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IleyaTHsIi Opran Acconuanun AHecTe3u010roB 1 Bpadeit Harencusnoii Tepamuu r. Kuesa
PacnpocTpansercd 0eCIUIATHO B paAMKAaX IPOTPaMMBI pad0ThI ACCONAAIINN AHECTE3HO0JIOIOB
¥ Bpaueii MutencusHoi Tepamnu r. Kuesa

BBEAEHUE B HOMEP

B nHactosiiiiee BpeMsi OOIIETIPUHSATO, YTO HEIOCTATOK TMUTAHUS SIB-
JIIeTCsl He3aBUCUMBIM (DAaKTOPOM PUCKA Pa3BUTHUS OCIIOXHEHWH, YBe-
JINYECHUST BEPOSTHOCTH JIETAJIBHOTO UCX0Aa, 60Jiee NIUTEIBHON TOCIIU-
TaTU3aluy Pa3HbIX KATEropuii OOJBHBIX, B TOM YMCJIE MAI[MEHTOB OT-
JIEJICHUII MHTEHCUBHOU Tepanuu. MICKycCTBEHHOE MUTAHUE SIBISIETCS
TEM MEPOTPUSITUEM, KOTOPOE TO3BOJISIET JIUKBUANPOBATH HEAOCTATOK
MUTAHUS WU YMEHBIIUTh €TO CTeTIeHb U 32 CUYET 3TOrO MPEJOTBPATUTD
CBSI3aHHBIE C HEAOCTATKOM TUTAHUSI OCJIOXHEHMUSI.

O0beM MeaUMUMHCKON WHGbOpPMAIUM TI0 Pa3HbIM HaIMpPaBIECHUSIM
3IPaBOOXPAHEHUS C KAXIBIM rogoM yBenuuuBaercs. Pa3paborka Ha-
YYHO-O00OCHOBAaHHBIX PEKOMEHAAIMI TT0 YACTHBIM BOMIPOCAM MEIUIIM-
HBI, B TOM YHUCJI€ WHTEHCUBHOW Tepamnuu, JOKAJIbHBIM aCCOLMAIMSIM
cerogHst He mon cuimy. Ho B ycrmoBusix riobanu3aiiuu MeIuIIMHCKON
MBICJTU B 9TOM U HET HEOOXOAMMOCTH, TTOCKOJIBKY pa3paboTaHHbIE ac-
colnuaimeil OMHON U3 CTpaH PEKOMEHAAIMU MOTYT CTAHOBUTHCS JOC-
TOSTHUEM MEAUIIUHBI B 11eJIOM. TaK MpoU30IIUIO U C PpEKOMEHIAIUSIMU
EBpomeiickoit Acconmanum Kimmanmaeckoro Iutanmsa n MeTtabonmima
ESPEN (or anmrn. European Society for Clinical Nutrition and
Metabolism). Takke Kak ® MHOTHWE APYyrue pPeKOMEHIAIUM, CTaBIINE
WHTEPHAIIMOHAJILHBIM JOCTOSIHUEM, OHU C(POPMMPOBAaHBI Ha TOKa3a-
TeJIbHOI 0a3e (Tabn. 1), smeMeHT KOH(IMKTAa MHTEPECOB U OOPHOBI
pa3UyHBIX (hapMaleBTUYECKUX KOMITAHWN B HUX CBENEH K MUHU-
mymy. besycinoBHo, pexkomeHmaiiuu ESPEN He sBisiiorcs ueM «3a-
CTBHIBIIMM»: TI0O MEpe MPUOOPETEHUSI HOBOTO (haKTUUECKOTO MaTepuaa
U OTbITa pabOThl OHU OYAYT AOTIOTHSITHCS W PACHIUPSITHCS.

Taba. 1. I'pagaumst ypoBHE 000CHOBAHHOCTU PEKOMEHIALIMM, JaHHBIX
EBponeiickoii Accormanuein Knmuanuueckoro Iutanus u Metabdonusma
ESPEN.

I'papamus | CreneHsn

PEKOMEH- | 0OOCHO- Heobxonumoe yciosue
JAIIn BaHHOCTH
A Ia Merta-aHanu3 paHAOMU3UPOBAHHBIX
KOHTPOJIUPYEMBIX UCCAEAOBAHUN
Ib Kak MUHUMYM, OHO pPaHIOMU3UPOBAHHOE
KOHTPOJIMPYEMOE MCCIIEIOBAHNE
B ITa Kaxk MUHUMYM, OHO XOPOILIO CIUIaHUPOBaH-
HOE KOHTPOJMPYEMOE MCCIEN0BaHNE O3
paHIOMU3aLNHU
ITb Kax MUHUMYM, OOVH Apyroi BapuaHT

XOpOIIO CIUTAHWUPOBAHHOTO KBa3W-3KCIEPU-
MEHTaJIbHOTO UCCIEAOBAHUS

I1Ib XOpolIo CIJIaHUPOBAaHHbIE HE 3KCIEPUMEH-
TaJIbHbIE OTHMCATEJbHbIE UCCIEA0BAHUS,
HarpuMep, CPaBHUTEJIbHbIE UCCIEI0BAHUS,
KOPPEJSLIMOHHBIN aHaIu3, UCCIeI0BaHS
CJTy4aii-KOHTPOJIb

C v DKCMepTHas TOYKa 3peHus U/Wiau KJIMHU-
YECKUI OIBIT TPU3HAHHBIX aBTOPUTETOB

ConeprkaHue:

PYKOBOACTBO ESPEN IIO
OHTEPAJIbHOMY IMTUTAHUIO:

MHTEHCUBHAA TEPAIIUA 2

XUPYPTUYECKHUE
BMEILIATEJIBCTBA,

B TOM YMCIJIE
TPAHCITTAHTALIUA

OPT'AHOB 7

HEXNPYPITMUECKAA
OHKOJIOT'A 12

TACTPOSHTEPOJIOTUA 15

[MOJKEJTYAOYHAA
KEJIE3A 21

3ABOJIEBAHUA TTEYEHU 24

OCTPAA ITOYEYHAA
HEJOCTATOYHOCTD 27

KAPANOJIOI'UA 1
MMYJIbMOHOJIOI'A 32

UCTOLIEHUE ITPU
NHOUNIITNPOBAHNU

BHUY U IPYTUX
XPOHNYECKHUX
NMHOEKIIMOHHbBIX

BOJIE3HAX 34

I'EPUATPUA 36

Beimyck n3paH Oaaropapsi oMoy
IIpepcTaBUTEABCTBA
“"CAHO®U-ABEHTUC I'PVII"
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Accoumanusa AHecTte3nosioroB Kuesa mpumepxxu-
BaeTCsl TOYKU 3PEHMSI O HEOOXOAMMOCTU 3HaThb Jyd-
1€, MIpU3HAHHbIE MHOTMMU IPOTOKOJIBI Tepanuu U
MpoAoJLKaeT paHee HayaTylo TPagulivIo TOBEACHMS
TaKWX MaTepUaJIOB 0 aHECTE3UOJOIMUYECKOM O0IIeCT-
BEHHOCTU B paMKax OecCIpHObLIbHON MOCIEIUTIOM-
HOI TOATOTOBKU aHecTe3nosioroB. IIpy moaroroBke
MaTepuayioB ObLT MCIIOJb30BaH CIEAYIONIMA hopMar.
ITo xaxmomy M3 OMyOJMKOBAaHHBIX Pa3leOB PEKO-
meHganuii ESPEN (Bcero ux gecarb — «MHTeHCUB-
Hasl Tepamnus», «XHpypruyecKue BMellaTeIbCTBa, B
TOM 4YMCJIe TpaHCIIaHTallusl opraHoB», «Hexupypru-
yecKas OHKOJIOTHSI», «I'acTposHTepoorus», «[lomke-
JIlyIouHas keje3a», «3abojeBaHus neyeHu», «OcTtpas
IToYeyHast HeAOCTaTOUYHOCTh», «KaparoJiorus U Mmyjib-
MOHOJIOTHS», «VIcTollleHne TIpY MHQPUIIMPOBAHUU
BUY u apyrux XpoHUYeCKUX MH(PEKLIMOHHBIX 00J1e3-
Hsx», «[epuarpusi») npuBeAeHa CBOIHAs Tabjulia, B
KOTOPBIX OXapaKTepU30BaHbl IPUHSTHIC PELICHUS,
yKa3aHa CTeleHb UX 0OOCHOBAHHOCTHU M COOTBETCTBY-
IOIIUI TYHKT OOOCHOBaHUSI YTBEPXKIEHHUS B TEKCTE
pekoMeHaanuii. B Tex ciyyasix, Korma ¢ TOYKU 3pe-
Hus Accoumanuun AHecte3nosioroB KueBa npuBeneH-

Has B Tabiulie peKoMeHaalusl Obljia He B JAOCTaTOY-
HOI CTeneHu sICHa, IOIOJHMTEJbHO MpHUBEICHa €e
XapaKTepUCTUKa B BHUIE TEKCTOBOM 4acTH IIOCje Tab-
JILbL. B HEKOTOpBIX Cilydasix JaHa pa3BepHYyTasl xapa-
KTEPUCTUKA ITOJOXEHMS ¢ KOMMEHTApUSIMU, B KOTO-
PBIX MPUMBEACHBI JaHHbIE KJIMHUYECKONM (PHU3UOIOrUHU
M Pe3yJIbTaThl UCCICA0BAHUMI, TTOCTYXKUBIIIME OCHOBA-
HueM 1 BbeiBoja. s pasaena «MHTeHCHMBHAs Tepa-
IKsT», UMEIOLLEro 0co00e 3HaYeHUE IJIs aHECTE3MOJI0-
IOB, IPaKTUYECKU IIPUBEICHBI BCE IYHKTHI XapaKTe-
PUCTHKM OCHOBHBIX IIOJIOXKECHUI, OXapaKTepH30BaH-
HBIX B Ta0JulIe.

Accoumainust AnHecte3uosoroB KwueBa Hageercs,
YTO MpeACTaBJIeHHbIE MaTepuabl OYAyT CIIOCOOCTBO-
BaTh YJIYYILEHHWIO Ka4yecTBa JICUEHUs OOJbHBIX B WMH-
TEHCUBHOM Tepaluy M PacllMpeHUI0 KPyro3opa aHe-
CTE€3UOJIOTOB U Bpayeil APYrux CreLrualbHOCTEM.

Pekomengamuu ESPEN ny0imkyloTcs ¢ Ji00e3HOro
paspemiennsi penakuum xkypHana Clinical Nutrition.
JlaHHble MaTepuajbl M HMX INEPEBO] HA PYCCKHil SA3BIK
OXPaHAITCA 3aKOHOM YKpanHbl 00 ABTOPCKOM MpaBe.

IIpogh. bensee A.B.

Kpeiimann K.I'., beprep M.M., Jleiiti H.E;l'I., Xucmaiip M., Komaber Il., Kazanaues I'.,
Huren6epr I'., Ban nen bepre I'., Bepuepman U., (Accoupanus KiMHUYecKoro nutanusa I'epmanum)
Eonep C., Xaptap B., Xeiimann K., Cnuec K.

PYKOBOACTBO ESPEN 110 DHTEPAJIbHOMY IIUTAHUIO:
NMHTEHCHUBHAA TEPAIINA

Kreymann K.G., Berger M.M., Deutz N.E.P., Hiemayr M., Jolliet P., Kazandjiev G., Nitenberg G.,
van den Berghe G., Wernerman J., (German Society for Nutritional Medicine) Ebner C., Hartl W.,
Heymann C., Spies C.

ESPEN Guidelines on Enteral Nutrition: Intensive care // Clin. Nutr. — 2006. — 25: 210-223

KpaTxoe N3JI02KCHUEC NPHUHATBIX pemeﬂﬂﬂ: HNuTencuBHasg Tepanua

IIpeamer PexomeHpanuun CreneHb ITyHKT B

aHajM3a 000CHO- PEKOMEH-
BaHHOCTH JALIHASIX

IToka3anua | Bcem GoNbHBIM, Y KOTOPBIX HE OXMAAETCS TMOJIHOE MepopaabHOe C 1

nutanue (B1I1)

IIUTaHUE Ha IIPOTAXKECHUUN 3 Z[Hefl, CJICAYET Ha3HAYUTh DHTECPATbHOC
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Peamm3anus

OTCYTCTBy}OT JaHHbIC, CBUACTEC/ILCTBYIOIINE 00 YIAYUIICHUN ITOKa3a-
TeJiel ucxoaa 3abosieBaHUs IIpU UCIIOJIb30BaAHUM Y OOJIbHBIX B
KPUTUYECKOM COCTOAHMU PAHHETO 31l

2

Bce ke sKCIepTHBI KOMUTET PEKOMEHIYET, YTO Y OOJIBHBIX B KPUTH-
YECKOM COCTOSIHMU CO CTaOWJIbHOM reMOAWHAMUKON U COXpaHEHHOM
dyHKIIMEH KEeITyTOYHO-KUIIIEYHOTO TPaKTa HEOOXOIMMO MCIOJIB30BaTh
panHee nutaHue (<24 4) ¢ Ha3HAYCHUEM aIecKBAaTHOTO KOJIMYECTBA
MMUTATCIBHBIX BEICCTB

I[IpuMeHHUMBIE BO BCeX CIydasix peKOMEHAALUMU OTHOCHUTEJIbHO KOJIM-
YecTBa MUTATEIbHBIX BEILISCTB JaTh HEBO3MOXHO, MOCKOJbKY DI
JIOJDKHO COOTBETCTBOBATh 3TAIly/HAIlpaBIICHHOCTH TeUeHUs 3a00Je-
BaHMSI U CTEIIEHU YCBOCHMS MPOMYKTOB MUTAHUS KUILIEUHUKOM.
DK30reHHOE TOCTYIUICHUE SHEePIUM:

- Ha TPOTSCKEHUU OCTPOTO M MCXOTHOTO IEproa KPUTUIECKOTO COC-
TosTHUS: Gosree 20-25 KKaJl/Kr MaccChl Teja/CyT MOXET COIPOBOXKIATHCS
MeHee OJaronpusTHBIM MCXOIOM

- Ha TPOTSKEHWM aHAabOJMYEeCKOTO BOCCTAHOBUTEIBHOTO TMeproaa
HeNbI0 JOJKHO OBITH oOecrieueHne 25-30 KKayi/Kr MaccChl Tena/cyT

BosibHbIe ¢ BbIpaXkeHHBIM HEJOCTATKOM MUTAHUS JTOJKHBI B LIEJIOM
noay4arh DI1 B KonudecTBe 10 25-30 KKajl/KT Macchl Teja/CyT.

Ecnu paHHbIe 1LiesieBble 3HAaYEHUS JOCTUYD HE YAaeTcs, AOMOJHUTETHLHO
HEeOoOXOAMMO KCI0/Ib30BaTh MapeHTEepaTbHOE MUTAHUE

PaccMoTpeTh BoIpoc 0 B/B MCHOJB30BAHUM METOKJIOIPAMUIA WIIA
SPUTPOMUIIMHA ¥ OOJBHBIX C HETICPEHOCHMMOCTBIO SHTEPAILHOTO ITHUTA-
HUs (HarmpuMep, ¢ OOJBIINM Pe3UAYaATbHBIM XEJTYIOYHEIM 00BheMOM)

Cmoco0 no-
CTYILICHHUS

Y G0ABHBIX, Y KOTOPBIX MOXHO O0€CIIeUUTh MUTAHUE DHTEPATIbHBIM
MyTeM, CJIeNyeT MUCIob30BaTh D11

YV GoJbHBIX B KPUTHUYCCKOM COCTOAHMH OTCYTCTBYECT CYLLICCTBCHHAadA
pasHULa 3(1)(1)CKTI/IBHOCTI/I nuTaHuA ¢ BBCACHUEM ITMIIU B TOLIYIO
KHWIIKY M1 BBEACHUEM B KCJTYJOK

Y GonbHBIX ¢ coxpaHEeHHOU TepeHocuMocThio DI, 1 y KOTOpBIX mpu
MMUTAaHUU MOTYT OBITh JOCTUTHYTHI OPUEHTUPOBOYHBIE 1IEICBBIC
3HAYEHUSI, CIeayeT M30eraTb AOMOJTHUTEILHOTO Ha3HAYEHUS
MMapeHTEPAIIbHOTO TTUTAHUS

YV GoJIbHBIX, KOTOPbIE HE MOTYT IMOJIYYUTh aAcKBaTHOIO MUTAHUS
SHTEPAJIbHBIM MYTEM, CJIE€AYeT UCII0JIb30BaTh JTOMOJHUTEILHOE
napeHTepaibHOe MUTaHUE

Y 60abHBIX ¢ HenepeHocuMocThio DI1 paccMOTpeTh BOIMPOC O TiIa-
TEJIBHO CIIAHMPOBAHHOM MapeHTEPaIbHOM IMTAHUM B KOJWYECTBE,
HEOOXOIMMOM JUTsl 00ecIieueHMsT Kajiopaxa, HO He IpEeBHIIIAIONEM
WHINBUAYaJIbHBIE TIOTPESOHOCTH TMAllMeHTa B ITUTATEIBHBIX COCAMHEHUSX

Tun

Gbopmysi
npenapara

[Mpenapatbl Ha ocHOBE HOPMYJIBI C LIETbHBIM OEJIKOM MPUEMIIEMbI IS
OOJIBIIIMHCTBA OOJBHBIX, TTOCKOJIBKY TIPEUMYIIIECTBO MPENapaToB
Ha OCHOBE MENTUIOB BBHISBUTH HE yAAETCS
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IIpenapatel ¢ popMysoit, OKa3bIBaIOIICH BAMSIHNC Ha UMMYHHYIO CUCTEMY
(oboraleHHbIe apTUHUHOM, HYKJICOTHIAMU U w-3 XUPHBIMU KUCIIOTAMM),
s¢PeKTUBHES CTAHIAPTHBIX TIPEIIapaToB I SHTEPATHHOTO MUTAHWS:

- Y TJIAHOBBIX XMPYPrUYECKUX OOJBHBIX C MATOJIOTHUEN BEPXHETO OTaesa
XKKT (cM. pyKOBOACTBO MO 00ECTICUEHUIO XUPYPTUUECKUX BMEIIATETHCTB)

- y anueHToB ¢ cercucoM ymepeHHoi crenieHn (APACHE 11<15)

- OIHAKO, Y OOJIbHBIX C TSDKEJIbIM CEIICMCOM IIpeIrapaThl Ha OCHOBE
(bopMyJibl, OKa3bIBaIOILECH BIMSHUE HA UMMYHHYIO CUCTEMY, MOTYT
OKa3bIBaTh HEOJIAronpUsATHBIN 3¢G(GEKT U MO3TOMY HE PEKOMEHIYIOTCS

-y GOJNBHBIX C TPAaBMOH (CM. PYKOBOJACTBO MO OOECIIEYEHUIO XUPYPIU-
YECKHUX BMELIATEILCTB)

- y 6oabHbIX ¢ PIICB (mpemnapathl, comepxaliyue w-3 XKUPHbIE KUCIOThI
U aHTUOKCHUIAHTHI)

A

10.1

10.2

10.2
10.3

10.5

711 03XKOTOBBIX OOJIBHBIX PEKOMEHIAIIMKA OTHOCUTEIBLHO TIperapaToB Ha
OCHOBe (pOpMYJIbI, OKa3bIBaIOIIeil BIUSHINE HA UMMYHHYIO CUCTEMY, JaTh
HEBO3MOXHO B CBS3M C HEAOCTATOUHBIM KOJIMYECTBOM JAHHBIX

VY oxoroBbix 00JbHBIX MUKpPO3JIeMeHTH (Cu, Se u Zn) cieayeT m00aBIISITH
B 00Jiee BBICOKMX KOJMYECTBAaX OTHOCUTEJIbHO CTAHAAPTHBIX 103

10.4

10.4

BosbHBIM B OTAEJIEHUM MHTEHCUBHOI Tepalyvy B OYEHb TSXKEJIOM COCTOSI-
HUM, KOTOpble He ycBauBawoT Oosiee 700 M1 mpemapaTa isl SHTepaabHOTO
MUTaHUS B CYT, He CJeIyeT Ha3HayaTh Mpernaparbl Ha OCHOBE (POPMYJIBI,
OKa3bIBalOIlEl BIMSAHME HAa MMMYHHYIO CUCTEMY: OOOrallleHHbIE apruHM-

10.6

HOM, HYKJICOTUIAMU U -3 XUPHBIMU KUCJIOTaMU

HOTO TUTaHUA Y:
- OOTOBBIX OOJIBHBIX
- OOJIBHBIX C TPaBMOW

I['nyramuH ciaenyetr 1o0aBUTh B CTaHAAPTHBIE MpernapaThl IJIs1 SHTEPAIb- A

HenocratrouHo maHHBIX B MOAAEPKKY TOOABICHUS TIIyTaMUHA y XUPYPTH-
YeCKUX OOJBHBIX M OOJIbHBIX B KPUTUYECKOM COCTOSTHUM PA3HOTO MPODUIIS

12.1

A 12.1
12.2

NCXOAHBIE PEMAPKHA

XAPAKTEPUCTUKA BOJIbHBIX

OCHOBHOI1 METONOJIOTUYECKOI MpoOIeMOil B JaH-
HOM pasiejie SBISIETCS MCIIOJb30BaHME TEPMMHOB
«OOJIbHBIE OTHCICHUS] MHTCHCUBHON Tepamuu» u
«0OJIbHBIE B KPUTUYECKOM COCTOSIHUU», ITOCKOJIBKY
JAHHbIE TEPMHMHBI OTHOCATCS HE K OIHOPOIHBIM
rpymnmnam OoJbHBIX. Pe3ynbraThl aHalli3a MAlUMEHTOB,
BKJIIOYEHHBIX B OPUTMHAJIbHbIC UCCICIOBAHMS, a TaK-
K€ pacCMOTPEHHbIE B 0030PHBIX CTaThsIX, CYILIECTBEH-
HO pa3HsATCs C TOYKU 3PEHUsI TUarHo3a, TSKECTH 3a-
0osieBaHMsI, METAa0OJIMYECKNX HapYILIEHUN, JIe4eOHBIX
MEpONPUSTUIL ¥ (QYHKLIUM XKEIYIOYHO-KUIIEYHOIO
TpakTa.

Takum ob6pa3oM, HEM30EKHO YaCTUUHOE COBMAe-
HUE C JpYrMMHU pasieslaMHi, paccMaTpUBAIOIIUMU
OOJIbHBIX, HYXIAIOLIUXCS B MHTCHCUBHOM Teparuu
(xupyprus, TpaBMa, OOJIbHBIE C TpaHCIUIAHTALIUEH).

s yMEHBIIICHUST COBITAICHUS OBUIM ITIpOaHaIM-
3UPOBAHBI TOJIBKO MCCJIEMOBAHUS, YIOBIETBOPSIONINE
CIICAYIOIINM KPUTEPUSIM:

- W3 TIPEIOCTAaBJICHHBIX MTAaHHBIX MOXHO CICIaTh
BBIBOJI O TSDKECTH 3a00JIeBaHUS,

- OOJbHBIE, BKIIOUYEHHBIE B WCCJIEMOBAaHUE, TIOM-
pOOHO HE paccMaTpUBAIOTCSI B MHBIX pasmeiax (Ha-
TIpUMep, B PYKOBOICTBE IO 00ECIIEUCHUIO XUPyprude-
CKHX BMEIIIATEJIbCTB),

- OOJIBHBEIM OKa3bIBAJIACh TTOMOIIb B OTIOEICHUSX
WHTEHCUBHOU Tepanmuy B TeUYCHWE IJIUTEIHLHOTO WH-
TepBajia BpEeMEHM.

Takum obpa3zoMm, peKOMeHIalluu CKOHLIEHTPUPO-
BaHBI HA OOJIBHBIX, Y KOTOPBIX pa3BUBAETCS BHIPAKCH-
Has BOCITAJIUTEJIbHASI peaklus C HEeAOCTAaTOUYHOCTBIO,
KaK MUHHUMYM, OJHOTO OpraHa, WJIM OOJBHBIX C OCT-
pBEIM 3a00JICBaHUSIMM, HYXIAIOIIMXCS B TIOMICPXKKE
(GyHKIIMM WX opraHa Ha MPOTSDKEHWM HAXOXICHUS B
WHTEHCUBHOW Teparuu.

