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NH®OPMAILIMSA O CTATBE PE3IOME
Hcmopus cmampu: PanHee mepopaibHOE MHTAHHE SIBISAETCS MPEANOYTHTENBHBIM CIIOCOOOM MHTAHMS JUIsl XHPYPrHYECKUX IAIlMEHTOB.
Tosyuena 11 dpespans 2017 r. U36eranne Kakoii-1u60 HyTPUTUBHOMN Teparuu NPUBOAMT K PA3BUTHIO HCTOLICHHS B MOCIEONEPAIIOHHOM MEPHOIE

Hpusra 13 despans 2017 rona mocie TSDKENOW —Omnepanuu. YYWThIBas, 4YTO HCTOLIEHWE M HEAOCHaHHE SBIAIOTCA (AKTOpaMU pHCKa

MOCJICONEPAIIMOHHBIX OCJIOKHEHUH, paHHee DHTepaJbHOEe MUTaHHE O0COOCHHO Ba)KHO I JIOOOr0 XHPYPrHyecKoro

Knioueguie cnosa: ManueHTa MpH PUCKe A7 3[0pOBbs, CBSI3aHHOM C (paKTOpaMH NMHUTaHHUsA, OCOOEHHO IS TeX, KoMy Oblia cienaHa
)E(’:PAYSPF"” omeparys Ha BEPXHHUX OTJAeNaX >KEeIyJOYHO-KHMIIEYHOro Tpakra. OCHOBHOE BHHMAaHHE B ATOM KJIMHUYECKOM
PYKOBOJCTBE yJIEISETCS aClIeKTaM IIMTAHUS B KOHIICIIIIIH PaHHEro BOCCTaHOBJIeHHs rmociie oneparmi (ERAS), a Taxoke

Hcpnor{cpauuox—u—loc TATaHUC G 5 o o
DHTepanbHOE THTAHHE OCOOBIM ITOTPEOHOCTAM B IMTAHWU MAIIUCHTOB, IOABCPrarOUIMXCSa TSKEIOU XUPYPrUUCCKOM Omepaluy, HAIIpUMEp

IMapeHTepanbHOE MUTAaHHE OHKOHOFI/I‘{CCKOPI, 1 TE€X, Y KOro pa3sBUBAIOTCSA CEPHE3HBIC OCIOXKHECHUA, HECMOTPA HA aICKBATHOC IIEPUOIIEPALITMIOHHOC
Ilepenoaroroka Beaenue namueHTa. C TOYKH 3peHUA Merabon3Ma U MUTAHUS KITIOYEBBIC ACMEKThI TIEpUONCPALIMOHHOTIO BEACHUA
BKJIFOYAIOT:

* MHTErpaluio MUTaHUs B OOLIYIO CXEMY BEJCHHS MAaLUCHTA,;
n30eraHue JUIMTENbHBIX IEPHOAOB MPENONEPALMOHHOIO OrPAHUYCHUS IIPUEeMa UL ;
BO300HOBJIEHHE NEPOPATBHOT0 MUTAHUS KAK MOKHO PaHBLIE MOCIIE ONEPaLtu
paHHee Ha4yalo HYyTPUTUBHOW TEpaluu, KaK TOJIBKO BOSHHKAET HY TPHLIMOHHBIN PUCK;
MeTaboINYECKUI KOHTPOIIb, HAIPUMEDP YPOBHSI TIIOKO3bI KPOBH ;
CHMXEHHE (PAKTOPOB, KOTOpBIE YCYryOJSIOT CBSI3aHHBIM CO CTpPEeCCOM KaraGoNu3M WM HapylalT padoTy
JKEITYIOYHO-KUILIEYHOr'0 TPAKTa,
MUHUMH3MPOBAHHOE BPEMsi HA MHOPEJIAKCAHTBI JJISl YIIPABJICHHUS BEHTWIALMEH JIETKUX B MOCIEONEPALHOHHOM
nepuoe;
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BaikHble cOKpaleHusl M TEPMUHbI
BKII BuoMenuimHCcKie KOHEYHbBIE ITOKa3aTeIN
OI1 DHTepalbHOE NUTAHUE (FHTEPATILHOE IUTAaHUE YepPe3 30H])

ERAS D¢ dexTHBHOE BOCCTAHOBIICHHE IIOCIIE OIlePauy

ESPEN EBporneiickas accoruanys KIMHAYECKOr0 MUTaHUS U
Merabosn3ma

93 KoHeuHble oKa3aTesy SKOHOMHKH 31PaBOOX PaHCHHS

HKIT MuTerpanys KOHEYHBIX ITOKa3aTeNe — KI1acCHUECKHX 1
OCHOBaHHBIX Ha COOOLICHHSX MAIUCHTOB

I IepopaiibHble 1OMOIHEHUS

11 IMapenTepanbHoe nUTaHHE

KX KauectBo xu3uu

113 IIuTanue yepes 3011

OO0bIuHas €1a/00bIYHOE TIUTAaHHE OObIyHas qUeTa, peaiaraeMas
NUIIEe6JI0KOM GOJIBHUIBI, BKIIFOYAsH CIICHUAILHBIE THETHI

Tepro/ nmeprorepaoHHOr0 MUTAHKS, HAYMHAIOIIUICS 10 OIepaliy — OT
TOCIUTAJIM3AIMH JI0 BBIIKUCKHU ITOCJIE ONEPALIH

1. IIpenBapuTeabHbIe 3aMeYaHUsI — IPHHIMIIBI KOPPEKIIMH MeTA00 THYeCKHX
HApPYIIEHUIi ¥ JIe4eOHOT0 MUTAHNSA

UYro0Obl HpPaBWIBHO CIUIAHMPOBATh HYTPUTHUBHYIO IMOANEPXKKY IAIlHEHTOB,
MEPEeHECINX XUPYPrUYecKoe BMELIATEIbCTBO, HEOOXOMUMO IOHSATH OCHOBHBIC
H3MEHEHHUs B MeTabo0IM3Me, KOTOpbIe BO3HUKAIOT B Pe3yJIbTaTe TPABMBIL, a TaKKe
TO, 4YTO HapylleHHe IUIAHA IHMTAHWUS  SBIsieTCs  (aKTOpOM  pHCKa
MIOCJICONEePALIMOHHBIX OCNIOKHEHHUiT. VcTomeHne BO BpeMsi MeTaboIMY4ecKoro
cTpecca OT JIF0OO0ro TUMa TPaBMBI OTINYAETCS OT TOJIOAAHHS B (DH3HOJOrHIECKUX
yenoBusx [1]. Cama omeparysi NPUBOAUT K BOCHAJICHHIO, COOTBETCTBYIOLIEMY
CTENEHU XUPYPrUYECKON TpaBMbI, U NMPUBOJUT K PEAKIHUH METabOoNHYecKOro
crpecca. [l IOCTIDKEHMST HAUISKAINErO 3aKHBICHUS M (YHKIMOHAILHOTO
BoccTaHoBJIeHUs (“restitutio ad integrum” — monHoe BoccTaHOBIEHHE) HEOOXOUM
MeTaboNnMueckuif OTBET, HO A 3TOro Tpebyercs HyTpPUTHUBHAs Teparus,
0COOEHHO KOr[a MAalmMeHT HCTOIICH M MPOAJIEBAETCS CTPEecC/BOCMAIUTENbHBIH
orBeT. HemaBHO OmsiTh OBLIO MOKA3aHO OTPHIATENHLHOE BIMSHUE AOITOCPOYHON
HEXBATKH KaJopuil M OelKoB Ha pe3yibTaT JICYEHHS I XHPYPrUYECKHX
HAI[MEHTOB B KPUTHYECKOM COCTOSIHHHM [2]. Ycmex omepariui 3aBUCHT HE TONBKO
OT TEXHMYECKMX XHPYPrHUECKHX HABBIKOB, HO TaKK€ M OT MeTaboHJecKoi
MHTEPBCHIMOHHOI Tepamuyd C Y4eTOM CIIOCOOHOCTH MAalieHTa MepeHOCUHTh
MeTabOoNMYEeCKyl0 Harpy3ky, a TaKke OT BO3MOXKHOCTH 00eCHednTh
COOTBETCTBYIOIIYIO TUTATENIBHYIO HOJIEPKKY. Y HAL[HEHTOB C OHKOJIOTHYESCKHMH
3a00IeBaHUSAME TAKTHKA BEJCHUS B IIEPHONEPALMOHHBIN MEPHUOJ MOKET UMETh
peluaoiiee 3Ha4eHHe sl JOATOCPOYHOro pe3yibTaTa [3, 4].

Xupyprudeckasi onepaius, Kak U qi006as TpaBMa, BBI3BIBACT PsiJ| PEAKLUMUil,
BKJIFOYAst BBICBOO 0XK/ICHHIE TOPMOHOB CTPECCa U BOCTIAIUTEIBHBIX MEINATOPOB, TO
€CTh HIUTOKHHOB. LIUTOKHHOBBIN OTBET Ha MHMEKIHUIO U TPABMY, TaK Ha3bIBACMBIil
«CHUHZPOM CHCTEMHOT'0 BOCIAINTEIBHOIO OTBETA», OKAa3bIBAET OOJIBIIOE BIHSIHUC
Ha Metabonu3M. CHHIPOM BbI3BIBACT KaTaOOJIM3M TJIMKOreHa, XHupa U Oenka ¢
BBIJICTICHHEM B KPOBOTOK TJIFOKO3bI, CBOOOIHBIX XKHPHBIX KHCIOT U aMUHOKHCIOT
TakUM 00pasoM, 4TO CyOCTpaThl CIIy)KaT HE CBOMM HOPMAalbHBIM LENAM —
MOAJICPIKUBATH MEPUPEPUUECKYIO OEITKOBYIO (0COOEHHO MBIILICYHYIO) MACCy; OHH
BMECTO 9TOT0 HAIIPABJICHBI HA 3aa4H 3a)KHBICHUS U Pa3BHTHSI UMMYHHOI'O OTBETa
[5, 6]. ITocneacTBuemM Katabonu3ma Genka SBISIETCS MOTEPS MBILICYHOW TKAHH,
KOTOpast HPEMsTCTBYeT (yHKIHOHAIBHOMY BOCCTAHOBJICHHIO (YTO CYMTACTCS
Hanbosee BaKHOI 1IENIbI0) B KPATKOCPOUYHOM M JOJATOCPOYHON mepcrmekTuse [7].
BaxHBIMH MEXaHM3MaMH BbDKUBAHUS SIBIISIOTCS JTHIIONIN3, OKHCIICHNE JIMITH/I0B U
MOHIDKCHHOE OKHCJICHHE TIOKO3bl. OHM CHOCOOCTBYIOT COXPAaHECHHIO 3alacoB
6ernka [8]. [TutaTenpHas TEpanus MOXET 00ECIICIHTh SHEPTUIO [UTsl ONTHMAIBHOTO
3Q)KMBIICHUS M BOCCTAaHOBJICHHS, HO B HEIOCPEACTBCHHOH MOC/ICONEPaL{IOHHOI
(daze MOXET TOJNBKO MHHHMAIbHO IPOTHBOACHCTBOBATh  MBIIICYHOMY
KaTaboaM3My WM BOOOIIE HE MPOTHBOACHCTBOBaTh. I BOCCTaHOBIICHUS
nepudeprueckoil  OENKOBOH MacChl OpraHU3My HEOOXOIMMO HaJUJICKAIIUM
00pa3oM CIpaBIATbCA C XUPYPrHYECKOH TpaBMOW M BO3MOXKHOW HMH(QEKLIHEH.
IMutaTensHas HOANEPKKA/PAllHOH M (U3HUYCCKHE YIPaKHEHUS SBIIIOTCA
MIPEIIOCHUIKAMH U1l BOCCTAHOBJICHHS Tepu(epHiiHOI Macchl Oenka/Macchl Teda.

TNanuenTsl, nepeHecIe XUPYPrHIeckoe BMENIATEIHCTBO, MOIYT CTPaJaTh OT
XPOHUUYECKOTO ClabOBBIPAXKEHHOTO BOCHAJCHUS, HAIpHMEp, HpPU OHKOJOIHH,
nuabere, IMOYEYHOH W IedeHo4HoM Hexocratoynoctu [9]. Ciemyer yduThiBath
Jpyrue HeNHIIeBble Meradoymdeckue (HakTopbl, MeENIAIOIHe HaJIeKaLlEeMy
MMMYHHOMY OTBETY, U, KOI'la 3TO BO3MOXHO, KOPPEKTUPOBATh UX WU yJIydlIaTh
0o omepamud. OJTO Takue (AKTOphl, Kak ocnablicHHass (QyHKIUS CepAedHO-
pPECNUPATOPHBIX OPraHOB, AHEMMs, OCTPble M XPOHUYECKUE WHTOKCHUKALUU

(manpumep, aJIKOT0JIb, peKpealoHHbIe HAapKOTHUKH), JIe4eHHe
MPOTUBOBOCHAIUTENbHBIMUA M IUTOTOKCUYECKUMH IIpENapaTaMu.
Xupypr JOJDKEH ~ CONOCTaBUTb  CTENEHb  TSHKECTU  XUPYPrHYECKOro

BMEILIATEIBCTBA C COCTOSIHHEM IIMTAHMS, BOCHAJIUTENBHONW aKTUBHOCTBIO U
OXKMJAEMbIM OTBETOM opranusma. Tspkenoe NpelCyIecTBYIOIIEe BOCIAICHHE N
CEIICHC OKa3bIBAIOT OTPULIATENIBHOE BIMSHUE Ha 3a)KUBIICHHE (PaHbI, aHACTOMO3BbI,
UMMyHHbIe QYHKIHH U T. 1.), HO TAKKe YMEHBINAIOT II0Jb3Y AMETOTepanuu. Y
HALHEHTOB C BBIPAXCHHBIM MCTOLICHHEM MOTYT Pa3BUBATHCS aAMHAMHUYECKAs
¢dopma cemcuca ¢ THIOTEpMHUEH, JICHKOIEHUS, COHJIMBOCTb, HAapyLICHHE
3Q)KUBJICHUS PaH M THOMHBIC BBIIEICHUS, YTO B LEJIOM IIPUBOAUT K MEJICHHOMY
YXYIIICHHIO U CMEPTHOCTH. B 9To#l cuTyanuu HyTpuTHBHAs Tepamus He Oyner
CIIOCOOCTBOBATH MOAAEPIKKE MM HAPALIMBAHHMIO MBIICYHON MacChl, HO MOXET
BOCCTAHOBUTh HAUIOKAIIYI0 PEAKI[MI0 Ha CTPECC, IOBbIMIAS INAHCHI Ha
BhI3OpoBIeHUe. MH(popmanus 00 ocrableHHH BOCIHANUTENBHON CTPEcCOBOH
peaKuuy O3HAYaeT OrPAaHHYCHHE CTEHEHH XHPYPrUYECKOil TpaBMBI U MOXET
MPUBECTHU K BBI3JI0POBJICHUIO 0€3 OCIOKHEHUH.

IManueHTsl ¢ Cepbe3HBIMU HAPYIICHUSAMH, a TaK)Ke TE IMAIl[MEHTHI, KOTOPHIM
TpedyeTcss HEOTJIOKHOE BMEIIATENbCTBO, JODKHBI IONTy4aTh TEPHOIEPAIOHHYIO
JMeToTepanuio  Goliee  JUIMTENBHOW  NPOAOIDKUTEIBHOCTH; — XHPYPruuecKoe
BMEIIATEIBCTBO CIEAYET OIPAHMYUTH, WIIM JODKHBI MPUMEHSATHCS MHHHMAJIBHO
MHBa3MBHbBIE HHTEPBEHI[MOHHBIE METO/IbI, YTOOBI 00JIErIUTh HH(EKIMIO/HIIEMHIO.

Jns Toro uToOBI HeifTpamm3oBaTh 3((EKT yMEPEeHHOro HCTONICHUS B
KpaTkocpouHoit mepcrektuBe (7—-10 gHeif), HeoO6XomuMo 00paTHTh o0coboe
BHUMAHHUEC Ha HHTaTeJ’lebIﬁ CTaTyC. l_laLll/leHTbl C Bpra)KCHHbIM HCTOILICHUEM
JIOJDKHBI COOJIONIATh IMETY B TEUEHHE AJMTEIBHOTO MEPHOJa, TAKKE UM CIEAYeT
BBIMOJHATh ~ (DM3MYECKYIO Harpy3ky. VY JeHCTBUTENbHO HMH(HIMPOBAHHOTO
MalMeHTa 0ocob0e BHUMaHUE CIEAyeT OOpaTUTh MMEHHO Ha CercHC («KOHTPOIb
l/lCTO'-[Hl/lKa))), l'lpl/l 3TOM HE€ JJOJDKHA BBINOJHATHCA HUKaKasl TsKeas onepauuﬂ
(pMCKOBaHHBIE AHACTOMO3bl, OOLIMpHBIE HCCeYeHHMs M T. 1.). PaauxaneHyio
XHPYPrUUYECKYIO ONEPALHNIO CIEAYeT NPOBOANTh Ha OoJiee MO3AHEN CTaauu, Koraa
cericic OyzeT Ha/lIeKaluM 00pa3oM BbUIEYEH.

Bbuto 1MOKa3aHO, 4TO B Cllydae IUIAHOBBIX ONEPALUHA MEPbI 110 CHUKCHHIO
XUPYPrUYECKOr0 CTPecca MOIYT CBECTH K MHHUMYMY KaTaOOIH3M H TOAAEPKATH
aHaboIM3M BO BpeMs OINCPATHBHOrO JICYCHHS, 4YTO IIO3BOJIMT MHAIl[HECHTAM
BOCCTaHABIIMBAThCSl 3HAYMTENBHO JIydlle M ObICTpEE Jaxe MHOCie TSKEIbIX
XHpyprudeckux omeparuii. Takue mporpamMmsl st yckopeHHoi xupypruu [10]
M03)KEe Pa3BUIIMCh B KOHI[CHIHIO 3 ()EKTHBHOIO BOCCTAHOBIICHHS I1OCIIE ONEPaLlin
(ERAS). Bput onucad psa (HakTopoB, KOTOPBIC COYETAIOTCS [JISI MHHHMH3ALHUU
crpecca M OOJICT4eHHs BOCCTAHOBJICHHMSA (DYHKIMH: K HHM  OTHOCSTCS
HpeoNepaluoHHas MOArOTOBKA M JIGKAPCTBA, OanaHC KUIKOCTH, aHECTE3Us U
[OC/ICONCPALOHHAs ~ AHANrEe3Hs, JO- M [OCICONCPALHOHHOE IMUTAHHE H
mobmmmsaumst [5, 11-13]. B macrosimee Bpemst mporpammel ERAS  cramm
CTaHJAaPTOM B TAKTHKE MEPHOINECPALIOHHOrO BEACHHUS, KOTOPBIH ObLI MPUHAT BO
MHOTHX CTPaHaX MO HECKOJIBKMM XHPYPrHYeCKHUM crenuanbHocTaM. OHH Obuin
paspabGoTaHbl [is onepanuii Ha ToscroM Kumeunuke [11, 14-17] u B Hacrosmee
BpeMsI MPUMEHSIIOTCS A BCEX TsDKeNbIX omepanuii. [Iporpammer ERAS taxoke
ycHemHo obecrnednBain ObICTpoe «(YHKLIMOHAIBHOEY» BOCCTAHOBJICHHME IIOCIIE
racrpakromuu [18], pesexkunn momkenymounoi xenesst [19, 20], omepaumii Ha
opranmax Ttaza [21, 22], skctupmaunu matku [23], omkormekomoruu [24]. Bo
BpEMEHA OrpaHUYCHUI B SKOHOMHKE 3apaBooxpaHeHus ERAS takxke sBisercs
Pa3yMHBIM BKJIaJIOM B 33/1ady 9KOHOMHUH pecypcoB [25]. Bbio Takske mokasaHo, 4T0
npotokossl ERAS siBisitoTcst 6€30MaCHBIMM U HOJIC3HBIMU IS TTOXKUIIBIX JIFOACH
[26]. TwmarensHOe cobGmomenne mporokonoB ERAS Moxer OBITH CBS3aHO C
YIIy4IIEHHON BBDKMBAEMOCTBIO B TEUEHHE 5 JIET MOCHIE TAKEION KOJIOPEKTaIbHON
xupypruu [4].
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CormacHo kmodeBoMy NyHKTY ERAS, ynpaBneHne mnutaHueMm sBISETCS
MexnpodpeccuoHanbHOl  3amadeil. Ilporpammer  ERAS  rtaxke BkirowaroT
MeTabOINYECKyI0 CTPATeruio JIs yMEHBIICHUS [EPHONEPAllHOHHOrO cTpecca U
yiydiueHus: pe3ynsratoB [12]. B To Bpemsi kak paHHee HepOpajbHOE MUTaHHE
SIBJICTCS  TIPENIOYTUTENBHBIM CIIOCOOOM NHTaHWs, HU30eraHue Kakou-I6o
JIMETOTEPAIMU HeceT PHUCK HCTOIICHHS BO BpeMs IIOCIICONEPAIIMOHHOIO Kypca
nocie Tspkenod onepanuu. [IpuHUMas BO BHUMAaHHE, YTO COCTOSHUE ITHTAHUS
sIBJsieTCsT (PAaKTOPOM PUCKa AJISL MOCIICONSPAIMOHHBIX OCIOXKHEHHUH, 3TO 0COOCHHO
Ba)KHO JUISL ITAIIHEHTOB C PUCKOM JJISL 30POBBSI, CBA3aHHBIM ¢ (haKTOpaMH UTaHUS,
U TeX, KTO NPOXOJUT OIEPalUI0O Ha BEPXHHX OTIENaxX JKEJYJAOYHO-KHIICYHOIO
tpakta (GI). Ilo oT0lf mpuunHe KiMHHYeckoe pykoBoicTBo ERAS He ynmemser
IIPHCTAIBHOTO BHUMAHUS OMOJIOrHYeCKUM JoOaBKaM K MHILE [0 M ITOCIIE ONePALUH.
B paBHoii ctenenn nporokoist ERAS noagepxuBaoT paHHUH IepOpabHbLi IprueM
BHYTpb ISl BOCCTAHOBJICHHS (DYHKIIMH KUIICYHHKA.

C ToukM 3peHHss MeraboiM3Ma U [UTaHUS
[IEPUONEPALIOHHOr0 BEACHNS BKIIFOYAIOT:

*  UHTErpalyio IUTAHUS B OOILYIO CXeMY BEACHUS HAI[HUCHTA,
e y30eraHue JUIMTENBHBIX IEPHOJOB IPEJONEePAlMOHHOI0 OrpaHUYCHHS MpHeMa

MY,

*  BO30OHOBJICHHE NEPOPATEHOrO MUTAHMUS KaK MOXKHO PaHbIIe OCIIC ONepalnH;
* paHHee Ha4yajio JUETOTepPAINH, KaK TOJbKO BO3HUKAET HYTPULMOHHBINH PHCK;

*  MeTaboJINYeCKUi KOHTPOIIb, HATIPUMED YPOBHS IJIFOKO3BI KPOBH;

e CHIDKGHHE (DAKTOPOB, KOTOpbIe YCYTYOJSIOT CBSI3aHHBI OC CTpPeccoM

KaTabOJIN3M WM HapYLIAIOT PaboTy XKEIYA0YHO-KHIIESIYHOTO TPAKTA;

*  MHMHHMMH3UPOBAaHHOE BpeMs IS IPHUMECHEHHS MHOPEIAKCAHTOB C LEJIbI0
yIpaBJIECHUs BEHTUIILUEH JErKUX B IOCICONEPaliOHHOM IIEPHOE;
*  PaHHIOI MOOWIM3ALHUIO AJIs 00JIerdeHus CHHTe3a OeKa U (pyHKIUH MBIIIILL.

KIIFOYECBBIC ACICKTBI

1.1. Hympumusnas mepanus

HytputnsHas Tepanus. CHHOHMM: HYTPUTHBHAs MOJJIEpXKKa ONpesesercs B
COOTBETCTBHM C pPEKOMEHAAUMsIMH EBporeickoil acconuanuu KINHUYECKOTrO
nuTanus 1 Mmetabomusma (ESPEN) [27, 28]:

HyTpl/lTl/lBHaSl Tepam/m — 3TO Hpe}lOCTaBJ’ICHHC IMMUTAHUA WK THATATCIbHBIX
BEIleCTB uepe3 poT (0oObIYHAsT [AHeTa, TepameBTHYecKas MAueTa, HampuMmep,
BHTaMl/IHI/BHpOBaHHbIe l'lpO}lyKTl:l IMUTaHWsA, l'leOpaJ'll:Hl:]e ZIOI'IOJ'IHCHI/Iﬂ) HJIM KaK
sHTepanbHoe nuranue (OI1) mmbo mnapentepansHoe mnurtanue (II1) ans
pO(UIAKTHKY UM JICUEHHUs] UCTOIEH . « MeINIMHCKas HyTPUTUBHAS Tepanus —
9TO TE€PMHH, KOTODBIH BKIIIOYAET B ceOsl IepopaibHble JOMOIHEHHs, JHTEPATbHOE
KOpMJICHHE Yepe3 30H] (JHTEpaabHOE MUTAHKE) H HapeHTEepantbHOe MUTanuey [27].
DHTepanbHOE U IapeHTepabHOE MUTAHHE TPAAUIIMOHHO HAa3bIBAIOT HCKYCCTBEHHOM
HYTPUTUBHOH moamepxkkoi. HyTpuTuBHas Tepamusi — 3TO HHAUBHAYyaJIbHBIE U
1ieJIeHaNpaBJIeHHbIe MEPhI [0 MHTAHUIO C HCIOJIb30BAHHEM JHEThl MM JIeUueOHOH
Tepanuu. JlMeTuueckue KOHCYIbTAlMM MJM KOHCYJIBTHPOBAHHE IO BOIPOCAM
ITUTaHHUS MOTYT OBITh YAaCTBIO TE€PAITHU THTAHHS.

VY XHpYpruyecKoro nanyueHTa NoKa3aHUAMHU K HyTPUTHBHOH Tepanuu sABIAIOTCSI
npouIaKTHKAa M JIeUueHHe KaTabolM3Ma M HCTOLIEHHA. DTO BIMAET TJIaBHBIM
00pa3oM Ha IEPHONEPAIMOHHOE IOJJAEpPKAHHE COCTOSHMSA IHTAHUS, YTOOBI
[PEJOTBPaTUTh  IIOCICONepaoHHbie  ociaoxkHeHus [29]. Tepamuio HyXHO
IPHMEHATh TOTAA, KOTr[a HyTPHITHOHHBIH PUCK CTAHOBHUTCS OueBUAHBIM. Kputepuu
ycmexa — «TepaleBTUYECKOro»  IOKasaTelss — 3TO  TaKk  Has3bIBaeMble
«pe3yIbTATUBHBIE» HapPaMETPhl CMEPTHOCTH, TSHKECTH KIMHUIECKUX IPOSBICHUH 1
IIPOIODKUTEIBHOCTH MpeObIBaHHA B OONBHMIC, YYHTBIBAIOTCS IPH ITOM U
OKOHOMHYECKHE  MPEANOCHUIKH.  YIydIIeHHE  COCTOSHHS  HHTaHHA |
(yHKITHOHAIBHOE BOCCTAHOBIICHHE, BKIIOUAsl KAUECTBO KHU3HHU, ABIIIOTCA Hanbonee
Ba)KHBIMH LIEJISIMH TIPOLIE€CCA TUTAHUS B KOHIIE IOCIECONEPAIlMOHHOT0 IIEPUOAA.

HytputuBHas Tepamust MOXKeT OBITh MOKa3aHAa Aake IAIMEHTaM 0e3 SBHOTO
HCTOILICHHUS, CBSI3aHHOTO C OONE3HBIO, SCIIH OXKUAACTCSA, YTO IAIMEHT HE CMOXET
eCTh HJIH He CMOXET IOIJIEPKHBATh COOTBETCTBYIONIMII IEpPOpaNbHBIA IpUeM
BHYTPH B TEUCHHE JIHTEIBHOTrO MEpHOAa IIEPHONEPAiONHO. B 3TuX cuTyarmsax
HYTPUTHBHAs TepalmHs MOXeT OBITh HayaTa Oe3 mpomemiteHus. B memom,
HACTOATENBHO PEKOMEHIAYeTCs He MOXKUAAThCA CEphe3HOro 3aboieBaHHS,
CBS3aHHOTO C HCTOIICHHEM, a Ha4aTh HYTPUTHBHYIO TEpPAINHUIO 3a0JIarOBPEMEHHO,
KaK TOJBKO CTaHET OYEBUAHBIM DHCK IJISI 3J0POBBs, CBA3AHHBIM C (haKTOpaMu
MTHTAaHHS.
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IIpoToKOIIBI NHTAHHS JJISI XUPYPrUUECKOro NANUEHTa JOJDKHBI BKIIOYATh

*  1OAPOOHYIO HCTOPUIO IIUTAHUS M HCTOPHIO OONIE3HH, KOTOpast BKIIIOYAET OLEHKY
cocTaBa Tena;

* IUIaH HyTPHTHBHOH TEpaIVH;

* IIOIPABKYy K IUIAHY TEPAINHU, KOTa 9TO HEOOXO0HMO;

* UETKYI0 M TOYHYI0 JOKYMCHTaJbHYIO OLCHKY IHUIIEBHIX M KIMHUYECKUX
pe3yJIbTaToB,;

*  YOPaKHEHHS C OTATOLIECHUSMHU, ECIIU BO3MOXKHO.

Takum  oOpa3oM, OCHOBHBIM  TpeOOBaHHEM  SBISCTCS  I[IPOBEICHHE
CHCTEMaTHYECKOr0 CKPHHMHIA pHCKa A 3M0POBbs, CBSI3aHHOTO C (axTopamu
nutanus (P3II), y Bcex nanuenros B cranuonape [30]. [lokasanus K BBIIOIHEHUIO
P3I1 Brimouarot B ce6ss UMT menee 20,5 kr/m?, motepro Beca Goinee 5 % B TeueHne
3 MecsILeB, CHIKEHHE MOTPEOICHUS UMM U TSDKECTh 3a00sieBaHus. Y HMOXKHIBIX
JIoZeH HeoOXOAMMa KOMIUICKCHAs ITepHaTpUUecKasi OLEHKa, KOTOpasi 0053aTeJIbHO
nospkHa BKioyats P3IT [31].

Jns  ynydineHus KadyecTBa IIMTAHMS HYXHO BECTH JOKYMCHTALHUIO O
HOTPEOJICHUH MUK, IPH HEOOXOAUMOCTH CIICAYET IPEAOCTABIIATH KOHCYIBTALHIO
no BonpocaM nurtanus. Ilepopanbubie gononHenus (ITTIA) u OI1 (nuranue yepes
30HA), a Taxke I1I1 1alT BO3MOXXHOCTh 0OECHEUUTH MOTPEOICHNE MUTATENbHBIX
BEIIECTB MM YBEIMYHUTb €r0 B ClIyyae HEJOCTaTOYHOrO MEPOpajbHOro HpHema
BHYTDb.

1.2. Ilpedonepayuonnoe numanue

1.2.1. Puck 0151 300p06bsi, CEA3AHHDLIL C PAKMopamu NUMaHust, <MemadoIUYecKuily
PUCK U C6s13aHHOe ¢ 3a001e8anUeM UCMOUjeHuUe

OleHKa /10 onepalny 03Ha4aeT OLEHKY prcKa o nmarodusuonoruu [32]. JlaBHo
U3BECTHO, YTO CEPhE3HOE HCTOIICHHE OTPHLATEIBHO BIHSACT HA PE3YJIbTAT JICICHHS
[33-36]. Cunraercs, 4TO MCTONIEHHE OOBIYHO XapaKTEPHO MJS TOJIOJAAHHS H
OTCyTCTBl/Ifl TN, YacTo HE 0CO3HAETCS M HE TOHUMAETCS TOT Cl)aKT, YTO UCTOIICHHUEC
l'lpl/leTCTByeT u B 3a]'la}1HOM ane C €ro BcCE yBeJ’ll/l‘-ll/lBalOLL[l/lMCﬂ ]'lpOL[CHTOM
TY4HBIX Jojei. Mcrouenue, cBa3anHoe ¢ 3aboneBanueM (MC3), aBnsercs MeHee
ABHBIM  ONpEJeNeHueM, ueM MpejnaraeMoe BcemupHoil — opranu3zanueii
3npaBooxpanenus (BO3) onpenenenue ucromeHus ¢ naaexkcom macesl tena (MMT)
menee 18,5 kr/m? (BO3) [28, 37]. [Toreps Beca u3-3a GONE3HN Y TYYHBIX [ALUCHTOB
HeoOsA3aTenbHO cBa3aHa ¢ Hu3kuM MUMT. I1pu aToMm naHHas noteps Beca MPUBOJUT
K M3MEHEHHSM B COCTaBE TeJIa, CBA3AHHBIM C yMEHBIICHHEM MacChl Tena 6e3 Xupa.
OTO BBI3BIBACT «METAOOIMYECKHH PHUCK», KOTOPBIH CIeayeT MMEThb B BHIY Y
HAIHEHTOB, IEPEeHECINX THKEIIYIO ONepalnio, 0COOEHHO CBA3aHHYIO C OHKOJIOTHEH.
Kpome Toro, xpoHudeckoe ciraboBbIpaKEHHOE BOCIIAJICHUE MOXKET OBITh CIEACTBUEM
ucrouienus [9].

Henasuo ESPEN onpenenuia AMarHOCTHYECKUE KPUTEPHM MCTOIICHUS B
COOTBETCTBHH C JBYMsI Baprantamu [28]:

» Bapuant 1: UMT wmenee 18,5 kr/m?;
* BapuaHT 2: KOMOMHMpPOBaHHBIH: moreps Beca Oosee 10 % umm Oonmee 5 % B

TeUCHHE 3 MecsIeB, a Takke cHIKeHne UMT wim HU3KHM MHIEKC MacChl Tela 0e3

sxkupa (FFMI).

Cuwmxenupiit UMT coctaBiser menee 20 win Menee 22 Kr/M? y HalUMeHTOB
Mosoxe u crapiie 70 net coorBercTBeHHO. Huskuit FFMI cocraBnser menee 15 u
MeHee 17 Kr/M? y )eHIIMH U MYXYUH COOTBETCTBEHHO.

