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AOCTpaKT

[TpenmodrurensHOE UCTIOIB30BAHKUE TIEPOPATTEHOTO/IHTEPATLHOTO MUTAHUS Y TIAIIMCHTOB
B KPUTUYECKOM COCTOSIHHH, & HE IMOKOsI KUIICYHUKA, PEKOMEHIYeTCS ¥ TIPUMEHSIETCS TI0-
BCeMeCTHO. B 3Tol cTaThe mpencTaBieHbl MPaKTUYECKUE PEKOMEHIAIUU [0 SHTEpalib-
HOMY MHUTAHUIO B COOTBETCTBUHU C MOCIECTHUMU AMEPUKAHCKUMHU U €BPOMEUCKUMH PYKO-
BojicTBaMH. HU3K0103MpPOBaHHOE HHTEPATHLHOE MUTAHKE MOXKHO O€301MacHO HAYMHATH B
TeueHue 48 4 mocie MocTyIuieHus, Jaxe Ha (OoHE BBEACHUS MaJIbIX UM YMEPEHHBIX 103
Ba3oIpeccopoB. UpeckoKHbII SHTEpaTbHBINA JOCTYI CIEIyeT UCIOIb30BaTh, KOTIa Mpe/-
noJlaraeTcsi SHTEpaJIbHOE NMUTAaHKUE B TeueHue >4 Hezenb. JlocTaBka SHEPrUuu HE JTOJDKHA
PaACCUUTHIBATELCS IS COOTBETCTBHUS PACXOMy DHEPTUU A0 4—7-TO JHS, a UCIOJIB30BaHUC
BBICOKOKQJIOPHIHBIX CMECE MOXKET OBITh OTPAaHHYCHO CIydasMH HEIEePEHOCHUMOCTH
M30KAJIOPUUHOTO SHTEPATLHOTO MUTAHUS B MOJTHOM OOBbEME WM MallMeHTaM, KOTOPhIM
TpeOyeTcsi orpaHuueHue >kunkoctu. Huskue no3el Oenka (MakcumyMm 0,8 T/KT/neHb)
MOJKHO JTaBaTh HA PAHHEH CTaJIMH KPUTHIECCKOTO COCTOSHUS, B TO BPEMSI KaK IEJIEBON YPO-
BEHb Oenka >1,2 T/Kr/AeHb MOKHO pacCMOTPETh Ha dTare peadbunuranni. BosHUKHOBEHHE
cuHpoMa Bo3oOHOoBIeHMs nmutanus (refeeding syndrome) HeoOXo1uMo OIICHUBATH Ty TEM
€XXeJIHEBHOTO U3MepeHUst ypoBHs (hochaToB B II1a3Me, a IpU CHIKEHUH YPOBHsI (hocdaToB
Ha 30% cieayeTr CHUKaTh CKOPOCTh SHTEPAILHOTO MUTAHUS U BBOJUTH BBICOKUE 03Bl TH-
amuHa. PBOTa M yBenmMYeHHE OCTATOYHOTO 00beMa KeITyKa MOTYT yYKa3bIBaTh Ha JKEIy-
JIOYHYIO HETIEPEHOCUMOCTD, TOT/1a KaKk BHe3ammHas 00Jib B )KMBOTE, B3Iy THE )KHUBOTA, JKEIY-
JIOYHO-KHUIIIEYHBIN Tapaiuy WIN MOBHIIICHHE BHYTPUOPIOIIHOTO JAaBIECHUS MOTYT YKa3bl-
BaTh Ha KUIICYHYIO HEITEPEHOCUMOCTD.

BBenenue
Bce Gonpbiiie mpu3HaeTcs BaAXXHOCTh MUTaHUS y OOJIBHBIX B KPUTHYECKOM COCTOSIHUH, OCO-
OCHHO y TMAIMEHTOB C JJIUTEIbHBIM MPEeObIBAHNEM B OTIECJICHUM MHTCHCUBHOW TEparuu
(OUT), xoTopble YacTo HYKIAIOTCS B JUTUTEIBHON MOJACPKKE )KHU3HE0OeCTIedeH s U TIPo-
XOJISIT Yepe3 COCTOSIHUE TshKesnoro karadonmsMma [1,2]. Heocrmopumbl HEKOTOpPBIE aCTIEKThI
MPaKTUKW MUTAHUA, TaKHE KakK MPEANOYTUTEIbHOE MCIOJIb30BAHUE PAHHErO Mepopalib-
Horo/?HTepanbHoro nutanus (D11) nepea «KUIEYHBIM OTABIXOM» M MIPUHATHE OTCPOYCH-
HOTO BBEJICHUS KOJMYECTBA MUTATENIbHBIX BELIECTB, PACCYUTAHHOIO C YUETOM MOTEPh U
pacxoJioB, B TO BpeMs KakK JpyrHe acleKThl MOTYT BbI3BaTh CIIOphI [3-5].
MexayHapoHble peKOMEHAAINU ObLITH HETaBHO OOHOBJIEHB AMEPUKAHCKUM 00-
IECTBOM MapeHTEPATIHLHOTO M SHTEPATIbHOT0 MUTaHusa/OO0IIeCTBOM PeaHUMAaTOJIOTHH [6] 1
EBpornetickum oOmiecTBoM KiumHHYeckoro mutanus u metabommsma (ESPEN) [2,7] ¢ pas-
JUYHBIMH YPOBHSMH J0KA3aTeNIbCTB. [ pymme SKCIepTOB MO MUTAHUIO B UHTCHCUBHOM Te-
panuu U3 pa3HbIX PETHOHOB MUpPa OBIJIO MOPYUYEHO OOCYIUTh HEKOTOPBIC MPAKTUUECKUE
acnekTsl panHero Jll, moanep» aHHbIE B COOTBETCTBYIOLIUX pa3jiesax, YTOObI UCIOIb30-

BaTh U JOIOJIHATh PEKOMEHAaluu [6,7] myTeM NpeaocTaBIeHUs COBETOB, BIOXHOBIEHHBIX
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TCKYIINMHU 3HAHUAMU U KIMHUYCCKHUM OIIBITOM JOKCIICPTOB. Baxno OTMCTHUTDB, UTO HOTpe6-
HOCTH B IIMTaAaHHUH 6y,HYT BapbUPOBATLCA B 3aBUCUMOCTH OT (1)3351 KPUTHYCCKOI'O 3a00J1¢e-
BaHWsA, HAIIK COBCTHI HOCAT 06H.[I/II>1 XapaKkTep, U BCCrAa CICAYCT NCIIOJIb30BATh WHANBH-

JyaJdbHbBIN MOJIXO/.

Bomnpoc 1: Korna HaunHaTh?
Kputnueckoe 3aboseBaHre BBI3BIBAET KACKaJ META0OJIMYECKUX U TOPMOHAIBHBIX Hapy-
HICHHUH, TPUBOSIINX K TSDKEIION HEJJOCTaATOYHOCTH MaKpo- U MUKpod3JieMeHToB [8]. Obec-
MEYEHUE SK30TCHHBIMU MUTATEIIbHBIMU BEIIECTBAMH MOCPEACTBOM paHHero Hayana OlI
MOMOTAET CMSTYUTH ATO KaTabOIMUYECKOE COCTOSIHUE U MPEIOTBPATUTh aTPO(UIO KHUIIIEU-
HBIX BOPCHHOK, aroITO3 SHTEPOLUTOB, BOCHAIUTEIbHYIO HHUIBTPALINIO, TUCOAKTEPHO3
U HapylleHne UMMYHHBIX GyHKUUN kumeuynuka [9]. Pannee D11 moxeT o6neryuts uiu
Jake 00paTUTh BCIATH HEKOTOPbIE M3 ATHX MAaTOPHU3UOJOTHYECKHX KackazoB [10-12].
Knunnueckue nanHble Takke moarBepxkaaoT panHee JlI (B Teuenue 24—48 vacos mocine
nocryruieaust B OUT) y manueHToB B KpUTUYECKOM COCTOSIHUU. MHOTOYHCIIEHHBIE METa-
ananu3bl PKU nokasanu, uro pannee D11 no cpaBHenuto ¢ nozauum J11 accounnpoBanoch
CO CHIDKEHHMEM pa3BUTHUS MH(PEKIMOHHOU 3aboieBaemoctu y mauuentoB OUT [5,6,13].
Tem He MeHee, HECKOIbKO UCCIEA0BAHUN IPOBOAMINCH C HEOOJIBIIMMU BHIOOpKaMHU, a HE-
KOTOphIe ObLTH TpoBeieHbI Oomee 30 neT Hazax, ¢ Apyrumu ctanaaptamu Beaenus OUT u
HYTPUTUBHOI Tepanuu. Kpome Toro, HeKoTopbie U3 0oJiee CTapbIX HUCCIEJOBAHUI UMEIOT
Ba)KHBIE METOI0JIOTUUECKUE OTPAaHUYCHUS, CTaBAIIME MO COMHEHHE UX BHYTPEHHIOIO Ba-
JUIHOCTH, BKJIFOYAs MOTPEIIHOCTh 0TOOPa, YacThle UCKIIIOUECHHS MOCIIE PAaHIOMHU3AINH U
OTCYTCTBUE COONIOZCHUS MPUHIUIA «HaMepeHue JeunThy». HenaBuuii KokpeitHoBCKui
MeTa-aHajIu3 OLIEHUJI UMEIOIIUECS 10Ka3aTeNbCTBA OUEHb HU3KOI'0 KaueCTBa, YTO MIPUBEIIO
K HEOIPEJEIECHHOCTH B OTHOLIEHUU TOTO, BIUAET U panHee D1l mo cpaBHEHHIO C OTCPO-
YEHHBIM Ha PUCK CMEPTHOCTH, HEMEPEHOCUMOCTH, KEIYJOUHO-KUIIICUHBIX OCJIOXKHEHUM
WM THEBMOHUHU [ 14].