B mocnenyromieM pe3yabTaThl ObUIM KJIaCCUDUIIN-
pOBaHEI Ha CJCOyIOIINEe KaTeTOPUM: XUPYPTUUCCKUE
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60)'[be1€, MCOIVMIMHCKUEC MAalIUCHTHI, OoJIbHBIE C TpaB-
MO, mocJe TpaHCILUIaHTallM1, OXKOI'OBbIC OOJIbHBIE U
OOJIBHBI C CETICUCOM.

TEPMHWHOJIOTUA

VY paccmarpuBaeMbIX OONBHBIX TEPOPATbHOE ITO-
CTYIUTEHHME TTPAKTUYECKU BCETIa HEBO3MOXHO, B IaH-
HOM pazaenie TepMuH «DI1» orpaHMYMBAETCST TOJIBKO
JIMIIb 30HIOBLIM MUTAaHUEM 0€3 paCCMOTPEHUST KaKo-
ro-a1ub0 BapvaHTa AOIMOJHUTEIBHOIO IMEPOPATbHOIO
MTOCTYIJICHUSI TTUTATEIbHBIX BEIECTB.

ITOKA3ATEJIN NCXOJA

B kayecTBe OCHOBHBIX TOKa3zaTeliell MCXoma pac-
CMaTpUBAJIMCh CMEPTHOCTh B OTIEJICHUM WHTCHCUB-
HOM TepalMu, CMEPTHOCTb 4epe3 28 THel W cMepT-
HOCTh B CTallMOHApe, a TaKXe JJIUTSIBHOCTh HaXOX-
JIEHWsI B WHTEHCUBHOM Tepanmuu WA CTallMoHape.
LeHHOCTD TIpencTaBwIM OBl JAHHBIE O JJIUTEIHLHOCTH
BBDKMBaHUSI, HO OHM, K COXaJIeHWIO, HU B OJHOM M3
HCCIIeIOBaHUI yKa3aHbl He ObLIU. TTOCKONIBKY cMeEpT-
HOCTb B OTIIEJICHUM MHTEHCUBHOW TepaliM BbICOKas,
B KayeCTBEe IIPUEMIIEMOTrO IoKa3aTelisd MCXola TakKe
paccMaTpuBajICsl TI0Ka3aTeslb CMEPTHOCTH Ha ITPOTSI-
KEHUM 6-MEeCSTYIHOTO MHTEpBajia BPEMEHMU.

B kadecTBe HOMOJTHMUTEILHOIO ITOKA3aTeNsl MCX0aa
MPUBEJEHA YacToTa CENTUYECKUX OCIOXHEeHUI. Oco-
OBIii aKIEeHT ObUI cAejlaH Ha BBISIBJICHUM OCJIOXHE-
HUI, CBSI3aHHBIX C MMMTaHUEM, HaIlpuMep, WHGhEKIIN-
OHHBIEC OCJIOXXKHEHUS (P YCJIOBUU TOCTYITHOCTU Ta-
KOI MHGpOpMaLIUHU).

ITOKA3AHUA N PEATTN3ALINA
OHTEPAJIBHOT'O TTMTAHHUA (BIT)

1. Korna 6osbHbIM B oTaejaennn VT nokaszano DII?

Bcem 60abHBIM, Y KOMOPBIX He 0XcUOAemcss NOAHO2O0
nepopanbHO20 NUMAHUs Ha npomsicenuu 3 OHell, ciredy-
em Haznayumo 11 (C).

2. DddexTHBHEE M NPH KPATHIECKUX COCTOSTHHUSX
pannee DII (<24-48 4 mocye nmocrymienns B UT), yem
orcpoyennoe DII?

st 601bHBIX 8 KPUMUHECKOM COCMOSIHUU OMCYMCM -
8yrom OaHHble, cUOemenbCmayujue 00 yayuuenuy na-
pamempoé ucxoda 3a601e6aHUs NPU  UCNOAL30BAHUU
panneeo DII. Oonako, 3KcnepmHblil Komumem noooep-
Jcueaem mouky 3peHust, 4mo y 00AbHbIX 8 KPUMUHECKOM
COCMOAHUU CO CMAOUNBHOL 2eMOOUHAMUKOU U COXPAHEH-
Hotl (hyHKYUell HcenyOdouHO-KUEeYH020 MpaKkma Heodxo-
0umo, NO B03MOINCHOCHU, UCHOAL308AMb PAHHee NUMA-
Hue (<24 1) ¢ nocmynierHuem adeKeamHo20 Koau4ecmea
numamensHolX coeOuHeHul.

3. B xakoM KoJmM4ecTBe JOJIKHBI OONIbHBIE B KPH-
TUYECKOM COCTOSIHMM Tiosrydath DI1?

ITIpumenumoie 60 6cex cayuasx peKoMeHOAUUU O KO-
Auxecmee NUMAMENbHLIX eujecme 0amb He803MONCHO,
nockoavky D11 doaxcno coomeemcmeosams 3many / Ha-

npaeaeHHocmu meuenus 3a001€6aHuUs U CMeneHu yceoe-
Hus Kuweynukom. Ha npomsaycenuu ocmpoeo u ucxod-
HO20 nepuoda Kpumu4eckoeo cocmosHus oOonee 20-25
KKaa/Ke Maccol meaa/cym MOJNCem CONnposolNcoamocs
MeHee 6aaeonpusmubim ucxodom (C).

Ha npomsacenuu nepuooa eoccmarnoérenus (anabo-
auveckas ¢paza) ueavio 0oadxicHO Obimb obecneyeHue 25-
30 kkan/ke maccot meaa/cym (C).

KommenTapuii: CyliliecTByeT OOIIETIPUHSITOE TOJIO-
KeHWe, YTO TUIepalnuMeHTanus (obeclieueHue 0oJjiee
BBICOKOTO KOJIMYECTBA IHEPIMU, YeM B JICUCTBUTEIb-
HOCTH TpeOOBaJIOCh) y OOJBHBIX B KPUTUIECKOM CO-
CTOSTHUM HEOOXOAMMO M30eratb, XOTsS 3TO U He ObUIO
TIOATBEPXKIEHO B PAHIOMU3NMPOBAHHBIX KOHTPOJIMPYE-
MBIX HccenoBaHusIX. JJaxke OObIYHO IUTUPYEMBIE 11e-
JleBble 3HaueHMs 25-30 KKaji/KT Macchl Teia/CcyT I
My>xuuH 1 20-25 KKaja/Kr Macchl Tea/CyT IUIsl XKeH-
IIWH Ha TPOTSDKEHMM TepBBIX 72-96 4 KPUTUYECKOTO
COCTOSTHUSI MOTYT OBITH CJIMIIIKOM 3aBBIIIEHHBIMMU.

[MpocnekTBHOE 0OCEPBAIIMOHHOE KOTOPTHOE WC-
clemoBaHWe TAIMEeHTOB C JUIMTEIHLHOCTHIO TOCITMTA-
muzanuu B UT Ha MpoTsskeHUM MUHUMYM 96 4 moka-
3aJI0, YTO Yy TAIIMEHTOB, KOTOPbIE ITOJIYYaad TOJIHKO
33-66% OT 1ieJeBOro IOCTYIIEHUS HEPTUU, OBLIO
3HAYUTENIPHO OOJIBIIIE IIAHCOB OBITH BBHITMCAHHBIM U3
cTallMoHapa >UWBBIMU (OTHOIIEHWE BEPOSTHOCTEH
1,22, 95% noBeputenbHblii nHTEpBan 1,15-1,29), yem
y TeX, KOTophie mosydanu 66-100% LeaeBoro mocry-
mieHus (oTHoleHue BepositTHocteit 0,71, 95% nose-
putenbHbIil uHTEpBan 0,66-0,75). Pe3yabraThl TpyaIHO
WHTEPIPEeTUPOBaTh, ITOCKOJIBKY TSDKECTh 3aboJieBa-
HUSI, 4acToTa HeIOCTaTKa MUTAaHWS W JUTUTETbHOCTH
TOCTIMTAIN3alIMM B COIOCTaBJIEHUM C KOJIMYECTBOM
BBOIMMBIX KaJOpWii HE TIPUBEIACHBI.

XoTs aHanM3 W He ObUT PaHAOMU3MPOBAHHBIM
KJIMHUYECKUM WCCIIEIOBAaHUEM, PE3YJIbTaThl BBI3bIBA-
0T Ty X€ 03a00YeHHOCTh, O KOTOPOW COOOIIaIn
Ibrahim u coaBT., W TOmmEpPXMBAIOT WACIO, YTO Ha
TPOTSKEHWM OCTPOUl (ha3bl KPUTUUECKOTO 3a0o0JieBa-
HUS BBeACHWE OOJIBIIIOTO KOJIMYECTBA MHUTATEIbHBIX
BEIIIECTB COIPOBOXIAETCS MEHee OJarornpusTHBIM
ncxogoMm. OmgHAKO, 3TO SBISIETCS 00JIaCThIO, KOTOPAst
OCOOEHHO HYXKIAeTCs B MPOCTIEKTMBHBIX HCCIIEN0Ba-
HUSX, TIOCKOJIBKY TUITOKAJIOPUIMHOE THWTaHWE B MWC-
xogHoi daze rocniutanuzauuu B UT maneko He o0si-
3aTeJIbHO MOXET OBITh JIUIST TTallMeHTa 0J1arONpUsI THBIM
(bakropom. B yacTHOCTM, MaHHBI TE3UC OIpaBIaH
JUTST OOJTBHBIX C MCXOAHBIM HEIOCTATKOM MUTAHUS.

HenaBHO BBITIONHEHHOE HWCCIENOBaHUE AKIICHTH-
poBaJio BHUMaHVE Ha CBS3M BO3PACTAIONIETO MeuImm-
Ta SHEPTMM W KOJMYECTBA OCJIOXHEHUH. Bo3MoXHO,
CYILIECTBYET perepHasi TOUYKa KyMYJISITUBHOTO aedu-
uuta sHepruun (10 000 xkan), cBbIlIE KOTOPOIro yBe-
JINYMBAETCSI BEPOSITHOCTh OCIOXHEHUN (MHMEKIIMOH -
Hble, 3AKWBJICHUE PaHbI).

Ilpu cTabunmszalu ¥ BOCCTAaHOBJIEHUM (aHaboIMye-
ckag aza) Uid MOAAEPXKaHUS aHAOOIMYECKOM Tepe-
CTPOIMKM MOTPEOHOCTh B 3HEprvu Bhiile (25-30 KKaj/Kr).

5
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4. Kakoit nyts p1sa OI1 npeanoyrutenbHee?

Y 6oabHbIX 6 KpUuMUYECKOM COCTMOSHUU OMCYMCMEY-
em CyujecmeeHHas pasHuya 3QpexmusHocmu nUMAanus
¢ 66edeHUeM NUWU 6 MOWYI0 KUIKY 6 CDABHEHUU C 66e-
denuem 6 xcenydok (C).

5. fAABasiorcsa au mpenapatsl ¢ (hOpMyJI0ii HA OCHOBE
NMENTHIOB NPEINOYTHTEIbHBIMA Iepel NpenapaTtaMu ¢
¢topmyJ10if Ha OCHOBe IeJBbHOrO OeyKa?

s npenapamoé ¢ makou @Gopmyaoll y NAYUeHmMos8 6
KPUMUu4ecKkom COCMOSHUU KAUHUYECK020 NPeUMyujecmea
He eblaeaeno (la). Takum obpazom, npenapamsl Ha OCHOGe
UeabHo20 benxa npuemiemvl 0 OOAbUMUHCIMEA OONbHBIX.

Kommenrapmii: HaGniogeHue, 4TO 35K30KpUHHAS
(byHKUIMST TTOMKETYTOUHOM XeIe3bl MPU CeTcuce oc-
JlabyieHa, 1aj0 OCHOBAaHUE TOSIBJIEHUIO OMACeHU OT-
HOCHUTEJILHO HapylLIEHWI pacllierieHus1 1 abcopOuuu
TP KPUTUYECKUX COCTOSIHUIA TperapaToB ¢ (opmy-
JIOWi Ha OCHOBE LIEJIBHOTO OenkKa.

CMecl Ha OCHOBE IIENITUAOB (HM3KOMOJICKYJISIP-
Hble) ObUIM WCCIeNOBaHbI B YETBIPEX PAaHIOMM3UPO-
BaHHBIX MCCIENOBAHUSIX C TTPOTUBOPEUYNUBHIMU PE3YITh-
taTamu. Ecau B OBYX M3 HUX TMPUBEACHBI TaHHBIE 00
YMEHBIIIEHUY CTETIEHU W/WJIY YaCTOThI TUapeu TIPu UC-
MOJIb30BAHUY TIperapara Ha OCHOBE TENTUIOB, eIlle
OITHO WCCTIeIOBAaHME BBISIBWIIO 00Jiee BBHICOKYIO YACTOTY
JMapeu Tpu KWCTOJIb30BAaHUM TaKOW CMECU U CIIeayIO-
1ee YeTBePTOe MCCIIEIOBAHNE HE BBISIBIIIO PA3TUUMIA.

[MockonbKy YeTkre mpenMyIiecTBa MpernapaToB Ha
OCHOBE TENTUAOB He ObUIM MOKa3aHbl B JAHHBIX WC-
CJIEOBAaHUSIX U MPUHUMAsI BO BHUMaHUe 00Jjiee BhICO-
KYI0O CTOMMOCTb, MBI CJEJIajii BBIBOJ, YTO UCTIOJIb30-
BaHUE CMecCeil Ha OCHOBE MEMNTUIOB PEKOMEHIOBATh
He caenyet (C).

6. Korma y 0O0JIbHbIX B KPHTHYECKOM COCTOSIHUH
JIOJDKHBI MCTIOJIb30BATHCS MPOKHHETHKU?

Paccmompems gonpoc 06 ucnoav308aHuu MemoKAon -
Pamuoa uau IpUmpomMuyuHa y 601bHbIX ¢ HeNnepeHoCUMO-
CMbl0 SHMEPAAbHOR0 NUMAaHUs (Hanpumep, ¢ OOALUUM
pe3udyarvHuim xceayoounsvim odvsemom) (C).

OHTEPAJIbLHOE ITUTAHUE B COITOCTABIJIE-
HWUN C IMTAPEHTEPAJIBHBIM ITUTAHUEM

7. Cnenyer jm ornasath npeanoyrenue DI mepex ITH?
bBoavrble, numanue KOMOPbIX MONCHO OCYUECMBAIMb
IHMepanbHuim nymem, doadxcuol noayyams 311 (C).

8. IIpu kakux ycaoBusax III1 nomkHo ObITh Ha3HA-
YeHO JONOJHUTEIbHO K DII?

Y 6oavnbix ¢ coxpanennoii nepenocumocmoro A1 u 'y
KOMOpbIX NpU RUMAHUU MO2YM ObiMb OOCMUSHYMbL OPUEH-
muposouHbie yeaeeble 3HaUeHUs1, credyem uzdeeams 0onoa-
HUMeNbHO2O HA3HAYEHUs NapeHmepaibHoco numarus (A).

BoavHvim, Komopbele He Moecym noAYMUMb HUMAHUE 8
doCmamouHoM Koauuecmee SHMeEpPAsbHbiM Nymem, O
nokpoimus Odepuyuma cnaedyem OONOAHUMENbHO HA3HA-
uumo napenmeparvioe numarue (C). boavHvim ¢ Hene-
perocumocmoio DI moxcem 6Gvbimv npeonoxcenHo miuya-

MeAbHO CHAAHUPOBAHHOE NAPeHMeEPAabHOe NUMAHUE 8
Koauuecmee pasHuiM, HO He NpesblulaiowuM UHOUBUOY-
anvHvie nompebHOCMU NAUUEHMA 6 NUMAMEAbHbIX CO-
edunenusx (C). Hcnoavzosanue numamenvHuix éeujecme
8 Upe3MEepHOM Koauuecmee caedyem UCKAIOYUMD.

9. Caeayer i OCYHIECTBJISATh MUTAHUE CHPOBOIMPO-
BAHHBIX 00JIbHBIX (T.€. C HEIOCTATKOM IMUTAHUS, XPOHH-
YecKUM 3a00JIeBaHHEM, COMPOBOXKIAIOMMMCA KaTado-
JIN3MOM) MHBIM MyTem?

boavrbie ¢ evipascennvim Hedocmamkom nUMaHus
doaxcuor noayuams ST ob6semom do 25-30 kkan/ke mac-
cot mena/cym. Ecau we yoaemcs docmueHymv OGHHbIX
Uenesbix 3HaYeHul, Heooxo0UMO OONOAHUMENbHO UCHOAb-
306amv napenmepanvioe numarue (C).

10. VimeroT Jm mpenapatsl ¢ (hopMyJI0ii, OKa3bIBAIO-
meid BIMAHAME HA WMMYHATET (00OTamIeHHbIA APTUHM-
HOM, HYKJICOTHIAMH M -3 JKHPHbIMH KHCJIOTAMH), Tpe-
HMYLIECTBA Mepel CTAHIAPTHHIME NPeNnapaTaMu sl dH-
TepPaIbHOTO MATAHUS Y KAKOW-J100 rpynmbl GOJbHBIX B
KPUTHYECKOM COCTOSIHMH?

10.1. Y naanoebix 604bHbIX XUpYpeuuecko2o npopuis
¢ namoaoeuel Ha 6epxHem IMaice HceAyOOUHO-Kumey-
Hoeo mpaxkma: da (A). Cm. pykoeoocmeo no xupypeuu

10.2. boavHble c cencucom YMepeHHOU CcmeneHu
(APACHE 1I<15) doaxcuvr noaywame DII npenapamamu,
OKA3bIBAIOWUMY GAUSIHUE HA UMMYHHYIO CUCIeMY, 8 OQHHOM
cocmaee (B). Y boavHbix ¢ cencucom msicenoli cmenenu 3a-
urcuposamev nO3UMUGHbILL pe3yibmam He yoaemcs; 6 ma-
KUX caydasx npenapam c Qopmynoll, oKa3vlearoujull 6aus-
HUe HA UMMYHHYI0 CUCMEMY, MOJICcem B8bi3bleamb HebAaeo0-
npusimublil 3¢ppexm, nosmomy He pexomeroyemcs (B).

10.3. Tpasma: lla (A). Cm. pykosodcmeo no xupypeuu.

10.4. Oxcoeu: Jlns 0icozco6bix 60AbHBIX peKoMeHOa-
Yuu OMHOCUMENbHO 000a6AeHUS w-3 JHCUPHBIX KUCAOM,
apeuHuna, eAymamuHa Ul HyKAeomuoog He Mo2ym
Obimb O0aHbl 6 653U C HEOOCMAMOUYHbIM KOAUHECBOM
dannbix. Mukpoanemenmot (Cu, Se, Zn) caedyem doba-
8umb 6 004ee B8blCOKUX, yeM cmanHdapmHuble, 003ax (A).

10.5. PIACB: boavhvie ¢ PICB doaxcnvr noayuamo
DI, oboeawennoe w-3 HCUPHBIMU KUCAOMAMU U AHMU-
oxcudaumamu (B).

10.6. BoavrHole 6 omoeneHuu UHMEHCUBHOL Mmepanul,
Haxo0auwuecs 6 O4eHb MANCeAOM COCMOSHUU, KOMOpble
He yceaugatrom 6onee 700 ma DIl/cym, He Odoadxchbl no-
Aysams npenapam, 0002AUleHHbI APSUHUHOM, HYKAeo-
mudamu u w-3 xcuproimu Kuciomamu (B).

12. Cnenyer nu aonoauats DII rmoramunom?

12.1. Tnromamun credyem dobaeasme K cmanoapm-
HoMy npenapamy 045 IHMEPAAbHO20 NUMAHUSL Y 0HC020~-
6bix OoabHbIX (A) u 60abHBIX ¢ mpaemoti (A)

12.2. Hedocmamouno OdauHbiX 68 n0o00epiucKy 006aé-
ACHUSL 2AIOMAMURA Y XUPYPeUHeCKUX O0AbHbIX Uil 004b-
HbIX 6 KPUMUHEeCKOM COCMOSHUU PA3H020 NPOGUAA.

(Ilodeomosun npogh. beases A.B.
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PYKOBOJACTBO ESPEN I10 SHTEPAJIbBHOMY ITUTAHUIO:
XUPYPTUYECKHNE BMEIIATE/IbCTBA, B TOM YUCIJIE TPAHCINVIAHTALINA

OPTAHOB

Weimann A., Braga M., Harsanyi L., Laviano A., Ljungqvist O., Soeters P., DGEM (German Society for
Nutritional Medicine) Jauch K.W., Kemen M., Hiesmayr J.M., Horbach T., Kuse E.R., Vestweber K.H.

ESPEN Guidelines on Enteral Nutrition: Surgery including Organ Transplantation // Clin. Nutr. — 2006. —

25: 224-244

KpaTkoe u3noxeHnue npuHATbIX pemienuii: OnepaTuBHbie BMEIIATEIbCTBA

Ipeamer
aHaim3a

PexomMenmannnu

CreneHb
000CHO-
BaAaHHOCTH

ITyHKT B
PEKOMEH-
JALSIX

Oo600mar-
niee

):[J'[H OOJILLILIMHCTBA OOJIbHBIX HET HEOOXOAUMOCTU B TroJIoJaHn, HaAYMHad
C B€UCpa HAaKaHYHC oIlcpalnun

A

1

st GOABIIMHCTBA OOJIBHBIX ITOCJI€ ONepalii HET HEOOXOAMMOCTU
TIPepBIBaTh MEPOPABHOE TTOCTYIUICHWE IMUTATEIBHBIX BEIIECTB

A

IToka3anusa
B mepuone-
PATHUBHOM
nepuoae

Y GOJIbHBIX C MOBBILLIEHHBIM PUCKOM, OOYCJIOBJI€HHBIM HapylleHUEM
MUTAHUsI, Tepel OOILIMPHBIM OMNEPATUBHBIM BMEILIATEILCTBOM CJIEAYeT
HCITOJIb30BaTh UCKYCCTBEHHOE MuTaHue B TedyeHue 10-14 mHelt, maxe mpu
HEOOXOIMMOCTH M3-3a 3TOI0 OTJIOXMTh OIEPaLUIo.