Tlockonpky MC3 yacTo He pacro3Haercs, I03TOMY He JICUUTCS, MeTabOoIn4ecKue
(akTOpBI OOBIYHO HE PACCMATPHBAIOTCS MIPU KPUTHUECKOM aHAIM3€E XUPYPrHICCKON
3a00JICBAEMOCTH M PE3YJIbTATOB JIEUCHHS. B TpaaMLMOHHOH XHUPYpPru4eckoi
TIOMOIIY MHOTHME PETPOCHEKTHBHBIE U MPOCIEKTHBHBIC MCCICAOBAHUS (CCBHUIKU B
kimHrIeckoM pykoBoactee ESPEN 2006, [38]) sicHo moka3ain MpOrHOCTHYECKOe
BIUSHHE COCTOSHUS NUTAHUS HA OCIOXKHGHUS H JICTAIbHOCTh. CHCTeMaTHUeCKHit
0030p IecsTH HcCIe[OBaHHH) IT0Ka3all, YT0 000CHOBaHHAs CXEMa JIeUeOHOr0 MUTaHHUs
ABISICTCA IPOTHOCTUYECKUM (DaKTOPOM IPOIOJDKHTEIBHOCTH HpPEOBIBAHHSA B
CTal[IOHape IMAIMEHTOB C PAKOM JKEIyJOYHO-KHIIEYHOIO TPAaKTa, TPEOYIOMUM
xupyprudeckoro BmematensctBa [39]. MC3 Takke 3HAYNM UL PE3yJBTATOB
JIeYeHUsI [TOCIIC TPAHCIUIAHTAIMH OpraHoB (cM. cebliku [38]). JlaHHbIe eBpOIecKoro
“NutritionDay” o 15 000 mauueHTaM SICHO TOKa3aJIH, 9TO «METa0OIIMICCKUN PHCK»
SBIACTCA (PAaKTOPOM CMEPTHOCTH B OOJIBHHIIAX, OCOOCHHO ATO KacaeTcs MOXKUIIBIX
moaei [40].
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CormacHO IPOCHEKTHBHBEIM — JaHHBIM  MHOTOLGHTPOBOTO — HCCIEOBaHUS,
OOJBIIMHCTBO NAIEHTOB, HAXOSIIUXCS B TPYIIIe PHCKA, IOMaayT B OONEHUIBI B
OTJICJICHUSI XUPYPTHH, OHKOJIOTUH, IepuaTpud ¥ peaHuManuu. OxHO(aKTOPHBIH
aHaJIN3 BBIIBHJI JOCTOBEPHOE BIIMSHHE HA YPOBCHb PA3BHTHS OCIOXKHEHUH NpH
TOCIIUTAILHOM JICUCHHH CJIEAYIONUX (haKTOpPOB: TSDKECTh 3a0O0JICBaHUS, BO3PACT
Goiee 70 siet, XUpypruvyeckoe BMemaTenbeTso u pak [41]. IlpuHumas BO BHUMaHHE
TEH/ICHIIHU AeMorpadueckoro pa3BUTUs B 3alaJJHOM MHpPE, MOXKHO yTBEPXKIATh,
9TO XUpPypraMm IIPHAETCS HMETh JENO C IIOBBIICHHBIM PHCKOM Pa3BUTUS
OCIOKHEHMH Yy IMOXWIBIX  JIIOAed, KOTOpble IIOABEPrarTCs  TsHKEION
OHKOJIOTMYECKOH OIepanuu.

Merabonuueckuii puck, csizanublii ¢ C3, MoxeT ObITh JIErKO OOHApYyXeH C
MIOMOLIBIO «IIOKA3aTeJsl PHCKA JUIsl 30POBbsI, CBI3aHHOTO ¢ (hJaKTOpaMH IUTAHUDY
[30]. Dror wuHCTpyMeHT ObLI NPOCHEKTHBHO BAaiWJUPOBAH B HEIaBHUX
HCCIIC/IOBAaHUSIX XUPYPrUYeCKuX maunentos [41, 42].

HenaBHO B 0ZJHOM HCCIICJOBAHHH COOOIIANIOCH, YTO OJHH TOJIBKO OOJee HU3KUH
YPOBEHb MOTPEOJICHUS MUY 10 IOCIUTAIN3ALMHN ObLI €Ile JIy4LIUM IIPEAUKTOPOM
pucka, yem P3I1 [43]. Cucremarndeckuit 0030p 15 wucciemnoBaHuii MOMKHUIBIX
NanyeHToB oduieil xupypruu (6oxaee 65 net) ¢ 1998 roxa mo 2008 rox nokasain, 4To
IoTepsi Beca W  KOHLEHTpauus anbOyMHHa B CBHIBOPOTKE  SIBISIIOTCS
MIPOTHOCTHYECKUMH IapaMeTpaMH IIocjeoNepaunonHoro ucxona [44]. 91o 6su1o
MOATBEPIKAECHO B HENABHEM KOMOPTHOM HCCIEIOBAaHMM ITAl[MEHTOB, MEPEHECIINX
TsDKeJbIe ONepaIiy Ha BEPXHUX OTeNaX JKelyJ0UHO-KUIIEeIHOro TpakTa [7].

OTH JaHHbIE MOMYEPKUBAIOT OCOOYIO BaXKHOCTb NPUMEHEHMS B KIMHUYECKOH
MpaKTHKE:

* CKPUHHMHIA Ha HUCTOLIEHHE (HAampUMep, CKPUHHMHIAa HA PUCK IS 3]0pOBbS,
CBsI3aHHBIM ¢ (akTopamu nuTaHus, P3[I) mpu MOCTymIeHMH WM IEepBOM
KOHTAKTe;

* HaOIIOJEHNUS ¥ JOKYMEHTHPOBAHUS IEPOPATBHOTO HpHeMa BHYTpPb;

* peryisipHoro HadroeHus 3a Becom u UMT;

. KOHCyJ’leHpOBaHHﬂ (¢] BOl'IpOCaM IMUTaHUS.

IIpenonepalnoHHBIl  ypOBEHb  CBIBOPOTOUHOIO  aubOyMHHA  SIBJISIETCS
MPOrHOCTHYECKUM (HaKTOPOM OCIOXKHEeHHit mocie onepanun [7, 45-50], a Taxxe
CBSI3aH C HapyIIEHHEM COCTOSIHUA NMuTaHus. Takum oOpa3oM, ambOyMHH MOXKHO
TAaKX€ HCIIOJIB30BaTh [JIsI BBISABIICHUS xupypmqecxux MalMEHTOB C TAXKECJIbIM
pl/lCKOM I 3)10pOBl>ﬂ, CBA3aHHBIM C (baKTOpaMl/l MUTAaHUA, 10 HAJIUYHUIO I10
MEHBIIIEH Mepe OTHOr0 U3 CIEAYIOIUX KPHUTEPHEB:

* norepst Beca Ooxnee 10—15 % B TeueHue 6 mecsies;

¢ UMT wmenee 18,5 kr/m?;

¢ cyObexTuBHasA riodanbHas oueHka (SGA), crenens C mim P3I1 6onee S5,

* YpOBEHb CBIBOPOTOYHOrO anbOymuHa 10 onepauuu MeHee 30 r/m (6e3 kakux-

J1100 MPU3HAKOB €4 EHOYHON WIIM ITOYEUHON JUCHYHKIIUN).

JUis MalMeHTOB C BBICOKMM YPOBHEM DHCKa IMpPEONEPallOHHBIC MEPhl I10
YITy4IICHHIO QU3HYECKOr0 COCTOSHMUS ObLIN TPaJUIIMOHHBIM CTOCOOOM ITOAT OTOBKU
MalMeHTa K TSHKEIbIM IIAHOBBIM omnepauusM. Ilocie Gonee panHeil omepauuu ¢
UHQEKIMOHHBIMH OCJIOXKHEHUSIMH MOXKET MOTPeOOBaThCS HE MeHee 6 Helenb, a
uHOrJa U OoIble, YTOOBI BOCCTAHOBHTE METa0O0IMYECKOE U MUIIEBOE COCTOSHHE,
MO3BOJBIIOLIIEE YCMEIIHO IIPOBECTH MOBTOpHYIO omepammio [51, 52]. B ciyuae
cepbe3Horo Meradonuueckoro pucka 10—14 nHell nuerorepanuu MOTYT OBITH
MOJIE3HBIMH, OJHAKO IPH 3TOM HE OKHIACTCS M3MEPUMBIX M3MEHECHHI B COCTaBe
Tejla MM KOHLEHTPALUHM ChIBOPOTOYHOrO anbOymMuHa. XOTS ~KOHLCILHS
HYTPUTHUBHOW TEpanuu moapasymeBaeT Tojabko nomuepxky DI wiu I, HenaBHO
Obl1a BHEAPEHA KOHLEIIUS «ITPEABAPUTEIBHON PeaOMInTALUN» 1 ceiuac sSBISCTCS
MEKIPOheCcCHOHATbHBIM MYJIbTHMOJAIBHBIM MOJIXO0M [5]. Unes
MyJIbTUMOZAIFHOTO MOAXO0/A K MPEIBAPUTEIBHON peabHIHTALMH C KOMITOHEHTAMU
[UTAHUS M (PU3HYCCKON HArPy3KHM OCHOBBIBACTCS HA WX cHHepruu. UTo Kacaercs
KIHHMYECKOTO BO3ACHCTBHS MPEABAPUTEIBHON peaOWInTalUy, ABa MOCICAHUX
MeTaaHaIu3a IPHUILUIH K BBIBOIY, YTO HPEAOIEPAlMOHHAs jTedebHas GpU3KyIbTypa
CrOCOOCTBOBAIA YMCHBIICHHUIO KOIMYECTBA MOCICONMEPALHOHHBIX OCIOKHCHUIT 1
COKpPAICHUIO IMPOJODKUTEIBHOCTH MPEOBIBAHKUS B  CTal[MOHAPE IIAIUCHTOB,
MEPEeHECHINX CepACUYHyl0 © abmoMuHanpHyo omepamuioo [53, 54]. Takoke
TPCHHPOBKA  JBIXAaTENbHBIX MBI  aCCOLUMMPOBATIOCH  CO  CHIDKCHHEM
[0CJICOIePAIIOHHBIX JICTOYHBIX OCJIOXKHCHHUH.

B 1o Bpems kak (u3MyYecKas aKTUBHOCTb SBJISIETCS OCHOBHOH YacThiO ITOI
MyJIBTUMOZAIBHON IIPOrpaMMbl peabWIMTALINK, B HEe HECOOXOANMO BKIIOYHTH U
npyrue (GaxTopsl (HYHKIHOHATFHOrO pe3epBa, TAaKHE KaK HaajIexallee MHUTAHUE,
BBIOOp ONTHMAJBHBIX JICKAPCTB M MEAMIMHCKHX MPOLEAYP, a TAKKE METOAUKU
paccrnabienus. Merotcst yoeauTenbHbIC [OKAa3aTeAbCTBA, YTO IPEABAPUTEIbHAS
peaduiuTanys cMsrdaet oooyHbIe 3(QPEKTH TEPATUH Y OHKOJIOTHYECKUX OOIBHBIX
[55].
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3HauUTENbHBIC H3MECHEHHS B (PYHKIIMOHAIBHOU PabOTOCIOCOOHOCTH TPeOyIOT
4-5 Henens IpenBapUTENbHOH peabminTanuu. DTO HEJaBHO OBLIO MOKa3aHO Ha
[anueHTax, MepeHeclnX pesekiuio ImedeHd [56]. [laumeHTs! €  HHU3KHM
(YHKIMOHAIEHEIM M (DU3HOJIOTHYECKHM 3aIlacoM, TaKHe KaK ITOXKWIIBIC JIIOJH,
HEMOII[HbIE, CapKOIICHHYECKHEe U OHKOJIIOrMYecKue OONBHBIC, MOTYT HOJYYUThH
GoJbIIe OT IIpeABapUTEIFHON peabIN Tal[, YeM APYTHE IPYIIIEI TAIIHEHTOB. JTa
BO3MOXKHOCTB JOJDKHA OBITH M3ydeHa. HeoOXoauMbl nanpHeHIme CCIeOBaHus C
0COOBIM BHUMAHUEM K ITOXKWJIBIM OHKOJIOTMYECKHM ITAI[HEHTaM IS OIPENeIICHHS
BIUSIHUS IIPEABAPHTENBHOM peadWIMTaliM KaK dYacTH IIPENOIepallHOHHOM
OITHMH3AIMH II0CIEONEePAUOHHOr0 HeXoa (OCIOKHEHHS, MPOLOIDKHTEIEHOCTD
npeObIBaHUs B CTAlIMOHAPE, YACTOTa IIOBTOPHOI OCIUTAIN3ALMH).

«Koppekuust MeTabOJIUYECKOro COCTOSHMs» IHalueHTa (OKycHpyeTcss Ha
NPO(QUIAKTHKE M JICYCHUH DPE3UCTEHTHOCTH K HHCYJIUHY, YTO TaKXKe SBISETCS
Mepoil AN yMEHBIIGHUs  OCIOKHEHHIl  Iociae  TSDKEIOH  Omeparuu.
IIpenonepanuonHas yrieBogHas TEpalHs MOXET CHHU3UTh DE3UCTEHTHOCTh K
UHCYJIMHY, IPEIOTBPATUTh THIIONIMKEMHIO U YMEHBIIUTE cTpecc. PokycHpoBaHue
Ha BEJIMYHMHE BBI3BAHHOIO CTPECCOM BOCHAJCHHMS M CIHOCOOHOCTH ITaI[MEHTa
reHepUpOBaTh HA/UIOKAIMMH OTBET OpraHu3Ma IPHBEJIO K  KOHIEMNIHU
«UMMyHoONHTaHUs. Tak Ha3pIBaeMOE «IKOUMMYHHOE IUTAHUE» C UCIIOIB30BAaHUEM
npe- U NPOOHOTHKOB HALENeHO Ha MHKPOOMOM B KHIIGUHHKE U YCHJICHHE
UMMYHHUTETa CIIM3UCTOI 06omnouku [57].

1.3.  Xupypeus

Cepbe3Hoil ImpoOieMoil A XHpypra MOXeT CTaTh 3ajada cOalaHCHPOBaTh
CTENICHb XUPYPrUYECKOro BMEIIATEIbCTBA CO  CIIOCOOHOCTHIO — OpraHM3Ma
CIIPaBIATBCS ¢ METa0OJIMYIECKOH HArpy3Koi. DTO OTHOCHUTCS K COOTBETCTBYIOLIECH
COIYTCTBYFOILEH MATOJOTHH C OCOOBIM YUETOM CEPIEUHO-JIErOYHON aKTHBHOCTH, a
TAKKE HAJMYUs BOCTIAJICHUSI VUK JIaXke MH(EKIMK U cericuca. Eciu TsHKecTh U puck
Onepaul/m HE a}laﬂTHpOBaHb] K CHOCOGHOCTI/I TNnanMeHTa BbI3BaTh Hallﬂe)l(au.ll/lﬁ OTBET

OpraHu3Ma, CYMIECTBYET BBICOKMH PpHCK HECOCTOATENBHOCTM aHACTOMO3a,
MH(EKIMOHHBIX/CENTHYECKHX OCTIOKHEHUH U CMEPTHOCTH.
[Tocne  aGpoMMHAIBLHOM  OmepalMH  MOCTEONEpalioOHHas  KUIIeyHas

HEMPOXOAMMOCTh MOXET MPEHATCTBOBATE PAHHEMY MEPOpPaIbHOMY IOTPEOICHHIO
TTAIIIA. PeSyJ’leaTbI JKCHEPUMEHTOB JEMOHCTPUPYIOT BJIMSIHUE OIEPATUBHOIO
BMEIIATEICTBA M IOCIEAYIOIIEr0 BOCHAJNCHHS KHIICYHHKA KaK HPHIMHBI
Hapymenus Motopuku [58, 59]. DTo moguepkuBaeT npenMyIlecTBa MUHHMAIbHO
MHBA3UBHBIX M MATKUX XHPYPrHYECKUX METOIUK [60] mnst mMuHUMH3ALHEK
TpaBMaTH3Ma; HPEANOYTEHHE OTAACTCS aapocKomuueckoi xupyprun [61].

OOBIYHO MHOTHE MAI[HEHTHI, MOJABEPraloIHecs THKEIbIM O KENyI0uHO-
KHUIIEYHBIM PE3EKIHUSIM, NOTy4aloT BHYTPUBEHHOE BBEIEHHE KPHCTAJUIOMIOB BO
BpeMsi U T1ocne omeparuu. M30bITOuHOE BBENEHHE JKMAKOCTH IIPUBENET K
YBCIMYCHUIO MacChl Ha HECKOJBKO KWJIOTpaMM M Jaxke K oTeky [62]. Bbsuio
MOKa3aHO, YTO JTO SIBJISICTCS] OCHOBHOM MPHUMHOMN MOCIEOoNepariiOHHON KUIIEeYH oM
HEIPOXOAMMOCTH M 3aJCPXKKU OMOpOXKHEHHs xemyaka [63], a Takke pasButus
ocnoxuennit [64]. Korma sxuakoctd ObUIM JO3MPOBAHBI [0 KOJNHYECTBA,
HEO0O0XOJMMOTr0 JUIsl MOJJIEP)KaHUs BHYTPUCOCYIUCTOr0 00bema, OajlaHC KPOBSHOTO
J1aBJIeHHs ¥ (OrpaHMYEHHOTr0) TPOU3BOICTBA MOYH, & TAK)KE OMOPOXKHEHHMS JKEITyIKa
BCKOpE BOCCTaHABIMBAJCS. I1anueHTh! Ipy 3TOM OBIIH CIIOCOOHBI HAa MEPOpaIbHOE
MoTpebIeHNe MUY, a TAKKE y HUX CITy4alich HCIPAKHEHHU Ha HECKOIBKO AHEH
paHbIlIE 110 CPABHEHHUIO C TEMH, Y KOrO OBLI CHJIBHBIN MONOKHTENBHBIA OalaHc,
cocrapBIumii 8—10 11 BO Bpems 1 uepe3 TpH AHs mocie onepauun [63, 64].

Xupypr AOKEH IUIAHUPOBATH CIOCOOHOCTh IAIMEHTa NPUHUMATH IHILY
nepopanbHO. Ecim MOryT BO3HHKHYTh 3HAYUTENIbHBIC IPOOIEMBI, ONEpaIns
MO3BOJISIET CO3/aTh 0€30MacHyl0 BO3MOXHOCTh IS JJIUTEIBHOTO IHTAHHA.
CrnenoBaTelbHO, MOXKET OBITh PasyMHBIM pa3sMECTHTh B KOHIE TsDKEJIOH
TacTPOIHTEPOJIOTHUECKON OINMepaluy Ha30CIOHAJbHBIA 30HA WM HUTOJNbYaThIid
eronocromuueckuii karerep (MKE) msa OI1.

1.4. Ilocneonepayuonnoe ynpagienue Memaboiusmom u QyHkyueli KuuleuHuxka

VHCYTHHOPE3HCTEHTHOCTh — OTO MEXaHH3M OTBeTa Ha TOJOJaHHe,
MIPEUMYIIECTBCHHO BBI3BAHHBI HHTHOMPOBAaHHUEM OKHUCICHHS TIIOKO3BL OTO
9BOIIOLHOHHBIA MEXaHH3M «BBDKHBAHUS», 3aKIIOUAIOMIUIACS B SKOHOMUH OCIKOB
[8]. To HEKOTOPOIi CTEneH:H PE3NCTEHTHOCTh K MHCYJIMHY PAa3BHBACTCS MOCIE BCEX
BUJIOB OIlEpalHii, HO e TSDKECTh CBS3aHAa C TSDKECTHIO ONEPAlMU U Pa3BUTHEM
OCIIO>KHEHUH, HaIIpUMep CeIICHca.
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Heckonbpko Mep ¢ B3aUMOZONOTHAIOMUMY () (eKTaMH MOI'yT CIOCOOCTBOBATh
CHIDKCHHIO PE3HCTCHTHOCTH K HHCYIMHY, BKIIOYas Kynuposanue Oomu [65],
HENPEPHIBHYI0  ONUAYPAIbHYI0 AHAITE3HI0 C  HUCHONB30BAHHEM  MECTHBIX
aHECTETHKOB [66] M MOAroTOBKY NauMEHTa C HPEAOINCPALMOHHBIM BBEJCHHEM
YIJICBOIOB 32 JBa-TPU 4Yaca [0 OIepalyy. JDTO UMeeT 3HAYCHUE AN yIpaBICHUS
ITUTaHHEM, IOCKOJIbKY ITAIIHEHTHI C BEIPAKEHHON PE3UCTECHTHOCTBIO K HHCYIINHY He
MOTYT IEPEHOCHUTh IPHEM IHUINM Oe3 pPa3BUTHS THIEPINIMKEMHH, YTO TpedyeT
HCIOJIb30BAHMSI HHCYJIMHA JJISI OTPAaHUYCHHS THIICPIIIHKEMUH.

Ilpy WCHONB30OBAaHUM OTHX IIOJXOAOB UL IIPENONEPALHOHHOTO BBEICHUS
YIJICBOZOB,  HENPEPHIBHOM  ONUAYPaJbHOI  aHAITE3Hd U HEMEIJICHHOTO
IOCJICONIEPALIIOHHOTO  TTOJIHOLIEHHOr0 ~ SHTEPAJbHOIO  IUTaHHs IAIUECHTOB,
IIO/IBEPTIINXCSI KOJIOPEKTaIbHOM XUPYPrHH, IOCIeonepaiOHHask Pe3HCTEHTHOCTD K
HHCYJIMHY JOCTOBEPHO CHHM3WJIAach. KOHIIEHTpamuM IIIOKO3bI HMOIICPIKUBAINCH B
HOPMaJIbHOM [IMaNla30HE BO BPEMs MpHEMa MHIIM 0e3 KaKoro-imibo 3K30reHHOro
WHCYJIMHA, [OTepd a3oTa HpU ITOM yMeHbwamuch [67]. Jpyrum ¢akropom,
KOTODBI BIIMSIET HAa TOJCPAHTHOCTh K HOpMaybHOM mumie uim OII, sBisercs
II0CJIeONePAllHOHHAs KUIIIEYHAs HEPOXOAUMOCTE, KOTOPasi MOXKET yCyryOIsThCs U
HPOJIJIEBATBCSA 3@ CUET BO3JCHCTBHSA ONMATOB, a TAKKE OMIMOOK B IPOBEICHUH
nndy3nonHoi tepanuu [58). IIpu OTKPHITOM OEpaTHBHOM BMEIIATEIHCTBE MOXKHO
CYLIECTBEHHO CBECTM K MHHHMYMY MM H30exaTh BoBce 3({(eKTa ONHOHIOB,
HCHONIB3YeMbIX Ul CHATHSA OOJM, IIyTeM WCIONb30BaHUS BMECTO HHUX
snuaypanbHoi  aHamresun [10-12]. HasoractpanpHass WM Ha30€rOHAIbHAs
JIGKOMIIPECCHsI HE CII0COOCTBYET BOCCTAHOBJICHHIO (DYHKIMM KHIIEYHHKA WM
CHIDKEHMIO ~ PUCKa  IIOCIICONCPAllMOHHBIX  OCIOXKHEHMH  Jaxke  mocne
ractpaktomun [68].

DyHKIMOHAIBHOE BOCCTAHOBIICHUE, OYEBUJHO, CBSI3aHO C TOJIEPAHTHOCTBIO K
nepopaJbHOMY TNpPUEMY TNHIIM, BOCCTAHOBICHHEM MOTOPUKH IKEIYI0YHO-
KUIIEYHOTo TpakTa M MoOumu3anued. Bo BpeMs MHOCIeOnepallMOHHOrO Kypca
XUpypraM HYXHO BCE 3TO BHUMATEJIBHO OTCIEKUBATh U JOKYMEHTHPOBaTh. PBOTA
H/HJ’IH aG)lOMHHaHbeIﬁ METEOpPU3M, COIIPOBOXKAAIOIIN ECA ITOBBIIIICHHU EM
BOCMAJIMTENIBHBIX TApaMeTPOB, Takux kak C-peakruBHblil 6enok (CRP), MoryT ObITh
TEPBBIMUA CUTHaJIaMu HEXEIIATCJIIbBHOTIO TCUYCHU 60J163HH, Hanpumep
HECOCTOATENIBHOCTH ~ aHAcTOMO3a MJM  BHyTpHOpromHoro abcuecca. ITo
HCOGXOJIHMO UCKIIIOYUTH C MOMOLIBIO COOTBETCTBYIOIIUX AHUArHOCTHYECKUX MEDP.
Jlns oLeHKH MeTaboJIMYecKOro BOCCTaHOBIEHHs cooTHomenne CRP/ansOymun
SIBJIACTCA TEPCIEKTUBHBIM HOBBIM IPOTHOCTHYECKHM MapaMeTpoM, KOTOprﬁ
JIoJDKeH OBITh MoATBepkJAeH B Oyaymem [69]. Jlpyrmm BaKHBIM MapamMeTpoM
SIBJIAECTCA TO, AOCTHUIIA JIM IMALUEHTbI «IIOBOPOTHOI'O ITYHKTa» YCIICIIHO. ﬂpn
BOCCTAHOBJICHUH 0€3 OCIOXHEHUH depe3 2—3 JiHs OallaHC JKUJIKOCTH U3MEHSETCS C
MOJIOKUTEJIBHOTO Ha OTpULATENbHBINH. BocnanuTenbhblii 3¢dexT Xupypruueckon
TpaBMBbI IPUBOAUT K YBEINUEHHUIO KAHJUIAPHOT O BBIX0/1A )KMAKOCTHU, dIEKTPOIMTOB
1 OeJIKOB IJIa3Mbl B MHTEPCTHIHANBHYIO TKaHb. Korja BocnaneHne yMeHbIIaeTcs,
BCE BO3BPAINAETCA K MCXOAHOMY COCTOSHHIO, IIPH 9TOM HAOJII0JaeTCsl TOBTOPHBIN
BXOJl HHTEPCTUIUAIBHOM SKHIKOCTH B COCYAUCTOE MPOCTPAHCTBO. DTO MPUBOAUT K
TMIEPrUpaTallid U YBEIUUEHHIO BBIXOJA MOUH, €CIH y MAI[MEHTOB XOpOIlas
MoueYHas U cepAeuHast GyHKIMU. UTo HHTEPECHO, YBeIuYeHne HHTEPCTUIIUATEHOI O
obbeMa M o00bEMa COCYIOB MpEACTaBiIsieT co0OM 00beM pacrpeneneHus
abOYMHHOBBIX OJIEKTPOIUTOB M JPYTHX DIEMEHTOB IUIA3MBI, OOBSICHSIOIIHX
OBICTPOE CHIDKGHHE KOHIIEHTPAIlMH anbOyMHHA IOCIE ONEpaldd U YBEIHYEHHE
4epe3 3 [HS [ocIIe TSHKENoH onepanuu 0e3 ocnoxHeHni. [10CTOsIHHO HUu3Kas, Aaxe
YMEHBIIAIOIIAACS MM BO3PAcTaloIias KOHIIGHTpalus aJbOyMHHA B CBIBOPOTKE,
CIIEOBATENBHO, SBJISIETCS XOPOIIMM HOKa3aTelleM TOr0, YCIEIIHO BOCCTAHOBICHUE
wm Het [70]. BenmuumHa MOCICONEPAIIOHHOIO CHCTEMHOTO BOCHAIUTEILHOrO
OTBETa, TMOKa3aHHOro ypoBHeM CRP, MoxeT OBbITh Haxke 3HAYUTENBHO CBS3aHA C
JIOJITOCPOYHBIM pe3yabTaTOM nocne oreparuy, HE3aBHCUMO oT
MOCJICOMEePALIHOHHBIX OCIIOKHECHHI MK CTaauu 3aboneBanus [71].

1.5. Ceuoemenvcmeo o nympumuseHot mepanuu

WMeroTcss JaHHBIE O TOM, YTO HCTOLICHHE CBS3aHO C XY[AUIMM DE3yJIbTaTOM
JICYCHMS, W OYCBHMAHO, YTO CHIIBHBIH XHPYPrHYECKHIl CTpecc M TpaBMa OyayT
BBI3bIBATh KaTabomm3M. CremeHb KaTabomM3Ma sBHO CB3aHA C BEIHYHHOH
XHPYPrUYECKOro CTPecca, a TAKKe C Pe3y/IbTATOM JICYCHHS. B CITOXKHBIX MEIUIIHHCKHIX
YCIIOBMSIX, TaKMX KaK [CPHONCPALMOHHBIA MALHEHT, MEPEHECINii KpPyIHOe
XUPYPrUuecKoe BMEMIATEIBCTBO, EPHATPUYCCKUN MALMEHT HIM TSDKEI00O0NBHOM,
pe3ynbTaT Oy/eT SIBHO CBS3aH C HECKOJIBKMMHU B3aUMOBIMAIOIUMH (akTopamu. Uro
KacaeTcs pPEeXHMa IUTaHHS, TO CYIECTBYIOIHH 3()(HEeKT MOKET OBITh CIHMIIKOM
cimabbiM, YTOOBI IPOJEMOHCTPHPOBATH JOCTOBEPHOE BO3AEHCTBHE B paMKax
KOHTPOIIMPYEMOT0 DPaHIOMH3UPOBAHHOIO wHccienoBanus. IloTpebyercst BKIIOYHUTH
CIMIIKOM MHOTO MAIMCHTOB, JaX€ B PEXHME MHOTOLEHTPOBOTO HCCICIOBAHUSL.
OHaKo KOMOMHALMS PEKXUMA MUTaHUS C HEKOTOPBIMH APYTUMH TEPANCBTHIECKUMHU
CPE/ICTBAMH B KAYECTBE «TEPANIeBTHUECKOr0 MaKkeTa», Kak B mporpamme ERAS, moxer
MPOIEMOHCTPHPOBATH JOCTOBEPHYIO 3B ek THBHOCTH [72].

JlokazarenbCTBa BIIMSIHUSL PEKMMa JIe4eOHOrO MHUTAaHUS HAa XUPYPrUYECKHX
MAlMEHTOB OBbUIM KPUTHYECKH OIICHEHBI B HECKOJBKMX METaaHAM3aX U
cucreMaTHIecKux 0630pax 6a3sl qaHHbIx Koxpana [73, 74]. Hamumo 3HaunTensHast
HEOJHOPOIHOCTh M HECOIIacOBaHHOCTh. Bo MHOTMX acnekTax JoKa3aTenbCcTBa I10-
NMPESKHEMY HHU3KOrO KayecTBa M HEYOCAMTENbHBI. B 3THUX HCCIeNOBaHHAX U
MOCJIEAYIOINX METaaHAIM3aX €CTh MHOT'O HEJIOCTATKOB. B GOJIBIIMHCTBE U3 HUX HE
BBIOHPAJIN MALUEHTOB C PUCKOM JIJISl 31[0POBbBsI, CBSI3aHHBIM C (paKTOpAaMH HUTAHHUSI.
KoneuHo, cymiecTByeT HOTPEOHOCTh B JIyYIIMM OOpa3oM CIUIAHHPOBAHHBIX
PaHIOMHU3MPOBAHHBIX  KOHTpOJMpyeMbix wuccienoBanusix (PKU), koropsie
JIOCTATOYHO YKOMIUIEKTOBAHbI OJHOPOJHBIMHU TIPYIIaMH IMAIUCHTOB U 00JIaaroT
YETKO OIpPEACIICHHBIMA KOHEYHBIMHM I10Ka3aTe/sIMU. OTO THIWYHAS JHJIEMMa:
Gerritsen et al. IPOAEMOHCTPUPOBAJ CHCTEMATHYECKUM 0030poM 15 uccienoBanuit
¢ 3474 nanueHTaMH, YTO HET HMKAKHMX JOKa3aTeJIbCTB JUIS NMOJICPXKKH (UaeH
BIIMSIHUSI HA UCXOJ JICYCHUS) SHTEPAILHOIO UJIM ITAPEHTEPAIBHOrO MU TaHUS 110CIIe
nankpearonyonenskromu [73]. Hcenenosanue mokasaso, 4To epopaibHas IueTa
JOJDKHA OBITh ONTHMAJIbHBIM BBIOOPOM MHUTaHHS y ITHX HanueHToB. OIHAKO
Ka4eCTBO MCCIICIOBAHUI OBLIO CIIMIIKOM HU3KHMM JUIS IPOBEICHUS MeTaaHanm3a. B
cratbe Soeters et al. HEIaBHO BBICKa3bIBAJACh 03a00YEHHOCTH, YTO CJIMIIKOM
0OJIbIIIOE JIOBEPUE K Pe3yNIbTaTaM METaaHAIM30B M KIMHUYECKHM PYKOBOJCTBAM
CMECTUT (DOKYC OT M3YydYeHHS KIMHUYECKOM M HYTpPUTHBHOW (usuonorun [1].
ABTOpBI HACTOSIIIETO PYKOBOJCTBA CYUUTAIOT pa3yMHBIM OTOT aKLIEHT Ha
(DU3HOJIOTHYECKUX 3HAHUAX, YTOOBI MEPCOHAIM3UPOBATH TUTAHUE B KIMHHYECKOM
npaktike. KimHuueckoe HaOMOJeHHE C «METa0OJIMYECKUM» IpEICTaBICHUEM
OCTaHETCsI 00sI3aTENIbHBIM.

2. MetonoJiorus
2.1. ey kKiuHUueCK020 pyKO80OCMEa

JlaHHOE PyKOBOJICTBO MPEJICTABISAET CO00H 6a30BYIO CTPYKTYPY J0Ka3aTENbCTB
Y DKCIIEPTHBIX 3aKII0YEHUH, 00bEIMHEHHBIX B CTPYKTYPUPOBAHHbIA KOHCEH CYCHBIH
npouecc. I/I}leﬂ COCTOHUT B TOM, 4TOOBI OXBATHTh ACIEKThl MUTAHHS B paMKax
xonueniun ERAS, koTopas HaneneHa Ha OOJBIIMHCTBO MALEHTOB, MEPEHECIINX
XUPYPru4€CKOC BMEUIATEIIbCTBO, U ITOKPBIBACT UX l'lOTpeGHOCTl/I B IIMTaHUH, a4 TAKKEC
0co0BbIe MOTPEOHOCTH B MUTAHUH MAIIMEHTOB IPYIIBI PUCKA, KOTOPbIE OCHOBAHBI Ha
TPaJIMIIMOHHbIX PUHIUIIAX META0OINYECKON U HYTPUTHUBHON MTOMOLIH.

Taxkum o0pa3oM, B 3TOM KIMHHYECKOM pYKOBOJACTBE OCHOBHOE BHMMaHHE
YIEISEeTCsl BONPOCY MOJIEPKUBAIOLIEH HYTPUTUBHON TEPaNUy MAalMEHTOB TPYIIIIbI
pHCKa, KOTOpble HE MOT'YT HaJIeKaluM 00pa3oM IOKPHITh CBOM NMOTPEOHOCTH B
SHEPrHU IIyTeM epOPaIbHOro MUTAHHA B TeYEHHE AIMTENBHOIO IEPHO/a BPEMEHH.
PabGouas rpynmna nonsitanack 0000IUTh JaHHBIE ¢ META0OINYECKON TOYKH 3PEHUS
U J1aTh PEKOMEHIaLlUH JUIS:

*  XMPYPrHYecKUX ITaI[MEHTOB C PUCKOM JJIs 370POBbs, CBA3AHHBIM C (haKTOpaMu
HHUTAaHMSA:

*  Tex, KTO IOJBEPraeTcs THKEIOH onepaliy, HapuMep OHKOJIOTHYECKOIl;

* TeX, y KOro pa3BUBAIOTCS TsDKEbIE OCJIOKHEHHs, HECMOTpS Ha Jydllee
HIEPHOINEPAIHOHHOE BEICHHUE.

