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Conepxanue
TepMUHBI U OIIpEICIICHUS

MexaHu3MBI pa3BUTHS U ATTUAECMHUOJIOTHSI 0€TTKOBO-IHEPTETUICCKOMN
HEJIOCTATOYHOCTH Yy MAlIUEHTOB OTAEJICHUI peaHUMalul 1 HHTEHCUBHOW TEepaIruu
Ha JUIMTEIbHON UCKYCCTBEHHOM BeHTusimu jerkux (MBJI)

MeTtoaosiorust MeTaboIM4eCcKOro MOHUTOPHHTA

Knunnueckue Bapuantsl TeueHust bBOH y nmanmentoB OPUT Ha nnurensHoi NBJIL.
Jlnarnoctuka

Jleuenue

Anroputm nposeaeHust panHeid HII y manmentoB Ha npoasienHou MBJI
[Ipemnapatsl, UCMOJIB3YEMBbIE JIJISI 30HAOBOTO NTUTAHUS

Cnucoxk aurepaTypbl



Tepmunbl 1 onpeneneHus

JlpixaTenapHasi HEJJOCTATOYHOCTh — COCTOSTHUE OpraHu3Ma, MpU KOTOPOM HE
oOecrnieunBaeTcs MOJACpKaHNE HOPMAaJbHOTO Ta30BOIO COCTAaBa apTEPHAIBHOM
KpPOBH, JINOO OHO JOCTUTAETCS 3a CUET MOBBIIIICHHOW PabOThI BHEITHETO JBIXaHUS,
OPUBOMASIIEH K CHIDKEHUIO (YHKIHOHAIBHBIX PE3ePBOB OpraHu3Ma, JuOo
MOAACP>KUBAETCS UCKYCCTBEHHBIM ITyTEM.

UckyccrBennas BeHTHsIUS Jierkux (MBJI) - 3To BbIMONHSIEMOE ¢ TOMOUIBIO
CHEIUATBHBIX aMapaTOB YaCTUYHOE WIIM MOJTHOE 3aMelleHre (PYHKITUN BHEITHETO
JbIXaHWs, HAMNpaBIIEHHOE Ha TMOJJep>KaHWe MPUEMIIEMOTO I KIMHUYECKOU
CUTYaIlMH YPOBHS Ta30BOT0 COCTaBa KPOBH U /UM YMEHBIIICHHE PAOOTHI IBIXaHUS.

benkoBo-sHepreTuyeckass (HyTpPUTHMBHAs) HEJOCTATOYHOCTb - COCTOSTHUE
OpraHu3Ma, XapakTepu3yrlneecs ACPHUIUTOM WIN JUCOATAHCOM MAaKpo W\MIH
MUKPOHYTPUEHTOB,  BBI3BIBAIONIUM  (PYHKIMOHAJIbHBIE,  MOP(HOJIOTrHIECKHE
paccTpoiicTBa M\ HapyIISHHUsI TOMEOCTa3a.

HyTpuTHBHBIA CTaTyC - COBOKYMHOCTh KJIMHUYECKUX, aHTPOIIOMETPUUYECKUX
1 1a00paTOPHBIX MOKA3aTeNIel, OTPaKaIUX MOP(PO-(PyHKIIMOHATIEHOE COCTOSIHUE
OpraHuM3Ma, CBSI3aHHOE€ C [MTAaHUEM MalMeHTa, U  XapaKTepU3YIOLIUX
KOJIMYECTBEHHOE COOTHOIIEHHE, B NEPBYIO OYEpPEb, MBIIMIEYHOM U KUPOBOM
Macchl Teja MalleHTa.

Hy'TpI/ITI/IBHaH noaacCpiKKa - IpoueccC obecrieueHus ITOJIHOLICHHOI'O ITMTAaHHWs
OOJBHBIX C HCIIOJBb30BAHUECM CIiICuaJIbHBIX CpEAacCTB, MaKCHUMAJIbHO
C6aJ'IaHCHpOBaHHLIX B KOJIMYCCTBCHHOM M Ka4CCTBCHHOM COOTHOIIICHHUH.

DHTepajabHOE MUTAHUE - TPOIECC CyOCTpaTHOTrO OOecredYeHus OopraHu3Ma
yepe3 JKeTyT0YHO-KUIIIEYHBIM TPAKT HEOOXOUMBIMU MMUTATEILHBIMU BEIIECTBAMU
MyTEM MEPOPATBHOTO TMOTPEOJCHUS WM BBEICHUS Yepe3 30HJ CIelHATbHBIX
MCKYCCTBEHHO CO3/IaHHBIX CMECEH.

[TapenTepanbHOe TUTAaHUE — METOJ HYTPUTUBHOM TOIEPIKKH, IIPU KOTOPOM
BCE HEOOXOAMMBIE [JIsi OOecleueHus JOJDKHOTO Tpo(UUecKoro romeocrasa
MUTATEIbHBIC BEIIESCTBA BBOASATCS B OPTraHW3M, MHUHYS JKEITyJA0YHO-KUIICYHBIN
TPaKT.

Hemnpsimass kajopuMeTpusi- METOJ OLIEHKH pealbHOM 3HEpronoTpeOdHOCTH
[IallMEHTa, OCHOBAaHHBIM HAa OJHOBPEMEHHOM M3MEPEHMM  IIOKa3aTelen
notpebsienus: kuciopoaa (VO2) u sxkckperuu yriekucioTel (VCO2) B ycaoBUsIX
CIIOHTAHHOT'O WJIM allapaTHOTO JAbIXaHHUS.



MexaHu3Mbl pa3BUTHSA U SMTUIEMHUOJIOTHS O€TTKOBO-IHEPTreTUYECKON
HEIOCTATOYHOCTH y NAIMEHTOB OTJICJICHUN PEAHUMALIMY U UHTEHCUBHOW TEPANUU
Ha JUIMTEIbHON UCKYCCTBEHHON BeHTH AU Jerkux (MBJI)

