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KpaTkoe n3jioxeHne NPUHATHIX pelIeHUI: AJIKOT0JIbHBIN cTeaTorenaTuT

IIpenmer PexoMennanumn Creneap | IlyHKT B
aHaJm3a o0ocHO- | pexomeH-
BaHHOCTU | mammsix
Oo6o6maromee | /s BHISBICHUS NALUEHTOB TPYNIIBl PUCKA HEAOCTAaTKA MUTAHUS ClIe- C 1.1
IyeT UCIOJIb30BaTh IPOCTHIE METO/IbI, KOTOPBIE MOXKHO IIPUMEHUTH Y
MIOCTENHN MaIeHTa, HalpuMep, aHaiau3 1o mkaine CyosexkTuBHOTO O6-
mero Cocrosaus (Subjective Global Assessment) niim aHTPOTIOMETPHUIO
Pexomennyemoe motpebienue sHeprun: 35 — 40 KKaJ/Kr macchl Te- C 1.3
na/cyt (147-168 x]Jx/Maccel Tena/cyT)
Pexomenayemoe norpebienne 6enkoB: 1.2 — 1,5 T/kr Macchl Tena/cyT C 1.3
Peanuzauus Korpa mamueHT He cmocoOeH YOOBIETBOPATH CBOIO IOTPEOHOCTH B A 1.2
9HEPTUU NPUEMOM OOBIYHOM MHIIM, CIEAYEeT HCIIOIb30BaTh AOIOIHU-
TEJIbHOE SHTEPATIHHOE MUTAHNE
Kax npaBuno, pekoMeHyeTcs nepopaibHOe UCIONb30BaHNE Ipernapa- B 1.3
TOB JIJI51 HCKYCCTBEHHOTO NMUTAHUS
Crioco6 Ecmu manmeHT He crocoOeH COXpaHATh aJIeKBaTHBIE MEPOpabHBIE TI0- A 1.3
MOCTYIUICHUS CTYIUICHUS, CIEAyeT MCIOJIb30BaTh 30HJOBOE NMUTAHUE (ke IpHU Ba-
PUKO3HOM pacIIUPEHUH BEH MHUIIEBOA)
Hanoxenue 4peckoXHOM HHIOCKOMUYECKOM TacTPOCTOMHUM COIPOBO- C 1.3
JKaaercst 6osee BEBICOKUM PHUCKOM OCJIOKEHHEH 1 He PEKOMEHIyeTCs
Tun popmyner | B nenoM pekoMeHI0BaHBI TperapaThl HA OCHOBE IETHHOTO Oelka C 1.3
npenapara VY manueHToB C acIUTOM CIIEAYeT PacCMOTPETh BOMPOC 00 HCIIONB30- C 1.3
BaHUM Ooyiee KOHIICHTPHUPOBAHHBIX MPEMapaToB ¢ OOJBIINM CoJleprKa-
HUEM DHEPTUHU
VY nauueHToB C MEYeHOYHOH sSHIedanonarveil, pa3BHBAIOLIEHCs BO A 1.3
BpeMsl SHTEPAJBHOIO MUTAHUs, CIELyeT WCIOJIb30BaTh Hpemnaparbl Ha
0ocHOBe ()OPMYIIbI C MOBBILICHHBIM COAEPKaHUEM aMUHOKHUCIIOT C pas-
BETBJICHHOI LIENBIO
Kpatkoe n3iioxenue npuHATHIX pemienuii: Llmppo3 neuenn
IIpenmer PexoMennanumn Crereap | IlyHKT B
aHanu3a 000CcHO- | pekoMeH-
BaHHOCTU | mammsix




Oo6o0wmaromiee

JInst BBISIBJICHHS TALMEHTOB IPYIIIBI PHCKA HEJ0CTaTKa IIUTAHUS ClIe-
JyeT MCIOIb30BaTh IPOCTHIE METO/IBbI, KOTOPHIE MOKHO IIPUMEHUTD Y
MIOCTENH MaIeHTa, HalpuMep, aHaiau3 1o mkajne CyosexTuBHOTO O6-
mero CocrosHus (Subjective Global Assessment) win aHTPOIIOMET-
puIo

2.1

JI71sl KOMTMYIECTBEHHOTO OIIPEACIICHUS HE0CTaTKA MUTAHUS CIICTYyeT
HCIIOJIb30BATh MOKa3aTeNb (Pa30BOTO yIJIa WM KIETOYHOU MacChl TENa,
3apErUCTPUPOBAHHBIX OMOAIEKTPHUYSCKUM HMITCJAHCHBIM aHATH30M,
HECMOTpS Ha TO, YTO Y TIAIIMEHTOB C aCIIUTOM METO]T UMEET PSJI Orpa-
HUYCHUN