2.2.  Memooonozus paspabomku KIuHUHECKO20 PYKOBOOCMEA

D10 0OHOBNICHHE KiIMHUYecKoro pykoBoactBa ESPEN s sHrepanbHOro
mutaHus: Xupyprus W TpaHciuiantamus ¢ 2006 roma [38], kimHHYeckoe
pyxoBonctBo ESPEN st nmapentepansaoro nutauus: Xupyprus ¢ 2009 roxa [105]
1 KIMHUYECKOE PYKOBOACTBO HEMEIKOro OOLIECTBA 11O HYTPUTUBHOM MEIHIIHHE
(DGEM) Knunndeckoe nutanue B xupypruu ¢ 2013 roga [75]. O6a kimHHYECKHX
pykxoBoactea ESPEN Obuin 00benHensl. OOHOBICHHE KIMHUYECKOIO PyKOBOJCTBA
ObLI0 pa3paboTaHO KCIEPTHOM I'PYNION XUPYProB Pa3IMYHBIX CIELHAIbHOCTEH,
BKJIOYAsl aHECTE3UONIOra U TepameBTa. Bce umeHsl pabGoueil Ipymmbl 3asBHIH O
CBOGM HHAUBHIYaIbHOM KOH(IMKTE HHTEPECOB B COOTBETCTBUH C IIPAaBHIAMHU
MesxyHapOqHOT 0 KOMHTETa PeAaKTOPOB MeIHIMHCKUX xKypHanoB (ICMJE).

Knuanueckoe pykoBoacTBO  ObUIO  pa3paboTaHO B COOTBETCTBHHM  C
obUIMaTBHBIMU CTaHZapTaMH MeXTyHapoOHOUH CETH KIMHHYECKUX PYKOBOACTB
(GIN) u Ha OcCHOBE BCEX COOTBETCTByIOmHMX myOmukauuii ¢ 1980 roma — B
obnoBneHuu ¢ 2006 roxa (B Hemenxom pykoBoactee DGEM 0bln BKIIIOUEH NEpUOL
2006-2012 rozmos). DToT Nporecc noapodHo onucad B CTaHAAPTHOM ONepaTUBHON
mpouexype ESPEN miist pa3paboTku KIMHAYECKHX PyKOBOACTB [76].
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IPEXOCTABIII JOCTYII K IIPOEKTY U JIUTEpaType B H000e BpeMs HCKITIOUUTENBHO JUIs
4IeHOB paboueil rpynmsl. Pemakimum  IepBBIX IIPOSKTOB, BKIIIOYAIONIIUX
o0cyXIaeMble BOIPOCHI, OBUIM IIOATOTOBJIEHBl PabOYMMM TpyHIaMd U ObUIH
IPEXOCTABIICHBI IPYTUM PabOYHM IpyHIIaM 110 KIIMHHYecKoMy pykoBoacTBy ESPEN
Ha MHTEpHET-IIaTGopMe IIs KOMMCHTHPOBAHUS M TOJIOCOBAHUS (TEXHOIOIHS
Delphi). OOHOBJICHHBIE PEKOMEHIALMU U IEPBOE TOJIOCOBAHHE OBUIM LIMPOKO
00CyXIeHbI Ha KOHCEHCYCHOI KoHdepeHnun 18 anpers 2016 rona 1 ObLIM HPUHATH
10CJIe IEPECMOTPA IIYyTEM IIPEAOCTABIIEHUS COrJIacks He MeHee 95 % B TOT e J1EHb.

2.3. Cmpamezusi ucciedo8anus

Boun u3ydensl 0a3pl gaHHbIXx Embase, PubMed u Cochrane Library mis
H3YYCHHUS M CHCTeMaTH3aluu 0030poB, OHMyOIMKOBaHHBIX B mepuox c¢ 2010 mo
2015rox, ¢ WCHONB30BaHMEM MIMPOKOro (HIBTPa C KIIOYSBBIMH CIOBAMH
«@HTepaJIbHOE MuUTaHue 1 Xupyprush» u «mapeHrepaipHoe nutanue W xupyprus»,
(rabmuma 1). JIpyrdMu KIFOUEBBIMH CJIOBaMH OBUIM «UMMYHHOE IHTAHHE» |
«bapuarpudeckass xupyprust Y nmranme» (cM. tabmumiy 1). Beum paccMoTpeHbt
TOJIBKO CTaTbH, OIyOIMKOBAHHBIC HA AHIIMHCKOM M HEMELIKOM S3bIKaX, IPH 3TOM Te,
I'Jie UCCIIeI0BaHus IPOBOMIINCE Ha NanueHTax. Bee moms 6putn 3anonHensl. Kpome
toro, PKI, MmeTaananu3sl U cucteMaTuueckre 0030pbl MPOBOAMUIUCH BPYUHYIO JUIS
HCCIIEN0BAaHUH, KOTOpbIE OBbLIM MPOMYIIEHbl B MEPBOHAYAIBLHOM IIOMCKE B 0a3ax
naHHbIX. ITorck suTepaTypsl ObUI OOHOBJIEH HECKOJBKO pa3 B TE€UEHHE pabouero
mporecca B nociensuid pa3 31 okrsaopst 2016 roma. CornacHo pedeparam, Bce
HCCIIEIOBAaHMS, KOTOPBIE CUUTANNCh MOAXOASINMMH, ObUIH mepeurcieHsl B pdf-
(haiiie Ha UHTEPHET-MOPTANE U, CIIEI0BATEIbHO, ObUIM JOCTYIHBI JJIs1 BCEX WICHOB
paboueii rpynmsl B mo6oe Bpemsi. IIpakTHueckie peKoOMeHIalnuy ObIIM OLEHEeHBI ¢

ucrnonb3oBanreM uHCTpyMeHTa DELBI  (OmeHka HeMeUKHMX —KIMHHYECKHX
PYKOBOJICTB).

Ka‘{CCTBO U HaJC)KHOCTH noleBepx(ua}oumx JI0Ka3aTeJIbCTB 6]:[]'[]4 OILICHCHBI B
COOTBETCTBUM ¢  Kputepusamu  lIloTnaHacKoN  MEKYHMBEPCHUTETCKOH — ceTn

KIMHUYeCKUX pykoBoAcTB (SIGN) u AreHTCTBa IO MOJUTUKE U MCCIIEIOBAHUSIM B
obnactu 3apaBooxpanenust (AHCPR). Dta cucrema knaccuukauud OCHOBaHA
Ipesx/ie BCEro Ha HCCIIEI0BAHMUAX BBICOKOTO KauecTBa, TO €CTh Ha MPOCHEKTHBHBIX
PKU. 3arem j1oka3aTenbHbIe MOJOKEHHs OBUIM MepepaboTaHbl B PEKOMEHIALUU C
y4eTOM CTPYKTYphl HCCIIEJOBAHMS U €ro KauecTBa, a TAKXKe COrJIACOBAHHOCTH M
KJIIMHAYECKON 3HaunMOCTH (Tabumiibl 2—4).

Ta6auua 1
Kpurepun 11 cHCTeMaTH4ECKOro MOMCKa JIMTEPATypbl — 0a3bl JAHHBIX U KIIFOUEBbIE
CcJIoBa.

Jlata myGaukanun C01.01.2010 mo 17.05.2015

SI3BIK AHrIMiCKui, HeMeLUKUn

basbl gaHHBIX Medline, EMBASE, Pubmed, Cochrane

DuibTp «YEIIOBEK»

Tun ny6nukanuu OpuruHanbHble MyOIMKalKK, TPAKTHYECKUE
KJIMHUYECKHE PYKOBOJICTBA, PEKOMEHIAllUH,
METaaHaJH3bl, CHCTEMAaTHIECKUE 0030PHI,
PaHIOMU3HPOBAHHBIE KOHTPOIUPYEMBbIE
HCCIIeJOBAHMS, HCCIIEOBAHUS METOIOM
HaOJII0JCHHUS.

DHTepansHOE MUTaHUE M XUpyprus, napeHTepatbHoe
nutanue U xupyprus, nutanue M niaHoBbIe oneparyy,
HYTPULIMOHHBIN PUCK

OHTepanpHOE NUTaHue M XUpyprus

ITapenTepanpHoe nutanue M xupyprus
IlepuoneparoHHoe NUTaHNE

INepuonepanuonHas MUTaTeIbHAs TOAICPKKA
IIpenonepannonHoe nuTaHNE

Ilocneonepannonnoe nuTaHuE

Kitrouessie ciioBa mo
YMOITYQHHUIO

Bapuarpuueckas xupyprust I nutanue
Tpancrmanranusa U nuranue

IIepopansusle nononnenus U xupyprus
IIuTanne maneHbKUMH TIOTKaMH Y Xupyprust
Nmmynnoe nutanue Y xupyprus
®dapmaxonuTtanue Y xupyprust

I'myramun U xupyprus

Aprunun U xupyprus

Pri6uit xup U xupyprus

Owmera-3-KupHbIe KUCIOTH 1 Xupyprus
TIpobuotuku U xupyprus

TIpebuotuku U xupyprus

Kopmnenne gepes 3ou1 U xupyprust
Tonkouronpuarasii kKaTeTepHasi €IOHOCTOMHS
EroHocToMuueckoe MUTaHHE

Eronocromus

JlonomHUTENHHBIE
KIIFOYEBBIE CIIOBA
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Beicmrast cremens (A) mpucBauBaeTcss PeKOMEHJAIMSAM, KOTOPBIC OCHOBAHBI IO
MeHbIIel Mepe Ha oxHoM PKI, Torna xak camas Huskas crenerb (0) ocHOBaHa Ha
MHEHUSIX OKCIIEPTOB, BKIIOYAs MHEHHE pa0ounmx TIpymn. OTH JABE CHCTEMBI
KIaccH(puKanuy ObUIH BEIOpaHBI U3-3a TOT0, YTO OHU HCIIOJIb30BAIIICh B pa3paboTKe
HEMEIKHX KIMHHYECKUX pYKOBOACTB M OBUIM IPEUIOKEHBl B HEMELKOM
pykoBojcTBe 110 KinHHYeckod npaktuke (AWMEF 2001). s obnoBnenus PKIA
OBLIM YaCTHYHO OLIEHEHBI C HCIoib30BaHneM mabnona AWMEF (cMm. tabimiy 4).

Te obmacTu, B KOTOPBIX KIMHHYECKHE PYKOBOACTBA KIIACCH(MUIMPYIOTCS Kak
OCHOBaHHBIE Ha JAHHBIX Kiiacca IV, oTpaxaloT HONBITKY BEIPA0OTAaTh BO3MOXHO
HaWIy4dIlie PEKOMEHJALUUH B KOHTEKCTE MMEIOLIMXCS IAaHHBIX M 3KCHEPTHOrO
KJIMHUYECKOro onbita. HeKkoTopble peKOMEH AUy 3TUX KIMHUYECKUX PYKOBOJCTB
ObuM pa3paboTaHbl Ha OCHOBE OBKCIIEPTHOrO 3aKJIFOYEHHsS W3-32 ITHYECKOM
JMJIEMMBbI IIpoBeieHUs npocneKkTHBHbIX PKM ¢ yyacrtuem nanueHToB € pHCKOM
TOJIOZIaHUsL.

B cimyuae HecorjacoBaHHBIX [aHHBIX ObLI BBIOpaH CIENYIOIMH ITOAXOA.
PexoMeHpauuy OBUIM OCHOBAaHBI HE TOJBKO Ha YPOBHE YOEIUTCIBHOCTH
UCCIIEIOBaHUH, HO M Ha OleHKe pabouedl rpynmnoid  OTHOCUTENbHOH
COTJIACOBAHHOCTH, KIMHHYECKOH 3HAYMMOCTH M OOOCHOBAaHHOCTH JIOKA3aTElbCTB
[77]. B mocnennue romsl GbUIM OIYOJIMKOBAHBI HECKOJIBKO CHCTEMAaTHYECKHX
0030pOB M METaaHaJIM30B, KacCAIOIMXCs MEPUOINEPALMOHHOIO SHTEPALHOIO U
MapeHTepalbHOr0O UMMYHOIUTAHUSA. DTH METaaHalIU3bl ObUIH MTPOAHAIM3UPOBAHBI
BHEIHUM MeTonosorom u3 Arztliches Zentrum fiir Qualitit in der Medizin (AZQ).
PexoMeHpanuu KIMHUYECKUX PYKOBOJCTB OBUIM OCHOBaHbl Ha 3TOM OTYETE
AzQ [78].

C moMoIIp0 HOBOrO oAX0/a Ut AnddepeHInalny napamMeTpoB pe3yabTaToB
nedenus [72] pekoMeHIAMU OBUIH OLICHEHBI B COOTBETCTBHU C TUIIOM KOHEYHBIX
HoKa3aTeNnell, OCHOBAaHHBIX Ha (aKTHYECKHX [AHHBIX: OHOMEIMIMHCKOMN,
MHOIOMEPHOM, SKOHOMHKH 31paBOOXPAaHEHHs U KaueCTBa XKU3HHU.

IIpoekT OBLT paccMOTpeH IBYMs CTapIIMMH XUpypramu U mpodeccopamu
Omeputn Denepuko boszzerrn (Munan, HWramms) u ITutepom Colitepcom
(Maactpuxt, Hupepnanzael), KOTOpble caMH HE Y4acTBOBAIM B pa3paboTke
KJIMHUYECKHX PYKOBOJCTB M TAKXK€E 3asIBUJIM O CBOEM KOH(DIIMKTE HHTEPECOB.

3. OcHOBHBIE BONPOCHI

3.1. HAensiemca nu Heo6X00uMbIM npedonepayuonHoe 20100anue?

Pexomenmamus 1:

npeoonepayuonHoe 20100aHUe ¢ NOJIYHOUU HE HYIHCHO —OObUUHCMEY
nayuenmos. Ilayuenmei, 20mosésuuecs K onepayuu, y KOmopuix Hem oco6020 pucka
acnupayui, O0IHCHbL NUMb NPO3PAYHBLE HCUOKOCU He NO30Hee 08X 4aco8 nepeo
anecmesuei. Teepoas nuwa OOnyckaemcs He NO30Hee Wecmiu Haco8 nepeo
anecmesuei (bKII, UKII, QL).

Cmenens pexomenoayuu A — cocmosimenvublil Koncencyc (coenacue 97 %).

Tabéanna 2
YPOBHH IOKa3aTEIbCTB

1++ BbICOKOKaYeCTBEHHbBIC METaaHAIU3bI, CUCTEMaTH4YecKre 0030psl PKU
i PKU ¢ oueHp HU3KUM PUCKOM OILMOKH
1+ Xopowo MpoBEICHHBIE METAaHAIM3bI, CHCTEMAaTHYECKUE 0030pbI
i PKU ¢ HU3KUM pUCKOM OLIMOKH
1-  Meraananussl, cuctemaruueckue 0030psl uin PKU ¢ BBICOKUM pUCKOM

ommoOKu

2++ BBICOKOKa4eCTBEHHBIC ~CHCTEMaTHYECKHE 0030pbI  HCCICIOBAHHUM
Clly4ail-KOHTPOJIb WM KOTOPTHBIX HCCIIEA0BAaHUM.
BricOKOKadeCTBEHHbIE ~ HCCICHOBAaHUS  CIy4ail-KOHTPOIb  WIIH

KOTOPTHBIC HCCICJOBAHHA C OYCHb HHU3KMM DHCKOM OIIMOKH HIIH
HCKaXCHUSI U BBICOKOH BEPOSITHOCTBIO TOTO, UTO CBS3b SBIIAETCA
MPUYUHHON

2+ Xopomo mNpOBENEHHBIE MCCIEAOBAHHA CIy4Yai-KOHTPOJb MM
KOTOPTHBIE HCCIIEJOBAHNS C HU3KUM PUCKOM OLIMOKH MM UCKaXKCHHS
U CpefHel BEpPOSTHOCTBIO TOT0, UTO CBSI3b SBJIACTCS IIPHINHHOM

2- HccnemoBaHus Ciydaii-KOHTPONIb HJIM KOTOPTHBIC HCCIIEIOBAHHS C
BBICOKUM PUCKOM OIIMOKHU MM HCKA)KEHHUS U CYIIECTBEHHBIM PHCKOM
TOT0, 4TO CBSI3b IIPHINHHOI HE SBIIACTCS

3 Heananutudeckue McclleOBaHUS, HAIIPHMEP OMMCAHHE KIMHHYECKOrO
CIIy4as MJIM UCCIIEOBAaHHE CEPHUH CIydacB
4 MHeH#ue dKcepra
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Tabanna 3

Crenenu pekomenaauuii (SIGN

A 14+ wm 1+ ITo xpaiiHeii Mepe OXMH MeTaaHaNH3, cHcTeMaTHueckui o030p mim PKU, omeHeHHBIH Kak l++ U HemocpenCTBEHHO
MPUMEHHUMBIH K Ll€JIeBON MOMYJSALMU, UIM COBOKYIHOCTb J0KAa3aTeNIbCTB, COCTOSINMX B OCHOBHOM W3 MCCIIEIOBAHUA,
OLCHEHHBIX KaK |+, HEHNOCPEACTBEHHO IIPHMEHHMBIX K IEIeBOM IOMyJSIUM U AEMOHCTPHUPYIOIIMX OOIIyI0
COI'JIACOBAaHHOCTb PE3yJIbTATOB

B 2++ wm 2+ COBOKYITHOCTb JJOKa3aTE€NIbCTB, BKIIFOYAs MCCIEHAOBAHUS, OLECHUBAEMbIE Kak 2++, HEMOCPEICTBEHHO NPUMEHUMBIE K 1LI€JI€BOH
MOMYJIALMHU, UM COBOKYITHOCTb J0Ka3aTeNIbCTB, BKIOYAsl UCCIEA0BAHNUS, OLIEHUBAEMbIE KaK 2+, HEOCPEACTBEHHO IPUMEHUMbIE
K IIeJIeBOH INOIMYJIIIUH M JAEMOHCTPHPYIOIIUE OOLIYI0 COINIACOBAHHOCTH PE3YJIbTATOB, MIIM JKCTPAaNlOJIMPOBAHHBIC JaHHEIE U3
HCCIIE0BAHUM, OLIEHUBAEMBbIX Kak 1+ + i 1+

0 3 wm 4 YpoBeHb 10Ka3aTENbHOCTU 3 UM 4; SKCTPAIOINPOBAHHbIE JJaHHbIE U3 UCCIIEI0BAHUM, OLIEHEHHbIX KaK 2+ + nim 2+

GPP Xoporue npuMepsl NPakTHKU. PekoMeHnayemas nepeoBast IpakTHKA, OCHOBAaHHAs Ha KIMHUYECKOM OIBITE TPYIIIBl pa3paboTKu
KIMHUYECKUX PYKOBOJICTB

Ta6auna 4

DopMbl peKoMeH JaLuit

Pemenne Pexomennanus

HexenatenbHble MOCICICTBUS IBHO MEPEBCUIMBAIOT XKEJIAEMBbIC ITOCIICACTBUA
HexenatenbHble TOCJICACTBYSA, BEPOATHO, IEPEBCIINBAIOT KEJIAEMBIC ITOCIECACTBUS
Bananc MEKOY KEJIAEMbIMU W HEXKCIATCJIBHBIMU ITOCICACTBUSAMU SBJIACTCA
CﬁaHaHCI/IpOBaHHHM WA HEONPEACICHHBIM

JKenaembie TOCIEACTBUSA, BEPOITHO, INEPEBEIINBAIOT HEKEIATEIBHBIC ITOCICACTBUA
JKenatenbHble OCIEACTBYS SBHO TMEPEBCHIMBAIOT HEXKEIIATEIIbHBIC ITOCJICACTBUS

YOenutenbHas peKOMEHAALMs IPOTUB

YcnoBHas peKOMeH1alHs IPOTHB

PexoMeHmalust 11k UCCIIEIOBaHUN M, BO3MOXKHO, YCIIOBHAs PEKOMEH/IALHS 110
MIPUMEHEHHIO, OrpaHUYCHHAS UCTIBITAHUSIMHE

VYcnoBHas pekoMeHaaIHs 38

Yo6eautenpHasi peKOMeHAanus 3a

TepMHUHOJIOTHUS U ONIPEAENeHHs CIeayoT pykoBoacTsy ESPEN [28].
KommenTapwmii:

HET HHUKAKUX JOKa3aTeJIbCTB TOr0, YTO MALUEHTBI, IOJY4YaBUIME TOJIBKO
NPO3pavYHbIC JXKUAKOCTH HE MO3JHEE JBYX YacOB [0 IIJIAHOBBIX onepauuﬁ,
HoJBEPraloTcs 60NbLUIEMY PUCKY aCIUpPALMK UM PErypruTaluy, 4eM Te, KOTOpble
rojoJaloT B TeYeHHE TPAJULHUOHHBIX 12 4 mam 6Gojee, MOCKONBKY IpPO3pauHble
XKHUJIKOCTH HaXosaTcs sKelyake B teuenne 60-90 mun [79] (1++), [80, 81] (oba 1+).
MHorue HalUOHANBHBIE AHECTE3HMOJNOTMYECKHEe OOILIeCTBA W3MEHHIH  CBOU
PEKOMEH/IaIMH B OTHOIICHUH royiofanus [82—84] u Termepb peKOMEHIYIOT, YTOOBI
NAalMACHTBI MOI'IM IHATH IPO3PAYHBIC XHUJAKOCTA HE IO3AHEEC ABYX 4YacoB 10
AHECTC3WU JIs IIJIaHOBBIX onepaunﬁ. VcKkiIroueHUSIMA U3 3TOM PEKOMEH AU
SIBJIAIOTCS. MAIlMEeHTHl «C OCOOBIM PUCKOMY», IOABEPralolmuecs O3KCTPEeHHOH
omepaluy, U Te, KTO CTPajaeT 3aJepKKOH ONOPOXKHEHHUs JKelyJaKa IO Jo0oH
npuarHe [79] uim xeryaodHo-nueBoaHbM pedimokcom [81] (1++). Co Bpemenu
BHEIPEHUS] B MPAKTHKY 3THX KJIMHHYECKHX PYKOBOJACTB He OBLIO COOOIEHHI O
PE3KOM pOCTe YHMcia CIydaeB acCHMpallMy, PErypruTallii MM CBSI3aHHOH ¢ HUMH
TSDKECTH KIIMHHYIECKUX IPOSIBICHUI NN CMEpTHOCTHU. MI30eranue rojoganus Takxe
SIBJIIETCST KJIOUeBBIM KommoHeHToM ERAS. Paspenrenne mpuema mpo3padHbIX
KUJIKOCTeH, BKIIIovast kode ¥ yail, yMeHbIIaeT JUCKOM(OPT OT 5Kax Il ¥ TOJOBHBIX
6oJ1€eii, CBA3aHHBIX C CHMITOMOM OTMEHBL

3.2. Asnaemca nu npedonepayuoHHas memaboauyeckas no020mosKka niaHo68020
nayuenma ¢ UCnoIb308aAHUEM Y2Ne800HO20 JeUeHUs. NOAE3HOU?

Pexomennanus 2:

4mobbl yMeHbUUMb NEPUONEPAYUOHHBIL OUCKOMPOPM, BKIIOUASL MPEBONCHBIE
00CUOAHUSA, 8 MeydeHue HOYU nheped onepayuell U 3a 08d YdAca 00 Hee, HYHCHO
npoeecmu nepopanbHoe npedonepayuUoHHoe jedeHue yeie8o0amu (6Mecmo HOYHO20
eonooanus) (B) (OL). Ans 6030eticmsust Ha nocieonepayuoHtylo pe3sucmeHmHocms
K UHCYIUHY U  HPOOOINCUMENbHOCMb npebvleanus 6 OolbHUye creoyem
paccmompems 803MOACHOCMb NPUMEHEHUs Y21e60008 00 Onepayuul y nayueHmos,
ecomosawuxcs k maxcenoui onepayuu (0) (bKII, 33).

Koncencycnas xongepenyus: cmenens pexomenoayuu A/B — cocmosmensmoiil
Koncencyc (coenacue 100 %) — nonudicen pabouetl 2pynnoii ¢ medenue 3a6epuleHus
npoyecca 8 coomgememeuu ¢ camvim nocieonum memaaramzom [102](co 100 %
coenauieHuem 4ieHo8 paboueli 2pynnol)

KommenTapuii:

[PEIONEPAIMOHHOE MTOTPEOICHNE YIICBOAHOIO HAMWTKAa (TaK Has3blBacMas
«YH-3arpy3ka») 800 M1 HakanyHe Bedepom 1 400 MI1 10 orepanuy He yBEINYUBaeT
puck acrupanmi [79, 84, 85]. ®pyKTOBBII IMMOHAT MOXKET CIMTATHCS OE30MACHON
aNBTePHATHBON G€3 Pa3HHUIIBI BO BPEMEHHU OMOPOKHEHHS jKeayaKa [86] (2++).

Coo0bmianock, 4TO MepopaibHbIE YTiIeBOABl YIy4IIAlOT MOCICONEPAMOHHOE
camouyBctBue [87-90]. B  1mBYX HCCICOBaHMAX HM3Y4aloCh  BIIMSHHE
IpefoepaliMoHHOro  yriaeBogHoro Hamutka (YH) Ha mnocieomepanuoHHYIO
tomHOTY ¥ pBoTy (PONYV) y nmanueHTos, moiBEpraroIixcs JanapocKonuyecKkon
xonenucakromun [91, 92] (o6a 1+). B oqHOM HCCiIeI0BaHMN TIOKa3aHO CHUKEHHE
PONV ¢ YH no cpaBHEHHIO € TOJIOJaHNEM, B TO BPEMsI KaK HU B OTHOM M3 HHX HE
nokasaHo siBHOM pasuuipl Mex a1y CHO u utane6o [91, 92] (o6a 1+).

Bbruio ITOKa3aHo, 4YTO y IMaruEeHTOB, nonseprasmuxcu KOHOpeKTaJ’leOﬁ
XUPYPruH, IOTpedIeHne TUIoocMonsapHoro 12,5 % Goraroro yrieBojaMy HalmuTKa
CHIDKAET MOCJICONePAL[HOHHYI0 PE3UCTEHTHOCTh K nHCymuHy [67, 93] (oba 1+). B
apyrom PRCT He Ob1710 0OHapyKeHO yIydIIEHHs B CHIIE CKATHs KUCTH B TEUEHHE
nepBbIX cemu aHel nocie onepauunn [89] (1+). Uto kacaeTcss KOHTPOIBHON IPYIIIIBL,
TO (pakiMs CepIeyHOro BHIOpOcAa M IICHXOCOMATHYECKUH CTaTyC OKa3aluch
JOCTOBEPHO Jydine. Y MAal[MeHTOB KOHTPOJIBHOH TpPYNIBI, HOJBEPraBUINXCS
OOBIYHOMY TOJIOJJAHHIO, PE3UCTEHTHOCTh K MHCYJIMHY JIOCTOBEPHO YBEIMYUIACH.
D10 He HabJIoJAIOCh B Ipymine, NpuHUMaBmiell yrieBojabl. CTeneHb pa3BUTHS
OCJIOXKHEHUH U JUINTEIbHOCTh NTpedbIBaHus B OosbHUIIE MeXAY YH 1 KOHTpONbHOI
rpynnoii He orandamuck [89] (1+). B HECKOMBKUX HCCIEIOBAHUSX TaK Ha3bIBaEMast
PE3UCTEHTHOCTh K MHCYJIMHY ObLIa ONpE/eNieHa C HCIONB30BAHHEM METOMIOB,
OCHOBAHHBIX Ha ONpeJeleHuH 0a3aJbHOH IMIOKO3bl M MHCYIMHA HATOIIAK. DTH
meroabl, HOMA (ouenka moxemu romeocraza) u QUICKI (kommuecTBeHHbII
MHJIEKC KOHTPOJIS YyBCTBHTEILHOCTH K HHCYJIHHY), HE (PUKCHDPYIOT PE3HCTEHTHOCTD
K MHCYJIUHY, U, CI€0BATEIbHO, TU METOABI U3MEPSIOT YTO-TO APYTOe B OTAUYHE
OT HCTUHHOTO METOAA OIpENENeHUs] THUIEPUHCYTHHEMUUECKOH (uKcaruu
coctosiHus dyrimkemun [94]. B mocienHeM MccneoBaHUM «PE3HCTEHTHOCTb K
MHCYIMHY» u3Mepsui ¢ momoupio Merona QUICKI. B nppyrom PRCT c¢ 36
ManUeHTaMH, IOJBEPr IMMHUCS IUIAHOBOH KONIOPEKTaIbHON XHPYPruH (TOI0JaHIE —
BOJa — MAaJIbTONCGKCTPHHOBBIH HANUTOK), OBUIO MOKA3aHO, 4YTO TIpyNIa,
MOTpeOABINAs HCCACAYEMblii HAIIMTOK, IPOJEMOHCTPUPOBAIa JOCTOBEPHO Ooiee
KOPOTKYIO IIPOJO/DKHTEIPHOCTh MpeObIBaHUS B OonbHUIE (IIPOTHB TIPYIIIEL,
norpedmsBueii Boay, p = 0,019). Taxke HabM0ganach TEHACHIMA K 00JIee paHHEMY
BoccraHoBieHnoo ¢yukiun kumednnka [95] (1+). PRCT c¢ 142 maumentammu,
TOBEPrIIUMHUCA OTKPBITOM KOJOPEKTAJIbHOW WM IMEYEHOYHOH XUPYpruu, He
BBIIBHJI KaKHX-THOO TOCTOBEPHBIX IPEUMYIIECTB AN YIJIEBOJHOrO HAIUTKA B
OTHOIICHUH PaHHEH IOCICONepaluoOHHOH TyBCTBUTEIBHOCTH K TTIIOKO3€ B IIIa3Me,
pesuctentHocTd K uHCYIMHY (HOMA) n Bocmanenusi (C-peakTUBHBIA O€noK).
OxHaKo ypoBeHb KOPTH30JIa B IJIa3Me OBLI JOCTOBEPHO HIDKE B IIEPBBI JeHb IIOCIIEe
OIepaluH, 4YTO MOXET OBITh CBS3aHO C YMEHBIIGHHEM cTpecca. B TedeHme
MOCJICONEPALMOHHOTO 28-1HEBHOrO Neproia HaOMoIeHUsT He ObLI0 OOHApYKEHO
PasHHIIBI B CHIIE CKATHsI KHCTH W CpemHeit okpyxkuocTu rieda [96] (1+). B atom
HCCIIEJOBAHUH MOXHO IIOABEPTHYTh KPUTHKE TOT (KT, YTO DSHHIypaibHas
aHamre3uss He OblIa BBIIOJHEHAa Yy BCeX MAIHEHTOB M OTKPBHITBRIE U
JIAIIapOCKONUYECKHE CIIydan OBLIN CMEIIAHbI B 00eNX IPYIIIaX JIeUSHHUs, TEM CAaMBIM
YBEJIHYHB BaPHAIHIO IPOIODKATEIFHOCTH MPEObIBAHHUS.
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B Tpex HccienoBaHMSAX KapAHOXUPYPrHYECKUX IIAIHEHTOB, IJe B KauecTBE
MEPBUYHOrO PE3yIbTaTa U3y4allOCh BIHSHHE IIPEIONESPALHOHHOTO EPOPAILHOrO
npueMa YH Ha nocieonepanioHHYIO YyBCTBHTEIBHOCT K HHCYIIMHY, HE YAAJIOCh
oKasars cyuiecrseHHoro BimsiHus [97-99] (Bce 1+), B TO BpeMs Kak OIOPOXKHEHHE
JKeJlyJKa He PacCMaTpUBAaIOCh HU B OZIHOM M3 HcclienoBanuil, a PONV yBennuuinoch
B ofHOM HccnepoBanuu [97-99] (Bce 1+).

Mertaanamu3 21 [IPKUW no npenonepannoHHOMY NepopaibHOMY ITPUMEHEHHIO
YIJIEBOAOB B IIJIAHOBOM XMPYpruu, BKIroyaBmMi 1685 naumeHToB, IOKa3ai
JIOCTOBEPHOE COKPAIIEHNE TPORXODKATEIEHOCTH IIPeObIBaHUS B OOJIBHHIIE TOIBKO y
[AIMIEHTOB, IIEPEHECIINX TsDKENylo oreparuio. He ObUIO HHMKaKkod pa3HHULB! B
CTeNEHU pPa3BUTUS OcClIOXHEHHil. OIHAKO HcclenoBaHUS OBbLIM HU3KOTO WM
ymepennoro kauectsa [100] (1++). Henauuii MeTaanamms, Bkaovaronmii 27 PRCT
¢ 1976 nanuentamu, NOATBEPAMI COKPAILEHUE IPOLOIDKUTEIBHOCTH IIPeObIBaHUS B
GonpHuIe. He OBLIO SBHOTO BIHMSHHS Ha CTEIEHb Pa3BUTUS OCIOXKHEHUH IMOCIE
IUIAHOBOH oneparuu. OTCYTCTBHE HauIexKalleil MAaCKUPOBKH BO MHOTHX ILIane6o0-
KOHTPOJIMPYEMBIX HCCIIEAO0BAHUAX 00CYKAAIOCH KaK IoTeHIranbHas omrbka [101]
(1++). Ipyroii meraanamus, Bkirodarommii 43 uccnenosanus ¢ ydacruem 3110
YJaCTHHMKOB, I10Ka3aj JIMIIb HEOOJBIIOE COKPAIICHUE MPOAOIDKHTEIBHOCTH
II0CJICONEePALIMOHHOTO NMPEObIBAHNS 110 CPABHEHHIO C IOJIOAHUEM U OTCYTICTBHE
MPEUMYIIECTBA [0 CPABHEHHUIO C BOAOM ¥ muiane6o. Hukakoii pasHUIBI B CTEIEHN
Pa3BHUTHS ITOCIEONEPAlHOHHBIX OCIOKHEHUIT He Habmoxanoch [102] (1++). 3nech
CIIEAYeT BO3Pa3UTh, YTO, 04 EBHUIAHO, OBLIO IPOAHAIH3UPOBAHO OOJIBIIOE KO YECTBO
KIMHUYECKHX MCCICNOBAaHMII C YYeTOM TAIMEHTOB C HE3HAYUTENIbHBIM
XUPYPrUYECKUM BMEILIATENICTBOM M OYEHb KOPOTKOH ITPOAOJDKHTEIBHOCTBIO
npeObIBaHUS B OOJILHULLE.

CyluecTByIOT —NpPEIONEPALMOHHBIE HAIUTKH, KOTOpbIE JOMOJHHUTEIHEHO
o0oraieHsl TIyTaMUHOM, AHTHOKCHIAHTAMH M OKCTPAKTOM 3eJeHOro d4as. Y
MALMEHTOB, MMOJBEPIIINXCS JANapOCKOMMYECKON XOJICLHCTIKTOMHH, A00aBICHHE
royTaMuHa K YH 1eMOHCTpHpOBaO JOMOJNHHUTENBHBIE IPEHMYINECTBA B
OTHOIICHHH T10CJICONEPaliMOHHON pesucrenTHOCTH K uHCynuHy (HOMA-IR),
AQHTHOKCHIAHTHOM 3aIMThl (KOHLEHTpPAI[MM TJIyTaTHOHa B CBIBOPOTKE) U
BOCNAJIMTENBHOrO OTBeTa (chiBopoTKa-unHTepieiikud 6) [103] (1-). B xupypruu
HOJKEITy I0UHOK IKEJIE3BI npeBapuTeIbHas Harpyska [JIyTAMUHOM,
AQHTHOKCHIAHTAMH M OKCTPAKTOM 3€JICHOr0 4Yas IO CpPaBHEHHIO ¢ Iutanebo
JIOCTOBEPHO MOBBIIIATA KOHIEHTpaluio ButaMuHa C B Iia3Me U yJIydiiajia o0Lyro
3H}10FCHHy}0 aHTMOKCM}laHTHyIO CHOCOGHOCT]) 663 CHHIXXCHHUA OKHUCIIUTECIBHOI'O
crpecca M BocnanuTenbHO peakuun [104] (1-). Ucnonb3oBaHue caMoIenbHBIX
HPOJYKTOB, HATIPUMeEP MOACIANIEHHOr0 Yasi, He ObIJIO N3y4eHO B KOHTPOIHPYEMBIX
HCCIIEZIOBaHUSX.