Hecmompsa na Hu3Kuili ypoeeHv 00KazamenbHOCMU, NOC/1e0Hue pPyKogoocmea
[6,7] pexomenodyrom nauunamo nHuzko003o6oe I ¢ meuenue 24—48 uacoe nocne pas-
GUMUA KDUMUYECKO20 COCMOARUA Y 001buwiuncmea nayuenmos ¢ OUT.

Bomnpoc 2: I11 y nanueHToB, MOJYYAIIIHX Ba30NPeccOPbI?

[MTanuenTsl, mosrydarolnye Ba3ONPECCOPHbIE Mpenaparthl, MPeACTaBIsIOT co00i 0coOyIo
rpymiy, y KOTOpOi MOTEHIIUaIbHas moabk3a panHero DI nomkHa ObITh cOaTaHCUPOBaHA C
COMYTCTBYIOIIUM pUCKOM [ 15—17]. HekoTopble naHHbBIE CBUIETENBCTBYIOT O TOM, YTO Ka-
nenbHOe D11 BO3MOXKHO J1a’ke MpU BBICOKUX J03aX HopaapeHanuHa [18]. JlanHbie o kiu-
HUYECKHUX NMPEUMYIIECTBAX U pUcKax paHHero DIl y manueHToB, MoJIy4yarouux Ba3onpec-
COpBI, OTPAaHUYEHBI. XOTsI B HECKOJILKUX 00CEPBAIMOHHBIX UCCIIEIOBAHUSAX OMUCAHA CBSI3b
Mexay paHHuM OIl um nmemuend KUWIIEYHUKA, YCTAaHOBJIEHHE NMPUYMHHO-CIEACTBEHHOU
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CBSI3M MEXIY Ba30MpPECCOPHBIMU MpenapaTaMy U UIIeMHel KUIIEYHUKA B ATUX HCCIE0-
BaHMsX 3aTpynHeHo [19-21]. B uccnegosanun NUTRIREA-2 B3pocibie, Haxoasmuecs: Ha
NBJI 1 nonyuaroiine Ba3OMpeccopbl, ObLIN PAaHAOMU3UPOBAHBI B TPYNIY JIUOO paHHETO
napentepaibHoro nutanus (I111), mudo OI1, mpuuem u III1, u DI ObLIM paccuuTaHbl B
COOTBETCTBUU C pacxoaoM sHepruu [22]. UccnenoBanue He BBISIBUIIO PA3HUIIBI B IEPBUY-
HOM KOHEYHOW TOuke 28-THEBHOW CMEPTHOCTH, HO MPOJAEMOHCTPUPOBATIO YETHIPEXKPAT-
HOE YBEJIMUYECHHE UIIEMUU KUIIIEUYHUKA U OCTPOM MCEBAOOOCTPYKIIUU TOJICTON KHUIIKU MIPU
panneMm OII [22]. VccnenoBanue npeanosaraeT, 4To BBeIeHne moaHoi 103el DI cnexyer
OTJIOKUTH JI0 BOCCTAaHOBJICHHSI TeMOJUHAMUYeCcKOM cTabunbHocTH. HensBecTHo, Oy et mu
JYYIIMM BapUAHTOM ISl TAIIUEHTOB C TSHKEIBIM IOKOM MeHbInast 1o3a D11 wnu ero mos-
HOE oTCyTcTBHE. TeM He MeHee, CoBOKyNHbIE AaHHbIe 11 PKU, n = 597 nokassiBaroT, 4to
panHee DIl MOXXET CHU3HUTH 4acTOTY MH(EKIIMOHHBIX OCIOXHEHUU [14], mpenmnosnoxu-
TEJIBHO 3a CYET 3alIUTHI IEJJOCTHOCTH CTEHKH KEITyJOYHO-KUIIeYHoro TpakTa [23]. Tem
He MeHee, B uccienoBanusx NUTRIREA-2 (n =2410) u CALORIES (n =2400) pannee D11
o cpasHeHuto ¢ [1I1 ve 6onee 3—5 gHEN HE CHUXKATIO YACTOTY UHPUIIUpOBaHUA [22,24].

Heckonbko CBsA3aHHBIX BOIPOCOB B HACTOSAIIEE BPEMsI SIBIISIIOTCS IPEAMETOM TEKY-
IIMX HCCIIEJIOBaHMM, BKIIIOYas cpaBHeHHe paHHero Tpoduueckoro III VS ¢ oTcyTcTBHEM
OI1 B nepBbie 24 yaca [25-29].

Yuumoieaa umerouwjueca oannwie, pexomenoyemcs Huzko003o06o0e I11 ¢ meuenue
48 u nocne nocmynnenusn ¢ OUT y nayuenmog ¢ KOHMPOJIUPYEMbIM ULOKOM, MPeOyIo-
WUX MAIBIX UU YMEPEHHBIX 003 8A30npeccopos, u omcpouennoe 11 y akmueno pe-
AHUMUDYEMBIX UTIU HeCMAOUbHBIX nayuenmos [5,6]. Y nayuenmos, Hysicoaouuxcs 6
sazonpeccopax, 311 credyem navuname c nOcmeneHHo20 ygeauieHus 00vema, npu mo-
HUMOPUHZE CUMNMOMOE U NPUSHAKOG HCEIYOOUHO-KUULEUHOU HeNnePeHoCUMOCU UIU
HeO00BACHUMO20 YXYOUEeH U 2eEMOOUHAMUYECKO20 CIAmyca.

Bonpoc 3: DuTepasbHbIi J0CTYN?

Pewiennst OTHOCUTEIBHO DHTEPAIBHOIO JOCTYIIA YACTO ONPEACIIAIOTCS MECTHOU MPAKTH-
KOW, 0’)KMJIAEMOW INMPOAOJKUTEIBHOCTBIO KOPMJICHHS M NPU3HAKAMM racTpornapesa Wiu
Hapymenus Tpansuta o JXXKKT [30].

Kpamkocpounoe xopmienue modxncem npogooumspca nocie yCmano6Ku Ha3o2a-
cmpanvHo2o 30104 écienyro. Hane)xHple BCIOMOTaTeNbHbIE CPEACTBA I TOATBEPXKIE-
HUSI MECTOMOJIOKEHUS 30HAA B JKelyaAKe BKIto4aroT peHTreH OBII, HenpepbIBHBIN MOHU-
topunr CO2 wnu auddepeHMaibHy0 pacTsHKUMOCTh TUIIEBO/1a/Tpaxen MpH MpepbIBU-
ctoil acuparuu [30].

Pewenue o nepexooe c rceny0ouno20 Ha NOCMRUNOPUYECKOE NUMAHUE OCHOGbI-
6aemca Ha npeonoazaemoili HenepeHoCUMOCHU UL 3A0epIHCKe ONOPOIHCHEHUA dice-
ayoka [7]. YcTaHOBKa MOCTIUIOPUYECKOTO 30HAa MOXKET OBITh JOCTUTHYTA SHOCKOIHU-

4YCCKUMHU MCTOOdaMH, CJICIIBIM METOAOM, 30HJAMH C GPS wnu ontudeckum HaBCIACHHUCM
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[30]. Xupypruueckue i paauoIorH4ecKue MeToibl TpeOyIOT TPAHCTIOPTUPOBKH B OTIe-
PAlMOHHYIO WJIM PEHTI€HOJIOTMYeCKUi KaOWHET COOTBETCTBEHHO. PaHmomMu3npoBaHHbIE
UCCIIEIOBAHUSl TTOKA3bIBAIOT, YTO IEPEXO0J Ha MOCTIHIOPUYECKOE KOPMJIEHUE 3HAYU-
TEJIbHO CHUYKAET YaCTOTY THEBMOHUHU, HO, BO3MOKHO, HE 1A€T HUKAKUX JAPYTUX MOJI0XKHU-
TEJIbHBIX PE3YJIbTATOB, YTO JISKUT B OCHOBE MPOTUBOPEYUBBIX MHEHUH [6,31,32].

