyHapo#HOI KoHbepeHMK B [TaHaMe, ITOCBSIeHHOI ITpobseme JII' y meTeit, ObuT
TIpeAJIOKeH TepMUH «IeJuaTpuyeckas TUIIePTeH3MOHHAsl COCyaucTasi Ooyie3Hb JIeTKUX» U
TIpeficTaB/IeHa TepBasi KIMHNYeckas Knaccuduranyst JITI' y meteii, BKIIOYAIOMIAst TECSITh OCHOBHBIX
rpym u 6omee 100 moarpynm (Ta6s. 2) [37]. [lenuaTpuueckast Kiaaccu@uKauysi He OpUeHTUPOBaHa
Ha BbIOOpD Merozma JieueHus. HosomorMu oObeqVMHEHBbI B TIPYIMIbl HAa OCHOBAHUU OOIIUX
MaTOreHeTUYeCKMX ¥ MaTo(U3UONIOTUUECKMUX TMpu3HakoB. lleab ee — cuUCTeMaTU3UPOBATh
BBIP&KEHHYIO TeTepPOreHHOCTh JIETOUHOV TUIIepPTeH3MM BO BCeX BO3PACTHBIX KaTEropusix OT
BHYTPUYTPOOHOTO Tepuoma OO MOAPOCTKOBOTO BO3PAacCTa, YAyUIIMTb MOHMMAaHME MaToreHes3a U
natoGusnonoruy 3aboyeBaHus, TEM CaMbIM OOJErdYuMTb CIOKHYIO 3aJauyy OUArHOCTUYECKOTO
Toucka y pebeHKa C BbISBJIEHHOJ JIETOUHOV TurepTeH3uen. IlaHamckas knaccudwukamys JII
rpezcTaBjieHa B TabI. 2.

Tabmuua 2. OcHo8Hble epynnsl heduampuueckoll 2unepmeH3uoHHol cocyoucmoti 0one3Hu JieeKux
(Panama, 2011)

1. [peHaTanbHag NéroyHas runepTeH3nsa

2. [lepcucTvpyroLlasa NérovyHas runepTeH3na HOBOPOXKAEHHbLIX

3. NeroyHas rMnepTeHsus, accoLlyMpoBaHHan ¢ saboneesaHuaMK cepgua y aeTen

4. [leroyHas runepTeH3uns, accounmMpoBaHHas ¢ BpoHxonéroyHol gucnnasuven

5. MsonvposaHHas néroyHas apTepnanbHas runepTeHsna

6. NNéroyHas  runepTeHsWs,  accouuMpoBaHHas €  FEHeTUYECKMMW WK
XPOMOCOMHBLIMK 3abonesaHuAMM U CUHAPOMaMU

7. NeroyHas rMnepreHsus, accouMMpoBaHHan ¢ 3abonesaHUAMM NErKNX

8. TpomBoamBonuueckas nerouHas runepTeH3us

9. [leroyHas rvnepTeHsus, accouuupoBaHHas ¢ [unobapudeckumMy  W/nnu
rMNOKCHYECKVMU COCTOAHUAMMN

10. IleroyHas runepTeH3ns, accouuupoBaHHan ¢ 3aboneBaHWaAMKW OpPYrUx
OPraHoB 1 CUCTEM

OYHKIMOHATbHAs KiIaccu@uKaims JerouHoi runepredsun mo BO3

I knacc.  TMamyenTsl ¢ JIT 6e3 orpaHmueHus usnueckoit akTuBHOCTU. OObIYHAST DusuuecKas
Harpy3ka He BBI3bIBAeT BBIPAKEHHOI OMBIIIKK, YTOMJISEMOCTH, Ooseii B 06nacTu cepnua u
CVHKOIIAJIbHBIX COCTOSTHUIA.

I knacc. TanuenTsl ¢ JIT' 1 yMepeHHbIM OorpaHMYeHneM (U3NUYeckoii akTUBHOCTY. B mokoe kayno6
He TpembsBasior. O6GbIuHas (u3uveckasi Harpy3ska MOXKET BBI3bIBATb OJBIIIKY, UYPE3MEPHYIO
YTOMJISIEMOCTD, 60T B 00JIACTHU CEPAIA M COITPOBOKIATHCS CMHKOIAIbHBIMY COCTOSTHUSIMMU.

III knacc. ITauyeHTsl ¢ JII' ¥ CylIeCTBEHHBIM OTpaHMYeHMeM (U3MUECKOii aKTMBHOCTU. B mokoe
3KaJI06 MOTYT He MpeabsIBisTh. Maneiimas usnueckast Harpy3Kka BbI3bIBAET OABIIIKY, Upe3MEPHYIO
YTOMJISIEMOCTD, 60JIM B 00JIACTY CEP/IIA I MOKET COITPOBOXKIATbCSI CUHKOTIAIbHBIMY COCTOSTHUSIMMU.



IV xnacc. [TauyenTs ¢ JIT, He UMerOImMe BO3MOXKHOCTY OCYIIECTBIISITh KaKyl0—n60 (hr3nueckyro
aKTUBHOCTh 6€3 TIPOSIBIEHUSI CUMIITOMOB. VIMEIOTCS TpPU3HAKU  IPABOXKETYIOYKOBOM
HeJOCTaTOUYHOCTU. OfpIlIKa M YTOMJISIEMOCTh OTMEYAITCs B IMoOKoe. JIuckoM@opT pe3ko
ycunuBaeTcst Ipyu Gu3nueckoii akTuBHOCTY. CMHKOIIa/IbHbIE COCTOSIHUSI BeCbMa BeposITHBI [1, 38].



2. InarHoCTMUKa

e JlnarHo3 JII' MokeT GbITh 3aII0Of03PeH Ha OCHOBAHMM JAaHHBIX aHAMHe3a, BK/IIOUasi CeMeIiHblIii,
OIIEHKM >Kajio0 TMallMeHTa M POOUTENell, pe3ynbTaToB (GU3UKaIbHOrO obcremoBanus, KT,
axokapauorpaduu, peHTreHorpaduu rpygHoit kietku [1,2, 12, 16, 2-6, 39-42].

Knacc y6egurenbHOCTH pekomeHganmii I (YpoBeHb Jjoka3aTelIbHOCTA — B).

e JIuarHoctuka JII' TpeOyeT mpoBemeHMs psga MCCIeqOBaHMii, HallpaBJIeHHbIX Ha BhISIBJIEHUE ee
KpUTEpMEB, YCTAHOBJIEHME  BO3MOXXHOI  IIPUUMHBI  BO3HMKHOBEHMS,  OIpefeeHue
KJIMHMYECKOTO KJacca, OlleHKY cTeleHM QYHKUMOHAIbHBIX U TeMOAMHAMMUUECKUX HapyIIeHuit
[lo Ha3HaueHMs crienudnyeckoit repanuu [1,2, 12, 16, 2-6, 39-42].

Knacc yoenurenbHocTH pekomeHaanuii I (YpoBeHb JoKa3aTeIbHOCTU — B).

e Bce meT ¢ mpeArosaraeMbIM WIIM YCTaHOBJIEHHBIM OMarHO30M <«JIETOYHASI TUIIEPTEH3USI»
IOJDKHBIM OBITH HampaBJIeHbI AJISI 00C/IeIOBaHMS B CIIEIMAIM3UPOBAHHBIN LEeHTp jedeHus JIT
[1,2,12, 16, 2-6, 39-42].

Knacc yéegurenbHocTH pekomenganuii I (YpoBeub nokasaTteabHocT — C).

2.1 JKano6s! 1 aHaMHe3

o IIpu c6ope aHaMHe3a U XKaj06 PEKOMEHIYEeTCs PacCIpOCUTb peGeHKa V/MiIn ero pomuTenein o
Ha/IMUMM Yy HEro OABbIIMIKM, YTOMJIIE€MOCTHU, CHVDKEHMS IIePeHOCMMOCTN (1)]/[3V[‘-I9CKI/[X Harpysok
[1,2,12, 16, 2-6, 39-42].

Knacc yoegurensHOCTH pekoMmeHanuii I (YpoBeHb Joka3aTelbHOCTU — B).

o [Ipu cbope aHaMHe3a U KAJIOO0 PEKOMEHIYETCSI PACCIIPOCUTh pebeHKa M/MIN ero POOUTeNeil o
HaJWUMM Yy HEro TrOJIOBOKPYKEHMIT, 06MOPOKOB, MPOBOIMPYEMbIX (U3UUYECKO HArpysKoii,
KalllIsi, KpOBOXapKaHbsl, 60Jeil B TPYIHON KiIeTKe, TepeboeB B PUTMe Cepplia, cepaiebneHms
[1,2,12, 16, 2-6, 39-42].

Knacc y6egurenbHOCTH pekomeHanuii I (YpoBeHb Joka3aTeabHOCTU — B).

e [Ipu c6bope aHaMHE3a ¥ KajJ006 PEKOMEHJOBAHO YTOUHSTH Haauuyue y pebeHKa 3aboseBaHUA,
accouuupywiuxcs ¢ pazsutnem JII' [1,2, 12, 16, 2-6, 39-42].

Knacc yoegurensHOCTH pekoMmeHzanuii I (YpoBeHb Joka3aTeabHOCTU — B).

e B ciygae JIAT, accomuupoBaHHoi ¢ BIIC, peKOMeHIOBaHO PACCIIPOCUTb POIMUTeNeil pebeHKa
MIPOBOAMIACH JIM OTlepaTUBHAs KOPPeKUMs MTOpoKa, ee Tull, cTeneHs JII' o u nocie onepauun
[2-7,11].

Knacc yéegurenbHOCTH pekomeHgaumii I (YpoBeHb joka3aTelbHOCTA — B).

e [lpy cOope aHamMHe3a U KAJIOO PEKOMEHAYETCS pacCIpOCUTh pOIUTeneil pebGeHKa O
MIPOXMBAHUM C PAHHET0 BO3pacTa B YUIOBUSIX BBICOKOropbs [1,12-17].

Knacc yoengurenbHocTH pekomeHaanmii I (YpoBeHb JoKa3aTeIbHOCTA — B).

e TIpu c6ope aHaMHe3a ¥ KaJI06 PEKOMEHIYETCSI pacCIIPOCUTh poauTesieli pebeHka o Hammyyu JIT
Yy poIcTBeHHMKOB 1-2 crenenu posnctsa [1,15, 16, 23].

Knacc yoenurenbHocTH pekomeHaanuii I (YpoBeHb JoKa3aTe/IbHOCTU — B).

2.2. ®PusukajIbHOe 00c/IesoBaHMe

e [lpy dusMKaIbHOM O006CIENOBaHUYM PEKOMEHIyeTCs TPOBecTH OOIINii OCMOTp, OLIEHUTh
COCTOSTHME KOXXHBIX TTOKPOBOB, CIM3WCTBIX, ITOAKOKHO—KMPOBOI KIETYATKU, JTUMQPOY3IOB,
OTpeNesINTh TOHYC MBIIII, OUEHUTh (POPMY T'PYOHON KIETKM, UCKIIOUUTh HaIMUMe KOCTHBIX



medopmaluii, ONpeeIUuTb YaCTOTY ObIXaHMS, IIPOBECTU MEPKYCCUIO M ayCKYJIbTAIUIO JIETKUX,
OTpeNe/INTh XapaKTePUCTUKY BepXYIIEUHOTO M CepeUHOTO TOMIUKA, ePKYTOPHO OIpeaennThb
IrPaHULIBI CepAlla, IPOBECTM ayCKyAbTallMi0 cepAlla, OINpefNeluTb YacTOTy CepHeuHbIX
COKpallleHM, OL[eHUTh PUTM TOHOB Cepflla, HaauuMe MAMU OTCYTCTBUE IIYMOB, OCMOTPETb,
MpOMaJbIMPOBATh IlejiHble BeHbl, OMNpeNeauUTbh IIyAbCALMI0 Ha BePXHUX U HUKHUX
KOHEUHOCTSIX, OTIpefe/INTh apTepuaabHOe AaBaeHre Ha PyKax ¥ HOoraX, ITPOBeCTH MabIaluio U
MepKyCCUIO XMBOTA, OLLeHUTb auypes [1,2, 12, 16, 2-6, 39-42].

Knacc yoegurensHocTH pekomeHganuii I (YpoBeHs nokaszarenbHocTy — C).

Kommenrapuu: [Ipu usuxaisHom o6cnedosanuu cnedyem obpamumes 8HUMAHUE HA 0MCasauue 8
(usuueckom u NCUXOMOMOPHOM pA36UMUL, HA YBEI KOXCHbIX NOKPOBOS, HAUUUE YUAHO3A, U3SMEHEHUE
(ananz nanvyes no muny «6apabaHHwIX NAJOUEK» U HOZMEBbIX NIACMUH 8 8UJe «UdACO8bIX CIMEKOI»; Hd
pacuiupeHHole U HANOJHEHHble 8eHbl el 8 KAUHONOJOMEHUU U Opmocmase; HAa NOJIONCUMENbHbLI
B€HHbBILI NY/IbC; HA U3MeHeHUe (PopMbl 2pYOHOLI KnemKuU («60UK00OpasHas» 2pyoOHas Kaemkd, cepOeuHblii
20p0); Ha ycuneHHbll, pa3iumoti cepoeuHslii MoaUOK, pacuupeHue 2paHuy 0OMHOCUMesibHol cepOeuHoll
mynocmu; ycunenue, axkyeHm II moHa Had JieeouHoll apmepueli; duacmonuueckuii wym
OmMHOCUMenvHoll HedocmamouHocmu KaanaHa JjezouHoli apmepuu (wym Ipexema—Cmusna);
CUCMOJIUYECKUTI WYM MPUKYCNUOANbHOU HeA0CmamouHocmu; wym apmepuo-8eH03H020 c6poca Kposu
npu CUCMEMHO-JIe20UHbIX WYHMAX, HA YeejuueHue neueHu, acyum, noxonodavue KoHeuHocmell,
nepugepuueckue omexu.

2.3. JlaGopaToHas TMarHoCTUKa

e PerynsipHble CTaHAAPTHbIE TEMATONIOTMYECKME Y OGMOXMMMUUYECKME TECThI, OLIEHKA ra30B KPOBH,
YPOBHSI JIaKTaTa, OlleHKa (QyHKIMM IUTOBMUIHON XKeJie3bl peKOMeHI0BaHbl BceM 60abHbIM ¢ JIT'
[12-17,43].

Knacc yéegurenbHOCTH pekoMmeHgauuii I (YpoBeHb Jjoka3aTeabHOCTU — B).
e CxpuHuMHr Ha BIIY, mapkepsl reratura CTpoOro peKOMeHA0BaHbI [12-17].
Knacc yéegurenbHOCTH pekomeHgauuii I (YpoBeHb Joka3aTeabHOCTU — B).

e JIyiT UCK/IIOUEHMS] acCOIMMPOBAHHBIX (DOPM, BTOPMYHBIX K ayTOMMMYHHBIM 3a601eBaHMSIM,
BKJIIOYAsl CUCTeMHbIe 3a00/ieBaHMsI COEIMHUTENbHON TKaHM pPEKOMEHIOBAaHO IIpOBeJeHIe
MMMYHOJIOTMYEeCKMX TeCTOB, BKIIOUas ompepeneHue ypoBHS C-peakTMBHOTO IIPOTEMHA,
peBmaTuyeckoro (akropa, aHTMHyKIeapHOro Qaxkropa, aHTUTeN K SIePHbIM aHTUTeHaM,
SKCTpParMpoBaHHBIM AaHTUTEHAM SiApa, ogHO— U ABycrpanbHOM THK, aHTHbOCHOMMUITIMAHBIX
antuten, CH50 kommiement (C3, C4) [12-17].

Knacc yéegurenbHOCTH pekoMmeHganuii I (YpoBeHb Joka3aTeabHOCTU — B).

e PexoMeHIOBaHO ompeneieHye YPOBHS MOUYEBOJ KUCIOThI B CBIBOPOTKE KPOBU [1JISI UCKITIOUEHUS
HapylieHus MeTabomM3Ma KUGIOpoaa B iepudepryeckmx TKaHIX y mauyeHToB ¢ uJIAT [15-17].

Knacc y6egurenbHocT pekomenganuii IIb (YpoBens gokasatenbHocti — C).

e OmnpepneneHye ypoBHS MO3roBOro HaTpuitypetuuyeckoro nentusa (BNP) wim N-tepmuHanbHOTO
MO03r0oBOro HaTpuitypetnueckoro nentuga (NT-proBNP) pekomeHZ0BaHO /151 OLLEHKHU TSDKECTU
¥ TIPOTHO3a 3a60JIeBaHMsI, OTBETA Ha IIPOBOAMMYIO y 601bHBIX ¢ JIT Teparnuio) [12-17, 43-49].

Knacc yoenurenbHocTH pekomeHaanuii I (YpoBeHb JoKa3aTe/lIbHOCTU — B).

Kommenrapun: 3HnaueHue BNP ewviwie 130 nk/mn y OonsHuix JIAI  accoyuupyemcs ¢
Heb1azoNpusimHbIM  NPOZHO30M, BKIHUAS Heo0X00UMOCMb MPAHCNAAHMAyuu JjezKux U pPuckom
JemansHozo ucxooa. YposeHb NT-proBNP goviule 1664 ne/mn s8nsemcs NnpozHOCMU4ecKu
He01az0npusMHbLM.

e 1 OmpeneneHyie UMPKYIUPYIOIIMUX SHIAOTENMUATBHBIX KIETOK MOXET ObIThb IIOJI€3HO IPpU
cTpatudUKAIY PUCKA M OLIEHKEe CTeNeHM MPOTpeccupoBaHusl 3aboyeBaHMs M OTBETa Ha
MIPOBOAMMYIO Tepanuio y meteii ¢ JIAT[43,50].

Knacc y6egurenbHOCTH pekoMmeHgaumii Ila (YpoBeHb f0Ka3aTeIbHOCTA — B).



e PerynsipHasi oLleHKa HacbllleHMsI apTepuaabHO KpOBU KucaopomoM (SaOz) peKoMeHIOBaHa
BceM 6onbHBIM c JIT' [12-17, 43, 49].

Knacc y6egurenbHOCTH pekomeHanuii I (YpoBeus nokasareabHocT — C).