Bo uzbexanue siodoro Bpena YH He cneqyer Ha3HayaTh MALMEHTaM C TSKEIbIM
JMabeToM, 0COOEHHO MAallMEHTaM C IpeJojaraeMbiM racrponapesoM. YH Bpsaa mu
OyneT moje3eH AJsi NMalMeHTOB ¢ auaberoM | TUma, MOCKOIBKY 3TH NAlUEHTHI
SIBJIAIOTCS] HHCYJIMHOAE(UIIUTHBIMY, @ HE PE3UCTEHTHBIMU K MHCYJIMHY, U HAIIUTKH
MOTYT IPUBOAUTH K TUIEPIIHKEMUH.

Kiunnunueckoe pykoBoactBo ESPEN  jnns  nmapeHTepalbHOrO  HMUTaHMA:
XUPYPTUUECKUM  OOJBHBIM, KOTOpPbIE HE MOTYT IMTaThCi OHTEPAIBHO,
pekomeHayercst BHyTpruBeHHOe BBeaenne 200 r rimoko3sl nepes omnepamueit [105].
IMonoxxurenbHble d(¢EKTsl HpH aJanTaluH  IIOCIEONEPALHOHHOIO CcTpecca
OTMEYAJIUCh NOCHE NapeHTepanbHoil MHQy3uu 1,5-2 r/kr rmoko3sl U 1 r/kr
aMHHOKHUCIIOT 10 omeparnuu (16-20 q) [106] (2+).

C TOUKM 3peHHus NaTO(PU3UOIOTUH METa0ONINYECKOe BO3/ICHCTBHE YIIEBOIHOM
Harpy3ku ozmoOpsiercs paboyeil rpymnmoii ¢ OcoObIM Y4eTOM TeX MNAaIHEHTOB,
KOTOpbIE MOJABEPralTcs OOMMpHOW abmoMUHANBHON xupypruu. o cux mop He
OBIIO CIETaHO HUKAKMX KOHKPETHBIX BBIBOJOB B OTHOIIGHHU BO3ACHCTBUS Ha
kimHUYeckuii ucxon. [lorpebyroTes panpHeiimme kpynHomacitadusie PKU.

3.3. Aensiemcs nu nocieonepayuonnoe npepvléanue NepopaIbHOZ0 Npuema nuuju
00b14HO HEOOX0OUMBIM HOCTIE Onepayuu?

Pexomenpanus 3:

KaK npasuiio, nepopaibHoe nompebienue nuuu OOIHCHO OblMb NPOOOIIHCEHO
nocne onepayuu 6e3 npepvisanus (bKII, UKII).
Cmenens pexomenoayuu A — cocmoamenvhbiil Koncencyc (coenacue 90 %)

Pexomennanus 4:
PEKOMEHOYemcst a0anmuposanms NEPopPalbHbIiL RPUEM BHYIPL 8 COOMBEMCMEUU

¢ UHOUBUOYATLHOT MONEPAHMHOCIBIO U MUNOM ONEPayull, NPoBoOs €20 ¢ 0cobHoll
0CMOPOACHOCTNBIO OIS NOAHCUTIBIX NAYUCHTNOB.

A. Weimann et al. / Clinical Nutrition 36 (2017) 623-650

Cmenenw pexomenoayuu GPP — cocmosimenshbiil koncencyc (coenacue 100 %)

Pexomennamus 5:

nepopanbHLll npuemM GHympb, 6KIOYAS NPO3PAUHbIE JICUOKOCMU, O0JICEH
HAYUHAMbBCS.  Yepe3 HeCKObKO 4acoe nocie onepayuiu  Ons  GONbUUHCIGA
nayueHmos.

Cmenenw pexomenoayuu A — cocmosmensruiil KoHcencyc (coznacue 100 %)

KomMmeHnTapmii:

nepopajibHOe TNUTaHHe (cOanaHCHMpOBaHHAs JaueTa B  OOJBHHLE W/WIK
HepOpaJIbHBIC JOMNONHEHUS) MOXKET ObITh HA4aTO B OOJIBIIMHCTBE CIIydaeB cpasy
HocjIe OIEepalMy, I[OCKOJIbKY HH IHINEBOAO-KEIyNOYHAsl JEKOMIPECCHs, HU
OTCYTCTBHE IIPHEMa BHYTPb, JaXKe [OCIE XOJICUCTIKTOMHU WM KOJIOPEKTAIbHON
pesekunu, He okasamuch 3QdexrnsabiMu [107-109] (Bce 1+). Pannee oObruHOE
nutaHue wm Oll, BKIOYas Npo3pauHble J>KUIKOCTH B IEPBBIH HIM BTOPOH
[I0CJICON ePALUOHHBIN 1eHb, HE BBI3BIBAIOT yXYIILICHHS 32K MBJICHUS aHACTOMO30B B
tosicroil i npsmoit kumike [109-112], Bee (1+), [113] (1++), mpuBomiT x
JOCTOBEPHOMY COKPAIIEHHIO MPOJODKUTEIBHOCTH TIpedbiBanust B Gonbuuie [114]
(1+). DTo0 OBLTO OTUEPKHYTO B cHcTeMaTHueckoM o630pe Koxpana [115] (1++). B
HelaBHUX MeTaaHanmmsax [116-118] (Bce 1++) ObuM HOKa3aHBI JJOCTOBEPHEIE
IPEHMYIIECTBA B OTHOLICHHH ITOCICONEPALIOHHOTO0 BOCCTAHOBIICHHS U 4aCTOTHI
BO3HHMKHOBEHUsI HHGHIMPOBaHUs. PaHHee mocieonepaioHHOe MITaHue CBS3aHO C
JIOCTOBEPHBIM CHIDKEHHEM OOLIMX OCJIOKHEHHUH [0 CPABHEHHUIO C TPAAULHOHHBIMU
HOCJICON ePAallHOHHBIMI METOaMH TUTAHNS U OKa3bIBACT OJIArOTBOPHOE BIIHSIHHUE HA
TaKde pe3yJbTaThl, KaK JICTAJIbHOCTb, AHACTOMO3HAs ACIPUBALNS, BO30OOHOBIICHIE
(GYHKUMH KMIISYHHKA WM JJIMTENbHOCT NpedbiBanus B GosbHuue [118] (1++).
Pannee nepopasibHOE MUTaHUE TAKKE SABJISIETCS KIIOYeBBIM KomroHeHToM ERAS. B
MeTaaHalM3e PaHIOMHM3HPOBAHHBIX HccmegoBanuit [15, 16] (oba 1++)
HPOJIEMOHCTPHPOBAHO, 4TO Ojarofaps eMy HaOmogaeTcs JOCTOBEpPHO Oojee
HM3KUH ypOBEHb OCJIOKHEHHH M JIUTENbHOCTh MpebbiBaHMs B OonbHUIlE. PanHee
[epopanbHOe IHTAHHE TAKKe NPUMEHHMO M O€30MacHO y MAalMeHTOB MOCIe
KOJIOPEKTAJbHOH XHUPYprHM M COKpAILaeT MPOAOJKUTEIbHOCT NpeObIBaHUS
GonbHuIEI BHE porpammsl ERAS [119] (2+).

Uro kacaercs Tpalll/lLIl/IOHHOFO IMATaHusA, TO ﬂOCTy]’lJ’ICHHe IMUTAHUA T10CJIE
ornepanuy NPUBOJUIO K JOCTOBEPHO OoJiee paHHEH MepEeHOCUMOCTH MepOpabHOil
JIMeTbl Ha 2-0M JeHb Iociie onepauud 0e3 MOBBIIMEHHS YacTOThl MOBTOPHOI'O
BBEJICHUS HA30racTpanbHOro 30u1a. He 06110 00HApYKeHO PasHHULBI B OTHOLICHUH
HPOJOIDKUTENBHOCTH — MOCICONEPallMOHHON — KMINEYHOH HENPOXOAHUMOCTH U
KauecTBa JKM3HH B paHHeM rocieonepanuonaom nepuoxe [120] (1+). daxe mocie
TacTpIKTOMHUH OTKa3 OT HCIOJIb30BaHHA HA30€IOHAJILHOIO 30HAAa MpHBET K
JIOCTOBEPHOMY COKPAIEHHIO IPOAODKUTENBHOCTH TNpeObiBaHUs B OONBHUIE
[121] (1+).

Meraanamus 15 uccnenosanuii (Bocemb PKI) ¢ 2112 B3pocibIMu nanueHTaMu,
nepeHecMHy onepanuio Ha Bepxuux oraenax XKKT, nokasan nocroepHo Gonee
KOPOTKOE [TOCIE0NEePaIiHOHHOE TPeObIBaHNE B O0JILHHIIE TALIUEHTOB, KOTOPBIE PaHO
Hayaly NepopaibHbIi IpHeM NUIIH, 63 pa3IH4us CTEIEHN Pa3BUTHUs OCI0KHEHUH
€ 0COOBIM yYIETOM HECOCTOSITENFHOCTH aHacTomo3a [122] (o6a 1++).

Pannnii nepopanbHbIi HpUEM MHUINM TEPEHOCHUTCS CIie JIydlle Iocie
JIANIApPOCKOIMMYECKON PE3eKLUMH TOJCTOM KHMIIKM MO CpPaBHEHUIO C OOBIYHOM
OTKPBITOH XHpyprueil u3-3a 0ojee paHHETO0 BOCCTAHOBIICHHS IMEPUCTANBTHKUA U
(YHKIMOHMPOBAHHMS KUIIEYHHKA C IOMOIIBIO 3TOi Meroauku [123] (1-), [124, 125]
(0oba 2++). Onnako B couetanuu ¢ ERAS He Obu10 00HAPYKEHO pa3sIMYuil MEXIY
JIANIAPOCKOIMMYECKOH M OOBIYHOM OTKPBITOW XUPYPrHeH TOJICTOW KHMILIKH, KOrJa
HCIoNB30Bajcs momHblii mpotokon ERAS[126] (1-). B muoroumentpoBom PKU
JUTITENIBHOCTB IPEObIBaHMS B OOJIBHULIE ITOCIIE ONlepaluy OblIa JOCTOBEPHO KOpoUe
B rpynne ERAS, monsepraBmueiics mamapockommdeckoir xupyprum [127] (1+).
HenaBuuil MeTaananus moaTBEpAMI CHHKEHHE OCHOBHOM TSJKECTH KIMHMYECKMX
MPOSIBICHUN M JUIUTENBHOCTH TNpeObIBaHUS B OOIBHMIE IIyTeM COUYCTAHHS
namapockonnyueckoit xupypruu u ERAS [61] (1++).

KonnuecTBo mepBoHayaabHOTO IpHEMa MHUINU JODKHO OBITH aJalTUPOBAHO K
COCTOSIHHIO JKEJIy0YHO-KUIIEYHOrO TPAKTa M HMHIHBULYaIbHOH IEPEHOCUMOCTH
[110-112, 128-130] (Bce 1+), [118] (1++). HapyuieHue TONEPaHTHOCTH K paHHEMY
nepopansHOMy mpuemy nuinu B rpynne ERAS ¢ ycuieHueM TOLIHOTBI, PBOTHI,
3alepXKKH IHIMM B JKeIyIKe, HEMPOXOAMMOCTH KHIIEYHHKa M Ooyiee BBICOKOM
YaCTOTOH peaJMHCCHH COOTBETCTBEHHO OBLIO IMOKA3aHO IIPU CPAaBHEHUH OIEPAIHU
YCKOPEHHOH XUPYPrHUH U TPAAUIHOHHOTO yX0/a y KHTAHCKHX AIHEHTOB IIOKHIIOr0
BoO3pacra ¢ pakom kenynaka (75-89 mer) [131] (1-).
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CrenyeT mOgYepKHYTh, YTO yOeIUTeIbHBIC H0KA3aTeIbCTBA JOCTYIIHBI TOIBKO
[0 MAIHeHTaM, IOABEPrIIMMCsl KOJIOpEeKTanbHOH Xupypruu. C 0coOBIM ydeToM
MOXKHIIBIX JIIOJeH IMPEeHMYINEeCTBA MEHEe OYEBHIHBI y IAI[HEHTOB, IEPEHECIIMX
oneparuio Ha Bepxaux otaenax JKKT u nomkenynousoii skenese [131, 132], oba (1-
).

Jlo cHX IOp HHKaKHe KOHTPOIUPYeMbIe JaHHBIC HEJIOCTYIHBI 110 HAl[HEeHTaM C
pesekuueil mumeBona. HemaBHO ObLT OMyOJIMKOBAaH IPOTOKON JUISL IIPOBEICHHUS
MHOTOLIEHTPOBOro nccienosanus B Hupepinannax [23].

4. Iloxa3aHus K HyTPUTHBHOI Tepanuu

4.1. Koeoa nposooumcs oyeHka numaHusi U Ha3HA4eHHAsk MePanus y Xupypeuiecko2o
nayuenma?

Pexomenaanus 6:

PEeKOMEeHOyemcs. OYeHuBamy COCMOsAHUe NUManusi 00 U Nocie MINCenol
onepayuu.
Cmenenwb pexomenoayuu GPP — cocmosimenvnuiii koncencyc (coznacue 100 %)

Pexomennanus 7:

nepuonepayuonHas  HympumueHdasi mepanus — noKa3ama — nayueHmam ¢
ucmowjeHuem u ¢ pUCKom 0Jisi 300P08bSl, CA3AHHBIM ¢ (haxmopamu numanus. Kpome
mozo, credyem HAYAMb NEPUONEPAYUOHHYIO HYMPUMUGHYIO MEPAnuio, eciu
odcuoaemcs, 4mo nayuewm He cModcem ecmb Oonee namu  OHell 6
nepuonepayuonnom nepuode. Ona maksice NOKA3AHA NAYUEHMAM, KOMOpble, KAK
odKcuOaemcs, UMeIon HU3Koe NepopanbHoe nompedieHue Nuwu U He MO2ym
noodepaicusams 6onee 50 % pexomendyemoco npuema 6 meyenue 6onee cemu OHell.
B omux cumyayusix pexomeHOyemcsi He3aMeONUMenbHO HAYUHAMb NUMAmMenbHyIo
mepanuio (npednoymumenbHo no sumepanviomy nymu — IIIJ-113).
Cmenens pexomenoayuu GPP — cocmosimenshblil koncencyc (coznacue 92 %)

KomMmenTapwmii:

BJIMSIHUE COCTOSAHUA IMHUTAHUA Ha nocneonepauuox—u-lylo TSKECTh KIIMHHUYECKUX
NPOSBJIECHUH U JETaNbHOCTH XOPOLIO JOKYMEHTHPOBAHO KaK B PETPOCIIEKTUBHOM
[133-137] (0ba 2-), Tak u B IpOCHEKTUBHOM HccienoBannu [34, 46, 138-149] (ce
2+). Henapnexaiee nepopajibHoe noTpedienue nuum Oonee 14 qHell cBsi3aHO ¢
Gosee BeICOKOIT steTanbHOCTBIO [150] (1-).

IorpebHOCTH B 3HEpruu U Oesikax MOXKET ObITh oueHeHa B 25-30 KKai/kr u
1,5 r/kr npeanpHo# Maccsl Tena [105].

JlBa MHOTOBapHAaHTHBIX aHANM3a Ul TOCHHTATM3HPOBAHHBIX MAILEHTOB B
LEeIOM M I TeX, KTO IOABEPraercsi XUPYPrHuecKOMY BMELIATEIBCTBY IIPU
OHKOJIOTHH B YaCTHOCTH, IOKa3ajd, YTO HCTOLICHHE SBJETCS HE3aBUCHMBIM
(hakTOpOM pHCKa BO3HUKHOBEHHS OCJIOKHEHHH, 8 TAKXKE YBEIMICHUS] CMEPTHOCTH,
MIPOIODKUTEIBHOCTH IpeObIBanus B GonpHuUIE U pacxonos [50, 151] (o6a 2++).

HemocTaTouHOE IUTAHKE YACTO BCTPEUACTCS B CBSI3H C OCHOBHBIM 320 0JICBaHIEM
(Hampumep, ¢ pakKoM) HITH ¢ XPOHHYECKO# HE[OCTaTOYHOCTBIO OpraHoB [34-36, 151
158] (oba 2-) (cM. COOTBETCTBYIOLIME KIMHHYECKHE PYKOBOACTBa). B
MEPCIIEKTHBHOM MHOTOLICHTPOBOM OOCEPBALOHHOM HCCIICIOBAHUU MALHICHTOB C
pakom skemyaka [159] (2+) Obuto mokasaHo, 49TO gucharus M OOCTPYKIHS
JKEITYZOIHOrO KaHaua SBJSIOTCS HE3aBHCHMBIME (HaKTOPaMH PHCKa BO3SHUKHOBEHUS
HECOCTOSITEIbHOCTH aHACTOMO3a TOCe MONHON racTpakTomu. Ilumesoit crtaryc
TaKKe BIMSCT HA UCXO[ Iocie Tpanciuiantanun [36, 160-168] (Bce 2+) a Takxe Ha
YBEIMUYCHHUE TSHKECTH KIMHAYECCKHX MPOSIBICHAN H CMEPTHOCTH Y T€PHATPHICCKIX
MAanUEHTOB, IepeHeciunx onepauuio [40] (2+).

O6ure yKa3aHus 10 TEPaii MOAICPKKU MUTAHHS Y MALHCHTOB, IEPEHECIINX
OMCPaIHIo, — 3TO HPO(PUIAKTHKA M JEUYCHHEC HCTOIICHHS, TO €CTh KOPPEKIHS
HCTOIICHHS 0 ONEpPalii M MOAACP)KAHUE COCTOSHHS IMUTAHUSI IIOCIE OIEPaliH,
KOrJa OKHIAKOTCS MEPHOABI MPOIOJDKHUTEIBHOTO TONOAAHUS W/HIIH  TSDKEIBIA
KaTabonm3M. 3a00JIeBaeMOCTb, MPONODKUTEIBLHOCTh NPEObIBAHUS B OOJBHULIE U
JIETANBHOCTh CYMTAIOTCS OCHOBHBIMH IAapaMeTpaMd pe3yJibTaTa MpPH OLCHKE
MPEUMYIIECTB moMIepKKu muTanus [169-178] (Bce 2-).

631

Tlocne BBITUCKK M3 OOJIBHUIIBI WM KOTJIa OOJICrYeHHUE MPOSIBICHUS OOJIC3HH
SIBIISICTCS. OCHOBHOM 11€JIbI0 HYTPUTHBHOM Tepanuy, yIydlleHne KauecTBa ITUTaHUs
M Ka4eCTBO JKU3HU SBJISIIOTCS TJIABHBIMH KPUTEPUSIMH OLICHKH.

DHTEpalIbHbIN NYTh BCEr/1a JOJKEH OBbITh IPEANOYTUTEIBHBIM, 33 HCKIIFOUCHHUEM
CJICAYIOIIUX IIPOTUBOIIOKA3AHHH:

e 00CTPYKIMS KUIICYHUKA UM KHIICYHASI HETPOXOAUMOCTS
®  CHJbHBIN IIOK;

*  KHIICYHAs! UIICMUS;

*  BBICOKas BBIXO/HAS (BHCTYIIA,;

¢ O0UIMPHOE KPOBOU3JIUSHHUE B KUIICYHUKE.

Bimsiaue D11 Ha pe3ynbTat nociie onepanuy He OLeHUBANIOCh IOCISI0BATENEHO.

Pa6ouas rpymma paccMoTpena TPHALATh MSTh KOHTPOIHPYEMBIX HCCIIe0BaHHI
[179-213] (Bce 1), BKIIOYAIOWMX ITALUMEHTOB MOCIE KEIYJOYHO-KUIICYHON
xupypruu (6e3 TpaHCIUIAaHTALMU), TPAaBMBI U IleperoMa Oepa, COCPeJOTOYHB MPH
9TOM BHUMaHHE Ha KOHEUYHBIX II0Ka3aTeNsiX Mcxoaa jgedenus. DI onpenensum kak
UCIIOJIb30BaHUE MEPOpabHbIX MuileBbix go6aBok (III1]]) u nurTanue yepes 30HI
(I13). Pannee DIl cpaBHHMBanMM C OOBIYHBIM IHUIIEBBIM ITPOJYKTOM, BBEICHHEM
kpuctaionoB u I1I1. J[Baauars 4ersipe U3 3THX 35 MCCISAOBaHUI COOOUMIN O
JOCTOBEpHBIX mpeumMyiiectBax Oll, 0COOEHHO B OTHOIICHHH COKPALICHUS
NHGEKIHOHHBIX OCIOXHEHHH, MPOJOIKUTENBHOCTH NMpeObIBaHNUs B OONBHULE U
CTOMMOCTH.

B BocbME U3 3THX 35 MCcren0BaHM HUKAKUX MPEUMYILECTB HE HAaOJI01aI0Ch
[180, 188, 192, 196, 197, 202, 211, 212] (Bce 1). HexoTopsie aBTOpHI yKa3aniu Ha
BO3MOXHBIe Hefoctatku OII, KoTopble He HaOMIOJamNCh APYrUMH. OTO
yBEIMYEHHAs NPOJOIDKUTENBHOCTh npeObiBanus [206] (1-), cHmkenue (yHKUmM
JIETKUX MOCJE PE3eKIHH MHIIEBOIA U MOMKENyI0YHON KeJIe3bl H3-3a PACTSDKCHUS
Opromoil  momoctr  [209] (1-) wim  3amepiKKa OMOPOXHEHHS JKeIylka ¢
YBEJIMYEHH Ot MIPOAODKUTEIEHOCTBIO npeObIBaHUS nocie oreparuu
HOKenyouHOi skene3sl [213] (2+). Bo3moxHO, 3TH HpoOJeMbl CBSI3aHBI C
CIIMIIKOM 6b]CprlM BBCJICHHUEM ITHIIM Ha paHHl/lX craausx. l_[aLll/lCHTOB C Tﬂ)l(eﬂoﬁ
TpaBMaTVI'-leCKOﬁ HCpCHOCl/lMOCTb}O 3HTCpaJ'IbHOl"O IMUTAaHUA HCO6XO]1PIMO
TIATENbHO KOHTpoimpoBats [214] (1-). ITo cpaBuenuio ¢ III1 mpu pannem D11
yMeHbLUaﬂaCl: 4yacToTa BO3HHKHOBCHHSA l'lOCJ'lCOl'lepaLII/IOHHbIX HHCI)CKL[HOHHI)IX
OCJIOKHEHUH y mcTomeHHbIX 60nmbHBIX pakoM JXXKT, HO He y TeX, KTO XOpOIIO
nutaincs [185] (1-).

B cemu u3 opunuaanata PKU [215-225] ncnonb30Banuch TOIBKO YIPOLIEHHBIE
CpEeICTBa M3MEPEHUsS! PEe3Y/IbTATOB JICUEHHMs — IMOJOXKHUTENbHbIe BiausHusA OII Ha
GamaHc a30Ta M TOJEPAHTHOCTh K cCyOcTpaTy. B deThipex U3 oOXMHHAILATH
HCCIIeIOBaHUIT He OBLIO BBISBJIEHO CYIIECTBEHHBIX pasnuuuii Mexny panaum OI1 u
CTaHAAPTHBIM OOJBPHUYHBIM UTaHHEM [215-217, 224] (Bce 1-).

TIpeumyuiectBa pannero OI1 B Teyenue 24 yacoB MO CpaBHEHHIO ¢ Oosee
HO3HUM Ha4yajaoM OBUIM 4YETKO IIOKa3aHbl B JBYX MeTaaHamu3ax (OJHH
cucreMarnyeckuii 0630p Koxpana) [115, 116] (o6a 1++).

Knuunueckoe pykoBOACTBO AMEpPHKAHCKOro OOIIECTBA MapeHTEPaJbHOIO H
sutepanmsHoro muraHus (ASPEN) or 2016 roma [226] pexomenmyer
nocieonepaonHyto 11, korja 3To BO3MOXXHO, B TeUeHHE 24 4acoB.

B Tpex mpeaplAymUX HCCIETOBAHHAX H3Y4YaloCh JHTEPAlbHOE HHTAHHE Y
MALUEHTOB C IeperoMoM Oefpa u melku 6expa. B ogHOM HccneqoBaHMM HOYHOTO
HasoracrpansHoro mutanus [181] (1-), B KOTOpOM malmeHThl ObUIM CHadYaga
CTPaTH(UIUPOBAHBl IO CTaTyCy NHMTaHHA 10 PaHIOMH3AIMH, IPOHU3ONIO
JOCTOBEPHOE COKDAILIEHHE BPEMEHH pEeaOMIIMTAMd M MOCIEONepaliOHHOTO
npeObIBaHUA B Ipynnax ¢ ucToiieHueM. B npyrom uccienoBanuu I13 He ObLIO
HHUKAKOTO BJIUSHUS HAa Pe3y/IbTaThl JCUeHHs B OONBHHUIIE, XOTS JIETANBHOCTh B
TeueHne mectd mecsiueB Obuta cHmkena [207] (1-). B Tpetbem unccnemoBaHum
moTpebaeHue OIHH pa3 B JeHb NEPOPANbHBIX IHMINEBBIX J00aBOK 4epe3 MIeCTh
MecsILeB JOCTOBEPHO YIIy4IIano pe3ylbTaT JIedeHHs ¢ Ooliee HU3KOH 4acTOTOH
ocnoxaenuit u cmepraocta [187] (1-).

Pexomennanus 8:

ecau nompeGHOCMU 8 IHepUl U NUMAMENbHbIX 6elecmeax He mMo2ym Ovimb
YO08I1eMBOPEHbl MOILKO NEPOPALbHbIM U IHMEPATbHbIM nompebieHuem (MeHee
50 % om kanopuiinocmu) 6 meuenue 601ee cemu Ouetl, peKoMenoyemcs KOMOUHAyus
9HmMepanvHo2o u napenmepanviozo numarus (GPP). Ilapenmepansroe numanue
O0JIHCHO NPUMEHAMBCS KAK MONCHO PAHbULE, eCl NOKA3AHA HYMPUMUBHAS Mepanus
U ecms NPOMUBONOKA3AHUE OJis IHMEPATLHO20 NUMAHUS, HANPUMED NPU KUUUEYHOT
nenpoxooumocmu (4) (BKII).

Cmenenv pexomendayuu GPP/A — cocmosmenvublii KOHCeHCYC (cocnacue
100 %)
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KomMmeHTapmii:

JULSL XHpypradeckux nanuenTos [1I1 mone3no npu cieayronmx 00CTosTeIbCTBaxX
(Kmiangeckoe pykoBoxctBo ESPEN [105]): y maumueHToOB ¢ HCTOIUCHHEM, Yy
koropbix OIl He ocywmecTBUMO WM HE IEPEeHOCUTCS, M Yy HaLUEHTOB C
[IOCIICOIePAIIHOHHBIMI  OCIIOKHEHHSIMY, YXYAIIAIOMUMA (YHKIHIO JKEIyJOYHO-
KHUIIIEYHOTO TPaKTa, KOTOPBIE HECIOCOOHBI IIOJMyYaTh U BCACHIBATH JOCTATOYHOE
KOJIMYECTBO IIePOPAILHOIO/PHTEPATIFHOrO MUTAHNUS B TEUCHUE HE MEHee 7 JHel
[105].

HenaBuee Kimnunueckoe pykoBomctBo ASPEN  [226]  pekomenmyet
nociieonepanyonHoe I1I1 manueHTaMm, KOTOpble HE MOTYT YIOBJIETBOPUTH CBOM
SHEPreTHUYCCKUE IOTPEOHOCTH MEepOPaIbHO/3HTEPAIbHO B TeueHne 5—7 nueit. 111
clleJlyeT Ha4YMHaThb, TOJIBKO €CIIM NPOJOKUTENILHOCTh TEPAIIMU COCTAaBILIET Oosee
7 nHeid.

4.1.1. Dumepanvroe umu napenmepaivhoe?

Oddexr IIII nmo cpaBHEHUIO C HEPOPATBHBIM/IHTEPAIBHBIM CTAHIAPTHBIM
[IUTaHHEM B OTHOLIECHHUY [IPOrHO3a ISl XUPYPrHYECKUX NMAlUEHTOB ObLI CIIOPHBIM.
PaGoueil rpymmoif ObUIM  PacCMOTPEHBI  JBaJUATh  PaHIOMH3HPOBAaHHBIX
HCCIIEZIOBAaHMII IMAIL[MEHTOB, MEPEHECIINX a0MOMHMHAIBHYIO XHPYPrUIO, BKIIOYAs
MAaIMeHTOB MMOCJe TPAHCIUIAHTALUKM U TpaBMbI nedend. [179, 180, 185, 189, 191,
195-197, 202,204,208, 210, 211, 227-233] (Bce 1). B atux uccneqosanusx (oouiee
komuuecto) III1 cpaBHuBamu ¢ OII, ¢ KpHCTAJUIOWAHBIMU PACTBOPAMH MM C
HOPMaJIbHOH OOJIbBHUYHOM AUETOH.

OII cpaBuuBamu ¢ III1 B 15 mccnenoBaHusX, U3 KOTOPBIX 6 HCCIIENOBaHUI
OKa3alii 3HauYuTeNbHbIe penMyiecTBa D1, B OcCHOBHOM Ooliee HU3KYIO CTEIEHb
pa3BUTHs MH(GEKLIHOHHBIX OCIOXHEHHI, Oojlee KOPOTKYIO MPOJOJDKUTEIBHOCTD
npeObiBaHus B G0JbHUIE U Oonee HU3KHe 3aTpaThl (1+). Hukakoil cymecTBeHHON
pa3HHIBI He ObLIO HalijeHo B 8 u3 15 mccienoBaHui, 4YTO NPUBEIO K TOMY, 4TO
GONBIIMHCTBO ABTOPOB BbICKa3aauch B monb3y Ol u3-3a ee OGojee HU3KOH
croumocty [183, 192, 195, 208] (Bce 1+).

B Meraananu3, BeimonHeHHbld Heyland et al,, Obumt BkmtoueHsl 27
uccnenoBanuii I1I1 mo xupyprudeckum nauuentam [234] (2+). Bmusnue II1 Ha
JIETAJIbHOCTh XMPYPrHYECKMX IAalMEHTOB HE IOKa3aHo. bosjee Huskas vacrora
OCJIO)KHEHHH, OCOOEHHO Y MAaIMEeHTOB C UCTOLIEHHEM, HabiroJanach y TeX, KTO
nosygan ITT.

B Meraanamuse, BbeimonHeHHOM Braunschweig et al., cpaBHuBanach
sddextuBrOCTs D11 1 I1I1. MeTaananus BKiIoYan pe3ynbTaThl 27 HCCIEN0BAHUIT C
1828 maruenTamMu (Kak XUPYPrudeCKUMH, TaK U HeXupyprudeckumu) [235] (2++).
OH noKa3aJl 3HAYUTENbHO OoJiee HU3KMH PUCK MH(PEKIMOHHOIO 3apaXKCeHUs MpH
[epopaibHBIM/9HTEPANbHOM NHTaHMH. OJHAKO y MAIMEeHTOB, CTPajaloluX OT
ucromenus, III1 npuBoaMiIO K 3HAYMTENbHO Oo0Jiee HU3KOH CMEPTHOCTH C
TeH/IeHIHel K CHIJKEHHIO YaCTOThl BOSHUKHOBEHUS HHpUIUpoBaHus. bonee Hu3Kas
JacTOTa BO3HMKHOBEHMS MH(UIMPOBAHUS M COKpAIlEHHAas NPOJOJDKUTEIbHOCTh
npeObIBaHUs B CTalMOHape ObUIM OOHApyXeHbl Y MAalMEHTOB, MOIYYaBIINX
JHTEpasibHOE NHTaHue, Peter et al. [236] (1++).

B meraananmuse Mazaki et al. paccMaTpuBasIMCh NMAlMEHTHI MOCIIE KETyJOYHO-
KMIIEYHOH XUpypruu B 29 paHIOMM3MPOBAHHBIX HCCIENOBaHUAX C 2552
nanueHTamMy. I1oaTBepauIoCch MONOKUTENbHOE BIHAHNE SHTEPAIbHOT O TUTAHUS HA
CHIDKCHHE 4aCTOTHI BO3HHKHOBEHHS HMH(EKINOHHBIX OCIIOXKHEHHH,
HECOCTOSITEIbHOCTh AHACTOMO3a U CHIDKEGHHE IIPOJOJDKHTEIbHOCTH MPeObIBaHNS B
Gompame [117] (1++). B wuccinemoBanmm Zhao et al. paccmarpuBaiocs 18
PaHIOMHU3UPOBAHHBIX HccnenoBaHuid ¢ 2540 naumentamu. [loarBepauiock
MOJIOKUTENIBHOE  BIIMSAHME ODHTEPAJbHOrO IHUTAHUS HA CHIDKEHHE BPEMEHH
ra3o00pa3oBaHUe B KHIICUYHHMKE, CHIDKEHHE NPOJOJLKHTEIbHOCTH NPEObIBAHUS B
GONBbHHMIIC M 3HAYUTENILHOE yBENWYeHNe ypoBHEH ansoymuna [237] (1++). Crenyer
MOMYEPKHYTh, YTO HHUKAKOIO CYIIECTBEHHOrO BIMSHHA Ha JCTalbHOCTh HE
BBIBICHO. B HeZaBHEM MHOTOLEGHTPOBOM pAaHAOMH3HPOBAHHOM HCCIICIOBAHHU
nzyqanu OI1 u TITT y 2388 TspKeno00abpHBIX MAlMEHTOB. Mexay ABYMs IpylnnamMu
He HaOMOJanoCh pasIMUUd B CMEPTHOCTH, 4YacTOTe BO3HHKHOBEHUS
MHGQEKIMOHHBIX OCIOXKHEHHH U HPOAODKUTEIBHOCTH NPeObIBaHUA B OOJIbHHIC
[238] (1+).

4.1.2. Dumepanvnas neperocumocms u epems I111

Heckonpko aBTOpoB yka3amum Ha BO3MOXHBIe mpeumyinectBa IIII, xorma
CyIIECTBYeT OTrpaHHYEHHAs MepeHOoCHMOCTh DIl u3-3a MHCOYHKIMU KHIISYHHKA,
0COOEHHO B paHHEH IIOCIeONepalHoHHOH (a3e, YTO CBs3aHO ¢ Oojee HHU3KHM
morpebiennem suepruu [209] (1-).