KoHcTaTanust mOBBIIIIEHHOTO PHCKa, O0YCIOBICHHOTO HapylICHUEM
MUTAHUsI, OCHOBBIBAETCSI HAa BBISIBJICHUM XOTsI Obl OJHOIO M3 CJIEAYIOLIMX
KPUTEPUEB:

- TIOTEPS HA MPOTSKEHMU MOCIEIHUX 6 MecsaieB Maccel teaa > 10-15%,
- UHAEKC Macchl Tena < 18,5 kr/m?,

- creneHb C, BBIIBIsIeMas Ipy aHaiau3e 1o mkajae CyObeKTUBHOTO
Oo6mero CocrossHust (Subjective Global Assessment),

- KOHIIEHTpanus aab0yMrHa B ChIBOpOoTKe KpoBu < 30 1/1 (IIpM OTCYT-
CTBMM JAHHBIX 3a HapylleHue QYHKLIUU NEeYeHU U MOYEK)

4.1

4.1

CieayeT HeMeIJIEHHO HavYaTh MCKYCCTBEHHOE IMUTaHue (110 BO3MOXHOCTHU
SHTEPATbHBLIM ITYTEM):

- IIpYA JOMYLICHUM, YTO B IIEPUOIIEPATUBHOM MEPHOJIC MALUCHT HE
cnocobeH OyaeT MpMHUMATh NUILy Oojiee 7 AHEH, maxe MPU OTCYTCTBUU
SIBHBIX IPU3HAKOB HEIOCTaTKa IMTAHUS,

- y MauMeHTOB, KoTophie Oosee 10 gHEi HEe CMOTYT MepapoabHO
MIPUHUMATh U1y B 00beMe 6osiee 60% OT peKOMEHIOBAaHHOW HOPMbI
MOCTYIUICHUSI SHEPIUu

CieyeT pacCMOTpPETh BOIIPOC O KOMOMHAIIMK 3HTEPAIbHOIO MMUTAHUS C
MapeHTepaJlbHbIM, KOT/Ia €CTh ITOKa3aHUs ISl MUCKYCCTBEHHOTO MUTaHMUSI,
a MOTPEOHOCTh B HEPTUU TOJIBKO SHTEPaJIbHBIM ITyTeM obecrieuyeHa ObITh
He MoxeT (<60% ot oblLei MOTPeOHOCTU B SHEPTUH)

IIpoTuso-
NOKA3aHUsA

CJTCI[YCT oTaaTb MpEANIOYTCHUE SHTECPAIbHOMY IMUTAHUIO, 34 UCKIIIOYCHUEM
CJICayrommx HpOTHBOHOKaSaHHﬁZ KHIICYHasd HCIIPOXOAUMOCTD, TSDKEBIA
IIOK, MIIEMUA KUINCYHUKA
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IIpenmeTt
aHayM3a

PexoMennmanun

CrerneHb
000CHO-
BaHHOCTH

ITyHKT B
PEKOMEH-
JALIASIX

Peamizanus
B TIpefoIie-
PallMOHHOM
nepyose

[ManpeHToB, y KOTOPBIX MOTPEOHOCTh B 3HEPTUM HE MOKPHIBAETCS 3a CUET
OOBIYHOTO MUTAHUS, B MPEAOIEPALIMOHHOM TIepUOIE CIeayeT MOTUBUPOBATh
K JOTOJHUTEIEHOMY TIEPOPaIbHOMY IPHUEMY MPENapaToB ISl UCKYCCT-
BEHHOTO MUTAHUS

C

4.1

.HY'{LHC BCETO NpEAonEpaliMOHHOC SHTEPATbHOC IMUTAHWE MUCITIOJIb30BaTh
CIIC 10 rocrurainu3alvn

4.1

ToToBsAIIMEcS K ONEPATUBHOMY BMEIIATELCTBY MAIMEHTEI, ¥ KOTOPHIX
He BBISBIISETCS KOHKPETHOTO (DaKTOpa prCKa aCTMpPALK XKEJIYIOIHOTO
COIEPKMUMOTO, MOTYT TIPOJOJIKATE ITUTh MPO3PAYHYIO KUIKOCTE BIUIOThH
0 2 4 10 Havaja Hapko3a. TBepayio MUY pa3peliaercs MpUHUMATh
10 6 4 10 HapKo3a.

Y GonbiMHCTBA OOJIBHBIX, TOTOBSAIIMXCS K OTEpalivy, B TIPEAOTIepaIlioOH-
HOM mepuofie (Tiepe]] CHOM HaKaHyHEe Omepalvy W 3a 2 4 10 OoTepalun)
CJIeZlyeT UCIOJIb30BaTh HArPy30UHYIO 03y YIJIEBOIOB

B MOCJIEOTIEA
PALIMOHHOM
IepUOJIe

B panHeMm mepuofe Iocie OImepaTMBHOIO BMEIIATEILCTBA HA OpraHax
KEJTyIOYHO-KUIIIEYHOTO TpaKTa ClIeAyeT HadyaTh OOBIYHOE MMUTAHHUE WJIN
SHTEPAILHOE MMUTAHKE

4.2.1

YV GoNBIIMHCTBA MALMEHTOB, MEPEHECIINX PE3EKIIUI0 TOJICTOrO KMIIIEYHMKA,
B TEUCHNE HECKOJbKHUX YaCOB IOCJE OINepalry MOTYT OBbITh HayaThbl
nepopabHble MOCTYIUICHUSI, B TOM YMCJIEe ITPO3pavyHOi XUAKOCTU

Tem He MECHEC, CIEAYET YUYCCTb MHANBUAYAJIbHYIO TIEPEHOCUMOCTD
IIEpOopaIbHbIX HOCTyrUIeHHfI " XapaKTEP BLIMMOJIHCHHOI'O OIEPaTUBHOIO
BMEIIATCIbCTBA

B cnyyae HEBO3MOXHOCTM Hayajia paHHEro MepopajibHOrO MUTAHUS,
CJIeyeT UCIOJb30BaTh 30HA0BOE MUTAHWE, OCOOCHHO Y IMaIlMEeHTOB:

- MEepeHeCIIMX KPYIMHbIE ONepallii Ha ToJIoBEe W 1ee WKW ONepaluu Io
MOBOJYy OITyXOJIE OPTaHOB XKeJTYyIOYHO-KHUIIIEYHOTO TPaKTa,

- C TSXKEJIOM TpaBMOW,

- C YETKMMU MPOSBICHUSIMU HEAOCTaTKa MUTAaHWS HAa MOMEHT BBIIOJ-
HEHUS OMEPATUBHOTO BMEIIaTEIbCTBA

- ¢ HeamekBaTHBIM (<60%) TiepopabHBIM MOCTYIICHUEM IOJIbIIE

10 mocnenywomux aHei

> >

4.2.2

4.2.2

4.2.2
4.2.2

4.2.2

[Mpy HaMMUMK TTOKA3aHUI CIeayeT HauyaTh 30HAOBOE IUTAHME B TCUCHUE
24 4 110CIIe OTEpa

>

42.1,4.24

30HOOBOE MMUTAHME CJICAyeT HAa4aTh ¢ MaJOK cKopocTHu (Harp., 10 —
MakcumyM 20 Mi1/4ac) B CBSI3U CO CHIDKCHHOM MEepEeHOCHMOCTHIO
MUTaHUST KAIIEYHUKOM

424

HocTikeHne HeoOXOAMMOTro YPOBHSI TOCTYIUICHMS TTUTATeIbHBIX BEILECTB
MOXET 3aHSITh MHTEPBaJI BpeMEHM S5-7 THE, 4TO He paccMaTpUBaeTCs KakK
¢akrop, BemylIuii K OCIOXKHEHUSIM

424

Ha TPOTAXKCHHUUN HAXOXIACHUA B CTalMOHApPE CICAYET IMOCTOAHHO IIPO-
BOAUTH OLICHKY COCTOAHMA IMUTAHWA MallUCHTA, IIpU HGO6XOI[I/IMOCTI/I, y
IMalMEHTOB, KOTOPLIC ITOJYy4YaI MCKYCCTBEHHOC IMUTAHUE B IIE€PpUOIICpA-
TUBHOM II€EPpUOAC, CICAYET NMPOAOJILKUTbL UCKYCCTBEHHOEC IMUTAHUEC ITOCJIC
BBIITMCKU M3 CTallMOHapa

Tun
30HI0BOTO
MUTAHUA

YV Bcex KaHAMIATOB AJISl 30HIA0BOTO IIUTaHUA, KOTOPbIM BbITTOJIHACTCA
061HI/IpHoe OInepaTuBHOC BMCIIATCJILCTBO, CJACAYECT 0o0ecneynTh
TOHKOMI'OJIbHYIO KaTCTCPHYIO CIOHOCTOMUIO WJIN Ha30€I0HAJIbHBIN 30H]

4.2.4
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IIpenmeT
aHanM3a

PexoMeHnmanumn

CreneHb
000CHO-
BAaHHOCTU

ITyHKT B
PEKOMEH-
JALIHASIX

B toMm ciIydyac, Korga HajJOXXE€H aHaCTOMO3 IMPOKCUMaJIbHOIo OTACJIa
XKEITYOJOUYHO-KUIICYHOTO TpaKTa, SHTCPAJIbHOC INMUTAaHUE CICAYET obecrie-
YUBATh Yepe3 30H, YCTAHOBJIEHHBIN IUCTAJIbHEE aHACTOMO3a

B

4.2.1

[Ipy HeOOXOMUMOCTH [UIMTEIBHOIO 30HIOBOrO NMUTaHUs (> 4 Hemenb),
HaImpuMep, TIPY TSKEION YepertHO-MO3rOBOI TpaBMe, ClieAyeT pac-
CMOTpPETh BOIPOC 00 MCITOJIB30BAHUU YPECKOKHOIO 3HIOCKOMUYECKOTO
30HOa (HampHuMep, YPECKOXKHAsT 3HIOCKOMUYECKAsT FraCTPOCTOMMS)

424

Tun
topmyibt
npenapara

}:[J'IH OOJIBLIMHCTBA MALMEHTOB aJeKBAaTHBIM SIBJISIETCS npernapar
Ha OCHOBE LIeJIbHOTO OejiKa

423

B mepuonepaTuBHOM mieprojie HE3AaBUCUMO OT PUCKa, OOYCIOBICHHOTO
HapyllIeHUEeM TUTAaHUs, Y CICAYIOIINX KAaTeTOPUi MAIMeHTOB JIydllie
WCTIONIb30BaTh DHTEPATLHOE TTUTAHUE, CONEPXKAIIEe UMMYHOMOIYJISITOPBI
(apruHMH, w-3 XUPHBIC KUCIOTHI, HYKJICOTHIBI):

- TOABEPTAIOIINXCSI OOIIMPHBIM OMEPATUBHBIM BMEIIATEIHCTBAM

Ha opraHax B 0o0JacTW 1€ (JIApMHTIKTOMUS, (DapUHTIKTOMMUSI)

- TOABEPTAIOIINXCSI KPYITHBIM OIEPATUBHBIM BMENIATEIbCTBAM T1O TTOBOMY
OHKOJIOTMYECKUX 3a00JIeBAHU OPTraHOB OPIOIIHON TonocTu (330¢daro-
9KTOMUSI, TACTPIKTOMMSI, MTAHKPEATOAYOACHOIKTOMMUST),

- TIOCJIE TSKEJIOW TPaBMbI

423

ITo BO3MOXHOCTH, JaHHBIE TTpenapaTbl HEOOXOIMMO HayaTh UCITOJIb30BATh
3a 5-7 gHel g0 omnepaluy M MPOAOJIKUTH B TedeHUe 5-7 JHEW 1mocie
HEOCJIOKHEHHOTO OITePaTUBHOIO BMEIATEIbCTBA

423

Kpatkoe u3jioKeHue NpUHATHIX penieHuii: TpancniaaHTanus opraHoB

IMpenmeT
aHaImn3a

Pexomennmarimm

CremneHb
000CHO-
BaHHOCTH

ITyHKT B
PEKOMEH-
JALIASIX

ITokasanue

Ilepen
TpaHCIUIaH-
Taluen

Heﬂ,OCTaTOK IIMTaHUA ABJIACTCA BaKHBIM (I)aKTOpOM, OKa3blBaloluM
BJIMAHUEC HA UCXOJ ITOCJIC TpaHCIUIaHTallUuH. HO3TOMy SHAaYUMbIM
ABJIACTCA ONITUMM3ALUA COCTOAHUSA IMUTAaHUA

C

HpI/I HEOOCTAaTKE NMUTaHUA CICAYET NOMOJHUTCIBbHO IEPOPATIbHO MCITOJb-
30BaThb Mnpemnaparbl AJsd MCKYCCTBEHHOTO MUTAHUA MW OaXE 30HI0BOEC
IIUTaHUE

an/I MOHUTOPHMHTEC IMAaIMCHTOB, HAXOAAIIMXCA B CIIMCKE OYCPCIM,
OXMIAIOIINX TpaHCIUIaHTaluI0, CICAYCT PETYJIAPHO ITPOBOANTL OLICHKY
COCTOAHMA IMUTAaHUA IMaoMCHTA

PexoMeHpanmu aist XKUBBIX JOHOPOB N PCHUIIMCHTOB HC OTINYAIOTCA OT
TAaKOBbIX JIA 60J'II)HI)IX, KOTOPBIM BBIITOJIHAIOTCA 06H_II/IpHI)Ie OIICPATUBHLIC
BMCIIATCJILCTBA

Ilocie
TpaHCIJIaH-
Taluu

B panHeMm mepuoze 1mocie TpaHCIUIAHTALIMU Cepilia, JIETKUX, ITeYeHH,
IMOKEIYIOYHOM XKeJIe3bl, II0YeK CIeAyeT HayaTh OOBIYHOE IMUTAHUE WU
SHTEPAIbHOE ITUTAHHUE

IMocTyrneHue MUTaTeNbHBIX BEIIECTB MOXET ObITh HaYyaTO B paHHEM Iie-
proe Maxe Mocje TpaHCIIaHTalluu TOHKOIO KMIIEYHHUKA, HO pacIlIupe-
HHUE MMUTAHUSI JOJDKHO OCYIIECTBISTHCS OYEHBb OCTOPOKHO

s Bcex MallMEeHTOB, MEePEeHECIINX TPpaHCIUIaHTAlMI0, HeOOX0IuM
JUTATEIbHBIT MOHUTOPUHT COCTOSIHUS MMUTAaHUSI U obecriedeHue
KOHCYJIbTAIIUI TI0 BOIIpocaM IMUTAHUS
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1. HeoOxoaum Jii roJiox mepes onepaimeii?

s 6oavumuncmea O0AbHbIX Hem HeobXooumocmu 6
20100aHUlU, HAYUHAA C 6eHepa HakaHyHe onepayuu. lo-
moesawuecs Kk onepamugHoMy 6Meulamenbcmey nayueH-
mbl, y KOMOPbIX He BbiA6AAeMC s KOHKDEeMH020 (paKkmopa
PUCKA achupauyuu 4ceayo0ouHo20 co0epiucuMo20, Mo2ym
npodoadcams RUMb NPO3PAUHYIO HCUOKOCMb 6NAOMb 00
2 ¥ 0o Hauana Hapko3a. Teepdyrw nuwy paspewiaemcs
npunumams 0o 6 u do Hapkosa (A).

KommenTapuii: OTCYTCTBYIOT JaHHbIE, YTO Yy Tall-
€HTOB, KOTOPBIM AAIOT KUIKOCTh 3a 2-3 4 10 orepa-
TUBHOIO BMeIIATeJIbCTBA, MMEET MECTO KaKOoi-Iubo
MOBBIIIEHHBI PUCK acIUpaluu/perypruTaliu B
CPaBHCHUU C TEMH, KOTOpHIC BO3ICPKUBAIOTCS OT
npueMa MUY Ha TPOTSKEHUU TPAAULIMOHHOTO MH-
TepBajia BpeMeHU 12 4 (M1 B HEKOTOPBIX Cyvyasix Ja-
K€ HOJIbIIIe), TaK KaK B OOJIBILIMHCTBE CJIy4yaeB >XKMII-
KOCTb OBICTpO mokumaer xenaynok (Ia). MHorue Ha-
LIMOHAJIbHbIE acCOllMallMd aHEeCTe3MOJIOTOB BHEC/U
U3MEHEHUs] B PYKOBOJCTBO, YTO KacaeTcsl roJIogaHMsI
nepen onepaiuei (III), u B HacTosiiee BpeMsl peKo-
MEHAYIOT, YTO MAlMEHThl MpPHU TUIAHOBBIX OMNEPaTUB-
HBIX BMEIIATEIbCTBAX MOIYT IUTh MPO3PAUYHYIO XKUI-
KOCTb BILIOTH A0 2 YacCOB 10 HApKo3a (npum. nepegoo.:
B PYKOBOJCTBE MCITOJIb3YETCSl MOHSATHE <«IIPO3payHasi
KUIKOCTh», HO CaM TEPMUH He pacilirppOBLIBACTCSI;
yallle BCEro HCHOJIL3YETCS CICAYIOIIUNA KPUTEPUA
«IIPO3PavYHOil XUAKOCTU» — CIIOCOOHOCTb IIPOYMTATh
TEKCT, PACIIOJIOXEHHBIM 3a IPO3pauyHbIM CTaKaHOM,
colepKallluM XUIKOCTb; MOJIOKO, COKM, B3BECH IIpe-
napaToB (B T.4. aHTALUMIOB) U T.1. C TO3ULIUI Mpeao-
MepalMOHHOTIO IOJOAaHUS HE OTHOCSTCS K «IIpo3pay-
HBIM XXMIKOCTSIM»). MCKIlo4eHusIMU U3 3TOMl peKo-
MEHIALMU SIBJISIOTCS MallMeHThl C «<KOHKPETHBIM (ha-
KTOPOM pPHUCKa», TOTOBSIIMECS K YPIEHTHOM oIlepa-
LIUU, TIPY U3BECTHOM 3aMeIJICHUM OMOPOXHEHMS Ke-
Jyaka Jioooii atuonoruu (Ia). C MoMeHTa BHEAPEHUS
JaHHBIX MPaBUJI He ObUIO COOOIIEHUI O CYILIECTBEH-
HOM YBEJUYEHUU YACTOThI acMpallii, peryprutraiuu
M CBSI3aHHBIMM C 3TUM OCJIOXHEHMSIMU U CMEPTHO-
CThIO.

2. Hecer M mojb3y NOArOTOBKA META00M3Ma Y
IUIAHOBBIX OOJIbHBIX XHPYPra4ecKoro mpoduisi npume-
HEHHEM Tepanuu yriieBonamu?

Bmecmo eonodanus na npomsiceHuu Ho4u 045 001b-
WUHCmMea O0AbHBIX, 20MOBAWUXCS K Onepayull, 6 npedo-
nepayuonHom nepuode (neped cHOM HAKAHYHe Onepayuu
u 3a 2 4 do onepayuu) peKkomeHOyemcs Haepy304Has 00-
3a yene600os.

Kommenrapuii: [Ipuem HanmuTKa U3 yIiaeBOAOB 00b-
emoM 800 Ma Ha Houb mepen cHoM M 400 mu1 mepen
orepalueil He yBeJIMYMBAEeT PUCK acIMpalUu.

Y OoNbHBIX C TATOJOTMEil TIPSIMOl U TOJICTOM
KMIIKU, 3aMellleHMEeM Ta300eIpeHHOro cycTaBa ObLIO
MOKa3aHo, YTO MpUeM TUIoocMossipHoro 12,5% yrie-
BOJHOIO HAaIlUTKa YMEHbIIAeT Pe3UCTEHTHOCTh K MH-

cyauny (Ib) 1 cmocoOCTBYET COXpaHEHUIO B MPEXXKHEM
COCTOSIHMM CKeJeTHoi Mmyckyaatypel (Ib). Cuna
MBIIIII YIydllajdach B TeueHUe 1 Mecslia Iociie ore-
pauuu (Ib). Takxke mpuBeneHBI AaHHBIC, YTO IIEPO-
paJbHBI IIpUEM YIJIEBOAOB YJIyYlllaeT CaMOYYBCTBHE
nepen oneparueit (Ib).

B nByX McciaenoBaHUsX AaH aHAIW3 BIUSIHUS IIPU-
€Ma HaIluTKa M3 YIJIEBOJAOB IIepel OIepalueil Ha
TOLIHOTY M PBOTY IIOCJIE OIlepallu y OOJIbHBIX, Iepe-
HOCSIIUX JalapOCKOIMMUYECKYIO X0JIeUCTIKTOMMIO. B
OIHOM MCCJICHOBAaHUM IIPU UCIIOJIb30BaHMM HAIUTKa
B CPaBHEHUM C TOJIOJAHMEM BBISIBIEHO YMEHbIICHUE
YaCTOThI TOIIHOTHI Y PBOTHI IIOCJIE OIEpalliu, TOrda
KaK HU OIHO UCCJIIOBaHUE HE CMOIVIO BBHISIBUThH YET-
KOIO pasiuyusi MeXIy TpyIIoi IpueMa HaluTKa 1
rpymmoii miane6o (Ib).

B uccnenoBaHUM OOILIMPHBIX OIlepalUii Ha Bepx-
HEM 3Taxe OpPIOIIHOM ITOJOCTA He ObUIO 3aperucTpH-
POBAaHO BIMSIHUSI JAHHOTO TEPAIeBTUYECKOIO MOIXO-
Jla Ha 4acCTOTY OCJIOXHEHUU M IJIMUTEIbHOCTh HAXOX-
JICHMS B CTallMOHApPE: IJIsI JAHHOM T'PYIIIbI MAlliEHTOB
HeoOXoIUMBbI najbHelie uccieaoBanus (Ib).

3. B nesoM, He00X0aUM JI NIepepbIB B MEPOPATbHBIX
NOCTYIUIEHHSIX TOCJIe onepanuu?

B yeaom, nocae onepayuu Hem Heobxooumocmu npe-
pbleamsb nepopanvhvie nocmynienus (A). Tem He menee,
cnedyem yyecms UHOUBUOYANBHYIO HEPEHOCUMOCIb Nepo-
PanbHO20 NOCMYNACHUS U XAPAKmep blNOAHEHHO20 One-
pamuerozo emeuwiamenscmea (C).

Y 6orvwuncmea nayuenmos, nepeHecuux pe3eKyuio
MOACMOe0 KUWEHHUKA, 6 MeYeHUe HEeCKOAbKUX 4acos
nociae onepayuu moeym Obimy HAYAMbL NEPOPALbHbIE NO-
CMynaeHust, @ mom 4ucie npo3pavHoll ICUOKOCmu.

Kommenrapuii: B OosbIIMHCTBE cllyyaeB IIepo-
pajbHOE MUTaHUe (OOBIYHAS MUIA U/WIKM Tepopasb-
HOE MCKYCCTBEHHOE IMMHUTaHHE) MOXHO HayaTb Cpasy
rnocJje orepauui, TMTOCKOJbKY He ObLI JOKa3aH Oiaro-
MPUSITHBINA 3PEPEKT HU JEKOMIIPECCUM TTUILIECBOI-XKEe-
JIyaKa, HU OTCPOUYCHHOTO SHTEPAIbHOIO MOCTYILICHUS
JUUIs1 OOJIBHBIX TIOC/IE XOJEIIMCTAKTOMMU WIN PE3CKIIUU
ToJicTOl U mpsaMoit kuiuku (Ib), ocobeHHO B ciydasx
ucroiab3oBaHus npotokoyna ERAS (npum. nepegod.: ot
aHrJ. enhanced recovery of patients after surgery - yc-
KOPEHHOE BOCCTaHOBJIEHHE MALlMEHTOB IOCJE OIepa-
LIMU; Y3JIOBBIMU ITYHKTAaMM IIPOTOKOJIA SIBJISIIOTCSI MC-
KJII0OYEHHUE UITUTEIBLHOIO IPEAONepPallMOHHOTO TOJIO-
JIaHUsI, KaK MOXHO 0oJjiee paHee BOCCTaHOBJICHHUE TIe-
POpPAIbLHOTO MUTAaHUS B IOCIEOIEePAllMOHHOM MEPHO-
Iie, UHTeTpalus MUTaHWS B OOILIWIA IUIaH TepaIruy Ia-
LIMEHTa, KOHTPOJb COCTOSIHMSI MeTabOoaM3Ma, HaIpu-
Mep, KOHLIeHTpauuu caxapa KpoBu). Ho cutyanus
OCTaEeTCS B MEHBILIEN CTETIEHU ICHOW MPUMEHUTEIBLHO
K OTHOCHUTEJIbHO OOIIIMPHBIM OMEpalusiM Ha BEpXHEM
3Taxke OpIOLIHON MoyiocTu. PaHHMIT pueM OOBIYHOI
MUIIM WA SHTEPaJIbHOTO MUTaHUs, BKJIIOYAsl IIPO-
3payHbIC XXUIKOCTU, Ha MEPBbIA WX BTOPOU ACHb I10O-
cjie omepalyy He BBI3bIBAJ HApYLICHUS 3a’KUBJICHMS
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aHACTOMO30B B TOJICTOM KUIIKE WJIM IIPSIMOIl KHUILKE
(Ib, Ia). IlepopanbHbie MOCTYIUIEHUSI B paHHEM I1OC-
JIEOIEpalliOHHOM MEePHOAE daXe JIydlle TePeHOCITCS
IOCJIe JIaNapOCKOIMMYECKOM PEe3eKIIUU TOJICTOTO KH-
IIEYHUKA B CPaBHEHWU C TPAIUIIMOHHBIMU <«OTKPBI-
THIMI» OIlepallMsIMK B CBSI3U ¢ OoJiee paHHUM BOCCTa-
HOBJICHHEM TIEPUCTAIIBTUKA U KUIIEYHUKA IIPU HC-
MoJIb30BaHUM JaHHOI Metoauku onepauuu (Ib, I1a).
Ho He ObUIM BBISIBICHBI Pa3IMYMS MEXIY JIAIIapOCKO-
MUYECKUMU M TPATULIMOHHBIMU OTKPBITHIMU OIIepa-
MMM Ha TOJICTOM KMIIKE MPH TOJHOM BHEAPESHUU
npotokoyia ERAS (Ib).