Bce manueHTsl oTAeNeHUN peaHuManuu W uHTeHcuBHOW Tepanuu (OPUT),
KOTOPBIM TPOBOJSIT UCKYCCTBEHHYIO BeHTWIsuio Jierkux (MBJI), HyxnaioTcs B
HYTPUTUBHOW TOAJEPKKE, OCYIIECTBISIEMON DJHTEPAIBHO M NapPEHTEPAIBHO.
BaxupiMu ocoOeHHOCTSIMHU nanueHToB Ha marenbHoit WBJI  saBiasrorcs:
HECITOCOOHOCTh B T€UCHHUE JUTUTEIHLHOTO BPEMEHHU MUTATHCSA Yepe3 POT, 3aTSHKHOE
TEUCHHE CHHIpOMA  THUIEpKaTa0OIU3Ma-TUIIEPMETA00IM3Ma  BCIICICTBHE
MOJIMOPTAaHHON  JTUC(HYHKIIMM, BBICOKAs YacTOTa pa3BUTUS HUHQPEKIHOHHBIX
OCTIO)KHEHUHN  (TpaxeoOpOHXWUT, THEBMOHHS, YpPOUH(PEKIUHU), ATUTEIHLHOE
MIPUMEHEHUE aHTUOAKTEPUATBHON Teparuu, a TaKXke OTIMOUJIOB,
O0EeH30/1Ma3eNMHOB, alib(a-2-arOHUCTOB U MBIIIEYHBIX PEIAKCAHTOB, CYIIECTBEHHO
BIIMSIONIMX Ha MOKAa3aTeM KUCIOPOJHOIO M SHEPreTUYECKOro oOMeHa, BBICOKAas
yacToTa pa3BuUTUs aucaruu Oe37eicTBUA. 3a MOCIEAHHE TOJbI OCYIIECTBICH
«TPOPBIB» B KIMHUUYECKUX HCCIICAOBAHUSAX, OLICHUBAIOIINX BJIMSHUE MOJTYYEHHBIX
MAIMEHTOM PHEPTUU U OeJKa Ha OCJIOXKHEHUS U JIETAIbHOCTh. Y CTAaHOBJIEHO, UTO
BBDKMBAEMOCTD IMAIIUEHTOB B KPUTHUYECKUX COCTOSHUSIX 3HAYUTEIBHO PACTET MpHU
o0OecrieueHUN MalureHTa O0eIKOM U3 pacuera He menee 1,2 2/ke udeanbHol Maccol
mena. O0ecriedeHUE MalUEHTa B KPUTHUYECKUX COCTOSHUSIX DHEPruei sBISETCS
Oojee CJIOKHOM 3ajadei, 4eM oOecIieueHHe OCEJIKOM, TaK Kak HauMCHbBIIAs
JETAIBHOCTh ~ OTMEYEHAa Tpu  JocTkeHun  okoio  80%  pacueTHOM
YHEPronoTPEOHOCTH, TIPU ITOM JIETAILHOCTh PACTET KaK NPHU YMEHBIIICHUH, TaK U
NpU  YBEJIMYCHUM JOCTABJIICHHOW OJHEPTUM, a DHEPronoTpeOHOCTh MEHSETCS
KaXaplii 1eHb. B oxHoMm pangomusupoBaHHOM uccieaoBanuu «TICACOSy
MOJYyYeHbl JaHHblE OO0 YyIYyYIIEHUH BBDKMBAEMOCTH TP  €XKEIHEBHOM
MOHUTOPUHTE OCHOBHOIO OOMEHa MalMeHTa MNph ToMOIM MeTabojorpaduu u
COOTBETCTBYIOIIEH €KETHEBHOW KOPPEKLIHUU COCTABA HYTPUTUBHOW MOJJIEPKKU. B
ATOM HCCIEOBAHUM OTMEYEHO 3HAYUTEIbHOEC WM3MEHEHHE DHEPronoTpeOHOCTU
MalMeHToB B AuHamuke. B cBsizu ¢ 3tuM manuentam OPUT, nyxnparommmcs B
pECIIUPATOPHON TMOMAJIEPKKE, CIEIAYET HCIOIb30BaTh JOCTATOYHO JKECTKUU
MPOTOKOJI HYTPUTUBHOM TMOJJEPKKA U, TPU JOCTYNHOCTH, MPUMEHSTH
METa0OJMYECKU MOHUTOPHHT (HEMpSMYI0 KaJopuMeTpuio). B cBsi3u ¢
HEBO3MOXHOCTBIO OO€CIeUeHUs aJeKBAaTHBIM KOJUYECTBOM O€jiKa W DJHEPruu
okosno 30% mamumeHToB, HyXnamommxcs B mnposenenun HMBJI, HeoOxomumo
NPUMEHSTh  TNapeHTepaipbHoe nuranue. Creayer OTMETUTh, 4YTO  MpHU
HEMPaBWIHLHOM Ha3HAYE€HUU U OTCYTCTBHH aJICKBATHOIO MOHUTOPHUHTA B MPOIECCE
ee MPOBEJICHHS, HYTPUTUBHAS MOACPKKA MOKET UMETh LEJbIM Psii HEraTUBHBIX
MOCJIEACTBUN - TUNIEPTIUKEMUS, TUIICPTPUTIIUIICPUACMUS, KETOAIIU03, peOUIUHT -
cuHapoM (pa3BuBaeTcsi Ha (POHE TSHKEIBIX JJICKTPOJUTHBIX M META0OIMUSCKUX
HapYIIEHUH, BO3HHUKAIOIIMX TPH BO300OHOBICHWU MUTAHUS TOCTE JIUTEIHLHOTO
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roaogaHvss HWJIM  HEAOCTATOYHOM  IIMTAHHWH, XapPaKTCPU3YCTCA  YCHUICHHEM
npouecCCoOB TIJIMKOJIM3a MW YBCIIMYCHUCM BBIpa6OTKI/I HHCyJIMHa C Ha4daJioM
KOPMJICHUA, YBCIIMYNBACTCA HOTpC6JICHHe TJIFOKO3HI, q)OC(I)aTOB, KaJIua KIJIICTKaMU,
OoTCroga — apuTMHM, HCBPOJIOIrH4YCCKasd CHUMIITOMATHKAa, cl1aboCTh AbIXaTCIbHBIX
MbIIIIL, HCBO3MOKHOCTL OTIYUCHHUSA  OT pecnﬂpaTopa). MeTaboanueckuii
MOHHUTOPHHI' IIO3BOJEICT OLCHUTDb HE TOJIBKO HOTp€6HOCTI) IManucHTa B OHCPTUHU, HO
Hn OLCHUTD MeTa00JIMIECKHE IIyTH HYTPUCHTOB - TJIMKOJIU3, JIMIIOJIN3, KCTOI'CHC3,
OKHUCJICHUC  JIMIIMAOB, JIUIIOHCOI'CHC3, TaKHUM 06pa30M OOCHHBAA  IIYTH
MeTaboIHn3Ma BBOAUMBIX HYTPUCHTOB 1 BEPOATHBIC METa00IMIEeCKIE OCTIOKHCHUS.

MCTOI[OJ'IOI‘I/I}I METa00INIECKOTO MOHHUTOPHHI'A

Henpsmas xkamopumerpust (MeTaboJIMYeCKU MOHUTOPHUHT, MeTabosorpadus)
- METOJI OIIEHKH TEeKYIIeH SHEpPrornoTpeOHOCTH TMalKMeHTa W MeTadojm3Ma
HYTPUCHTOB, OCHOBAaHHBIH Ha OJHOBPEMEHHOM W3MEPEHHHM TOKa3aTesei
notpebnenus kucinopoaa (VO2) u sxckpennn yriekuciaotsl (VCO2) B ycrnoBusix
CIIOHTAHHOTO WJIM ammapaTHOTO bIXaHus. MeTabonorpadus HCIONB3YeT IS
pacueroB uzmepenue VO2 u VCO?2 B BbgbIxaeMoM rase. JlJisi OeHKM OCHOBHOTO
oomena (Resting Energy Expenditure, REE) ucnons3ytor MoaudunupoBaHHOE
ypaBHenue Weir (11). :

REE (kkan) = [VO2 (mi/mun) * 3,941 + VCO2 (Ma/mun) * 1,11 * 1,44,
rIe,

-REE-peanbHas 23HepronoTpeOHOCTh , KKaI\CYTKH,

-VO2-notpedieHue Kuciiopoaa, Mia\MuUH,

-VCO2- sKcKperust yriaeKUCIOThI, MI\MHH.

[enun meTabonorpaduu:

- TOUHOE OIPEJEIICHHE IHEPTETUUECKON NOTPEOHOCTH MalKUeHTa Al BhIOOpa
peXrMa HyTPUTUBHOM NOIJEPKKU

- OINpeAeNICHHE BEJIMYMHBI JAblxaTenbHOro kod@duuuenta (RQ) mus
obecrniedyeHus MOTpeOHOCTEN MallMEeHTa B MAKPOHYTPUEHTAX U KOHTPOJISI CKOPOCTH
YTHIA3aI[UU HyTPUEHTOB

- OIICHKa W3MEHEHHH MeTa00IMUeCKuX MOTPEOHOCTEH, CBS3aHHBIX C
U3MCHCHUEM METa0O0JM3Ma M CEIAIMK IMMAIMCHTA - OICHKA YHEPTEeTHYCCKOMN IICHBI
JIBIXaHUS JJIs1 BBIOOPA ONTUMAILHOTO PEKUMa PECTUPATOPHOM MOAICPKKA

- OLICHKA M3MEHEHUU BBIACIAEMON YIJIEKUCIIOTHI, CBA3aHHOW C M3MEHEHUEM
nepdy3un JETKuX, JIsl BIOOpa ONTUMAIEHOTO YPOBHS MOJOKUTEILHOTO KOHEUHO-
skcnupaTopHoro AasieHus: (PEEP).