Kommenrapumn: CHuxceHue SaOy Huxe 94% no OamHbIM NYNbCOKCUMEMPUU 8 NOKOe MOXem
03Hauame (HopMuposaHue 8eHO—apmepuaibHoz0 cOpoca Npu CUCMeMHO—JIe20YHbIX WYHMAx. dmo
B03MO}NHO Makxe npu yeenuueHuu o00sema (GYHKYUOHANbHO20 Mepmeoz0 NpoCcmpaHcmed
(seHmunupyemole, HO He nepgysupyemsle yuacmku Je2ouHoli mxavu) y 6onvHuix ¢ U/IAI, cocmosiHuu
nocie TOJIA (8cnedcmeue MAcCUpOBAHHO20 NOPAXEHUSl JI€20UHBIX COCY008), NPABOXENTYIOUKOBOLI
Hedocmamournocmu. Kpome mozo, onpedeneHHast cmeneHs yuano3da y 060asHoix ¢ WIAL u TOJIA moxem
onpedensimsCsl WyHMUpPOB8aHUeM Kposu uepe3 00UNbHO Pa38UBaAIOUjUecs] AHACNOMO3bl.

e TeHeTMUECKOE MCC/IEOBaHMEe M KOHCY/IbTAIlMs leHeTHKa PeKOMEeHA0BaHbI 60MbHBIM ¢ MJIAT 1
HacnencTBeHHOM JIAT [iist ompeiesieHNsT MOJIEKYJISIPHO-TeHeTMYeCKOro BapraHTa U MPoBeleHNsI
cTpatuduKanyy pucka 3aboneBanus [12-16, 23-26].

Knacc yoegurensHocTu pekomeHganuii Ila (YpoBeHb gokasateabHOCTH — C).

¢ PeKOMEH[I0BAaHO reHeTMYeckoe MCC/IeoBaHMe POACTBEHHUKOB 1 CTemeHM pPOACTBA OONbHBIX C
MOHOTeHHBIMU (dopMaMy HaciaencTBeHHoi JIAT ¢ 1enbio Hambosee paHHE! NMATHOCTUKU U
crpatudukauu prucka 3aboneBanus JIAT [12-16, 23-26]. 1

Kiacc y6egurenbHOCTH pekoMeHaanuii I (YpoBeHb qokasaTeabHOCTH — B).

e PeKOMEH[IOBaH DEryJsSpHbI/i HEMHBA3MBHbBI CKPUHUHT  GECCHMMIITOMHBIX  HOCKUTeJeit
reHeTMYeckoy MyTanuy, accoumupoBaHHoii ¢ JIAL, Bxmtouatommii npoBenenme DKI, DXOKT,
onpenenenus yposHsi BNP nim NT-proBNP [12-16, 23].

Knacc yoegurensHOCTH pekoMmeHzanuii Ila (YpoBeHb foKa3aTeIbHOCTH — B).

o [Ipu MOSIBIEHNM Y POMICTBEHHMKA OOJLHOTO HaciaenCTBeHHOI JIAI KIMHMYECKUX MTPU3HAKOB U
CUMIITOMOB, accoruupytomyxcs ¢ JIT, pekKoMeHI0BaHO HeMeJIeHHO HAavYaTh 00CIelOBaHNe IS
CBOEBpPEMEHHOI AMarHoCTuKy 3aboneBanus [12-16, 23].

Knacc y6egurenbHOCTM pekoMmeHganuii I (YpoBeHb Joka3aTeabHOCTU — B).

e PoncTBeHHMKM OOJBHOIO C TeHEeTMUYECKUM CHMHAPOMOM, acconmupyommumcs ¢ JIAT momskHbI
ObITb MH(OPMMPOBAHbI O TpPU3HAKAxX 3abojeBaHMs [JIsI KaK MOXHO Oojiee paHHEro ero
BbISBIeHM [12-16, 23].

Kiacc yoegurenbHoCcTH pekoMeHaanmii I (YpoBeHb JoKa3aTenbHOCTH — B).

2.4. UucTpyMeHTaJIbHas JUarHoCTUKa

e %% 2 dnexkrpokapauorpadust (3KI') pekoMeHIOBaHAa BO BCEX CIydasix momo3peHus Ha JIT, a
TaKke B TIPOIECCe AMHAMMYECKOTO HabmromeHus 3a OOMbHBIMM C YK€ YCTAHOBJIEHHBIM
nuarHosom [1,2, 12-17, 52-54].

Knacc y6enurensHoCcT pekomenanmii I (VpoBeHb Joka3aTelbHOCTA — B).

Kommenrapuu: Ilpu nposederuu OKI cnedyem obpaujams 6HUMAHUE HA HAAUYUE NPUSHAKOB
2unepmpoguu npasozo npedcepdus, NPasozo xeayoouxd, HapyuleHus pumma u npogoouMocmu.

e IIpoBefieHVe peHTreHorpaduy OpraHoOB IPYAHON KJIETKM PEKOMEHAO0BAHO 60abHbIM C JIT' ms
MCKTIOUEHUST ~ COUETAHHOI  OGPOHXONErOYHOM  MATONMOTMM M TpPU  TIOAO3PEeHMM  Ha
TPOM603MOOTNYUECKYIO JIETOYHYIO TUTIePTeH3MI0, Kudockommos [1, 17, 55, 566].

Knacc yoegurenpbHocTu pekoMmenaanuii I (YpoBeHb foKa3aTelIbHOCTU — B).

KommeHnTapum: I[Ipu npoeedeHuu peHmeeHoepaduu credyem obpawams BHUMAHUE HA
namoJiozuyeckue UsMeHeHusl, 8KIUaoujle NogvllueHUe NPO3PAUHOCMU JIe20UHbIX NoJlell Ha nepugdepuu
3a cuem 00eOHeHUsl JIe20UHO20 PUCYHKA; 8blOYyXaHue cmeosa U Jiegolli 8emeu Jiez0uHoll apmepuu,
Komopole opmupyrom e npsamoti npoekyuu II dyzy no nesomy KoHmypy cepoyd; pacuuperue KopHet
JIezKUX; ysesiuieHue npaswvlx omoenos cepoud.



o Jxokapauorpadus (IXOKI) cTporo pekoMeHAOBaHa KaK METOI CKPUMHMHIA Ha Hajauuue
JIeTOYHOIi TumepTeHsun [1-5, 12-17].

Knacc y6egurenbHOCTH pekomeHganuii I (YpoBeHb Joka3aTeabHOCTH — B).

KommeHnTapun: CkpuHuHe Ha Hatuuue JII' OosweH npogodumcsi 6cem nayueHmam ¢
npozpeccupyrujeti 00bluKol, CHUXEHUeM MOoNepaHmHocmu K (Qusuyeckoli Hazpyske, CUHKONe He
YCMaHosneHH020 2eHe3a, nayueHmam ¢ 3abonesanusmu, accoyuupyrowumucs ¢ JII' (BIIC, cucmemHble
3abone8aHusl, cepnosUOHO—KIeMOYHAsl aAHeMUsl, NOPMAibHAsL 2unepmeH3usl, 60se3HuU aeekux, BHUY,
mpom603MO0IUU, NpueM aHOpeKmukos u m.d.), eviseneHHoli mymayueti BMPR2, ACFRL1, ENG,
SMAD9, CAVI1, KCNR3, TBX4, cryuasx JII'y podcmeeHHukos 1-2 cmenenu poocmsa, demsm ¢ BJI/I,
3asUCUMbLM 0m Kucaopoda 8 36 Hedesb NOCMKOHUENMYANbHO20 803PACA, POOUBLUUXCS C 3A0ePHCKOL
8HYMpUYMPOOHO20 paszeumust naodd, HaAXo0AWUXcs Ha domauiHeli Kuciopodomepanuu, 3adepickoti
npubasku Maccel mesnda, HeCMOMps Ha A0eKBAMHYI0 KAJI0PULIHOCMb NUMAHUSL.

e OXOKI' pekomMeHAOBaHA KaK HEMHBA3MBHbI MHCTPYMEHT IJjiSI MOHUTOPUHIA 32 COCTOSIHMEM
BHYTPUCEPIEUHON TeMOOMHAMIKY, OI[eHKY Mopdonornu u GyHKIMM TTPABOTO Keaymouka [1-5,
12-17,57-61].

Knacc y6egurenbHOCTM pekomeHganmii I (YpoBeHb Joka3aTeabHOCTU — B).

Kommenmapuu: Ilpu nposedenuu SXOKI cnedyem oueHums opmy, JuHeliHble pasmepsl, 00BeM,
MOJIWUHY MUOKAPOA Npasozo xceayooukd, pasmepsl npasozo npedcepous; onpedenums dasjieHue 8
JIe20uHoll apmepuu ¢ yuemom 0asjieHus 8 pasom npedcepouu u 2padueHma O0asieHus 8 ébi600HOM
mpakme npagozo xenyoouKkd; OYeHUmMb CUCMONUUECKYI (YHKUUI Npasozo xceayooukd: (pakyuio
8b10p0oCca nNpasozo xHeayo0oukd, pakyur usmeHeHus naowadu npagozo ieayoouxa, CUCIOJIUUECKYIO
IKCKypcut pubposHozo Koavya mpukychudansHozo kaanava (TAPSE); oyeHums ouacmonuueckyio
(yHKyuio npasozo xenyoouka; onpedequms eeposmuylo amuosnozuio JII'  (8poxcdeHHbie U
npuobpemeHHsle NOpPoKU cepdua, Kapduomuonamuu, Kapoumel u m.0.). [IONOJHUMENbHBIMU
noxazamenamu, ceudemenbCmeyruumu o Haauuuu JII, aensomcs ygeauueHue pasmepos u (popmol
npaeozo npedcepdus, yseauueHue 00seMd, pasmepos, MOJUUHbI MUOKAPOA NPasozo xceyooukd,
usmeHeHue (opmovl NPAB0O20 U 1€8020 HeJYOOUKO8 C OMKIOHEHUEM MeHHeny0ouKosoli hepezopodku 6
n0JI0CMb J1e6020 JHeay0ouKda u gopmuposarue ezo D—gopmel, pacuiupeHue cmaoJjid ez0uHoll apmepuu
u ee gemaeli, U3MeHeHUe NammepHa KPOBOMOKd 8 Jiez0UHOl apmepuul, yKopoueHue 8peMeHU U3ZHAHUS
npasozo xcenyoouxa. Dxokapouoepaguueckue Kpumepuu Jiez04HOl 2unepmeH3uu npeocmasieHsl 8
mabin. 3.

Ta6nuia. 3 xokapduozpaguueckue Kpumepuu JieeouHol eunepmeHsuu [2]

OnpepneneHune Kputepuun Knacc YposeHb

JIr manoseposTHa V"‘ﬁeri/pr“”’g“” < 2.8 M/c, I B

OTcyTCTBerT ,CLOI'IOI'IHI/ITe}'IbeIe IXOKTI - kputepun JI

JIT BO3MOXKHa Vi perypruTaLun < 2.8 M/c, Ila C
C/:U‘IA §D 6 mm, ecTb ,ElOI'IOnHVITerIbeIe SXOKTI - kputepun I

2. V¢ perypruTaumi 229
CANA =T kg

JIT pocrosepHa VTKﬁg’yprMSTSuMM >H3 4 m/s, 11 c
> 50 mmHg

LCIIJIA - cucTonmueckoe maBieHe B JIETOUHOI aprepumn
2 Vix perypruramym - CKOPOCTb KPOBOTOKA TPUKYCIIMIATBHON PETyPruTaium

OcHoeHble nokazameJu, pacuem Komopwix Heo0xodumo nposodums npu mpaucmopaxanstoii IXOKIy
demeli c JIT:

e PekOMEHJOBaH pacueT CUCTOJIMYECKOTO [aBJ€HUS B JIETOUHOM apTepuu I0 THUKOBOMY
TPAHCTPUKYCITUIAATBHOMY CUCTONYECKOMY TPafueHTy nasienus [1-3, 12-17, 57-61].

Knacc yoegurenbHocTu pekoMmenganmii I (YpoBeHb foKa3aTelIbHOCTU — B).

e PekoMeHJI0BaH pacyeT CpelHEro ¥ [IMacTOMMYECKOro JaBjeHMs B JIETOYHOI apTepuu IO
MMMKOBOMY U CpeJHeMY IpaJMeHTy Iy bMOHAaIbHO peryprutanuu [1-3, 12-17, 57-61].

Knacc yoegurensHOCTH pekoMeHzanuii [1a (YpoBeHs mokasatensHOCTH — C).



o i1 OIEHKM CHUCTOIMYECKON QYHKINMM IIPaBOTO >KEMyIOoUuKa PEKOMEHIOBAHO OIlpeneeHle
CUCTONNYECKOI 3KCKypcuy GMUOPO3HOTO KOJbIA TPUKYCIIUAaabpHOTO KinanaHa (TAPSE) [1-3, 12-
17, 62, 63].

Knacc yoegurenbHocTH pekomeHaanuii I (YpoBeHb JoKa3aTelIbHOCTU — B).

e PekOMEH[IOBAHO OIlpere/ieHle MHIEKCOB IVIOOAJbHOM M JIOKaJbHOI medopmManuu MuoKapma
rpaBoro kenymouka [12-16, 58].

Knacc yoegurensHocTu pekomenganuii [Ib (YpoBeHs gokasarenbHoctu — C).
o I OIIEHKM CUCTOIMYECKOI U IMACTOINYECKON (DYHKIMYU ITPABOTO JKeTyIouKa
PEKOMEH/IOBAHO OlpefiesieHre 06beMOB MPaBOro Keyygouka [12-16, 58].

Kiacc yoegurenbHocTu pekomeHpanmii [Ib (YpoBeHns gokasarensHocTH — C).

e JI7s1 OLIeHKM CUCTOINYECKOH U IMACTONMYeCKO QYHKIMY ITPaBOTO KeayA0uKa peKOMeHI0BaHO
omnpeneneHne Tei—MHAeKca MPaBoro kexynouka [12-16, 58].

Knacc yoegurenbHocTH pekomeHgauuii [Ib (YpoBeHs gokasarenbHoctu — C).

e JIj151 OLIeHKM CUCTOIMYECKON M OMacTOIMIeCKOi QJVHKHI/H/I IIPAaBOTIo XelyaodKa pEKOMEHA0BaHO
IIpOBeIeHNMEe TKaHEBOI'O JOIIIIJIEPOBCKOIO MCCII€eJOBAHMS IIPABOI0O M JIEBOTO XXEJIyJO0UYKOB [12-16,

58].
Knacc y6egurenbHOCTM pekoMmeHauuii [1a (YpoBeHb I0Ka3aTeIbHOCTH — B).

L4 PE‘KOMQH,E[OBEIHO orpeneieHre COOTHOLIEHMS A1aMeTpPOB IMTPaBOro 1 JIEBOTO >KeJTya04YKOB [12-16,
58].

Knacc yoenutenbHOCTH pekoMmeHaanuii [la (YpoBeHb JoKasaTeabHOCTU — C).

¢ PekOMeH[OBaHO OIpere/ieHNe BpeMeHM YCKODeHMSI CUCTOIMYECKOTO KPOBOTOKA B CTBOJE
nerovHoit aprepun [12-16, 58].

Knacc yéegurenbHocTH pekomengaumii [Ib (YpoBens gokasarenbHoctu — C).
¢ PekOMeH/IOBAaHO OIpeie/ieHIe HaIuuusl IepuKapanaJbHOro BoirmoTa [12-16, 58].
Knacc y6egurenbHoCcTH pekomeHauuii [Ib (YpoBeHs gokasarenbHocTu — C).
¢ PekoOMEeH/I0BAaHO OIpe/iesieHNe pa3MepoB IpaBoro npencepaus [12-16, 58].
Knacc yoegurenbHocTy pekoMmenaanuii IIb (YpoBeHsb mokasareabHOCTU — C).

TpancropakanbHas IXOKI sBisieTcSI OCHOBHBIM METOAOM CKpUMHMHra Ha Haauuue JII.
ViccnemoBaHue HEOOXOAMMO ITOBTOPSTH Kaskable 3—6 MecsieB I1oc/Ie MHUIMALUY CrielnduuecKoii
Tepanuu; y HeCTabWIbHbIX M CUMITTOMHBIX GOJTbHBIX — TaK 4acTo, Kak Heobxomumo [1, 12-16, 58].

Knacc y6egurebHOCTM pekoMeHzauuii [ (YpoBeHb JoKa3aTeabHOCTH — B).

e JletsiMm crapiie 7 JieT PeKOMEHJOBAHO TMpOBeIeHMe TecTa 6-MMHYTHOW XOAbpObIAO Hauvasa
Tepanuu M Ipyu AMHAMUYeCKOM HabmoneHun 1 pas B 3—-6 mecsiues [1, 12-16, 64].

Kiacc y6eguTebHOCT peKoMeHaanuii [ (YpoBeHb JOKasaTeJIbHOCTH — B).

e V manuentoB ¢ ®K Hmke III g MoHMTOpMHTa (aKTOPOB pUCKaA, OIMpeeeHus OTBeTa Ha
Tepanuio M TPOrHO3a 3ab60jeBaHUSI PEKOMEHAOBAHO IPOBEAEHME KapAMOIYIbMOHATbHOTO
Harpy304yHOro TecTa (TpegMUI-TeCT WM BeJI0IPTOMeTpusl) OO0 Hayajaa Tepanmuu U MpuU
IMHaMM4Yeckom HabmomeHun 1 pas B 3-6 mecsiies [1, 12-16, 64]. 2%%

Knacc yoegurensHOCTH pekoMeHaanuii [ (YpoBeHb JoKa3aTeabHOCTH — B).

e o Havasa crienuduyeckoit Tepanyy 60abHbIM C JII' peKOMeHI0BaHa KaTeTepu3alus MOI0CTei
cepaua (C u3MepeHMeM [aBleHUs U ONpefeseHNeM caTypaly KPOBU B IIPaBOM INpeCcepaun,
IIPaBOM JKely[ouke M JIErOYHOW apTepuu, M3MepeHueM LaBleHMs] 3aKIMHMBAHUS JIETOUYHON
aprepuy, a 1o MoKa3aHusIM — C OIpeZesleHMeM caTypaluuy KpOBU U M3MepeHMeM [aBjIeHUs B
aopTe U JIeBOM >KeIy[OuKe) M pacyeT OCHOBHBIX IIOKasaTeseil reMOAVMHAMUKU (CepledyHbIX



MHJIEKCOB OOJIBIIIOTO ¥ MAJIOT0 KPyroB KpoBoobpareHus1, 3pheKTUBHOTO KPOBOTOKA, BeTMUNHbI
BHYTPUCEPAEUYHOr0 IIYHTUPOBAHUS KPOBM, MHAEKCOB CUCTEMHOIO U JIETOYHOIO COCYOMCTBIX
COIIPOTUBIIEHUI) IJIs1 TOATBepXKAeHusT Hannuus JIT, onpeneneHus ee reMOLMHAaMMUYECKOrO TUIIA
(MpekanmuUISIpHasi, MOCTKANWLISIpHAST) U cTenieHu Tsokecty (Tabim.4) [2—-4, 11-17, 65, 66, 67].

Knacc yoegurenbHOCTH peKoMeHaarnuii [ (YpoBeHb 0OKa3aTeIbHOCTH — B).