KonnuecTBO MCXOMHBIX IEPOPAIbHBIX MOCTYILIC-
HUI NOJDKHBI ObITh MHAMBUAYAJIM3UPOBAHBI IPHUME-
HUTEJIbHO K COCTOSSHMIO (DYHKIHUM XETYIOYHO-KU-
IIEYHOTO TpaKTa M MHAVBUIAYAIbHON MEPEHOCUMOCTHU
(Ia, Ib, IIa, IIb).

4.2. DHTepajibHOE NMUTAHUE TOCJIE ONEPAIMH.

4.2.1. Hecer im OnarompusaTHblii 3(GekT npuem
OObIYHOI NMUIM WM JHTEPAJIbHOE NMUTAHME B PAHHEM
nepuone (<24 4) mocje omepandd HA OpPraHax KeJy-
JI0YHO-KHIIIEYHOT0 TPaKTa?

Ilocae onepayuii Ha opeanax xceayOdoUHO-KUIUEHHOZO0
mpakma pexomeHdyemcs pamHee HAYAA0 Npuema o0biy-
HOU nuwu uau dHmepanrvHoeo numarnus (A). Ilpu Hano-
JICEHHOM AHACMOMO3€e HA NPOKCUMANbHOM omoene Jceny-
00YHO-KUWEYHO20 MPAKMA IHMepPaibHoe NUmaHue mo-
Jcem Obimb obecneyeHo uepe3 30HO, KOHely KOMOpPO2o
pacnonodcer oucmanvHee anacmomo3a (B).

4.2.2. Y Kakux NAIMEHTOB MOXKET ObITh MOJy4eH
0JAroNpUATHDLIA Pe3yJbTAT NMPH PaHHEM Hayaje B MOC-
JIeonepaluoOHHOM TepHoie 30HI0BOTO MUTAHUS?

Pannee 30n0060e numanue (Ha npomsiceHuu 24 u)
NOKA3aHO NAyueHmam, y KOmopwix He Modcem Obimsy HA-
Yamo paHHee NepPopaNbHOe NUMAHUe, 0COOeHHO Y caedy-
rouwux Kameeoputi 601bHbIX:

- nepeHecuiux OOUWUPHbIE ONEPAYUU HA 20408€ U ulee
UNU OPeaHAX HCeay0OHHO-KUUEUHO20 MPAKMAa No Nogo-
0y oHKon0euveckux 3abonesanuii (A),

- nocae msaxcenou mpaemol (A),

- C YemKUM NPOSAeHUAMU HedoCmamKa NUMAHUs Ha
MOMEHM @bINOAHEHUS] ONePamueHoeo emeulamenscmea (A),

- ¢ Headexgamuwvim (<60%) nepopanvHvim nocmynie-
Huem doavuie 10 nocaedyrouwux oweil.

KommenTapwmii: ¥ maiueHToB ¢ OOLIMPHBIM OIlepa-
TUBHBIM BMEIIATEJILCTBOM Ha TOJIOBE U IlIee, a TaKXKe
OIepUpPYEMBIX 10 IMOBOAY OITYXOJIei OPIOLIHOM I0JI0-
cTu (pe3eKUusl TOPTaHU, IJIOTKU WY IUIIeBoAa, Ira-
CTPIKTOMMS, YaCTUYHasl IMaHKPEeaToIyOJeHO3KTO-
MUS), 4acTO pa3BUBaeTCs Ae(ULUT MUTAHUS IO BME-
1IaTeJbCTBA. DTU XK€ MalMEHThl 00J1agal0T MOBBIILICH-
HBIM PUCKOM Pa3BUTUSI CENTUUYECKUX OCIOXHEHUI. B
MOoCJIeoNePalMIOHHOM IepHOe IepOpaIbHbIC IMOCTYII-
JICHUSI 3a4acTylo 3aep>KUBAIOTCS B CBSI3U C OTEKOM,
AHATOMUYECKUMMU MPENATCTBUSIMU, HapylleHUeM
OITOPOXKHEHUSI XeJydKa WIM C 1LIeJbl0 IpeaoTBpallie-
HUSI HaTSDKEHUS aHAacTOMO3a, 3aTPYIHSIST TMOKPBITHE
MOTPEOHOCTU B INMTaHMU. MCKYCCTBEHHOE ITMTaHME
YMEHBIIIAET KOJMYECTBO OCJIOXHEHHUM: IIOJHOE Ma-
PEeHTepaJIbHOrO IMUTaHME, DJHTepajbHOE MUTaHUE,
npemnapaTtbl, MOAYJIUPYIOIIME HMMYHHYIO CHUCTEMY,
obOsagaT 3alUMTHEIM 3ddexTom (1Ib).

IMauueHTsl ¢ TpaBMOR C MCXOOHO HOPMaJIbHBIM
COCTOSIHUEM THUTaHUs 00JIaJaloT MOBBIIIEHHBIM PHC-
KOM Pa3BUTHUS CENTUYECKUX OCJIOXHEHUI U IIOJIMOP-
TaHHOM HEIOCTaTOYHOCTU. DBBLIO KOHCTaTUPOBAHO,
YTO paHHEE dHTEpaJbHOE NMUTAHWE YMEHbBIIAeT BEpo-
SITHOCTh MH(MEKIMOHHBIX ocnoxHeHuit (Ia, Ib); BbI-
JIBUHYTO IIPEANOJIOXEHUEe, YTO IPU €ro Havajle B Te-
yeHUe 24 4 OHO yMEHBIIIaeT YacTOTy MOJIMOpPraHHOMI
HenoctatroyHocTu (Ib).

4.2.3. IIpenapaTt Kakoii (popMy.ibl HCHOJIb30BATH?
s b6oavuiuncmea nauueHmos aoeKéamuviM s6.15-
emcs npenapam Ha ocHoee ueavHoeo oeaka (C).

Ocobo, umo Kacaemcss NAUUEHMO8 ¢ OMYeMmAUBbiM
BbIPANCCHHBIM PUCKOM, CEA3AHHBIM ¢ HeJOCMAmKOM HU-
Mauus npu OOWUPHBIX ONEPAYUSIX NO NOBOOY OHKOAOU-
yeckux 3abo0ne6anuli opeanos 6 obaacmu uieu (1apuHes-
Kmomusi, gapunesxmomus) u oprowHolu nosocmu (330-
hacskmomusi, eacmpaKmomus, NAHKPeamoodyo0eHOIK -
momus), a makice nocie msaxceaol mpaemol. Ilozumueg-
Hbll Ahghekm Y HUX MOJNCHO NOAYMUMb OM UCHOAb308A-
HUSL npenapamog Ha OCHOge @OpMYabl, OKA3bIEArUwel
GAUSHUE HA UMMYHHYIO cucmemy (0602aujeHHble apeuHu-
HOM, oMe2a-3-JICUPHbIMU KUCAOMAaMU U HYKAeomuoamu)
(A). Ilo 6o3moxcHocmu ucnonv3oeauue O0aHHbIX 0002a-
WEeHHbIX NPenapamos ciedyem Ha4amo neped onepayuei
(A) u npodosxncums 6 meuenue 5-7 OHell 6 nocieonepa-
YUOHHOM nepuode nocae HeocaodcHerHou onepayuu (C).

(Iloozomosun npogh. beases A.B.)
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Kpatkoe usnoxenue npunHaTbix pemenuii: Hexupypruyeckass oHKOJIOrHS

[Ipenmer | PexoMeHpauuu Crenenb | [lyHKT B
aHan3a 00OCHO- | peKOMEH-
BaHHOCTH |  JalusIX

0O0600maro- | ¥ 60bHBIX ¢ OHKOJIOTUYECKMMHM 3a00JIEBAaHUSIMU CJIEIYET YacTO JaBaTh C 1.1
mee OLIEHKY COCTOSTHUIO TMTAHUSI C He3aMeUINTEbHBIM HauyajJoM Jie4eOHOTO
MUTAHUS B CJIyyae BBISIBICHUS Neduinra

OTCYTCTBYIOT 3aCIy>KMBAIOILIETO MTOBEpUSI JaHHBIC, CBUACTECIHCTBYIOIINE C 4.1
0 KaKOM-JIN0O BIMSHHMHU DHTEPATHHOIO MUTAHUS Ha POCT OITYXOJIH.
[TosToMy mOmOOHBIC TEOPETUUCCKUE PACCYKICHUSI HE MODKHBI BIUSITH
Ha TIPUHATHE PEIICHUS B OTHOIICHUN OOECIICYCHUS IMMTAaHUS OHKOJIO-
TMYECKOTo OOJIBHOIrO

IToka3anue

OO1ue CrnenyeT HayaTh JieueOHOE MUTAHUE, €CIAM HEOOCTATOK MUTAHUS YKe C 2.2
MMeeT MeCTO, WIHN MpeariojaraeTcs, 4ro MaiyeHT OyaeT He CIIoCO0eH
MNPUHUMATh MUY HA MPOTSLKEHUU > 7 OHEN

Crnenmyetr HayaTh JieueOHOE MUTaHUE, €CIU TJIAaHUPYETCS MpUeM TUIIU C 2.2
B HeajieKBaTHOM KoynuecTBe (<60% OT pacueTHOM MOTpPeGHOCTU B
sHeprun). Heobxoaumo, 4ToObI JieueOHOe MUTAaHUE MOKPHUIO Pa3HUILY
MEXJy peajbHbIM ITOTPEOJICHUEM U paCcYeTHON MOTPEOHOCTHIO

Y nmaumeHTOB ¢ MOTepeil Macchl Tejla B CBSI3U C HEAOCTATOYHBIM MOCTYM- B 2.3
JICHWEM TIMTATEJIbHBIX BEIIECTB CJIEIyeT OOCCIIEUNTh SHTEePATEHOE
MMUTAHUE IS YAYIIICHWST VTN TIOAIEePsKaHUs COCTOSTHUS TTUTAHUS

ITocie JleuebHOE muTaHME, KOTOpoe HauMHAKOT 3a 10-14 mHEH 10 OOIIMPHOTO A 3.1
oIepaliy | OIepaTUBHOTO BMEIIATEIbCTBA, OKA3BhIBACT OJIATONIPUSITHBIA 3(PPeKT y
MMalMEHTOB C BBIPAXXEHHBIM PUCKOM HAPYIIEHUSI COCTOSIHUSI MUTAHMS,
JTaxe MPY HeOOXOOMMOCTH OTJIOXUTH OIEepaTHBHOE BMEIIATEIBCTBO

IIpu nyde- | CnegyeT MCMONbL30BaTh KOHCYJILTUPOBAHME B BOIIpOCAaX IMUTAHUS U A 3.2
BOU WM JOIOJHUTEIbHBIMA IIEPOPAIbHBIN IIPEM MpeIapaToB ISl UCKYCCTBEHHOTO

panuo- MUTAHUS C LEJIbIO YIYYIIEHWS! MOCTYIUIEHUI TPU MCIIOJb3yeMOM PEXUME

XUMUO- MMUTaHUs, IS TIpOPUIAKTUKKA TTOTEPU MAacChl Tejla, 00yCIOBICHHOMN

Teparuu Tepanuel, U MpeIoTBpalleHUs] TIPUOCTAHOBKHM JIYUeBOI Teparuu

DHTepajibHOE MUTAaHWEe Ha PYTUHHONM OCHOBE MpH Jy4eBO Teparuu C 3.2
HE MOKa3aHOo
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ITpenmer | PekomeHnanuu Crenienb | [lyHKT B
aHanm3a 000CHO- | pekomeH-
BaHHOCTH |  IaIvsIX
[Mpn xu- | DHTEepasbHOE MUTaHWE Ha PYTUHHOW OCHOBE MPU XMMUOTEPAITUU HE C 3.3
MMOTEpa- |OKa3bIBaeT BIMSHUSI Ha OTBETHYIO PEAKIIMIO OTYXOJM Ha XUMHUOTEPATUIO
babz0%t unv modouHbe 3G MEKTHI, CBSI3aHHBIE C XUMHUOTEPATE, U BCICICTBIE
9TOT0 HE pacCMaTPUBAETCsI, KaK OKa3bIBalollee OJIaronmpusiTHHIN 3¢ deKT
IIpu tpanc{ PyTuHHOE MCIIOIB30BAaHME SHTCPAIBHOIO IMMTAHUS HE PEKOMEHIYETCS C 3.4
IUTaHTalMK | B HEKOTOPBIX cilydasix IMpH YMEHBIIEHUN SHTECPAIbHOTO ITOCTYIUICHUS C 34
CTBOJIOBBHIX | ITApCHTEPAIIBHOE IMMTAHUE MOXKET OBITh MPEAIIOYTUTEIbHEE 30HIOBOTO
KJIETOK MMUTaHUSA (HaIpuMep, IPHU IMOBBIIIICHHOM PHUCKE KPOBOTECUCHUN M MH(PEK-
LIMOHHBIX OCJIOKHEHUI, OOYCIOBIICHHBIX BBEACHUEM 30HIA [UISI SHTEePasIb-
HOTO IMTAHMS ¥ OOJBHBIX ¢ MUMYHOCYCIIpECCHE M TPOMOOIIUTOIICHUEH)
¥V unkypa- | Cienyer obecrieunBaTh SHTEpAIbHOE MUTAHUE IJIsI MUHUMU3ALUU TTOTEPU C 3.6
OCNBHBIX | MaccChl Tejla CTOJMb IJIUTEIbHO, CKOJIb IJIUTEbHO MAllMEHT JaeT Ha 3TO
OOJIBHBIX | corjlacue, BIUIOTh 0 MPEACMEPTHOro 3Taria
HenocpencTtBeHHO nepel CMEPThIO OOJIBILIMHCTBO MALMEHTOB HYXIAIOTCS B 3.6
TOJbKO B MMHUMAJbHOM KOJMYECTBE MUIIU U HEOOJIbIIOM KOJIMYECTBE
KUAKOCTH IJIs1 YTOJEHUs XaXIbl 1 rojioga
HeO6ombll10e KOIMYeCTBO XUAKOCTU MOXET TakKe MpPeaoTBPaTUTh B 3.6
pa3BUTHE COCTOSTHMS CITyTAHHOTO CO3HAHUsI, BRI3BAHHOTO JeTHIpaTaieit
B cranmoHape u B JOMAIITHMX YCJIOBUSIX TIOJIb3Y MOXET HECTH TOAKOXHOE C 3.6
BBelcHUE MH(PY3MOHHBIX cpel. Takoi IIar MOXeT TakKKe BBITIOJHSATH POJIb
HOCWTEJIST JUTSI BBEACHUSI METUKAMEHTOB
Peammzamus| Besakuit pa3, Korga 3To BO3MOXHO, TPEANOYTEHUE CAEAYeT OTIaBaTh A 3.1
SHTEPATLHOMY ITYTH IOCTYIICHUIO
[IpenmoutuTenbHee UCIOJIB30BATh MPEAOIIEPALIMOHHOE DHTEPATHLHOE C 3.1
IMUTAHUE €Ile A0 TOCIMUTAIM3AIN
Iyt Ecnu ob6Typupyloiiast mpocBeT OMyX0Jib TOJIOBbBI, 1IeW WIM MUILIEeBOAA C 3.2
BBeleHHs] | BhI3bIBacT HapyIICHHWE INIOTAaHUS WIM IPEAIIOIaracTcsl BhIPaKeHHBIM
MECTHBII MYKO3MT, CJICAyeT MCIIOJIb30BaTh 30HAOBOC ITUTAHUE
Ilpu neve- | 3oHOOBOE MUTAHUE MOXKET OBITH OOECIEUYEeHO KaK TpaHCHA3aJIbHbIM, 3.2
BOU WM | TaK U YPECKOXHBIM MyTeM
pamguo- B cuny Toro, 4Tto naydyeBasi TepallMsl BhI3bIBA€T MYKO3UT POTOBOM IMOJOCTU C 3.2
XUMMO- U TUILEeBOMAA, TIPEANOYTEHUE MOXET ObITh OTIaHO YPECKOXKHOM
Tepanuu racTpoCTOMUU
Tun
topmyibt
npenapara
0O6o61ato- | CremyeT MCTOMB30BaTh MpeIapaThl HA OCHOBE CTaHAAPTHON (hOpMYJTBI C 1.5
1ee Pe3ybTaThl paHIOMU3UPOBAHHBIX KIMHUYECKNX KIMHUYECKUX UCCIIEN0- C 2.5
BaHMIT OTHOCHUTENIBHO -3 XKUPHBIX KUCIOT IIPOTUBOPCYMBEI M B HACTO-
sitiee BpeMsT HeBO3MOXHO MPUNATH K KAaKOMY-JTU0O0 YETKOMY BBIBOAY
C TOYKM 3PECHUS YAYUIICHUS COCTOSIHUS NMUTAaHUS W (QYHKIUNA OpraHu3Ma
ManoBeposSITHO, 4TO -3 XXUPHBIE KUCIOTHI TTPOJIOHTUPYIOT BBIKUBAC- 2.5
MOCTb Ha TO3IHUX CTaIWSIX OMYXOJIEBBIX 3a00IeBaHUI
B nepuone{ Ha npotsikeHuun 5-7 qHe#l y BceX MAalLMEHTOB HE3aBUCUMO OT COCTOSIHUS A 3.1
PaTUBHOM | MMTaHMS MPU OOIIMPHOM OIEPATUBHOM BMEIIATEJILCTBE B IepHUOIIEpa-
nepuone | TUBHOM IepHOAE IMPEANIOYTeHUE CICAYeT OTIATh MCITOJIb30BAaHUIO COCOU-

HEHUI1, OKa3bIBAIOIIMX BIUSHUE HA UMMYHHYIO CUCTeMY (apTMHUH, m-3
JKUPHBIE KUCIOTHI, HYKJIEOTHUIbI)
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IpenmeT PexomeHpanuu Crenenb | ITyHKT B
aHaiM3a 000CHO- | peKOMEH-
BAaHHOCTH |  JTALUSIX
IIpu TpaHc{ DHTepajabHOE MIpUMEHEHUE III0TaMUHA WJIM 3MKO30MEHTAHOBON KUCIOThI C 3.5
IUIAHTALlMM | HEe PEKOMEHIYETCs B CBSI3M C TEM, YTO JaHHbIC HEyOeAUTEIIbHbI
CTBOJIOBBIX
KJIETOK
Hcnoan3o- | Ilpy HAIWYMKM CUCTEMHOIO BOCIIAJUTEIbHOTO Ipoliecca B JOMOJTHEHUE K C 2.3
BaHHe Meou{ JIeUeOHOMY IMUTAHUIO PEKOMEHAYIOTCS (papMaKoJIOTMYeCKUe Iperaparhl,
KAMEHTOB | OKa3bIBaIOIIME BIMSIHUE HA BOCTIAJIUTEIBHYIO PEAKIIUIO
Y OONBHBIX ¢ KaXeKCHeH IS YBeIMUICHUS aIlieTUTa, BIUSHUS Ha MeTa- A 2.4
OouecKre HapyIIeHWsT W TIPEeIOTBPAICHUST YXYAIICHNST KauecTBa KU3HU
PEKOMEHAYIOTCS CTEPOUABLI W TIPOTeCTUHEI
CTepoubl JTydille UCTIONb30BaTh TOJIBKO HA MPOTSKEHUU KOPOTKOTO C 2.4
WHTEpBajla BpeMEHHU, JIMIIb ITOC/IC aHAJIM3a COOTHOIICHUS OJIaroIpusIT-
HOTO PEe3yJIbTaTa M MOOOYHBIX 3P (PEKTOB P MX MCITOIb30BAaHUU
CrnenyeT pacCMOTPETh BOIIPOC O PUCKE TPOMOO30B IIpU Teparnuu C 2.4
MpOrecTUHAMU

1. OnyxoJib ¥ COCTOSIHNE MUTAHUE

1.1. Yro Takoe pakoBas KaxeKcus?

Y 6oavuuncmea 60avHbIX ¢ OHKOAOUMECKUMU 3A00-
NEGAHUAMU  AKMUBUPYEMCSl  CUCIMEMHbII  NPOBOCHAAU-
menvHbill npoyecc. K pezyavmupyrouum memabosuye-
CKUM HAPYUIEHUSIM OMHOCAMCS. Pe3UCIEeHMHOCMb K UH-
CYAUHY, YCUACHHbLI AUNOAU3, YCUNCHHOe 8 Npedeaax Uau
ébluie HOPMbL OKUCACHUE AUNUO08 C YMPAMOU HCUPO8 Op-
2aHU3Ma, YCUACHHbIU pacnad 0eakoé ¢ ympamou Mbi-
WeHHOU Maccol U YyeeaudeHuem o00pazo08aHus 0eaKos
ocmpoli ga3vl 80CNANEHUS.

CucmemHas 60CnaUmMenbHas peakyus, pazeuearo-
Wascs npu MHOUX ONYX0A5X, AGASIEMCS 8eCOMOL NPUYL-
HoOU ympambl annemuma (aHOpeKcuu) u nomepu Maccol
mena. CUHOPOM CHUMICEHHO20 annemuma, ympamol Mac-
Ccbl meaa, MemaboAuMecKux HapyueHui u aKkmueupoea-
H020 B0CHANEHUs 0XAPAKMEPU308AHbI, KAK COCMAGHbLE
afeMeHmbl KaxXeKcuu, paKoeol KaxeKcuu uau CuHOpoma
DPAKoBol aHopekcuu-Kaxekcuu (cancer anorexia-cachex-
ia syndrome).

Cuumaemcs, umo OaHHble MemaboauHecKue OmKA0-
HeHUsl, BbI36AHHbIEe UUMOKUHAMU, NPENIMCMEYIOm Y
00NbHBIX ¢ KaxeKcuel YeeauveHuo Maccol KAemoK opea-
HU3Ma NpuU Ne4eOHOM NUMAHUU, CONPOBONCOAIOMCS CHU-
JceHueM cpeoHell NPoOOANCUMENbHOCMU JCUBHU, He K-
RUPYIOMCsL OOHUM IK302eHHbIM 66e0eHUeM NUMAMENbHbIX
seuecme. CocmasHbiM KOMNOHEHMOM Mepanuu OHKOAO-
eu1eckux 00AbHbIX 00AXCHbI OblMb MEPONpUsmMuUs, Ha-
npaeaennvie Ha modugpuxayuro maxux omxaonenui (C).
Y 6oavbubix ¢ paxosvimu 3aboaesanusmu ciedyem uacmo
0asamo OUEHKY COCMOSHUI NUMAHUS ¢ He3aMe0AUmeNb-
HbIM HA4AA0M AeHeOH020 NUMAHUS 8 CAyYde GblAeAeHUU
degpuyuma (C).

1.2 OxkaspiBaeT JM BJIHSHHE PAKOBas OMyX0Jb Ha
COCTOSIHME NMUTAHuA?

Ma. Tlomeps maccot meaa 3a4acmyio A64s1emcsi nep-
BbIM CUMNMOMOM Y OHKOA02UYecKux 0OoabHbix. Ecmb
danHble, YUMo 6 3A8UCUMOCIU OM 8UOA ONYXOAU CHUMICE-
Hue maccot meaa éecmpeuaemcs y 30-80% u 6oaee 6oab-
Hbix, maxceaoii cmenenu (>10% om ucxoOnoi maccol
mena) — npumepno ¢ 15% cayuaee (11b).

1.5. Hyxnatorcsi im GoJibHbIE PAKOBBIMH 3200J1€Ba-
HUSIMH B 0COOOM MO0OpE NMUTATENbHBIX COeTMHEHMIE?

s sHmepasvHoco NUMauus OOAbHBLIX C PAKOBGbIMU
3a001€6aHUAMU PEKOMEHOYIOMCA NPenapamsl Ha OCHOBE
cmandapmuoti gopmyast (C).