2.1

Pexomenmyemoe nmorpebnenue 6emka: 1,2 — 1,5 r/Kr Macchl Tena/cyT

Peanuzanus

Korga mammenT He cmocoOeH yAOBIETBOPUTH CBOIO MOTPEOHOCTH B
SHEPTUY TEPOPATBHBIM PUEMOM TIHIIU, HECMOTPS Ha aJICKBaTHBIC HH-
TUBUIYAIIBHO aJalTHPOBAHHBIE PEKOMEHIAIMA OTHOCHTEIBHO ITHTa-
HUS, JOTIOJTHUTEIHHO CIIEYET HCITOJIH30BaTh DPHTEPATHHOC TUTAaHUE

2.2

Cnoco0
NMOCTYNJIeHUS

Ecnmm mamueHT HEe crmoco0eH Mo IepKUBATh aJIcKBATHBIC MTepOpaTbHBIC
MOCTYTUICHUS] OOBIYHBIM MATAHUEM, CJICYET UCIIOIb30BaTh!

- TOTIOJTHUTENIBHOE MTEPOPATLHOE TUTAHKUE WIIN
- 30HJI0BOC NMHUTAHWE (JaXe MPU HATUYUU BAPUKO3HO PACIIMPEHHBIX
BEH ITUIIEBO/IA)

o >
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23
23

Hanoxenue 4peckoXHOM HHOCKOMWYECKOM TacTPOCTOMHUM COIPOBO-
JKHaeTcst 601ee BBICOKUM PHUCKOM OCTIOKHECHUN M HE PEKOMEH Ty eTCsI

Tun

(opmy.int
npenapara

B 1ienmom pekoMeH0BaHbI IpenapaThl ¢ (OpMyJIOi Ha OCHOBE IEIBHO-
ro Oemaka

23

VY mauueHToB ¢ aCUTOM CJICAYCT paCCMOTPETL BOIIPOC 00 HUCII0IB30-
BaHUHU Oollee KOHOCHTPHUPOBAHHBIX NPEHapaToB C OOJIBIIIM COACpiKa-
HUEM SHCPIun

23

VY nanueHToB ¢ IMEYeHOYHOH SHIedanonarueil, pa3BUBAOLIEHCS BO
BpEMsI SHTEPAIILHOTO MUTAaHMA, CIEAyeT UCIOIb30BaTh Ipenaparbl Ha
OCHOBE (h)OPMYJIbI C MOBBILICHHBIM COACPKaHWEM aMUHOKHCIIOT C pas-
BETBJICHHOI LIETBIO

23

[Ipu manexo 3amienineM IUPPO3€ YIYUIIUTh KIMHHYECKUN HcxoJ 60-
JIE3HU JOTIOJIHUTENBHOE NepopajibHOE NMPUMEHEHHE AMHUHOKHUCIOT C
Pa3BETBICHHON LETIBIO

23

Kpartkoe u3jio:kenne npuMHATHIX perieHuii: TpaHcnianTanus U onepaTHBHOE BMELIATEIbCTBO

IIpenmer
aHaJn3a

Pexomennanuu

Crenenn
000CHO-
BaHHOCTH

[IyHKT B
PEKOMEH-
JAIHSIX

Oo6o0mIaronee

Jlnst BBISIBIICHUSI MAIIMEHTOB TPYIIBI PUCKA HEJOCTATKa MUTAHUS Clie-
AYET UCIIOJIB30BAaTh IMMPOCTBHIC METO/AbI, KOTOPLIC MOXHO NPHUMCHUTH Y
MOCTENH MAlMeHTa, HanpuMep, aHanu3 no 1kane CyobektuHoro O6-
mero coctostHus (Subjective Global Assessment) wim aHTPOTIOMETPHIO

C

3.1

Jns KoNM4uecTBEHHOTO OMpeesieHUs] HeIOCTaTKa IUTaHUS CJeayeT
UCIOJIb30BaTh MMOKa3aTesb ()a30BOTO YIJIa WM KJICTOYHOM MacChl Tela,
3apETUCTPUPOBAHHBIX OHOAJICKTPUUECKAM HMIICIAHCHBIM aHAIH30M,
HECMOTpPSA Ha TO, YTO y MAI[MEHTOB C aClIUTOM METOJl UMEET PsJ orpa-
HUYEHHUH