Tabmuia 4. [lemModuHamuueckas Kaaccugukayus sezouHoti eunepmensuu [13]

OnpeaeneHune XapakTepucTukm

JlerouyHasi runeprteHsus (Jirn) CpepHee AJIA = 25 MM pT. CT.
CW HopManbHbI MU CHUXEH

Mpekanunnapxas Jr CpeaHee /1A = 25 MM pT. CT.
WNCC > 3 Ea. Byaa\m
A3/1A < 15 mm pT. CT.
CW HopMasnbHbIV MU CHUXEH

NocrkanunnapHasa JIr CpeaHee JIA = 25 MM pT. CT.
A3MA = 15 mm pT. CT.
CW HOpManbHbIA MW CHUXEH

WzonuposBaHHas nocTkanunnsipHaa AMNr < 7 MM pT. CT.
nr WNCC < 3 Ea. Byna\m?
Kom6uHupoBaHHas npe- wu Anr = 7 mm pt. CT.
nocrtkanunnsapHasa Jir WNCC > 3 Ea. Byna\m?

IITA — OasneHue 8 ne2ouHoli apmepuu

CH - cepdeunblii uHdexc

HJICC - uHdexc 1e2014H020 COCYOUCm020 CONPOMUBIEHUS

J3JIA — dasneHue 3aKkIUHUBAHUS JIe204HOLI apmepuul

I - duacmonuueckuti ny1sMOHANbHLIL epadueHm (Quacmonuueckoe JJIA munyc /1371A)

e %% 8 IlpoBeneHNe TecTa HA Ba30PeaKTMBHOCTb PeKOMeHI0BaHO 6ombHBIM c JII. B oTcyTcTBUM
MIPOTMBOTIOKA3aHMII KaTeTepu3alus MOJOCTell cepAlia M TeCT Ha Ba30PeaKTUBHOCTDb JIOKHBI
MPOBOAMTBCS 1O Hauajda Tepamuu [Jis OlpeneneHus TAKTUKMA MeIMKAMEHTO3HOTO WU
XVPYPTUUECKOTO JIeueHNsI, OTpefiesieHus MporHo3a 3aboneBaHus, HEOOXOAVMMOCTY Ha3HAUEHNS
crienudnIecKkoii Ba3onuasTupyorei tepanuu [2-4, 11-17, 65, 66, 67].

Knacc yéegurenbHOCTH pekoMmeHganuii I (YpoBeHb Joka3aTeIbHOCTA — B).

KommenTapum: Tecm cocmoum 8 onpedesieHuu 0CHOBHbIX noKazameneti 2eMOOUHAMUKU 8 0meem Ha
seedeHlUe KOPOMKOOelicmaywux 6a3oounamarmopos, ekawuas Oblxavue Kuciopooom, nodauy 6
ObIXAMENBbHYI CMEChb OKCUOA A30Ma U UH2aNSIyui0 Wionpocmad.

Ocmpeulli mecm Ha 8a3opeakmMueHOCMe y nayueHmog 6e3 3HaUUM0o20 CUCMEeMHO—/1e204H020
wynma kposu (Qp\Qs=1) cuumaemcs NoOJO¥UMENbHbIM, €CAU 8 omeem Ha 88edeHue
8a300u11Mamopos cpedHee dasjieHue 8 JieeOUHOU apmepuu U COOMHOWEeHUe UHOeKCO8 JIee0uH020 U
CUCMEMHO020 cOCyducmolx conpomueJsieHuli cHuxcaemcs 6osee uem Ha 20% npu omcymcmeuu CHUMeHUs!
cepdeuHoeo evibpoca [3, 23].

Ocmpelti mecm Ha 8asopeakmugHocms y nayuenmos ¢ BIIC u cucmemHo—/1€204HbIM WYHMOM
kposu (Qp\Qs > 1,5:1) cuumaemcs nonoxiumensHviM, eciu 8 omeem Ha 8gedeHue 8a300UNMamopos
docmueaemcs pazHuya (OaeeHue 8 Je204HOLl apmepuu Huxce CUCMEMHO020) N0 CUCMONUUECKOMY,
duacmosiuueckomy u cpedHemy 0asJieHUI0 8 J1e20UHOl U cucmemHoli apmepusx > 10 mm pm. cm.

Hcnonv3osanue aHmazoHucmos Kansbyuesslx KAHAai08 U addeHo3UuHd npu 0Cmpom mecme Hd
easopeakmusHocme y demeii He pekomMeHI08aHo. 8%%

e VnpTpa3BYKOBOE MCC/IeNOBaHMe OPIONIHOI IONIOCTM DPEKOMEHJOBaHO BceM O60ybHBIM C JIT
HESICHOV 9TUMOJIOTMM [JiS WCK/IIOUeHUs 3abojeBaHMii TIeUueHM, BbISIBJIEHUS IIPU3HAKOB
MOPTAJIbHOIM TUIIEPTEH3MM, YTOUHEHMSI CTEIEeHM 3aCTOMHBIX SIBJIEHMS TI0 OOJBIIOMY KPYTY
KpOBOOOpaIeHusi, B T.4 MpM3HaKoB aciura [1, 12-16].

Knacc yoegurensHocTH pekomeHganuii I (VpoBens JokasarenbHoCcTH — C)

e MarHuTHO-pe30HaHCHasl Tomorpadus cepaia pekomMeHAoBaHA 60MbHbIM C JII' [T OI@HKU
aHaTOMMUM ¥ (QYHKUMM TIPABOTO JKEITyJOuKa, BKIOUAST OLIEHKY Pa3MepoB, (OPMbI, MAacCh
MMOKapza IpaBoro xenynouka [1-3, 12-17, 68].



Kiacc yoegurenbHoCcTU pekoMeHaanuii | (YpoBeHb JOKa3aTeIbHOCTH — B).

¢ KommbioTepHass Tomorpacdus BBICOKOTO paspelieHus: pekoMeHaoBaHa 6GombHbIM ¢ JIT' mjist
JleTaJIbHOJ OLIeHKYM aHaTOMMM JIETKUX, JIETOUHBIX COCYOB U cpefocreHus [1-3, 12-17, 68].

Knacc yoegurenbHOCTM pekoMeHzanuii I (YpoBeHb joka3aTeabHOCTU — B).

Kommenrapum:  Hcciedosavue — npogodumcs — 0iisl  UCKJIHOUEHUS UHMePCMUYUANbHDLX,
aumponponugpepamustsix 3abonesanuti nezkux, TOJIA, 8eHOOKKII03UOHHOLU O0s1e3HU. XapakmepHole
U3MeHeHUs 8 gude MeduacmuHansHol U KopHesoll adeHonamuu, YeHmpon00yIIPHbIX 0UA208bIX NSIMEH,
GokycHbIx noneli 8 8ude «Mamogozo cCmekaa», CenMaibHblX JUHEUHBIX WU 0UaA208bIX 3dMeMHeHUll y
nayuenma c JII, He noddaruwetics obwenpuHsmoti mepanuu, no360asK0M 3ano003pums JiezouHbslii
KANUMJISIPHBLI 2eMAH2UOMAMO3.

e KoHTpacTHasi KOMIIbIOTEpHasi ToMoOrpaduueckass aHruorpadus JierKuX peKOoMeHAOBaHa
60mbHBIM ¢ JIT' A1 OIIeHKM CTPYKTYPbI, aHATOMUM Y OCOOEHHOCTEl TeMOAVMHAMUKY JIETOUHOTO
cocypucroro pycia] [1-3,12-17, 68].

Knacc yoegurenpbHocTu pekoMmenaanmii I (YpoBeHb foKa3aTelIbHOCTHU — B).

¢ BeHTWISIIMOHHO-TIephY3MOHHAsS CIMHUMUTPadMs JIETKUX peKOMEeHI0BaHa BceM GoibHbIM ¢ JIT
HeSICHOJM OTUOJOTUM [JIsl  VCK/IIOUEeHMsI XPOHMUYECKOH TPOMOOIMOOIMUYECKONM JIerOYHOIM
runeprensum [1-3, 12-17].

Knacc yoegurensHocTH pekomenganuii Ila (YpoBeHb gokasatenbHOCcTH — C).

e TlomucomHorpadus peKOMeHJOBaHa AJIs YTOUHEHMSI He0OXOAMMOCTY B KMUCIOPOAOTEPauy B
HOYHOe Bpems [17].

Knacc y6egurenbHOCTH pekomeHgauuii I (YpoBeHs nokasarteabHocT — C).

2.5. MHas ayarHocTmuka

e BuorCus JIETKUX He SIBJISIeTCsT 00s13aTebHBIM METOLOM MccIefnoBanus y 6ombubix JIT [1-3, 12-
16].

Knacc yoegurensHOCTH pekoMmeHzanuii I (YpoBeHb Joka3aTeabHOCTU — B).

Kommenmapuu: Buoncus nezkux moxcem 06bimb peKomeHOO8aHA hpu hodo3peHuu Ha Hanaudue
UHMEPCMUYUANbHBIX 3a001e8aHULL JieeKUX, KOHYEeHMpPUUeckoll U anp8eonspHoll Oucniasuu, 8eHo—
OKKJI03UOHHOLL 6Oe3HU; KANUNIAPHOZ0 2eMAH2UOMAMO03d.



3. Jleuenue

3.1 KoHCcepBaTUBHOeE JieueHue

Jleuenne JI[, BHE 3aBUCUMMOCTM OT €€ STMOJIOTMM, JO/DKHO ObITh HAaIlpaB/IeHO Ha objeryeHue
CUMIITOMOB, V/IyUIIeH)e KayecTBa >KM3HM OOJIbHBIX, MpeaylpexaeHie MporpecCupoBaHms
3a001eBaHMsI, HACKOJIBKO 3TO BO3MOXKHO, U YBEJIMUEHIE TTPOIOKUTETbHOCTY KU3H.

Boibop TakTuMKM JsieueHuss JII' y [eTeit ompenensieTcsl TSDKECTbIO 3aboyieBaHus U TpebyeT
KOMOVMHAIIVIY TAKTUYECKUX PelleHni, BKirovaonmx [1-3, 12-17, 69-70]:

1. oburMe pekoMeHAAIMM TIO KOppeKIuu obpasa >KuU3HM, MeTojaM (QU3UYECKoi U
TICUXOJIOTUYECKOI peabuIuTanyu, BaKIMHALIUN;

2. IOOAEP>XKUBAIOUIYI0 MeAMKaMeHTO3Hyl0 Tepamnuio JII' — KOppeKuuio TUIIOKCEMUM, aluuno3sa,
06e360mBaHNe, cenalnio, aHTUKOATY/ISTHTBI, AMYPETUKN, CepIeYHble ITTMKO3MUIbl, MHOTPOITHbIE
Mpenaparbl; Mepbl, HAlPaBIeHHbIE HA KOPPEKIMIO aCCOIIMMPOBAHHOTO 3a00/I€BaHNS;

3. crenduueckyo Tepanuio JIAT, BK/IIOUAOIIYI0 MeOMKAMEHTO3HYI0 Ba3OoAWIATUPYIONIYIO U
aHTUIpoIMGEPATUBHYIO TEPANNIO U XUPYPTUUECKMEe MeTO/IbI JIeUeHsI.

Oo61IMe peKOMeHIAIHU /ISt OOJIbHBIX C JIETOYHOI r'UIIePTeH3Melt

s Bcex 60ibHBIX C JII' aKTyaJbHbI OOIIMe peKOMEHOAIlNM, COOIoNeHe KOTOPhIX IO3BOJISIET
YMEHBIIUTDb PUCK BO3MOXKHOTO YXYAIIEHNS TeUeHMs 3a001eBaHys.

¢ He3saBucumo oT npuuuHbl JI[, BceM GOJbHBIM PEKOMEHIOBAHO OrpaHMYeHVe VHTEHCUBHOCTU
(usnuecknx Harpy30K, UCKIIOUeHe COPeBHOBATEIbHBIX BUIOB criopTa [1-3, 12-17, 69-70].

Knacc y6egureibHOCTU pekoMeHauuii I (ypoBeHsb JoKkasaTebHOCTH — C).

e HesaBucumo ot mpuumHbl JI[, BceM OGOJbHBIM peKOMEHIOBaHa (Gu3nvecKkas peaduaIuTaIus:
TPEHMPOBKA JbIXaTeIbHOI CUCTEMBI ¥ MO3MPOBaHHAs (u3uyecKkass Harpyska MOTYT YBEIUUUTD
TePEeHOCUMOCTb (GU3UUYECKMUX HATPY30K U YIYULIUTh KauecTBO ku3Hu [1-3, 12-17, 69-70].

Knacc yoegurenbHOCTY peKoMeHaanuii I (ypoBeHb JokasaTeabHOCTH — C).

e Jletsim ¢ [-IIOK JIT pekoMeHAOBaHbI JIerKMe aspoOHble (Gu3MUecKue Harpy3Ku 1of KOHTPOoJIeM
camouyBcTBud [1-3, 12-17, 69-70].

Knacc yoegurerbHOCTM peKoMeHAanuii I (ypoBeHs Joka3saTeabHOCTH — C).

e Jletsm c JII' He peKOMEHIOBAaHbI CWJIOBbIE BUObI CIIOPTA, aHAdPOOHBbIE M M30OMETPUUECKME
Harpysku [1-3, 12-17, 69-70].

Knacc y6eguTeibHOCTU peKoMeHzanuii I (ypoBeHsb JokasaTeabHOCTH — C).

e HesaBucumo oT mpuunHbl JII, BceM 60/JbHBIM peKOMEHA0BaHa IICUX0JIOrMUecKasl MoaaIepskKa 1
peabwnuranys [1-3, 12-17, 69-70].

Knacc yoegurenbHOCTY peKoMeHaanuii I (ypoBeHb gJokasaTeabHOCTH — C).

e PekoMeHIOBaHO u3beraTb M\MIM TIPEOyNpPEXIaTbh pas3BuTue 6O0JEBOr0 CHHApPOMA JII0OO0i
9THONOrUM y 6GonabHbIX ¢ JI[. BecriokoifHble MMalMeHTbl IPM 3TOM MOTYT HYKAAThCS B
JOTIONIHUTEeIbHOM cefauyn [1-3, 12-17, 69-70].

Knacc yoeguteibHOCTM peKoMeHzanuii I (ypoBeHs JokasaTeabHOCTH — C).

e Bcem 6osmbHBIM ¢ JII' pekomeHndosana nnaHoeas 6akyuHayus, B TOM 4YKUCIe NPOTUB TpUIINA,
pecnypaTOpHO-CMHLIMTHANBHOIO BMpPYyCa M KOKJIIOIIA, a TakKke IPOTUB ITHEBMOKOKKOBBIX
mHeK1Mit, KOTOpble MOTYT MpUBecT K obocTpeHuio JII' ¥ MOBBICUTh YaCTOTY OCAOKHEHMIA U
CMepTHOCTS [1-3, 12-17, 69-70].

Knacc y6eguTeibHOCT peKoMeHaanuii I (ypoBeusb gokasaTeabHOCTH — C).



KommenTapumn: B ciyude 603HUKHOBEHUs PecnupamopHsix 3abosieganuil mepanust 007xcHA 6Gblmb
00CMAMOUHO aKMuUGHoLl, umobsl MUHUMU3UPOBAMb UIU Npedynpedums NoebllleHue peakmueHoCmu
JIE20UHBIX COCY008 8Caedcmeue BeHMUIYUOHHO—NEPPY3UOHHBIX HAPYWEHUN U/Uau 2unoKcemuu.
AKMUBHAS HapONOHUMNCaAoWAas mepanust 8 cayudae JAuxopaoku O0oaxcHa npedynpedums paseumue
memaobonuueckux HapyweHuti. /o6oe uHpexyuoHHoe 3abonesaHue O0JIHHO PACCMAMpPUEAMbCsl KAaK
(hakmop pucka J1e20uH020 2UnepmeH3U8H020 Kpu3d, cneyuduueckas mepanus Ha 3mom (QoHe 0oaxcHa
ObIMb MAKCUMAIBHOLI.

e PekoMeH[0BaHa CBOeBpeMeHHAsl KOHCYJIbTallMsI JeBOYeK IOLPOCTKOB, OonbHbIX JII, O
BEPOSITHBIX PUCKAX, ACCOLMUPYIOLINXCS ¢ 6epeMeHHOCTBIO U POJAMMU, a TAKKE O BO3MOXKHOCTHU
6e3omacHoOM KoHTpauenuyy [1-3, 12-17, 69-70].

Kitacc yoegurenbHOCTH peKOMeHAanuii I (ypoBeHb foka3aTeabHOCTH —B).

e Jletsm c JII' peKOMEH[IOBAaHO ITyTEIIeCTBOBATb aBMATPAHCIIOPTOM TOJIBKO B CTAOMIBHOM U
KOMITEHCMPOBAaHHOM cocTOostHMM [1-3, 12-17, 69-70].

Knacc yoeguTeibHOCTM pekoMeHzanuii I (ypoBeHs JokasaTeabHOCTH — C).
IMoppepskuBaloliasi Tepanms JIETOUHOV I'MIepTeH3Uun

e Kucnopomorepanusi peKoMeHIoBaHa OoJbHBIM IIpM Bcex ¢dopmax JII, korma HaOGIOmAeTCs
crorikoe cHkeHue Sa02 < 92% wim PaOj; < 60 MM pT. cT. [Ip XpOHUYECKOV TUITOKCEMUU
peKoMeHI0BaHa PO OJIKUTeNbHAs Kucaoponorepanus [1-3, 12-17, 69-71]

Knacc yoegurenbHOCTH pekoMmeHzauuii Ila (YpoBeHs JokasaTeabHOCTH — C).

e Kuwiopoporepanust pekoMeHAoOBaHa mauueHtaM ¢ JII' M XpOHMYECKON alnbBeOISIPHON
rurnokcemueri Ha hoHe MPOSIBJIEHMIT TApeHXMAaTO3HbIX 3a001eBaHMii IeTkux (B T.4. ipu BJI/T) B
KauecTBe OCHOBHOIO MeTOAA Tepanmmuu [Jisd MopnepkaHus UeneBoi SaO2 >93% (upu
niopo3penun Ha JIT), >95% (tipu nonTBepskaenHoii JIT') [1-3, 12-17, 69-71].

Knacc yoegurenpbHocTy pekoMeHaanuii Ila (YpoBeHb JOKa3aTeIbHOCTH — B).

e Kuciopongorepanysi peKOMeH0BaHa NalyieHTaM C I'MIIOKceMueli BO BpeMsl aBuariepesieTa Ui
IMOCTOSTHHO ITPOXMBAIOLIMM B BBICOKOTODBE [1-3, 12-17, 69-70].

Knacc yoegurensHOoCcTH pekoMmeHzanuii Ila (YpoBeHsb 0Ka3aTeIbHOCTH — B).