KommenTtapnii: OTCyTCTBYIOT JaHHBIE KOHTPOJIUPY-
€MBIX HWCCJIEeIOBAaHUI, OOOCHOBBIBAIOIIUX MCIIOJIb30-
BaHUE TIPM paKe TIperapaToB Ul SHTEPAJIBHOTO TH-
TaHUs ocoboro cocraBa. ITOCKOJBKY MEPEHOCUMOCTh
IJIIOKO3bl MOXeT ObiThb HapyiieHa (III), Torma kak
OKUCJICHUE XUPOB B HOPME WJIM YCWICHO, MPEIIoy-
TUTEIbHBIM COEIWHEHWEM JUISI OHKOJIOTHYECKUX
OOJIbHBIX MOTYT OBITh JUNUABL. HO TONBKO HECKOJb-
KO MCCJIeIOBAaHUI CpaBHWIM NMUTaHUE C- U O6€3 coaep-
XaHWe XWPOB M HE BBHISIBIJIM OTYETIMBOTO Pa3IMUMS
B 2 @EKTUBHOCTUA (B 3TUX MCCIAEHOBAHMSIX OBLT MC-
TOJIb30BaH MTapeHTEPAIbHBIN, a He SHTEPaAbHBIN TyTh
nuTtaHus). Takum obpa3om, 6e30macHbIM U 3P dek-
TUBHBIM TIOJIXOJIOM SIBJISIETCSI MCTIOJIb30BaHUE TpeTia-
paToB Ha OCHOBe cTaHaapTHoUl (popmyisl (IV).

OnrumaibHas TOTPEOHOCTh B a30Te UIST PAKOBBIX
OOJIBHBIX IO CETOMHSIIIHEro JAHS He omnpeaencHa. Pe-
KOMEHIYeMbIi Irarma3oH — OT MUHUMAaJIbHOTO 00ec-
nevyeHus: 6eJKoM 1 T/KT Macchl Tejaa/cyT 10 LeIeBOro
obecnieuenust 1,2-2 r/r maccol Tena/cyT (IV). OcoObrit
BapMaHT BIMSHUSI HA METa0O0JIM3M TIPUMEHEHUEM w-3
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JKUPHBIX KHUCJIOT pacCMaTpUBAeTCs B 3aKJIIOYEHUU 2.5
JTAaHHOTO paszena.

JaHHbIe OTHOCUTEIBLHO BIMSIHUS Ha COCTOSIHUE
MMUTAaHUE Y OHKOJIOTMYECKUX OOJBbHBIX IpernapaTos,
00OTalllEHHBIX TIIOTAMUHOM WJIA IPYTUMM COEIWHE-
HUSMU, OTCYTCTBYIOT (3a MCKJIIOUEHUEM Ilepuorepa-
TUBHOTO Teproza).

Ecnu y manueHTa npu MUTaHUM BO3HUKAET MpexkKIie-
BPEMEHHOE OIIYIIEHHUE MPECHIIEHUS U OH OTKa3bIBaeT-
csd OT TOJIHOTO 00beMa Ha3HAYeHHOI'O 3HTEPabHOTO
MUTaHUSI, TIPEANIOUYTEHUE MOXKET ObITh OTIAHO Iperapa-
TaM Ha OCHOBE (DOpMYJIbl C BBICOKUM COAECpP>KaHUEM
SHEPruu 1 BBHICOKMM coiepxkaHueM oenka (IV).

B nutanue o6s13aTeIbHO JOJKHBI ObITh BKJIIOUEHBI
BJIEKTPOJINTBI, MUKPO3EJEMEHTh U BUTaMUHBI. Tloc-
KOJIbKY MOKa3aTelu OKMCIUTEIbHOTO cTpecca y 00Jb-
HBIX PaKOM YBEJIMYMBAIOTCS, a KOHLEHTpALUs aHTH-
okcugaHToB cHikaercs (I1I), BO3MOXHO MCIOJb30-
BaHME B 00Jiee BBICOKMX KOHLIEHTPALMSIX BUTAMUHOB
C AaHTUOKCUIAHTHBIMU CBOWCTBaMH; HO JaHHBbIE, JT0-
Ka3bIBAIOIIUE KIVMHUYECKUN TIO3UTUBHBINA PE3YJIbTAT
TaKoro Iiara, OTCyTCTBYIOT.

2. IToka3aHus ¥ 3a7a4M SHTEPATbHOTO MUTAHMS.

2.1. KakoBbl oco0Oble 3a1a4i JIe4€OHOT0 NMUTAHUSA Y
OHKOJIOTHYECKUX 0O0JIbHBIX?

Tepanesmuueckas 3adaua 045 00AbHbIX OHKOAO2UYE-
cKumMu 3a004e6aHUAMU — YAVHUeHUe (HYHKUUOHAAbHbIX
napamempos u ucxooa 3a0604e6aHUs 3a cyem:

* npedomepauieHus U mepanuu HeooCmamKka NUMAanUs.,

© ycuaeHus 3¢gexmos npomueoonyxoaeeoi mepanui,

* YMeHbUeHUs NOOOYHBIX IPhekmos npomueoonyxone-
80U mepanuu,

*© YAYMUEHUS KAYeCmea HCU3HU.

2.3. MoxeT Jid 3HTepajibHOE NMUTAHHE MOIEPXKH-
BaTh WIH YJIYYIIHTh COCTOSIHHE MUTAHUS Yy OHKOJIOTHYE-
CKUX 00JIbHBIX?

Ja. Y nayuenmos ¢ nomepeii maccol meaa 6 cs3u ¢
HedOCmamouHbiM NOCMYHACHUEM NUMAMEAbHbIX 6e-
wecme caedyem obecneyums SHmMepanIbHoe numanue 04s
YAVHUleHUs Uau nodoepiucanus cocmosHus numarus (B).
Dmo maksce Modxcem cnocoocmeosams COXPAHeHUI Ka-
yecmea xcusHu (Ib).

Ho npu Haauuuu cucmemno2o 60CHAAUMENbHO20 NPO-
yecca 06enK06020 aHaGOAUIMA 8 OpeaHu3Me 6 UeaoM 00-
cmuYb gecoMa CA0XCHO. B makux cayuasx ¢ donoaHeHue
K /N1e4eOHOMY NUMAHUK PeKOMeHOYemcs: UCHOAb308aMb
gapmakosoeuteckue npenapamol, 0Ka3vlearouje 6aus-
Hue Ha peakuuro eocnanrenus (C).

2.4. Moryr 1 MeTa00IMYeCKHe MOIYJIATOPbI YBEJIH-
YUTh KOJIMYECTBO NMOTPEO.IsIEMbIX NMUTATEIbHBIX BEHIECTB?

Y boavHbix ¢ Kaxexcueil ¢ yeavlo yeeauueHus anne-
muma (npedomepaujeHus nomepu Maccovl meaa), oKaza-
HUS GAUAHUS HA Memaboauveckue HapyuwleHus u npe-
domepaujerus yXyouleHus Kauecmea JCU3HU peKomeHdy-
romces cmepoudsl uau npoeecmutsl (A).

Cmepoudsi ayquie UCnoab308ams MOAbKO HA NPOMS-
JCEHUU KOPOMKO020 UHMEPBANa 8peMeHU, AULlb nocie Co-
nocmasaenus COOMHOUEHUs 01A20NPUAMHO20 Pe3yabma-
ma u noboyHvix s¢ppexmoe npu ux npumerenuu (C).
Ilpu mepanuu npoeecmunamu caedyem paccmompems
eonpoc o pucke mpom6o3os (C).

KommenTapuii: PanmoMu3upoBaHHbIE KOHTPOJIM-
pyembie uccieqoBaHus (Ib) mokasanau, 4To CTEPOMIBI
MOTYT YJIy4lllaTh aIllIETUT, YMEHBILIATh TOIIHOTY, UH-
TEHCHUBHOCTb 0OJIM U/WIM MapaMeTpbl CyObeKTUBHOMU
OLICHKU KM3HU (B IISITU MCCIEIOBAHMUSIX); IPOTeCTU-
HbI YJIYYIIAIOT anmeTUT, COCTOSHUE MMTAaHUs, ITOKa-
3aTeJIb MacChl Tejla U HAaCTPOeHUs (B AEBSITU UCCIIEI0-
BaHUX). MoXeT HOOCTUTaThCAd CTaAOMIM3AUUS WU
yayd4llleHUe II0Ka3aTessl MacChl XHpa B OpraHuU3Me,
TOrda KaK O BJIMSIHUM Ha COCTOSIHME MAacChl Tella
MBI MH(GOPMALKS B BBIIOJHEHHBIX MCCICIOBAHM-
SIX He TIpUBOAUTCS. B omHOM M3 paHIOMU3UPOBAaHHBIX
KOHTPOJIMPYEMbIX UccIeAoBaHUSIX 3(DGHEKTUBHOCTD
nporecTvHa He 3acduKcupoBaiu (38 pakoBbIX 0O0Jb-
HbIX, 480 Mr merectposa aimerata B TeueHue 12 He-
neinb) (Ib). JIBa cucteMHBIX 0030pa paHIOMU3MPOBa-
HBIX MCCJICAOBAHUI OTHOCUTEIIBHO BIIMSIHUS IIPOTeC-
TUHOB Ha PaKOBYI0 aHOPEKCHUIO WMJIM KaXCKCHUIO BbI-
SIBWJIM 3HAYMMBII ITO3UTUBHBINA 3P (EKT MPOreCTUHOB
Ha amIeTuT, IPUPOCT MACCHl TeJla U Ka4eCTBO XU3HU
(Ia). MexaHu3M aHTH-aHOPEKTUYECKOTO BIUSHUS
IIPOTeCTUHOB MOXET OBITh CBSI3aH CO CHIDKEHHEM
KoHUeHTpauuu uutokuHos (111).

BbI3bIBaTh yBeJMYEHHME MACCHI TeJla MOTYT aHApO-
TeHbl, HO B aKTMBAllUM alleTUTa U YBEJIWYCHUM IIe-
POpAJIbHBIX MOCTYIUIEHU OHM MeHee 3(PMEKTUBHHI,
YeM CTePOMIbl WJIM IPOTEeCTUHBI; B TO e BpeMs He-
XKenaTenabHble 3¢ @GeKTbl MPU Tepaliuyd aHApOoreHaMU
MEHee YacThl, YeM IIpU Tepaluy CTePOUIaMU, U CpaB-
HUMBI ¢ TAKOBBIMM TIpU Teparuu InporectuHamu (Ib).
-3 KUPHBIE KUCJIOTHI SIBJISIOTCS KOHKYPEHTHBIMU
AHTAarOHUCTAMU -5 3MKO3aHOMIHBIX ITPEIIICCTBEH-
HUKOB apaxWIOHOBOM KHWCJIOTHI M IIPEeBpPAIalOTCd B
Xojlie MeTaboJIM3Ma B MeHee aKTMBHBIC ITPOBOCIIAIM-
TeJbHbIE MEIUATOPhl. Y OHKOJIOTMYECKUX OOJbHBIX
ObLIO MCCIIEAOBAHO BIMSIHUE w-3 XMPHBIX KUCIOT Ha
yIydlIeHUEe ammneTuTa U Maccy Teaa (cMm. 2.5).

2.5. JleiicTBUTEIBHO JIA ONMOJIHUTEIbHOE TPHMEHe-
HHEe (-3 JKUPHBIX KHCJIOT 00J1a/1aeT MO3UTHBHBIM BJIHS-
HHEM Y PaKOBbIX 0OJIbHbBIX?

Pezyavmamut paHOOMU3UPOBAHHBIX KAUHUMECKUX UC-
C1e006GHUL OMHOCUMENbHO -3 JCUPHBIX KUCAOM Npo-
mueopeuussl U 8 HacmosUee pemMs HeBO3MONCHO NPUli-
mu K Kakomy-aubo 4emiomy 6ui600y ¢ MOYKU 3peHus
VAYHUEHUS COCMOSHUS NUMAHUS U (QYHKYULL OpeaHusma
(C). Manoseposmuo, umo w-3 JcupHvle KUCAOMbL NPO-
JAOHRUPYIOM GbINCUBACMOCIb HA NO30HUX CMAOUSX OHKO-
Aoeuteckux 3a004e8aHull.

(Iloozomosun npogh. beases A.B.)
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PYKOBOJACTBO ESPEN I1O0 SHTEPAJIBHOMY ITUTAHUIO:

TACTPODHTEPOJIOI'A

Lochs H., Dejoing C., Hammarqvist F., Hebuterne X., Leon-Sanz M., Schutz T., van Gemert W.,
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KpaTtkoe uznoxenue npunarbix pemenuii: Bosesns Kpona

[Tpenmer
aHaim3a

PexoMmenmarm

CrermneHb
000CHO-
BAaHHOCTU

[TyHKT B
PEKOMEH-
JTAIsIX

TTokazanus

[TokazaHust K dHTepaIbLHOMY TTMTAHUIO: TIPEAYTIPEXKICHNE U JISUEHNE HEI0C-
TaTKa MUATAHWS, JICYEHUE 3aIEPXKKM pOCTa U PA3BUTHS Y IETEN M TOIPOCTKOB
YAY4YILLIEHWE Ka4eCcTBa XWU3HU, Tepanusl ocTpoit das3bl 3a001eBaHUs, 00ec-
TeYeHre TIMTAaHUST B TIEPUOTIEPAaTUBHOM TIEPUOJIE, TIOAAEePKaHUE PEMUCCUN
TPU XPOHUYECKOM PEIUIMBUPYIOIIEM 3a00/IeBaHUN

3

ObocTpeHre
3a00JIeBaHUS]

Y B3pOCHbIX SHTEPATbHOE MUTAHUE KaK OCHOBHOW METO Teparuu
obocTpeHust 3a00J1eBaHKsl CIIEAYET MCIOJIb30BaTh INIaBHBIM 00pa3oM TOT/a,
KOTJ]a HEBO3MOXKHA Teparvsi KOPTUKOCTEPOUIAMU

34

KoMOuHaTopHy1o Tepanuio (3HTepaJibHOE TMUTAHUE U JIEKAPCTBEHHBIE COSIU-
HEHMUsI) CJICAYeT MCIIOJIb30BaTh Y MALIMEHTOB C HEIOCTATKOM IIMTaHUS, a
TakKe Y OOJIbHBIX CO CTEHO3UPYIOIIMM MOPAKEHUEM KUILIKKA BOCIAIUTE b
HOIO reHes3a

34

V neteii ¢ 6onesHbio KpoHa sHTepaibHOE MUTAaHKUE pacCMaTpUBAETCST Kak
METOJ TepaItiy MepBOro BbIOOpa

3.6

IMonnepxa-
HHUE peMMC-
cuu

B citydae coxpaHSIIOILIErOCsl BOCIAUTENTLHOTO TIPOLIECCA B KUILIEYHHUKE
(HampuMep, MalMEHThI, HYKIAIOIIUeCs B TIpUeMe CTEPOMIOB) CJISIyeT
MepOpajIbHO MCIOIb30BaTh Mpernaparhl LIl UCKYCCTBEHHOTO MUTAHUS

3.6

[Mpy mmTeapHOM KIMHNYECKOU peMmuiccny (> 1 roma) M OTCYTCTBUM ey~

LT MUTaHUS OJaronpusITHbIN 3G@EKT 3HTEPATbHOIO MUTAHUS (TperapaThbl
IUIST ICKYCCTBEHHOTO TTUTaHUS TIePOPaTbHO WIIA 30HAOBOE IMMTAHNE) BBISIBIICH
He OBLT

3.6

[Iutanue B
TeproIepa-
TUBHOM

Y manmeHToB ¢ 6one3Hbio KpoHa ¢ mecduimrom mMacchl Tea B JOOTepaIMoOH
HOM TIepHOZie M HU3KOM KOHIIEHTpaIMeil albOyMUHA B TIEPUOTIEPATUBHOM
TEPUOJIE CIIEMYET MCTIONB30BaTh UCKYCCTBEHHOE IMUTaHUE

3.5

Peaimzanus

JIst yoryqiieHusT COCTOSTHUS TIMTaHUST M YCTpaHEHUS TTOC/ICACTBUI HEOCTATKY
MUTaHUS (HarmpyuMep, 3a1epKKa PoCcTa) B JOMOTHEHNE K OOBIYHOMY ITUTAHUIO
cJeayeT UCIOJIb30BaTh 30HI0BOE MMTAaHUE W/WJIM MperapaThl IS UCKYCCT-
BEHHOTO ITUTAHUS TIEPOPaATILHO

3.1/32

3a cueT cnelMaIbHBIX 00aBOK CJCAYyeT CKOPPEKTUPOBATh YaCTHBIC CIIyvau
JeUIIUTHBIX COCTOSTHUM (MUKPO3JIEMEHTOB, BATAMUHOB)

3,1/3.2

B cuiny MEHBIIENA YaCTOThI OCJIOXKHEHUIN NPEAITIOYTEHUE CIACOAYET OTAATh
TTOCTOAHHOMY BBE€ACHWIO BEILICCTB IIPW 30HAOBOM IMUTAHUU, a HE UX (I)I)aK—

ITUOHHOMY ITOCTYILJICHUIO

4.2
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ITpenmer |PexomeHmanuu Crenenb | IlyHKT B
aHaymM3a 000CHO- | peKoMeH-
BaHHOCTH |  IaIusIX
Croco6 mo- |[1pu mepopaJlbHOM MCIOJIB30BAaHWM TIPENapaToB ISl UCKYCCTBEHHOTO A 4.1
CTYIUIEHHS1 |TIMTaHWsI KOJMYECTBO TOCTYITAIOIIEH SHEPTUM B AOMOJTHEHUU K OOBIYHOMY
MUTAHUIO MOXET OBbITh yBesmueHo 10 600 Kkai/cyT
ITpy HEOOXOAMMOCTU TOCTYTUICHUST OOJIBILIETO KOJIUYECTBA SHEPTUU C 4.1
CJIeMyeT MCIIOJIb30BaTh 30HI0BOE ITUTAaHUE
30HI0BOE IMUTAaHUE MOXKET ObITH 0€30MacHO 00ECIeYeHO UCIIOIb30Ba- B 4.2
HMEM Ha30TacTPajbHOIO 30HIA WJIM YPECKOXHOM SHIOCKOMUYECKON
TaCTPOCTOMUEN
Tun dop-
MYJIbI Tpe-
mapara
O6octpenue |CyliecTBeHHasl pa3HUla MexXay 3ddekTaMu mpernapaToB U3 CBOOOJHBIX A 4.4
Oosie3Hu AMUHOKMUCIIOT, TIPEINApaToOB, COACPKAIUUX MENTUABI, U NpenapaToB U3
1IeJIbHOTO OeKa MpY 30HIOBOM MUTAHUM OTCYTCTBYET
IIpenapatThbl 13 CBOOOAHBIX aMUHOKMCIIOT M TIperapathl, coaepxaliue 4.4
MEeNTUIbI, KaK MPaBUIO0 HE PEKOMEHIYIOTCS
B cuny Toro, 4to yeTKue MpeuMyllecTBa MpenapaToB I SHTePaJIbHOIO A 4.5
MUTaHUSI ¢ MOAUMULIMPOBAHHOUN (popMyioit (MOAMGULUMPOBAHHBIE KUPBI
obOoraleHHbIe oMera-3-KUHbIMIA KMCJI0TaMU, TII0TAMUHOM, TpaHChop-
MupytommM ¢akrtopom pocta f (TGF-B)) BbIsiBI€HBI HE ObUIM, OHU HE
DPEKOMEHI0BaHbI ISl UCITOJIb30BaHUS
Henocrarok |Y manumenToB ¢ 6one3Hpio KpoHa ¢ HEIOCTaTOYHBIM TMMTaHUEM C 33
MMUTAaHUS  [PHTEpabHOE IMUTAHNE MOXKET YIYJIIUTH KAaUeCTBO KU3HU
Kpatkoe u3jio:keHHe NPUHATHIX pelieHuii: SI3BeHHbIA KOJUT
Ipenmer |PexomeHpmaumm Cremnrers | IlyHKT B
aHanmmn3a 00OCHO- | peKOMEH-
BAaHHOCTH |  Iamusix
IToka3zanus
Henocrarok| Y malmeHTOB ¢ HEAOCTATKOM IMUTaHMSI WIM HealeKBaTHOM MOCTYILICHUU C 9
MMUTAHUS MMUTATEIbHBIX BEIECTB CleAyeT HayaTh MCKYCCTBEHHOE IUTaHUE
Ob6octpeHud BausHue MeponpusTHil MO YIYYIIEHUIO COCTOSTHUSI TTUTaHUS C 10
0osie3Hu (KOHCYJIbTUPOBaHME T10 BOIpOcaM IMUTAHUSs, TepopaibHOE BBEACHUE
npenapaToB ISl UCKYCCTBEHHOTO MUTaHMS, 30HI0BOE NMUTaHMUE, MapeH-
TepajbHOE MUTAaHUE) HA aKTUBHOCTb BOCHAIMTEIBLHOrO Ipolecca Mnpu
OCTPOM 1 OOOCTPEHMHU XPOHUYECKOTO SI3BEHHOI'O KOJIMTA BBISIBICHO HE
obu10. IToaTOMY KaK MeTO. JIeYeHMSI aKTUBHOIO SI3BEHHOIO KOJIUTa
SHTEpaJIbHOE NMUTAHUE HE PEKOMEHAOBAHO
IMonnepxa- [DHTepadbHOE MUTAHWE HE PEKOMEHIYETCS C 11
HHUE PEeMMUC-
cnn
Peamazanus | COOTBETCTBYIOIIMME T00ABKaMU K pallMOHY ClIemyeT Ha3HA4YaTh TePaITHIio
YACTHBIX CJIydyaeB AeOUUIMUTHBIX COCTOSTHUMI C 11
Tun dop- |BrusiHue crienmanbHBIX cyOCcTpaToB (OMera-3 KUpHbIE KUCIOTHI, 10
MyJbl Ipe- |LJIyTaMUH, OyTHpaT) Ha aKTUBHOCTH OOJIE3HHM IIPOTUBOPECUYMBO M HE
napara TOKa3aHO
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KpaTtkoe usnoxenue npuHATHIX pemieHuii: CUHIPOM KOPOTKOH KHUIIKH

ITpenmer |PexkomeHnanuu Crenenb | IlyHKT B
aHam3a 000CHO- | peKOMeH-
BaHHOCTHY |  JalIMSIX
IMokazanue |[Tommepkka v/viM yIydilieHUE COCTOSTHUSI TTUTAHUS, YIydllleHe OCTaTOYHOM| 15
(yHKIIMM KUIIEYHWKA (amarTaiys), yMEeHbIIIeHUe Tuapeu, yaydilieHrue
KavecTBa XU3HU
Cnoco0 noc-
TYIUICHHSI
daza nociiet O0sI3aTENBHO MTAPEHTEPATBLHOE MTUTAHME 1T TApaHTUPOBAHHOIO TocTyruieHgst C 17.1
OIepaIMOH-| TUTATEJIBHBIX BEILIECTB B aleKBATHOM KOJIMYECTBE, BOCIIOTHEHUS XUIKOCTU |1
HOW TUIIEP- | 3JIEKTPOJIUTOB
CeKpeluu
®aza anarn- |1y yaydiieHus afanTaldyd KUIIeYHWKa CIelyeT UCTIONb30BaTh 30HA0BOE C 17.2
Taluu MUTaHUE C BBEACHUEM ITUTATEIbHBIX BELIECTB B HEOOBIIIOM 00beME B 3aBU
CUMOCTU OT 00beMa TepsSIeMOIl KMIIIEUHUKOM KUAKOCTH
ITo Mepe mocTerneHHoM aganTaluy cleayeT o0ecreunBaTh IHTEpaIbHOE C 17.2
nuTtaHue (Ij1s1 yBeJIUYeHUs] BpeMeHU abcopOLMKu — AaXe HOYbIO) Kak
JTOTTOJIHUTEIbHBI KOMITOHEHT K OOBIYHOMY NMUTAHUIO
®aza non- |Ecam HOpMaJTBHBINM CTATyC MUTAHUS HE YIAeTCS IMONAECPKMBATH TOJIBKO C 17.3
JIEP>KKK/CTa{I1IIb OOBIYHBIM MUTAHUEM, CJICAYEeT MCIOIb30BaTh IepOpaIbHOE BBEICHUE
OMIM3aLMK |TTUTATeJIbHBIX BEIECTB WIM 30HA0BOE MUTAHUE
Tun Ilo cyiecTBy, MOTPEOHOCTH B CIELUATBLHOM COCTaBe CMecei T MUTaHUS C 16
opmynbl  |HeT. MOXET UMETh MECTO TTOTPEOHOCTh CYIIECTBEHHOTO YBEITMUEHUS
rperapaTa |ToCTynalomieil SHepru 1 MoaudUKaluKM cocTaBa CMeceil ISl TIMTaHus B
3aBUCUMOCTHY OT CTENEHW MajlbabcopOInu
B cBsi3u ¢ IpOTMBOPEUMBBIMU pe3yJIbTaTaMM JieueOHOE TTUTaHKE, HalpaB- C 18
JIECHHOE Ha YCKOpEHUeE afanTaliyi KUIIEYHUKA, UCTIOJh30BAHNEM PEKOM-
OMHATHOTO TOPMOHA POCTA, TIIOTAMUHA, TIPENapaToB CO CIENUATbHON
opmyrnoit (HU3KOe conepkaHUe KUPOB, BHICOKOE COIepXKaHUE YIIEBOIOB)
OOBIYHO HE PEKOMEHIYETCS

3. KakoBbl TepaneBTHYECKHE IIE€JH HCIOJIb30BAHMUS
3HTEPAJIbHOr0 MATAHUS?

Kax u npu dpyeux 3aboseeanusx, 0CHOBHbIMU Yeas-
MU AGAAIOMCA:
- Ilpedomepawenue u aeuenue nedocmamka HUMAHUSL,
- Yayuwenue npobaemor 3adepyucku pocma u pazeumus
y demell U nOOPOCMKO8,
- Vayuwenue xauecmea scuznu.