N3mepenrie OCHOBHOTO OOMEHa MpU MOMOUM MeTabosorpada y TKeIbIX
MAIMEeHTOB 00Jiee TOYHO, YEM HCIIOIH30BAHNE PACUCTHBIX YPABHEHUH U MTO3BOJISET
n30eXkaTh KaK rumnep-, Tak U TUMNOAJIMMEHTAllUU, a TAKKe ONPEICIUTh MOKa3aHUs K
100aBOYHOMY TApPEHTEPATHLHOMY MHUTAHHUIO WA, HA00O0POT, M30ekKaTh JIUITHETO
Ha3HAYEHUS MMAPEHTEPATIBHOTO MTUTAHUA.

Knunuueckue Bapuantel Tedenus bBOH y nmaruenroB OPUT Ha niutensHOM
HUBIJI.

KnvHnueckue mposiBICHUST CHHAPOMA OSIIKOBO-IHEPTETHIECKOM HEIOCTATOYHOCTH
y nanpentoB OPUT na nnutensuoit UBJI

[Ipy  KpUTHYECKOM  COCTOSIHUH,  COINPOBOXKIAIOIIMMCA  Pa3BUTHUEM
JIBIXaTeIbHON HEJ0CTaTOYHOCTH, Tpedyromen amurenbHor BJI kaTtabonuueckas
(aza oOMeHa BEIECTB XapaKTepU3yeTcs npeoliajaHueM pacraja Oeiaka Haj ero
CUHTE30M M MPOTrPECCUPYIOIIMM HApaCTaHHEM OTPULATEIBHOTO a30THUCTOTO
Oananca. Jloka3aHo, YTO BBIPAKEHHBIH OTPUIIATENIbHBIN a30TUCTBIN OanaHC Ha
(dboHEe HEAOCTATOYHOIO TMOCTYIUICHHS a3oTa (0eyika) M3BHE MPOOIKAIOIIUICS
Oonee 2—3 Hexenb NpUBOIUT K mporpeccupoBanuio [IOH u cmeptu nanuenta. B
LEJIOM, KaTaOoJIMYECKU TUI OOMEHHBIX MPOILIECCOB Y MAIlMEHTOB B KPUTHUECKOM
COCTOSIHUM XapaKTEpU3yeTCs pa3BUTUEM BblpaxkeHHOW bOH, Hapymennem
OUTAaHUSI W HEBO3MOXKHOCTbIO  OOECIEYUTh  OpPraHW3M  HEOOXOAMMBIMHU
MATATEJIbHBIMY BEIIECTBAMU €CTECTBEHHBIM ITyTeM. Mcciie1oBaHus OCIEIHNUX JIET
NOKa3aJd, YTO Y MalMeHTOB XUPYPrHYECKOro mnpo@uiis B KPUTUYECKOM
COCTOSIHMM, OCOOEHHO IOCJIE ONEpaTUBHBIX BMEIIATEIbCTB HA OpraHax OpIOIIHOM
MOJIOCTH, OOJBIIOE 3HAUEHHE B (DOPMUPOBAHMHM METAOOIMYECKUX HApyLICHUH U
cugapomMa [IOH wumeror  wmopdodyukumonansueie  mopaxkenus  KKT,
onpenensemMbie kKak cuHapoM kumeyHot Hegoctatounoctu (CKH). Passutue CKH
B KPUTHYECKOM COCTOSIHMM CKJIQABIBAETCA M3 LENOr0 psAla MaTOT€HETUYECKUX
MEXaHU3MOB. B pe3ynbTaTe TrOJIOAaHUS B OpraHU3ME NAlHUEHTa, THKECTh
COCTOSIHUSI KOTOPOI'O OINPENEIAETCS] CHUHIPOMOM CHCTEMHOTO BOCHAIUTEIBHOIO
OTBETa M KaTaOOJMYECKOM HaIlpaBI€HHOCTbIO OOMEHa BEIECTB, B paHHUI
MOCJICOTIEPAIIMOHHBIM NEpUOA BO3HUKAET AMCOANaHC MEXIy MNOTPEOHOCTIMU
OpraHu3Ma B MUTATENbHBIX BEIIECTBAX U KOJUYECTBOM MOCTYHAIOUIUX HYTPUEHTOB
— dopmupyetcst cuaapom BOH.

Xapaxkrtep TeueHus u koppekuus bOH y nanmentoB Ha gnurensHoi MBJI

Ha ceromHsmHuii JI€Hb «30JO0THIM CTaHIAPTOMY OIPEICIICHUS HCTHHHBIX
sHepreTudeckux norpednocrer nmarmmenta OPUT na npomnennoit UBJI saBnsercs
METOJ] HeNpsMOM  KajopuMmeTpuu. JKecTkoe coONOAeHHE  HM3MEpPESHHOMU
kanopuitHocTy y naimeHToB OPUT ¢ [IOH mnoBblilIaeT BEIKMBAEMOCTH MAIIMEHTOB



M0 CPABHEHMIO C PACYETHBIMH METOJaMHU OMpeNeNIeHUss CYyTOYHOM MOTPEOHOCTH.
Crporoe Bo3memenue 100% sHepro3aTrpaT JOCTOBEPHO CHUXKAET YACTOTY
HO30KOMHAIBHBIX HMHOEKIud, mmrenabHocth HWBJI u  cHmkaeT pacxon
aHTUOMOTUKOB. [lalMeHThl ¢ HYTPUTUBHOW HEIOCTATOYHOCTHIO BCTPEUAIOTCS
NPaKTUYECKU TPU BCEX BapUAHTAX KPUTUYECKUX COCTOSHUN, TPEOYIOMUX
mmrensaor UBJI. X xonnuecTBO MOXKeT KoiaebaThbes oT 27 10 88% , MO JaHHBIM
MHOTOYMCJICHHBIX HUCCJEJOBAHUM BO BCEM MHUpE B OTHACJICHHUSIX pEaHUMAaIUu
paznuyHoro mnpoduis moxer pocturatb 90 %. PasButue BOH cymectBeHHO
BIIMSECT Ha MOKa3aTelld T'yMOPAJIbHOTO MMMYHHUTETA 3a CUET CHUKEHHS B KPOBHU
YPOBHSI UMMYHOTJIOOYJIMHOB G, UTO MOXET BBIPAXaThCsl B YBEIUUYEHUU YaCTOTHI
Pa3BUTHS U TSKECTH THOMHO-CENTUYECKHX OCIOXHEHUWA. MexXny HYTPUTUBHBIM
CTaTyCOM NALMEHTOB Ha JumTesbHOW MIBJI 1 jeTanbHOCTBIO CylIecTBYET IpsMast
KOPPEJSAILUOHHAS CBSI3b — YE€M BBIIIE IHEPTreTUUSCKUN U OCJIKOBBINA Je(UIIUT, TEM
yaiie HaOroJaeTcsl pa3BUTHE WHMEKIMOHHBIX OciokHeHul, Tsokenoil [IOH u
JICTATBHBIX HCXOAOB. ODK30T€HHBIM ACHUIMT MHUKPOHYTPUEHTOB YCYTYyOssieTcs
SHIOTEHHBIM M TMPUBOJUT K CHIKEHUIO CONPOTUBISIEMOCTH OpraHu3Ma K
BO3JICHCTBUIO CTPECCOPHBIX (HaKTOPOB OKpykaroiei cpenbl. M3-3a MOCTOSHHO
BO3pACTAIOIIUX  PUCKOB  HMH(PEKIMOHHBIX  OCIOXHEHHM  pacTeéT  ypOBEHb
UCIIOJIb30BAHUSI aHTHUOAKTEPHUAIIBHBIX MPENapaToB, YTO YBEIUYMBACT PACXOJbI Ha
JIeYEHUE, HApYIIAET KUZHEACATEIbHOCTh HOPMAIBHON (PJIIOPHI TOJCTON KUIIKH U
CIIOCOOCTBYET KYJIbTHUBALIMUA PE3UCTEHTHBIX IITAMMOB MUKPOOPTraHU3MOB. Llenbio
PAaHHErO Hayajga HYTPUTUBHOW NONJEPKKH, B TEUEHHE MEpBbIX 24-48 4acos
npeobiBanuss B OPUT, saBnsieTcss ymenvuienue nomepu MulUeyHOU MACCH,
00Ccmagka HeobXo0UM0o20 KOIUYeCmsea Kaiopuu, nogblileHue UMMYHHO20 0meema
u obecneyenue auabonuueckux npoyeccos. VI3BECTHO, 4YTO MOCIEACTBUEM
OTPHUIIATEIHLHOTO JHEPreTHUYECKOT0 U OENKOBOTO OajaHCa SBISIETCS CHUJICEHUE
maccvl mena u paseumue CUHOPOMAa MblULeYHOU caabocmu, npuoOpemenHol 8
OPUT, umo  mooxcem  npugooums K  pa3eumuio  pecnupamopHoll
nOAUHEeUpoMUOnamuy, ycy2yonsims OblXamenbHylo OUCQYHKYUIO U CYUWECMBEHHO
VOIUHAMb NEPUOO UCKYCCMBEHHOU 8EHMUNAYUU TECKUX.