KomMmeHTapum: Ys/axHeHHbll KUCI0poO 1esecoo0pasHo HA3Hauams NOCMOSIHHO NPU XPOHUUECKOl
2unoxcemuu, nepuoduuecku - 6 CAyuydsx OmCymcmeus XpOHUUECKOLU zunokcemuu, npu O0OKA3AHHOL
decamypauyuu nocjie (Quauueckoli Hazpysku uiu 6 HouHoe epemsa. OmmeHa Kuciaopodomepanuu
nposooumcst NocMeneHHo, CHaudana OMMeHSIIM KUca0poo 8 OHegHoe 8pemMs U nepuod 600pcmeosaHus,
3amem 8 HOUHOE 8peMs U 60 8peMs CHAa No0 KOHMpOJeM NpPOJIOH2ZUPOBAHHOLU NYAbCOKCUMEMPUU.
Cnedyem yuumol8ame, umo Kucjaiopo0omepanusi N0O8luIdaem PUcK JIe20UHbIX OCTIOMHEHUTI, MAKUX KAax,
NHe8MOHUSA Uu daxe 000CmpeHie XPOHUUECK020 3a0071e8aHUS JIe2KUX.

o HHeansuuonHsili okcud azoma (NO) pekoMeHAOBaH maiyeHTam ¢ JII' Ipu pe3skoM 060CTpeHun
KIVMHUYEeCKOr0 TeYeHUs], B T.U. IIPU Pa3BUTUM JIETOYHOI'O COCYIMCTOTO Kpu3a, octpoit JII' Ha
(hoHe pecrpaTOPHOTrO JUCTPECC-CUHAPOMA, CYIIeCTBYIOIIEro MapeHXMMaTO3HOTo 3a601eBaHms
nerkux w/vim IJITH [1-3, 12-17, 69-70].

Knacc yoegurenbHOCTY peKoMeHaaIuii I (ypoBeHb JoOKa3aTeIbHOCTH —B).

KommenTapum: Huzansyuu okcuda azoma é Hacmosiujee epems s16Jis110mcs. mepanueti nepgoti auHuu
npu ocmpoli 1e204HOtl 2unepmeH3Ull, HO He UCNONB3YIOMCs 8 Kauecmae memoda nocmosiHHol mepanuu.
HHeansyuu oxcuda asoma CHUX¥Awnm nompe6HOCMb 6 3IKCMPAKoOpnopanvHol MmemMOpaHHol
oKcuzeHayuu, 0COOEHHO y HeOOHOWEeHHbIX demeli ¢ dbIXamenbHOli HedoCMamouHoCmok. Y OONbHbBIX C
mscenoti JII' unzanayuu NO HauuHarom co cmapmosoti 003sl 20 ppm, npu omcymcmsuu 3@ gexkma
do3y yeenuuusaiom 0o 40 ppm. Hcnonv3osaHue ésicokux do3 NO moxcem npusecmu K passumuio
MemeeMozsI06uHeMuUU, 4mo mpebyem ommeHsl npenapamd.

e [lanyeHTamM C TSKeNOM JIETOYHOM TUIlePTeH3Meli: BBIPOKEHHOM TUIIOKCeMMEN, HU3KUM
CepIeUYHbIM BBIOPOCOM U TSDKENION CepmevHOol M\WINM ObIXaTelIbHOM HEeJOCTAaTOYHOCTBIO, TIPU
HeaPbEeKTUBHOCTM MeAVMKAMEHTO3HOI Tepanmy, Jisi TIpeaynpeskaeHuss HeoOpaTUMBbIX



M3MEHEeHM}I B opraHax M TKaHSX IIOKasaHa Ipoliefypa 5KCTPAaKOPIIOpaabHOV MeMOpaHHOM
okcureHauuu [1-3,12-17, 69-71].

Knacc y6egurenbHOCTH pekomeHauuii Ila (YpoBeHb f0Ka3aTeIbHOCTA — B).
AHTUKOAry/AssHTHI U Je3arperaHTsbl

e JlnutenbHOe mpuMeHeHMe Bapdapuna (kom ATX- b0laa03) pekoMeHIOBAaHO OOJBHBIM C
Iporpeccupyolen UOMOIIATUYeCKON u Hac/IeICTBEHHOM JIAT, XPOHMUECKO
TPOM603MOOTMUECKOIi JIETOYHOI TMTIIepTeH31el, y TallMeHTOB ¢ HU3KMUM CEPIEeYHBIM BIOPOCOM
1 Y 6OTbHBIX C COCTOSTHUSIMU, COTTPOBOKAAOIIMMUCS rUumnepKroaryssiueii [1-3, 12-17, 69].

Knacc yoegurenpbHoCTH peKoMeHaanuii Ila (ypoBeHb JJoKa3aTeIbHOCTH — B).

KommeHnTapum: HauaneHas dosa y demeti cocmasnasiem 0,2 mz/Ke/cym npu HOpmansHol (pyHKyuu
neuenu u 0,1 me/ke/cym - npu HapyweHuu ¢yHxkyuu neuenu. JanvHetiwuii pexcum 003Upo8aHus
ycmauasnugaemcs uHousudyansHo nod koumposem MHO, uenegoli yposeHb MexOyHapooH020
HopmanuzosanHozo omuouteHus (MHO) cocmasnsem 2,0-2,5.

e V nmereii ¢ UAMONATUYECKON ¥ HawieAcTBeHHO JIAT mpy HaJiuumuy OpPOTUBOMOKA3aHMUIA MIJIS
AHTUMKOATY/ISTHTHO Teparnuy, 0CO6eHHO y ieTei MyIaliero Bo3pacra 1 y Gpusnyecky aKTMBHbIX
JeTeil C TIPeIToNIOKUTENIbHO IMOBBIIIEHHBIM PUCKOM KPOBOTEUEHMsI, BBUIOY OoJiee BbICOKOI
BEpOSITHOCTU CJTyYaliiHbIX MOBPEXIEHMII ¥ TpaBM B KauecTBe aJbTepPHATUBbI PEKOMEHIO0BaHO
JCIO0J/Ib30BaTh @HTMArperaHTHYIO Tepanuio (Harpumep, ALeTWICAUIUIWIOBYIO KUCIOTY — KOJ,
ATX-a01ad05).

Knacc y6egurenbHOCTH pekoMmeHgaumii IIb (ypoBens gokasarenbHocTi — C).

KommenTapuu: IIpeonoumumensHo UCNO0JIb308aHUE CNEYUANbHbIX (OopM Auemuncanuyuiosoti
KUCJIOMbL, NOKPbIMbIX KuuleuHopacmeopumoti o6onouxoli 6 doze om 2 00 4 me/ke/cymku. Cnedyem
coondams  OCMOPONHOCMb  NPU  00HOBPEMEHHO  NPOBOOUMOL  AHIMUKOAZYASHMHOU WU
aHmumpomboyumapHoli  mepanuu, UWiU NpU  CWIBHBIX ~ MEHCMPYANbHbIX — KPOBOMEUEHUSIX.
MaxkcumansHas cymounas doza 100 m2 8 cymku.

° Hp]/IMeHEHI/IE AHTUKOATYJITHTOB HE PEKOMEHOOBAaHO JeTAM C Hac/IeqCTBEHHOM!
reMoppamquKOﬁ TeJleaHTMIKTa3nen u HOpTOHyJ'[bMOHaIIbHOf;I FMHepTEHBMeVI.

Knacc yoenurenbHocTu pekomeHaanuii II1 (YpoBeHs mokasarenbHocTu C)

JuypeTuru

e JIMypeTUKM peKOMEeHJOBaHbl 6GombHbIM ¢ JII' ¥  KIMHUYECKUMU  TIPOSIBIEHUSIMU
MPaBOXKETYIOUKOBOI HENOCTaTOUHOCTU. Haumbosiee palMOHaIbHBIM SIBJSIETCS TPUMEHeHUe
netieBoro auypeTtuka dypocemuaa (kom ATX-c03ca01) B qose 0,5 — 4 MI/KT B CyTKM, a TaKXKe
rMApoxJaopoTHasuzna B gose 1-4 mr/kr B cyTku (ko ATX — c03aa03).

Knacc yoegurenbHocTH pekomenpaanuii IIb (YpoBens mokasarenbHocTu C)

e ByiokaTOp pelenTopoB MMUHEPATOKOPTUMKOWUAOB CIIMPOHONMAKTOH (kom ATX - ¢03da0l)
peKkoMeHI0BaH 60bHBIM C JIAT ¥ O1acTOIMUYeCcKoii cepaeuHoii HeloCTaTOYHOCThIO, B T.U. IPK
COXpaHHOV (pakIuy BBIOPOCA, 3a CUET YAYUIIEHUS OMACTOIMYECKOV (GYHKIMM IIPaBOTO U
JIEBOTO >KesTyL0uKOB. CIIMPOHOMIAKTOH Ha3HAYAeTCs B CyTOYHOM 03e 1— 3 MI/Kr 2 pa3a B CyTKU.

Kitacc yoegurensHocTH pekomeHnaauuii Ila (YpoBens nokasareiabHoctu C) [1-3, 12-17, 69].

Kommenmapuu: [lo3sl hpenapamog 00JM#cHbl AKKYPAMHO MUMpo8amuscsi 60 U30excaHue pe3kozo
nadeuuss o6sema YUpKyaupyluleii Kposu U CHUMCEHUS CUCMEMHO020 apmepuanbHozo J0asieHusl.
Juypemuueckas mepanus 00JHHA CONPOBOHOAMBCA Pe2YNAPHbIM KOHMPOJIEM YPOBHS Kaaus U
KpeamuHUHa 8 Kposu.

Cep,ueqm,le IJIMKO3UAbI 1 MHOTPOITHBIE ITpeIapaTbl

PemopmenupoBaHye IPaBoOro >Keaygouka CO CHUKEHMEM €ero CUCTonmueckoi GyHkiuu mpu JIAT
SIBJISIETCSI OOHMM M3 BAKHENIIMX MeXaHM3MOB pa3BUTUSI U TIPOrPeCcCMpPOBAHUSI CepAeUYHOI
HeI0CTaTOYHOCTH.



o Jluzokcun (kom ATX-cOlaa05) y 6ombHbBIX ¢ JIAT ¥ mpemcepOHBIMM TaxXUaPUTMUSIMU
pPEeKOMEHIOBaH TOJIbKO [IJIS1 KOHTPOJIS 3a 4aCTOTOM putma [1-3, 12-17, 69].

Knacc y6egurenbHoCTH pekomenganuii [Ib (Yposens nokasareabuocTu C).

e B wryuasax pmekomrmeHcauuu 3abosmeBaHus y 6o0ibHBIX JII' pekomeHO08aHO WCIIOIb30BaHUE
MHOTPOIHBIX Npenapartos (JomamuH JleBocumeHan) [1-3, 12-17, 69, 70].

Knacc yoegurensHOocTH pekoMmeHzanuii IIb (YpoBens gokasarenbHoctu C)

Kommenrapum: Jooymamun (k00 ATX- COICAOQ7) oxasvieaem noaoxumesibHoe UHOMPONHOE
Oeticmeue, ymepeHHo yeenuuusaem UYCC, ysenuuusaem yOapHwili u MUHYMHbLII 00Bembl cepduyd,
CHUMcaem JiezouHoe cocyoucmoe conpomuenerue. CucmemHoe dasneHue npu 3mom CywecmeeHHo He
usmensiemcsi. Ilpenapam @vi3vieaem YymeHbUleHUe O0dasjieHUss HANONHEHUs Xelyo0ouKkos cepouyd.
Yeenuuusaem KOpPOHAPHbLU KPOBOMOK U Cchocobcmeyem YayuuleHur CHabxiceHuss Muokapoa
kucnopodom. Ilpenapam pexkomeHdyemcs 8800ums 8 003ax 1-15 mrez/ke/muH. IIpu npumeHeHUu 8
dozax > 7.5 MKe/Ke/MUH HauuHaem nposieAsimsCst OONBUIUHCMBO NOOOUHBIX S8JAEHUll (0COOEHHO
maxukapousi).

Jlesocumendan (kod ATX- c01cx08) nossiuiaem uyscmeumensHocms cokpamumenshsix 6enxos Kk Ca’*
nymem c8s3vl8aHusi ¢ mponoHuHom C muoxapda 8 Kanvyueso—3asucumoli ase, ygeauuusaem cusuy
cepdeuHbIx CcoKpawjeHull, He e6Jusem Ha paccaabneHue xceayooukos. Y 06onvHuix ¢ JII' u XCH
NOJIOHUMENbHBIL UHOMPONHBL U 8azodunssmupylowuli sggekm npusooum K YBenuueHur Cuibl
cepdeuHbiX COKpawjeHuli U CHUXEeHUI0 Kak nped—, mak u NOCMHAzpY3KU, He 8Jusis Npu 3MoM Hd
oduacmonuyeckyto (GyHKyur. dmu nosoxumensvHole 3 pekmsl docmuzaromcs 6e3 3HAUUMENbHO20
ysenuyeHuss nompebneHuss MUuokapdom Kucaopooa. Ilpenapam 3HAUUMeENbHO CHUXCAEM codepicaHue
aHdomenuna—1y 6onvHbix ¢ XCH. IIpugodum x 00303a8UCUMOMY YBeNUUEHUI0 MUHYMHO20 KPOBOMOKA,
a makxe K 00303a8UCUMOMY CHUMNEHUI0 0aéieHusl 8 Jiez0UHO—KanuuisapHoti cemu, cpedHezo A/l u
nepugepuueckozo conpomuenenus. Y 0GonvHuolx ¢ JII[, 0cn0xcHeHHOU —ocmpotli  cepdeuHoti
HedocmamouHocmuio, unu npu OdekomneHcayuu XCH pexkomeHO08aHO 0600OCHOE SHYMPUBEHHOM
seedeHue negocumendana 8 0ose 0,05-0,1 mk2\Kz 6 MuHymy 8 meuetrue 24—48 uacos nod KOHMpoiem
noxkazameieti ezeMoOuHamuku. IlemoduHamuueckue 3Q@ekmosl COXPAHSAIOMC KAK MUHUMYM Ha
npomsxceHuu 24 u u mozym Habooamscsi 8n710ms 00 9 OHeli noce npekpawjeHus 6—uacoeoti uHgy3uul.

Cneundnyeckas Tepanus JETrOYHON apTepUATbHO TUTIEPTEH3UN

Hasuauenmne JIAT-crenuduyeckux maToreHeTuueCckKy 000CHOBAHHBIX IIPeIapaToB C JOKa3aHHbIM
Ba30IMIATUPYIOIIMM ¥ aHTUIIPOIMGbepaTUBHBIM HeiiCTBMEM UrpaeT KIIOUEBYIO POJib B Tepamuu
JIAT. CBOeBpeMeHHOCTb Ha3HaueHus crenuduueckoii Ttepanum JIAT omnpenensieT IPOTHO3
3a60/1eBaHMSI.

e Jlo navanma Ttepamuy JII' peKoMeHIOBaHO TIIpOBeJEHME KaTeTepusaluyu cepiua [y
Bepudmkauyy nuar"osa JII, onpeneneHus: ee reMOAMHAMMUYECKOro Tuma (TMpeKanuuIsIpHas,
MIOCTKaNM/UISIPHAS) U CTeIleHy Tsbkectu [1-3, 12-17, 67].

Knacc yoenurenbHocTu pekomeHaanuii Ila (YpoBeHs nokasarenbHocTH C).

e Jlo Hauvana JIAT-cmenmduyueckoil Tepamuyu PpPEKOMEHIOBAHO ITpOBeleHMe CTpaTuduranmn
pucKa, BKIIOYAlOIlell aHaau3 pPe3y/lbTaTOB TeCTa Ha Ba30PeakKTUBHOCThb, FeMOAVMHAMUYECKUX U
(yHKIIMOHATBHBIX XapaKTepUCTUK 6ombHOTO [1-3, 12-17, 67, 72-74].

Knacc y6egurenbHOCTH pekoMmeHganuii Ila (YpoBens mokasaTenbHOCTH C).

e BJiokaToOphl KalblMeBbIX KaHAJIOB peKOMeHAoBaHbI neTsM crapiie 1 roma c JIAT [-11 ©K npu
NoNo}HUMeNbHOM Mmecime Ha Ba30peakTUBHOCTD [1-3, 12-17, 67, 72-74].

Knacc yoegurenpHocTu pekoMmenganuii Ila (YpoBeHb gokasatenbHOCTH C).

e KommeHTapmuu: [IoMUMO NONOMUMENIbHOZO0 Mecma HA 8d30peakmueHOCmb peuleHue o
HasHaueHuu O071UmensHo20 npuema 0O70KAMOP08 KAnbluesslx KaHano8 0onvHuiM ¢ JIAL 00J13#HO
6bimb NPUHAMO npu cobmodeHUU mpex Ycnosuii: cepdeunsiii undexkc Gonee 2,1 n/mun/m?; SaO;
8€HO3HOLl Kposu 0Oosiee 63%; OaeneHue 8 npasom npedcepouu meHee 10 mm pm. cm. Bwibop
0710KamMopa Kanpyuesslx KaHan08 onpedessemcs: KAUHUUECKUM COCMOsIHUeM 001bH020: NayueHmam
CO CKJIOHHOCMBIO K Opadukapouu pekomeHn008aH HugedunuH’ e nponoHzuposamHsix Gopmax, a



maxice aHMazoHucmel Kansyusi ouzudponupudurosozo psda III noxonenus: (amnodunun?). Ilpu
CKJIOHHOCMU K maxuxapduu credyem omoams npednoumenue ounmuasemy>.

PexomeHdosatHble 003bl 'y demeli:

Junmuasem?® (ko0 ATX- c08db01): wauansHas dosa 0,5-0,7 Mmz/ke Ha npuem 3 pasa 6 cymxu
nepopaibHO C hOoCmeneHHslM hosvlweHuem 0o3sl 0o 1-1,7 me2/ke Ha npuem 3 pasa 8 Cymku.
MaxkcumansHas 0o3a 0ns 83pocivix 240 — 360 me/cym nepopanvHo 8 3 npuema. IIpenapamul ¢
NPONOHZUPOBAHHBIM  B8bICB000HOEHUEMNPUMEHSIOMCS MOABKO NPU NEePeHOCUMOCMU P PexmueHoli
0036l npenapama Kopomxozo deticmausl.

Hugedunun? (ko0 ATX- c08ca05): nauansas 0o3a 0,2-0,3 me/ke Ha npuem 3 pasa & cymku
nepopanbHo ¢ NOoCmeneHHsiM hoevilueHuem 003vt 00 1-2,5 me/ke Ha npuem 3) pasa 8 cymku.
MaxkcumansHas 0o3a 013 e3pocivix 120-240 me/cym nepopansHo 6 3 npuema. Bo3moiHo
UCNO0JIb308AHUE NPENApamos ¢ NPOJOH2UPOBAHHBIM 8bIC8000xDeHUeM (MaKc. 180 mz/cym nepopansHo).