Kpome smoeo, npu boae3nu Kpouna cyuecmeyem pso
CReUUanbHbIX NOKA3AHULL 0451 SHMEPAAbHO20 NUMAHUSL:
- Tepanusa obocmpenus,

- Obecnevenue nUMaHus 8 NEPUONEPAMUBHOM NepUOOe,
- Iloddepicka pemuccuu.

3.4. OcnoBHas Tepanusi o6ocTpennsi 6ose3nu Kpona.

Dumepanvroe numanue (nepoparvHoe egedeHue cme-
cell 045 UCKYCCMBEHHO020 NUMAHUs U 30H0080e Numa-
Hue) 3ghgexmusHbl 6 mepanuu odbocmpeHus 3a0601e6a-
Hus. Ho y e3pocavix 6oavuieit mepanesmuyeckotl sghgpe-
KmusHocmulo obaadarom kopmuxocmepouost (la): nos-
MOMY Y 83POCAbIX SHMEPAAbHOe NUMAHUE KAK OCHOGHOU
Memood mepanuu obocmpeHus 3a001e8aHus ciedyem uc-

n04b308amMb 21ABHbIM 00pPA30M mMoedd, Koeda mepanus
KOpMUKOCMepouoamu He8o3MONCHA, Hanpumep, 6 ces3u
¢ HenepeHocumocmyio uiu omxasom (A). Kombunamop-
Has mepanus (3HMepanbHoe NUMAaKUe U NeKapcmeeHHble
coe0uHeHUsl) noKa3ana NayueHmam ¢ HedoCmamrkom nii-
mauus, a maxyce OGOAbHLIM CO CMEHO30M KUWEHHUKA
socnaaumenvtoeo eexesa (C).

Y odemeii ¢ 6one3nvro Kpona sumepanvroe numarue
paccmampueaemcsi Kak Memoo mepanuu nepeoeo 8uloopa.

3.6. Iloanepkka peMuCcCHH.

Y Oemeti u e3pocavix oaumenvHoCMb pemuccuu U no-
credyrouel uacmomol peyudusa nocae pemuccuu npu
UCNOAb308AHUY IHMEPANLHO2O NUMAHUS CONOCIMABUMDBL C
makoeviMu nocie mepanuu Kopmuxocmepoudamu (Ib).
B cayuae coxpansioweeocs ochaneHuss KuueuHuxa (Ha-
npumep, y RAUUEHMO8, HYICOAUUXCA 8 npueme Kopmu-
Kocmepoudos) 0biia noKazama 3p@eKkmusHocms nepo-
PANbHORO UCNOAB30EAHUS NPENaApamos 0 UCKYCCHBEH-
Hoeo numanus (B).

Ilpu dnumenvrotl kaunuueckou pemuccuu (> 1 eooa)
u omcymemeuu Oepuuyuma numMaHus Oaa2ONPUSMHbLI
appexm SHMEPaANbHOLO NUMaHUs (nepopanvivie npena-
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pambl 045 UCKYCCMBEHHO20 NUMAHUSA UAU 30HO060€ NU-
manue) 6via6aeH He Obla.

9. INoka3aHo W 3HTEpa/IbHOE MUTAHUE IS JIeUeHHUs
HEJIOCTATKA MUATAHUSA NMPH A3BEHHOM KojuTe?

Ecau umeem mecmo Hedocmamok NUMAHUSA UAU He-
adekeamnoe HNOCMYNAeHUe NUMAMENbHbIX Geljecms,
caedyem Hauamo uckyccmeennoe numarnue (C). Yacm-
Hble cayuau OepuyUumHbIX COCMOSHUU nodaexcam Kop-
peKyuu cneyuarvHoiMu dodasekamu (Hanpumep, Oeghu-
yum xcenesa) (C).

10. Iloka3aHo M 3HTepajbHOE NMUTAHUE A Jedye-
HHS1 AKTHBHOIO SI3BEHHOT0 KOJIMTA?

Bausnue meponpusmuii no yay4uleHuro coCMOsHUsA
numanus (KOHCYAbMuUposanue nO 60npocam NUMAaHUs,
nepopanvHoe egedeHue Npenapamos OAs UCKYCCMEEHHO-
20 nuUmMaHus, 30H0060e NUMAHUe, NAPeHMePaLbHOe NuU-
mauue) HA aKMUBHOCMb GOCHAAUMENbHO20 NPOUecca
npu 0CMpom U 000CMpPeHUYU XPOHUHECK020 A36eHH020 KO-
AUMa 6vis6AeHO He 0bia0. 3HaueHue CHeyudtbHulx cyo-
cmpamoe (omeea-3 JHCUPHble KUCAOMbL, 2AYMAMUH, O)-
mupam) Ha aGKMUHOCMb OOAE3HU NPOMUBOPEUUBO U He
dokazano. Ilosmomy 6 kauecmee memooda je4eHus aK-
MUBHO20 A36EHHO20 KOAUMA IHMEPANbHOe NUMAHUe He
DEeKOMeHA08aHO.

CHHApPOM KOPOTKO# KHIIKH

CUHAPOM KOPOTKOU KUILKM SIBJISIETCS COCTOSIHU-
€M, IIp¥ KOTOPOM COYETaeTCsl KOMILIEKC MPOLIECCOB.
CUHIPOM KOPOTKOM KMIIKW pPa3BUBAaETCS KaK B pe-
3yJbTaTe yTpaThl YacTW KUIIEYHMKA, TaK/WJIU Hapy-
LLIEHUST CIIOCOOHOCTH K abCOpOILMK OCTaBLIEHCS Yac-
ThIO TOHKOIO KMIlleuHHKa. HeBo3MoxkHO naTh ompe-
JeJIECHUEe CUHAPOMY KOPOTKOU KUILIKU B 3aBUCHMOCTHU
OT JUIMHBI OCTaBIIETrOCsl KUIIEYHMKA, B OOJIbIIIEH CTe-
MEHU CUHAPOM 3aBUCUT OT yTpaThl QYHKUIMU abcopO-
. OCHOBHBIMU IIpUYMHAMHU CUHIPOMa KOPOTKOM
KUIIKU SBJISIIOTCS: pe3eKLMS KUILIEYHUKA TOCae OphI-
KeeyHoro uH(papkra, oOLIMpHAas pe3eKlus npu 00-
ne3uu KpoHa, TpaBMe M MOBpPEXICHUM KUILIEYHMKA
IIpU JIy4EBOUN TEpaIlvu.

13. Kakoe BausgHue 3200/1€BaHNE OKA3bIBAET HA CO-
CTOSIHME NMUTAHUA, 2 TAKKE O0MEH SHEPrud W MeTado-
Ju3M cyocTpaToB?

Baochvim KomnoneHmom cuUHOpOMA KOPOMKOU Kuui-
Ku seasemcs manvabcopoyus. CmeneHv u mun Hedoc-
mamka nUMaHus 3a6UCUm om CMeneHu U Mecma pe3ex -
yuu, a maxyce Om UEeAOCMHOCIMU U CROCOOHOCMU K
adanmayuu ocmaesuietica yacmu Kuweynuxa. Hapywe-
HUs obMeHa 3Hepeuu u memaboausma cyocmpamog 0o
CUX NOp He 0XapaKmepu3o8aHbi.

Kommenrapuii: [1atodusnonornyeckue nocaeacTBus
3aBUCSIT OT CTEICHU M MECTa PEe3eKLMU KUIICYHUKA.

Pesexiius Tollei KUIIKY ITepeHOCUTCs Oosiee OJ1a-
TOTNPUSITHO, TPW YCJIOBMM, YTO OCTaBIIAsICS 4YacThb
KUIIKM WHTaKTHA. YTpaTa MOAB3AOIIHON KUIIKK C

TOYKM 3peHHus MuUTaHus U MeTaboiau3Ma objagaeT
0OJIbIIMM KOJMYECTBOM MOCJEACTBUI, ITOCKOJIBKY YT-
pauMBalOTCsl 30HBI a0COPOLMU CIeUUPUUECKUX CyO-
CTPaTOB (KEIYHBIX COJIEH, XUPOB U BUTaMuUHa Bi,).
Ecnu peseuupyetcs 6ojiee 1 M IMOAB3AOIIHON KUIIKH,
pa3BuBaeTcs xoseauappes. HeabcopOupoBaHHBIE CO-
JIA XETYHBIX KHCJIOT, KOTOPBIE JOCTUTAIOT TOJICTOM
KULIKH, BBI3BIBAIOT CEKPELIMIO OOJIBIIOrO KOJIMYECTBa
BOJbI C MOTEepPeil COOTBETCTBYIOIIMX MOHOB. IIpu pe-
3eKIMU 00j1ee 1 M MOTepst XKEIYHBIX COJICH ITPEeBhIIIa-
eT MX (PYHKIIMOHAIbHYIO EMKOCTh K CHHTEe3y de novo.

Pesexiiyst 3HaUMTEIBHOM YaCTU WJIM BCETO TOJICTO-
ro KHUIIEYHMKA, YACTU TOHKOTO KMIIEYHMKA MOXKET
BECTHU K IIOTEPE MOHOB HATPUSsI, KA M BOIbI, a TaK-
K€ YCKOPEHHOMY TPaH3WTY II0 KHUIIKE HE TOJIBKO B
CBSI3M C yTpaToii abCcopOMpYIOLIeil TTOBEPXHOCTHU, a U
HapylLIEHUEM OIOPOXHEHMEM XeJyaka. Bpems omo-
POXHEHHUS KeJyaKa YKOPOUEHO BCIIECACTBUE YTPaThl
TOPMO3SIILETO BIMSHUSI Ha OIOPOXHEHME XEIyIKa
TOHKOT'O KUIIEYHUKA U YBEJIMYCHUST CEKPELIMM CIU3M-
croit xenynka (H,, oobem). [1pu oTcyTcTBUUM Miieolie-
KaJIbHO# 3aCJIOHKM BpeMsl KOHTaKTa IUILM W CIU3HU-
CTOI1 CYIIECTBEHHO yKopaumBaeTcs. bosee toro, pas-
BMBaeTCsl OaKTepuajibHas KOHTaAMUHAIIUMS TOHKOIO
KUIIEYHUKA.

17. KakoBo BJHMsHHE SHTEPAJBHOIO MUTAHUS HA pa3-
JmyHble ¢a3bl CMHAPOMA KOPOTKOM KUIIKH?

17.1. ®a3a noclieonepanuoOHHOii rHNEPCEKPeNHH.

B gazy eunepcexpeuuu 015 eapanmupoeanHozo obec-
neueHus NUMAMENbHLIMU GeUecmeamil, B0CNOAHEeHUs
ACUOKOCMU U INEKMPOAUMO8 0053amenbHbIM A6A5emcs
napeumepanvroe numanue (C).

Kommenrapumii: ITocie oOmmpHON pe3ekiu TOH-
KOTO KHWIIEYHMWKA, KaK MUHUMYM BPEMEHHO, IOBBI-
1aeTcsl 00pa3oBaHUe KUCJIOThI CIIM3UCTOM XEIyIKa ¢
rnocieayoumm HapylueHueMm pH kuieunuka. Jleueo-
HbIe MEPOIPUATHS BKIIIOYAIOT UCIIOJb30BaHUE OJI0Ka-
TopoB H,-perienTopoB Wiv UHTMOUTOPOB MPOTOHHOM
TTOMITBL.

B ciydasx 6oblloi MOTEpH KUIKOCTU Yepe3 BbI-
COKO PAaCIIOJIOXEHHYIO €IOHOCTOMY YMEHBIIMTH ITOTE-
pIO MUHEPAJOB U XUIKOCTU TOIIEH KHWILKONA MOTYT
BBOAMMbBIC II€POPANbHO (IIepopayibHasl peruapaTarys)
WJIM TIPY 30HI0BOM ITUTaHWUHU TIIIOKO30-3JICKTPOJIUTHbBIE
pacTBOpbl. B HEKOTOPBIX CiIydasix BO3MOXKHBIM Bapu-
AHTOM SIBJIICTCS paHHEee Hayalo MepopabHOTO ITOCTY-
IUICHUST WIM 30HIOBOTO MUTAHMSI UCIIOIb30BaHUEM He-
OOJIbIIMX KOJMYESCTB CBOOOTHBIX AMUHOKMCIOT WJIU
MpenapaToB Ha OCHOBE IENTHIOB, ITOCKOJIBKY 3TO CIIO-
COOCTBYET YCKOPEHHUIO MPOIIECCOB aJalTalllM.

17.2. ®a3a aganranuu.

Y nauuenmoe c¢ cundpomom Kopomkou Kuwiku 04s
VAYHUeHUs a0anmayuy KUeyHuKa peKkomeHoyemcs no-
CMOAHHOE 30H0080€ NUMAHUE C 88edeHUeM NUMAamensb-
HbIX eujecme 6 HebOoAbUIOM 00BeMe 8 3A8UCUMOCHU OM
obseMa mepsaemou KUuWeyHUKOM HCUOKOCmU.
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Ilo mepe nocmenennoli adanmayuu caedyem obecne-
Yueamv IHMePALbHOe numatue (041 ygeauueHus gpeme-
HU abcopbyuu — oaxce HOUbIO) KAK OONOAHUMENbHDBIL
KOMNOHEHM K 00bIMHOMY NUMAHUIO.

KommenTapumii: AganTtalusl 1mMocjie pe3eKiys KUIl-
KA COMNPOBOXIAETCS KJIETOYHOU TUMepIia3uen, -
nepTpodueil BOPCUHOK Y U3MEHEHMSIMU CO CTOPOHBI
MEePUCTATBTUKN KUIIKU. [dIUTEeTbHOCTh amamnTaluy
SIBJISIETCS CHIOPHBIM BompocoM. Ilpoliecc yaydiieHus
(GyHKIMM MOXeET NpomoJIKaThCsA Aaxe 4depe3 1 ron
(IV). B a3y amantauuu cieayeT paHO HaAUMHATh 3H-
TepajbHOE MUTaHUE, MPOBOS €ro Aaxe MapasuieIbHO
MmapeHTepaJibHOMY MuUTaHU0O. IIpexneBpeMeHHOe
MpeKpallleHe IMapeHTEePATbHOIO IUTAHUS SIBJSIETCS
HeyIayHbIM TepaneBTuyeckum 1aroM (IV).

Korna morepy >XKUAKOCTU KUILIEYHUKOM COCTaBJISI-
10T MeHee 2,5 J1 B CyT, HAUMHAIOT 3HTepaIbHOE MUTa-
HUE B MMHUMAaJIbHOM obbeme (T.e. 250 mu/cyt). JIyu-
11Ie MIEPEHOCUTCS MOCTOSIHHOE TOCTYIUIEHUE, YeM 00-
JocHoe BBeAeHMe Tpemnapara (IV).

B 3aBucuMMOCTH OT CTENEeHU MEePEeHOCUMOCTU yBe-
JIMYMBAIOT CKOPOCTb BBEIEHMSI INMUTATEJbHON CMECHU.
C LIeJIbI0 MCITOIB30BaHUS TIpoLiecca KOHTPTPAHCIIOP-
Ta (IENTUIbI, TJI0K03a, aMUHOKHUCIOTHI) MEXaHU3MOM
HaTpUii/TI0KO3a B Cyyasix OOJbIION MOTEPU HATPUS
(HampuMep, y TALIMEHTOB C €IOHOCTOMUE) B Iperna-
partax i IepopaJbHOTO MOCTYILIEHUS WJIM 30HI0BO-
ro MUTAaHUSI KOHLICHTPALIUIO HAaTPUSl PEKOMEHIYETCS
yBesmuyuBaTh 10 80-100 makB/1. JobaBieHrue HaTpuUs
xjiopuaa (Hampumep, 3 I/1 IpenapaTa IJjisl SHTepasb-
HOIO IUTaHUS) SIBASIETCS aJeKBaTHBIM IIIArOM i
KOPPEKLMM KOHIIEHTpAllMd UOHA.

OTCyTCTBYET cOrjlacoBaHHasl MO3UILMSI, HEOOXOMM-
MO JI1 MCIIOJIb30BaTh B Ka4eCTBE IpenapaToB s Ie-
pOPaJIbHOTO BEACHUS IUTATEJbHBIX BEILIECTB WU
30HJ0BOIO MUTAHMS HA MPOTSKEHUU amanTaldu CBO-
0OIHBbIE aMMHOKMUCIIOTHI, IperapaThl Ha OCHOBE IIeIl-
TUIOB WJIM TIpernapaTbl Ha OCHOBE 1ieJbHOro Oenka. Y
MalMEeHTOB C YCKOPEHHBIM TPAH3UTOM U SIBHOI MaJib-
abcopbirreil (xapakKTepHbII KOMIIOHEHT) OJ1aronpusT-
HBbI pe3yJbTaT MOXHO IOJYYUTh IPU MCIIOJIb30Ba-
HUM CBOOOJHBIX aMMHOKMCJIOT WIM IIpernapaToB Ha
ocHoBe nentuaoB (IV). Ota mo3uius mojyyuiia pac-
MPOCTPAHEHUE CpeAy IPAKTHKYIOIIMX Bpadeil, XOTs
0OJIbHBIE C BBICOKOM €IOHOCTOMHUEN HE HYXIAIOTCS B
npenapate co crenuaabHoil dopmynoit (I11). Yersipe
CpPaBHUTEJbHBIX HMCCACHOBAHUSI, BKIIOUYMBIIUX 0O0JIb-
HBIX B KPUTHMYECKOM COCTOSIHUM, TpaHCILIaHTalMei
MeYeHU U OOLIMPHBIMU OIEPATHBHBIMU BMEIIATEIb-
CTBaMHU Ha OpraHax OpIOIIHOM MOJIOCTU, HE BBISIBUJIU
HeIOoCTaTKa HTEPaJbHOrO MUTAHUS B CPaBHEHUU C
napeHTepaJbHbIM MUTAHUEM C TOYKHU 3peHUsT abcopO-
MU U/WIU IIPOHUILIAEMOCTA B TOHKOM KUIIIEUHUKE.

17.3. ®a3a noanepKKu/CTAOUIM3AIMH.

Ecau HopmanvHulli cmamyc numanus He yoaemcs
noddepiycueams MOAbKO AUWbL OObIMHBIM NUMAHUEM,
credyem uUcnoab3oeamos NepopanbHoe eeedenHue numa-
menbHbIX ewjecme uau 30Hdosoe numarue (C).

KommenTapumii: B ¢asy noguepkkyu noTpeOHOCTh B
3HEPruy He OTIMYaeTCs OT TAaKOBOM y MPaKTUYECKU
3M0pOBbIX Jtofeii. [1oTpeOGHOCTh B SHEPIUU B COCTOSI -
HUM TIOKOSI COCTaBJISIET NMIPUMEPHO 24 KKaji/KI MacChl
Tena /cyr. TeM He MeHee, IOCTYIUIEHUE 3HEPIUU U
MUILEBBIX CYOCTPAaTOB IOJIKHBI OBITH amanTHPOBAaHBI
0 OTHOLIEHMIO K eMKOCTHU abcopbuuu. CocrosHue
BBOJIHO-3JICKTPOJIMTHOIO OOMEHa KOJIeOJeTcs OT ma-
LIMEHTa K MallMeHTy, HO y OOJIBIIIMHCTBA OOJIbHBIX Oa-
JIAHC 3JIEKTPOJIMTOB U BOIBI COAJIAHCHMPOBAH.

Jng moamepKKu cTaTyca MUTaHUS Y JaHHBIX 00JIb-
HBIX BHTEpaJbHOE NMUTAHUE HE MMEET IIPESUMYILECTB B
CpPaBHEHUHU C OOBIYHBIM IMTAHUEM.

Eciu amexkBaTHBIE HepopayibHbIC ITOCTYIUICHUS HE
BO3MOXHBI, PEKOMEH/IYeTCsl AOMOIHUTEIbHOE ITOCTO-
SIHHOE Ha MPOTSIKEHMM HOYM 30HIOBOE MuUTaHMe. Ta-
KOW 1ar oOJjiajaeT IMO3UTUBHBIM BIUSIHUEM Ha ad-
COpOIIMIO, CTaTyC MUTAHUS U KJIMHUYECKHE ITPOSIBIIC-
HUSI CO CTOPOHBI KEJIyIOYHO-KHUIIEYHOro TpakTa. Ho
cJenyeT pacCMOTPEeTh BOIIPOC, YTO IUCTAIbHOE pac-
MOJIOXKEHME 30HAa YMEHbBIIAET IUIONIaab, JOCTYITHYIO
It abcopOiu. B HEKOTOPBIX ciydyasx IepopajbHOe
MOCTYIUICHHE ITUTATEJIBHBIX BEIIECTB MOXET II03BO-
JIUTh u3bexaTbh MHQPY3MOHHOI Tepanuu. Takoil pe-
3yJIbTaT MOXET OBbITh JOCTUTHYT, HECMOTpPSI Ha (haKT,
YTO IMTATEIbHBIC BEIIECTBA, BBOAMMEIE IIEPOPATIHLHO
WIN 4Yepe3 30H, JaJeKO He BO BCEX CIIydasx IOABEpP-
raloTcs 0oJjiee Jyylleit abcopOLIMK, YeM OObIYHAs MU~
ma. B XpaTKoBpeMEeHHBIX 3KCIEPUMEHTAX MCIIOIb30-
BaHUeE IIperapaToB Ha OCHOBE CBOOOIHBIX aMUHOKMKC-
JIOT BEJIO K YMEHBILIEHUIO BBICOTBI BOPCHMHOK TOLIEH
kumku (111, TV).

HckinoueHne mapeHTepaIbHOTO IMUTAHMS U CyXe-
HHUe 00beMa OKa3blBaeMOI ITOMOIIY IIPU KOPPEKLIMHU
MMUTaHUS TOJBKO OO0 BHTEPAJIbHOTO MUTAHMS, €CIU
€MKOCTh a0copOLMM KUIIEYHMKA HACTOJIbLKO Maja,
YTO TOAACpKaHME HOPMAaJIbHOM Macchl Teyia 0e3 Ia-
PEHTEPaAIbHOIO MUTAHUSI JOCTUTHYTO ObITh HE MOXET,
npoTrBoOIloKa3aHo. Eciau o0beM cTysia IpUMEpHO CO-
ctaBisieT 3 Kr/cytr ¢ obecredeHueMm sHeprum 2000-
2500 kkajn/cyT, mapeHTepaIbHOro MUTAaHMUSI U30eXaTh
He Bo3MoxHO (III). ITapeHTepaspbHOE MUTAHUE MOXK-
HO IOMOJIHITh SHTEPAJIbHBIM MUTAHUEM.