Jnarnoctuka

Huarnoctuka bOH u pucka ee pazsutus y naiueHtoB OPUT Ha qyutenbHOM
NBJI

OcHoBHbIe Mapkepbl pa3Butus BOH (o0mwmit 6enok, anp0ymMuH, abCOTIOTHOE
KOJMYECTBO JHUMQOLMUTOB B mepudepuyeckoid KpoBH, ACPUIUT MacChl Telia)
cienyer ompenensiate Ha 3-4 cyTku mnpeObiBanus mnaruenta Ha VBJI u B
JajgbHEeWIeM - B fnHaMuke. HyTpuTHBHAs HEIOCTaTOYHOCTh HAMPSIMYIO CBSI3aHA C
MOBBIIICHHBIM PUCKOM Pa3BUTHUSI HEOJArONpUSATHBIX HCXOJOB U YBEIMYCHUEM
KOJIMYECTBA OCJIOKHEHUH BO BpeMs npeObiBanus mamnueHToB B OPUT. Takum
o0pa3oM, OlIEHKa HYTPUTUBHOIO CTaryca HMEET OOJIbIIOE 3HAYEHUE, XOTb,
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3a4acTylo, U3-3a OMPENEIEHHBIX OCOOCHHOCTEN TeUEHUS KPUTUUECKOTO COCTOSIHUS
peanu3anys STOM  METOAMKH MOXET ObIThb  3aTpylaHeHa. Pe3ynpTaThl
MHOTOIIEHTPOBBIX ~ HCCJICIOBAHMI  MOKAa3aJM  3HAYUTEIbHOE  YBEIUYECHUE
pactipoctpanenHoctd bBOH cpenu B genbp mepeBoga uz OPUT (58,62%) mo
cpaBHeHuto ¢ nHeM nocrtymienus B OPUT (28,8%). B coBpemenHoit nuteparype
MMEETCSl MaJIo TAHHBIX O pacnupocTpaHeHHOCTH bOH y manueHToB B 1€Hb BBIITUCKU
n3 OPUT, ogHako mnpeaplaynide HWCCIAEAOBAHMUS IOKAa3aldH, YTO YPOBEHb
HYTPUTHUBHOW HEIOCTATOYHOCTH B JIEHb MOCTYIUICHUSI KoJjebayics B AHana3zoHe OT
30 no 50%. JlepuuHT NUTATENBbHBIX BELIECTB KOPPEIUPOBAT C JIUTEIBHBIM
nepuogomM mpeObBanus B OPUT wu O TECHO CBsSI3aH C  YBEITWUYCHUEM
3a00s1eBaeMOCTH U cMepTHOCTHU. Panusia anexBatHas HII MoxeT yMEHBIIUTH Kak
4acTOTy HEOJArompusATHBIX MCXOJOB TaK U MPOAODKUTEIBHOCTH MPEObIBaHUS B
OPUT. IlosToMy CBOEBpEMEHHAs OLICHKA COCTOSIHUS IHTAHHUS Yy KPUTHYECKUX
NAllMEHTOB HMMEET BaXHOE 3HAYEHUE JUIsl MPENOTBPAICHUS WU CBEIECHUA K
MUHUMYMY TIMTATE€JIbHBIX KPU3UCOB W JJi1 MOHUTOPUHTA HYTPUTHUBHOMU
noaiepKku. Kpome Toro, paHHMil CKpUHUHT TOKa3aTeNe HyTPUTHUBHOIO CTaTyca
ABJIAETCS KIIOYeBbIM (pakTopoM B BbIOOpe TakTtuku HII, xoTopoe Moxer
YMEHBUIUTH IPOJOJKUTEIBHOCT 3aBUCUMOCTH OT BEHTUJIAATOPA, COKPATUTH
koiko-7eHb B OPUT 1 yacToTy HEOIAronpusTHBIX UCXO/I0B

Jleuenue

PyTuHHO MOTpeOHOCTH B 3HEpruu W Oeike manueHTa Ha JiuutenbHor MBJI
CIeayeT ONPEeNesaTh SMIUPHUCCKU: nHOmpedHOoCmb 6 IHepeuu - 25-30 kkan/ke,
nompeonocmo 6 6enke- 1,2-1,5 o/ke/cymku.

UccnenoBanne rpynmbl P.Weis, mpuienbHO MNPOBEACHHOE Y TAIMEHTOB
OPUT wna mnpomienHoit WBJI, yOenurenbHO MNPOJAEMOHCTPUPOBATIO, YTO
JIOCTOBEPHOE CHIDKEHHE 28-CyTOYHOM JIETAJbHOCTU OBLIO BBIABIEHO B TpYIIIE
NAlMEHTOB, MoJy4daBmuX 1,3 1/Kr Oenika, MO CPaBHEHUIO C IPYIION MalMEHTOB
OPUT, nonyuaBmux Oenok B cpeaHed posupoBke 0,8 r1/kr/cytku. B
IPOCHEKTUBHOM OOCEpBALIMOHHOM HCCIIEOBAaHUH, MPOBEIEHHOM B CMEUIAaHHOM
OPUT (n=113) Allingstrup MG c¢ coaBTOpaMH. TOJYYHJIA PE3YJIbTATHI,
MOKAa3bIBAIOIINE, YTO YBEJIMUYECHHUE CYyTOYHOUW no3upoBku Oenka ¢ 0,8 mo 1,1 r/kr
NPUBEIO K CHI)KEHHMIO TOCHUTAIBHOM JIETaIbHOCTH, OJIHAKO, YBEIUYEHUE
noctaBku Oenka ¢ 1,1 1o 1,5 r/Kr He NpuUBeEIo K JalbHEHIIEro CHUKEHUIO YaCTOThI
HEOJIAaronpHUsTHBIX MCXOJI0B, HECMOTpPs Ha (OpMaJbHOE YIIydIllEHHE MoKa3zaTesnen
azotuctoro Oamanca (2,6 r/cyt vs. 4,6 t/cyT vs. 6,6 T/CyT, COOTBETCTBEHHO). B
HEJJaBHO  OMYyOJMKOBAHHOM  OTKPBITOM  HccienoBaHuM  3(h(PEKTUBHOCTH
JOTIOJTHUTENBHOTO MMAPEHTEPAIIBHOIO MUTAHUSA C MOMOILBI0 MEYEHBIX H30TONAaMU
AMUHOKHUCIIOT MPOJEMOHCTPUPOBAHO AOCTHXKEHUE aHaboJmyeckor (ha3pl oOMeHa
BeUIeCTB Npu BBeaeHuu 1,2-1,5 r/kr Oenka B CYTKM y «CPEIHEro» MalueHTa



OPUT. I1pu 5TOM NPOUCXOIUIIO YCUIICHUE CUHTE3a Oelika U YMEHbBIIICHUE CTeTICHU
OTpHUIIATEIHLHOTO OaaHca Oenka.