Amnodunun? (kod ATX- c08ca0l): HauansHas do3a: 0,1 mz/ke Ha npuem 2 pasa 6 cymku nepopanbHo,
nocmeneHHsIM ee ygesuueHueM 8 3asucumocmu om nepeHocumocmu 00 2,5-10 mz Ha npuem 2 pasa 6
cymxu. MaxkcumansHas do3a 01 83pocisix 20 M2 8 CymKu.

e BJIOKaTOpbl Ka/IbLIMEBbIX KaHAJIOB He PEeKOMEHAOBaHbI MpU OmMpuyamenbHOM mecme Ha
Ba30pEaKTUBHOCTh; TallMeHTaM, KOTOPbIM He TIPOBOAMJICSI TECT Ha Ba30PEaKTUBHOCTD;
nalyeHTam C MPaBOXeyJ0uKoBol HemocTaTouHOCThI0 (OK IV mo BO3) BHe 3aBUCHMMOCTU OT
OTBeTa Ha Ba30peaKTUBHBIN TeCT; geTsaM 0o 1 ropa [1-3, 12-17, 67, 72-74].

Knacc yoegurenpHocTu pekomenaanuii Ila (YpoBeHb gokasatenbHOCTH C).

CoBpemenHasi JIA-cneruduyeckast Tepanusi BO3ZeiiCTBYeT Ha TPY OCHOBHBIX 3BeHa IaToreHesa
JIAT, B OCHOBe KaXOOTO M3 KOTOPBIX JIEXKUT JSHAOTeNManbHas AUCHYHKIMS, BKIIOYAsT MYThb
SHZOTeNINHA, MTyTh OKCHU/A a30Ta\UIMKINIECKOro TyaHO3MHMOHObocdaTa 1 MyTh MPOCTALMKINHA.
JIAT cnenuduueckas Tepanmsl y OeTeii BKIOYAET TPM TPYIIIbl IperapaToB: 1) 6J0KaTOpbI
penenTopoB sHAOTeNMHa—1 (603eHTaH, aMOpU3eHTaH, MAIIUTEHTaH), 2) OKCUJT a30Ta U MHTUOUTOPD
ocdhonumacrepassl 5 Tuma cuwigenadmia; 3) CMHTETUYECKUIT aHAJIOT SHAOTEHHOTO MPOCTALVKIHA
wionpocr [1-3,12-17, 69, 110].

e PebGenky ¢ BepudbmipoBanHoii JIAI' HazHaueHMe crelduueckoii Tepanu peKOMeHA0BaHO
Py COOMIOMEeHNM CNIEOYIONMX YCIOBUIL: 1) OTPUIIATENbHBI TEeCT Ha Ba30PEaKTUBHOCTD; 2)
OTCYTCTBME WV HEYCTOWUYMBBIN OTBET HAa TEpanuio OJ0KATOPaMM Ka/bIVEBbIX KAHAJOB, 3)
HaJMyMe IPOTUBOIIOKA3aHM K Ha3HAUeHMIO 6/I0KaTOPOB KalbliMeBbIX KaHanoB [1-3, 12-17, 69].

Knacc y6egurenbHOCTH pekomeHgaumii Ila (YpoBeHsb mokasateabHOCTH C)

¢ CraproByio crienyduueckyio Tepanuio JIAT y neteit ¢ @K I-1I u HU3KUM cTpaTUGUIMPOBAHHBIM
puckom (Tabsn. 6) peKOMEHAOBAaHO HauMHATh C MOHOTEparnuu O6JIOKATOPOM PpEeLeNTOpPOB
SHAOTeNMHA 603eHTaHOM WM MHru6uTopoMm docdhomyuacrapassl 5 tumna cwigeHabmiom [1-3,
12-17, 69].

Knacc yoegurensHocTu pekomeHpanuii I (YpoBeHs foka3zaTenbHOCTH B)

KommeHnTapumn: IIpednoumenue no 603moxcHocmu 003eHMAHY pA3peweHHOMY K NpPUMEHeHUI0 8
demckoti npakmuxke 8 Poccutickoii @edepauudl.

e [Ipu HemocraTouHO¥ 3dderkTuBHOCTM Tepanuyu ogHuM JIAT-cnenndbuueckuM MpernapaToMm
metsm ¢ JIAT @K I-11 u HM3KMM CTPaTUUIIMPOBAHHBIM PUCKOM (Tabi. 6), a TaKKe y meTeit ¢
BIIepBble amarHoctupoBaHHON JIAI @K II-III, panee He momydaBmmx JIAI-crermbnyueckoi
Tepamnuy, PeKOMEeHIOBAaHO KaK MOXHO Oojiee paHHee HasHaueHUe KOMOMHUPOBAHHON
crienudnUeckoii Tepamuu OBYMSI TIEPOPATbHBIMM IIperapatamMu - CuwigeHabuiaoMm u
603eHTaHOM.

Kiacc y6egurenbHOCTH pekomeHnanuii IIb (YpoBenb gokasatenbHocTu C)

e V nereii ¢ JIAT ®K II1-1V u Hanuuuu (HakTOpOB BHICOKOTO PUCKA PEKOMEHOBAHO KaK MOXXHO
Oolee paHHee Ha3HAueHMe KOMOWHMpOBAHHON Tepanuu Tpemsi JIAT crnenuduueckumm
nperiapatamu. J[Jisi 3TOr0 UCIONb3YIOTCS B KOMOMHAIMM GIOKATOP PELeNTOPOB SHAOTENHA
(6o3eHTaH) TMepopasbHO, MHTUOUTOP GochommuacTepasbi—5 (cuameHadua) TepopasibHO U
VHTJISILVIOHHBIV CMHTETUYeCKNUI aHaI0T SHAOT€HHOTO MTPOCTalMKINHA (MIIOMIPOCT).



Kinacc yoenurenbHoctu pekomenaanuii IIb (YpoBeHs nokasarenbHocTu C)

o TIpu TsKenoit (IV ®K) n/mam 6eicTpo mporpeccupyomieii JIAT pekoMeHJ0BaHO 6e30TIaraTeibHO
HayaTb Tepamyui0 5K30TeHHbIM aHAaJIOrOM MPOCTAUMKAMHA (MUIOMPOCT WHTAISLMOHHO) C
MOC/eAyIOIMM  ObICTPBIM  TMOAK/IIOYEHMEeM KOMOWHMPOBAHHOWM Tepamnuu IepopajbHbIMU
npertiapatamu (6o3eHTaH u cungenabwmn) [1-3, 12-17, 75-79].

Knacc y6egurenbHOCTM pekoMmeHaanmii I (YpoBeHs nokasareabHocTu C)

o Bosentad™ (xom ATX- c02kx01) pekomenmoBan gertsam ¢ JIAT' I — III®K kak B KadecTse
MOHOTEpanuu, TaK M B COCTaBe KOMOWHMpOBaHHOI Tepanuu. s pereit ¢ JIAT IVOK
PEKOMEH/IOBAaH TOJIbKO B COCTaBe JBOIMHON MM TPOMHOM KOMOMHMPOBaHHON Tepanuu [7, 80-
86].

Knacc yoegurensHOoCcTH pekomeHzanuii Ila (YpoBeHs noka3sarensHocTH C)

KommenTapun: Hauanshas 0o3a 6o3enmana’ — 2 mz/ke 8 cymku 6 2 npuema HasHauaemcs Ha 4
Hedenu ¢ Yenbio YMeHbUIEHUS. PUCKA HexceamensHozo 8030elicmeus Ha neueHs. B nocniedyioujem, npu
omcymcmauu 3Hauumozo (6onee uem 8 3 pasa) n08vlUeHUS] YPOBHS NeUeHOUHbIX mpaHcamuHas (AJIT u
ACT) do3a ysenuuusaemcst 0o 4 m2\kz 6 cymku 8 2 npuema. Y demeli ¢ secom 0o 20 Kz pekomeHOyemcs K
npumeHeHuio 0emcKas JexapcmeeHHas popma — ducnepeupyemole madnemxu 32 me. 'V demeti ¢ maccoti
mena om 20 0o 40 k2 603eHMaH Ha3Hauaemcs 8 NOCMosiHHot noddepxcusaroujeti doze 62,5 me 2 pasa
cymku, y demeli ¢ maccoti mena 6onee 40 mz — 8 nocmosiHHotl noddepxcusarouleti doze 125 mez 2 pasa
cymku. Oyenka agppekmusHocmu npenapama 00JIHHA 0CYUIECTNBIAMbCA He paHee uem uepe3 8 Hedeslb
mepanuu u He paxee, uem yepe3 4 Hedesu npuema npenapama 8 nocmosiHHoil noddepxcusaroujeti dose.
C yevlo C80€8PEMEHH020 BbISIBJIEHUS. HEX(eNaMeNbHblX 68030€licmeuti peKoMeHO08AHO eXeMecIUHO
oyeHusams GyHKyu0 neueHu y demetl, noayuaoujux mepanuio 603eHMAaHoM.

o Am6pusenTan? (kod ATX — C.02.K.X.02) pekoMeH/10BaH JeTsM cTapiie 5 et ¢ JIAT I - IIIOK mpu
HerepeHoCMMOCTY 603eHTaHa [12, 15, 16, 87,88].

Knacc yoegurenpHocTy pekoMmenaanuii Ila (YpoBeHb gokasateabHocTy C)

Kommenrapum: Cmapmosas do3a AmbpuseHmaHa 2,5 Me Ha npuem OOHOKPAMHO 8 CYmMKU,
noddepxcusaioujas doza om 5 do 10 mz Ha npuem 00HOKpamwo 6 cymku. Ilobounsle Ihhpexmot N0OOOHb!
6o3enmary. C Uyenvio C80€BPEMEHHO20 BblSIBJIEHUSI HexeNamesibHblX 6030elicmeuti pekoMeHO08aHO
exceMecsiuHo oyeHusams (pyHKyuio neueHu y demeti, NOJYyUAOWUX mepanuro amopu3eHmaHoM.

e Marnurenran? (xom, ATX—- C02KX04) pekomeHnnoBaH getsam crapiue 12 jiet ¢ JIAT I - IIIOK kak B
KauecTBe MOHOTEPAINM, TaK ¥ B COCTaBe KOMOMHMPOBaHHOI Teparuu [15, 16. 86].

Knacc yoegurensHocTH pekoMmeHzauuii IIb (YpoBens gokasarenbHocTH C)]

Kommenrapun: cmapmosas doza 5-10 mz 00HOKpamHo 8 cymku, noddepyusaiowas 10 me
00HOKPAMHO 8 CymKLU.

o CunpmeHadun® (ko0 ATX — g04be03) pexomenmoBaH jetsm c JIAL I — IIIOK kak B KauecTBe
MOHOTepamnuu, TaKk ¥ B COCTaBe KOMOMHMPOBAHHON Teparmmu. s meteit ¢ JIAI IVOK
peKOMEeH/I0BaH TOJIbKO B COCTaBe ABOVHOI WM TPOIHOV KOMOMHMPOBaHHO Tepanuu [1-3, 12-
17, 89-97].

Knacc yoegurebHOCTH pekoMeHzanuii I (YpoBeHb Joka3aTeabHOCTH B).

KommenTapun: HauanvHas dosa: 0,3-0,5 me/ke Ha npuem 4 pasa é cymku y demeti do 1 200a u 3
pasa 8 cymku y demelti cmapue 1 z00a nepopasnvHo. IToodepxcusarowas dosda: 0,5—1 mz/ke Ha npuem 4
pasa e cymku y demeli do 1 200a u 3 pasa é cymku y demeli cmapuie 1 200a nepopansHo. [Ins demeti om
8 0o 20 k2 pekomendosaHa noddepxcusarouias 0osa cundeHaguna 10 Mz Ha npuem 3 pasa e cymxu
nepopasvHo. Jlna demeti 6osee 20 ke pekomeHA08aHa noddepxcusaroiyas 0o3a cundeHaguna 20 me Ha
npuem 3 pasa 6 cymku nepopaisHo.

o CunpeHadua peKOMEHIIOBAaH METSIM C OPOHXOJIErOvHO AMCILIasueil, ocIokHeHHOoi JII' mpu
He3PhEKTUBHOCTM KUCIOPOAOTEPANIMM B TeueHue 4 Hemeslb. MaKcuMasabHas [103a B 3TOM
cIydae — 8 MI/KT B CyTKU, pasfielieHHas Ha 3 win 4 npuema [17, 91].

Knacc yoegurenbHOcTH pekomeHaanuii I[Ia (YpoBeHb JoKa3aTeIbHOCTH B).



o Umompocr? (xom ATX-BO1AC11) pekomenmoBaH gersm c JIAT III-IVOK B cocrae
KOMOMHMPOBAHHOI IBOIHOI Mn TpoiiHoi JIAT-cnennduueckoii teparuu [15,16, 98].

Knacc yoegurenbHocTH pekomeHaanuii IIb (YpoBeHs nokasarenbHOCTH C).

KommenTapum: PexomeHdosaHHble 003bl uionpocma y demeii: HauaivHas o0Hokpamuas dosa 2,5
MKe (1,25 mke y demeti maadweti 803pacmHoti epynnst) ¢ NOCMeneHHsIM NnosovluleHueM 00 5 mMKe npu
Xopouweti nepeHOCUMOCMU UH2AAAYUOHHO C UCNOAb308aHUeM HeGyaalizepa 6-9 paz 8 cymku.
TIpodonxicumensHocmo Kaxooli uHeansyuu — 8—15 muxHym.

Koppexiiyst acconMmMpoBaHHbIX 3a00IeBaHMit

CBoeBpeMeHHasl ¥ aJeKBAaTHAasE KOPPEKUMS OCHOBHOTO 3a00leBaHMSI MOXKET IpemyrpequThb
pasBuUTHME WIM YMEHBIIUTh CTeNEHb accoluupoBaHHoii JIAL. V 6onbHBIX ¢ BIIC U yBelMUeHHbIM
JIETOYHBIM KPOBOTOKOM [IJISI MPENOTBPAIeHMs] Pa3BUTUSI HEOOPAaTUMbIX M3MEHEHUI B COCyHax
JIETKMX HeoOXOoAuMa CBOEBPeMEHHasl XMpypruueckash KOppeKiuMs B paHHeM Bo3pacre. [Ipu
XPOHUYECKUX OOCTPYKTMBHBIX U UHTEPCTUIMATbHBIX 3a00/€BaHMSIX JIETKUX ITOKa3aHbI
AHTUOMOTUKM, GPOHXOAMIIATATOPBI, ITIOKOKOPTUKOCTEPOUIbL. [Tpy XTIJII HEOGXOAVIMBI MEPbI 110
JUKBUOALMMA MCTOYHMKA TPOMOOB, TPOMOIHIAPTEPIKTOMMS, a IO IIOKA3aHUSIM - YCTaHOBKa
KaBabmIbTpA.

[pucoenuueHe MoCcTKAMWILISIPHO¥ JII''y GOBHBIX € 3a60/IeBAaHUSIMY JIEBBIX KaMep cepiiia
3HAQUUTENbHO YXYAIIaeT IPOTHO3 M YBeIMUMBAET JIETAJbHOCTb. IIpM BpPOXAEHHBIX WIN
MpMOBPETEHHBIX TTOPKaX Cepila ¢ MoCTKamWuIsIpHoii JIT' y meTeil HeoOGXoAuMa CBOeBpeMeHHast
xupypruueckasi koppekuusi. Y gereit ¢ XCH mo/mkHa MpOBOAUTHCS aleKBaTHAsI MeqMKaMeHTO3Hasl
Tepanysi, BKIIOYAIONAs WHTMOMTOPbI aHTMOTEeH3MHIIpeBpalawilero ¢epmMeHra, O6I0KaTOPLI
pelenTopoB K aHruoreHsmuy II, PB-6710KaToOpbl, aHTATOHUCTBHI MMHEPATOKOPTUKOUIHBIX
peuenTopoB, IOUYPeTUKM, CepAeuyHble MIMKO3MAbI, a I[Py HaAMuuM  [IOKa3aHui -
KapaMopeCMHXPOHU3UPYIOIIAS Tepanus M\WIM MMJIaHTAMSI KapauoBepTepa—nehuopusuisTopa.

3.2. llannuaTUBHOE XUpPypruveckoe jeyeHye

e Jlersam c JIT' III-1V @K pekomeHI0BaHa KOHCYAbTALMS KapAMOXUpPypra IJis1 pelieHns Borpoca o
BO3MOKHOCTM M 11€JIeCOOOPasHOCTY  TMAUIMATUBHOTO  XUPYPTMYECKOTO  JIeUEHUs
(aTpmocentocromusi, aHacromos Ilorrea) [1-3,8,9, 99, 103].

Knacc yéegurenbHocTy pekomeHnganuii I (YpoBeHb gokasarenbHocTu C)

KommenTapun: I[laiiuamusHsie Xupypzudeckue onepayul paccmMampueaomcs He 6 Kauecmee
«mepanuu OMUAsHUs» WU «<MOCMA K MPAHCNJIAHMAayuu», d 8 Kauecmee camocimosmensHoz0 memood,
nokasaswezo €60 spdexkmusHocms 6 eueHuu JII' u nposodumozo Ha meppumopuu Poccutickoli
@edepayuu 0ns 0emcko20 KOHMuHzeHmMa 00JIbHbIX.

¢ ATpPMOCENTOCTOMMUS PEKOMEHI0BaHa AEeTSM CTaplieii BO3pacTHON TPYIIbI C CyIpacuCTEMHOM
JIT' III-1V @K, cuMmnToMaMy MPaBOXKeNTyLOYKOBOJM HELOCTATOUHOCTY M\WJIM MMOBTOPSIIOIIVIMUCS
cuHKoIle 1pu HespdeKkTuBHOCTM TpoBoaumoii JIAT-crnenyduueckoit teparmu [1-3,8,9, 99,
103].

Knacc yoegurenpHocTy pekoMmenganuii Ila (YpoBeHs mokasareabHocTH C).

e JleroyHO—aoOpTaabHbBIN aHacTOMO3 [1oTTCAa peKOMEeHA0BaH AeTSIM MIaAlIeli BO3PACTHON IPYIIIbI
¢ cynpacucrtemHuoii JIT' III-1V @K, cumnTomamu mpaBoKeNTyL0UKOBOV HEAOCTATOYHOCTU U\WIU
TTOBTOPSIIOIIVIMICST CMHKOIle mpu HesbdekTuBHOCTM mpoBogumoit JIAT-crenuduyeckoit
Tepanuu [1-3,8,9, 99, 103].

Knacc yoegurenbHOocTH pekomenganuii IIb (YpoBens mokasarenbHocTH C)

e JlerouHO—aopTanabHbIl aHacTomo3 [loTTca pekoMeHA0BaH aeTsaM ¢ cynpacucremuor JII' [II-1V
OK, cuMnToMaMy IPaBOXKETYLOUYKOBOV HELOCTATOUHOCTY M\MJIM IOBTOPSIIOIIMMUCS CUHKOIIe
nipu HeahdeKTUBHOCTY TTpoBoAMMOil JIAT-crendnueckoi Tepanum 1 BBICOKOM TEXHUUECKOM
pucke arpuocernrocromun [1-3,8,9, 99, 103].