VMeroTcss HEKOTOpbIE AaHHBIE M3 CHCTeMaTHdeckoro o63opa Koxpana u
MeTaaHaJM3 O TOM, UTO OKeBaTelbHash pe3MHKAa MOXET  YIy4lUTh
[IOCIIEOIEPALIMOHHOE BOCCTAHOBIICHHE (DYHKIUH JKEITyJOYHO-KHIICYHOrO TPAKTa
[239] (1++). Opmmako korma Obura wucmonb3oBaHa mporpamma ERAS, stu
NPeUMYIIECTBA HE YHAJIOCh IIOATBEPIUTH B HENABHEM PAaHIOMU3HPOBAHHOM
MHOrouesTposom uccienopannu [240] (1+). Cuenyer oOparuTh BHHMaHHE Ha
NIEPEHOCHMOCTb JHTEPAIBHOIO BBEHCHHS, OCOOCHHO Y MAI[EHTOB C TSDKENIOH
tpaBmoii [214] (1-). Hagnexaree norpeGieHne SHEPruy Jy4iie 00eceqnBaercs ¢
nomomipto IIII, korga cymecTByeT O4YEBHIHOE OrPaHHYCHUE IEPEHOCHMOCTU
JKEITyJOYHO-KHIIEYHOr o Tpakta [241] (2+).

ITo-npexxHeMy oOrpaHd4YeHbl KOHTPOJIMPYEMbIC JaHHbIE B  OTHOLICHHU
KOMOMHHPOBAaHHOIO JHTEPAJBHOIO U MAPEHTEPAIbHOrO («IBOIHOr0») MHUTAHUS
[OCJIe IIJIAHOBOM XUPYpruH. YBeEJIWYEHHE IOTPeOJIeHUsT KaJopuid sIBISIeTCS
OCHOBHOM 11es1bi0 KoMOuHupoBanHoro DII/IIII. ITpocnekruBHoe PKU naunuenTos,
HOJBEPIrIINXCsSl PEe3eKIHs IHUIIEBOA, II0KAa3aJ0 3HAYHTENBHOEC MOBBILICHNE
YYBCTBUTEJIBHOCTh K MHCYJIHHY M CHIDKCHHE KOHI[CHTPALMHU IJIIOKO3BI B KPOBU B
ciydae aBOiHOro muranust [242] (1+). PerpocrieKTHBHBIA KOTOPTHBIA aHaiu3
69 nanueHToB, MOABEPrIINXCs HaHKPEAaTONyOACHIKTOMHY, II0Ka3all 6e30MacHOCTh
poLesyp, OCOOEHHO B COUETAHUU C YAOBJIETBOPEHHEM MOTPEOHOCTU B KaJOPHAX
nocpexncreom VIKE [243] (2-).

Bonbie naHHBIX GBUIO AOCTYIHO IO TSHKEIOOOJIBHBIM IMAl[MEHTaM, OHH ObLIH
npoananu3uposaHsl B paborax Heyland et al. [244] u Dhaliwal et al. [245] (o6a 1-).
JIBa w3 3tuxX uccienoBanuii 1980-x romoB ObUTM BBINOJHEHBI OJAHOW W TOH XKe
HCCIIEIOBATENBCKOH TPYIIOH ¥ TNPOBOJWINCH Ha MAlMEHTaX C OOLIMPHBIMHU
0XOraMH M TSKEJIOH TPaBMOI COOTBETCTBEHHO. B MeTaaHann3e 3THX HCCIIe0BaHHH
He OBUIO HaWJEHO MPEHMMYIIECTB A1 KOMOMHUPOBAHHOIO MUTAHUS B OTHOLICHUH
CMEpPTHOCTH, MH(EKUNH, NPOJAOJDKUTEILHOCTH MpeObIBaHUs B OOJNBHHIE U
HPOIOJDKUTEIBHOCTH MCKYCCTBEHHON BEHTHIISILMY Jierkux [245] (1-).

JlBa HeJaBHUX KPYMHOMACIITAOHBIX MHOTOLICHTPOBBIX HCCISIOBAHUS U3yl
BOITPOC O TOM, cieayeT Jiu 1onoaHuTs I1I1 «panoy» (B Teuenue 4 qHeit) M «Io31HO»
(uepe3 7 mHeil) B ciiydae HapyIICHHs SHTEpaIbHOM nmepeHocumocth [246, 247] (oba
1++). Pe3ynbTaThl nccienoBanus AaloT ocHoBaHusl Hayath III1 y mamueHTOB C
HCTOILCHHEM M JIMIl C OCOOBIMH pHCKaMH Ha 4-ii neHb He mosguee [248]. Ilpu
TSDKENBIX IUIAHOBBIX OIEpalsX pa3MelLICHHE [[EHTPAIbHOr0 BEHO3HOIO KaTerepa
HO-NIPEXKHEMY ABJISIETCS OOBIYHOM MpoIeaypoil Bo MHOrMX Yyupexjaenusx. Ilo
MHEHHIO 3TOM 3KCl'leTHOﬁ prﬂﬂbl, l'IpH HaJIM4YHuH COOTBCTCTBy}OLL[CFO IMOKa3aHHus
3TOT Jjoctyn cienyer ucnoib3oBath st [III, ocoOeHHO y manueHToB ¢
UCTOLIEHUEM, U, €CITU HEOOXOAUMO, TAKKE KaK YaCTh I'MITOKATIOPUHHOMN AUETHI.

PKU nokasain, uto obecneyenue nocpencrsom II1 25 kkan/kr u 1,5 r/kr Oenka
HE BBIIBHJIO TIOBBIIIEHHOT 0 PUCKA THIIEPIIIMKEMUH M MH(EKIIMOHHBIX OCI0KHEHHH,
HO MpPHBENO K 3HAYHUTEIBHOMY YIYydIICHHIO a30THOro Oamanca [249] (1+). V
HOXKMJIBIX IAlMEHTOB, IIepeHecnX omepanuio B cBa3su ¢ pakom KKT,
oobenunennoe DIV/IIIT mpoaeMOHCTPUPOBANIO KIMHUYECKHE TPEUMYIIECTBA IO
cpaBHeHHIO ¢ Tosbko OIT mmm IIT [250] (1-). YBenuuenue noTpediaeHus: IHEPruu
MOJKET OBITh JOCTHIHYTO B KPATKOCPOYHOH IEPCIIEKTUBE Iy TEM BBEIAEHHUS JIUITHI0B
C HCHoIb30BaHMEM Iepudepuueckoro BeHO3HOro joctyna. Koryma BBeneHue
LIEHTPAJIbHOrO BEHO3HOr0 KaTeTepa TpedyeTcs A Lelell HyTPUTHBHOH TepanuH,
9TO MOKa3aHHE JODKHO PacCMaTPHBATHCA KPUTHUECKH B OTHOIICHHU OXKHAAEMOTO
nepuona spemenu I1I1.

KoMOuHMpoBaHHOE MUTaHUE HE TPEOYETCS, €CIIM OKUIAEMBII [TEPUO BPEMEHU
cocraBisieT MeHee 4 tHeil. Ecim oxxunaemsbiii nepuon 11 npoasures ot 4 no 7 nHeit,
MUTAaHUE MOXKET ObITh TMIOKAJOPUHHBIM C 2 T' YIJIEBOJOB U | I' aMUHOKHCIOT/KI
Macchl Tena, BBOAUMBIM depe3 HepuepruuecKuii KaTeTep, a eClI OHO MPOIUTCS
6ompriue 7-10 qHEl, peKOMEHIYETCsl BCTABILITH [ICHTPAJIBHBIN BEHO3HBIH KaTeTep.

Jl1s 1oIrocpouHOro mapeHTepanbHOr0 MUTAHUS HOAXOMAIIMMH YCTPOHCTBaMU
SIBIAIOTCA OPT, Karerep Broviac uim Hickman.

4.1.3. T'unepenuxemus

YroObl M30ekKaTh TMIEPrIMKEMUH, AN TSHKEIOOONBHBIX MAalMEHTOB ObLIa
PEKOMEH/J0BaHAa MHTCHCHUBHAS TepaIus HHCYJIHMHOM. [1o MHEHHUIO paboyeii rpymimsl,
M3-32 HEPOTHO3UPYEMOT 0 PUCKa TUITOTIMKEMUH HHTCHCUBHAS TEPANMS MHCYJIMHOM
HE MNOAXOAUT JJIsi HalMEHTOB MOCJIE XUPYPrUUECKOro BMEIIATENILCTBA B OOBIYHOM
OT/ZICJICHUH ¢ HEOOJBbIIMM KOJIMYECTBOM IepcoHana. Takum 00pa3oM, KOIUYECTBO
KaJopuil Ha OCHOBE TI1t0K03bI B I1I1 1OIDKHO OBITH YMEHBLICHO B CIy4ae YpOBHS
caxapa B KpoBH, mpeBbimaromero 180 wmr/mn. Jnd NanMeHToB € OYEHb
HecTaOMIBHBIM U BBICOKUM YPOBHEM TJIFOKO3BI NMPEANOYTEHHE CIIENyeT OTAaBaTh
OT/ICJICHUIO NHTEHCUBHOM Teparuu.
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Pexomennanus 9:

07151 66e0eHUsl NApeHMePaIbHO20 NUMAHUA CIedyem UCNOIb308AMb PeleHsl 6ce-
6-00HOM (MpexKamepHblil RaKen Uiy 3apanee no020moGieHHbII NPenapant) Mecmo
cucmemvl ¢ neckovkumu Gymolakamu (bKII, 33).

Cmenens pexomenoayuu B — cocmosmenvhuiii Koncencyc (coznacue 100 %)

B nByx PKI neHoBBIC IIpeHMyIiecTBa HCIONB30BAHHS TPEXKAMEPHOro ITaKeTa
ObLIM BBIIIE, YEM CHCTEMBI C HecKOJbKuME OyThutkamu [251, 252] (o6a 1+).
PerpocriekTuBHbIi aHamu3 Oanka naHHbix CIIIA mokasan 3HauuTeNbHO Oolee
HHU3KUH ypOBEHb YaCTOTHI BO3HHKHOBCHHS MHQEKIMII KPOBU NPU HCIOIb30BAaHUH
TpexkamepHoro nakera [253] (2+).

Pexomenpanus 10:

o opeanuzayuu  dQpexmuenol. u  Oe30nacHot  NOOJEPIHCKU  NUMAHUS
PEKOMEHOVIOMCSE CMAHOAPMU306AHHbIE Onepayuottble npoyedypul (SOP).

Cmenenws pexomenoayuu GPP — cocmosmenvnuiii koncencyc (coznacue 100 %)

IIpotokonsl mwuranus u SOP pokasanu mnpeuMylnecTBa B OTHOIICHHHU
6€30MacHOCTH ¥ OCYIECTBUMOCTH JOCTIXXEHHS LIEJIH 110 YCBOCHHIO Kaopuii [254,
255] (oba 2+).

Hamexxaiee CcHaOXeHHE TMHUTATEbHBIMH — MHKPO3JIEMEHTaMH
BaXXKHBIM JIJIsI JIOJITOCPOYHOTO TIOJIHOTO APEHTEPAIbHOIO TUTAHHMSI.

CUHUTACTCA

4.2. Ecmb u nokaszanue Kk 00NOIHUMETbHOMY GHYMPUBEHHOMY 68€0CHUIO 2IYMAMUHA

Pexomenpanms 11:

napenmepanvHoe 0obasnenue Ymamuna ciedyem cuumamy OnpagoanHbIM y
nayuenmos, Komopbvle He MO2ym HAOEHCAUUM 0OPA30M NUMAMBCSL IHMEPATLHO U,
cnedosamenvro, mpebyiom sxckuosuenozo 111 (0) (BKII, 33).

Koncencycnas xongpepenyus: cmenens pexomenoayuu B — koncencyc (coenacue
76 %) nonudicen paboueil epynnou 60 6peMs NpOYecca 3a8epuieHusi 6
coomeememeuu ¢ nedagnum IIPKH [257] (co 100-npoyenmubim coenacuem unenos
paboueti epynnoi)

KomMmenTapwmii:

HET yﬁeﬂHTe.ﬂbeIX JI0Ka3aTeibCTB, '-ITO6I:I peKOMCH}lOBaTb HCITOJIb30BAaHHUEC
NapeHTepaJbHOro riayTamuHa. PaGoueit rpynmoit B 2009 romy 6blio
[POAHAIN3HPOBAHO MapeHTepanbHOE JO0OABJICHHE JHICNTHAA TIJIyTaMHHA B
crangapTHoi no3e okono 0,5 r/kr/cyrku B 7 PKM manuentam, nutaromumcs He
SHTEPABHO, IPHU OTCICKHBAHHU KOHEYHBIX TOYCK TSIKECTH KIMHHYCCKUX
nposiBICHUI W ucxoma jedeHust [256, 258-263] (Bce 1+). B miect u3 stux
UCCIIEOBAaHUH  MALMCHTBI  IIOJBEPrajuch  IJIAHOBOMY  XHPYPrUUECKOMY
BMELIATEIBCTBY, B OJHOM IAIL[MCHTBI OBUIM IIOCIC 3KCTPEHHOH BHCIEpPaIbHOI
xupypruu. Bee nccieoBanus mokasay 3HaYHTEIbHBIC IPEUMYIIECTBA 100ABICHUS
IJlyTAMUHA — [ATh B OTHOIICHUH BOIPOCA JIUTEIBHOCTH NMPEObIBAHKS B CTAIlHOHAPE
Hocyie OMepalid W JBa 110 OTHOIICHUIO K PAa3BUTUIO OCJIOKHEHHH. DTo
COOTBETCTBOBAJIO pe3yJbTaTaM OoJjice paHHEr0 MeTaaHaIN3a, PacCMAaTPHUBAIOIICTO
[UIAHOBBIX XHPYPrudecKux nmannueHros [264] (1++). [Ipu cucTreMaTnuecKoM aHaIM3e
€BPONCHCKAX M A3MATCKUX XHUPYPrHYECKHX IALMCHTOB, IMTAIOIUXCA HE
SHTEpaJIbHO, ObUIO mpoBeAcHO 10 uMccinenoBaHUN € OLEHMBACMBIM PE3YJIbTATOM
MHQEKIMOHHBIX OCIOXHCHHUH M 8 MCCICNOBAHMIl IINTEIbHOCTH NpPEObIBAHHUA B
CTalMOHApe IMOC/IE OIepalud. 3HAYUTENbHBIC IIPEUMYINECTBA J0OABICHUS
rayTaMpHa Takke Habmomamucs [265]  (14). 3HaunTensHOE  yiydIIeHHE
OC/ICONePALlHOHHOM UMMYHHOH (DYHKIHM OBUIO MOKA3aHO B JBYX HCCICHOBaHHAX
C KOHEYHBIMH MTOKA3aTESIMHU 110 HMMYyHOooruu [266-269] (Bce 1+).

B 6onbmom mMHOroneHTpoBoM PKU Ha 428 X0poIIo MHUTAIOMMXCS NAlUEHTAX,
MOJBEPTIINXCS TSHKEION KETyJO4HO-KUIICYHON ONeparuy, He ObLI0 00HAPYKCHO
CYILIECTBEHHO!N BBIOABI J00ABICHHS JUICNTHAA IIyTamMuHa B go3upoBke 0,4 r
JMIENTH/a/KI/CyTKA MapeHTepalbHO 3a JCHb IO OMNEpPALdM M 4epe3 MATh JHEeH
nocie. OLEHUBATKCH MapaMeTPbl 4aCTOThI BOSHUKHOBEHHS ITOCICONEPAl{HOHHBIX
OCIIOXKHEHNH M NPOAOKHTEIBHOCTH HPEOBIBAHMS B OOJBHUIEC TEX MAI[HCHTOB,
KoTopeiM fobaBmwsu  aumentun [270] (1+). Ilpurumass BO BHUMaHHE OJTH
MIPOTHUBOPEYHBBIC PE3yNIbTAThl, B KIIMHUYecKOM pykoBoactee ESPEN 2009 rona ne
OBUIM JaHbl PEKOMEHIALMH [0 XUpyprudeckuM manuenaram [105].

MsuoronenTpoBoe PKU ¢ BbICOKO# 10301 BBECHHUS TITyTaMUHA Y TSHKEI00OJIBHBIX
MAalMeHTOB C ANCOYHKIHMEH OpraHoOB IMOKAa3ajd0 3HAYHTEIBHOC YBEIMYCHHE
emepTHOCTH [271] (14). DTO TakkKe BBI3BAIO OECITOKONHCTBO 110 MOBOLY HCITOIB30BAHUS
Y XHPYPrU4eCKuX MalNeHTOB, MOJIYYaBIINX Jae CTaHAapTHYO 703y 0,5 r/Kr/cyTKH.
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B nepaBuem PKU nHa 60 nmanueHToB, MOJABEPIIINXCS PE3EKIIUH TOJICTOH KHUILKH,
nudysus riyramuna (0,5 r/kr/cyTku) 3a 24 yaca mo u 4epe3 1 4 mocie Hadana
OIepalluy OKa3aJlach JOCTOBEPHO MoJe3HoH. OLeHNBATIOCh BINSHUC HA BHYTPH- U
MIOCIIEOI ePALIMOHHBI FOMEOCTa3 INIIOKO3BI-NHCYINHA H BOCCTAHOBIICHHE (HYHKITHU
KHIIEYHHKA — BPEMsI 110 IIEPBOT0 MPOXO0Ja CTyJIa HOCIIe PE3CKIUH TOJICTOH KHIIKI
cokpatuiocs.[272] (1-).

Jlpyroe HenaBHee MHOroLeHTpoBoe nBoiHOe ciernoe PKM Bkimouano 150
XUPYPrUYeCKUX ITAI[MEHTOB U3 OTJCJICHHH HHTCHCHBHOW Tepammy (5KeIyJOYHO-
KHIIEYHOTO, COCYAUCTOTrO, CEepIACYHOro) Oe3 II0YeUHOH WM IIeU4CHOYHOI
HEJOCTATOYHOCTH MM IIOKa. Bce NamMeHTsl I[OIydaad HM30TOHHYECKOe
nsokanopuitoe IIIT (1,5 r/kr/cyrku). B MHTepBEHLMOHHOII Ipymie IIyTaMHUH
BBOAWIM B CTaHAapTHOH po3upoBke 0,5 r/kr/cytku. He OBIIO BBISBICHO
JIOCTOBEPHBIX Pa3jIM4Uil 10 OCHOBHBIM KOHEUHBIM [OKAa3aTeNsM — IOCIUTAIbHON
CMEPTHOCTH U YacTOTE BO3HMKHOBEHMS MH(GUIUPOBAaHUS (JIETAJbHOCTH B TPYIIE
[IIyTaMHUHa NPOTHB KOHTponbHOH — 14,7 % mporus 17,3 %; wactoTta ciiyyaes
uHUUMpoBaHus KpoBu — 9,6 porus 8,4 Ha 1000 nHeii B 6onbHuwe [257] (1+)).

JlBa meraananusa (Bximouas 14 PKU ¢ 587 xupypruueckumu nauuenramu, 40
PKU c 6osiee uem 2000 nanueHTaMu) MOJ4EPKHYJIM 3HAYUTEIBHBIC TPEUMYILECTBA
100aBOK INIyTaMMHa B  OTHOIIGHMH WH(EKIMOHHOW 3a00JIeBAGMOCTH H
MIPOAOJDKUTENLHOCTH TIpeObiBanus B OospHuLE [273, 274] (06a 1++). Kpome Toro,
yJlIydllleHue HMMYHHBIX NapaMeTpoB ObUIO MOAYEPKHYTO B HETAaBHEM METaaHalu3e
Kang et al. mo 13 PKU, Bkirouast 1034 Xupypruueckux MaiueHToB € XKeTyI09HO-
KUIIGYHOH OmMyXonplo. B Tpex HCCIemoBaHMSIX TIIyTaMHH BBOAHMJIM IO
sHTepansHOMYy IytH [275] (1+). Jpyro#t meraanamus Brimowan 19 PKU c¢ 1243
HalHeHTaMH. 3/iech ObUI0 OOHAPYKEHO 3HAUUTEIBHOE COKpAIEHHE NIPeObIBaHNUS B
GonbHHIIEe 6€3 pa3HHUILBI B YaCTOTE BOSHUKHOBEHHS OCIHOXKHEeHHiT [276] (1++).

MeTtononorndeckuii 0630p MeTaaHaIM3a U Ka4ECTBO OTENIBHBIX UCCIIC]OBAaHUH
Juisi OOHOBJIEHHMS HEMELKOro PYKOBOJCTBA BBI3BAJIM 03a00YEHHOCTb BCIIEACTBUE
OTCYTCTBHSI YETKHX KPUTEPHEB ONpeeNeHUs] HH(EKUUOHHBIX OCIOKHEHUH U
HEOZHOPOAHOCTH MPOAOJDKHTEIBHOCTH NpebbiBanus B OonpHuue [78]. Huskoe u
CpeHee KauecTBO UCCIEe0OBaHUH, OOJIBIIMHCTBO M3 KOTOPHIX ObUIM HEJOCTATOUHO
NpEACTaBUTEIBHBIMH, Takoke obcyxaamoch Sandini et al. [276], u O6bu10
l'lO}l'-lepKHyTO, qTo Bpﬂ}l JIK MOXXHO HHTepﬂpeTHpOBaTb HCKJIIOYHUTECJIbHOC BIUSAHUC
Ha JUIUTENIbHOCTh MpeObIBaHUs B 00JbHUIE 0€3 pa3iuuuii B TSHKECTH KIMHUYECKUX
nposieineHuit (1++). Kpome Ttoro, ciemayer yTBepkaaTh, YTO B OOJBIIMHCTBE
HCCHC}IOBaHHﬁ 6OJ'II>LLII/IHCTBO TMaIMEeHTOB HE 6I>IJ'll/l NOAXOAANIMMHA KaHAHAaTaMH IS
0e3aJIbTEPHATUBHOrO  MapeHTepalibHoro nutaHus. Oco0eHHO 3To  KacaeTcs
KOJIOPEKTAILHON XUPYPrHu.

OCHOBBIBasACh Ha COBPEMEHHOM ITOHUMAaHHH, HCKMounTenpHO I1I1 B TeyeHne 5—
7 nHell ompeneleHHO HE ITIOKAa3aHO OOJBIIMHCTBY XHPYPrHYECKHMX IIaIlHEHTOB,
0COOEHHO TIOC/e IIAHOBOM KOJOPEKTAaJbHOH XHUPYPIrMH € HEOCIOXKHEHHBIM
teuennem [11, 151 6] (Bce l++). [ToaToMy, COrIaCHO MMEIOLIMMCS JAaHHBIM,
IlyTaMuH Oe30omaceH B CTaHAApTHOM [O3HPOBKE, TOrJa KaK HACTOSTEIbHAs
PEKOMEH/AIHS 110 €ro PUMEHEHHUIO Y AI[MEeHTOB C MapEHTEePAIbHBIM TIUTAHUEM HE
MOXXET OBITh ONpaBJaHa.

Crenenp, B KOTOpOH BBeJjeHHE MAPEHTEPATLHOrO IlyTaMUHA B KOMOMHAIMH C
HEPOPaIbHBIM/9HTEPAILHBIM IINTAHUEM MOXKET HUMETh MONOKHTEIbHBIH 2hdeKT, B
HACTOAIIEE BPeMsI HE MOXKET OBITh BBIACHEHA H3-3a OTCYTCTBHS JaHHBIX.

4.2.1. Ecmb 1 noxkasanue K 0006asieHuio nepopaibHo20 2iymamuna?

B HacTosiliee BpeMsi HET YETKOH PEKOMEHIALMH OTHOCHTEIBHO J00aBICHHS
nepopansHoro riayramusa (0).

KomMmeHTapmii:

JaHHBIE O TIEpOpaJbHOM J00aBICHHM TIIyTaMHHA B BHAE OTIACIHLHOTO
KOMITIOHEHTa orpaHuueHsbl. [1pu maHKpeaTHYecKoil XUpypruu nepopaibHbIi mpuem
[IIyTaMUHA, aHTHOKCHIAHTOB U SKCTPAKTa 3€JICHOr0 Yasi MOBBIIIA KOHIICHTPAUIO
putamMpHa C B IIasMe M 3HAYMTENbHO yIydlIan OOIMIyl0 OJHIOTCHHYIO
AQHTUOKCHIAHTHYIO CIOCOOHOCTH MO CpaBHEHHIO ¢ Iuianebo 0e3 CHIDKEHHS
OKHCIUTENBHOTO CTpecca i BOCaanTenpHol peakunu [102] (1-).
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4.3. Ecmb au ykazanue na Oobaenenue apeuruna (I1I1 umu JII) 6 kauecmese
O0mMOenbHO20  KOMNOHeHma?

B HaCTOSAIECE BPEMS HET YeTKOU PEKOMEHAallUU OTHOCUTEIIBHO BHYTPUBEHHOI'O
WUJIN 3HTEPAJIBHOI'O IIpueMa apruHUHa B Ka4Y€CTBE OTACJIBHOI'O KOMIIOHEHTA (0)
IIOKaSaTeHLCTB HEIO0CTaTOYHO, 4TOOBI NPEANOJIOKUTE HCIOJIB30BAHUE TOJIBKO
apruHuHa.

KomMmeHTapmii:

JIaHHbIE 0 J00ABICHUH aPTHHIHA B BUE OJHOIO KOMIIOHEHTA OrpaHuyeHBI. s
[IALHIEHTOB, IEPEHECILHX OIEPALHIO OIIYXOJIU I'OJIOBHI U LIIEH, METaaHAIN3 BKJIFOYAIT
LIECTb  MCCIIENOBaHMH, B KOTOpbIX 397 mNAUMEHTOB MOJy4alld Hepu-
/mocieonepaluoHHbIe SHTepaIbHbIe T00aBKU apriHHIHA B pa3HbIX 103ax (6,25-18,7
/1), a TakKe B COYCTAHMU C APYrHMH BelecTBamu. HaOmonanock cokpaieHue
ceuweit (OP = 0,36, 95 % JU: 0,14-0,95, p = 0,039) u npomoKUTEIBHOCTH
npeObiBaHus B OonbHHUIE (cpenHsis pasHuua: -6,8 nueit, 95 % JU: ot -12,6 no -0,9
nHel, p = 0,023). MHTEepecHO OTMETHTh, YTO HE OBbUIO CHH)KEHHMSI [0 KOJIUYECTBY
ciydaeB paHeBbix uHpekuui (OP = 1,04, 95 % AW: 0,49-2,17, p = 0,925) uin
HaOmoganich Apyrue Buabl uHexuui [277] (1+). 10-netHee HaGmopeHue 32
MIALMEHTOB C PAaKOM TOJIOBBI M IIEH, KOTOPbIE IEPUONEPALMOHHO MOTPEOISIN
00OrallleHHYI0 aprHHUHOM JHETy, IOKa3aJo 3HAuHTelIbHO Jiydmiee obliee
COCTOSIHHUE, JIYYIIyI0 BBDKHBAEMOCTh, CBSI3aHHYIO C 3a00JICBAHHMSMU, U MEHBIIMH
MECTHO-PErHOHAPHBIM PELUIUB OMYXOJNH B rpymmne BMemarensctBa [278] (2+).
Crneayer  MOAYEPKHYTb, 9TO  9TO  HCCIeNOBaHHE  ObUIO  (PaKTHUESCKH
HEPEICTaBUTEIbHBIM IS BBISIBICHHS Pa3MYdi B BBDKHBAEMOCTH, KOTOpPOE HE
OBbLIIO OCHOBHOM LIEJIBIO 3TOTO HCCICIOBAHUSL.

4.4.  Ecmb u nokasanue no 0ONOIHUMENILHOMY BHYMPUBEHHOMY 66€0eHUI0 OMe2a -
3-orcupmvix kuciom?

Pexomenmanus 12:

NOCIeONepayuoHHoe NapeHmepalbhoe numamue, 6KIOYdAs omeed-3-dcuphvle
KUCTIOMbL, Cledyem paccMampugams moibko y NAyuenmos, Komopwie He MO2ym
HAONeHCAuUM 00PA30M NUMAMBC IHMEPATLHO U, CIeO08AMENbHO, Mpedyiom
napenmepanvhozo numanus (BKII, 33).

Cmenens pexomendayuu B — coznacue 6onvuuncmea (coznacue 65 %)

KommeHnTapwmii:

YTO KacaeTcs MapeHTepabHbIX H00aBOK OMera-3-KHPHbIX KHCIOT, MeTaaHaIn3
13 PKU Ha 892 Xxupypruyeckux MalyeHTax BbIIBUII 3HAUUTEIbHbIE IPEUMYILECTBA
B OTHOIIGHMH 4YacCTOThl BO3HUKHOBEHHUS IIOCICONEPAIMOHHOH HMHOEKIHU u
MIPOIODKUTENBHOCTH TpedbiBanus B 6onmbHuie [279] (1++). D10 moaTBepKxaaeTcs
Oojiee MO3JHUM METAaHAIW30M, BKIoYarommMm 23  wucciaemoBanuss ¢ 1502
nanuentamu [280, 281] (o6a 1++). MeTonOJOrHUECKUI aHaIM3 MeTaaHajiu3a W
OT/JIENIbHBIX HCCIEI0BAHUI BBI3BIBAET 03a00UEHHOCTh B CBS3H C OTCYTCTBHEM
OIHOPONHBIX ~KPHTEPUEB  ONpencTeHUs HHGEKUHOHHBIX OCIOKHEHUH |
3HAYHTEIBHON HEOJHOPOJHOCTHIO MPOMOIDKHTEIBHOCTH IPEObIBAHUS B OONBHHUILE
[78]. Tian et al. npoBenn MeTaananu3 AJst CpaBHEHUS HOBOM JIMIIMIHOM OMYJIbCUH,
coziepKalleil Macio CoeBbIX 000OB, TPUITIMLIEPHIBI CO CPEAHEH [UIMHOW LemH,
OJIMBKOBOE MACIIO U PBIOHI KU, IPOTHB APYTOTO OJMBKOBOTO MAacia U IMYJIbCHIl
Ha OCHOBE CPEHE- U AIMHHOLEMOYCYHBIX Tpurinuepunos [282] (1++). Hukakux
YeTKHX JOKa3aTeabCcTB He ObuIo HaiifeHo. CiefyeT Takke yTBEP)KAaTh, YTO B
OOJBIIMHCTBE HCCIEAOBAHUN OOJBIIMHCTBO NMAIUEHTOB HE OBUIM MOAXOISAIIMMU
KaHAuAaTaMu 1 0€3aJIbTePHATHBHOIO MAPEHTEPAIbHOrO NUTaHus. OCOOEHHO 3TO
KacaeTcsi KOJOPEKTadbHOH Xupypruu. M3-3a 3THX METOJONOrMYECKHX IpodieM
OTJEeNbHBIX HCCICNOBAHUH pabodas TpyIIa IIPOTOIOCOBajla 33 OIPAHHICHHYIO
peKOMEHIAINI0 B. BosmorkHbIE MIpEeuMyIIeCcTBa KpaTKOBPEMEHHO
TIePUOTIEPALIMOHH Ot uHdys3un oMera-3-KHPHBIX KHCJIOT ob1ei
MIPOAOIDKUTEIBHOCTU 72 4 Iepel IUIAHOBOM Oneparueil JOJDKHBI ObITh YTOYHEHBI
nmanee [283] (1+).

45.  Cywyecmsyem au nokasauue KOHKpemHo20 cocmasa ons
NepopaIbHO20/IHMEPATLHO20 NPUMEHEHUS, 0D02AUWEeHHO20 UMMYHHOE NUmMaHuem?

Pexomenpanus 13:
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nepu- uau no KpauHel Mepe NOCIeONepaAyUOHHOe 66e0eHUe ONPedeleHHO20
cocmasa, 0002aUeHHO20 UMMYHHOHYMPUECHMAMU (AP2UHUH, OMe2d-3-DiICUpHble
Kuciomol, pubOHyK1eomuobl), ciedyem HA3HAYAMb OONbHbIM, CIMPAOAWUM OMm
ucmoujenus, Komopbvle no0eep2aiomcs. maiceiol onKoaozuieckol onepayuu (B)
(BKIT, 33).

B nacmosuyee epemsi Hem uemKux OOKA3AMENbCME UCHONb30GAHUS IMUX
cocmagos (UMMyHHbIE YOPMYIbL) 8 CPAGHEHUU CO CMAHOAPMHBIMU NEPOPATbHIMU
nuwesbiMuU 000ABKAMU UCKTIOYUMETBHO 8 000nepayuonHblil nepuoo (0).

Cmenenw pexomenoayuu B/0 — koncencyc (coenacue 89 %)

KomMmeHnTapmii:

JaHHBIC JOCTYNHBI M3 MHorouncieHHelx PKU 1no wucnonb3oBaHuio
uMmyHoMonymupytoumx IITJ] u I13 dpopmyi, BKiIrouast apruHuH, OMera-3-)XKHUpPHbIS
KUCJIOTHI M pUOOHYKIICOTHIBI, ¢ Mk 0e3 rirrotamuna [195, 284-294] (Bce 1+).

15 MeraaHanu30B HCHBITAHUil, B OOJBIIMHCTBE CIyd4aeB y XUPYPrHYECKHX
[AlHEHTOB W OAHO B XHUPYPrHHM paka TOJOBBI ¥ INEH, IPEINOJararT, 4YTO
HEPHONEPALIOHHOEe BBEJCHHE HMMYHOMOIYJIHPYIOIIUX MUTATENBHBIX (OpMyI
CIIOCOOCTBOBAJIO CHM)KCHHIO YacTOThl BO3HHUKHOBEHHS IIOCICONEPallHOHHBIX
OCJIOKHEHUH U, CIII0BATEILHO, YMEHBIICHHUIO IPOA0/DKUTEIbHOCTH IPEOBIBAHYS B
6ompruune [195, 286-309] (Bce 1++). Uro kacaeTcss HMMYHOMOIYIHPYIOLIIHUX
cybctpatoB, To 6onpmmHCTBO PKU npoBoguiu ¢ apruHUHOM, OMera-3-KHPHBIMU
KUCJIOTaMH U pUOOHYKJIeOTHAaMH. HUKaKNX TOMONHUTENBHBIX NPEUMYIIECTB IPH
J100aBJIEHUU TNIMLUHA He ObLIO BbIABIEHO B PKU y maiueHToB ¢ OCIIOXKHEHHOH
cepieuHoi HepoctatouHocThio [310] (1+).

B HekoTOpbIX M3 3TUX MCCIIENO0BAaHUN HE CYLIECTBYET YETKOI'O PasInuMsl MEX 1Ly
TSDKENOOONIBHBIMU U MAIIMEHTAMH, TPOXOIAIIMMU TSXKENIYHO TIAHOBYIO ONEPALUI0
(CM. peKOMeHJalluK 110 UHTEHCUBHON Teparun).