(Ilooeomosun npogh. bensee A.B.)
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KpaTkoe u3joxkeHue npuHATHIX pemennii: OcTpblii MAHKpeaTUT

ITpenmer |PexomeHpanuu Crenenb | ITyHKT B
aHanm3a 000CHO- | peKOMeH-
BaHHOCTH |  mamusix
IToka3anns
OcTpblit IMoTpebHOCTU B DHTEPAIbHOM MUTAHUM HET, €CIAW MaLMEeHT 4yepe3 B 1.3
naHkpeatut| 5-7 mHei CMOXeT MPUHUMATh OOBIYHYIO ITHIILY
JIETKOM
CTETIEHN
DHTepabHOE NMUTAaHUE Ha TPOTSKEHUM TIEPBBIX 5-7 MHEW HE OKa3bIBaeT A 1.6
TMO3UTUBHOTO BIMSIHUSI HA T€YEHUE 3a00JIEBaHUSI U TIOITOMY
HE PEKOMEHIYeTCs
Ecnm yepe3 5 u 6ojee gHEH HEBO3MOXKEH IMEPOPaNbHBINA MpHeM MUILT C 1.6
M3-3a COXpPaHSIOIIEerocss 00JeBOro CMHAPOMA, CIeAyeT Ha3HAUUTh
30HI0BOE MHUTAHUE
Tsekennlit  [[TokazaHO 3HTEpaJbHOE MUTAHUE MPU BO3MOXKHOCTHU €ro pealu3aluu A 1.3
HekpoTh- |IIpu HEOOXOMMMOCTH SHTEPATbHOE MUTAHUE CAEAYET MOIOJHUTh
yecKui MapeHTePaTbHbIM MUTAHUEM
naHkpeatut| [Ipu TsSoKeI0M OCTPOM MaHKpeaTUuTe, MPOTEKAIOIIMM C OCJIOXKHEHUSIMU 1.8
(ductysbl, aclUThI, MCEBAOKMUCTHI), YCIELUIHO MOXET ObITh peaau30BaHO
30HI0BOE MUTAHUE
Peammzanusd | 30H10BOE MUTAaHUE BO3MOXKHO Yy OOJbllell YacTU OOJbHBIX, HO MOXET A 1.4
BO3HUKHYTh IOTPEOHOCTh B €T0 JOTIOJTHEHUM MMapeHTePaTbHBIM IMTUTAHUEM
ITo Mepe paspelieHUs HApYLIEHUS Maccaxa Io XKeJyAKy MOTYT ObITh C 1.10
MPEIIIPUHSITH OCTOPOXKHEIE TTOMBITKY ITEPOPATTbHOTO MUTAHUS (0OBIYHAS
MMUIIA W/VIN TIepOpabHBIC IMUTATSIbHBIC COCAUHEHMS), TIPU YCIOBUH,
YTO WX TIPUEM HE COIPOBOXKIAETCS] BOZHUKHOBEHUEM 0OJTM, a BO3MOXHBIE
OCJIOKHEHUST HaxomsaTcs ol KoHTposeM. [To Mepe pacumpeHus mpuema
MUIIY 30HI0BOE MUTAHUE MOXET OBITh TTOCTETIEHHO TMPEKPAIEeHO
Tsoxensrii | CemyeT MCIIONB30BaTh SHTEPATbHOE IMUTAHUE Y BCeX ITAIlMCHTOB, C 1.7
TMAHKPEATUT| KOTOPBIC €r0 MEePEHOCST
Peamuzanua| Ecniu mpu nmutaHuuy yepes XeayooK BO3ZHUKAET HEIEePEeHOCUMOCTh C 1.4
IMUTAHUS, CJACOYeT MOIBITAThCS BBOAUTD IMHUIINY B TOILIYIO KUIIKY
B cnyyae BBITIOJTHEHUS OMEPaTUBHOTO BMEIIATEIbCTBA 1O TTOBOAY C 1.7
IMaHKpeaTUTa B XOME OINepallii MOXKHO BBIIIOJIHUTH UEIOHOCTOMUIO
IJ11 obecrieyeHusT 30HAO0BOIO IMUTAHUS B IIOCAEOIEPALIMOHHOM MEPUOIE
IIpu Hanuuuu HapylieHUs MPOXOIUMOCTH MO XKEIYAKY KOHell 30Haa C 1.8
clIeyeT pacIoJIOXUTh AUCTalbHee MecTa oocTpykuuu. Eciau 3to
HEBO3MOXHO, CJIeAyeT Ha3HAUUTh MMapeHTepalbHOE IMUTaHUE
Tun IIpenapaTbl Ha OCHOBE MENTUAOB MOTYT ObITh UCIIOJIb30BaHbI 0€3 OrnmaceHuit A 1.5
dopmysst  |IIpu ycioBUM NMEPEHOCUMOCTA MOXHO TMPEANPUHSTH MOIBITKY C 1.5
npenapaTta |MCIIOJIb30BaTh IpenapaTbl CO CTaHAAPTHON (hopMysIoi
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KpaTtkoe u3snoxeHue NPUHATHIX pelleHuii: XpOHUYECKHA MAHKPEATHT

IIpenmer |PekomeHnmauuu Crenenb | IlyHKT B
aHaIu3a 000CHO- | peKOMEH-
BaHHOCTH | IaIvsIX
Oo61me AnekBaTHOE Jie4eOHOE TTUTAaHUE, a TAKXKe Tepanusl 00U, MOTYT OKa3bIBaTh C 24
IMO3UTUBHOE BIMSIHUE HA COCTOSTHHE NMUTaHUs. [1py yMeHbIIeHUsT OOJIeBBIX
OIIYIIICHMIA TIOC/Ie TIprieMa TTAIINA KOJI-BO BBOOVMBIX KaJIOPUIA YBEIIMIMNBAIOT
ITokazanus |bonee 80% malyeHTOB MOTYT IIOJIy4aTh aAeKBaTHOE JIeYeHUE MPY ITUTAHUU B 2.4
O0OBIUHOI TIMIIIEH ¢ noOaBieHNEM (PePMEHTOB ITOMKETYIOUYHON XKeJIe3bl
10-15% ot Bcero Koam4ecTBO OOJBHBIX HYXIAIOTCS B IIEPOPAIbHOM C 2.4
MOCTYIUICHUH TIperapaToB I UCKYCCTBEHHOTO MUTAHUS
30HI0BOE TTMTAHHE TIOKA3aHO MPUMEPHO 5% OOJNBHBIM XPOHWUIECKUM C 2.4
MMaHKPEaTUTOM
Cneunduu. | CTeHO3 IBEeHAAUATUNEPCTHON KUILIKKU C 2.5
TIPOTUBO-
TOKa3aHUs

1.5. IlpemapaTbl Kakoii ¢opMyjibl HEOOX0IUMO HC-
M0JIb30BaTh NMPU OCTPOM NMaHKpeaTuTe?

Ilpenapamer Ha ocHose nenmudoe moeym Obimb Uc-
noav3oeanwvl 6e3 onacenuti (A).

Ilpu ycrosuu neperocumocmu MONCHO npeOnpUHAMb
NONBIMKY UCHOAB308AMb NPEnapamsl cO CMAaHOapmMHOU

gopmyaoti (C).

Kommenrapuii: bBosblIMHCTBO wucciaenoBaHuit (y
JIIOJEH U XXUBOTHBIX) ObUIM BBIIOJHEHBI C UCIIOJIb30-
BaHueM (opMybl Mpernapara, OCHOBAHHOM Ha IIeM-
TUAAX, KOTOpas, TaKUM 0o0pa3oM, MOXKET OBbITb pPeKO-
MEHIOBaHa g obecreyeHMs] MuTaHus. MoryTr Ju
MCIIOJIb30BaThCs IperapaThl CO CTAaHAAPTHON (OpMY-
JIOi, 00JIafaloT M JOIOJHUTEIbHBIM BIMSIHUEM Ha
TeyeHue 3a0ojieBaHMsSI IIperaparbl, MOILYJIMPYIOLIUE
MMMYHHYIO CUCTEMY, OCcTaeTcs He BbIsICHeHHBIM (IV).
B HacTtosiee BpeMsl OOILLIEIPUHSTON MPAKTUKOM SIB-
JIIeTCs Hayajlo IMUTaHMS C UCIIOJIb30BaHUEM IIperapa-
Ta Ha OCHOBE CTaHAApTHOW (POPMyJIbI, IIPU YCIOBUU
HEYIOBJICTBOPUTEIbHOM MEPEHOCUMOCTH CJICAYET I10-
MBITAThCSI IPUMEHMTD IIperapaT Ha OCHOBE MEITUIOB.

2. XpoHHYeCKHii MaHKpeaTuT

Hcxonnbie pemapku: B 60-70% ciyyaeB 3THOJIOTH-
YecKUM (paKTOpOM Y IMAaLMEHTOB C XPOHUYECKMM I1aH-
KpeaTUTOM SIBJIIETCS aJIKorojib. Ipyrve mpuyuHbl Xpo-
HUYECKOro MaHKpeaTuTa BCTpevyaeTcss MeHee 4acTo (00-
CTPYKILIMSI BBIBOJHOI'O IMPOTOKA IMOMXKETYIOUHOM XeJie-
3bl, HACJICACTBCHHbIA IMAHKPEATUT, TPOIMUYECCKUIA ITaH-
kpeatut). ¥ 15-30% siBHasi npu4ynMHa He OOHApPYyKMBa-
eTcs (MIMOMaTUYECKUI XPOHWYECKUI MaHKPEaTUT).

K MopdonornyeckuM OTKIOHEHUSIM OTHOCSITCS
OTEK, OCTPOE BOCIAJICHNE M HEKPO3, HAKJIaIbIBAIOLI -
ecsl Ha (pOH XPOHMUYECKUX HAPYIICHUI, BKIIOYAIOIIUX
¢ubpo3, KanbLuUKaLMIO, BOCIAJCHUE U YyTPaTy K-
30KpUHHOI TKaHU. [lo MIUTENTbHOM CYIECTBOBAHUU
XPOHUYECKOIo MaHKpeaTUTa IOCTEIIEHHO CHUXKAeTCS
BbIIEJIeHUE (DePMEHTOB, YTO MIPUBOIMUT K HAPYILICHUIO

MUILEBAPEHUS C PE3YIbTUPYIOLIECHA CTeaTopeei U a30-
TOpeei TIpU paspylueHun oosee 89% TKaHU MOMIKEY-
JIOYHOI Xeje3bl. Ha 3ToMm aTame 3abojieBaHUs B CBSI-
34 C YyTpaToil OeTa-KJIETOK ITOMXKEIYAOYHOMN XKeae3hl,
MPONYLUMPYIOIIUX UHCYJIWH, PAa3BUBAETCSI U TUAOET.

2.3. KakoBbl neyu Jieye0HOro nuTanusa?

OcHosHas yenwb aeuebH020 NUMAHUS — 0KA3aMmb 64U-
AHUe Ha Manvbadcopoyuro u npedomepamumes He0OCma-
MoK numanus.

KommenTapwmii: Ha MO3IHUX CTAAUSIX XPOHUYECKOTO
MaHKpeaTUTa HaOII0AAETCs TOTEPST MACChl TeJla B CBSI-
31 CO CHIDKEHHWEM KOJMYECTBA IMOCTYMAIOIIUX Kajo-
puil (607b, MEPCUCTUPYIOIIUIN MPUEM aJKOIoJs) W
MajibabcopOireit OCHOBHBIX 3JIEMEHTOB NMUTaHus. Ta-
KMM 00pa3oM, HEIOCTAaTOK MUTaHUS YacTO BCTPEYaeT-
cs y MallMeHTOB C XPOHWYECKUM MaHKPEATUTOM U €T0
TSKECTh SIBJIIETCSI OJHUM M3 OCHOBHBIX (DaKTOpOB,
ONpeACSIONIMX PAa3BUTUE OCJIOXHEHUN U UCXO..

2.4. KakoBbl BApMAHTBI Tepanuu?

boaee 80% nayuenmos moeym noaywame adexeam-
Hoe neveHue npu numaxnuu 00bIMHOU nuuel ¢ dobasne-
Huem hepmermos nodxicenydounou xcenesvt (B).

10-15% om 6cezo Koauuecmeo OOAbHBIX HYHCOAIOMCS
8 NepopPanNbHOM NOCMYNACHUU NPENnapamos 04s UCKYCCm -
sennoeo numarus (C).

3ondosoe numanue nokazaro npumeprHo 5% 604bHbIX
xporuueckum narwkpeamumom (C).

AdexeamHnoe nevebHoe numanue, a maxdice mepanus
004U, MOZYM NO3UMUBHO GAUAMb HA COCMOSHUE NUMA-
Hus. Tlpu ymenvuwienuu 604e6bix ouyuwjeHUl nocie npuema
nuwy Koauuecmaeo 6600umbvix Kasopuii yeeauyusarom (C).

Kommenrapmii: K craHmapTHbIM JIeYeOHBIM MEpPO-
MPUATUSM TIPA XPOHUYECKOM IMAHKPEATUTE OTHOCSITCS
BO3JEpXaHVE OT IpUeMa aJKOToJIsl M 00e300IMBaHue
(ITa). IMpu ycnoBuM peayvzaiiuy TaKMX MOIXOJ0B, KaK
MPaBWIO, MOXET OBITh JOCTATHYTO YJIYYILIEHUE CTaTy-
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ca nmutaHus. Ilpy HEOOXOAMMOCTU aHAJbI€TUKOB HX
cjemyeT Ha3HayaTh Mepea MPUEeMOM MUY, MTOCKOJbKY
YMeHblIIeHHe 00JIM Tocje MprMeMa MUIIU BeleT K yBe-
JIMYeHU0 obbeMa MuTaHus. JeUCTBUTENbHO JIM BO3-
JIepXKaHrue OT aJKOrojs YIydluaeT WCXOHd, CKa3aTh
CJIOXXHO, TTOCKOJIbKY AaHHbIe MpoTUMBOpeurBbl. Hemo-
CTaTOYHOCTb 9K30KPUHHOW (DYHKIIMU MOKETYI0YHON
KeJie3bl MaHUMecTUpyeT creaTopeeil (3KCKpeus XKu-
poB ¢ kajgoMm >7 r/cytr). IIpu CHUXEHUM KOJUYecTBa
KUpPOB B IpuHUMaemoit muiue (0,5 r/Kr macchl Te-
JIa/CyT) BO3MOXHO YaCTUYHOE YMEHbBIICHHWE CTEIeHU
MpOsIBJICHUSI AaHHOTO cuMmnToMa. OCHOBHOI Tepamuu
SIBJISIETCS TIpMeM (DepMEHTOB ITOMKETYIOYHOMN Keae3bl
C TMILel, comepxkalleil HopMaJbHOe KOJIUYECTBO XKU-
poB (30% ot o011IeT0 HEProNOTPEOICHNS).

HenepeHocuMocTh TJIOKO3bl  (opMHUpPYETCS B
40-90% Bcex ciaydaeB TSDKEIOM HETOCTATOUHOCTU IO~
xkenynouHoit xkesesbl (11a). ¥V 20-30% Bcex malneHTOB
MposIBJIsieTC MUabeToM, KOTOPBIM COMPOBOXIAETCS
HapylleHUeM BBICBOOOXIeHUs rimokaroHa. Cekpelus
[JIIOKaroHa TakXKe CHUXKAETCSl Yyepe3 HEeCKOJIbKO JIeT U
npu 1-M TUMe caxapHOro auabera, COMPOBOXAASCH
HapyllIeHUEeM KOHTPPETY/ISILUMU ACHUCTBUS MHCYJIWHA,
YTO NpHU Tepanuu UHCYJIMHOM BeleT K OOJblIei JyB-
CTBUTEJbHOCTU OOJIbHBIX K TMITOTJIUKEMUU.

B OGonplIMHCTBE cllydaeB AOCTATOYHO OOBIYHOI
MUIIHA, HO €CJIM MOCTYIIEHUE KaJopuii HM3KOe, BO3-
MOXHO Ha3HaueHHUe MepopajbHOro IprueMa Ipenapa-
TOB MCKYCCTBEHHOrO IMTaHWS Ha OCHOBE LIEJIbHOIO
Oenka u (epMEHTOB MOMXKEIyIOUHOM Xenednl. Eciu
OHM MEPEHOCATCS IUIOXO, CJAEAYeT IIOMBITaThCS IIO-
Mpo0oBaTh IlepopajibHOE NUTaHWE IIpernaparamMyd Ha
OCHOBE MENTUIOB, KOTOPbIE B TaKWX CIy4asiXx MOIYT
OBITH 0oJice 3(PMEKTUBHLIMU, YeM IEPOpPAIbHO MPHU-
HUMaeMble IIperapaTtbl Ha OCHOBE LIEJIbHOTO OesiKa
(II). BxycoBas npuBJIeKaTeJIbHOCTh 100ABOK MEINTH-
JIOB HEBeJIMKAa U KOMIUIaieHC MaluueHTa (npum. nepe-
600.: B JTaHHOM cJy4yae XeJaHue IMalueHTa MPOIaO0JI-
KaTh Ha3HayaeMoe JIeYeHUEe) HU3KUA.

YMeHbllIeHUe CcTeaToper U aleKBaTHOE MOCTYILIe-
HUME BHEPIUU SBJISIIOTCS HanboJjiee BaxKHBIMU IPUHIIM-
IaMu JIEYeOHOro MUTaHUSI XPOHUYECKOIo ITaHKpeaTUTa.

JleueHne HEAOCTATOYHOCTU BK30KPUHHOM (PYyHK-
LMY TTOIKEIYIOYHOM KeJae3bl HAUMHAIOT ¢ KOHCYJIb-
TUPOBAHMS T10 BOIIPOCAaM IMUTAHMs, a TaKXKe 3aMeCTH-
TeJIbHOU Tepanueiil pepMeHTaMU TOIKETYI0UYHON XKe-
Je3bl. g HOoCTHKeHUsT aaeKBaTHOIO ITOCTYILICHUS
BaKHBIM KOMIIOHEHTOM SIBJISIETCSI YaCThIi IIpUEM M-
1LY B HeOOJBIIOM KojudecTBe. Jluera mokHa OBITh
oboraiieHa yrieBojaMyu M OeJlKaMu, HO MOCTYIUIEHUE
YIJIEBOJOB MOXET CTaTb IPUYMHOM OCIOXHEHUI CO-
MyTCTBYIOIIEro auadera. JIocTaTOUHO M OOBIYHO XO-
pOILO MEePEHOCUTCS MOCTYIICHUE OejlKa B KOJUYECT-
Be 1,0-1,5 r/kr. 30% xanopuii UCXOOHO CJIEAyeT Ja-
BaTh B BUIE KHUPOB, KOTOPbIC MEPEHOCITCS YIOBJIE-
TBOPUTEJIBHO, OCOOEHHO MPU MPUEME XKMPOB OBOILECH.

Ecnmu mpupocT Macchl Teja HOCTMYb HE yaaeTcsl U
COXpaHSIETCsI cTeaTopesi, MOIyT ObITh MPMMEHEHBI Cpem-
He-uernoueyHble Tpurauuepuanl (I1I). CpenHenienovey-
HbIE TPUIIIULIEPUIBI MOTYT ObITh PEKOMEHIOBAHBI B CBSI-
31 C TeM, YTO MX abCcopOLIMsI He 3aBUCUT OT Junasbl. Om-
HaKO cpeIHelernoYeuHble TPUIIMLEPUALI 001a1aloT 60-
Jiee HU3KOI 3HEepreTMYecKoi IeHHOCThIO (8,3 KKaj/T),
He OYeHb MPUBJIEKATEIbHbI C BKYCOBOI TOUKHW 3pEHUS,
MOTYT BbI3BaTh MOOOUHBIE 3¢(PEeKThI, HAIPUMEp, 00JIb B
OpIOLIHOI MOJIOCTH, TOLIHOTY, Auapeto. B nuete momk-
HO OBITh CHIDKEHO KOJWYECTBO BOJIOKOH, ITOCKOJIBKY
BOJIOKHA abcopOMpyIoT hepMEeHThI M BEAYT K CHIKEH-
HOMY IIOCTYIUIEHMIO MUTaTeNbHBIX BenlecTB. [Ipu ycio-
BUU SIBHOTO KJIMHUYECKOTO AehUIIUTA CAeayeT 100aBUTh
>KUPOpacTBOpUMBIe BUTaMMHBI (BuTamuH A, D, E, K),
a TakKKe Apyrue MUKPO3JIEMEHThI MATaHUS.

CyiecTByeT OOMbIIOE KOJWYECTBO (PEPMEHTHBIX
MpernapaToB, KOTOpbIe OTJIMYAIOTCS IO COIEPXKaHUIO
¢epMeHTOB U criocoly cozgaHus Tpenapara. KioyeBbim
aCIIEKTOM SIBJISIETCS aleKBaTHOE TTOCTYIUIEHUE hepMeHTa
(Ib). B cinydae Hea(h(PeKTUBHOCTU TepaneBTUUECKUX Me-
POMPUSITUI, HECMOTPSI Ha aJIeKBaTHO BHIOPAHHYIO TUETY,
YIOBJIETBOPUTEJIbHBIN KOMIUIAMEHC, CIIEIYET OTKOPPEK-
TUPOBaTh BBHIOOp TIpernapara 1 103y (pepMeHTa, B Iocie-
JIYIOILIEM MOTYT ObITh Ha3HaueHbl aHTaroHucThl H,-pe-
LISTITOPOB WM MHIMOUTOPBI TIPOTOHHOM MOMITHI.

Ponb (epMeHTHBIX MpemnapaToB B Tepanuu 00U
MPOTHBOPEYHBA.

DHTepallbHOE MUTaHWE TTOKa3aHO, €CJU IMallMeHThI
HE CIIOCOOHBI MOTPEOJISITh AOCTaTOUHOIO KOJIMYECTBA
KaJiopuii (ipu 00JI€BOM CUHIPOME MJIU MUJIOPO-AYOode-
HOCTEHO3€ B CBSI3U C YBEIMYEHUEM TOJIOBKU IOMKETY-
JIOYHO Kesie3bl UM 00pa3oBaHMEM IICEBIOKUCT), €C-
JIU TIPOJOJIKAETCSl MOTepsl MacChl Tejla, HECMOTpPSl Ha
aJiekKBaTHO€ HOPMaJIbHOE MUTaHWe, MPU HATUIUU OCT-
DPBIX OCJIOXHEHMI (OCTpBIi MaHKpeaTUT WIM CBUILN),
Tepen olepaTMBHBIM BMeIIaTeIbCTBOM. PekoMeHayeT-
csl, 4YTOOBI DHTEpAIbHOE MUTaHUE 00ECIIeUnBAIOCh Ye-
pe3 30H4, BBeAeHHbIN B Tounyto kuky (IV). Ilo Bceit
BUIMMOCTH, I OOecreueHus] UTMTEJIbHOM Tepamnuu
HAWIYy4YIIM CIIOCOOOM SIBJISIETCS UPECKOXKHasl 3HIO0-
CKOIMYECKasl TacTPOCTOMMSI C €IOHAJIbHBIM 30HIIOM.
PekoMenaytoTcst mpernapatbl ¢ (DOpPMYJIOil HA OCHOBE
MEeNTUIOB UM aMUHOKMCIIOT ¢ UX BBEIEHUEM Ha IIpo-
TsokeHur Houum (IV). HonrocpouHble HMccCenoBaHUS
3 (GEKTUBHOCTU TaKOTO MOAX0Ja OTCYTCTBYIOT, OH OC-
HOBBIBA€TCSI Ha KJIMHUYECKOM OIIBITE.