Knacc yoegurenpaoctu pekomenaanuii IIb (YpoBensb gokasatenbHocTH C).



KommenTapum: JlezouHo—aopmansHolii anacmomo3 Ilommca y demeii ¢ cynpacucmemnoti JII' III-1V
@K moxem paccmampusamascs 6 Kauecmee aibmepHamuésbl mpaHcnaaHmayuu J1e2Kux.

TpaHCl'lJIaHTaI.II/IH JIETKUX

¢ TMammuenTtam c 6sicTpo nporpeccupyromreii JIT III-IV @K, cuMnToMamy MpaBoKeTyI0uKOBO
HeJOCTaTOUHOCTY M\WIM TOBTOPSIIOUIMMMUCS CUHKOME Ipyu HedDPeKTMBHOCTM IPOBOIMMOI
JIAT-cnienuduyeckoii Tepanuy MOKa3aHAa KOHCYJAbTALVSI KapAUOXMpypra JJjsi pelieHus:
BOIIpOCa O TPaHCIVIAHTALMM JerKux [1-3,12-16].

Knacc yoegurensHocTH pekomeHganuii I (YpoBens fokasarenbHocTHu C).



4. PeaOunuranus

JlerouHasi TUTEPTEH3USI SIBJSIETCS XPOHUYECKUM 3ab0eBaHMEM C KpaifHe Heb6narompusiTHbIM
MporHo30M. MeTonpl peabminTanuu He paspaboraHbl. TpPeHMPOBKA bIXATENIbHON CUCTEMBI U
I03UpOBaHHAs Gu3nueckas HArpy3ka MOTYT YBEJIMUUTh IIEPEHOCUMOCTh (DU3UUYECKUX HATPY30K U
YIYYIIUTh KAYECTBO XM3HU. BOIBIIMHCTBO GOIBHBIX HYKIAIOTCST B TICUXOJIOTMUECKON TIOAIePKKe U
peabwiutanyu. B HacTosIee BpeMsI He WMMEETCS [JOCTAaTOYHOTO KOIMYEeCTBa [aHHBIX 00
3(heKTUBHOCTY peabMIUTAIMOHHBIX MeponpusaTuii. HecMOTpsi Ha OmaceHus, UTO TPEHUPOBKU
MOTYT YXYAUIUTb CUMIITOMBI 3TOI TIPYINbl MAalUMEHTOB, HECKOJbKO DPaHIOMMU3UPOBAHHBIX
KIMHUYECKUX MCCIeNOBaHMIA  OMyOAMKOBAIM O IOJOKUTENbHOM 3ddexrre  (GuUsuueckux
YIpakKHEHMI Y B3POCIbIX ManyeHToB ¢ JI[, 06 ymyuiieHuy (QyHKIMOHAIbHOM CITIOCOOHOCTU U
CaMOYYBCTBUM TIOC/IEe TPEHMUPOBOK [1, 3]. Psan mccoiemoBanmii 06GHAPYKU/ TOBBILIEHVE KauyecTBa
SKM3HU Y aHAJIOTUYHBIX 00bHBIX [2]. [TanyeHTs! ¢ JII' 3aHMMAaNnCh 1eueb6HOI GUKYIBTYPOH, B T.4.
a’pOOHBIMM YIIPAKHEHUSIMY, YIPAKHEHUSIMY HAa COIPOTUBIIEHME, TPEHMPOBKY AbIXATeTbHON
MYCKyJaTypbl, 3aMe[JieHue  [bIXaHUs, pelakcaluio, ICUXOJIOTUMYECKYyI0  KOPPEeKIMUIO.
HebnaronpusiTHBIN MPOTHO3 BEPOSITEH IJIs1 MALIEHTOB, CIIOCOOHBIX MpOiiTH MeHee 400 MeTpoB
npu npobe C 6-MMHYTHOWM Xomb6oit [4]. OmHAKO, MAaHHBIX MCCIENOBAHUIT HEIOCTATOYHO [t
BmoueHus JIOK B obuiuii mepeueHb mpouenyp Ajis nauyeHToB ¢ JII' ¥ TpeOGYIOT masbHeiero
usyuyeHus. B eguatpmuyeckoii mpakTuke mogo6HbIe UCCIeI0BaHNs He MpoBoauauch [105-107].



5. ITpodumnakTuka

JleroyHasi TUIIEPTEH3MSI MOXKeT ObITh CaMOCTOSITETbHBIM 3a007I€BaHMeM WIM CUHZPOMOM,
OCTIOXKHSIIOIIMM ~ LeJIblii  CITeKTP COCTOSIHMIL. Mep TpOQWIAKTUKY  UAMOTIATUYECKO U
HactencTBeHHOI (Gopmbl HeT. CBOeBpeMeHHOe a/leKBaTHOEe JieueHle OCHOBHOTO 3ab0sieBaHUs
SIBJISIETCSI OCHOBHBIM METOIOM MPOMMIaKTUKM accolMmupoBaHHbIX Gopm JIATL. Peryspubiit 9XOKI
CKPUHMHT B IIeJIEBBIX TPYIIax, BKIOYAss OOJbHBIX C CUCTEMHO—JIETOUHBIMM IITYHTaAMM,
3a60/IeBaHUSIMY  COEMHUTENbHON TKAaHU, TOPTAJIbHON TUIEPTeH3Uel, TeMOIUTUYeCKUMMU
anemusamu, BUY — undekiueit, 3a601eBaHUSIMM JIETKUX U T.[I., TTIO3BOJISIIOT BBISBUTD 3a00JI€BaHMS
Ha paHHeli CTauM ¥ CBOeBPEMEHHO Ha3HAUUTD JieueHue (Tabs.5).

Ta6muia 5. PekomeHO008aHHbIL niaH OUHAMUYECK020 Habto0eHus 3a 60abHbiMuU ¢ JIT

Obcnenopanne Ilepsranoe Uepes 34 | Kampere |IIpum
obcrmefoBanne | Mec. mocme | 3—6 VXY AMICHHE
IO HASHAYCHHA | Hadala MECAICE | COCTOAHHA
crenudeckoli | cmenmdae
TEpanuu cxol
TEPATIHH
AHAMHECTHICCKHE JAHHBIE v
Cemetinriii anavues v
OueHka xanod v v v v
OmukanEHOE OGCIeoRAMTHE v v v v
AHATH3 KDOBH KIHHHTECKHIT v v v v
T"a30EBIH COCTAE KPOBH v v v v
Broxumudeckoe HocneIoBaHNE v v v v
KPOBH
Koarymorpanma v
YpoBeHb TOPMOHOE IIHTOBHHOM v v
KETE3BI
Y pOBEHB MO3STOBOTO v v v v
HATPHIYPETHIECKOr0 IENTHIA
SKT v v v v
SXOKT v v v v
MPT, KT npH HATHIHH v v
nokaszaHmit
PenTrenorpadus rpyaHOH KIeTKH v v
T6MX (neram crapme 7 1eT) v v v v
Karetepnusauma nozoctel cepama v v
Y IBTpasByKOBOE HCCIEIOBAHAE v v v
OprOIIHOM MOTOCTH
KoHcynpTanmm myIpMoHOIOTE, v v
TacTPOIHTEPOIOTA, TEMATONOTA,
Hedpoora, peEMATON0ra H Ip.
CIICIIHAITACTOB NIPH HATHIHA
TIoKasaHmi




6. lonmoHuTebHasAs MHGoOpMaIs, BAUIIONIas Ha
TeyeHye ¥ ¥ICXO0H 3a00/IeBaHus

6.1. Ucxoapl ¥ IPOTrHO3 3a00/1€eBaHMUSA

IIpu ecTeCTBEHHOM TEUYEHMM IPOTHO3 3a0ojeBaHMs KpaliHe HeOIaronpusiTHbINA. B OoTCyTCTBME
JIeYeHUsI CpefHssl BbDKMBAeMOCTb Yy JeTeil cocTasisieT 10 MecsiieB ¢ MOMEHTa yCTaHOBJIEHUS
JIuarHosa u 2,8 roga ¢ MOMEHTa YCTaHOBJIEHUS AMarHo3a y B3pOC/bIX. BoDKBaeMOCTb B TeueHue 1,
3 u 5 ner cocraBusiet 68%, 48% u 34% coorBerTcTBeHHO. OyHKUMOHAMBHBIN Kiaacc JIT urpaer
OCHOBHYIO POJib B IMPOTHO3€ 3a60/IeBAHMS: TIPU OTCYTCTBUM JIEUEHMUSI TTPOAOKUTEBHOCTD KU3HU
maieHToB c JIAT cocrasyster mjis IV @K B cpegHeM 6 mecsiues, 11 111 @K — 2,5 roma 1 0KoJio 6 et
Ist 60nbHbIX, Haxomsmuxcsad B I u II ®OK. Bo3MOKHOCTh IpMMeHEeHMsl LieyieBoil Tepamuu JII
YIAYYIIAIO TIPOTHO3 3aboneBanus. Ha done cnenmduueckoii Tepanuu JIAT 1-, 3— u 5-neTHsis
BBDKMBAEMOCTb cocTaBisieT 96, 84 u 74%. Ho HecmMOTpss Ha 3HauuTelbHble YCIIeXu B
MeIVKaMEeHTO3HOM M XUPYPTMUeCcKOM JiedeHuM TporHo3 vy geteir ¢ JII' ocraercs
HeGnmaronpusTHbiM [109-111].

OlleHKa TSKeCTU U oripene/sieHue rnmporHosa y 601bHBIX ¢ JIT O OJI>KHBI OBITh IMMpoBeAEeHbI C YYETOM
KIIMHNYeCKUX, TeMOAMHaMMNUYeCKNX NaHHbIX 1 (l)yHKLU/IOHaI[beIX roxasareseii.

OcHOBHbIMMU (haKTOpaMM, OTIPeAEIISIONMM MTPOTHO3 JIT, SIBISTIOTCS :

1. Otuonorus JI'

2. KnuHmueckue mposiBieHNsI TIPaBOXKeTyI0YKOBOI HeJIOCTaTOUHOCTH;
3. DyHKUMOHANbHBIN Kaacc JIT'

4. BpICTpOTa IIPOTPECCUPOBAHMS CMMIITOMOB 3a60/IeBaHMS;

5. Haimmume CUHKOIIE;

6. YpoBenb BMP\NTproBMP;

7. Danubie 9XOKT;

8. ITokaszarenn reMmoOOVMHAMMKM I10 JAHHBIM KaTeTepusaluu cepaia.

Ta6nuia 6. Cmpamugukayus pucka y demeti ¢ JII' [15,16].

Hwn3kwmii puck Kpuntepum pucka BbICOKMI pUCK
Her KnuHuueckune nposiBfeHns Oa
NpaBOoXesyA04KOBOW HEAOCTAaTOYHOCTH

Her CUMNTOMbI NporpeccupyoT Aa

Her CuHkone Aa

Her OTcTaBaHve B GU3NYECKOM pasBUTUN Aa

Innn Il OK JII no BO3 III vnn IV

M NnbHoe no BMP\NTproBMP 3HauuTenbHOE NoBbIlEeHne

He3sHauutenbHas Avnatauumsa, OXOKIr BbipaxkeHHas Avnataumsa,

runeprpocus npasoro menynouka, 3HAUUTENIbHOE CHMXKEHME  (YHKUUKN

HOpManbHas wnm HE3HAYUTEsNIbHO npasoro wenynouka, BbINOT B

CHM)KEHHas dyHkuMA npasoro nepukapae

nenyaouka

CH > 3.0 n\MuH\M2 remMoanHamuka no AaHHbIM CU < 2,5 n\MuH\mM2

mPAP\mSAP < 0,75 KaTeTepusaummn cepaua mPAP\mSAP > 0,75

Ba30peaKTUBHOCTb + AasneHune B npaBomM npeacepauu > 10

WNCC < 20 Ea. Byaa\m2 WNCC > 20 Ea. Bypa\m2
mPAP\mSAP - oTHoLIeHMe cpeJHero JaBjJeHusI B JIETOUHOM apTepuM K CpegHeMy

CHCTEMHOMY apTepUaTbHOMY JaB/JI€HUIO
CH - cepmeuHbIii MUHAEKC
WNJICC - MHIEeKC JIerOYHOr0 COCYAMCTOTO CONPTUBIEHUS

Bospact miagiine 14 jeT, mporpeccupylollee CHYDKEHME TOJEPAHTHOCTU K (BM3UUYECKOii HarpysKe,
MPU3HAKY  TIPAaBOXKETYIOUKOBO/ HEIOCTAaTOYHOCTM CBUJETEIbCTBYIOT O HeBIaronpusiTHOM
nporHo3e. ITokasaTeny reMOAMHAMMKM 1O JAHHBIM KaTeTepusalyuy cepiiia B IOKOe, BK/IoUast
caTypaluio KMCJI0pOo/a, JaBjieHre B IpaBOM IMPeICcepAni, CepIeyuHblii BbIGPOC, Ba30peakKTUBHOCTb
TaKKe YUUTHIBAIOTCS TIPU OIleHKE BEPOSITHOTO MTPOrHO3a 3a60/1eBaHMSI.



Kpurepun onieHKM KaueCcTBa MeIUIIMHCKOM
IIOMOIIA

Hacrosiiume kpuTepuy OLleHKM KauyeCcTBa MEIMIMHCKONM romoum (manee - Kpurepum kadecTsa)

IIPUMEHMAIOTCA TP OKA3aHUN MeOUILVHCKOM IOMOIIM B MEOUIIMHCKUX UM MHbBIX opranmsanmusix,

OCYIIECTB/ISIIOIINX MEAULIMHCKYI) JesaTelbHOCTbD,
J1esITeJIbHOCTD,
O®enepauyu. [anHble Kpurepum KavecTBa

MMEIIUX JINIIEH3UI0 Ha MeIUIIMHCKYI0
[IOJTyYeHHYI0 B IIOpsIiKe, YCTAHOBJIEHHOM 3aKOHOIATeIbCTBOM Poccuiickoii
IOJDKHBI TIPUMEHSITbCS B 1LIeJNSIX  OLIEHKU

CBOE€BpEMEHHOCT! ee OKa3aHMd, IIPaBUJIbHOCTU BbI60pa MEeTOO0B l'IpO(bI/II[aKTI/IKI/I, JAMAardHoCTUKNU,

JleyeHusda n pea61/m]/1TauMM, CTereH OOCTVKeHMS 3alVIaHMPOBAHHOI'O pe3yjibTaTa.

Ta6n1/1ua 7. OpI‘aHI/IBaL[I/IOHHO—TeXHI/I‘leCKI/Ie YC/IOBMSI OKa3aHUA MeOULIMHCKO ITOMOIIIN.

Bua MeAULIMHCKOW noMolum

CneumanmsmposaHHaﬂ, B TOM 4uCrie BbICOKOTEXHO/IOrMYHaa MeaAULUMHCKasa NoMoLLb

YcnoBusi OKas’aHUA MeAMLIMHCKOMN
nomMowm

AmbynaTopHble ycnosus
CraunoHapHble ycrnosus
Ycnoeus AHEBHOrO CTaunoHapa

dopMa oOKa3aHUA MeANLIMHCKOW MnaHoBas/HeoTNOXHas
nomowm

Ta6nuia 8. Kpumepuu kauecmaa oyeHKU MeOUYUHCKOL nomouju

Kputepum kauectsa

YpoBeHb AOCTOBEPHOCTH
AOKa3aTenbCTB

YpoBeHb y6eantenbHocTn
pekoMeHaauMn

BbinonHeH pacnpoc pebeHka c JIT 0 Hanuyum y Hero
OAbIWKK, YTOMISIEMOCTU, CHWXKEHWUS MEPEHOCMMOCTU
PuU3nyecknx Harpysok, rofioBOKpY>XXeHWii, 06MOpPOKOB,
nposouupyeMbix  (U3MYECKOW  Harpyskow,  Kawns,
KpoBOXapKaHbsi, 6onei B rpyaHoi knetke, nepeboes B
puTMe cepaua, cepauebuenns, o Hanuuum y pebexka
3aboneBaHuii, accoummpyowmxcs ¢ passutuem JIIT, npwm
Hanuumm BMNC npoBoaunack v onepatuBHas Koppekuus
nopoka, ee Tun, crteneHb JIT Ao u nocne onepauuu,
npoxwuBan nn pebeHoK C paHHero Bo3pacta B YCNOBUSX
BbICOKOropbsi, €CTb /i1 B Ce€Mbe POACTBEHHUKM 1-2
cTenexu poacTea ¢ JIM

Mpu dwusmkansHoM obcnefoBaHUM 6blM NOATBEPXKAEHbI
WIN  UCK/IOYEHbl  OTCTaBaHWe B  (U3MYECKOM ¥
MCYXOMOTOPHOM PasBUTUWN, U3MEHEHUE LBeTa KOXHbIX
MOKPOBOB, HalWuMe LMaHo3a, W3MeHeHwe danaHr
nanbues No Tuny «bapabaHHbIX NasoyeKk» WU HOrTeBbIX
NAacTVH B BU/JE «4aCOBbIX CTEKOJ»; Ha paclUMpPeHHbIe U1
HamnosIHeHHble BeHbl Len B  KJIMHOMOMOXEHUN 1
opTOCTase; MOMOXUTENbHbIA BEHHbI MY/bC; U3MEHeHne
dopMbl  rpyaHoOn KneTkn («boukoobpasHas» rpyaHas
KNeTka, CcepAeuyHblii ropb6); YCWNEHHbI, pasnuToi
cepAeYHblit TONYOK, pacwmpexune rpaHuy
OTHOCUTE/IbHOW CepAEYHON TYMOCTU; YCUNEHUE, aKLEeHT
II ToHa Haj NeroyHol apTepueit; AMaCTONIMYECKUI LWyM
OTHOCUTE/IbHOW _HeA0CTaTOYHOCTM KJlanaHa J1eroyHow
aptepumn (wym pexema-CTunna); CUCTONMYECKUIA LUIYM
TPUKYCMMAANbHOW HEAOCTAaTOYHOCTM; a Takxe LWyM
apTepuo-BeHO3HOro cbpoca KpoBM MNpPU  CUCTEMHO-
NeroYHbIX  WYHTax, YBEMYEHWE MEeYEeHW,  acuuT,
noxosioflaHne KOHeYHoCTel, nepudepnyeckmne oTeku.