JIIt OHKOJIOTMYECKUX MAalMEHTOB C MCTOLIEHHEM, MEPEHECIINX OINEepaltIo,
pykoBonsume npuHuunel ASPEN ¢ 2009 roga jgaloT  HAacTOATENbHYIO
pexomenganuio [311]. Jlns miaHOBOW XMpPYpruu paka jxeidyaka (paHIy3ckue
KJIMHUYecKHe pykoBoactBa ¢ 2012 roma peKOMEHIYIOT MpPEAONepaluoHHYIO
«hapmakoTepanuio» B TeyeHHe S5—7 JHEH He3aBUCHMMO OT TOr0, MCTOLIEH JIU
naruent [29]. Knmunnueckoe pykoBoactBo ESPEN 1o mUTaHHIO OHKOJTOTHYECKHX
6ompHBIX ¢ 2016 roma maeT HACTOATENbHYIO PEKOMEHJALMIO JUIs MalUeHTOB,
NPOXOAAIUX PE3CKIUIO OITYXOJIN BerHeﬁ YaCTH XKEITYAOYHO-KHUIICYHOr'0 TpaKTa B
KOHTEKCTE 00BIYHOr0 MePHOIePaiMOHHOr0 yxoaa [312].

OpHako 1ocie METOJNOJOTMYECKOro aHaliu3a 3TUX METaaHalu30B |
BKmoueHHbIX PKI Bpsx 1M MOXHO [aTh HACTOSATENbHYIO PEKOMEHIALHUIO IO
o0ILIeMy HCIIOJIB30BAaHUI0 HMMMYHOMOAYJHMPYIOIMX (OpMyda. DTO CBS3aHO CO
3HAYUTENBHON TeTePOreHHOCTBIO OT/AENBHBIX HCCIIEOBAHUMN, BKIIOUAsl pPa3IMIHbIC
HEPHO/IBI IPUMEHEHHUS, U OTCYTCTBHEM OXHOPOIHBIX KPHTEPUEB LIS ONpeleeH s
OCIIOKHEHHH W BhIMHCKH W3 OompHHULBl [78]. Kpome Toro, mociexuuii 0630p
auTepaTypbl  pabodell rpynmoilf TOKa3pIBaeT, 4YTO JOKa3aTelbCTBAa s
COOTBETCTBYIOIMX IPYMI PHCKA U CPOKH BMENIATENbCTBA HE OUEBUIHBL.

4.5.1. Ilpe-, nepu- unu nocreonepayuorHoe pems

TIpe- unu nocneonepanuonnoe norpednenne I (3 x 250 mun), odorameHHOro
HMMYHOMOZYHPYIOIMME CyOcTpaTtamMu (aprHHHH, oMera-3 XHpPHbIC KHUCIOTHI U
HYKJICOTHIbI) B TEYEHUE S5—7 IHEH yMEHbBILIAET IOCICONEPAHOHHYIO TSKECTh
KIMHUYECKHX MPOSBICHUN U MPOMXOKHTEILHOCTD NPEObIBaHHS B KIMHHUKE MOCIE
TSDKEON OHKOJIOTHYECKO# omepanun Opromnoi momocta [313-316] (Bce 1+). B
YACTHOCTH, MalMenTam ¢ ucromennem [317] (1+).

Tpu PKU nokasanu, 4To nepronepaoHHble UIMMYHOMOIYJIMPYIOLIHE COCTABbI
a¢dexkTHBHBI KaKk s ucTomeHHsx [317] (1+), Tak ¥ MMEOMMX MOTHOLECHHOE
muTaHue OOJIbHBIX PAKOM JKeTyJodHO-KiIedHoro Tpakra [313, 315] (o6a 1+). Klek
et al. [318] mamen 3Ha4YMTENBHBIC MPEHMYLICCTBA B OTHOIICHHH YMEHBIICHHS
TIOCJICONEPALIMOHHBIX OCIIOKHEHUH TOJBKO y MALMEHTOB ¢ HCTOIeHUeM (1+).

B PKU, Bemomnnensom Gianotti et al. [319], 6puto panmomusupoBano 305
MAIUCHTOB C PAKOM KEIyJOYHO-KUIIEYHOrO TPAKTa 0e3 Cepbe3HOr0 MCTOILICHHS,
KOTOpBIC IIOTy4ald MMMYHOMOAYJIHPYIOIIME COCTAaBBI JIMOO IPEIONEPaI[HOHHO,
6o nepuonepannoHHo (1-). B o6enx rpynmnax HabmoOAaINCh CHUKEHHE YaCTOTHI
HHGEKIHOHHBIX OCIOKHEHHH M IPOAOIDKUTEIBHOCTH NpeObIBaHHs B OONBHHUIIC.
OnHAaKO 3TO HCCICAOBAHME HE BKIIOYANO TPYIIy, KOTOpas NpHHHMana Obl
CTaHAAPTHBINA COCTAB.
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ITooTOMy MOXKHO YTBEpXKIaTh, UYTO HaOMOAaeMbIe d((EKTH MOTIH OBITh TAKKE
MOJly9eHbl CO CTaHJApTHBIMH cocTaBaMH. CpaBHHBas IPENONEPAIOHHOE
HMMYHHOE IIUTAQHHE CO CTAHIAPTHBIMU IEPOPAIbHBIMU IHIIEBEIMH JI00aBKaMH,
Hiibner et al. [320] nposen nsoiiroe cienoe PKU y Xupyprudeckux namieHToB ¢
MOBBILICHHBIM PHCKOM B COOTBETCTBUH CO CKPHHHHIOM Ha PU cK Jutst 310poBbs (P3IT)
6osee 3 (1+). Jpyroe IIPKU BiIOYano 340pOBBIX MAIMEHTOB C TPEXJIHEBHBIM
JIOMOJIHUTENBHBIM BBEACHHEM B pauuoH [321] (1+). B oboux nccienoBaHusx He
OBLIO OTMEUEHO HUKAKHUX IIPEUMYIIECTB B IPYIINe BMEIIATeIbCTBA.

B meraanamse Hegazi et al. [322] 6buta npoBenena yerkas pudpepeHuuanms
MEXIY HCCIICIOBAHHUSAMH, B KOTOPBIX CPABHHBAJIOCH IIPEONEPALINOHHOE HMMYHHO €
nutanue npotus IITJ] (8 ITPKU ¢ 561 mamueHToM), a Takke NpOTHB pannoHa 6e3
no6aBok (9 IPKU ¢ 895 maumenrtamu) (1++). CyuiecTBeHHOE paszimyue ObLIO
OOHApYXEHO TOJBKO B HCCICHOBAHUSIX C KOHTPOJBHOH TpyIIOH, MOTpeOsBLIeH
[epOPAIbHO CTAaHJAPTHBIA panuoH 0e3 N00aBOK: CHIDKGHHE WH(EKIMOHHBIX
ocnoxkuenuit (OP 0,49, 95 % U or 0,30 10 0,83, p < 0,01) 1 npoAOIDKUTEILHOCTD
npebObiBaHus B OosbHULE (CpenHsst pasHuua -2,22 aus, 95 % IU or -2,99 no -1,45
nas, p < 0,01).

Taxum 00pa3oM, NPEUMYILECTBO MOTPEOJICHUSI B NPEIONEPALOHHBIN IEPUON
100aBOK, O00OrallleHHBIX HWMMYHHOMOJYJISITOPAMH, HE OBLJIO J[0Ka3aHO. ITO
noarBepkaaercs HebonbmM PKU no 35 nanuenTam, nepeHeciyM onepanuio paka
TIOJDKEITYIOUHOM xKeme3bl, mpu 3ToM Y 40 % 13 HUX HaGJII0JalIcsl PHCK AJIS 3[0POBbBS,
CBsI3aHHBIA ¢ (pakTopamMu NUTaHWs. HUKakuX CyIIeCTBEHHBIX pa3iH4uil He ObLIO
O0OHapYKEHO HU [0 YaCTOTE BOSHUKHOBEHHS OCIIO)KHEHHH, HY 10 (PyHKIIMOHAIBH BIM
BO3MOXXHOCTSIM, HH 110 Macce Tena [323] (1-).

B meraanammze Marimuthu et al. [302] (1++) Obu 00HapyKEeHbI 3HAYUTEIbHBIC
NPEUMYIIECTBA B OTHOIICHWM HMHQEKUHMOHHBIX OCIOKHEHMH JUIs1  Ipend-,
I0CIIEONePALIHOHHOTO u MIOCIIEONEePALIHOHHOr0 HCIIONB30BAHUS
HMMYHOMOAYIUpYIOIeil queTsl. HenHdeKunoHHble OCI0KHEHUS U JUTUTEIbHOCTD
npeObiBaHusl B OOJBHUIIC 3HAYUTENBHO COKPAINAIHMCh B ClIydae MepH- WM
TOCJICONePajMOHHOr0 Havyana auethl. B Metaanammsax Osland et. al. u Song et. al.
HOATBEPIHIIN MPEUMYILECTBA IEPUONEPALUOHHOr0 M TOJIBKO MOCIEONEePalHOHHOTO
ucrnonb3oBauus [307, 308] (oba 1++).

4.5.2. Cneyuanvnvie nokasanus

CymecTByeT  TakkKe  HEJIOCTaTOK  Xopomo  paspaboranHeix  PKMH,
OleCHTHpoBaHHbIX Ha O)lHOpO}IHbIe prﬂﬂbl ManueHTOB, nousepramumxcx TS{)KCJ'IOFI
OHKOJIOTHYECKOH orepaiuy. Y MalydeHTOB, MEPeHECIINX FaCTPIKTOMHUIO MIPH paKe
xenynka, panHee OIl ¢ MMMyHOMOZYJIMPYIOIIMM COCTaBOM Oblia CBs3aHA CO
3HAYHUTENILHO MEHBIIMMH IIPOOJIEMaMHt 3a)KUBIICHHS PaH, HECOCTOATEILHOCTHU 1IBA U
HHOEKIMOHHBIMH, @ TAKXKE MI00ANBHBIMU OCTIOKHeHusIME [324] (1+).

Hpyroii PKM (n = 244) He nponeMOHCTPUPOBA HHMKAKUX KIMHHUYECKHX
MPEUMYIIECTB MPEONEPAOHHOTO JHTEPAIbHOIO0 HMMYHONHUTaHUsS (apTUHUH,
oMmera-3-)KHPHBIC KHCIOTHl M PUOOHYKJICOTH/IBI) [0 CPABHEHHUIO ¢ OOBIYHON JHETON
B TEUEHHUE IIATH JHEH y XOPOIIO MU TAIOIIMXCS NAIUEHTOB, MTOBEPT INXCS MIAHOBOH
racTpIKTOMUH TIPH pake xenyaka. [325] (1+).

B pabore Sultan et al. uccnenobanu 195 nauueHToOB, NEPEHECHINX OIEPALUIO
paka muieBoaa B Tpex rpymmax: JIl, gomonHeHHOe omera-3-)KHPHOH KHCIOTOI;
crangaptaoe OI1 3a 7 nHel 10 M Hocie ONepanyu; TOJIbKO IMOCICONEPAHOHHOE
nmomonuenune [326] (1+). He 6b110 06HAPY)KEHO pa3inddii MEXIY TPYyHIaMH IIPA
PAcCMOTPEHUH TKECTH KIMHHYECKHX HPOSBICHHH, CMEPTHOCTH M NIPEOBIBAHUS B
OosbHune. Taxke He oramuanace HLA-DR akcnpeccus B MOHOLMTaX WM
aKTUBHPOBAHHBIX JUMQoLHUTaX. B 1IpyroMm HcclenoBaHUH IEPHONEPAIHOHHOE
HCIOJIb30BaHHE IMMYHOMOIYIHpYomel GopMynsl 3a 3 AHS 0 U IOCIE PE3EKIUU
[HIIEBOJA MPHBENIO K 3HAYHTEABHOMY YBEIMUEHHIO OOINEro KOIUYECTBA
JMMGOIMTOB Ha 3 U 5 THU U CABHUTY B CTOPOHY nponudepauuu B-kinerok Ha 5 u 7
nau [327] (1+).

MeTaaHanu3 1o ManueHTaM, IEPEHECIIIM OIIEepaIHIo paKa JKelTyKa, BKIoJan 9
uccienoBanuii ¢ 785 naunentamu. Habmonanocs Hekotopoe yBenuuenue [gA, 1gG,
IgM, CD3, CD4/CD8 u NK-knerok, Takxe Habmonanoch cHmwkenue 1L-6 u TNF-
anppa. OIHAKO TOKa3aTeNu pe3y/IbTATOB JICUCHHS HE ObUIM 3HAYMTEIBHO
yayameHsl. OIATh XKe TeTeporeHHOCTh, BpeMs MUTaHUS U pa3Mep BBHIOOPKU ObLIN
paccMmotTpensl kputideckn [328] (1++).

Meraanamu3 mectn PKH, Briouas 628 manueHTOB, MEPEHECHIMX OIEpalrio
paka >Kelygka M IHIIEBOJAa C DOHTEpaJbHBIM HMMYHHOE IIHTaHHEM, HeE
MIPOIEMOHCTPHPOBAI COTIACOBAHHOCTH B MOKA3aTENsAX Pe3yIbTaroB jedeHus [329]
(1+).

XoTs JTOT MeTaaHAIU3 HE MOANCPKHBAI OOBIMHYI0O PEKOMEHIALUIO II0
MMMYHOIIHTAHHIO B 3TOH IPYIIIe MalUEeHTOB, ero CIeLyeT IOABEPrHyTh KPUTHUKE,
MIOCKOJIBKY OH He BKJIFOYAJl U He OlleHHBal (oliee OJHOPOJHBIC HUcClenoBaHus. B
JIOIIOJHEHHE K CIa0BIM MeCTaM C TOYKH 3PEHUS METONOJOIMU HCCIIENOBaHUS
OTJIMYAJINCh 110 COCTaBy MMMYHOMOJIYJIHPYIOIIEH IHeTsl, TUILy BBelcHHS (Ipe-
/nepu-/oCTONepaTHBHO), a TPH UCCIINOBAHHS OBUIM HEIPEICTABUTEIBHBIMU JULL
OLICHKH IT0Ka3aTeleil pe3ysIbTaToB JICUCHHUS.

B wmeraamamm3e KoxpaHa IIecTH BBICOKOKAYECTBEHHBIX —HCCIIEOBaHUH
MaIMEeHTOB, KOTOPBHIM OBLIN CIENaHbI JKeIIyl09HO-KHIIeYHbIe onepanuy, Burden et
al. IpOIEMOHCTPUpPOBAIM 3HAYUTENbHBIE IPEHMYINECTBA B  OTHOLICHUH
nocieonepannondbix ocnoxkuenni [330] (1++). M3-3a HEKOTOPHIX OMIUOOK ITH
ABTOPBI BBISIBUIIM OrpaHnueHHYI0 06061aemocts [330]. Wong et al. B meraananuse
19 PKU o6Hapyxuiu 3HauMTeIbHbIE NMPEUMYIIECTBA IJIs1 II0CIEOIEPaliOHHOTO
UCIIO0JIb30BaHHSI HMMYHOIIUTAHNS B OTHOLICHUY CHYDKCHHS PaHEBBIX MHQEKIUH U
HPOJOJDKUTENIBHOCTH NpebbiBaHus B GonbHULE Y 2016 manueHToB, KOTOPBIM Oblia
cleNnaHa pe3eKUusl NUIICBOJA, JKelyaKa U HOKEIy ouHoM xenes3bl(2,2:1,2:1,0).
[309] (1++). BbLI0 pPEKOMEHIOBAHO BBEICHIE HMMYHOMUTaHus B TpoTokoi ERAS,
YTO OBLIO [TOKA3aHO B PaHIAOMH3UPOBAHHOM KOHTPOJHMPYEMOM HCCIENOBAaHHU HA
264 nanueHTax, MOABEPriIMXCcst KojopektanbHoi xupypruu [331] (1+). duera,
oforaleHHass IMMYHHOE NMUTaHUEM, CPaBHHBANACh CO CTAHIAPTHON MepopaIbHON
MUIIEBON 00aBKOM, HaYMHAIAach 3a 7 IHEH M0 olepaldd M IpPOAOJIKanach B
TeyeHue 5 AHeil mocie omepaiyu. B rpynne mMMyHONHMTaHHS ObUIO OOHAPYKEHO
3HAYHUTENbHOE CHIDKEHHE YacCTOThI BOSHUKHOBEHUSI MH()EKIMOHHBIX OCJIONKHEHHI
(23,8 % mpotus 10,7 %; p = 0,0007).

4.5.3. Dgpexmusnocms 3ampam

Ouenka HairoHanbHO# 6a3sl qanubeix CIIIA, a Taxoke nanHsle u3 Braga et al. u
Chevrou-Severac et al. [332-334] (oba 2+) mnoOKasamM OSKOHOMHYECKYIO
3G (EeKTUBHOCTh NPUMEHEHHMS STHX COCTAaBOB  OTHOCHTENBHO  CTOMMOCTH
YMEHbIICHHUS JIeYeHHUs OCIOKHEHHH. UTOObl CHM3UTH MoTpedieHHe pecypcoB U
O0LIyl0 CTOMMOCTb, OBUI pPaccyuTaH YpPOBEHb PEHTAOENBHOCTH YacTOTHI
BO3HHUKHOBCHMUS l/lH(bCKLlHOHHbIX OCJIO)KHEHHIT JUIT IMaIUEHTOB C HOPMaJIbHBIM
nutanueM (0,91 %), a Takke nauueHToB ¢ ucrouiennem (6onee 3,31 %) [332] (2+).

4.5.4. Jonzocpounwiii pesynomam

10-nernee HabmoaeHNe 32 MALMEHTOB C OMYXOJSIMM T'OJIOBBI M IIEH, KOTOphIE
[EPUONEPALMOHHO TMOTPEOIISUIN  0BOTallleHHY aprUHHUHOM JIHETY, IOKa3alo
3HAYHUTENBHO JIydllee 00LIee COCTOSHHE, IYUIIYI0 BHDKHBAEMOCTb, CBS3aHHYIO C
3a00JICBAHKAMH, ¥ MEHbIIHI MECTHO-PErMOHAPHBIA PELUINB OMYXOJU B TPYyIIIE
BMmernatesnbeTBa [278] (2+). [ocneonepaunonnsiii anam3 [IPKU y 99 mauuentos ¢
KapLUHOMOI KeITy/IKa He MMOKa3aj yIydUICHUs JOIrOBPEMEHHOIl BBDKHBAEMOCTH €
HCIIOJIb30BaHKHEM TTocieonepannonHoi DI ¢ coueTaHneM riyTaMuHa, apraiHUHA |
omera-3-kupHbIX kucnmot [335] (2+). B ob0oux wucciemoBaHWsIX HE ObLIM
HaJJIOKaUM 00pa3oM BBUIBICHBI PAa3iNyis B BBDKHBAEMOCTH, YTO HE SBILSUIOCH
OCHOBHOM I11€JIBIO.

XOTs MPeHMYILIECTBA JHTEPAIbHBIX COCTABOB, OOOTAICHHBIX IIyTAMUHOM,
ObUTH BBISIBIICHBI B Heckonbkux PKV y manmeHToB ¢ TsDKENbIMU 3a00JIeBaHUIMH,
0COGEHHO Yy TeX, KTO CTPaaeT TSHKEIOH TpaBMoi imim oxoramu [336-339] (Bce 1+),
B HACTOfIIIEEC BPEeMs HET yOCAMTENbHBIX JAHHBIX I10 MALKUECHTAM MOCIC TSDKEIBIX
OIEpaLHii B CBSI3U C PAKOM OPIOLIHOM ITOJOCTH HITH PAKOM TOJIOBBI M LICH.

4.5.5. Cunbuomuru

KoHmenims «9KOMMMYHHOE HMHUTAHHE» OTHOCHTCS K COCTaBaM, COJCPXKallUM
CHHOMOTHKH C KJICTYATKOH U JaKTOOaKTepHsIMu. J0CTOBEpPHOE CHHXXCHHUE YaCTOTHI
BO3HHKHOBEHHS TIOCIICONEpanonHoi mHeBMonn (2,4 mporus 11,3 %, p = 0,029),
nHbexuuit yuacrka onepauuu (7,1 nporus 20,0 %, p=0,020) u HecocTosTENBHOCTH
anacromo3a (1,2 mporus 8,8 %, p = 0,031) ObITO MOKA3aHO y NMAIMEHTOB IOCTE
KosopektanpHoit xupyprun [340] (1+), B cmydasx mHOEKUuil mocie pe3eKuuu
MOJDKEITYIOUHOI JKENe3bl U MEUCHH, a TAKKE TpaHCIUIAHTAuU nedeHn [341-346]
(Bce 1+). 3amerHoe, HO HE3HAYUTEIBHOE pA3IM4YME HAOIIONANOCH MEXIY
9 eKkTaMi JKUBBIX JTAKTOOAKTEPHiA U YOUTBIX TeruioM [347] (1+).

B fomonHeHHE K YacTOTC BO3HMKHOBCHHS HH(EKIHOHHBIX OCIOXKHCHHUH
Kanazawa et al. Hamum CyLICCTBCHHBIC INPEUMYIICCTBA B  OTHOLICHHH
KyMYJISATHBHOH MPOJOIDKHTEIBHOCTH aHTHONOTHKOTEPAIIMH M IPOJODKUTEIBHOCTH
npeObIBaHMS B CTALIMOHAPE y HALIMCHTOB, ICPEHECIINX IeNaTO-KETIHYI0 PE3CKIIHIO
paka skemuHbIx myTeit [343] (1+).
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Metaanamu3 13 PKM ¢ 962 nanueHtamMm moKasaj, 4YTO IIpUMEHEHHE
IPOOMOTHKOB W  CAMOMOTHKOB Yy IAIUEHTOB, IEPEHECIIMX ILIAHOBBIC
XUPYPruyecKye orepaLuy, HpUBEIIO K CHIXKEHUIO I0CIIEO0N ePalluOHHOro cerncuca (p
= 0,03 u p = 0,02) [348] (1++). Just manueHToB C TPaBMOM MeTaaHanus3 U3 5
uccienoBannii Ha 281 mnanueHTe IIOKa3al 3HAYMTENbHBIE IPEHMYINECTBA B
OTHOLICHUH CHIDKCHUS BHYTPHOONBHHYHBIX HHOekmuit (p = 0,02), wacrors
BozHHKHOBeHUs VIBJI-acconnupoBanHoit mHeBMonuY (3 uccnenoBanus, p = 0,01) u
IPOJIOJDKUTEIBHOCTH INPeOBIBAHUS B OTACICHUH WHTGHCHUBHOH Tepamuu (2
uccaenosanust, p=0,001). Hukakoii pa3HULBI B CMEPTHOCTH He Habmoxanocs [349]
(1++). ABTOpBl OTMETIUIM 3HAYHUTENBHYI0 HEONHOPOZHOCTh BKJIFOUCHHBIX
HCCIIeI0BaHMI.

HWccnenoBanue MmanueHToB ¢ moBpexaeHHbiM Mosrom [350] (1+) mokasano
CYIECTBEHHBIE IPEUMYLIECTBA COCTaBa, COIEPIKAILEro IIIyTaMUH U IPOOHOTUKH, B
OTHOLIGHUH YaCTOTHl BO3HMKHOBEHMS MH(UIMPOBAHUS M IPOTOIDKHTEIBHOCTH
npeObIBaHUs B OTACICHHH MHTCHCUBHOI Tepanmuu. Hanbonee moxxomsimue BUABI
IPOOMOTHKOB elle He BBIICHEHBI. IloaToMy TpebyroTcst Gojiee KaueCTBEHHbIC
KIIMHUYECKUE UCCIIEN0BAaHUS C JOCTATOYHOM NPECTABUTENBHOCTBIO.

OcraeTcst HESCHBIM, IOJDKHO JIM B OyIyIMX HCCICIOBAHHAX OCHOBHOE
BHUMaHHE  yHCTHCS  JUETHYECKOM  KOMOMHAIMM  MeTabOIMYeCKHX U
HUMMYHOJIOTHYECKHUX COCTABJISIOIIMX CO CMELIaHHBIMU BELIECTBAMM WJIM YHUCTON
«hapMaxoTepaun» ¢ MCHOJIb30BaHHEM OJHOro BemiectBa. Yto kacaercs PKU y
MALMIEHTOB C MCTOIICHUEM, MOXKET OBITh CIOKHO ONPENEINTh COOTBETCTBYIOLIYIO
KOHTPOJIBHYIO TPYIITY MO STHYECKHM COOOPaKEHHSIM.

4.6. B uem 3axniouaemcsi noib3a NAyuenmy om HYmMpUumuHoOU mepanuu 6
npeoonepayuoHHbLl nepuod?

Pexomennanus 14:

RAYUEHMbl ¢ MANCEAIM HYMPUUUOHHBIM DPUCKOM OO0JIICHBL ROIYYAMDb
HYmMpUmueHyIo mepanuio 00 0cHoHoil onepayuu (A), oasxce ecau onepayuu, 6
mom uucie ouKonozuveckue, 00xcHvl 0vimo omaodcenvt (BKII). Moicem
nompebdosamuocs nepuod ¢ 7—14 ouei (0).

Cmenens pexomendayuu A/0 — cocmosmensupwiii koncencyc (coznacue 95 %)

Pexomennanus 15:
Ko20a amo 603MOJICHO, peKoMenoyemcs UCNOIL306aMb
nepopansvubiil/sumepanviuiil nymo (A) (BKII, 93, OL).
Cmenens pexomenoayuu A — cocmoamenvhuiil Koncencyc (coenacue 100 %)

KommeHnTapwmii:

JUISL XUPYPTHUECKUX MAlUCHTOB MPEHMYILECTBA HYTPUTHBHOH Tepamuu ObUIH
MOKa3aHbl B ciydasx mbkemoro wucromenust [208, 233, 351] (Bce 1+);
MOATBEPXK/ICHBI B ABYX MeTaaHanmu3ax [234, 352] (0ba 2+), 0COOEHHO B OTHOLICHUH
YaCTOTHI BOBHUKHOBEHHsI [OCIICONEPallHOHHBIX ociokHenuit [208, 233, 351, 352].

OTHX HaLMEHTOB KOPMMJIM JI0 ONIEPAllMy B TEUEHUE KaK MUHUMYM 7—10 aHEH.

Jlnist  XUPYPrudyecKHX MALUCHTOB «TSDKEIBI» HYTPUIMOHHBIA DHCK ObLI
OIpeieNieH B COOTBETCTBHM ¢ paboueil rpynnoii ESPEN (2006) kak Hamuuue mo
KpaiiHeil Mepe 0JTHOro U3 CIEAYIOUINX KPUTCPHEB:
¢ noreps Beca 6onee 10-15 % B TeueHue 6 MecsLeEB;
¢ HWMT menee 18,5 xkr/m?;
¢ cyOwextuBHas riodanbHas oueHka (SGA), crenens C wimn P31 Gonee 5;

* ChIBOPOTOYHBIH anbOymuH MeHee 30 r/n (0€3 NMpU3HAKOB HMEYCHOYHOW WIIH

MOYEYHOM TUCHYHKIINN).

OTH mapaMeTpsl OTPAXKAIOT HCTOLICHHE, a TAaKKe KaTabOJIM3M, CBS3AHHBIH C
0O0JIE3HBIO.

PaGouasi rpymma coriiacHa € TEM, 49TO THIOATbOYMHUHEMHS SBISICTCS SIBHBIM
XupyprudeckuM ¢aktopom pucka [45, 46] (0oba 2+), omHaKO OH OTpakaeT
CBsI3aHHBIH ¢ 3a00JIeBaHIEM KaTabOJIM3M U TSHKECTh 3a00JICBaHMUS, @ HE HCTOILCHNUE.
Bisiare rumoanb0yMuHEeMIH ObLIIO MOAYEPKHYTO HEAABHUMH HaHHbME [48, 49,
51] (Bce 2+).
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Kuppinger et al. [43] mnokasamu, 49TO JUIsi IAUMEHTOB, MEPEHECIIMX
a0JOMHMHANBHYI0  XUPYpPrHio, Oojiee HHU3KOe IOTpeOJeHHE IHIMM  JO
TOCHHTANIU3AHN OBUIO HE3aBHCHMBIM (DAKTOPOM pHCKa IOCIICONepaIOHHBIX
ociIoXHeHuH (2+).

Yro Kacaercs IpeJOIepaliOHHOTO CHIDKGHHS Beca U KOHIICHTPAIUU
ansOymuHa B ceiBopotke, Pacelli et al. [353] He naGuromamn cyuiecTBeHHOI
pasHHIIBI B IOCICONECPALMOHHOM YPOBHE OCIOXHEHHII y 145 manueHTos,
MepPEeHECHINX OOIIYI0 WM CYyOTOTANBHYIO Pe3eKIny xKelryaka (2+). OfHaKo IPOLeHT
MAUEHTOB C [OCICONEePAIMOHHBIMA OCIOKHEHUSMH B TPYIIIE PHCKA OBLI BBIIIE.
Bynyun HermpencTaBUTENIBHBIM, 9TO HCCIIEIOBaHUE I10KA3aJI0, YTO YHCIIO AIUEHTOB
C KPUTHYECKOl ImoTepeil Beca WM YPOBHEM albOYMHHA CHIBOPOTKU COCTaBILICT
menee 20 % (14 u 27/145 cOOTBETCTBEHHO).

4.6.1. IlpooonxcumenrbHocms  NPedOnepayuoHHOt  HyMpumueHoU mepanuu 6
CcOOmMBeMCmMeUY ¢ HympUYUOHHbIM PUCKOM

Y 800 mauMeHTOB ¢ pakoM >KeJyjKa, MOJBEPrIIMXCS PE3eKLHHU, C TSKEIbIM
HYTPULIMOHHBIM PHUCKOM B cooTBeTCTBUM C omnpeneneHueM ESPEN uacrora
pasBuTHsS MH(EKUMH B O00JIACTH XHPYPrUYECKOro BMEIIATENbCTBA  ObLIA
3HAYMTENBHO HIDKE B TIPYyIIe, IIOdy4aBIIeH HAIEKaNlyl0 SHEpPreTHYeCKyIo
nopiepkky He Menee 10 IHel, 4eM B Ipymie ¢ HEJOCTAaTOYHBIM HIIM Jaxe
orcyrcTBHeM noanepxku mexee 10 nueit (17,0 % npotus. 45,4 %, p < 0,00069). B
MHOTrO()aKTOPHOM aHaNM3e HyTPUTHBHAS Tepamnus OblIa HE3aBUCUMBIM (AKTOPOM,
CBS3aHHBIM C MEHBIINM KOJIMYECTBOM HH(MEKIHH B OOJACTH XHUPYPrHYECKOro
BMeIartenbcTBa (oTHomenue mancos 0,14, 95 % JIU 0,05-0,37, p = 0,0002)
[149] (2+).

Henocrarouno nannbix no cpasHenuto OI1 ¢ ITI1 1o oneparuu.

IIpenonepaumonnsie III1 u DII cpaBHuBamMch TONBKO B oxaHoM PKU.
HeBo3MOXKHO MOKa3aTh IMpeMMYIIEeCTBO mpeponepauonHoro [T [208] (1+).
PesynpTaThl MeraaHanu3a Braunschweig et al., B ToM wumcie u mo
HEPaHAOMU3UPOBAHHBIM HCCJICIOBAHUAM, OAHAKO, PEKOMEHAYIOT ITIT I
HalHeHToB ¢ ucromeHueM [235] (2++). 3HaunTenpHO Gonee HU3KAs JIETAIbHOCTD ¢
TeHACHIMEH K Ooyiee HU3KOM 4acToTe pa3BUTUS MH(EKIMU OblIa oOHapyxeHa y
HalueHToB ¢ ucromenuem, nonydasmux IIIT. Heyland et.al. Bxmounn 27
uccnenoanuit B Meraananus I111 y xupyprudeckux namuentos [233] (2++), B T0
BpeMs KaK KIMHUYECKHE HCNbITaHus, cpaBHuBatomye OI1 ¢ ITI1, Obuii HCKITI0UeHBI.
Brusuue III1 Ha 7eTaNbHOCTh XUPYPrUYECKHX NMAMEHTOB HE OBLIO MOKa3aHO,
KpOMe TeHJeHIMH B ogHoM uccinepoBanud [351] (1+). Bonee Hu3kas wacrora
Pa3BUTHS OCJIOXKHEHMH, 0COOCHHO y MAIllMEHTOB C HCTOLICHHEM, Habozanach y
MapeHTepabHO MUTaeMbIX auueHToB (cMm. 4.1). B padore Jie et al. npeacrasiena
nocnenoBarensHas cepust u3 1085 manueHTOB, NPOXOAAIIMX CKPUHHHI Ha
HyTpuunonHbId puck (P3I1-2002) no abnomunanbHoit xupypruu [354] (2+); 6s110
obHapyxeHo, uTo 512 noxasepsxkensl pucky. [Tauments! nomydanun D11 wiau III1 B
TEUEHHE CEMM IHEH [0 OlepalMu Ha YCMOTpPEHHME XHPYproB. XOTsS B TpyIIie
nauuenTos ¢ P3I1 3 u 4 ¢ npeonepailioHHON HYTPUTUBHOMN MOIJIEPIKKON U Oe3 Hee
He ObU10 0OHAPYKEHO pa3Inyuuii B 4aCTOTE HHGUIMPOBAHUS U TPOJOIKUTEILHOCTH
npeObIBaHUS B CTaloHape, B rpynmne u3 120 manueHtoB ¢ nokaszarenem P3I1 5 u
BBIIIE Y NMAUEHTOB C NPEONEPAIIHOHHBIM MUTAHUEM ObIIO 3HAUUTEILHO MEHbIIE
ocnokHeHui (25,6 % mporus 50,6 %, p = 0,008) u 6o1ee KOpoTKOE IPEOBIBAHUE B
crauonape (13,7 + 7,9 gus nportus 17,9 + 11,3 gust, p < 0,018).

Ilo MHeHMIO paboyell TpymIbl, MPEANOYTEHUE OTHACTCS NEPOPAIBHOH MM
JHTEpanbHON mopnepxke. HyTpuTuBHas monjepika OHKOIOTHYECKHX OOJBHBIX,
MPOXOASIINX MYJIbTHMOAAIBHYIO TEPAIHUIO, I0DKHA OBITh HaYaTa 04€Hb paHo [355]
(2+). Ecmu III1 Bce-raku HEOOXOOMMO Uil YOOBICTBOPEHHs HOTpPEeOHOCTEH B
SHEPTUM, HaIpHUMeEp NpH CTEHO3E BEPXHEro JKEIyJO0YHO-KHUIIEYHOrO TPAKTA, €ro
ciaenyeT KOMOMHUPOBATh C IMEPOpaIbHBIM IHUTAaHHEM (HAIpHMep, HepopaIbHBIMU
MUILEBBIMH  J100aBKaMHu), KOTJa 3TO BO3MOXHO. Bo wu3bexaHue cuHIpoma
BO30OHOBJICHHOI'O NMUTAHUS y TALMEHTOB C TspKenod (opmoi ucromenus I1I1
cIenyeT HOCTEHCHHO YCHINBATh, HA3HAUUB IIPU 9TOM JIAOOPATOPHEIN U CepACUHBII
MOHUTOPHUHT, C HaJJEKAIUMU MEPaMU MPEJOCTOPOXKHOCTH AT 3aMEHBI Kalwus,
maruus, Gocdara n Tnamuna[356] (3).