3.1

Iloka3zanmue




ITepen IIpunepxuBatbcs peKOMEHAAMM, MPEATOKEHHBIX IS MAlEHTOB C 3.2
onepanuen IUPPO30M TE€UEHU
ITocne Crenyer HadaTh IprUeM OOBIYHOHN MHIIH/PHTEPATHEHOE MUTAHNUE B TEUE- 32
orepanuu Hue 12-24 4 nocne onepauuu
Crenyer HauaTh MpHEM OOBIYHOW MUIIM WIH SHTEpabHOE MUTAHHUE 3.2
10CJIE€ TPOYNX XUPYPIHUECKUX BMEIIATEIILCTB
Peanuszanus
Iepen [IpunepxuBaTbcs PEKOMEHAALMH, MPEATIOKEHHBIX IJIS MALMEHTOB C
onepanuen IUPPO30M T€UEHU
st geteif, OXUAAOMINX TPAHCIUIAHTAIUIO, PACCMOTPETHh BOMPOC 00 33
VCIOJIb30BAHUH AMHUHOKHCIIOT C pa3BETBICHHOM LIENBIO
ITocne Pexomennyemoe motpebienue sHeprun: 35 — 40 KKaJX/Kr macchbl Te- 33
orepanuu na\cyT (147 — 168 k/[x/kr Maccsl Tena/cyT)
Pexomenayemoe norpebienne 6enka: 1.2 — 1.5 r/Kr Maccel Tena/cyT 3.3
Cnocod
NOCTYIJICHMSI
Ilepen IIpunepxuBatbcs peKOMEHAALMM, MPEAJIOKEHHBIX U1 MAlMEHTOB C
ornepanuen LUPPO30M IEUEHU
[Tocne B nenom pekomMeHayI0TCs Tpenapartsl ¢ (OpMyJIOi Ha OCHOBE LEIBHO- 33
oTIepaIiu ro Oenka
Y ManueHToB ¢ aCIUTOM H3-3a BIUSHUS Ha BOJTHBIM OOMEH MPEAIoUTe- 33
HUE cJielyeT OT/aTh 0oJjiee KOHLIEHTPUPOBAHHBIM Ipernaparam ¢ 00Jb-
MM COJIep>)KaHUEM SHEPTUHI
VY nauueHToB ¢ MEYEHOYHOH SHIedaonarveil, pa3BHBAOLIEHCs BO 33
BpeMsl SHTEPAJIbHOIO MUTAHUS, CIELyeT WCIOJIb30BaTh Ipemnaparbl Ha
OCHOBE ()OPMYJIBI C TIOBBIIICHHBIM COJICPKAaHUEM aMHUHOKHUCIIOT C pas-
BETBJICHHOM LIENBIO
Hcxon
[lepen VYiydmeHue mokasarenei JeTaTbHOCTH WM YacTOTHl OCJIOKHEHUH B
ornepauen HEepUOIICPaTUBHOM IEPHOJE 3a CUET Ha3HA4YCHHUS Iepen orepauuei
30H/I0BOTO MUTAHUS WU JOTOJHUTEIBHOTO MEPOPaIbHOIO HUCIOIB30-
BaHUs MpenapaToB JUId UCKYCCTBEHHOTO NMUTAHMS 0 CUXO MOp HE J0-
Ka3aHbl
Ho ueTkue pexoMeHAau OTHOCUTENIFHO JIUeOHOTo MUTAHUS y Halu- 3.4
€HTOB C HEJOCTATKOM IIUTAHUS IPU LHUPPO3€ MEUECHU MOAKPEIUIIIOTCS
peIIeHUsAMH OTHOCUTENIbHO MUTAHUS PU LHUPPO3€ MEYCHHU, CIIeIaHHbIe
B YTBEpKJeHUU 2.4
ITocne JlJ1s manueHToB ¢ TpaHCIDIaHTAIUEH TIeueH WM OOJBHBIX XUPYyprude- 34
oreparuu CKOT0 HMPOGUISL C LUPPO30M NE€UYEHH C LENIBI0 YMEHBIICHNUS OCIOXKHE-

HUH (B 4aCTHOCTHM WH(EKIMOHHBIX) B MEPUOIIEPATHBHOM IMEPHOJIE pPe-
KOMEHAYETCs paHHHH MpHUeM OOBIYHOW NHINM WIM paHHee Hadaio SH-
TEPAJILHOTO MTUTAHUSA