Pewenue o nepexooe ¢ Ha30IHMEPATILHO20 HA YPECKONHCHBLIL IHMEPATILHBLIL 00-
CHMYR OCHOBbI8ACMCA HA 0HCUOAEMOIL RPOOOINHCUMETbHOCIMU KOPMIEHUA DoJlee uenbl-
pex nHedens. Crenyet n3deratb TpyOOK JUIsl YpECKOKHON 3HTOCKONMYECKON raCTPOCTOMBI
(U3TI), mpepsimaromumx 20 F.

Xupypzuueckaa zacmpocmoma npeonoumumeibHa nPU HAIUYUU acyumada, Uc-
KI04eHuu HeeslyoKa nocie dapuampuieckoll onepayuu Uiy U3MeHeHHoll nocjieonepa-
UUOHHOU anamomuu. PEHTTeHOJIornuecKasl yCTaHOBKA IraCTPOCTOMBI MCIOJIb3YET Bapu-
aHT TEXHUKU «HHTPOJBIOCEPY.

Pewenue 06 ycmanoeku eloHOCMOMbL OCHO8AHO HA KITUHUYECKUX OAHHBIX 0 3a-
oepicke onopodrcnenus yceayoka [30,33]. CyiiecTByeT BapuaHT YCTAHOBKH €FOHOCTOMBI
MEHbIIETo pazMmepa (J-TpyOku) depe3 mopT 4pe3KoxHoi ractopoctombl (UDI7) B TOHKYTO
KuIKy. Jl7is ycTaHOBKH €toHOCTOMBI Yepe3 UDI-nmopT HeoOxoauMm chopMHUpOBaBIIUICS
kaHan (>7-10 mHel ¢ MOMEHTa TepBOHAYAIBHON YCTaHOBKH), KOTOPBIH OoOecrednBaeT
OO0JBIINNA TPOCBET KaK JJI MUTAHUs, TaK U 17151 aCUPALIUH.

Bomnpoc 4: Cxoybko 3Heprun?
KoHueniusi BBICOKOTO SHTEPATBHOTO MOTPEOIECHUS SHEPTHUH MOCTYJINPOBAIach U TECTH-
poBajach, HO 3Ta CTPATErusi HE CMOIJIA YIYUYLIUTh KU3HEHHO BaXKHBIE U JIOJITOCPOUYHBIE
¢dyHkmoHanbHbIe [34—36] pe3yabTarhl B kpynmHoMaciitabHbeix PKU [37—40]. DTu pesyiib-
TaThl CBUJIETEILCTBYIOT O TOM, YTO aHOPEKCHS, CBSI3aHHas ¢ 3a00JIeBaHHEM, MEHBIIIE CIIO-
COOCTBYET MPEAOTBPAIICHUIO UCTOIICHUS MBIIICUYHON TKAHU HA PAaHHUX CTATUAX KPUTHU-
YEeCKOT0 COCTOSIHUSA, YeM BOCIajeHne u nMMoommm3aiusi. Kpome Toro, y HEKOTOPBIX Ma-
IIMEHTOB B OTJICJICHUM MHTEHCUBHOW Tepanuu paHHee Hayano 1eneBoro D11 MoxeT npu-
YUHUTH Bpell. Y MaIlMEHTOB, BBI3IOPABIUBAIOIINX OT IIUPKYJIATOPHOTO MIOKA, 3TO MIPOBO-
[IUPOBAJIO HEOOIBIION, HO 3HAUUTEIbHBINA POCT MOTEHIIMAIBHO JIETATBHBIX UIIEMHUYECKUX
ocloxkHeHuit kunieuyHnuka [22]. [Tocne BpeMeHHOTo CHIbKEeHHs YpOBHS (hochaTOB B CHIBO-
POTKE CTpaTerusi KOpMIICHHMsI, HallpaBJIeHHas Ha JOCTH>KEHHUE LIEJIEBOI0 YPOBHS MUTAHUS,
yBEIUYMBajla CMEPTHOCTh MO CPABHEHUIO C PAaHHUM OTPAaHUYEHHUEM MHUTATEIhHBIX Be-
miecTtB [41] (Bompoc 9). Ochosvisascy na omcymcmeuu noab3vl 6 60ILUUX PAZHOPOO-
HbIX NONYAAUUAX U NPUSHAKAX 6Pe0d 6 HEKOMOPHIX UCC/1e006AHUAX, PYKOBOOCHIEO
ESPEN ne pexomendyem pannee 0vicmpoe 0ocmuicenue yeieeo2o yposus snepzuu [7].
NunuBuayanu3amus MUTaHus, a HE CTPEMJICHHWE K YCHJICHHOMY Wiu Oojiee CTpo-
roMy KOPMJICHHIO, B PAaBHOM CTETICHU MMPUMEHIEMOE KO BCEM MaIlMeHTaM, MOXKET OBITh (hU-

3MOJIOTHYECKH Oosee menecoodpasHbiM. Heckonbko mokasarenei, 00beAMHSIIONINX KITH-
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HUYECKHUE XapaKTepucTuku npu nocrymwiennu B OUT u/unu Guomapkepsl, ObLIN OCTPO-
€HbI JIJIsl BBISIBJICHUS AIMEHTOB, KOTOPBHIM MOXKET OBbITh M0JIe3Ha OoJjiee paHHsA WU YCH-
JICHHAsl HyTPUTUBHAS Mo iepxkkKa. B wactrocty, 6amt o mkane NUTRIC (Puck numanus
V O0IbHBIX 8 KpUMUYECKOM COCMOsAHUY) OKA3aJCsl MHOTOOOEHIAIONIUM JJI 3TOM LeNu B
oOcepBalnoHHOM aHanu3e [42], Ho 0OHae)KUBAIOUTUI pe3yIbTaT ObLT ONPOBEPTHYT CTPa-
tuduupoBanHeiM cybananuzom uccieaoBanuss PERMIT-RCT [43]. Henpsmas kamopu-
metpusi (HK) oGecrieunBaeT TOUHYyIO OLIEHKY SHEPrUu, HEOOXOAUMYIO MalMeHTaM B CO-
crosinuu nokos [7]. Oxnako nutanue noj koutposnem HK He npuseno k yoeauTenbHOMY
YIIYYIIEHUIO UCXO0B U3-32 OTCYTCTBUS METOAOJIOTUYECKH 0OOCHOBAHHBIX JI0KA3aTeNIbCTB
[44-47]. UnauBuayanu3anusi MUTaHUS HA OCHOBE YPOBHEW OMOMapKepoB ellle He IO0JI-
TBepxkIeHa [48, 49].

XOTs BIUSIHAE paHHUX HYTPUIIMOHHBIX BMemaTeabcTB B OUT kaxkeTcs orpaHudeH-
HBIM, o0ecrieueHre HyTpueHTamMu Bo BpeMs peadunutannu B OUT u mocnie nepeBoja He
U3Y4YCHO M TMOTEHI[MAIBHO MUMEET OTHOIIEHHWE K (DYHKIHMOHAIBHOMY BOCCTAHOBJICHHIO
[1,50,51].

Taxkum oopazom, nompeodienue Inepeuu Ha pannei cmaouu (4-7 oneit) 001HCHO
Obimb HUDICE, YeM PACX00 IHEPZUU C HOCMENEHHbIM YEeTUYeHUEM.

Bonpoc 5: Koraa ciaeayer ucmosib30BaTh BbICOKOKAJOPHHHbBIC MUTATEIbHbIE
cMecH?

CopepxaHue Makpo- U MUKPO3JIEMEHTOB B SHTEPAJIbHBIX CMECSX pazaudaercs. B To Bpems
kak nzokanopuiinoe 11 (1 kkan/mir) 00bIYHO HA3HAYAIOT IS TOCTHIKECHHS PACUETHBIX UITU
M3MEPEHHBIX LeJel Mo KajmopuitHoctu [52—54], Takyke MOCTYNHBI BbICOKOKAJIOPUNHBIE
cmecu (>1 kkan/mn). ['unepkanopaxk riiaBHBIM 00pa30M JIOCTUTAETCS 3a CUET yBETUUCHUS
JIOJIU YTJIEBOJIOB.