BbinonHeHa KOHCynbTauusa Kapawvoxupypra npu JIAT,
accoummpoBaHHoi ¢ BMC

BbinonHeHbl CTaHaapTHble remaTonornyeckune "
6uoxmMmnyeckme TecTbl, OLieHKa ra3oB KPOBW, YPOBHS
nakTtata, oOueHka dYHKUMW  LWMTOBMAHOW >Kenesbl,
CKPUHUHT Ha BWY, mapkepbl renatuta 1

BbinonHeHa aneKkTpokapanorpacbus B 12-n
CTaHAaPTHbIX OTBEAEHUSX

BbinonHeHa TpaHcTopakanbHas axokapanorpadus

BbINoNHEHa peHTreHorpadus OpraHoB rpyAHON KNeTku

[etam cTapwe 7 neT BbINOAHEH TecT 6-MUHYTHOW
X0Ab6bI

Y naumeHtoB ¢ JIIT Hwxe III  ®K BbINOAHEH
KapAnonynbMOHasbHbIA Harpy304HbIii TecT

10

KaTeTepusaums nonocteii cepaua v NéEroyHoit aptepumn
BbIMOSIHEHA A0 Hayana cneuunduyeckon Tepanumn 1

11

BbinonHeH TecT Ha Ba30peaKkTUBHOCTb npu
KaTeTepu3alnm NEroYHoN apTepum

12

BbinonHeHa cTpatudukaums pucka 3abonesaHus

13

Ha3sHaueHa kucnopoaoTepanus npu CHwxenun Sa02 <
92% unu PaO, < 60 MM pT. CT.

ITa




14

Bnokatop peLenTopos MWHEpanoKOpTUKOMAOB
(CNMpoHONakToH)  Ha3HayeH 60/bHbIM  C Al n
ANaCcTONNYECKON cepAeYHOW HeaoCTaTOYHOCTbIO, B T.4.
npu coxpaHHoW dpakumm Bbibpoca

15

Pebenky ¢ JIT 1 KIMHUYECKUMU  MPOSIBNEHNSAMM
npaBoXenyao4kosoun HeaAoCTaToO4YHOCTH Ha3Ha4yeHbl
AVNYPETUKH

16

PebeHky C nporpeccupyowein wuamonatuyeckon
7 NAT

HacnenCcTBeHHOMN ) XPOHNYECKOW
Tpomboambonunyeckow nero4yHomn runepTeHsuven,
60NMbHBIM  C  HWM3KMM  cepAeyvHbiM  BblbpocoM, C
COCTOSIHUSMYU, conposoXaatoLWwmmMmncs

runepkoarynsuuen, HasHauyeH sapdapuH

ITa

17

Mpy NONOXUTENbHOM TecTe Ha Ba30pPeaKTUBHOCTb,
cepaevyHoM  wuHAekce bGonee 2,1 n/MuH/mM4,  SaO;
BEHO3HOW KpoBu 6onee 63%, QnaBneHUn B NpaBoOM
npeacepaun meHee 10 MM pT. cT. pebeHky cTtapwe 1
roaa c JIAT I-II ®K Ha3HayeHbl 610KaTopbl KanbLMeBbIX
KaHanoB

ITa

18

Mpu oTpULATENBHOM TecTe Ha Ba3OPEaKTUBHOCTb,
OTCYTCTBUM WM HEYCTOWUMBOM OTBETE Ha Tepanuio
6nokaTopamMn  KanbLMEBbIX KaHanoB W\MAWM Hanuuuu
npoTMBOMNOKasaHui K HasHauyeHuo  6rokaTopos
KanbLUMeBbIX KaHanos, HasHaueHa JIAM-cneunduyeckas
Tepanus

ITa

19

Pebenky c JIAL I-II ®K “ HM3KMM pUCKOM HasHauyeHa
crtapTtoBas JIAT-cneunduyeckyto Tepanus 610KaTopoM
peLenTopoB 3HAOTeNMHa (603eHTaH) WA UHrMEUTOP
docdoanacrepassl 5 Tvna (cunaeHadun).

20

Mpu HepocTaTouHON 3MHEKTUBHOCTM Tepanuu OAHWUM
JIAT-cneunduyeckum npenapatom y aeten c JIAI OK I-
II ¥ HWM3KMM pUCKOM, a Takxke y JeTeil C Bnepsble
AvarHoctupoBaHHow  JIAM  II-III  ®K, paHee He
nonyuaswwmx JIAF-cneunduryeckoin Tepanuu, HasHavyeHa
KOM6MHMpOBaHHas cneunduyeckas Tepanus ABYMS
nepopasnbHbIMK  MpenapataMm - cungeHapunoMm  wu
603eHTaHOM

1Ib

21

Pebenky c JIAI III-IV ®K u Hanuuum dakTopos
BbICOKOIO pyCKa Ha3HayeHa KOMOMHMpOBaHHas Tepanus
Tpems JIAT cneunduyecknummn npenapatamu: 61okaTtopom
peLenTopos 3HAOTENUHa, MHrM6UTOPOM
docchoamscTepasbli-5 U CUHTETUYECKMM  aHanorom
3H/AOrEeHHOro NpocTaUnKInHa

IIb

22

Mpu Tsxenon (IV ®K) n/unm 6bicTpo nporpeccupytoLleit
JIAT HasHauyeHa Tepanus  3K30reHHbIM  aHanorom

npocTaunkanHa (unonpoct VHransiyMoHHo) c
nocneaylowmm 6bICTPbLIM noaKItYeHneM
KOM6WHWPOBaHHOM Tepanuu nepopanbHbIMK

npenapatamu (6o3eHTaH U cungenadun).

23

Pebenky c JII III-IV ®K npoBeaeHa KOHCyfnbTauus
KapAMoXupypra Ans pelleHnst Bonpoca 0 BO3MOXHOCTH U1
LenecoobpasHoCcTv  NanavaTUBHOMO  XUPYPruyeckoro
neyeHunst (aTpmocenTocTomMms, aHactomos oTrca)

24

Pe6eHKy c 6bicTpo nporpeccupytouwen Jir III-IV
DK, cuMnTOMaMmn npaBoXenyA04KoBOMn
HeoCTaTOYHOCTU U/WUN NOBTOPSIOLLMMUCS CUHKOME Npu
HeaddeKkTUBHOCTU npoBoauMoi  JIAM-cneunduyeckon
Tepanuu npoBeAeHa KOHCy/ibTauusa Kapauoxupypra
ANA peweHua Bonpoca O TPaHCINJIaHTaUuuMu JIErkKux.
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https://www.ncbi.nlm.nih.gov/pubmed/?term=Kermeen%20FD%5BAuthor%5D&cauthor=true&cauthor_uid=28099988
https://www.ncbi.nlm.nih.gov/pubmed/?term=Holland%20AE%5BAuthor%5D&cauthor=true&cauthor_uid=28099988
https://www.ncbi.nlm.nih.gov/pubmed/28099988
https://www.ncbi.nlm.nih.gov/pubmed/?term=Bussotti%20M%5BAuthor%5D&cauthor=true&cauthor_uid=27908251
https://www.ncbi.nlm.nih.gov/pubmed/?term=Gremigni%20P%5BAuthor%5D&cauthor=true&cauthor_uid=27908251
https://www.ncbi.nlm.nih.gov/pubmed/?term=Pedretti%20RF%5BAuthor%5D&cauthor=true&cauthor_uid=27908251
https://www.ncbi.nlm.nih.gov/pubmed/27908251
https://www.ncbi.nlm.nih.gov/pubmed/?term=Buys%20R%5BAuthor%5D&cauthor=true&cauthor_uid=25896259
https://www.ncbi.nlm.nih.gov/pubmed/?term=Avila%20A%5BAuthor%5D&cauthor=true&cauthor_uid=25896259
https://www.ncbi.nlm.nih.gov/pubmed/?term=Cornelissen%20VA%5BAuthor%5D&cauthor=true&cauthor_uid=25896259
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC4423624/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC4423624/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC4423624/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC4423624/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC4423624/

IIpunoskeune Al. CocTaB padboueri rpyIinbI

IlIkonbHMKOBA M.A. — [1.M.H., ITpodeccop, HAayYHbI PYKOBOAUTETb 000COOIEHHOTO CTPYKTYPHOTO
noapasmeneHusi - HayyHO-MCCIeN0BaTEeNbCKMII KIMHUYECKU MHCTUTYT TMeauaTpum MUMeHU
akagemuka FO.E. Benptuiesa ®I'60Y BO PHMUMY nm. H.W. ITuporosa M3 P®, Mocksa, Poccust

Top6aueBckuit C.B. — 1.M.H., mpodeccop, IUPEKTOP 3KCIEPTHOro LIeHTpa XUpPypruyeckoro u
SH/I0BACKYJISIPHOTO JIeYeHUsI JIETOYHOV IUIIepTeH3MM, 3aBeAyIolnii OTae/IeHeM XUPYPruueckoro
JedeHus: 3a60/1eBaHNi cepila C MPOrpeccupyioleii Jerouoi runeprensuein ®IBY «HHITLICCX
nM. A.H.bakyneBa» M3 P®, Mocksa, Poccust

MuxnameBud U.M. - K.M.H., 3aBeJyioliasi OTAeJeHNeM AEeTCKOI KapAyoaoruu 060Co6IeHHOTo
CTPYKTYPHOTO TIoApa3saeneHus - HayuHO-MCCien0BaTeNbCKUI KIMHUYECKUIA MUHCTUTYT TeAuaTpun
umenu akagemuka lO.E. Benbruimesa ®I'6OY BO PHUMY um. H.U. IluporoBa M3 P®, Mockaa,
Poccus

IImanen, A.A. — O.M.H., BeAylIMii HAyYHBIM COTPYOHUK OTHENEHUSI XUPYPrUUeCKOTO JieYeHMUs
3abo/ieBaHMII CcepAlla C MPOrpeccuUpylolieil jerouHoii rumeprensuein O®IBY «HHITLCCX wum.
A.H.BakyneBa» M3 P®, Mocksa, Poccust

I'poznoBa O.C. - pO.M.H. BeIyluii Hay4YHbIi COTPYOHUK OTHOeNa OETCKOM KapAMOIOTUU U
apUTMOJIOTUM 000COOJIEHHOTO CTPYKTYPHOTO TofpasjeneHuss - HayuHO-MCCIenoBaTeTbCKuii
KIVMHUYEeCKUIA MHCTUTYT neguatpumn umenun akageMmuka 10.E. Benpruiesa ®I'60Y BO PHUMY nm.
H.N. ITuporosa M3 P®, Mocksa, Poccust

CagpikoBa [O.U. - p.m.H., mpodeccop, 3aBemyiomasi kKadempoii mneguatpum C KypcoM
nonukaMHanueckoin mneguatpuu I'BOY [OIIO0 KIMA M3 PO, reHepanbHbilii gupektop BOO
«Accouyanus IeTCKux Kapanonoros Poccuny, 3acimykeHHblli Bpad PO, r. Kazaus, Poccust

SIxoBneBa JI.B. — 1.M.H., mpodeccop, 3aBemymoias Kabeapoit MOMMKIMHUIECKON M HEOTIOKHOM
nenuaTpuu ¢ Kypcom UTIO, r. Vipa, Poccus

Hertsapes I.H. - 0.M.H., mpodeccop, Bpau meauarp, 3aMeCcTUTeNIb IMPeKTopa 110 HayyHoit paboTe
OI'BY "HayuHblii LEHTP aKyllepcTBa, IMHEKoJoruu wu nepuHartonoruu um. B.M. Kymakosa"
MwunsnpaBa Poccum, 3aBemyonmii Kadeopoil HEOHATONOTMM IeOMaTPUIECcKOTo (aKyabTeTa
OTAQY BO «IlepBeiii MIMY um. .M. CeueHoBa» MuH3apaBa Poccuu, mpencenatenb CoBeTa
OOIIepOCCUIICKO/  OOIIEeCTBEHHOI  OpraHM3alMy  COHEICTBUS  Pa3sBUTUIO HEOHATOJIOTUU
"Poccuiickoe 0611eCTBO HEOHATOJIOTOB"

Bypos A.A. - 3aBenyiomuii 0 KIMHMYECKOIV paboTe OTHeNeHUs] XUPYPruuM HOBOPOKIEHHBIX
ornena HeoHarosmormu u neauatpum OI'BY "HayuHblli LEeHTpP akyllepCcTBa, TMHEKOJIOTUM U
nepunartonoruun um. B.M. KymakoBa" MwuH3gpaBa Poccum, Bpad aHeCTe3MOIOT-PeaHMMaTosior
Boiciiei kateropun, ®I'bY "HayuHblli LIeHTp aKyliepcTBa, TMHEKOJIOTUM M MEPUHATOIOTUM UM.
B.. KynakoBa" MuusapaBa Poccun

KoBanés WU.U. - n.M.H., mpodeccop, 3aBeAylolIuii OTHeNeHMeM [IeTCKOM KapauoIoTuu U
apUTMOJIOTUY 060COGIEHHOTO CTPYKTYPHOTO IofpasjeineHus - HayuHO-MccienoBaTe bCKui
KIMHUYECKUI MHCTUTYT neguatpun umenn akagemuka l0.E. Benstumesa ®I'50Y BO PHUMY um.
H.N. I[TuporoBa M3 P®, Mocksa, Poccust

BonkoB A.B. - K.M.H., 3aBemyiomiuii yslabopaTopueir MHCTPYMEHTaJIbHO! ¥ Y3-IMarHOCTUKYU
®I'BHY HMMP um. B.A. HacoHoBoit

Tpynuuna U.U. - 1. M. H., Tpodeccop, 3aBenyomias Kapauoaornyeckum otaenerHuem, II'6 N7 vim.
3.A. BamnsieBoii [lerraprameHTa 3paBooxpaHeHus . MockBbI, Poccust

OBcsiHHUMKOB [.J0. - n.M.H., mpodeccop, Bpad-TieAuaTp, Bpad-TyJIbMOHOJIOT, 3aBeAyIOIINii
Kadenpoit neTckux 6onme3Helt MeguuuHckoro dakynbreta ®TAOY BO «Poccuiickuii yHUBEPCUTET
Ipy>k6a HapomoB» r. MockBa, Poccust

AopynatumnoBa W.B. - Bpau-meTcKuMii KapayosIor, MIOMOITHUK AMPEKTOpa IO jedyebHOiT paboTe
000CO6JIEHHOTO CTPYKTYPHOTO TTompasmeneHus - HaydHO-MCCTIemoBaTeNbCKUil KIMHUYECKUIT
MHCTUTYT Tenuatpuu umeHu akagemuka lO.E. Benptumesa OI'BOY BO PHUMY um. H.U.



IMuporosa M3 P®, MockBa, Poccusi, OTBETCTBEHHBIN ceKpeTapb Bcepoccuiickoit 0611ecTBeHHOI
opraHmusauum «Accouyanys JeTCKux Kapayuonoros Poccun», Mocksa, Pocenst

ABTOpBI TOATBEPKIAIOT OTCYTCTBME (DPUHAHCOBOI IOAIEPKKM/KOH(MIMKTA MHTEPECOB,
KOTOPBIi HE0OX0AMMO OOHAPOL0BATh.



ITpunoxxenue A2. MeTomonorusi pa3padoTKu
KJIMHUYECKMX PEKOMeH Al

IleneBass ayguTOPUS KIMHNYECKUX PEKOMEHIAINit:

1. Bpaun—-neguarpsr;

2. Bpauu — neTckue KapauoJioru;

3. Bpaun — cepmeyHO—COCYAUCTbIE XUPYPIU;

4. Bpauu aHeCTe3M0NI0rM—peaHMaToNIorn

5. Bpaum 0611eii MpakTUKY (ceMeliHbIe Bpaun);
6. CTyneHThl MeIULIMHCKMX BY30B;

7. O6yuaroniuecs: B OpAMHATYPe U MHTEPHATYPeE.

MeTozbl, MCIIO/Ib3yeMble IJisi c60pa/ce/IeKIMM A0Ka3aTe/IbCTB: MTOVCK B JIEKTPOHHbBIX 06a3ax
TAHHBIX.

OmnmcaHue MeTO[O0B, MCIIOJb30BaHHBIX [IJiII OIEHKM KauecTBa U CWIbI JIOKa3aTe/IbCTB:
JIOKa3aTeIbHOI 6a30¥i [JisI peKOMEeHIAlMii SIBJISTIOTCST yOIMKauuy, Bolreaine B KoxpeifHOBCKYIO
6ubnoreKy, 6a3bl JaHHbIX EMBASE, MEDLINE 1 PubMed. I'y61Ha moucka — 5 JieT.

METOI[bI, UCITIO/Ib30BAHHBIEC /IS OI€HKU KaveCTBa Y CUJIbI JOKAa3aTe/IbCTB:

® KOHCEHCYC 9KCIIEPTOB;
* OIleHKA 3HAYMMOCTY B COOTBETCTBIUY C PEATUHTOBOM CXEMOIA.

MeTozpbl, UCIIO/Ib30BaHHbBIE JJISI aHAIM3a J0Ka3aTe/lIbCTB:

¢ JCCIedJOBaHMS NAaHHbIX Me€Ta—aHa/Iu30B;
¢ aHa/In3 CUCTEMATU3MPOBAHHBIX O630pOB MHOTOLEHTPOBBIX KIIMHNYECKUX uccaenoBaHuii mo JiI.

OnucaHue MeTO/IOB, MCII0Ib30BaHHbIX JJISI aHa/IM3a T0Ka3aTeJIbCTB

[lpu oT6ope mMybGnMKaILMiIi KaK MOTEHUIMAJbHBIX MCTOYHMKOB JOKA3aTelIbCTB MCIIOMb30BAaHHAS B
KaKIIOM MCCIeNOBAaHUY METOIOOTUS M3YyUaeTcsl AJIsl TOTO, YTOObl yOenIUThCsl B ee BaJIMIHOCTH.
Pe3ynbraT M3ydyeHUs] BAMSET Ha YPOBEHb JOKa3aTelbCTB, MPUCBAMBaeMblii MyOaIMKaluuy, YTO B
CBOIO OUepesib BAMSIET Ha CUTY PeKOMeH/IaIui.

11 MUHUMM3AIMM TIOTEHIIMATbHBIX OMIMO0K KakIoe MCCIefoBaHue OlleHUBAIOCh He3aBUCHMO.
Jlio6ble pasauumsi B OLeHKaxX OOCYKOaluMCh BCeii TPYIOil aBTOPOB B IOJHOM cocraBe. Ilpum
HEBO3MOKHOCTH IOCTVKEHMsI KOHCEHCYCa PYMBIEKAICS He3aBUCUMBIii IKCITEPT.

TaGanIIbI JOKA3aTe/NIbCTB : 3aII0JIHSIMCh aBTOPAMM KIVMHUYECKMX PEKOMEeHIALIVIA.
MeTozbl, UCII0JIb30BaHHbIE AJIS (POPMY/IMPOBAHMS PEKOMEHIAIINIL: KOHCEHCYC SKCIIEPTOB.
HNHaukaTopsl 1oOpoKauecTBeHHOI npakTuku (Good Practice Points — GPPs)

PekomeHmyemMasl TOOpOKauyecTBEHHAsI IPaKTMKa 0as3sypyeTcsl Ha KIMHMYECKOM OITbITE aBTOPOB
paspaboTaHHbIX PEKOMEHIAIINIA.