Henpsimyto kamopumeTtpuio (MeTaboNIMYECKUi MOHUTOPHUHT) Y TAIIHEHTOB Ha
nmurenbHO  MBJI  cnemyer npoBOOMTH 1O CHEHHMAIBHBIM — MTOKA3aHUSAM
(npunoxkxenne AS) TmNpuU HAIMYMKM TEXHUYECKOW BO3MOXKHOCTH. OlleHKa
HHEPronoTPeOHOCTH Ui TMAllMeHTOB B KPUTHYECKUX COCTOSHUAX SIBISICTCS
KU3HEHHO BaXHOM TMPOLETYypOH, IOCKOJIbKY TMEpEen30bITOK WM HEeXBaTKa
HYTPUEHTOB  MOXET OKa3aTh OTpHUIATENbHBIA 3(G(EeKT Ha  MIPOIECCHI
BoccTaHoBieHUs. O0e kpaiiHocTH npoBeneHus HII BbI3bIBalOT OTpULIATENbHbBIE
BO3JICUCTBHUSI M JIOJDKHBI OBITH TMpeAoTBpamieHbl. AmMepukaHckoe OO011ecTBo
[TapentepanbHoro u JHrepanbHoro nutanus (ASPEN) ompenensieT B KauecTBe
BKHOTO KJIMHUYECKOTO OopueHTHpa -obecnedenue nanuenta OPUT ucrounnkamu
sHeprun B amamna3zoHe 50-60% ot mokasarens peanbHOW IHEPronoTpeOHOCTH.
bonbiias 9acTe WCCleAOBaHUM, MOCBSIICHHBIX JAHHOW TEMAaTUKE BBISIBUJIA
CIWJIbHYIO B3aMMOCBSI3b MEXKIY OTPHUIIATEIIbHBIM SHEProO0aIaHCOM U TMOBBIIIEHHOM
yactotoi ocioxxknenud B OPUT. Tak, Villet ¢ coaBropamu npoaeMoHCTpUpOBAI
HAJIMYME CUJIBHOM KOPPEJSIIMU MEXIYy OTPUIATEIbHBIM JSHEProdasiaHcoM U
JaCTOTOM PAa3BUTHS PA3IMYHBIX OCJIOKHEHHH, OoJble mmTenbHOCThi0 MBJI,
JIOCTOBEpPHO  OOJIBIIMM  PacXoJOM AaHTHOAKTEpHAJIbHBIX  IpenaparoB. B
MHOTOIICHTPOBOM OOCEpPBAIIMOHHOM HCClIeloBaHue 2772 mamueHToB u3 165
OPUT, Alberda m kosulerm nOKa3ajJyd 3HAYUTEIBHYIO 3aBUCUMOCTb MEXIY
CMEPTHOCThIO M ajekBaTHocThio HII, a uMeHHO - nocTaBieHHBIM O0BEMOM
3HeprocyocTpaToB. [ uneparumenmayusi 3HAYUMENbHO NOGblUAEm nompeodieHue
9Hepeuu, NompebHOCMb 8 KUCI0pooe U CHOCOOCmEyem YCUNeHHOU 8blpadomKe
VeNleKUCIOMbl, YMO MOHCEM OKA3AmbCsl hamaibHuIM Y OONbHBIX, UMEIOWUX HU3KUE
@ynryuoHnanvhsie pezepsvi. KpoMe T0oro, Ha (oHE runepaIMMeHTaIMy U XoJlecTa3a
MOXET  pa3BUBATBbCS  KUPOBass  AUCTpodUS TEUYEHH, a  BO3HUKAIOWAS
2unepmpuiuyepuoemusi OKa3vleaem ompuyameibHoe 6030eUcmeue Ha UMMYHHYIO
cucmemy. VICTOUIEHHBIM OOJIbHBIM HEOOXOJUM TOCTOSIHHBIA MOHUTOPHUHT
peaNbHBIX DJHEPreTHUeCKuX U OenKoBbIX MoTpeOHOocTed. B aroit  rpymme
HEOOXOJIMMO MEIJIEHHO U TOCTENEHHO TMOBBIIIATh KAJIOPUHHOCTh M OEIKOBYIO
cocraBisitouryto nporpamm HII, 4ToObI M30exkaTh pa3BUTHSA TaK HA3bIBAEMOTO
pebuauHT-cuHIpOMa (CHHAPOMa BO30OHOBJICHUS MHTAHUS), MPOTPECCUPOBAHUE
KOTOPOTO COMPSKEHO C TSDKEJBIMU METa0OJIMYEeCKMMH U TeMOJAMHAMUYECKUMU
HapymieHusimu. Y mnanueHtoB OPUT nHa npomnennoit MBJI ¢ piurenbHbIM
OTPHUIIATEIHHBIM 3HAUYCHUEM DHEPTEeTUYECKOTO OaniaHca, OTMEYAIOCh YBEINYCHUE
YHCclia OCJIOKHEHUH, OCOOCHHO HMH(PEKIHMOHHOTO Xapakrepa. OTcpouka Hauasa
HYTPUTUBHOW TOJJIEPKKU MPUBOJIMIIA K BOSHUKHOBEHUIO U MPOTrPECCUPOBAHUIO
DHEPreTUYECKOro JepuIUTa, KOTOPHIH HE MOT OBITh KOMIIGHCUPOBaH B
nocienyronieM. Hampotus, onTumMu3anus AOCTaBKH SHEProcyOCTpaToB, KOTOpas
nojpa3zymeBaet nepconanuzanuio HII cornacHo exxeqHeBHOMY METa0OINYECKOMY
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CTaTyCy MNAalMeHTa, SBJSIETCS HOBBIM M BAXXHBIM IIOHATHEM B COBPEMEHHOMU
VHTEHCUBHOM TE€paAIlMA KPUTUYECKUX COCTOSTHUM.

B03MOXHOCTh TMpOBEICHUS] PAHHErO0 JHTEPAIBHOTO TMHUTAHUSA CIEIYET
OLICHUBATh Ha CJEAYIONIEE YTPO MOCIE MOCTYIUICHUS MalueHTa. B pa3indHbIx
rpynnax OOJIbHBIX JIOKa3aHbl M TMOATBEPXKIEHbI MPUHIUIIAAIBLHO BaKHbBIE
3G (EKThI, KOTOPHIE TO3BOJISIET JOOUTHCA QJCKBATHOE W TPAMOTHOE Ha3HAUYCHUE
CPEACTB [JI1 SHTEPAIBHOTO M MAapEHTEPAILHOIO MMUTAHNS B MHTEHCUBHOW TEpAUU
pa3sIUYHOrO0 MPOQWIS: YMEHBIIEHWE YacTOThl TOCIHUTAIBLHON  HMH(EKIINH,
JUTUTEILHOCTH CUCTEMHOIO BOCHMAIMUTEIIBHOTO OTBETa, CPOKOB HCKYCCTBEHHOMU
BEHTWISIMU JIETKUX, pacxoja IMpenapaToB U KOMIIOHEHTOB KPOBH, COKpAIlCHUS
JUTUTEIIbHOCTHU MPEOBIBaHMS OOJILHOTO B OT/ACICHUAX PEaHUMAIlMH U WHTCHCUBHOU
tepanuu. B eBpomeiickux (ESPEN) wu xkananckux (CSCN) KIMHMYECKHX
PEKOMEHJIAIMAX TOBOPUTCS O TOM, YTO HAYUHAMb NPOGeOeHUe HYMPUMUBHOLL
noooepxcKuU cnedyem 8 meyeHue nepevlx 24 uacos unu nepsvix 24—48 uacoe nocne
nocmyninenus 6 OPHT, COOTBETCTBEHHO. DBOJBIIMHCTBO  HUCCIIEIOBaHUM
MOKA3bIBAET, YTO HYTPUTUBHAS Tepalivsi, HauaTtas Ha paHHUX dTanax npeObIBaHUs
MalnueHTa B OTHAEJIICHWM pEaHMMallMd W WHTEHCUBHOM Tepamuu, NpUBOAWIA K
CHU)KEHUIO TOCTIMTAJILHOMN JIETAIbBHOCTH U COKpPAIIEHUIO TpeObIBaHMs O0JIHHOTO B
cTanuoHape Pannee sumepanvHoe numauue MoOOYaupyem peaxkyuro Ha Cmpecc,
cnocobcmeyem 6Oonee ObICMPOMY pa3peuieHur0 namoilocuyeckKo20 npoyeccad,
npueooum K JIYYWUM ~ pe3yibmamam  jgedeHus. U - AGNAemcs  «30710MblM
CMAaHOapmom» HYympUumueHoUu no00ePIHCKU NPU KPUMUYECKUX COCTOSHUSX.