Haubonee ywacmvimu npuuunamu HA3HAYEHUA 2UNEPKATIOPUYLECKUX cMecell A6-
AAOmMCcA aubo0 ygeauueHue Kanopaxca y nayuenmos c oucyukyueii JKKT, necnocoo-
HOCmMb nepeHocums noaHo00vemHuoe uzokanropuiinoe JI11, ozpanuuenue xncuokocmu,
00 nepexo0 Ha nepopaibHoe NUMAHUE ¢ UCNONb306AHUEM NPEPLIGUCIO20 2paduKa
KopmaeHusa (Hanpumep, HaA HOYb) 60 6pems obecneuenus adeKeamHnozo nompeodieHus
Inepzuu. Q0naxko cywiecmeyem HecKo1bKo npeodocmepecenuil.

Bo-niepBbix, 6071€€ BbICOKAsi OCMOJISIIBHOCTD U COJEPKaHUE KUpa B THIIEPKATIOPUIA-
HBIX COCTaBaX MOTYT elle OoJbllle YXYALIUTh 3aMeJIJIEHHOE OMOPOKHEHHUE JKelyiKa To-
CPEJICTBOM MEXaHU3MOB HEMPOryMOpaabHOU 00OpaTHOM CBSI3U (HAIIpUMED, XOJIEIUCTOKU-
HUH, TJIIOKaroHOMOA00HBIH renTu-1) u uepes3 ocMopenenTopsl 12-mepcTHOM KUIIKH, KO-
TOpbIE YMEHBIIAIOT OMOPOKHEHHUE JKeTTy IKa 10 TeX Mop, MOKa COAEPKUMOE Kemyaka u 12-
MEPCTHOM KUIITKH HE CTAHET M300CMOTUYECKUM. DTU PaCTBOPHI MOT'YT BBI3BIBAThH JUAPECIO
3a CUET CTUMYJIALIMYU CEKPELNH KUIKOCTH B TOHKOM KullieuyHuke [55]. Hakonel, ucnosnb-
30BaHME BHICOKOKAJIOPUHHOTO MUTaHUs C 00Jiee HU3KOM CKOPOCTHIO MOYKET UMETh HEMPE/I-

HaMCPCHHBIC MTOCIICACTBYA B BUAC CHUKCHUA HOTp€6J'IGHI/I$I BOAbI 1 OeJIka.
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Bo-BTOphIX, HE OBLIO MMOKA3aHO, YTO PAHHEE BBEJECHUE BHICOKOKATIOPUITHONW cMecH
yJIy4IIaeT pe3yJbTaThl. B KpyImHOM Hccae10BaHUM co001Ianoch, uto noutu 50% ysenu-
YEHHUE MOCTYIUICHUSI KaJIOPU ¢ TOMOIIbIO BEICOKOKaopuitHoi popmbl D11 He oka3biBao
BJIUSHUS Ha CMEPTHOCTH B JIFOOOH MOMEHT BpPEMEHH, HEOOXOJUMOCTh OPIaHHOM MOJ-
JEP>KKH UM Ka4yeCTBO JKU3HU uepe3 6 MecsleB U (GyHKIHOHAIbHbBIE PE3YJIbTAThI 110 CPaB-
HeHuto ¢ uzokanopuueckum Oll. [36,40]. [ToarpynnoBoil aHanu3 Takxke HE MPOJEMOH-
CTPUPOBAI KAKUX-TTMOO PA3IMUUi MEXY TPYNIIAMH BHICOKO3HEPIE€TUUECKOTIO U N30KaJI0-
puueckoro JOII. Beicokosneprernueckoe OII accounnpoBalioch € MOBBIIIEHHOHN Kely-
JIOYHO-KHUIIIEYHON HETIEPEHOCUMOCTBIO U 00Jiee BHICOKUM YPOBHEM TIIFOKO3BI B KPOBHU.

Bomnpoc 6: Ckoibko 0enka?

Mpiiieunast Macca maueHToB Npu noctyieHnu B OUT koppenupyeT ¢ BBIKUBAEMOCTBIO
U CIIYXHUT DHIOTCHHBIM METa0OJUYECKUM WM aMUHOKHUCIOTHBIM pe3epBoM [4,8,56,57]
(puc. 1). Karabonuuyeckuil CHHAPOM MPUBOJUT K 3aMETHOM MOTEPE MBILLIEYHON MACCHI 10
1 xr B nenp B TeueHue nepBoix 10 aueit npedsiBanus B OPUT u cBsizaH ¢ pa3BuUTHEM NpU-
obOpetenHoi meieyHoi cinaboctu B OPUT [58]. [ToTepu a30Ta yBeTUUHBAIOTCS B UETHIpE
pasa B TeucHHE nepBbiX 24 yacoB npedbiBanus B OPUT [59].

PaHHWHA kaTabonu4ecKWA OTBET Ha KpUTUYecKoe 3aboneBaHWe UNU TpaBMmy

Senmy oo ™ TMnepravkeMus
askl /

g

N CHW3WTL paH-
HHKOHD 3K30TEHHYHD
nocTaeky Heben-

KOBbIX KANopui?

[ MMKoreHonu3

MoKOHEO0reHe3 Imiokoza
Lactate Giycerss
Amino acids
PanuAn focTaska
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MooTeonus TNanonus HeobxoaMma 13-3a
1
@ kaTabonuamal
® ? Haynute c 0.8
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KataGonuam Genka ~—| VIHEyNMHO P& M CTEHT HOCTE NGHHO YBenMUMBaA
B OpraHuaMe \,u,o 1.2 rler/pgeHb.

OpraHuim moxet BealpabareiBare 50-75% norpebHocTr
B rMIOKO3€e B paHHeWn ocTpou chase!

Prc. 1. Octpas da3za xaTabomieckoro oTBeTa Ha KpHTHIECKOe 3a00JeBaHIIe 1 I10-

TpeOHOCTE B OETKOBBIX H HEOENIKOBBIX KallopHax. Anantuposaso n3: Ref. [57]
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CoBpemMeHHbIE JaHHbBIE MOCIEI0BATEIbHO AEMOHCTPUPYIOT, uTo mauueHtsl OUT
MOJTy4al0T HU3KOE KoinuecTBO Oenka (B cpenneM 0,6 I/Kr/neHb B Te€UEHUE MEPBBIX ABYX
Hezenb) [24,60—67]. bonee Beicokoe oOecriedeHne OSIKOM CBS3aHO CO CHIDKCHHEM CMEPT-
HOCTH Y B3POCIBIX B 00CEpBallMOHHBIX UcciaegoBaHusax [61,68—74], OMoOXUMHUUYECKUMU U
MOp(}OMETpHUUECKIUMH UCXOJaMU B CKEJIETHBIX MBIIIIAX [75—79], yiaydlieHneM KadecTBa
JKU3HU Yepe3 3 Mecslila Mocje OTASICHUs] MHTEHCUBHOM Tepanuu [69], Uiy yBeaudeHuemM
CUJIBI U MBIIIIEYHOW MAacchl Ha 7-M neHb rocrnurtanu3anuu [73]. OnHako IpOCIeKTUBHbBIC
HCCJIEA0OBaHUS TOKA3hIBAIOT OTPAHUYEHHOE BIUSHUE HA KIIMHUYECKUE, OPUECHTUPOBAHHBIE
Ha TMalueHTa W (YHKIMOHAJIbHBIE HMCXOAbl WM JAlOT OTPULATEIbHBIE PE3YIbTAThI
[45,67,74-81]. CnenyeT nmpHU3HATh, YTO B OFPaHUYEHHOM YKciie KpynHbIX PKU n3ydasuch
KJIIMHUYECKHUE Pe3yJIbTaThl YBEIMUEHHOTO BBEJCHUS OeTKa.

CnenoBaTeiabHO, B MPOCIIEKTUBHBIX PaHAOMHU3UPOBAHHBIX UCCIEAOBAHUSAX HET JI0-
Ka3aTelIbcTB 0oJiee BHICOKOTO MOTpebaeHust 0enka y marueHTOB B KPUTUIECKOM COCTOSI-
HUU C TOYKH 3pEHUS] KIIMHMYECKU 3HAYMMBIX UCcX0J10B [82,83]. Kpome TOro, HeKOTOpHIi
BpEJl MOXKET OBITH CBSI3aH C YPE3MEPHBIM KOJTUYECTBOM OEJIKOB B PETPOCIIEKTUBHOM aHa-
JIM3€ MPOCTIEKTUBHBIX HCCIEAOBAaHMM, MPOBEACHHBIX Y B3pOcCibIx [45,84,85] win nerei
[86], a Tak)ke B pETPOCIIEKTUBHOM HccienoBanuu [87]. Cnedosamenvrno, moscem ovimo
uenecooOpasHbvIM HAUUHAMb 66e0eHUe Denika ¢ 0o1ee HU3Kou 003wl (~0,8 2/k2) u ysenu-
yueams 003y Oenka 00 ueneeoz2o yposua (>1,2—1,3 2/ke/0eus [6,7] (puc. 2). Oonaxo sma
cmpamezus panee He OUEHUBAIACH 8 NPOCNEKMUBHBIX UCCIE006AHUX.