DKOHOMMWYECKUI aHA/IN3
AHanmM3 cTOMMOCTM He TTPOBOAWIICS U ITyGMKaIum 1o (papMakoIKOHOMMKE He aHATIUM3UPOBAJIUCH.
Merop Banuzauuy peKoMeHanuin

e BHeIIHsS 3KCIIepTHAs OLleHKa.
e BHyTpeHHSIs 9KCIIepTHAas OlleHKa.

OnmcaHue MeToAa BaauIaluy PeKOMeH At

Hacrosine peKoMeHOaumum B Hpe,ﬂBapV[TeanOﬁ BepCcun OB peneH3poBaHbl HE3aBMCMMbIMU
JKCIIepTaMM, KOTOpbIE IIpeXae BCEro KOMMEHTHUPOBAJJIM, HACKOJIbKO OOCTYIIHA OJIsd IIOHMMAaHUA
MHTepIpeTanns 10Ka3aTe/JIbCTB, JIeXKallldsa B OCHOBE DEKOMEH,HHLU/H;'I.



or Bpaqeﬁ MMEePBMYHOI'0 3B€HA IMOJIy4Y€Hbl KOMMEHTApPUNM B OTHOIIEHUM JOXOOUMBOCTU M3JIOXKEHUS
JaHHbIX DEKOMEH,Z[aLIMﬁ, d TaKKe MX OLI€HKad BaXHOCTU IIpeajiaraeéMbIX pEKOMEHJlaLU/Iﬁ Kak
MHCTPYMEHTa TOBCeTHEBHOM IIPAKTUKN.

Bce koMmMeHTapuy, IOyYeHHbIE OT HKCIIEPTOB, TIIATENIBHO CYCTEMATU3MPOBAINCH U 06CYKIAINCh
yjeHamMy paboueil TPymmbl (aBTOpamMyM peKoMeHmaruif). Kaskmelii ITIYHKT oOCyKmajics B
OTIEeTbHOCTH.

KoHcynbTanms u 3KCIIepTHasI OLleHKa

[IpoexT peKOMeHJaLuii 6bIUT pelieH3UPOBaH He3aBUCUMMbIMM SKCIIEPTaMy, KOTOPBIX IIPEXKIE BCErO
IOIIPOCU/IM IIPOKOMMEHTMPOBATh JOXOQUMBOCTb M TOYHOCTb MHTEpIIpeTalMy [TOKa3aTeabHOi1
6asbl, JIeKaleli B OCHOBE PeKOMEeHIaLyIi.

Pa6Gouas rpymia

s OKOHYATENbHOM peJakuuy M KOHTPOJIS KayecTBa pPEKOMEHZAIMM ObUIM TOBTOPHO
MMPOAHAIN3UPOBAaHbl WieHaMM paboueii TPYMIbl, KOTOPble MPUIUIM K 3aKITIOUEHUI0, YTO BCe
3aMeYyaHus ¥ KOMMEHTapuUM SKCIIePTOB MPUHSTHI BO BHUMAaHMe, PUCK CUCTEMATUUeCKIUX OIIMOOK
Tpu pa3paboTKe PeKOMEHAIINI CBeIeH K MUHUMYMY.

OcHOBHBIE peKOMeHAaIuu

Knacc pexkomenpanmit (1-3) Ha OCHOBaHMM COOTBETCTBYWOIIMX YPOBHeN noka3aTeinbCTB (A-C) u
MHIMKATOPbI JOOPOKAUECTBEHHOI MPaKTUKU (Tabi. 6) — good practice points (GPPs) mpusoasTcs
TP U3JIOKEHUM TEKCTa PEKOMEH AL,

Tabnuiia 8. YpOBHM yOeIUTETbHOCTM PEKOMEHIALIVI

Knacc . Y6eautenbHocTH OnucaHue
pekoMeHaauumn
Knacc I Mpoueaypa wAM  neyeHne SBAAIOTCA  MNONE3HbIMW/3DMEKTUBHBIMM, OHU  AOSKHbI  ObITb

BbII'IOJ'IHeHbI/Ha3HaqubI.

Knacc Ila Mpouenypa nnu nevyexve ¢ 601bLIOK A0NEl BEPOSTHOCTU SABASIOTCS MONE3HbIMU/3(hdHEeKTUBHbLIMY,
NX pa3yMHO 6b1s10 6bl BbINOMHUTL/HAa3HAYNTb.

Knacc IIb MpoTuBOpeunBble AOKasaTenbCTBa O MONb3e/3PDEKTUBHOCTM MNPOLEAYPbl WAN JIeYEHUs, UX
Bbll'lOﬂHeHI/IE/HaBHaLIeHVIe MOXeT 6bITb paccMOTpeHO.

Knacc III Mpouesypa WM nevyeHue SIBASIIOTCS  BPeAHbIMU/HEIP®HEKTUBHBIMUA, OHW  HE  JODKHbI
BbINOIHATHLCS/Ha3HAYaTLCS.

TaﬁJmua 9. VpOBHI/I OOCTOBEPHOCTHU JOKA3aTEJIbHOCTU

YpoBeHb focToBepHocTM | Onpeaenexve

[l0Ka3aTenbHOCTU

A [lokasaTenbCcTBa MosyyeHbl Ha OCHOBAHUKM MHOTOYUCIEHHbLIX PAaHAOMU3UPOBAHHBIX KIMHUYECKUX
1ccnefoBaHuii U MeTa-aHanM3oB

B [okasaTenbcrBa nonyuyeHbl Ha OCHOBAHWW OTAEMbHbIX PaHAOMM3MPOBAHHbIX WM 6onbLIMX
HepaHAOMU3NPOBaHHbIX UCCNeA0BaHWMI

C EavHoAylwHOE  MHeHMe 3KcnepToB  W\uauM  HebonbluMe  WCCNefOoBaHWs, PeTPOCMEKTUBHbIE
MCCNefoBaHUsl, PErUCTpbI

CxeMa [Iij1s1 OLIeHKM YPOBHSI peKoMeHaanuii —*B Tabnuiie 1mbpoBoe sHaueHre COOTBETCTBYET Cuiie
peKoMeH Ialnii, GYKBeHHOe — COOTBETCTBYET YPOBHIO I0Ka3aTeTbHOCTI

AKRTyanmsanus JaHHBIX KIMHUYECKUX PEKOMEHIaluii OyJdeT IIPOBOAUTHCA He peke, 4eMm
OAVH pa3 B IATh jeT. [[puHaATHe pelreHMs 06 O6HOBIeHNU GYAeT IMPUHATO Ha OCHOBAHUM
MpeIJIoKEeHMIA, MpeaCcTaBIeHHbIX MeAUIVHCKUMU npodeccrnoHaIbHBIMMU
HEKOMMEPYECKMMHM OpPraHm3alusaMM C YIETOM pe3yJbTaTOB KOMIUIEKCHOM OIeHKU
JIEKapPCTBEHHBIX MPenapaToB, MeIUIMHCKUX U3TEINi, a TaKKe Pe3yIbTaTOB KIMHUIECKOI
anmpoo6auun.



IIpunoxenue A3. CBI3aHHbIE JOKYMEHTbI

IMopsiakyu oKa3aHMA MEeOUIIMHCKOM IMTOMOIIM:

ITpuka3 MuHKcTEpCTBa 3apaBooxpaHeHust Poccuiickoit @emepariyn ot 25 oktsiopst 2012 1. No 4400
"0O6 vyrBepkaeHuy Ilopsimka oOKa3aHMSI MEOWIIMHCKOM TIMOMOIIM II0 Tpodwiio "meTckast
Kapouosorust” (3apeructpupoBaHo B MuHiocTe PD 4 nexabpst 2012 1. Permcrpamnymonubiii No
26000)

ITpukas MuHKcTepCTBa 3apaBooxpaHenns Poccuiickoit ®emepauyy ot 15 Hos6pst 2012 1. No 918u
"06 yrBepskmeHuy ITopsiaka oKasaHUs MeOUIIMHCKOI MTOMOIIY GOJIbHBIM CePAeYHO—COCYIUCTBIMMU
3abonmeBaHmsIMu" (3apernctpupoBaHo B Muniocte P® 29 mekabps 2012 r. PerucrpaiioHHbIi No
26483)

KP337. bonesoii cunnpom (BC) y netet, HyXAAOIMIMUXCS B IA/UIMATUBHONM MeIUIIMHCKON ITOMOIIN



http://cr.rosminzdrav.ru/#!/schema/886

IIpunoxkenne b1. Anropurm guarHoctuku JII' y gereit

HET

IIpnnokenue b. Airopurmsl BejeHMs nalnyieHTa

Hanmdee #anod, cOOTEETCTEYIOWER JII, H/HIH
agaMuesa mo JII, H'ETH KIHHATECERY cHMOToMoR JIT

Jr
MATOBEPOATHA

Ecte 3FKT m/ana 3XO0KT, g/am
peRTreHOrpadIiecyHe
nprzHaEHE JIT

aa

HanpaeneHHe B
CHOENHATHIHDO-
BAHHRIH IEHTD

Hanmame BIIC v/ans SonesHed
JIEEBIX KaMep Cepama

ga

HanpaeneHHe B

CIIE! ATHIHDOD-
E2HHEI LeHTD

$B/]I H'HIHE DOIHCOMED-
rpadHIECKHE IPH3HAKH
pecTpHEIHHE TerkEy mie HM3

oa

BepoatHa
T3IIA

Hama=me HapyImeHHA OpH
BEHTH.LIATHOHHO-Nepdy3HOHHOH
HHTHIPAMHHE TerKHX

HET

HanpaeneHds B

COEHATHIHDO,
EaHHEIH OeHIP

HanpaeneHHe E 3KCOepTHRIE HeHTp mo JIT

IIpunoxenue b2.Anroputm neyenus JIAI' y nereii



PeroMeHI0BIH
BEK

YV nyumeHHs

Hameune JIAT y peberra

E330PEAETHEHOCTE

IIpogom#EaTs
TIeYIeHHE

HazHa4geHHe 0OHOTO
cnemadEIECEOTO
EpOpANEHOTD NPENapaTa
nna geqerHEs JIT

YV ny4meHHs

a2

IIpomomxaTs
JIeMeHHE

IIpoAomKaTs
TeueHHE

IIpomomxaTs
IeueHHE

TTamHeHT Ipy sl
BEICOKOTO pPHCKa?

HazmaueHue ETOPOTO
cnenadEIECKOTO
EpOpATBHOTO NPENapaTa
ana neverss JIT

VaydmeHHE

HasHaweHHe TpeTBETD
crnequdHEIECEOTO
npemapata and JedeHsd JIT
- IpoCTaHOHIA

YnyumeHHe

TlonozmTeneEEdt 0CTPEE TECT H

HazHaueHHE
OpQoCTaHOHIA H
PAHHHH Oepe-
X0 Ha KOMOH-

OE: 1]
TEpAIHID

YV ny4meHHs

az

IIpogomEaTs
TIeYEHHE

HITH Cepaua-TeTEHX )

Perom EHAOBaHO PEIIEHHS BOIPOCA O METOOE

OHNEPATHEHOTD JEYMEHHA |ATPHOCENTOCTOMEA,

aHacTaMos IloTTca, TP3HCIUIZHTAHA JTETEHX

IIpunosxkenue B1. Anropurm auarsoctuxku JII' y nereit
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C60op AaHHbIX
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IIpunoskenuie B2. AIropuTm JieueHNsI TeTOYHONM apTepyuaaibHON r'UIIePTeH3UN Yy AeTe
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OcTpblit TECT Ha
Ba30PeaKTUBHOCTb

OLeHKa rpynnbi pucka

'HaaHauenue npenapata
npocTaHoMaa 1 paHHuit
nepexoa B
KOMBMHMpOBaHHYIO
Tepanvio

TMponomkeHue
Ha3Ha4YeHHOrO Kypca

AanbHeiwni
ANErHOCTUHECKUI
ToUCK B pamkax
[APYTUX BOIMOKHBIX
3abonesaHnit

PekomeHaoBaH

neyeHus Npenaparamu
TpynMkl GMIOKATOPOB.
KaribLMeBbIX KaHarnos

Mpoonkars nevetve
npeng"pa'rauu TpyNNbI
KanbLMeBbIX KaHanos




IIpunoxenue B. UHGopmanius ajis1 IaMeHTOB

JleroyHasi TUHEPTEeH3UsI — Yrposkalolllee IMaToNIOTMYeCKOoe COCTOSTHMEe, KOTZa B JIETKUX
YXYAIIAeTCsT MMUPKY/ISLNSI KPOBU M CepAIly CTAHOBUTCS KpaifHe TpymHO paboraTh. MIMEHHO Tak
TIPOUCXOAUT y AETel, CTPAfaonMX 3TUM IMOTEHIMATBHO CMEPTETbHbIM 3a00/IeBaHNEM, TOITOEe
BpPEMSI CYMTABUIVMMCST HEU3IEUMMbIM.

Oppliika, cephiebreHre ¥ TOBBIINIEHHAs YTOMJISIEMOCTbh 3aCTaB/SIIOT AymaTh, U4TO y pebeHKa
6omesHp cepaua win actmMa. Ho B psiie cIydyaeB 3TM CUMIITOMBI MOTYT OBIThb BbI3BaHbI
TaTOJIOTUYECKMMY M3MEHEHUSIMM KPOBEHOCHBIX COCYyHOB Jierkux. COCy[bI CTAHOBSITCSI BCe Gosee
u Gosnee y3kuMu. B pesynbraTe Bce MeHbIle KPOBYU AOXOAUT JI0 BO3AYIIHBIX MEIIOUKOB (2JIbBEONT)
JIETKUX, 3aTPyOHSS TIONyYyeHMe OpraHu3MoM pebeHKa Kuciopopa. OIIylmeHus] CTPaJaoiyx
JIETOYHOIi TUIIepPTeH3Mel Tomo06HbI MPeOGhIBAHMIO HA BbICOTE HECKOIBKMUX ThICSY MeTpoB. Cepile
BeZeT Bce Oosiee OKECTOUEHHYI 60OpbOY C IOIMOMHUTENBHBIM COIPOTHBIIEHMEM, CO3/laBaeMbIM
CY>)KEHHBIMM KPOBEHOCHBIMU COCYIAaMM, TIOKA B KOHIIE KOHI[OB HE OTKAa3bIBAET.

V HEKOTOPBIX JIeTell MOBBILNIEH PUCK PAa3BUTUSI JIETOYHOI TUIIEPTEH3UHU, HATIPUMeD, TIPU MTOPOKe
cepalla, ayTOMMMYHHBIX 3a00/leBaHUSX, OPOHXOJEroyHOW mucruiasum wuam BUY-uuberumm.
[IpaBWIbHBIN AMArHo3 YacTO YCTAaHABAMBAIOT CIAUIIKOM TO34HO. I[IOCKOJIBKY JIerouHas
TUTIEPTEH3US PAa3BMBAETCS MOCTENIEHHO U Ha HaYaJIbHOM 3Tare CUMIITOMbBI OTCYTCTBYIOT, €€ 4acTO
IMarHOCTUPYIOT YKe B TsbKeynoi craguu. Kak mpaBumio, TpeGyeTcsi KOHCYIbTAlMs HECKOJIbKUX
Bpaueii, Mpex/je 4eM yaeTcst [IOCTaBUTDb AMarHo3 JIeTOUHO TUIlepTeH3Mn. BaxkHyio MHpOpManuio
MOXHO TIONYYUTh TIPM  IXOKapaMOrpaduueckoM UCCIeOBaHMM. IlodyuyeHHble JJaHHbIe
He0O6XOAVIMO, eC/Iy ITO3BOJISIET COCTOSTHYE TAIEHTa, TOATBEPAUTD, HAIIPSIMYIO M3MeDsIsl JaBJIeHye
B CepZlie ¥ COCY/ax C TIOMOIIBIO CITelMaIbHOTO KaTeTepa.

Ecmn ymaercst BbISIBUTH 3abojieBaHMue Ha paHHEN CTafyuy, MOXHO CTabuUIM3MPOBATh COCTOSTHME
ManyeHTa U MoaJepKMBaTh 60jiee BLICOKOE KauecTBO KM3HM. HemaBHO eIVHCTBEHHOM Halexkmoit
IIJIS TIALIMEHTOB C JIETOUHOJ rUMIIepTeH3ueit Oblia epecaka jierkux. OgHaKo yKe ceifuac MMeeTcst
BO3MOKHOCTh 3(D(hEKTMBHO JIEUNUTh JIETOUHYIO TUIIEPTEH3UIO CIIelMaJbHBIMIU JIEKAPCTBEHHBIMMU
rpernapaTamu.

Kaskmplii opraHmMsm pearmpyeT Ha METOIbI JIeUeHNsT U JIeKapCTBEHHbIe MperapaThl 0—pasHOMY.
[TosTOMy CKasaTh, KaKue M3 HUX OKaXyTcs Haubojee AEeCTBEHHbBIMM MMEHHO [Jjis1 Baiero
pebeHka, 6e3 CrelyuaabHOTO OOCAeIOBaHUSI ¥ IOCIEAYIONEro MMOCTOSHHOTO HAGIIOJeHNsS] He
MpeCTaBIIsIeTCsI BO3MOXKHBIM. [IpOKOHCYIBTUPYIITECH Y CBOETO JIeuallero Bpava.



IIpunokenmne I.

PacummdpoBKa npumMedaHmin

..7¥— nexapcTBeHHbII1 IIperapaT, BXoAsuii B [lepedeHb XM3HEHHO HEOOXOAMMbIX M BasKHEIINX
JIeKapCTBEHHbIX MperapaToB s MegulMHCKoro mnpumeHeHuss Ha 2016 rop (PacriopsbkeHue
ITpaBuTenbcTBa PO ot 26.12.2015 N 2724-p)

- JlekapCcTBeHHbIN mpenapar Ha Tepputopun Poccuiickoit @enepauym gjsi nedenus JIAT y
nmereii 2 net u crapiie. C 0CTOPOKHOCTbIO BO3MOXXHO IPMMeHeHMe ¢ Bo3pacTa 3 mec.

...2 JlekapcTBeHHBI}I TIperapaT Ha TeppuTopuu Poccuiickoii ®emeparuyu nedenus JIAT y
nanyeHToB crapiie 18 sier. IlpemapaT Ha3HA4aeTCs JETSM IO pelleHuI0 BpaueGHOI KomMuccuu,
TIpY YCIOBUY Haymmuust THOPMMUPOBAHHOTO COTIACHs TalyieHTa U\WIM er0 POJUTEe.