4.6.2. Koeoa nokasamvi dononHenusi  u

oHmMepaivHoe numanue ?

npedonepayuonnbvlie  nepopatbHvle

Pexomennanus 16:
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K020a NAyueHmvl He YO08IemEOPsIOm C60U IHEP2emuyeckue nompeoHoCmu
HOPMATbHOU nuwell, peKOMeHOYemcs HA3ZHAYAMb IMUM NAYUEHMAM NepoPabHble
oononnenuss @ meyeHue NPeOONepayUoOHHO20 Nepuodd He3A6UCUMO Om  UX
COCMOAHUSA NUMAHUS.

Cmenens pexomenoayuu GPP — koncencyc (coznacue 86 %)

Pexomennanms 17:

npedonepayuontvle nepopabibie OONOIHEHUs OOIICHbL OblMb HAZHAYEHBI BCEM
nayuenmam ¢ ucmowjeHuem, nayueHmam ¢ OHKoI02uell u nayueHmam ¢ 8biCOKOU
CMenenvio ONepayuoHHO20 PUCKA, NOO0BEP2AGUIUMCS MANCENOU AOOOMUHATLHOU
onepayuu (BKII, 33). Ocobas epynna nayuenmog ¢ 8blCOKOU CMENeHbio PUCKd —
nooicubLe T0OU C CAPKONEHUEIL.

Cmenenwb pexomendayuu A — cocmoamenvhwiii koncencyc (coenacue 97 %)

Pexomennanus 18:

Mmozym  Gblmb  NPeOnOYMUMenbHbIMU  UMMYHOMOOYIUPYIOWUEe NepopaibHvle
odononnenus, groYalowue apeunut, omeza-3 dcupnuie kucromol u nyxkieomuov (0)
(BKII, D3). Hx cnedyem Haznauamsv 6 meueHue namu-cemu OHell neped onepayueti
(GPP).

Cmenenws pexomenoayuu 0/GPP — coznacue 6orvuuncmesa (coznacue 64 %)

Pexomenpanus 19:

doonepayuonnoe dHmMepaIbHoe Numanue/nepopabivie OONOIHEeHUs Cledyem
HasHauamev 00 20CHUMAanU3ayul, Ymoobvl uzbedlcamy IMWHUX OHell ¢ 6onbHUYe U
CHU3UMb PUCK HO30KOMUATbHbIX ungexyuil (BKII, 33, OL).

Cmenenws pexomenoayuu GPP — cocmosmenvnuiii koncencyc (coznacue 91 %)

KommeHnTapmii:

KOHCEHCycoM paboueit rpymmsl sBisercs To, uto IIITJl D0DKHBI BKIIOYATH
CTaHJAPTHBIH MONTHOCTBIO COAIAHCHPOBAHHBIN COCTAB, HE CBA3AHHBIN ¢ 6ONE3HBIO,
KOTOpblﬁ MOXET MCITOJIb30BATHCSA B KAUYECTBEC €IMHCTBCHHOTO HCTOYHHKA ITUTAHUA U
COCTaBJICH B COOTBETCTBHH C HOpMaTl/lBHbIMl/l lll/lpeKTI/lBaMl/l EBponeﬁcxoro COro3a
JULSL TIMILEBBIX TIPOIYKTOB 0coboro Meauuunackoro Hasnauenus (FSMP) [357, 358].

He cBs13anHBIE ¢ COCTOSIHUEM NTUTaHuUs npejionepanuonsbie II1J] Ob11u H3ydeHs!
y manueHToB obmeit xupypruu B Tpex PKU [192, 205,3 59] (Bce 1+). Xots aBa
HCCIIEZIOBAaHUSI HE IIPOJAEMOHCTPUPOBATU JIOCTOBEPHOTO BIMSIHUS Ha DPE3yJIbTaT
nedenus, B pabore Smedley et al. oOHapyXeHO 3HAYMTENLHOE CHUXXKEHUE
HeOonpmMX  ocnokHeHud.  Kpome — Toro,  mpemonepaumonnsie I/,
IIPOJIOJDKABIIHECS IIOCIE OIEpaluH, MHHUMH3HPOBAIU IIOCJIEONEPallHOHHYIO
norepio Beca [207] (1+).

BecbMa CIOpHBIM SIBJISETCS yTBEPXKICHUE O TOM, YTO OOJIBIIMHCTBO MAI[HEHTOB,
MEpPEeHECINX OINEPalMIo IO KOJIOPEKTANbHOMY paKy, HE IMOABEPrajluch PHCKY
HEJI0CTATOYHOCTU MHUTaHUS. DTO MOXET OOBSICHUTH, MOUEMY METaaHaIH3 3THX
HCCIIeZIOBAaHMIT HE ITOKa3aJl 3HAYUTENbHBIX MpenmyecTs[330] (1++).

IpumeuaTensHo, uTo Burden et al. [359] Habmomanu HekOTOpBIE TPEHMYIIIECTBA
Uil MHGEKIUH B O0JACTH XUPYPrHUECKOro BMEIIATENbCTBA B COOTBETCTBUH C
omnpeneneHneM by3ou y oToOpaHHBIX MalueHToB ¢ noreper Beca (1+). [lockonbky
MHOTHE MAalHeHTHl HE YAOBIETBOPAIOT CBOM DJHEPreTHYECKHE IOTPEOHOCTH C
MOMOIIBIO HOPMAJbHOH MHINM, KOHCEHCYC paboueil TpyImbl PEeKOMEHIyeT
HazHayaTh uM cra"jgaptasie IIIIJ] B TedyeHue mpeaoneparioHHOrO Mepuoja
HE3aBHCHMO OT HX COCTOAHMSA mHTaHHA. IloCKOJbKy coriacue IanueHTOB
npuauMath I1I1/], mo-BHAMMOMY, SBJIAETCS MPEAMETOM MOTHBAIMH, TAITHEHTHI
MOJDKHBI  XOPOIIO 3HAaTh O MOTCHUHANBHBIX mpeumymiectBax [360] (2+).
DkoHoMHYecKas 3(GGEKTUBHOCTh CTAHAAPTHBIX NMEPOPAJIbHBIX MHUIIEBBIX 100aBOK Y
TOCIUTAIN3UPOBAHHBIX ITAIMEHTOB ObLIA IIOKa3aHa B CHCTEMAaTHUECKOM 0030pe
nmaTepaTypsl 1 Metaanamse [357] (1+).

JIns KOHKPETHBIX MMMYHOMOIYJIHUPYIOIIMX AUET — CM. KoMMeHTapuii 4.5. B
HACTOsIIee BpeMs HEeT YeTKUX A0KA3aTe/IbCTB IPEUMYIIECTB HCIOIb30BaHHS TOJIBKO
CIIeNHaIbHOIO COCTaBa, 0OOTAIeHHOI0 HMMYHHOE IIMTAHHEM, HaJ CTaHAapTHBIMHU
MepopaIbHBIMH NUIIEBBIMU 100aBKaMU B JOOMEPALOHHOM IIEPUOE.

4.7. B kaKkux cryuasx noxkazano npedonepayuontoe napenmepansvroe numanue?

Pexomenpanus 20:

npedonepayuonnoe Il O00MNCHO NPUMEHAMbCE MOABKO Y NAYUEHMOE C
UCMOWeHUeM UM CePbe3HbIM HYMPUYUOHHBIM DUCKOM, K020d ROMpebHOCmb 6
IHepeUU He MOdCcem Obimb HAONENHCAWUM 00PA30M YO08IemBopeHa ¢ nomousto 11
(A) (PKII). Pexomenoyemcs nepuoo 6 7—14 onueii (0).

Cmenenw pexomenoayuu A/0 — cocmosmenvhwiii koncencyc (coenacue 100 %)

KomMmeHnTapmii:

npeumymectsa npenonepaunontoro [T B Teuenne 7—14 nHel mposBiIsrOTCS
TOJIKO Yy MAlMEHTOB C TSDKEJBIM MCTOLIeHHeM (mortepsi Beca Oonee 15 %) mo
HPOBEICHUS TSDKEIIOH XK ey J04HO-KUIedHoi xupypruu [233, 351] (o6a 1+). Korna
11T Ha3HauaroT B TeueHue 10 aHEH 10 onepaluy U MPOJOJDKAIOT B TeUeHUE 9 nHel
IOCJIE OIlepallMu, 4YacroTa OCJOXHEHUH cHuxkaercs Ha 30 %, Habmropaercs
TEHICHLMSA K CHIDKEHHIO cMepTHocTH [351] (1+).

COOTBETCTBEHHO BOCCTaHOBJICHUIO (H3MONOrHYeckoil (yHKnuM ¥ obuiero
Oelka OpraHu3Ma 3HaUHTENbHOE YBEIHUEHHE MOXKET ObITh JOCTUTHYTO B TeUeHHE 7
nueil mocie IITI. OpHako JHanpHeiilnee 3HaYWTENbHOE YIydlIeHHE Oyaer
JOCTHUIHYTO B TedeHWe BTOpoi Hexenu [361] (2+). Her koHTponmpyembix
uccienoBaHul, cpaBHHBaroIMX rnepuon 7 nHed ¢ 10-14 pusamu I Xots
kiHrIeckoe pykoBoxctso ESPEN 2009 ropa pekomenayer 7 aueii IIT [362], y
HALHEHTOB C TSDKEJIbIM HYTPULMOHHBIM PHCKOM IOTCHIHMANbHBIC MPEUMYILECTBA
OylyT oONpaBJbIBaTh YBEJIWYEHHE IPOJODKUTEIBHOCTH ITPEIONEPALIOHHOIO
npeObiBanust B 6onbHuLE 10 10—14 nHeil. D10 MHeHue paboueil rpynibl.

HenaBuuit anaym3 Koxpana mnpenonepanuonHoro III y marueHTos,
MEPEHECHIUX JKEMYAOYHO-KUIIEUHbIE ONEpaluy, TOATBEPAUI 3HAUYUTEIbHOE
CHIDKEGHHE OCIIOXHeHui ¢ 45 % no 28 % [330] (1++). Xorst aBTOpBI 0O6CYANIH
BBICOKUi1 PUCK OLIMOKH B TPEX MCMBITAHUSX, KOTOPBIE BBIIONHSINCE Gosee 20 et
Ha3ajJ, Ha YAWBJICHHE HE OBUIM BKJIIOUCHBI J(BAa BAXXHBIX HCCICIOBAHHS C
HOJIOXKHUTEIBbHBIMH pe3yibTaTamu [233, 351] (1+).

5. IlocieonepanoOHHOE IUTAHUE

5.1. B uem 3axmouaiomcs 8bi200bl NAYUEHMA OM PAHHE20 NOCIEONePayUOHHO2O
numanus yepes 30H0?

Pexomenmamusi 21:

pannee numauue uepe3 30H0 (6 meuenue 24 u) 00dHCHO ObIMb HAZHAYUEHO
nayuenmam, y KOmopvix He03MONCHO NPOGECU PalHee NepopalbHoe Numatue, u
mem nayuewmam, y Ko2o nompeobieHue 6Hympob 0yoem HeHAONeHcaujum (MeHee
50 %) 6 meuenue 6oaee 7 oneil. Ocobvie epynnul pucka:
*  nayuenmoi, noogepeaiowuecs MANCEOU ONepayuu 201086l U wieu Uil
JHCeNy00UHO-KUUEUHO20 MPaKma & ceasu ¢ onkoaozueil (A) (bKII);
*  nayueHmul ¢ MANCENOU MPABMOU, GKIIOUASL NOBPEHCOEHUE 20I08HO20 MO32d (4)
(BKID);
*  nayuenmoi ¢ A6HLIM ucmowenuem na momenm onepayuu (A) (bKI1) (GPP).
Cmenenw pexomenoayuu A/GPP — cocmosmenshbiii koncencyc (coenacue 97 %)

KommenTapmii:

HenaBHue nanHbie PKU 1 oaMH MeTaaHanu3 MoATBEPXKIAIOT, YTO HEMEAJICHHOE
MepOopaIbHOE MUTAaHWE MOXKHO 0€30MacHO Ha3HA4YaTh MALMEHTAM C aHACTOMO3aMHU
MOCIIe YaCTUYHON W MOJHOM ractpakromun [14, 122, 363] (Bce 1+). Eme onno PKU
O0KAa3aJ10, YTO MOCIIE ONEPALMH JKETYJOYHO-KUIIEYHOTO TPAKTa MOXKHO OTKa3aThCs
OT MPUMEHEHUS HA30CIOHAIBHOTO 30HAA M 5TO BHIFOAHO B OTHOLICHUH
MPOAODKUTENBHOCTH TpeObiBanuss B OonpHuue [121] (1+). [ns maumeHToB C
pe3eKIueil MUIIeBOoia HET KOHTPOINPYEMbIX NaHHbIX. HenaBHO ObL1 onyOinkoBaH
MIPOTOKOJT IPOBEACHHSI MHOTOLIEHTPOBOro HcciaenoBanns B Hunepiannax [23].

PKU y nauueHToOB, mepeHecnX OOIIyI JIapUHIIKTOMHIO C IEPBHYHBIM
(hapHHTaIBHBIM 3aKPBITHEM, ITOKA3aJ10, YTO Ha4Yajo EepPOpaJbHOrO MpUeMa MUK B
MEPBBIil OCIIEONePALHOHHBIN IeHb ObLI0 Oe3omacHbM [364] (1+).

VY NanMeHToB, TOTOBAIIMXCS K TSDKEJIOH OIepaldd TOJIOBBI M IHEH, TaKKe
CBSI3aHHOM C OHKOJIOTMEW OpIOLIHOI MOJOCTH (TOpPTaHb, IJIOTKA WM PE3EKIUS
MUILIEBOJA, TACTPIKTOMHS, YaCTHYHAs NAHKPEATEKTOMHS), YacTO pa3BHUBAETCS
ucromenue 10 onepaunn [34, 139, 140, 147, 148, 152, 156, 157, 365], upu atom y
HuUX 00Jiee BHICOKHMI PUCK Pa3sBHUTHS CENTHYECKUX ocioxHenuit [34, 50, 139, 140,
147,148, 157, 366] (Bce 2).



638

B mocneomepanoHHOM —II€pHOJE IEPOPANbHBII IpHEM BHYIpPh 9acTo
3a/IepXKUBAETCS M3-3a B3AYTHS, OOCTPYKIMH MJIM HApyIICHUS OINOPOXHCHHS
XKeIy/lKa, 9TO 3aTPyJHSIET YAOBIETBOPEHUE MOTpeOHOCTeH B muTaHuu. [Iumesas
Tepalusi CHIDKaeT 3a00/IeBaeMOCTh IIyTeM YBEIHMYEHUs 3alUTHOro 3¢ddexra
nocpezncteom 11, DI u nmmyHoMoxymupyrommx dopmyi [50] (2+). ¥V nanuenros
C TPaBMOH ¥ C HOPMAJIbHBIM COCTOSHHEM IHTAaHHS HAaOIIONACTCS BBICOKHUN PHCK
Pa3BUTHS CENTHYECKHX OCIOKHCHHH M IOJHOPraHHOW HEIOCTaTOYHOCTH. BBuIO
3asBIeHO, 4TO paHHee OIl yMeHbIIaeT BEPOSTHOCTh PAa3BUTUS CENTHYECKUX
ocnoxHennit [175, 191] (o6a 1+), Takke OBLIO IPEMIOKEHO CHU3UTH YacTOTY
[OJIMOPraHHOM HEIOCTATOYHOCTH 11U HasHaveHuu DII B reyenue 24 4 [367] (1+).
JlIsl ManMeHTOB C TPaBMOH TOJOBEI paHHEE IIMTAHHE MOXET OBITh CBSI3aHO C
MEHBIIUM KOJIMYECTBOM HHGEKIMI U TEHICHIIMEH K JIYYIINM Pe3yIbTaTaM C TOUYKU
3peHHs BBDKMBaHUs ¥ MHBaMaHOCTH [368] (1++). OHAKO y MHOTHX HCCIICAOBAHUI
€CTh METOJI0JIOTHYECKHE HEJOCTATKH.

5.2. Kakxue cocmagvi ciedyem ucnoiv3o8ams?

Pexomennanms 22:

[na 6onvuuncmea nayuennos nooxoosuwell S6asemes Cmanoapmuas gopmyna
Ha 0CHOBE YenbHo20 DenKa.

Ilo mexnuueckuM NPUMUHAM, CEA3AHHLIM C 3AKYNKOPKOU 30HOA U DUCKOM
UHPUYUPOBAHUS, UCNOTB30BAHUE 30HOO0BbIX (OneHOepu3068annbix) Ouem OJsi
numanus yepes 30H0 He peKOMeHOYemcs 6000we.

Cmenenws pexomenoayuu GPP — cocmosmenvnuiii koncencyc (coznacue 94 %)

KommenTapwmii:

OOJNBIIMHCTBO ~ NAIMEHTOB MOTYT OBITh  COOTBETCTBYIOIIMM  00pa3oM
obecrieueHbl CTaHAApPTHOI ueroi. Jlaxe B clydae TOHKOKHIIEYHOTO JOCTYMA,
Hanpumep uepes MKE, onuronenTuanas auera He Tpedyercsl.

KyxoHHble (OJIeHIepU30BaHHbIEC) TUEThl MUTATENbHO HEMOCTOSHHBI, XPAHIATCS
HEJZI0JIr0 U HECYT PHCK 3apa)keHHs PasIMYHBIMH MUKPOOPraHH3MaMH.

CyecTByeT TakKe BEICOKMH PUCK 3aKyIIOPUBAHHS 30Ha.

Jlomamnue OMETHl AJs MUTaHUSA Yepe3 30HJ MOT'YT OBITh NpPHEMIEMBIMH B
YCIIOBHSAX yXOJa Ha JoMy (TOArOTOBKA IpeJHAa3HAa4eHa TONbKO JJIsl OJHOrO
NalMeHTa, a PUCK 3apaXKeHHs HIDKE, YeM B YUPEKJIEHHM, IJie OJHOBPEMEHHO
HPOBOJIATCS HECKOJBKO IPUTOTOBNIEHHH). MOXKHO YMEHBIIHTh BEPOSITHOCTh
3aKYMOPKH 30HJA M3-32 BBICOKOM BS3KOCTH, €CIM HPHMEHSTh KOHLEHTPALHUIO
1 xan/mun, ¥ eciiu CTaHAAPTHBIE SHTEPATbHBIE COCTABBI 100aBIATH B BHE MOJIOYHON
OCHOBBI.

JI1s1 IMMYHOMOJYJTUPYIOLIUX COCTaBOB CM. KOMMeHTapuii 4.5.

5.3.  Kax nayuenmog cnedyem xopmums uepes 30H0 Nocie onepayuu?

Pexomennanus 23:

€ 0cO6bIM HUMAHUEM K NAYUEHMAaM ¢ UCMOWeHUeM cledyem paccmompems
6onpoc 0 pasmewjeHuu Ha30elHanbHo2o 30nda (NJ) umu  ueonvuamozo
eronocmomuueckozo kamemepa (MKE) ons écex kanouoamoe Ha numanue yepes
30H0, NO0BEP2AIOWUXCS MANHCENOU ONnepayuL Ha NOONCENYOOUHOU JHcelle3e U BePXHUX
omoenax JKKT (bKII).

Cmenenb pexomenoayuu B — cocmoamenvhviii koncencyc (coenacue 95 %)

Pexomennanus 24:

ecnu NOKA3aHo numanue uepes 30H0, OHO OOJICHO ObiMb HAYAMO 8 MmeueHue
24 yacos nocne onepayuu (BKII).
Cmenenb pexomenoayuu A — cocmoamenvhoiil koncencyc (coenacue 91 %)

Pexomenpanus 25:

PeKOMEHOYemcsi HA4YUHamMb NOO0avy NUMAHUA Yepe3 30HO C HU3KO20 NOMOKA
(nanpumep, 10 — ne 6o1ee 20 Ma/4) u noswviaAMb CKOPOCMb NOOAYU BHUMANENLHO
U UHOUBUOYATIBHO U3-30 O2PAHUYEHHOU NEePeHOCUMOCIU KuuleuHuka. Bpems
00CMUdCeHUs Yele8020 NOMpPedNeHs MOXHCcem Obinb OYeHb PAIUYHBIM U MOHCEm
3aHAMb OM NAMU 00 CeMu OHell.

Cmenenws pexomenoayuu GPP — cocmosmensiulil Koncencyc (coenacue 85 %)
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Pexomennamus 26:

eciu HeodXo00uUMo OnumenvHoe numanue yepes 3010 (bonee 4 nedenv), nanpumep
npu Msidicenol mpasme 207108bl, PEKOMEHOYEMCs pa3MewjeHue YpeckodiCHOU mpyoKu
(Hanpumep, YypecKkoNHCHOU IHOOCKOnUUeckou cacmpocmomuu — 49T ).

Cmenenw pexomenoayuu GPP — cocmosmenshulii Koncencyc (coanacue 94 %)

KomMmeHnTapmii:

MHOI'HE UCCJICJOBAHUS II0KA3aHM IIPEHMYIIECTBA H OCYNIECTBUMOCTD ITHTAHHS
yepe3 30HJ, BCTABICHHBIM JucTalibHee aHacTomo3a, Hanpumep,WKE, wm
BCTAaBJICHHBIH 4Yepe3 HOC ¢ HAKOHEYHHMKOM, IPOXOSLIUM JUCTAIBHO BO BpEMs
oIeparLyy, HallpuMep Ha30€IHAIBHOrO 301 [287, 369-374] (Bce 2+).

Jltst OTKpBITOM WiM gaxe Janapockonudeckoil ycranosku [375] MKE mo
CTaHAAPTU30BaHHBIM METOJIaM B CIICLIHAIN3HPOBAHHOM LICHTPE XapaKTepeH HU3KUH
PHUCK U 4acTOTa OCJIOXHEHUH — B OOJIBIIMHCTBE cirydaes okoio 1,5-6 % [371, 376
386] (sce 2-), [317, 369] (o6a 2+).

Hekoropsle aBTOpPBI CUMTAIOT YPE3MEPHOH IPEJOCTOPOXKHOCTBIO IIHPOKOE
ucnosnszopanue MKE u npemnarator npumensars UKE Tonpko y manueHToB ©
(axTopamu BbIcOKOro pucka [387-389] (Bce 2-). [l naueHTOB, MOABEPTIINXCS
[AaHKPEaTOAYOJSHIKTOMUH, OB ~ HENAaBHO  pa3paboTaH U yTBEpPXKICH
HPOTHOCTHYECKUH [10Ka3arelb ULt IIPOrHO3UP OBAHUS OCHOBHBIX
[OCJICONEePALUOHHBIX OCIOXHEHHH, BKIIIOYAs CTPOCHHE TKAHU IOMKENyJOYHON
JKENe3bl, AUaMeTp IPOTOKA IOKEIyJOYHOH JKene3bl, IOTEePI0 KPOBH BO BpeMs
oneparuu 1 oteHky ASA [390] (2+).

Jlns manueHToB, MOIBEPrUIMXCS pPe3eKUMM IHINeBOAa, HAOMI0JaTenbHOe
HCCIIEI0BAHKE IIPOAEMOHCTPHPOBAIIO PEUMYIIECTBA OE30MaCHOro JOIrOCPOYHOI0
OII nyrem UKE ¢ 0cobGbIM y4eroM aHaCTOMOTHYECKHX ocioxkHeHuit [373] (2-),
[384] (3). YactoTa BO3HMKHOBEHHs OCJIOKHEHHUH Obuta HuU3Koi: 1,5 % [384] (3). B
PKH, BkitoyaBmieM 68 MaIMeHTOB, MOABEPrIIMXCA MaHKPEATOAyOIEHIKTOMUH,
JIOCTOBEPHOH pasHHULBI B CKOPOCTH OCIOXKHEHHH He Obuto oOHapyxeno (15 %
nporus 13 %) [391] (1+). Yacrora BO3HUKHOBEHHsI KHILIEYHON HEMPOXOAUMOCTH
3a[ePKKH  OMOPOXKHEHHMS OKeJyAka Oblla 3HAYMTEIbHO HWXKE B  TIpymIe,
HCIIOJIb30BABIIEH HAa30CIOHANBHBINH 30HA. CBs3aHHBIC C KAaTETEPOM OCIIOXKHEHHS
obu Gomee pacmpoctpanensl B rpymnne UKE (35,3 mpotus 20,6 %). Cnemyer
OXHJaTh, YTO BpCMﬂ JUIs y}la.]'lCHl/lﬂ IMUTAIIEr0 30Haa 3HAYUTCIIBHO yMCHbLLIl/lJ'IOCl)
B Tpynme, KCHONb30BaBIIEH Ha30€l0HANbHBINA 30HA. IIponomKUTENLHOCTH
npeObIBaHUs B OOJNBHMIIE MOCHE Omepalyuy Oblia 3HAYUTEIBHO KOpOYe B Ipyrine
HUKE [391] (1+).

Meraanamus nstu PKU, Brimoyast 344 nanueHToB, HE BBIABHII IBHOH Pa3HHIIbI
MEXAy dHTepanbHbiM muTaHneM depe3 UKE u mapenTtepansHbiM nutanuem [392]
(1++). ¥V nauueHToB, mnepeHecmMx pesekuuio numeBona, PKM He BbisBUI
CYLIECTBEHHBIX PA3IMYUil MEXIy Ha30[yOJAeHAIbHBIM 30HAOM H TNHTAaHUEM
HOCPE/ICTBOM CIOHOCTOMHH JIJIi PAaHHErO PHTEPAJbHOIO MHTAHHA M XapaKTEePHBIX
Uit kKarerepa ocioxkuenui [393] (1+).

IMockonbky 171 Ha30€IOHANBHBIX W HA30[yO/EHAIBHBIX 30HIOB XapaKTepHa
3HAYUTENbHAS YacTOTa PAaHHUX CiIy4ailHeiX cMmemniennii[388, 392] (oba 1++),
pabouas rpymnmna cornacHa ¢ Markides et al., 4To 11 TALMEHTOB C HYTPHIIMOHHBIM
PUCKOM  «IHTaTelbHAas  CIOHOCTOMHS MOXET OBITh  IpeAIOoYTUTENbHEE
HA30CIOHAIBHBIX M JYOACHAIBHBIX 30HAOB». Y JTHUX INAIUCHTOB MOXKET OBITh
pasymueiM octaBuTh MKE M mpomomkaTs NOANEpKUBAIOIIYIO HMHTATEIbHYIO
TEPaIHUIO HOCIE BBITHCKH.

Y BCex MAIMeHTOB ¢ HApPYIIEHHAMH (YyHKIUH JKEIyA0YHO-KHIIEYHOTO TPAKTa
CIEAYeT TIATSIbHO KOHTPOJIMPOBATH MEPEHOCHMOCTh MUTAHUsI Yepe3 30H7 [213]
(1+). OTo MOXeT 3aHATh 5—7 AHEH A0 TOro, KaKk MOXXHO OyIeT yIOBJIETBOPSTH
MHULIEBbIe TOTpeOHOCTH dHTEepanbHbM myTeM [183, 210, 374] (Bce 1+), [372] (2+).
B coo0meHnsax, HOCTPOCHHBIX HAa OTACIBHBIX HAOIIOJEHHAX, CHABIHBAHHE HIIH
CIMIIKOM OBICTpOE BBEIEHHUE ITHIIM MOXET IPUBECTH K PA3BUTHIO UINIEMHH Majloi
KHUIIKH C BBICOKUM prickoM cMepTHOCTH [388, 394-400] (3).

Korga abmommHanpHast Xupyprus He IIOKa3aHa (HAIpHMeEp, TsDKelas TpaBMa
TONOBBI, HEHpOXHpYprus), B cClydae HA3HAUEHHUS [IMTEILHOTO JHTEPAIBHOTO
MUTaHUA CHEIyeT pPAacCMOTPETh BO3MOKHOCTb IIPHUMEHGHHS UPECKOXKHOU
9HIOCKOIMYECKON IacTpOCTOMHUH. J[JI MaleHTOB CO CTEHO30M BEPXHHUX OTACIOB
KKT wu3-3a paka mumeBoja M IJAHOBOM XHPYpruu IIOCNIE€ HEOaIbIOBAaHTHON
PamHOXMMHOTEPAIMH  HPEIONEPAHOHHYI0  UPECKOXKHYIO  JHAOCKOMHYECKYIO
ractpoctomuio (UOI') ciegyer pasMemaTh TOIBKO IO YCMOTPEHUIO XHPYPra.
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PykoBozcTBa Uit KimHHUIMCTOB oTHOcHTenbHO YOI [401] pexomenayooT ux
YCTaHOBKY JJISL IIPOBECHUS SHTEPAIBHOT0 MUTAHUs, KOTOPOE JUIUTCS He MeHee 2—3
Helelb, B TO BpPeMs KaK 3TO BPEMsl Y XUPYPrUYECKMX HALUEHTOB SBIACTCS
HENPOJOKUTENBHBIM.

5.4. Kaxue nayuenmul nonyyam noav3zy om O nocie suinucku uz 60avnuywl?

Pexomennanms 27:

pe2ynapnas nepeoyenka CoCmosiHus RUMAanus 60 8peMs npedvieanus 8 601bHUYe
U npu  HeoOXOOUMOCMU NPOOOIJCEHUe HYMPUMUGHOU Mepanuu, GKIIoUds
KEAMUPUYUPOBAHHOE KOHCYTbMUPOBAHUE NO 60NPOCAM NUMAHUA NOCTe GbINUCK,
PeKOMEeHOyemcs. Nayuenmam, Komopvle pecyiapHO NOAYYAlU NUMAmensHylo
mepanuio U RNO-NPeJCHeMY He NOKPbIBAIOM HAOIENCAWUM 00pa3oM c60u
9Hepeemuueckue NOMpeOHOCMU NePOPATbHLIM NYMEM.

Cmenenw pexomendayuu GPP — cocmosmenvnuiii koncencyc (coznacue 97 %)

KomMmeHTapmii:

HECMOTpSI HAa IPEJOIEPAalMOHHYI0O IHUTATeNbHYI0 TEPANHIO, IALUEHTHI, Yy
KOTOPBIX ~Pa3BHBAIOTCA IIOCICONEPAIIMOHHBIE OCIOXKHEHHs, TEPSIT BeC |
MIO/IBEPralOTCsl PUCKY AAIBHEHINEro YXyAILICHHs COCTOSHMS MUTaHUs. JTO OBLIO
[I0Ka3aHO B PETPOCHEKTHBHOM aHamu3e 146 MamueHTOB NPOCIEKTHBHOIO
uccienoBanus B pabore Grass et al. [402] (2-). Drtu maumentsl TpeOyOT
MIPOJIOKEHNUSI COOTIOACHYS YCIIOBUIT UTAHUS [OCIE BBITHCKH.

Kpome Toro, y 3Ha4UTEIBHOTO YHCNIA MALUEHTOB MOCIIE TOKEIBIX OIepanuii Ha
JKKT mnu nmofukery1o4Hoil xere3e HoTpediieHne Kalopuil dyepes nepopaibHBbIil My Th
OyZneT HEeNOCTATOYHBIM B TeYeHHE Ooyiee JIMTENBHOrO MEepUOAa C PHCKOM
MIOCJICONEePALMOHHOT0 HCTOLIEHUs. Y MalUeHTOB II0CIe WHTCHCHUBHON Tepamuu
HaOI0/JaTeNIbHOE  MCCIIE0BAaHNE ITI0KA3a0 CIIOHTAHHOE IOTpeOJIeHne Kallopuii
700 kKan/CyTKH IMOCIe IKCTYOAUH. DTOro HeJOCTATOYHO A1 aHA00IMUecKOit (a3bl
peabHIHTALINH, KOTAA PEKOMEHYeTCsl ITOTPEOIeHNE SHEPIHU B COCTOSHUY MOKOSI B
1,2-1,5 paza Oombmre. Taxke MNOAYEPKMBACTCS BAXKHOCTh HAONIOACHMS 3a
norpelieHreM nuu y 3tux nanuentos[403] (2+).

ITocne cy6roTansHoi (n = 110) uam ToTambHOW pesekiuu xemynaka (n = 58)
PETPOCIIEKTHBHBIM aHamM3 nokasan cHuwkeHue MMT uepes onamH Mecsl, IIECTh
Mmecsites, 12 mecsues u 24 mecsna 7,6, 11,7, 11,5 u 11,1 % coorserctBenno [404].
[Tocne panukanbHOM pe3eKUUM MUIIEBOJa moTeps Beca Oonee 15 % B TeueHue
6 MecsieB HaOmomamace npumepHo y 30 % [405] (2+). Meraanamm3 18
HCCIIEIOBAaHUH TTOKa3al MoTepio Beca Ha 5-12 % uepes miecTh MECALEB MOCIE
onepauuy. bosee nojsoBuHbI nanueHToB norepsm 6osee 10 % ot Macchl Tena 3a
12 mecsiie  [406] (1-). CormacHo 0OmMM —PEKOMEHIALMSAM, JJOCTATOYHOE
KOJIMYECTBO BCEX MMKPOIJIEMEHTOB B NPOCIEKTUBHOM KOTOPTHOM HCCIIEJOBAHHU
Oobuto MeHee deM y 10 % w3 96 mauMeHTOB MOCIE PE3EKLMH IHUIIEBOA C
pekoHCTpyKIueH xemymnounoro 3ouaa [407] (2+). Bo3MOXKHBIME IPUYHHAMH MOTYT
ObITh CHWJKEHHE aIleTuTa, HapylIeHUEe OHTEPaIbHOH IIEPEHOCHMOCTH C
CUMITOMaMHU COpachIBaHUs (JEMIIMHIA), METEOpH3M U Jrapes. KonuuecTso xano0,
CBSI3aHHBIX C IUTAaHUEM, HE SABJISETCS HE3aBUCHMBIM (haKTOPOM PUCKa JUls HAaIHUHs
cy0ONTHMaIBHOro MOTpedeHns nuTaTenbubix Bemiects[407] (2+). Takum o6pazom,
9TH HALHEHTHI IOABEPraloTCsl METabOIMIECKOMY PUCKY, H HEOOXOAUMO CICANUTH 3a
COCTOSIHUEM MX NuTaHus (MuHMManbHbiM MIMT), BKiIOYas IOKyMEHTHPOBAaHHE
KOJIMYECTBA MEPOPATIbHO MIPUHATON MUK €CIM HE0OXOINMO.