100 / MugposytpueHTsl gobasnamoTes k 371, ecnu

nasHavexo 1500 mn
|

80 MUWKpPOHYTPEHTbI B/BEHHO >

60

40

20

MpoUeHT OT UeneBbIX 3HaYeH!iH

0
0 6~7 8-9 days

Puc. 2. PexomeHanuu mo 3KCKajgallui SHTePaJIbHOTO MUTAHMS, BBEICHUIO MUKPO-
HYTPUEHTOB U OpraHU3allui BO30OHOBJICHUS MUTAHUSI.
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[To marepuanam: CHUV Lausanne and Gelderse Vallei Hospitals. TTo ocu X oTioskeHO Bpemst ¢
MOMEHTA TOCIUTAIN3aluU (JHU, TPOU3BOJIBHBIN MIPUMEp), a 10 OCH Y MPOLIEHT OT IIEJIEBOTO MH-
TaHUs, ONPE/ICJICHHBIN C OMOILbIO KOMITBIOTEPHOTO MPOTOKOJIA C UCIOIB30BaHUEM I10J1a, POCTa,
Beca (mepBble 3 HS), a 3aTeM C IIOMOILBIO HETIPSAMOU KalTOPUMETPUU MM PACUE€TOB C IPUOPUTE-
TOM HEOMNYIIEHUs TUIMEpaTUMEHTAlluU. PerynspHbie (eXedacHble) MPOBEPKU IMOTPEOICHHUs,
BKJIIOYAsi KOJIMYECTBO HEMUINEBOM SHEPruu (Mpornodo, roKo3a, UTPaT), peKOMEHAYIOTCS s
aJlanTalnuy CKopocTu nHQY3un. MyJIbTUMHUKPOHYTPUEHTHI BBOAST BHYTPUBEHHO JI0 TEX MOP, MTOKA
pexoMmeHyemoe notpedinenue ¢ nuimei He 0ynet gocturayto JIl. CkpuHUHT peQUuAUHT-CHH-
JpoMa OCHOBAH Ha €XeIHEBHOM OIpe/ielieHnH YPoBHs (hocdaToB, HaunHas co 2-To qus. B ciyyae
runiodocdaremun (pocdar ceiBopoTku (PO4) <0,65 MMOIB/T UK TTaJIEHNE 110 CPABHEHHIO C UC-
XOJIHBIM ypoBHeM >0,16 MMoOb/1 B TeueHue 72 yacoB mocie Havana JOII) HeoOX0oauMoO yMEHb-
HIUTh KOJIMYECTBO SHEPTruu MakcuMyM 10 500 kkas/neHb, 00ecreyuTs AOMOIHUTEIbHOE BBEICHUE
dbocdaroB, Maruus, Kajaus U JOMOJHHUTEIbHBIX O0o0JitocoB THamuHa (ButamuH Bi, 500—1000 mr
BHYTPUBEHHO).

Pone moTpebneHust mpoayKTOB C BEICOKAM CONIEpKaHUEM Oelka, KOTopast Ioadep-
KABaeT HEOOXOIMMOCTh IEICHANPABICHHBIX 00Jee KPYIMHBIX KIMHUYECKUX HCCIIE0Ba-
HUH, uzydarommx dpQexT crnennduueckoro yBenuueHus J0cTaBku oenka [4,67,84] B co-
YeTaHUU C aKTUBHOW MOOWIM3aIel ISl ONTUMH3AlUU Qu3noTepanuu U GyHKIIMOHAb-
HBIX PE3yJIbTATOB y JUTHTEIHHO JIKAIIUX MAlMEHTOB, TPEOYEeT NaTbHEUIIETO H3YUCHHUS.
BaxxHO OTMETHTB, 4TO 00BEM MBIIII] U CHJIa, He 00s3aTeIbHO CBsI3aHbl. [IpeBapuTensHbIe
JAaHHBIE CBUIETEIBCTBYIOT O TOM, YTO COUYETAHUE HEHPOMBIIIEUHOUN AIIEKTPOCTUMYJISIIUU
U 100aBOK C BBICOKUM cojiep:kanueM Oenka (1,8 r/Kr/aeHp) 3Ha4uTeNbHO yayuiiano Ghu-
3UYECKYI0 pabOTOCIIOCOOHOCTh B KOPOTKHE CpoKu [88]. Poiib BBeOEHHUS BBICOKUX 103
Oelika ¥ DProMeTpUH B MOCTENH akTUBHO n3ydaercs [89] (NCT03021902).

Bonpoc 7: Koraa cieayer ucnoJib30BaTh rHNePNpoOTeHHOBbIE CMeCH?
B HacTosimiee BpeMs CyIeCTBYET psiJl JOCTYMHBIX MPOJAYKTOB C BHICOKUM COOTHOIIEHUEM
Oenka W HEpPruM, NMpeIHa3HAUYCHHBIX I JOCTIKEHUs IIEJIEBBIX IOKa3aTellel Oenka u
HEOEIKOBBIX KaJOPUHN C OrpaHMYCHHBIM PUCKOM MEPEKapMIUBAHUS HEOCIKOBBIMH Kajlo-
pusMu. s 3TOM 1enu npejiaraeTcs UCIoIb30BaHNE IHTEPATBHBIX OCIKOBBIX 100aBOK
WU JIOMOJIHUTENbHBIX PACTBOPOB AMUHOKHUCIOT (TaKUX KaK MPO3PAYHBIE KUIKHUE CMECH
ceiBopoTodHOro 6enka) [90]. OmHako BaKHO, YTOOBI AMUHOKHUCIOTHBIM COCTaB OB XO-
poiio cbanancupoBaH. Kpaiine HecOamaHCHPOBAHHbBIE PEXKUMbBI MUTAHUS BBI3BIBAIOT Y Ma-
[MeHTa Metabonuueckyo Harpy3ky [91]. IIpodykm c evicokum cooepicanuem oenka
MOJICHO UCNONIB306aMb HA 00J1ee NO30HEll CMAOUIbHOU CIAOUU KPUMUYECK020 COCMOo-
anua [85]. Oonaxo oannvie npocnexkmuenvix PKH ¢ knunuuecku 3nayumvlmu ucxo-
oamu, noomeeprcoarouiue Iny peKoOMeHOayuro, OMcymcmeyom.

Hexotopsie moTeHIManbHbIe aTbTEPHATHBEI BKIIOYAIOT J00aBICHUE METa0O0IMTa
neiiurnna HMB (ruppoxkcumernnOyTuparta) [uist yaydieHns: MeTaboaru3Ma aMUHOKHCIIOT U

yMEeHbIIEHHs 001ero pacnaaa 6enka [92].
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[ToTpebnenne 60IbIIOr0 KOJIMYECTBA a30Ta BCETIa JOHKHO COMPOBOXKIATHCS €xkKe-
THEBHBIM MOHUTOPUHIOM KOHIIEHTPAI[MM MOYEBUHBI U KPEATUHHHA B I1JITa3M€ BMECTE C U3-
OBITKOM OCHOBaHMH. Eciy KOHIEHTpalus MOYEBHUHBI B IUIa3M€ IMOBBIIIACTCA, CIEAYET
OMPENIETUTh IKCKPEIMI0O MOUYEBUHBI C MOYOM, a 3aTeéM CHU3UTH MOTpedsieHue Oenka u, B
KOHEYHOM MTOTe, MPOBECTH 3aMECTUTENIbHYIO MOYEUHYIO Tepamnuio. Eciu nu30bIToK OCHO-
BaHUU YBEIMYMBAETCS, BCETJa pacCMaTpPUBANTE BO3MOXKHOCTh CHUXEHUS MOTPeOICHUS
Oenka. A1iu103 MOKET BOBHUKHYTH y MAIUEHTOB B KPUTUYECKOM COCTOSIHUU TIO HECKOJIb-
KUM MPUYMHAM, HO, KOTJIa TIOYEUHbIE KOMIIEHCATOPHBIE MEXAHU3MBbI MTOJABISIOTCS, CIIO-
COOHOCTH YCTpaHITh U30BITOK a30Ta OyAeT HapyIlIeHa.