Pannee sHTepanbHOE NHUTAHUE, OCYILIECCTBISEMOE B HA30TaCTPaJIbHBIA WU
HAa30MHTECTUHAIBHBIN 30H[, SABJSIETCS KiatoueBbIM MetogoM HII y mamuenTtoB Ha
nmatensHoit  MIBJI. Pamnee DIl saBnsiercs Oosiee  NMPEANOYTHUTEIBHBIM  TIO
cpaBHeHMI0 ¢ paHHuM IIII mpm orcyrcTBum mnportuBomnokasanuii. Pannee OII
MOAYJIUPYET TUIEPMETA00IMUECKUI OTBET U COXPaHSIET HOPMAIbHBIA META00JIN3M
O€JIKOB, UI3MEHEHHBI B pe3yJibTaTe HAPYIICHHS HEUPOTryMOpaIbHOU pPEryJisiuu
BHYTPEHHHUX OpraHOB B OTBET HAa XHUPYpPruyecKyw arpeccuro. HenasHo
OITyOJIMKOBAHHBIN MeTa-aHaINu3, TMOCBSIICHHBIN BIUSHUIO paHHero Havyana JIl Ha
MOKa3aTeau KIMHAYECKOr0 MCXO0Ja, MOKa3all, YTO PAHHEE SHTEPAIBHOE MUTAHUE
JIOCTOBEPHO CHIDKAJI0O PHUCK HEOJArOmpUATHOTO HUCXOJa M YacTOTy pa3BUTHUSA
HO30KOMHAJIbHBIX THEBMOHUMN MO CPABHEHMIO C MO3HUM SHTEPAIBHBIM MUTAHUEM
K nmanueaToB OPUT.

Anroputm nposenenus pannerd HII y manuentoB Ha npomsienHoi MBJI

[TapenTepanbHO€ nUTaHWE y NaUMEHTOB Ha JiurenbHou WBJI cnenpyer
MIPOBOJIUTH B CICIYIONIUX CIydasx:

e C 1-2 cyrok y mHauMeHTOB C HCXOJHOW TSHXKEIOM MNHUTATEeIbHOU
HEJIOCTaTOYHOCTBIO
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e IIpu OTCYTCTBMHM HMCXOJHOM MHUTATENBHON HEAOCTATOYHOCTH PELICHUE O
MapeHTepaJIbHOM MUTAHWU NMPUHUMAETCS ¢ 4-5 CYyTOK B CilyyasX, KOT/la MalueHT
HE MOXET 00€CIEeUnTh C TOMOIIBIO YHTEPATLHOTO 30HI0BOTO NuTanus 6osee 60%
OT TOTpeOHOCTH B HSHEPrUM B TEUEHUE MEpPBBIX 72 4YacoB. Pekomenpanuu
EBpomneiickoro o0miectBa 1O KIMHUYECKOMY MHUTaHUI0O U METabOIU3MY
peKOMeHAYIOT no0aBiaeHue mapeHTepanbHoro nutanus (AIIIT) B Teuenue 24-48
4YacoB y MallMEHTOB, KOTOPhIE, KaK OXUAACTCS, HE OyAyT CIIOCOOHBI MEPEHOCUTH
OII B Teuenue 72 yacos nocie nocryrienuss B OPUT. B kiroueBom uccliie10BaHUM
Heidegger ¢ coaBropamu ObUT TPOBEACH BCECTOPOHHUN aHAINU3 BIIHMSHUS
ctparerun ontumanbHord HII ¢ ucnons3oBannem nonosmautensHoro 1. I'pynma
MalKueHTOB, rae NpoBoauiu Toyibko DI, momyyana 77% OT 1eleBbIX MOKa3aTenen
B DHEPTUH U O€JKe W JEMOHCTPHUPOBAIA JOCTOBEPHO OOJBIIYIO YaCTOTY IMO3JTHHUX
HO30KOMUATBHBIX MH(MEKIUH, OONBIITNI pacxo] aHTHOAKTEpUATBLHBIX MpernapaToB
u Oonbliyto anutensHocTh MBJI mo cpaBHEHWIO € rpynmoil ¢ ONTUMaIbHBIM
YPOBHEM JIOCTABKHM SHEPIUMH, KOTOpas MOJTy4Yua KOMOWHALIMIO SHTEPAIBHOTO U
nononHutenbHoro IIIT g poctmxenus 103% oT M3MEpPEHHOW C MOMOIIBIO
MeTtabonorpada sHepronorpedHocty . Doig u ap. 25 npoBogunu pannee [II1
MalueHTaM C OTHOCHUTENIbHBIMHU MPOTUBONOKa3aHUsAMH 1711 DH st gocTrkeHust
sHepreTuyeckux Ieneil Ha 3-ii nenbp npeObiBanus B OPUT. Pannee III1
acCOIMUPOBAJIOCh C MEHBIIUM KojudecTBOM naHer Ha MBJI 6e3 gocToBepHBIX
pas3nuuuil B moka3areiasix UHPUIIMPOBaHUS WU cMepTHOCTH. . O0a uccienoBaHus
nokas3beiBatoT, 4to Meto III1 He onaceH nake Ha paHHUX CTAAUSX KPUTUUECKOTO
COCTOSIHUS U MOKET O€30MacHO HCIOIb30BaThCA B KAU€CTBE aJbTEPHATUBBI WU B
kadecTBe nonosnHeHus Kk OIl. «CranmapTuzanus» MapeHTepaJbHOrO MUTAHUA 3a
CYET IIMPOKOr0 MNPUMEHEHUS KOHTEUHEPOB «BCE B OJHOM)» IO3BOJIAET TAaKKE
CHU3UTH JOJIIO OCJIOKHEHHM, CBA3aHHBIX C TIPOBEACHUEM IMAPEHTEPATBHOTO
MUATAaHUS, U COKPATUTh 3aTparbl Ha ero obecrnedyeHue. [lo MHEHHMIO PKCHEPTOB,
KOHTEHUHEPBI «BCE B OAHOM» cieayeT npumeHsTh B 80 % cimydaes, u Tonbko 20 %
MAIMEHTOB TpeOyeTcs WHIAMBUIYAIbHBIN MOA00p MUTATETHLHON CMECH , 4acTh U3
KOTOPOTO MOKHO YJIOBJICTBOPUTH 3a CUET KOMOMHAIMU C CHUCTEMaMH «JBa B
OJTHOMY.