IMocnenytonmii KOHTPOIb 32 COCTOSHHMEM NUTAHHS MOXKHO JETKO BBIIOJIHUTS,
HaoOmonas 3a UMT. Onnako UMT He uyBCTBUTENEH K pa3jiMuMsM B COCTAaBE Tela
0e3 m3meHenus camoro MUMT. Buosnextpuyeckuii nmnenancuoiidi ananmu3 (BUA)
MPEeNCTaBIsAeT COOOH BO3MOXHBIM HEHMHBA3UBHBIH HWHCTPYMEHT, KOTOPBIH TaKxke
ynoben aist aMOyIaTOpHBIX ManueHToB [28]. UHTpanHANBHIYaTbHBIH KYPC MOXKHO
XOPOIIO JOKYMEHTHPOBATh B TPEXKaMEPHOI MOJEIHN, BKIIOYAIOIIEH BHEKICTOIHYIO
maccy (BKM), maccy kierok tena (MKT), a Taxke xupoByro maccy. M3 nokasarens
HMIIEIaHca Tella MOXKHO JIerko BerauciuTh oTHomenne BKM/MKT u yron casura
(a3, obecreunBas 1OCTOBEPHYIO MH(OPMALMIO O COACPKAHUM KIIETOK B Tene. B
Heae mepBoe u3MepeHne OyaeT BBITOJIHEHO 10 omeparmu [158].
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Jluetndeckoe KOHCYIbTUPOBAHUE HACTOSTENBHO PEKOMEHAYETCS M IICHHTCS
GonpmmHCTBOM nanueHToB. Jlydme ummiantupoBats MKE Bo Bpemst omepanuw,
[IOTOMY 4YTO €ro HENIb3s YHAIATh BO BpeMs BBIIMCKH K3 OonbHHIBL [Ipu
HEOOXOAUMOCTH MOXeT ObIThb mpomoipkeHo pononuutensHoe OII uwepes UKE,
Hampumep 500 wim 1000 xxam/cyTku B TedeHHe HouM. COOTBETCTBYIOLIAs
MOATOTOBKA HO3BOJUT OOJIBIIMHCTBY MAIMEHTOB CAMOCTOSTENIBHO OOCITY)KHBAaTh
CIOHOCTOMUYECKHUE 30HIBL. B paHIOMH3MPOBAHHOM HCCIICNOBAHUH OBLIO IIOKa3aHO,
YTO JOMAIHEee SHTEPaIbHOE MUTaHUE ITyTEM CIOHOCTOMHUH SIBISIETCSI O€30IIaCHBIM H
BhIIONHUMBIM. Haburoganock nydiiee coxpaneHue Beca, Mbiui 1 xupa [408] (1-).
XO0Ts TaNbHEHIIYI0 OTEPI0 Beca HEeNb3sl OJHOCTBI0 HCKIIIOUUTD, MOXHO OXKU/ATh
yYMeHbIIeHHE ToTepu Beca. ToT xe d3phekT MOXKHO 0XKHUAATH B ClIydae IepopaabHbIX
nuieBsix Jo6asok [198] (2-).

B mecru PKU Obuto HpoOBeNeHO HCCIICOBAaHHME IIOCICONEPALMOHHOTO U
nocierocnuraisaoro mpuema I [184, 190, 194, 207, 214, 362] (Bce 1+).
VMeroniuecst JaHHBIE OHO3HAYHO HE [I0KA3bIBAIOT, YTO IPOQUIAKTHYESCKHI IPHEM
yIy4IIaeT UCXOJ| JICYCHHs, HO OHH II0Ka3bIBAIOT IPEHMYIIECTBA C TOYKH 3PEHHUS
COCTOSIHMSI NHUTaHUs, YaCTOThl BO3HMKHOBEHMS HE3HAYMTEIBHBIX OCJIOXHEHHI,
KoM(opTa U KauecTBa )KH3HH Y NIALIUEHTOB, KOTOPbIE HE MOT'YT YIOBIECTBOPUTH CBOH
IHILEBbIC MOTPEOHOCTH JOMA OOBIYHOM MUIIEH. DTO OTHOCHUTCS IJIaBHBIM 00pa3oM
K MalueHTaM mocie Tsokensix omepauuit Ha XKKT [409] (2+), xomopekTaabHBIX
pesekuuii [410] (2+) u k repuaTpuvecKuM maipeHTam ¢ nepenomamu [136, 1451
87] (Bce 2+). Cpenu repuaTpudecKuX MAalUEHTOB COOJIOJCHHE PEXUMA NMUTAHHS
OBUTO IJIOXHM HE3aBUCHMO OT COCTOsSHHMS muTaHus. OnHako oOuiee noTpedieHue
9HEPTUM Bce e ObUIO 3HAYMTEIHHO BBIIIE B MPOLECCE JICYCHHUS IO CPABHEHHIO C
KOHTpOJIBHOM rpymmoit [145, 211] (o6a 2+).

JlanpHeiilie JaHHbIE KOHTPOJIUPYEMBIX HCCICIOBAHUH CIIy)aT OCHOBaHUEM
JUISL TIOMCKA MOTEHINATIBHBIX JOITOCPOUHBIX IPEHMYILIECTB.

6. TpanciIaHTaLUs OPraHOB

6.1. Koeoa mpebyemcs sumepanvnoe numanue neped mpancnianmayue
opeanos?

Pexomenmamusi 28:

ucmoujenue AGIAEMcsi OCHOGHBIM (HPAKMOPOM, GIUSIOWUM HA PE3YTbMAm nocie
MPAHCRAGHMAYUY, NOIMOMY PEKOMEHOYemcsi KOHMPOAUPOEAMb  COCMOAHUE
numanus. Ilpu ucmowenuu pexoMenoyiomcs OONOIHUMENbHbIE NEPOPATbHbLE
Q0noIHeHUs Ulu 0adice 30H0080e NUMAaHue.

Cmenens pexomenoayuu GPP — cocmosimenvhuiil koncencyc (coznacue 100 %)

Pexomennganus 29:

PpecyIApHAs  OYeHKa — COCMOSHUSL — NUMAHUus U KEAIUDUYUPOSAHHOE
KOHCYIbMUPOGAHUe No  GONPOCAM  NUMAHUSL  OOJICHVL  NPOBOOUMBCA  NPU
HaOI0O0eHUU NAYUEHMO8 6 CRUCKE OMHCUOAHUSA 00 MPAHCHIAHMAYUU.

Cmenens pexomenoayuu GPP — cocmosimenvhuiil koncencyc (coznacue 100 %)

Pexomennanus 30:

peKOMeHdauuu 0I5l JHCUBO20 00H0pa u peyunuenma He OmMauddalomcs om

pekomenoayuil  Oa  NAYUEHMO8, NePeHeCuux mANcenylo  abOOMUHATLHYIO
onepayuo.
Cmenens pexomenoayuu GPP — cocmosimenvhuiii koncencyc (coznacue 97 %)
OtzaenbHbIe BOIPOCHI, Kacaroumecs BIIMSTHUS €)1 Ha

TEYCHUE/TIPOrPECCUPOBAHHE 3a00JICBAHUS MEUCHHU, OOCYKAAIOTCS B PYKOBOJCTBAaX
I10 TeraToNOTHH.

KommenTapwuii:
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HEJIOCTaTOYHOEe IIHTaHHE, BEPOATHO, IpuUBeNeT K Ooiee  ObICTpOMY
IIPOTrPECCHPOBAHUIO OCHOBHOIO 3a00JIeBaHMs1, 0COOCHHO IIPH HAJIMIUH CEPICUHOM U
PecIupaTOpHOH HEXOCTATOYHOCTH, U NPUBENET K HapyNICHUIO (DYHKIHOHAILHOIO
cocTosiHUSL ~ (CM.  COOTBETCIBYIOIIME  pexoMeHnaruu).  OTpHIaTeNbHEIH
JHEPreTHYecKuil OaNaHC MHUPOKO PACIPOCTPAHEH CPEIM MANNEHTOB B OUYEpEeAd Ha
Hepecajiky IIe4eHH M CBS3aH C TSDKECTBIO 3a0oiieBaHus nedeHu. IlokxaszaHo, 4To
[apaMeTpbl MUTaHUsSI KOPPEIUPYIOT C pe3ysibTaTaMy I1ocie TpaHciuanTanuu [160,
161, 164, 166, 411, 412] (Bce 2). Bo BpeMs: 3a4acTyi0 MIMTEIBHOrO MEPHOIA
IPETONEPAIHOHHOI0 OXUJAHUS €CTh BpeMs, YTOOBI MOINBITATHCS IOANEPKATh
[AIUeHTOB B IIaHe IuTaHusi. COCTaB HHIIM MOXET OBITh HEINPaBUIIBHBIM, a
noTpebiIeHue SHEpruy U Oelika B LeioM ciumkom Huskoe [413] (2-). TlposexeHst
YeThlpe HMHTCPBEHLMOHHBIX HCCICJOBaHHS (IBa PAaHIOMU3HPOBAHHBIX) IIO
[PEONEPAIMOHHOMY IHMTAHHIO Y MANUCHTOB, OXHIAIOIMX TPaHCIUIAHTALMH
opraoB [414, 415] (oba 1+), [416, 417] (oba 2+). ViydmieHue mnokaszaTesei
COCTOSHUS TUTaHHs II0KAa3aHO BO BCEX YETHIPEX UccieoBanusX. He ObL10 pasmnuuii
B CMEPTHOCTH MEXAY NAlMEHTAMH B CIHCKE OXHIAHMS M NALUCHTaMH II0CIe
TpaHCIUIAaHTALMU. B cilydae NOMOJHHUTEIBHBIX BBEJCHHH B pPalMoOH He ObUIO
00Hapy)XCHO HHUKAKOM CBSI3H MEXIY JICTaJbHOCTBIO W COCTOSIHMEM HuTaHus [166]
(2+). B omHOM paHIOMHU3MPOBAHHOM MCCICIOBAHHU YIIy4LICHHbIC IapaMeTpbl
COCTOSIHMSL TNHUTaHWS Iepel TpaHCIUIAHTauueil He BIMSJIM Ha pe3yiabTaT U
neranbHoCTh [415] (1+).

IToMHUMO HCTOIIEHHS U HECMOTPsI Ha MapaJoKC OXXUPEHHUS, 0XKUPEHHE OCTACTCS
3HAYHUTENBHBIM METa0OMYECKUM (paKTOPOM PUCKA IJISI HCXO/[a JICUCHHUS TALIUEHTOB,
MepPeHeCIINX TPaHCIUIaHTAIMIo opraHoB [418] (2+). [103TOMy MOHUTOPHHT TUTAHUS
U JIe4eHHE MOJDKHBI TaKKe BKIIOYATh OXUPCHHE W METaOOJMYECKUIl CHHIPOM,
YTOOBI JOOUTHCS CHHIKEHUSI BEca IPU MHHHMAJIBHOM PHICKE.

HpeI[BapI/ITCJ'ILHLIe pe3ynbTaThl KacaroTcCs NpEeUMYIIECTB
HUMMYHOMOAYJIMPYIOIINX COCTAaBOB B TCUCHUE NEpUOAA OXHUIAAHUA U 4YECPE3 IATH
I[HCﬁ MocJI€  TpaHCIUIAHTalMW  TICYECHU: OHHU  OKa3bIBAKOT 6narorlpmrmoe

JIOJITOCPOYHOE BO3JelCTBHE Ha 0OIMil GeT0K OpraHu3Ma U BO3ZMOXKHOE CHMIKEHHUE
4acTOThl MH(MEKLUHOHHBIX OcioxkHeHud [417] (2+). B SmOHCKOM ITHJIOTHOM
UCCIIEIOBAaHUU 23 JKMBBIX JIOHOpPAa JUIsI TPAHCIUIAHTALMM TEYEHU ObLIM
PaHIOMU3UPOBAHBI I pHeMa J00aBKU, 000rallleHHOH aHTHOKCHIAHTaMH, 3 MATh
JHeH 1o onepanyu. XoTs yBelMYeHne aKTUBHOCTH aHTHOKCU/IAHTOB HAO/II01a10Ch
B TpyIIe BMEIIATeNbCTBA, HE OBLIO OOHApYKEHO CYIIECTBEHHBIX DPa3iIHuui Mo
000MY HMMYHOJIOTHYECKOMY WIIH KJIMHHYECKoMy mokasatemo [419] (1-).

B HacToAlICE BpeMSA HMCIOMIMECSA [aHbl€ OrpaHUYCHbl B OTHOLICHUU
MeTab oIy eCKOI NMpeBapUTENILHON TOJrOTOBKH (AKHBOTO) JIOHOPA M PELUITUEHTA.
Pesynbrathel skcriepuMenToB [420], moKa3bIBaOIME BIMSAHUE COCTOSHHS IUTaHUSA
Ha 3aIIUTY OT MOBPEXKACHUI TeYeHH, TAKKE TOEPKUBAIOT HICI0 METa00IMIecKOoi
MO/ITOTOBKH YTJIEBOJHBIM HAITUTKOM ITI€pe]] oneparuei.

6.2. Koeoa nokasana HympumueHas mepanusi nocie mpaHCHiaHMayuu YeibHblX
opeanog?

Pexomennauus 31:

nocie mpancniaHmayuu cepoyd, 1e2Ko2o, neueHu, no0dNCeryO0uHO Jicenesvl U
nouKu pannee nompeOieHue HOPMAILHOU NUWU UTU IHMEPAbHOe NUMAHUe
pexomenoyemest ¢ meuenue 24 uacos.

Cmenenws pexomenoayuu GPP — cocmosmenviuiil koncencyc (coenacue 100 %)

Pexomennauus 32:

daoice nocne MpanchIAHMAyuy MOHKOU KUWKU IHMEPATbHOe NUMAHUE MOJCEm
6blmb HAYAMO PAHO, HO OOJICHO YEEIUUUBAMBCS OYCHb OCMOPOICHO 6 MmeyeHue
nepeoii Hedeu.

Cmenenws pexomenoayuu GPP — cocmosmenvnulil Koncencyc (coenacue 93 %)

Pexomenpanus 33:

npu  Heobxooumocmu  ciedyem — KOMOUHUPOBAMb — IHMEPAIbHOe U
napenmepanvroe numanue. Jis  6cex NAYUEHMO8 8 MPAHCHIAHMOIOZUU
peKkomeHoyemcsa — OO0N20CPOYHbIL  MOHUMOPpUHE U Keanuuyuposantoe

KOHCYIbIMUPOBAHUE NO 60NPOCAM NUMAHUS.
Cmenens pexomenoayuu GPP — cocmosmenviuiii koncencyc (coenacue 100 %)
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KomMmeHnTapmii:

oflIenpru3HaHo, 4TO paHHee HOpMallbHOe muraHue wid DIl cienyer BBOIUTH
ManyeHTaM, IOABEPraroliMCs TpaHCIUIaHTanuu [KimHHYeckoe pyKOBOACTBO
[421], [422, 423] (06a 1-). B cirygasix ucromieHus: OHO TOJDKHO coderatsest ¢ 11,
€CIIM JHTEpaJbHOr0 HMHTAHHS HENOCTATOYHO (CM. Takke peKoMeHmamuu 7 u 8)
BcraBka KE Bo3MOXHA y TaIIHCHTOB, OABEPrafoIIXcsl TPAHCIUIAHTALINY TICUCHH
[424] (2-).

Jlns nepssix 48 4 morpebiieHHE KaJopHil B pexxuMe MeHee 18 Kkal/Kr/cyTku
MOJKET OBITB IIOJIC3HO 11 paHHEeH (QYHKI[MU TPAHCIUIAHTATA I10C/IE TPAHCILIAHTALII
neyenu [425] (2-).

TToronieHne 1 ypoBeHb TaKpPOJIUMYyca B KpoBH He 3aBucst ot D11 [426] (2+).

OIl kak MuHMMyM paBHO 1o d3¢dextuBHoctu III1 y manmeHToB mOCIE
TpaHcuianTanui nedenu [231] (1+) u, kak OBUIO TMOKA3aHO, CHIKAET 9acTOTY
BHUPYCHBIX 1 GakTepraibHbix nH(pekuumit [423] (1+), [427] (1-).

Bruto mokaszaHo, YTO MO CPAaBHEHUIO CO CTaHAApTHbIMH coctaBamu OIl mpu
CENeKTUBHOI OYMCTKE OPraHOB IHINEBAPEHUs] MCIONB30BAHHE COCTaBa C
BBICOKOPACTBOPUMBIM BOJIOKHOM ¢ IpobnoTnyeckumu O6axrtepusimu (Lactobacillus
plantarum) 3Ha4MTENBHO CHHMXXAET 4YacTOTYy BO3HMKHOBEHHS HMH(EKIHOHHBIX
ocnoxxuenuit [347] (1+). Pannee DII, oborameHHOE CMEChIO MPOOUOTHYECKUX
OakTepuii M PACTBOPHMBIX BOJIOKOH, 3HAYUTENBHO YMEHBINAJIO YacTOTY
BO3HMKHOBEHUsI OakTepHanbHOW HH(MEKIMHM 10 CpaBHEHHIO C 100aBKOi,
cozepKarieil ToNbKO BOJIOKHO [341] (1+).

HecMmoTpsi Ha MOBBIMIEHHYIO CEKPELMIO KHIIEYHUKA IPU TPAHCIIAHTAL[HMH
TOHKOW KumKH, DIl mpu 3TOM BO3MOXKHO M MOXET BBIIOJIHATHCS NMPU HHU3KOM
CKOpPOCTH JOCTAaBKH B IepBylo Hememo [428-431] (Bce 2-). MHKPOIJIEMEHTE U
MHHepaJIbl JOJDKHBI KOHTPOJINPOBATECS U TOMOJIHATHCS, TOCKOIBKY HEJOCTATOK MX
HaOmonancst y 21 peGeHka M MOJIOAOrO B3pOCIOro MAalUEHTa, [MOJBEPraBIIMXCsS
TpchnnaHTauuu KHIICYHHUKA, C OCOGbIM y'-leTOM TEX, KTO nonyqan IMUTAHUEC qepe3
etoHaNbHbIN 3007 [432] (2-).

OIl u II1 ognHAKOBO BaXHBI JJIs MALIMEHTOB MOCJE TPAHCIIAHTALIMU TIEYEHH
[231] (1+).

Coobmanock 0 NMpeuMyIIecTBaX BBEAEHHUs JUNUAHBIX MYIbCUH U3 cpenHe-
(MCT) 1 uinHHOI enodeuHbIX Tpurauiepuos (LCT) mo cpaBHEHHIO € IMYIbCHAMU
tonsko LCT. B mepBoM cirydae pereHepanus GQyHKIHHM PETUKYIOIHA0TEINATLHOM
CHCTEMBI TI0CTIe TPAHCIIJIAHTALIMHI TTeYeHH OKa3aaach Ooiee yxauHoii[433] (2+). He
OBLIO HUKAKOI PasHUIIBI B METa00JM3Me 000MX JIMIUAHBIX npenapatos [434] (1+).

ITo cpaBHEHMIO C OOBIYHBIM JICUEHHEM, BKIIOYAs IEPOPANbHYIO AUETY HIU
nononHurensHoe IIIT ¢ 20 % smynbeueir MCT/LCT, ucnonb30BaHue JMIUAHON
9MyJbCHH OMera-3 u3 peIObEro skMpa B TeUeHHe 7 JHEH Mocie TpaHCIIaHTAHU
NEUYeHH I10Ka3al0 3HAYUTENbHbIE INPEHMYIIECTBA B OTHOLIGHUH TPaBMBI
TPaHCIUIAHTATa 33 CYET MIIeMHU-pernepdy3nuu, HH(EKINOHHONW 3a001€eBaeMOCTH U
npeOblBaHUsl B CTalMOHAape mocie TtpaHcmiantamuu [435, 436] (oba 2+).
IIpenmymiecTsa, cBA3aHHbIE C BOCCTAHOBJICHHEM TPAHCIIJIAHTAaTa, MOKHO OXKHUIATh
Ha OCHOBAaHHHU pe3yibTaToB MeTaananusza 21 PKU [281] (1++).

OnBIT OpHUMEHEHHs DJHTEPAIBHBIX HMMYHOMOIYJIUPYIONIUX COCTaBOB IIO-
HPEeKHEMY OCTaeTcs BecbMa HeOolbIIMM. [lepBble KOHTPOIMpYEMbIe JaHHBIE 00
HCIONB30BAHHA HMMYHOMOJYJIHPYIOIIET0 COCTaBa, BKJIIOYAIOMIEr0 AaprUHUH,
oMmera-3-KHpHbIC KHCIOTBI W PHOOHYKJICOTHIbI, CBHUACTEIBCTBYIOT O TOM, 4TO
HEOIAronpusTHOE BO3ACHCTBHE HA HMMYHOCYIIPECCHIO MaloBeposTHO [417] (2+),
[438] (1+).

Opnako Hukakux mnpeumymects B PKU toxe He HabGmioganocs [438] (1+).
Jlpyroe uccienoBaHume  ObLIO  NPEKpalleHO  paHbIie 0e3  COoOOIIeHUs
pesyiabTaToB [439].

Jl1s u3ydeHHs MApeHTEpPalbHOTO M SHTEPANbHOrO IMPUMEHEHHS OMera-3-
JKHPHBIX KHCIOT MeraaHanmu3 rpymmsl Lei et al. [437] (1-) Bkurowan dwersipe
TeTePOreHHBIX MCCICNOBAHMS, [BAa M3 KOTOPHIX OMYOIMKOBAHBI Ha KUTAHCKOM
A3bIKe. JIIs H3ydeHHs HCIIOIb30BaHNUS JUIETITHAA TIyTaMUHA ObIIN BKIIIOYEHEI 1Ba
HCCIIeJOBAaHMs, OIMyOJIMKOBAaHHBIE Ha KHTAHCKOM s3bIKe. B To BpeMs Kak O
MAIMEHTOB, MOJYYaBIIMX OMera-3-)KMpHbIC KHCIOTBI, HE OBLIO OOHApYKEHO
3HAYUTENHHOIO CHIDKEHHUSI 9aCTOThI BO3SHUKHOBEHHUS HH()EKIIHOHHBIX OCIOXKHEHHH,
9TO IIPEUMYIIECTBO HAOMIOAAI0Ch IPH BBEICHUH IIyTaMUHa HapeHTepaabHo (RR:
0,30; 95 % JU: 0,12-0,75, p = 0,01). CkOpoCTh peakuuH OTTOPKEHUS HE UMela
CYILIECTBEHHON Pa3HHIIBI A1 00BEANHEHHBIX TaHHBIX U MIOATPYIIIL.
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JloNroCpoUYHblil MOHUTOPHUHI NHTAHHS M JUETHIECKOE KOHCYJIHTHPOBAHHE
SBISIIOTCSL  Pa3yMHBIMH,  IIOCKOJBKY  MHOTHME  IAEHTH,  MPOXOJSIIHE
TPaHCIUIAHTAIHIO, TEMOHCTPUPYIOT HEHaJUIOKAIUH cocTaB Tena. [IoBBINIEHHBIH
YPOBEHb JKHpa ¥ CHI)KCHHE MBIIICYHOH Macchl Tela ObLIM OOHapyxeHHl y 145
[AeHTOB, IIEPEHECIINX TPAHCILIAHTALUIO II0YEK, a y MalUEeHTOB ¢ HOPMaJIbHBIM
VIMT mnodveuHbI TPaHCIUIAHT (YHKIMOHHPOBAN JIyddle, YeM Y MalUeHTOB C
oxupenuem [440] (2-). B cucrematudeckom 0630pe Koxpana, Bkimouasmiem 15 PKA
¢ 733 nanvieHTaMH, aHAJIM3UPOBAIU BIMSHHE IIPHMEHEHHS PHIOLErO JKHpa HOCIe
TPaHCIUVIAHTAIIMU [IOYEK Ha YIydIleHHe (YHKIHH IOYeK, YMECHBIICHHE YaCTOTHI
OTTOPXKEHHUS, YBEIMICHUE BEDKMBAEMOCTH TPAHCILIAHTOB M COOCTBEHHO MAIlUCHTOB
[441] (1++). Ilomumo ymepenHoro yiayuueHus xonecrepuna JIIIBIT u
JIMACTOJIMYECKOrO0 apTEePHAIbHOrO JABICHHUS HHUKAKOrO YIy4IIeHHS KadecTBa
nedeHus He Obu1o HaineHo [440] (1++).

7. BapnaTpuueckasi Xupyprus

7.1. Koeoa nokasana nepuonepayuoHHas HympumueHas mepanus y 0apuampuieckux
nayuenmog?

Pexomennanus 34:

pamunee nepopabHoe NUMAaHUe MONHCHO PEKOMEHO08AMb NOCE 6APUAMPUYECKOT
onepayuu.
Cmenenb pexomenoayuu () — cocmoamenvhwlii koncencyc (coenacue 100 %)

KommenTapwmii:

CyLIECTBYET €IMHOE MHEHHME O IIeJecO00pasHOCTH PaHHEro IepopaIbHOro
IUTaHus nocne Gapuarpuueckoil onepauun [442-445]. Her HHKakoil pa3HULBI B
BEJICHUH MALUEHTA 110 CPAaBHEHMIO C XUPYPrHYECKHMMH MPOLENYypaMH Ha APYTHX
(Bepxuux) otaenax XXKT.

ITpumMeHeHMe J1eueOHOro MUTaHUS Y NMALMEHTOB, TIepEeHeCcIINX 0apuaTpUIecKyro

OTEepalMIo, BBIXOAUT JAleKO 3a TMpeAesbl IEpUONEepallioHHOro  MepHo/a.
PykoBozisiipe NpPUHIMIB  KIMHUYECKOHM TNPakTHKH  ObUIM  pa3paboTaHbI
aMepMKaHCKOH rpynmoi skcneproB BrepBble B 2008 romy u  peryisipHo

OOHOBIAIIOTCSL ¢ Tex mop (mocnexnee oOHoBienue: [445]). HauGonmee BaxkHbIE
BONIPOCHI PacCMaTPHUBAIOTCS B HelaBHeM ob3ope [446]. TIpeonepalinonHas oreHka
JOJDKHA BKJIFOYATh CKpMHl/IHF Ha HCTOILICHHWE U ne(l)uuuT BHTAaMHHOB H
MHKpPODJIEMEHTOB. BONBHBIM € CYNEpPOXKMPEHHEM MOXHO MOPEKOMEHI0BATh
cOpOCUTB BEC 110 ONEpalMu (3TO YMEHBLIUT BEPOSTHOCTh Pa3BUTUS OCIOKHEHMIA).
OtcrauBaeTCs MAESd PaHHEro IIOCICONEPALIMOHHOrO MOTPEOICHHS MHUIIHU, TAaKXKe
npejiaraertcs  J00aBICHME IPOTEHHOBBIX IOPOIIKOB MJIs  YAOBJICTBOPCHHS
©KEeIHEeBHBIX mnoTpebHOcTed B 60 r Oenka B naeHb. Ciemyer OTMETUTh, UTO
CTaHJAPTHBIC MEpOpabHbIe J00aBKH COEPKAT BBICOKHE KOHI[CHTPALIMH TIIIOKO3bI
1 CO3/Ial0T HEKOTOPBIC MTPOOIIEMbI Y MALMEHTOB ¢ GapuaTpueii, Tak Kak OHU MOTYT
BBI3bIBATh CHHAPOM AeMiuHra. IlocneonepainonHoe HaONIOACHHE 32 MTHUTAHUEM
CrICHMAIbHON KOMaH/0H SBISIETCS 00A3aTEeIbHBIM AJI THX MAIl[MCHTOB C LEJbIO
KOHCYJIbTUPOBAHMS 110 BOIPOCAM INHUTAHMS, AJIS KOHTPONIS MOTEPH Beca U JUIs
HPEOTBPALICHHsT HENOCTaTKA MHKPOIJIEMEHTOB MpPH 0COOOM BHUMAaHHU Ha
3710poBbe KocTel (ButaMuH D3, kanbiuii). B 3TOM KOHTEKCTe clienyeT yOenuTenbHo
PEeKOMEH/10BaTh (PH3UUYCCKIE YIIPAXKHCHNUS, XOTS J0KAa3aTeIbCTB HE XBATACT.

Ipuaunnst ERAS Gbuti mpuMeHeHsI Takxke B 0apuaTpudeckoii xupypruu [447].
BbUIO MOKAa3aHO, YTO CTaHAAPTH3UPOBAHHBIC IMYTH OONCr4alOT BHEAPCHUE U
yIy4IIaloT KauecTBO Mpolecca, B TO BPeMs KaK KIMHHYECKHE IPEHMYIIECTBA B
JydIIeM ciiydac MUHUManbHbl [447, 448] (06a 2+).

IMoTeHIManbHBIC MPEHMYIIECTBA MPEAONCPAL[MOHHIO TpHEMa YIJIEBOJOB U
nocJieonepanonHoro nepudepuyeckoro II1 mpoTHB cTaHIapTHON CXEMBbI BEACHUS
U3y4aJIuCh B rpymnme u3 203 nauueHToB, KOTOPHIM JIANIAPOCKOMUYECKH ITPOBOIUIOCH
JKeNTyJouHOe IIyHTHpoBaHHe Roux-en-Y. XoTs [IOMONHHUTEIbHBIC BBEICHUSA B
palMoOH OKa3alnuch OE30HMACHBIMM JaXe y NalMeHTOB C aunabeToM THma 2,
TIATEJIBHbII AHAIN3 PA3IMYHbIX TAPAMETPOB MUTAHHUS U KIMHHIECKHX HCXO/0B HE
MOKA3aJl CTATHCTHYECKH 3HAYNMOr0 pa3iuausi Mexay rpymmamu [449] (1+).

Pexomenpanus 35:

napenmepaivioe — numManue mpebyemcs HeOoC10CHeHHOU
bapuampuyeckoil xupypauu.

Cmenens pexomendayuu 0 — cocmoamenvhwlil koncencyc (coenacue 100 %)

He npu

KommenTapmii:
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NpUHUMas BO BHUMAaHHUE, YTO TUIOKAJIOPUHHOE NHUTaHHUE SBISIETCS YacCTHIO
CTpaTerMy JICYEHHMS Yy TIIAllMEHTOB C HEOCIO)KHEHHBIM TEYeHHWEeM, HeT
Heobxoxumoct B JononHutenbHoM III1. PykoBonsiiue NpUHLUMIBL 340pPOBOTO
MUTAHUS Il XUPYPruuecKkoro naiyenTa ¢ norepeit Beca He pexomenayror I1I1 Ha
peryisipuoit ocuoBe [442]. V stux manuentoB XKT 06bMHO paboraer, Takke
HEOOXOIMMO YUHTHIBATH CBA3AHHbIE C KaTeTepoM ocioxuenus [450].

Pexomennamus 36:

8 cayuae cepbe3Ho20 OCIO0JCHEHUsI ¢ NOSMOPHOU JANAPOMOMUE MOXICHO
paccmompenv 60npOC O NPUMEHEHUU HA30CIOHAILHO20 30HOG/U20IbYAMO20
elonocmomuueckoeo kamemepa (0).

Cmenenw pexomenoayuu () — cocmosmenvhwiil Koncencyc (coanacue 87 %)

Pexomennamus 37:

OdanpHeliwue peKoMeHOayuu He OMIUYAIOmCcs Om  peKomeHOayui O
nayuenmos, nepenecuiux maxceayio aboomunansuyio onepayuio (0).
Cmenenw pexomenoayuu () — cocmosmenvhwiil Koncencyc (coanacue 94 %)

KommenTapmii:

JTaKe B CIIydae Cepbe3HbIX OCIOKHEHHI mocie Oapuarpuueckux npouenyp 11
HMeEET IIPEUMYIIECTBA B OTHOLICHHH CMEPTHOCTH 1 00JIee BBICOKOIM SKOHOMHUYECKO
s¢pdextuBrocTn [451-453] (Bce 2+). MOXKHO PEKOMEHIOBATh COCTAB C BBHICOKUM
coxeprkaHueM Oenka. JIyist SHTepaJbHOro MUTaHMUSI MOXKHO B3BELIIEHHO PACCMOTPETh
BapuaHThl Ha3oeroHabHOro 30H1a, UKE wi racTpocToMum B KyJIbTE KENy/Ka
[446, 451-453] (Bce 2+). UKE u YOI UMEIOT 3HAUMTENLHO 00JIee BHICOKUI PUCK
MIPOTEUYKH Yy MaIMeHTa ¢ okupeHneM. Ha3oetoHalbHbIN 30H MOXET OBITh BCTaBIICH
B YCJIOBHSIX OIEpaIlHOHHOM.

8. 3akiroueHue

9Tl/l KIIMHUYECKUEe pyKOBO}ICTBa OCHOBAaHBbI HAa UMCIOIIIUXCS B HACTOSILIEC BpCMﬂ
(dakTHUeCKUX JaHHBIX, U CIEAYeT NMOAYEPKHYTh, YTO B HEKOTOPBIX O00JACTAX
JA0Ka3aTeJIbCTBa HE SABJIIFOTCA CHIIBHBIMH. HCM366)KHO HOBBIC CBHUICTECILBCTBA B
OyyliemM NpUBEAYT K YCHIICHUIO WK U3MEHEHUIO KIIMHUYECKUX PYKOBOJICTB.

Kondauxr nnrepecon

OkcnepTsl paboueil Tpynmel ObUIM aKKpeAuToBaHbl I'pynmoit pa3zpaboTku
KknuHuueckoro pykosojcta ESPEN, KomurteTom 1o 06pa3oBaHuIo H KIIMHHYECKOM
npaktuke ESPEN u HcnonnutensHsiM komuterom ESPEN. Bcee skcnepts
OOBABUIM O CBOEGM HHIMBHIYalbHOM KOH(IMKTE HHTEPECOB B COOTBETCTBHHU C
npaBUIaMH MeXITyHapOAHOTO KOMUTETa PEJAKTOPOB MEAMIMHCKHMX >KyPHAJloB
(ICMIJE). Ecnu Obum yKa3aHbl HOTEGHIMANbHbIE KOHQIUKTBI, OHHU OBbLIM
paccMoTpeHbl pykoBojsaiuMu cotpyauukamu ESPEN wu, B ciyuae comHeHMH,
HUcnonuutensusiv komuteroM ESPEN. M3-3a cepbe3HbIX KOH(GIMKTOB HU OJIMH U3
9KCIEPTOB He OBbUI HCKIIOUEH M3 pabodeil rpymisl MM U3 coaBTOpCTBA. DOpMBI
3asBJICHUS] O KOH(IMKTE UHTEpecoB XpaHsaTcs B mrab-kBaptupe ESPEN n moryr
ObiTh paccMoTpenbl wieHamMu ESPEN ¢ 3akOHHBIMHM HMHTEpecaMH MO 3arpocy
Hcnonuutensuoro komurera ESPEN.

Baarogapnoctu

Ocobast OiarogapHocTs wieHam PykoBomsieid rpynnsl DGEM 3a ux nexnyio
paboty: mpod. Llrepan Bpeiitenmreiitn, Buntepryp/llBeiinapus, nokrop SH-
Oumunn bpeitep, bepnun/I'epmanus, npusar-nouent, doktop Cabuna I'abop,
Jleo6en/ABcrpust, mnpodeccop Credan Xommann-Kynu, basens/IlBeiinapus,
npodeccop Marrtnac Kemen, Xepu/I'epmanus, npod. OPpuapux Jlanrim,
Bena/Ascrpus, npodeccop Hana Peiiec, Jlelinuur/I'epmanus, npodeccop bepun
Peiit, Kaccens/I'epmanus, npod. Bombsgranr IlBenk, I'amOypr/I'epmanus,
npodeccop Metun Cenkans, Butren/I'epmanust.

Pabouas rpynmna Takxe xorena Obl BBIPa3UTh CBOIO OiaromapHocts denepuko
Bouertn (Munan/Mtamus) u Ilurepy Coiitepcy (Maactpuxt/Hunepnanmsr),
npodeccopam Emeriti of Surgery 3a ux npoJyMaHHbIC U MOJIC3HBIEC 3aMEUaHHS 1
MIPEIIOKEHHS.
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Ipunoxenue A. JIonoHHTe/IbHbIE JAHHbIE

JIONONHAUTENbHBIE TaHHBIC, OTHOCSILIMECS K JTOH CTaThe, MOXHO HaiiTu 1o ampecy: http:/
dx.doi.org/10.1016/j.cInu.2017.02.013.
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