Bomnpoc 8: Korna u kak HauMHaTh BBeJleHUE MUKPOHYTPHEHTOB?
[TprieM MUKPOHYTPUEHTOB, TO €CTh MUKPOIJIEMEHTOB U BUTAMUHOB, HEOOXOIUM JJIsI HOP-
MaJpHOTO OOMeHa BetiecTB [93], umMmyHuTeTa [94] 1 aHTUOKCHAAHTHOM 3amuThl. OHU pa-
OOTaIOT KakK CeThb, U 24 U3 HUX SABJIAIOTCS «HEOOXOAUMBIMUY», YTO O3HAUYAET, YTO MUTAHUE
ABJISIETCS. €IMHCTBEHHBIM MCTOYHHKOM. 3amachl MUKPOHYTPUEHTOB B OpraHU3ME Bapua-
OeNbHBI, HO, KaK MIPABUJIO, HEJOCTATOYHBI JUIsl 00€CTIeueHUs HOPMAJIBHOTO MeTabon3mMa
B TeUeHUe oJHOM Henenu. [loTpeOHOCTH B MUKPOHYTPUEHTAX Oy1yT 3aBUCETh OT HATMYUS
NpEeILIECTBYIOMIET0 AePUIUTA, CTaTyca MUTAHUS 1O TOCHUTAIN3ALNN, KOHKPETHBIX I10-
Tepb KUJIKOCTU B OpraHu3Me, 3a00JIeBaHMsI U CKOPOCTU KopmiieHus. Mmeronuecs mpo-
JYKTBI IATAHUS TIPeIHa3HAYCHBI JIJIsl TOKPBITUS MOTPEOHOCTEH 310POBBIX JItoIe (AueTu-
YECKHE HOpPMbl MOTPEOJICHHs) TMPU YCIOBUU MOCTYyIJIEHUs OoyibHBIM okosio 1500
KKkan/cyTku [95]. OHaKo 3TH CyMMBbI HE YUUTHIBAIOT 0COObIE MOTPEOHOCTH MAIlUEHTOB B
KPUTHYECKOM COCTOSIHMU. KuieuHnass pyHKIMS M BCachlBaHHE 4acTO OTCYTCTBYIOT WU
YTHETEHBI B MIEPBBIC THU, & AHTUOKCUIAHTHBINA CTpecc MakcuMmareH [96].

Kpome Toro, camsle nocienHne pykoBOACTBA [ 7] peKOMEHAYIOT HaunHaTh Ol B Te-
yeHue 48 4acoB MOCJe MOCTYIUICHUS B CTAllMOHAP TMOCJE CTA0MIN3aIMU COCTOSIHUS [S] 1
JIOBOJIUTH JI0 1I€JIEBOT'0 YPOBHS B TeueHue 3—4 nHeit (puc. 2). CredosamenvHo, eedenue
MUKDPOHYMPUEHMO0E O0NIHCHO HAUUHAMBCA C YPOBHA, OIUIKO20 K HYI0, U OCIABAMbCA
HUJICe CYMOYHOU HOPMbL NOMPEDIeHUsA 6 meYeHue nNOYmu Hedeau Uil «Hagcezoa» y
nayuenmos, noayuaroujux mernee 1500 kxan. bouio npensioxKEeHO U3MEPATh KOHIIEHTpa-
L[1IO0 B KPOBH HEKOTOPBIX MUKPOHYTPUEHTOB IpyIIibl pucka [ 15]. Pe3ynbpTaTsl aHainsa ya-
CTO HE JIOCTYIHBI BOBPEMS U MOTYT OBITh Aoporoctosiumu. [1ockonbKy OONBITMHCTBO
nanueHToB octatotrcsd B OUT Ha kopoTkoe Bpems (<5 nHel), y HUX HEeT BpEMEHH aIalnTu-
pOBaThCS K OTCPOUEHHBIM HEHOPMAJIbHBIM pe3yjibTaTaM. TeM He MeHee onpeiesieHue Mo-
Ka3zaresjei KpOBH 11eJIeco00pa3Ho Al OTACNbHBIX MUKPOHYTPHEHTOB B 3aBUCUMOCTH OT
NaTOJIOTMU U JieueHus npu npedbiBannu 601bpHBIX B OUT Gonee Henenn, ocoOeHHO Tpu
neooxoaumoctu 31T [97-101].

Kputnuecku 60ipHBIE MAIIMEHTHl YacTO MOCTYMAIOT C Ae(PUIMTOM MUTAHUS, pas-

BUBIINMCS 32 HECKOJIBKO JHEH 10 noctyruienus B OUT, uTo mpuBOAUT K 1eDUIIUTY MUK-
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poHyTpreHTOB. CaMbIM PaHHUM MPOSIBIEHUEM SIBIISIETCSI CHHAPOM BO30OHOBIICHUS TTUTA-
HUSl, IPU 3TOM THAMUH SIBJISIETCS IIpernapaToM MepBoi JMHUH, 00cyxkaaemoii Huxke [105].
[To3HUE OCHOXKHEHMS MEHEee crieUu(PUUHbBI, 0OBIYHO HE PACIIO3HAIOTCA U UHOT/Ia Ha3bIBa-
10TCs1 «HEeBUIUMBIM Bparom» [110,102—105]. Mudekunu u 0CIoKHEHUS 3aKHBJICHUS PaH
CTOSIT Ha MIEPBOM MECTE, TaK KAaK MUKPOHYTPHUEHTHI HEOOXOAMMBI 11 UMMYHHOM 3aIUTHI.
Iloomomy na panneii cmaouu, nockoavky 11 ne morcem nokpsime noeceoHegHbvle NO-
mpedoHocmu u 0o0Jiee 8vlcoOKUe NOMPEOHOCMU, C6A3AHHbIE C KPUMUYECKUM 3a00.1e8a-
Huem, pauyuoOHAIbHO PAHHee 6HYMPUBEHHOE 86edeHuUe 003, NOOOOHO 000a8KaM, UCNOJ1b-
3yemublxX npu napeHmepaibHom numanuu (1 ghnaxkon mynemumpaccoeozo Inemenma u
noausumamunos +100-200 me muamuna) (puc. 2). HeckoynbKo UCCIETOBAaHUHN MOKa3aIH,
YTO CTpaTerusi BHyTPUBEHHOTO BBEJICHUSI MYJIbTUHYTPUECHTOB B J103aX, B 4-5 pa3 MpeBbI-
HIAIOLIUX JI03Y, UCIOJIB3YEMYIO MPU MapeHTEPATIbHOM MUTaHUH, 10 TeX Nop, noka DI He
CMOJKET yJOBIETBOPUTH MOTPEOHOCTH, CBSI3aHA C JIyUITUMU TJI00ATbHBIMHU Pe3yJbTaTaMu
[106,107].

Bomnpoc 9: Kak npoBoAUTh CKPUHUHT U JIeYeHUE MAIHEHTOB C CHHAPOMOM BO03-
OOHOBJICHUS] MUTAHUSA?

Cunznpom Bo3zoOHOoBNeHus nutanus (RFS) npeacraiser co6oii NOTEHIIMATBEHO CMEPTEIIb-
HYIO OCTPYIO METa0OJNYECKYIO PEAKIIHIO OCJIE MOBTOPHOTIO Havaja BBEACHUS MUTATEIb-
HBIX BEIIECTB M1OCJIE PA3IMYHOMN MPOJIOIKUTEILHOCTH TOJI0JaHuUs, KOTOPask MOXET IpUBE-
CTH K 3a00JIeBa€MOCTH U yBelnueHuto cmepTHocTH [108].

CunapoM BO30OHOBJIECHMS MUTAHHS XapaKTEPU3YETCS AJIEKTPOIUTHBIM CJIBHUIOM,
BO3HUKAIOLINM B pe3yJIbTaTe NEPEKIIOYCHHS U3 KaTaOOJINYECKOr0 COCTOSIHUS C UCTIOB30-
BaHUEM JKHMpa M Oellka B KaueCTBE UCTOYHUKOB IHEPTUU OOPAaTHO B YIJIEBOAHBIA OOMEH.
VY Tunuzanus riroKo3HOro cyocTpara npuBOJIUT K OBBILIEHUIO YPOBHS MHCYJIMHA, YTO CO-
NPOBOKIAETCS UCTOLIEHUEM 3aI1acOB THAMUHA U CHIDKEHUEM YpoBHs GocdaroB, Maruus
U Kajus B IJIa3Me M3-3a BHYTPUKIETOYHOTO c/BHra 35eKTpoauToB [109-111]. Ocnoxue-
HUSl CHHJPOMA HaCTOJIBKO Cepbe3Hbl, YTO BHYTPUBEHHOE BBEJeHUE THaMuHAa B 103e 100—
200 mr/cyT B TeueHHE NMEPBBIX 3 THEN JOHKHO OBITh YACThIO PYTUHHOM Tepanuu (puc. 2).
[Tpu oTCYTCTBUM HaAJEXKAaILEro JIEYEHUSI MOTYT Pa3BUThCS MHOTME KIMHUYECKHE MOTEH-
[IUAJIBHO OIacHBIE 1S Ku3HU ntocaeacTsus [108].