BHyTpuBEHHbIE PacCTBOPHI IIyTaAMUHA CJEIYET MPUMEHATh MPU MPOBEICHUN
IOJIHOTO  MAPEHTEPAIBHOIO MHUTAaHUS B CBSI3M C  TSOKEJIOW  KUIIEYHOMU
HEJIOCTATOYHOCTBIO MJIM HEBO3MOXHOCTBIO MHUTAThCA HHTEpalbHO. BBeneHue
pacTBOPOB TJIyTaAMUHA H30JIMPOBAHHO HE MPOBOJMUTCS, @ BO3MOXHO TOJIBKO B
COUYETaHUU C JPYTMMHU KOMIIOHEHTaMH NapeHTEepaIbHOro nutanus. MccnenoBanus
N0 MPUMEHEHHUIO MapEHTEPANbHOIO TiIyTaMHuHa, omyOiukoBaHHble mocie 2010
rojia, OTIMYAET TOHATHAS CTpaTeruss HYTPUTUBHOM TOAJEPKKH: 100aBOYHOE
napeHTepalbHOe MHUTAHHE (2 HE MOJHOE), YHU(PUIMPOBAHHBI BBHIOOP SHEPTHH,
MaKpOHYTPUEHTOB U Oejika, OCHOBaHHBIM Ha HCCIEAOBAHMIX JOKA3aTebHON
MEIULMHBI,  HCIOJB30BAHHE  COBPEMEHHBIX  JKUPOBBIX  3MYJbCUUA U
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cOAJIaHCUPOBAHHBIX PACTBOPOB AMUHOKHUCIIOT, YETKOE CIJIEJOBAaHUE MPOTOKOIY,
OoJibIIOE YHMCI0 BKIOUYEHHBIX manueHToB (n=800-1000), B au3aiiHE CJENoro
WCCIIEOBaHNSI BBOJMMOIO IIperapara M pe3ysibTaTOB HCClenoBaHUsA. B
UCCIICIOBAHUSIX, B KOTOPBIX JIOCTUTAJUCh AaJICKBaTHbIE IE€IM IO HSHEPIUU U
MaKpOHYTPUEHTAM, IPUMEHEHHUE MAPEHTEPAIbHOrO TIIyTaMHHA HE NPHUBOAWIO K
YMEHBIIICHUIO JIETATbHOCTH M KOJWUYECTBA OCJIOKHEHUN [aK€ MpPU PpPa3BUTHH
Katabonu3Ma Tspkesnon crenenu . Tak, B PKU Perez-Barcena et al. y manuenToB ¢
TSKEJION TPaBMOM HE BBISBICHO YJIYYIICHUS HCXOJIOB WJIM YMEHBIICHHUS YHCIIa
OCIIO)KHCHHH TIPU BBEJACHUM IMMAPEHTEPAIBHOTO TIyTaMUHA Ha ()OHE aIeKBATHOTO
CHA0XEHHsI OpraHu3Ma MaKpOHYTpUEHTaMu (O€IKOM B NEPBYIO O4YEpEab) IIO
CPABHEHUIO TOJIBKO C aJIEKBATHBIM CHAOKEHHEM SHEPrueil 1 MaKpOHYTpPUEHTaMHU.
Astopel  mHoromentpoBoro PKM SIGNET (n = 502) ouenunn s¢dext
napeHTepabHOTO TiiyTamMuHa B J103¢ 20 r/cyT y MalMeHTOB B KPUTHUYECKUX
COCTOSIHUSIX Ha ()OHE aJIEKBATHOTO CHAOKEHHSI OEJIKOM M MaKpPOHYTPHUEHTAMH IO
CPaBHEHMIO TOJHKO C aJC€KBAaTHBIM CHAOKEHHEM MAaKpPOHYTPHUEHTAMHU U OCJIKOM M
HE TMOJYYWJIM Pa3IMYuil MO JIETaJIbHOCTH W KOJIUYECTBY OCiIOXHeHuu (76,77) .
Camoe xkpynHoe PKU, nocBsimeHHOe NPUMEHEHHIO TAPEHTEPATIBHOIO IIIyTAMUAHA Y
MAIMEHTOB B KPUTUYECKUX cocTOosHUAX (n = 1223) — uccnenoBanne REDOX —
POJIEMOHCTPUPOBAJTIO, UYTO KOMOWHHPOBAaHHOE BBEICHHE MAPEHTEPATIHLHOTO
rnyramuHa 0,35 1/kr u sHTepanbHOoro riyramuHa 30 r/cyT (TO €CTh BBIIIE
PEKOMEHIOBAaHHBIX [103) MPUBOAUT K YBEIUYCHHUIO JIETAJHLHOCTH Yy IMAIIMEHTOB C
nojvopraHHon HenpoctatouHocThio (78). B HemaBHem PKUM y 60 mamueHTOB,
MOJIBEPTIINXCS PE3EKIMU TOJICTOW KUIITKU, UHPY3us rimyramuna (0,5 T/ Kr / CyTKH
) 3a 24 4daca 70 W 4Yepe3 | yHac mociie Hayajia OTMEpaluyd O0Ka3alach JOCTOBEPHO
MOJIE3HOW /11  MHTPAONEPAMOHHOTO M TOCJIEONEPALMOHHOIO TOMEOoCcTas3a
TJIFOKO3bl MU WHCYJIMHA UM BOCCTAHOBJIEHUSI (QYHKIIUU KUIEYHUKA C COKpaIICHUEM
BPEMEHU JI0 MEPBOTO AMU30/]a CAMOCTOSTENBHOTO CTYJIa MOCIIE PE3EKIMH TOJICTON
kutiku (79). Ipyroe HegaBHee MHOTOIIEeHTpoBOe JBoMHOE cienoe PKU Bkirogano
150 xupypruueckux mnanuentoB OPUT (¢ mnaronormerr JKKT, cocynos,
KapIUOXUPYPIrUYECKUMHU  OmepanusiMi) O0e3 TOYeUHOW WM  TMEYCHOUHOMU
HEJIOCTaTOYHOCTH WJIM IIOKAa. Bce mnanMeHThl MOJdydald HW30HUTPOTEHHOE
u3zokanopuueckoe IIIT (1,5 r / xr / cyrku). B rpynne BmemarenbcTBa TiyTaMuH
BBOJWJIM B CTaHAapTHOU no3upoBke 0,5 r / kxr / aeHb. Hukakux CyIiecTBEHHBIX
paznu4uii HE HaOMIOAANIOCh O MEPBUYHBIM KOHEYHBIM TOYKAM- TOCHUTAIBHOU
CMEPTHOCTH M 4acTOTe MH(MEKIIMOHHBIX ocioxkHeHur. OnyonukoBannbie B 2010 u
2013 romax nBa Meraananu3a (Bxkiouas 14 PKU ¢ 587 xupypruueckumu
naruentamu, 40 PKU ¢ OGomee , wem 2000 mnamueHTaMu) TMOJYCPKHYITH
3HAYMUTENIbHBIC TPEUMYIIIECTBA 100ABOK INIFOTAMUHA B OTHOIICHUH WH()EKIIMOHHON
3a00JIeBaEMOCTH M TPOJOJDKUTEIBLHOCTH TpeObiBaHuss B OonbHUIE (81,82).
Hpyroit mertaananu3 Bkmwoyan 19 PKU ¢ 1243 nanuentramu. 3aech ObLIO
OOHapy>KEHO 3HAYUTEIBHOE COKpallleHHe TMpeObIBaHMs B CTalnuoHape 0e3
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paznmuuuii B 4acTore ociokHeHuil (83). Pexkomenpaimus 8. BHyTpuBeHHOE
BBEJCHUE OMera 3 JKUPHBIX KHUCJIOT CJIEAYeT MPUMEHSTh MPU MPOBEACHUU KaK
MOJIHOTO, TaK M YaCTUYHOTO MapeHTEPaIbHOIO NMUTAHHUS, a TaKKE B IPOrpaMmax
MapeHTEepPaJbHOIO TMHUTAHUSA Yy TAIMEHTOB C BBICOKUM PHUCKOM pPa3BUTHS
Ho30KOMUaNbHBIX MHGpeknui ([1aB). Kommenrtapuu. Bnusaue omera-3 XD Ha
CUCTEMY MPEIIIECTBEHHUKOB MenuatopoB CBP, moBUIHMMOMY, MOKET OKa3bIBaTh
TaKk€ BJIMSHUE Ha TEUEHHE CHUCTEMHOM  BOCHAIUTENIBHOW  pEakiMH.
MHorouuciieHHsle  uccienoBanua y  namueHtoB  OPUT  moareepkaaror
KIIMHUYECKYI0 LEeHHOCTh oMmera-3 JKK y KpuTHyeckux ManmueHToB. B
MHOTOIIEHTPOBOM HCClieioBaHUU y 661 manuenTa ¢ ouenkoil nmo mkaine SAPS 1>
32 6anna, Heller ¢ coaBTopamu mpoaemMoHcTpupoBai, uto oMmera 3 JKK ynydmiaror
BBDKMBAEMOCTh IO CPABHEHUIO C MPOTHO3UPYEMOM, a TaK:KE€ YMEHBIIIAIOT YacTOTY
MHOEKIIMOHHBIX OCIIOKHEHUN M pacxo] aHTHOAKTepHaIbHBIX mpernapaToB (84). B
HEJJaBHO OMYOJMKOBAaHHOM BCEOOBEMIIIONIEM MeETAaaHaIN3e MCCIIEIOBAHUM,
oneHuBaromux ucnoias3oBanue omera 3 XK y mammenroB OPUT, Manzanares ¢
coaBTopamu mpoaHanuzupoBaiu nanusie 10 PKU, B koTopbix yuyactBoBanmu 733
MAIMEHTA, U MMOKA3aJIM, YTO MCIOJb30BAHUE )KUPOBBIX AIMYJIBCHI C BBICOKOW J0JIEH
ppiObero KkHMpa OBUIO CBA3aHO CO 3HAYUTEIBHO MEHBIIUM KOJIHMYECTBOM
nHpekuroHHbIx ocnoxkuenuit (OP 0,64, 95% U, 0,44-0,92, p = 0,02) (85). Taxxke
Oblla BBISIBIIGHBl TEHACHIMU K COKpalleHuto jiutensbHoctd  WIBJI  u
MPOJIOJKUTEILHOCTD NMPEObIBaHUSL B CTallMOHape. B cyOmonyssiiMoHHOM aHaIU3e
MCCIIEIOBAaHUM, B TOM YHCJI€ TTAIMEHTOB, KOTOPBIC MOJTy4Yalid BHYTPUBEHHO OMeTa-
3 IIHXK B coueraHwu ¢ 3HTEpalbHBIM NMHUTAaHUEM, HAOJIOAAIACh TCHICHIUS K
camwkennro cmeptooctn (OP 0,69, 95% AU, 0,40-1,18; p = 0,18, 18
reTeporeHHocTsb 12 = 35%) (86,87,88). OnyonukoBanubie Teodoro Grau Garmona
COaBTOPaMU PE3YIbTAThI JUIMBIIETOCsS 6 JIET MYJIbTULIEHTPOBOTO MPOCHEKTUBHOTO
pannomusupoBaHHoro ucciegoBanusi [CULIP BHecnu odeHb BaKHbIA BKJIaJ B
MOHMMAaHUE KIMHUYECKOW I1eJIeCO00Pa3HOCTU BKIIFOUEHUSI >KUPOBBIX AMYIIBCUH,
0o0OTaIlIeHHbIX OMera 3 JKUPHBIMH KHUCIOTaMH B IpOrpaMMy MapeHTEepPaIbHOTO
MUATAHUS TAIUEHTOB TOJIMBAJICHTHOTO OTJACJICHUS pEaHUMallid W WHTCHCUBHOMU
Tepanuu. B nanHO#l paboTe MEpBMYHO OBUIO BKIIOYEHO Oo0jee TpeX ThICSY
naueHToB MHoronpo@uibHbix OPUT. OCHOBHBIM KIMHUYECKHM 3(PQPEKTOM,
KOTOPBIM YJIaJIOCh BBISIBUTH B PE3yJIbTaTe CTAaTUCTUYECKONW 00pabOTKM Marepuasa
CTaJ]0 CYIIECTBEHHOE€ U JOCTOBEPHOE CHIKEHUE YaCTOThl HO30KOMHAIIbHBIX
uH(peknui B rpynne 60apHbIX nosydaBmux XKD, oboramennsie omera 3 KK (89).