N3-3a 3HaunTENBHBIX pa3ianunii B onpeneneHuax RES ero Ttounas yactora ocraercs
HensBecTHOM. OnHako, koraa RFS onpenenserca runodocdaremueii (runod) ¢ moporo-
BbIM ypoBHeM 0,65 Mmonb/i1, yactoTa kojnebaercs ot 34 no 40%, npu 3tom 4—10% npen-
CTaBIISAIIOT co00M Tskenyro runodocdaremuro (hocdar <0,32 MMOIB/TT) UM CHUKACTCS
nocJie Havaja MHQY3UH TI0K03bl WK HyTpuTuBHOU Tepanuu [111-113]. Cambie nocnen-
Hue uccienoBanus nanueHToB B OUT ¢ ncnonb3zoBanuem runo® B kauecTBe OCHOBHOTO
Kkputepus uis onpenenenuss RFS He BbissBMIN KiMHUYEeCKUX npeaukropoB RFS npu no-
crymienuu B OUT [41,110,114].
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Taxkum oopazom, écex nayuenmog 6 KPUMUYECKOM COCMOAHUN Clledyem paccmampu-
3amb KAK n00BEPHCEHHBIX PUCKY CUHOPOMA 60300HO06IEHUA RUMAHUA U KOHMPOAUDPO-
eéamwv ypoeeHv hochamos 6 cvieopomke He perce 00H020 paza é 0env npu Hauane I
[110]. ImarHocTHUeCKHE KPUTCPUH M PEKOMEHIAIMH MO0 MOHUTOPHHTY (ocdaToB He-
JaBHO ObLTH MPUHATHI B pykoBoAcTBe ESPEN 1o mutanwuto [7].

HenaBuue wuccnenoBaHusl MOKa3alid, 4ToO MOTpeOIeHHE OOJBIIOT0 KOJUYECTBa
sHepruu npu pa3Butun RFS cBsI3aHO ¢ MOBBIIIEHHON CMEPTHOCTHIO, @ OTPAHUYECHHE KaJl0-
pHil IPUBOAMT K yJIydllleHUI0 pe3ysbTaroB [114,115]. Pa3Huia B cMepTHOCTH BO3HHUKIIA
HAMHOT0 MT03Xke, BO BpeMsi npedbiBanus nanueHToB B OUT nocie KoppeKIuu AIeKTPOIHUT-
HOTO AucOallaHca, 4TO CBUETEILCTBYET O CJIOXKHOM nmaTodusnonorun [41,114].
Beeoenue muamuna u ocpanuuenue kanopuithocmu 00 500 kkan/0ensv unu 0o 25% pac-
uemnoii yeau, ocnosannvie Ha pekomenoayusax NICE [116], asnaemca uwacmoii npax-
mukoit 0aa nayuenmos OUT c cuno®/ RFS ¢ meuenue ne menee 48 uacoe.

[IpakTryeckue NpoTOKOJIBI IOCTYIIHEI B peKUMeE OHJIaiH (Hanpumep, [117]), uToOsr
HaIPaBIIATh MOCTYyNATEIBHYIO YHEPTUIO K LIETIM Ha paHHEH CTaJuu MpeObIBaHUs B OT/ACIIC-
HUW MHTEHCUBHOW Tepamuu. DHepreTuyeckas 1ejib Mpu MOCTYIUICHUHM OCHOBAaHA Ha MPO-
THO3HBIX ypaBHEHUsX. B 4 mara no 25% moBoasTcs A0 MpeArnoigaraeMom einu, 4ToObI
NPEeIOTBPATUTh TEepeKapMIIMBaHUE, BKJIIOYAs HEMHUTATEIbHYIO JHEpPruto mporodona u
nuTpata. Hempsimast katopuMeTpusi IPOBOAUTCS ISl KOPPEKTUPOBKH (HaKTHUECKOTO pac-
X0J1a PHEPTUU U YCTAaHABIMBAETCS B KaueCTBE HOBOM 1enu. [Ipu mMOBTOPHOM KOPMJICHUU
npu runodocdaremun B TeueHue 72 yacop mocie Haudana DIl ompaBnaHo orpaHuueHue
KasiopuitHocTH. Yepe3 48 4 mociie1oBaTeIbHO YCTAHABIMBAIOTCS CIIEAYIOLINE CTYIEHU
(25%).

Bomnpoc 10: Kak oneHUTH eIy 104HO-KMIIEYHYI0 HEeNePeHOCHMOCTh?

Kenynouno-kumieynasi (HE)IEPEHOCUMOCTh YaCTO OMPEIEISIETCS CUMITOMaMHU/TIPU3HA-
KaMH, [IPU 3TOM «IIE€PEHOCHUMOCTb» 03HAYa€T OTCYTCTBHE 3TUX CUMIITOMOB U IMPU3HAKOB
[118-120]. «Henepernocumocts sHTEpasibHoro tutanus» (EFI) 00pr4HO onpeaenseTcs kak
OmpeieNIEHHOE KOJUYECTBO OCTATOYHOTO oObeMa kenmyaka [119—121], oxBarsiBatolee
TOJILKO Tpo0emMbl BepxHux otaenoB XKKT nocne Hauana sHTEpanbHOTO 30HI0BOTO MMUTA-
HUS, B TO BpEMS KaK B BEpXHUE U HUKHUE OTAEIBI KEITYJOUHO-KUIIIEUHOTO TPAKTa MOXKET
OBITh BOBJICUEH JKEITY/IOYHO-KUIIEYHBIN TpakT (puc. 3). B OonbmMHCTBE AOCTYMHBIX HC-
cnenoBanuit manueHTsl ¢ EF1 6onenu Tsbkenee mo cpaBHEHUIO € MAallMEHTaMU, IEPEHOCS -
My DI, 4To MO3BOJIAET MPEANOI0XKUTh, 9TO EFI MOokeT ObITh STiupeHOMEHOM MITH Map-
KepoM TsikecTH 3aboseBanus [118]. B HeckonbKUX MCCIeOBaHUAX OBLJIO TTOKa3aHO, YTO
Bo3HukHoBeHHe EFI kak mpusnaka gucdynkuuu XKKT HezaBucumo cBsizaHo ¢ HeOmaro-
MPUSATHBIM HCXOJOM B KayeCTBE PAa3BHUTHS JOMOJHUTEIBHOW OpPraHHOW IUCHYHKIIUU

[119,121-124].
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KenynouHass HENEPEHOCUMOCTb, OLICHUBAaeMasi ¢ MOMOLIBI0 U3MEPEHUSI OCTaTOU-
HOro o0beMa KEeIyJKa, SIBISETCS PacHpOCTPAHEHHBIM >KETYIOYHO-KUIIEYHBIM CHUMITO-
MoMm y nauuenToB OUT, nonyuaromux OI1[118, 125, 126]. I3Mepenust octaTouHOTO 00b-
eMa >KeJIyJIKa He MMPOBOJAWIINCH BO MHOTHX YUPEKICHUSIX, TAK KaK UCCIEIOBAaHUE HE TIOKa-
3a1o npeumytiects 11 Mo KOHTPOIEM OCTATOYHOTO 0ObEeMa JKeyIKa y TAIUEHTOB C yKe
HavatbM DI, HEeCMOTps Ha TO, YTO PBOTA Yallle clydajach y MallMEHTOB 0e3 U3MepeHUs
OCTaTOYHOTO 00BbEeMa KelyJKa, 4eM npu u3Mmepenusix [127]. Oquako cBsI3b OCTATOYHOTO
o0beMa KelyJiKa ¢ TpaxealbHOW acrupalnuen KelxyJOUHOr0 COAEPKUMOT0 U Pa3BUTHEM
MMHeBMOHHMH He sicHa [128, 129], a u3aMepeHne oCTaTOYHOro o0bheMa Kelmyaka TpeOyeT
MHOTO BpEeMEHH M cBsi3aHO ¢ MHPeKInoHHbIM puckoM (COVID-19) u BapnabenbsHOCTHIO
npaktuku [121,122]. H3-3a 3mux ¢pakmopoeé u neonpeoenennocmeii nocieoHue pyKko-
600cmea 1ubd0 He PEeKOMEHOYIOm PYMUHHOE U3MepeHue OCMmamoyHo20 00vema ice-
ayoka [6], rnubo npednazaiom ozpanuyueamv UzMeEPEHUs OCHAMOUHO20 00vema dice-
JYyOKa moavko Hauanom u npozpeccuposanuem 11 [5,7]. Tlocneqnee BaxxHO, Tak Kak
nanabie PKUY 1ocTynHBI TONBKO IS MAIMEHTOB ¢ OJNHBIM D1, y:ke HayaThIM Ha MOMEHT
BKJIIOUEHUS B uccnenaoBanue [126]. Kpome Toro, HeT Xxopouiei 3aMeHbl U3MEPEHHS OCTa-
TOYHOTO 00BbEMa JKeTyIKa, KOTOPBI MOKHO OBLIIO OBl paccMaTpUBaTh B KAYECTBE CYyppO-
raTHOTO MapKepa OMOpOKHEHUS KelyJIKa y rmoctenu 6oiasHoTOo [128].
Iloamomy, ¢ 3a6ucumocmu om J10KAAbHBIX RPOMOKOI06, OCHIAMOYHBLIL 00bem dice-
JIYOKa 6ce euye modicem 0blmb 6KAI0UEH 6 OUEHKY HENEPEHOCUMOCIU NUMAHUA, A OCMa-
mounwlil 00vem xcenyoka o0onee 500 ma/6 u cuumaemca nokazanuem K emeuiamenp-
cmay (omcpouka unu npepvieanue 311 unu npumenenue npokunemuxos) [129].
[5, 7, 130-133], naxxe HECMOTpsI HA TO, YTO HE OBLIO JJOKA3aHO, YTO MPOKUHETUKH YITyd-
IIA0T 3HAYUMBIE JIJI TAlIMEHTOB UCXObI [ 134].

Yacro nopaxarorcs HuxkHUE oTaensl JKKT, gaxe nmpu oTcyTCTBUM HENEPEHOCUMO-
CTH CO CTOPOHBI BEPXHUX OTAEIIOB, YTO TPeOyeT allbTePHATHBHOTO TEPareBTUUYECKOTO
noaxoza. [lapanuy kuieyHnKa, IpUBOISAIINAN K B3IyTHIO Y MAIMEHTOB, ony4daromux I,
MOET OBITh CBSI3aH C HEOIArOMPUSATHBIMU UCXOJaMU. Y OOJBHBIX B IIOKE, MOJIYYaBIIUX
panHee noxHoe JII, no cpaBuenuto c 111, yame pa3BuBanucsy cungpom Orunsu (ocmpas
ncegoooOCmMpPYKYUss MOACMOU KUWKY, OMHOCAWAAC K NAMON02UYEeCKOMY PACUUPEHUIO
MOJICMOU KUWKU 0€3 MeXaHUuecKol Henpoxooumocmu) U uiemMus Kuiednuka [22]. Mo-
HUTOPHHT U JIEUeHHUE HenepeHocuMocTy tutanus u auchyukiuu XKKT 3atpyaHeHs! n3-3a
OTCYTCTBHUSl HAJIS)KHBIX U BOCIHPOU3BOAUMBIX MAapKEpOB U MHOTOTPAHHOM KIMHUYECKOU
kapTuHsbl [49]. TIockoapKy HM OJUH NMPOCTOM MapKep HE MO3BOJISIET HAJIEKHO BBISIBUTH
nuchynkiuo XKKT, ucnonszoBanre KOMOMHUPOBAHHBIX MOKa3aTenel, 00heaMHIIOMIMNX
HECKOJIbKO CHMITTOMOB U TIPU3HAKOB, MOXKET OBITh MOJIE3HBIM U JIOJHKHO OBITh PACCMOT-
peno [131]. HemepeHocumMocTh MHUTAaHUS Y MOCTENU OOJILHOTO OMpEAeNseTcs] KaK MpH-
3naku nucynknnn XKKT, nossustonmecs Bo Bpems D11 u, cinenoBareabHO, TPUBOISAIIUE
K cokparieHuto win npekpamienuto JI1. [123,124,135] HenaBHo Ob11u1 0000111€HBI JTaHHBIE

O BapruaHTaXx JICUCHUS, OCTaBIINXCA 0e3 oTBeTa BOIIpOCax U NPCIIOKCHUAX I 6YJIYHII/IX
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uccnegopanuii quchynkiuu XKKT [136]. Bkpatie, maiueHToB cleayeT TIaTeJIbHO 00-
CJIeI0BaTh Ha HATMYKE OOJBIIIOT0 OCTATOYHOTO 00BheMa xemyika (pakyaIbTaTUBHO — TO-
por 500 m11/6 1), pBOTHI, 00JIM, B31yTHS, OBBIILIEHHOT0/HAPACTAIOIIETO BHYTPUOPIOIITHOTO

JAaBJICHHA, KCIIYJOYHO-KUIICYHOIO ITapajinyda.

HeT npotuBOnoOKasaHMK gnNA Hadana an’

¥ \

Crapt 3MN ¢ HU3KOA CKOPOCTEHO W OLEHKA NpusHakoe gucdyHkumnmn XKKT J

& 1. pemeHHT ocTaHosUTE 30 WK COXPaHUTE HW3EYHD

HenepeHoCMMOCTE KenyaouHoro nuTanua? =» Ha CpREE
anSHaKH racTponapesa:

2. PACCMOTPETE NPOEMHETUEM, ECMW HENEPEHOCHMOCTE

* pEOTA,
COXPAHRETCA

* GOMBLIOH CCTATOUHLIN OO LEM HemyIxaZ,
® {NokaneHan) SoNesHEHHOCTh W HANPRKEHWE,

J. nocTnMnopUYecKDE NMTAHME, ECNK HENEPEHOCHMOCTE
* NosHWeHHoe BB, ecrm xenyaok nepepacTaHyT P ! e

COXPAHAETCA W HET PACTAHEHWA FMLLEYHWES

2 ¥

Het ] HenepeHOCHMOCTE TOHKOKMIIEYHOTO NATAHUA? =3 MpUzHaKK Nape3a KMWeYHuKa:
‘—r' + * DACTAHEHNE AMBO0TA (EMLLESHWKA),
l * HAPYLIEHHBIN KMLEYHBIA NECCaH,
YBENWYKTE 3N * paord,

HE"EWHOE"HDCTB yI'MEIII:lIlHnﬂl:I:? —} * GOMbBIOIA OCTATOYHBIN oS bem mnfmzl
* #* NOEHILEHHOE W BO3pacTaOwWwee BB

1. npogorusate 30 (HW3KAA CHOPOCTL, SCITA TA- ‘_ Ouapen *
HEMOE COCTOAHMWE]) 1. ocTaHoEMTE 301 MMM COXPAHWTE HUEKYID
CHOPOCTH

NepeoueHka >

2. OTMEHUTE CNAGHUTENEHLIE

2. paccmoTpeTs uamepeHre BB
J. NOWCK NPWYMHE, NCIMIOYUTE/NEYUTE MHDERLMOHHYIO QUaPEID

3. cnaGuTentHEE W NPOKMHETHEMN

Puc. 3. CKPIIHIIHT HENIEPEHOCHMOCTII 3HTEPATBHOT O ITHTAHIIA.

HMuddepermmarmisg MeEITY HeEPeHOCHIMOCTRIO MITAHIS B pa3HeIX oT/enax JKKT u
COOTBETCTBYHOIIAA TEPMITHOIOTTIA HE ORI OJTHO3HAYTHO YCTaHOBIIEHBI.

! [TpeanonaraeMemu mpoTHEONOKAzaHHAME K D[] ARISI0TCH HEKOHTPOTHPYEMEIH IMIOK, HEKOH-
TPOMHpYeMad THIIOKCEMHA H AlH03, HEKOHTPOTHPYEMOE EDOBOTEYEHHE M3 BEPXHHX OTAEIOR
AKT, acnapanma #3 weryara =300 wr/é 9, mmeMs KHINeYHHES, KHIMEYHAT HEMPOXOIHMOCTE,
ADIOMHHATEHEIH KOMIIAPTMEHT-CHEAPOM H BEICOKHE CBHIN De3 IHCTATEHOTO JOCTVIA IIT KOpM-

JICHHA.
n L _ R
* Octarounsi oosemM memyaka oT 200 mo 500 ax MoHO CHHTATE DOBHEIMIEHHEIM, a =500 nm —

TIOPOTOREIM ZHAYEHHEM ATd nNpekpamennd D11

BB I=euyTpudpomuoe gapnenne; I=sHTepartcHOe MHTAHNE
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BriBOABI

BaxHOCTP J1€4eOHOTO MUTAHUS MPH JICYCHUH TSHKETO0O0OIBHBIX MAIMEHTOB TPYIHO Hepe-
onieHuTh. B 1nienom, Begenue D11 TpeOyeT cucteMaTH4eckoro 1 0OHOBJIEHHOTO MOAX0/a C
ydactueM Beex crennanuctoB OUT, Bkitouas mpakTHUECKUE MOAXOAbI, MPEIOKEHHBIC B
TOM JOKYMEHTE, U peryJisipHble 0OHOBIeHUS. HeoOXOoauMbl M3MEHEHHS B MPAKTHKE
ayJIuTa Ha MECTHOM YPOBHE CO CTOPOHBI BCero coobmecTa cnenuaniuctoB OUT mms mo-
BbIIIEHUs Oe30nacHOCTH U 3 dekTuBHOCTH NpoBeaeHus JI1.

JluteparypHble HCTOYHUKH MOKHO HANTH B OPUTHHAJIE!
Preiser et al. Critical Care (2021) 25:424
https://doi.org/10.1186/s13054-021-03847-4
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