Mepsl 1o npodunakTuke

OCHOBHBIMH MepaMHM MO TNPOPHUIAKTUKE Pa3BUTHS CUHApPOMA OEIKOBO-
DHEpreTudeckor HepocratoyHoctu y nauueHtoB OPUT na mpomnennon MBIJI
SABJISIFOTCS:
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1. JluHaMuyeckas OILlEHKAa OCHOBHBIX IapaMETPOB HYTPUTHUBHOIO cTaTyca
(oOmuit 6enoK, anbOyMuUH, TUM(OIUTHI CBIBOPOTKH KPOBH, 1e(QULIUT MACCHI TEla.

2. IlpoBeneHne MeTabOIMYECKOr0O MOHMUTOPUHIA (HEMPSMON KAJIOPUMETPHUH)
JUISL OUEHKH PEAIbHOM CYTOYHOM MOTPEOHOCTH MallMeHTa B SHEPIrUu NpU HAIHYUU
TEXHUUYECKON BO3MOYKHOCTH.

3. PaHHee »HTEpaJibHOE NMUTAHHE NPU OTCYTCTBUHU NPOTUBOMNOKA3aHUN HaA
yTpO caeayromero aHs nocie nocrymienus B OPUT.

4. IlapeHTepaJlbHOE NMTAaHWE Yy IAUUEHTOB C INPOTUBONOKA3AHUAMHU K
HHTEPATHHOMY MUTAHHUIO WM TPH HEIPPEKTUBHOCTH DHTEPAIBHOTO MUTAHUS B
TEYEHHE MEPBBIX 72 4aCOB KPUTUUECKOT'O COCTOSHHUS.

HpenapaTLI, HCIIOJIB3YCMBIC 1A 30HIOBOI'O IIMTAHUA

IIpenapar KanopuitHoCcTh ITokazanus
Jnuben 105kkan OHTEpaIbHOE MHUTaHUE TAIUEHTOB C
HApYUIEHUSAMU obmeHa TJTFOKO3bI
(caxapHbIit nuaoer, CHUKEHUE
TOJIEPAHTHOCTH K TJIIOKO3€, CTpeccoBast
TUMNEPrIMKeMUs  MPH  KPUTUYECKUX
COCTOSIHUSIX ), Y KOTOPBIX MOBBIIIEH PUCK
pa3BUTHS HEAOCTATOYHOCTH MUTAHMUSL.
®pe3youn BII 150kkan JIns1 maneHToB ¢ BBICOKOM
OHeprus (runepkanopuyeckas CMeCb) | MOTPEOHOCTHIO B SHEPTUU U OeJIKe:
Jlo3upoBka: - XpOHUYECKHE N3HYPSIOIINE
N3onupoBanHOE 3aboneBaHus (pak, KUCTO3HBIN GuoOpo3,
ucnonb3oBanue  ®peszyoun | BUY/CIIN/)
BII Dueprus: 1500 mui/cyT. - [I110X0 3ajIe4yeHHbIE paHbl U IIPOJICKHU
- Xupyprus
B kauecTBe | - Cepae4HO-JIeroyHasi HeJ0CTaTOYHOCTb
JOTIOJTHUTEILHOTO MHUTaHUS: | - 3a001€BaHUs MT€UEHU
500 ma/cyT.
PexonBan 100kkan OHTepallbHOE MUTAHUE B3POCIBIX U

Kitaccnueckuii npenapar uist
MMMYHHOTO  JHTEPAJIbHOTO
IMUTAHUS, coAepKaIIMit
TJyTaMHUH, aprUHUH U PbIOuit
KUP.

nereit (crapuie 1 roga), B IepByo
ouepe]ib, IPU COCTOSTHUSX C
MOBBIIIEHHBIM PUCKOM HH(EKIIMOHHBIX
OCJIOKHEHUN:

- [IepronepainOHHBIN NIEPUO

- TpaBmbI (B 0COOEHHOCTH, 05KOTOBast
TpaBma)

- Tsoxenas HEAOCTATOYHOCTh MTUTAHUS 32
UCKJIIOUEHUEM COCTOSIHUM C TSKEIIBIM
CHHJIPOMOM CHCTEMHOM BOCIIAIUTEIIHHOMN
pEeaKLUy WIN TSKEIBIM CEIICUCOM
(xommmuectBo O6ayumoB mo mkaie APACHE
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Dpe3yonn 100kkan [TarimenTam ¢ GOJIBIIION OTPEOHOCTHIO B
OpuruHan MTOJIHOTICHHAS SHEPTUU
HOPMOKAaJIOPHYECKas TunuyHble MOKA3aHUS:

30H/I0Basl IUTATENIbHASA CMECh | - AHOpPEKCHS
- [loTeps co3nanus
- BeizgopasnuBanue
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