IMapeHTepaibHOE€ IHWTaHMUE II0KA3aHO TOJbKO B
cllyyae HEBO3MOXHOCTU SHTEPAJbHOIO MUTAHUS, Ha-
MpuMep, TMepea oNepaTUBHBIM BMEIIATEIbCTBOM IpU
TSDKEJIOM CTEHO3€ JBEHAALATUIIEPCTHON KUILKU.
Ony0JMKOBaHHbIE AaHHbBIE O IallMEHTaX C BHYTPU-
BEHHBIM MUTaHUEM Ha MPOTSKEHUU IJIMTEIbHOTO UH-
TepBaJla BpEMEHU OTCYTCTBYIOT.

(Iloozomosun npogh. beases A.B.)
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yeckoro rmranus ['epmannm) @epennu I1., Xomem E., ®om dane C., Miomtep M.JIx., Hombete B.

PYKOBOJICTBO ESPEN I1O SHTEPAJIBHOMY ITUTAHUIO:

3ABOJIEBAHUA ITEYEHU

Plauth M., Cabre E., Riggio O., Assis-Camilo M., Pirlich M., Kondrup J., (German Society for

Nutritional Medicine) Ferenci P., Holm E., vom Dahl S., Muller M.J., Nolte W.

ESPEN Guidelines on Enteral Nutrition: Liver disease // Clin. Nutr. — 2006. — 25: 285-294

KpaTKOB N3JI02KCHUE NIPHUHATBIX pOMEHHﬂ! AJIKOTOJIbHBIA CTEATOrenaTUT

Ilpenmer |PexomeHmauuu Cremrerp | IlyHKT B
aHanu3a 000CHO- | peKOMEH-
BaHHOCTH |  HIaIusIX

0000ma- |/nsg BEIIBICHMS MAIIMEHTOB T'PYIIITLI pHCKa HEIOCTAaTKa IMMUTAHUS CIICAYET C 1.1
onee HCITIOIb30BaTh IPOCTHIE METOMBI, KOTOPhIE MOXKHO ITPUMEHUTH Y TOCTEIIN

nauueHTa, Hanmpumep, aHanu3 1o 1kane CyobekTuBHOro OO01ero

CocrosiHug (Subjective Global Assessment) Win aHTPOIMOMETPUIO

Pexomenmyemoe moTtpebiaeHmne sHeprum: 35-40 KKayi/Kr Macchl Teia/cyT C 1.3

(147-168 x]Ixx/mMacchl Tena,/cyT)

Pexomennyemoe motpednenue 6enkos: 1,2-1,5 r/kr Maccel Tena/cyT C 1.3
Peamm3zanua | Korga mauueHT He cOCOOEH YOOBJIETBOPUTH CBOIO MOTPEOHOCTH B A 1.2

SHEPIUU MPUEMOM OOBIYHOM MHILU, CAEAYeT MCIOJIb30BaTh JOIOIHM-

TeJIbHOE 3HTepajbHOE IMUTaHUE

Kak npaBuiio, peKoOMeHayeTCsl MepopabHOE UCIOJIb30BaHUE MPEIapaToB B 1.3

JIJISI UCKYCCTBEHHOTO IUTaHMS
Criocob Ecnu maumeHT He CIoco0eH COXpaHSATh alekKBaTHbBIE MepopaibHbIC A 1.3
TOCTYIJIe- |TIOCTYIUIEHHUS, CIIEAyeT UCIIONIb30BaTh 30HIOBOE MUTaHUE (Haxe IPU
HUS BapUKO3HOM pacIIWpPeHUM BEH ITHIIEBOAA)

HanoxxeHre 4pecKoXHON 3HIOCKOIMMYIECKOM TaCTPOCTOMUN COIPOBOXK/IA- C 1.3

eTcsl 0ojiee BBICOKMM PHUCKOM OCIIOKHEHWI U HE PEKOMEHIYETCS
Tun B nenoM pexoMeHA0OBaHBI MpernapaTbl HA OCHOBE LIEJbHOTO OeiKa C 1.3
¢dopMyabl |V MallMEHTOB C aCLIMTOM CJIEIyeT pacCMOTPETh BOMPOC 00 MCITOIb30BaHUHI C 1.3
npenapaTta |0ojee KOHLICHTPUPOBAHHBIX MPEIapaToB ¢ OOJIBIINM CONepXKAHUEM SHEPIUH

V maiueHToB ¢ MeYeHOUHOM 3HIIedasionnaTueil, pa3BUBaIOILIEHCS BO A 1.3

BpeMs1 SHTEPaJIbHOIO MUTaHUS, CJIEAyeT MCIO0JIb30BaTh IIperapaThl Ha

OCHOBE (POPMYJIbI C TOBBIILIEHHBIM COIEPKAaHUEM aMUHOKUCIIOT C

Pa3BETBICHHOM LIETIbIO

KpaTkoe u3ioxeHne npuHATbIX pemenuii: Iluppo3 nevyenu
IlpenmeTr | PexomeHmauuu Cremrers | IlyHKT B
aHanIu3a 000CHO- | peKOMEH-
BaHHOCTH |  JIaIusIX

O06006ma- | st BBISIBICHUS MAIIMEHTOB IPYIIBI PUCKA HETOCTATKa MTUTAHUS CIICIyeT C 2.1
folee WICITOJTb30BaTh MPOCThIE METOIbI, KOTOPhIE MOXHO IMMPUMEHUTh y TTOCTENIN

TaIMeHTa, HalpuMep, aHam3 1o mkajie CyonekTuBHoro Oo1iero CocTosiHus

(Subjective Global Assessment) WM aHTPOIIOMETPUIO

JIJ1st KOJIMYECTBEHHOTO OIpe/ieIEHNsT HEMOCTATKA IITAHUS CIIEAYET MCITOJIb30BaTh B 2.1

Mokaszaresib (ha30BOro yrjia Wik KIETOYHOI MAacChl Tejla, 3aperMCTpUPOBAHHBIX
OMODJIEKTPUYECKUM MMIIEJAHCHBIM aHAJIM30M, HECMOTPS Ha TO, 4TO y
MAIMEHTOB C aCLIUTOM METOI MMEET Psii OrpaHUYEeHUIA
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IIpenmer |PexkomeHmauuu Crenerp | IlyHKT B
aHanuMsa 000OCHO- | peKOMEH-
BaHHOCTHU | JaIUASIX
Pexomenmyemoe motpediaeHue o6enka: 1,2-1,5 r/Kr maccel Teiaa/cyT C 2.3
Peammszanusd | Korna maiyeHT He ciocoOeH yIOBIETBOPUTL CBOIO MOTPEOHOCTh B SHEPTUU A 2.2
MepopaTbHBIM MPUEMOM ITHILIM, HECMOTPSI Ha aeKBaTHbIE UHANBUAYATIbHO
afanTUPOBaHHbIE PEKOMEHIALUY OTHOCUTEIbHO MUTAHMS, HOIIOJIHUTEIHLHO
CJIeIyeT MCIONb30BaTh SHTEPAIbLHOE MUTAHUE
Crnoco6 no- |Ecii manmeHT He criocoOeH MoaIepXXMBaTh aJeKBaTHBIE TTepOpabHbIE C 2.3
CTYIUIEHHs |TTOCTYIUIEHUsI OOBIYHBIM MUTAHUEM, CJIEAYET MCIOJIb30BaTh:
- JTOMOJIHUTENBHOE TepOopaibHOE MUTAaHUE WU A 2.3
- 30HIOBOE TIUTAaHUE (Maxe MPU HATUYMU BapUKO3HO PACIIUPEHHBIX BEH C 2.3
MUILIEBOIA).
HanoxeHne 4pecKOXHOM 3HIOCKOIMMIECKOI IraCTPOCTOMHMU COIIPOBOXKIA-
ercs 0oJiee BRICOKMM PUCKOM OCJIOKHEHMI W HE PEKOMEHIyeTCs
Tun B 1uenom pekoMeHaoBaHbI TIpernapathl ¢ (POPMYJIO Ha OCHOBE LIEJIbHOI'O C 2.3
dopmyasr  |Genka
npenaparta |Y HallMeHTOB C acIIUTOM CJIEAYeT pacCMOTPETh BOIIPOC 00 MCIOIb30BaHUU C 2.3
0oJiee KOHIIEHTPUPOBAHHBIX IIperapaToB ¢ OOJIBIIMM COAEPXKaHUEM
SHEPIuun
¥V manmeHTOB ¢ neyeHOUYHOM sHUedaIonaTeii, pa3BMBamolIeiics BO BpeMs A 2.3
9HTEPaAJIbLHOIO MUTAHUS, CJIEAYeT MCIOJIB30BaTh IIpeIapaThl HA OCHOBE
¢GopMYJIbI C TTOBBIIICHHBIM COAECPXaHUEM aMMHOKHUCIIOT C Pa3BETBICHHOM
JA(S1137]
IIpu ganexo 3amienineM IUPPO3e YAYYIIATh KIMHUYECKUM UCXod 00NIe3HU B 2.3
MOXET HOIOJHUTEbHOE MepOopaIbHOE IIPUMEHEHNE aMUHOKHUCIIOT
C pa3BETBJIIEHHON LIETIbIO
Hcxon st MauueHTOB ¢ UMPPO30M TEeUYeHU PEKOMEHIYETCS SHTEpajbHOe A 2.4

MUTaHUE, MOCKOJIbKY OHO YJIYYIIaeT COCTOSIHME MUTaHUS U (PYHKIUIO
MeYeHU, YMEHbIIAaeT KOJUYECTBO OCIOXKHEHUN U TpOMJIeBaeT XXU3Hb

KpaTKOC N3JI02KCHHE NPHHATBIX pemeﬂnﬁ: TpaHClU[aHTaIlI/IH 1 ONIEPATUBHOC BMEIIATE/IbCTBO

IIpenmer |PexkomeHnanuu Crenenp | IIyHKT B
aHau3a 000CHO- | peKoMeH-
BaHHOCTH | Jalusx

0000ma- |/l BBISIBICHUS TAIIMEHTOB TPYIIIBI PUCKA HEAOCTAaTKA MUTAHUS CIIEIYeT C 3.1
oiee WCTIOJIb30BaTh MPOCThIE METOMABI, KOTOPhIE MOXHO IMPUMEHUTDH y TTOCTEIN

ManneHTa, HampuMep, aHaau3 1o mkaje CyorekTuBHOro OOIIero

CocrostHUS (Subjective Global Assessment) M aHTPOTIOMETPHUIO

JI1st KOTMYECTBEHHOTO OTpPEAE/IEHUs HeAOCTaTKa MUTAHUSI CIENyeT uC- B 3.1

MOJIb30BATh MOKAa3aTe b (ha30BOTO yrila WM KJIETOYHON MAacChl Tea, 3ape-

TUCTPUPOBAHHBIX OMOBJIEKTPUUECKUM MMIEJAHCHBIM aHAaTU30M, HECMOTPSI

Ha TO, YTO y MAIMEHTOB C ACLIUTOM METON UMEET PsiJi OTPAHUYEHUI
IToka3anue
Iepen ITpunepxuBaTbcsi peKOMEHAALMI, TTPEIIOKEHHBIX JUISI TALIMEHTOB 3.2
ornepauueii | HMppo3oM MeYeHU
ITocne CrenyeT HavaTh MpreM OOBIYHOW MUIIM/3HTEpaJbHOE MMUTaHWE B 3.2
orepaluu |B TeueHue 12-24 4 mocie onepauuu

CrenyeT HavyaTh NMpUeM OOBIYHOM MUIIY WM DHTEpaJbHOE MUTAHUE B 3.2

IIOCJIC ITPOYUX XUPYPIrUYCCKHUX BMECIIATCIbCTB
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ITpenmer | PekomeHnanuu Crenensb | [TyHKT B
aHamm3a 000CHO- | pekomeH-
BAaHHOCTHU | JalMsIX
Peanuzamms
Iepen ITpunepXuBaThCs peKOMEHAALMIA, TPEUIOKEHHBIX U TALIMEHTOB
omnepalnueli | ¢ IMppo3oM MeUYeHU
Jlnst neteil, oXXUAAIOIIMX TPAaHCIJIAaHTALIMIO, PACCMOTPETh BOIPOC 00 B 33
HCIIOJIb30BAaHUM aMUHOKHUCJIOT C Pa3BETBICHHOM LIEIIbIO
ITocne PexoMeHnmyeMoe 1moTpebieHne aHepruun: 35-40 KKaJl/Kr Macchl Teja/CcyT C 33
onepauun | (147-168 k/IX/Kr Macchl Tesla/CyT)
Pexomennyemoe motpebiaeHmne 6enka: 1.2-1.5 /KT Maccel Teaa/CcyT C 3.3
Crniocod mo-
CTYIUIEHUS
Iepen ITpunepXxuBaThCsl peKOMEHAALMIA, IPEIOKEHHBIX U TALMeHTOB
omnepauueii | ¢ HMppo3oM MeUYeHU
ITocne s obecrnieyeHUsT paHHETO SHTEPAIbHOIO MUTAHUS CJIEAyeT UCIIOJIb30BaTh B 33
oIepaluy | Ha30racTpaJIbHbII 30HI WJIM KaTeTEPHYIO €IOHOCTOMMUIO
Tun
ctopmyibt
npenapara
Iepen [MpunepxuBaThCS PEKOMEHIAINHI, TTPEITOXKEHHBIX IS MalleHTOB 33
oriepalnueii | ¢ IMppo3oM TIeueH!
ITocne B uieiom pexomeHayloTcs mpenapathbl ¢ hOpMyJoil Ha OCHOBE C 3.3
oIepaluy | LIeJBHOTO OerKa
V nmaumeHTOB ¢ acCIMTOM M3-3a BIMSIHUS Ha BOMHBINA OOMEH IIpelrodyTeHue C 3.3
cjenyeT oTaaTh OoJiee KOHLIEHTPUPOBAHHBIM IIperaparaM ¢ GOJIBLIMM
comepxXaHUeM SHEPTUU
YV nauueHToB ¢ MEeYeHOUHOMI 3HIedaionaTueit, pa3BUBaIOLIEHCsS BO BpeMs A 33
SHTEPAJIbHOIO MUTAHUS, CIIEAYET MCII0JIb30BaTh IpernapaThl Ha OCHOBE
(opMyJIbl ¢ TOBBILIEHHBIM COACPKAHUEM aMUHOKMUCIIOT C Pa3BETBICHHOM
LIETbIO
WUcxon,
Iepen ViydieHue nmokasaTesieil JeTaJbHOCTU MU YacTOTHI OCJIOXHEHUIMA
orepallyeii | B mepuoriepaTUBHOM IEpUOJE 3a CUeT Ha3HAUeHUs Mepel ornepanueit
30HIOBOTO MUTAHMS WIN JOIOJHUTEIEHOTO IePOPAIEHOTO MCIIOIb30BaHMS
MpeIapaToB I KUCKYCCTBEHHOIO IMUTAHUS IO CUX IIOp He MOKa3aHbI
Ho yeTkue pexoMeHIallMM OTHOCHUTEILHO JIEUEOHOTO MTUTAHUS y TMallu- C 34
€HTOB C HEJOCTaTKOM ITUTAaHUS MPU IUPPO3e MEYSHUN MOAKPEIIISTIOTCS
pelIeHUSIMM OTHOCUTEILHO TUTAaHUS TPU LIUPPO3€e MEeUYeHU, CAeJaHHbIe
B yTBepXneHuu 2.4
ITocne JI19 mauueHTOB C TpaHCIUIAHTALMEN MEeUYeHU WM OOJbHBIX XUPYPrMUE€CKOro B 34
omnepanu | TpouiIs ¢ IIUPPO3OM TIEUEHU C 1IeJIbI0 YMEHBIIIEHUST OCIOXHEHUN (B
YaCTHOCTY MH(PEKIIMOHHBIX) B TIEPHUOIIEPATUBHOM TIEPUOIE PEKOMEHITYETCSI
paHHWI TIprieM OOBIYHOM MUIIM WM paHHee HAadyaio SHTePATbHOTO TIUTAHUS

1. AJIKOroJIbHbIi CTE€ATOreNnaTHUT.

Hcxomubie peMapku: OTCYTCTBYIOT PaHIOMU3UPO-
BaHHbIE KOHTPOJUPYEMBIC MCCACIOBAHUS OTHOCH-
TEJIBHO JIEYeOHOTO MUTAHUS TTPU HEAJTKOTOJIbHOM CTe-
aToremnatute. B oTIMuMe OT ajJKOTOJIBHOrO CcTeaTore-
MaTUTa HEaJKOTOJIbHBIM CTEATOremaTUT YacTo COIMpPO-
BOXIAETCST M30BITOYHBIM MUTAHUEM U PE3UCTECHTHO-

CThIO K MHCYJUHY. [ToaTOMYy pekoMeHaaluu, HeCMO-
Tpsl Ha 3aMETHbIE CXOACTBA, JaHHbIE I aJIKOTOJIbHO-
ro creaTorenaTuTa, He MOIYT OBITb 0O€30rOBOPOYHO
MPUMEHEHBI JISI HEaJKOTOJbHOIO CTeaTorernaTura.
PexoMeHmalMu B OTHOILIEHWM JIEYEOHOTO ITMTaHMS
JJIs1 OOJIBHBIX HEAJTKOTOJbHBIM CT€aTOreNaTUTOM KOH-
LIEHTPUPYIOTCS Ha OCHOBHOM 3aboJjieBaHUU (MeTabo-
JIMYECKU CUHIPOM, APYIMe BTOPUYHBIE NTPUYMHBI).
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4. MoJiHHEHOCHAS TIeYeHOYHASI HETOCTATOYHOCTh

Monnuenochas neueHouHas HeOOCMAMOYHOCMb HPU
OMCYmMcmeuy mepanuy 68 meueHue HecKOAbKUX OHell
npueodum k aemanvHomy ucxody. Heobxoouma cmabu-
au3ayus memaboausma U Ha OAHHOM amane MmaxKou noo-
X00 6onee 3HAYUM, YeM AeHeOHOe NUMAaHue, HanpasaeH-
Hoe Ha y0oenremeopeHue edlNceOHeGHOU NOMmpeOHOCMmU 6
numamenvHoix coedunenusx. Ocoboeo 6HUMAHUS 3ACAY-
Jcusaem eunoeauKemus, A8AAHWALCS YACMbIM Memaoo-
AUMECKUM HAPYUEeHUeM; OHA HYHCOAemcs 8 COOmeemcm-
8yIOUeM AeHeHuU, Hanpumep, NapeHmepanrbHoM 6eede-
Huu earoxoswvl (C).

bBoavnvim ocmpoli neueHouHOU HedoCmAamo4HOCMbIO
credyem HA3HAYAMb SHMEPANbHOe NUMAHUe Yepe3 HA30-

eacmpanvhbiii 3040 (C). B Hacmoswee epems peKomeH-
dayuu OMHOCUMENbHO CREeYUANbHO20 COCMA8a POoPMyabl
npenapamoe 045 SHMEPAAbHO20 NUMAHUS, NPeOHA3HA-
YeHH020 0451 KOPPeKYUU HapyuwleHui npu 0auHom 3a601e-
eanuu, dams He 603moducHo (C).

Pexomendosantnoe koauuecmeo npenapama 045 sHmMe-
PAIbHO20 NUMAHUSL OCHOBbI6AeMCsl HA 003e 0151 OOAbHbIX 8
kpumuyeckom cocmoanuu (II1). B ces3u ¢ msaxcenoi He-
00CMamouHOCIMbIO neYeHu caedyem MmujamensHo KOHmpo-
AUPOBAMb KOHUEHMPAyul 2arKo3sl, AaKmama, mpueiu-
Uepudos u AMMOHUS U UCHOAb3086amMb MU NOKA3ameni
Kak KoceenHble npusHaku ymuauzayuu cyocmpamos (C).

(Iloozomosun npogh. beases A.B.)

Kano H., ®uakkanopn 3., Tecunckwmit I1., Toiiro I'., dpymub B., (Acconmanus KIMHAYECKOTO
nutaHus I'epmanun) Kyneman M., Mann X., Xépab B. X.

PYKOBOICTBO ESPEN ITO DHTEPAJIBHOMY ITMTAHUIO:
OCTPAA ITOYEYHAA HEJOCTATOYHOCTD

Cano N., Fiaccadori E., Tesinsky P., Toigo G., Druml W., (German Society for Nutritional Medicine)
Kuhlmann M., Mann H., Horl W.H.

ESPEN Guidelines on Enteral Nutrition: Acute Renal Failure // Clin. Nutr. — 2006. — 25: 295-310

KpaTtkoe usjioxkeHue NpuHATHIX pemieHuii: OcTpas noyeyHas HeI0CTATOYHOCTD

IIpenmer | PekomeHmauuu

aHaJin3a

CreneHb
000CHO-
BaHHOCTH

ITyHkT B
PEKOMEH-
Januax

0000ma-
onee

[ToTpeOGHOCTL B MaKpO3JIeMEHTaxX B OOJIbILICH CTEIIEHU OIpPEe/sieTCsT He
ocTpoit moyeyHoil HegocTaTouHOCThIO (OITH), ckoIbKO TSKECThIO
OCHOBHOTI'O 3a00JIcBaHUSI, BUIOM ¥ MHTEHCUBHOCTBIO SKCTPAKOPIOPaIbHOM
Tepaluy, HalpaBJIeHHON Ha 3aMelleHue (PYHKIMU ITOYeK, COCTOSIHUEM
MUTAaHUS U COIYTCTBYIOIIMMM OCJIOXHEHMsIMU: Taoa. 1

1.7

HpI/IMCHCHI/Ie OKCTPaKoOpIopaJbHbIX METOAOB JICUCHUA BEACT K YBCIMYCHUIO
NOTEPU MUKPOIJIEMECHTOB, IMOMJICKAIIIMX BOCIIOJIHEHUIO

1.7

nOCKOJ’[BKy BOCITIOJTHCHUEC MUKPOIJICMCHTOB B M30BbITOUHOM KOJIMYECTBE C
MOXKET BECTU K TOKCMYCCKHM ABJICHUAM, CICAYCT CICIAUTD 3a MX KOHLICHTpALL

1.7

Conepxanue 3mekTpoauToB B 1500-2000 kkan OONBIIMHCTBA MpENapaToB C
JUISI SHTEPAIbHOTO TIUTAaHUSI, UCTIONB3YEMBIX Y OOJBHBIX B OTIEICHUU
WHTCHCUBHOM Tepamnuu, KaK MpaBUJIO, COOTBETCTBYET OOIIETTPUHSTON
norpedHocTU B ayiekTposuTax. Ho peasibHass moTpeOHOCTh MOXET OBITh
WHOM, B KaX/IOM KOHKPETHOM CJIydae OHa IOIJIEXKHUT WHANBULYATIHHOMN
koppekiu. [lociae Havayia HTepaTbHOTO MTUTAaHUST MOHUTOPWHT
9JIEKTPOJIMTOB TUIa3Mbl OJKEH UCKITIOYUTH TUTIOKATMEMUIO U/ VTN
runodochareMuio (CUHAPOM BO30OHOBJIEHUST KOPMJICHUS)

1.7

27



L HE CrinY

Ne2 Mapr - 2007

ITpenmer | PekomeHnanmu Crenenb | ITyHKT B
aHajm3a 000CHO- | peKOMeH-
BaHHOCTH | mamusx
ITokazanmsa | HemoctaTok muTaHus SIBJISICTCSI OCHOBHBIM, HO HE €IMHCTBEHHBIM ITOKa- 1.6
3aHUEM JUISI DHTEPAJIbHOTO IMUTAHUS
IIpu Heocnoxuennoit OITH, eciim oObIYHOE TTUTAaHUE U TIEPOPATBEHOE C 1.6
HCITOJIb30BaHME TIPENapaToB I SHTEPATbHOTO MUTAHMS HE JOCTATOYHBI
IUIST TIOKPBITHST pacYeTHBIX TIOTPEOHOCTEM, CIICAyeT UCIIOIh30BaTh 30HIOBOE
MMUTaHUE
IIpu Tsxenoit OITH pekomMeHmauuyu OTHOCUTEIBHO 30HIOBOTO IMUTAHUS C 1.6
T€ XK€, YTO U ISl APYTUX KaTeropuii OOJbHBIX B MHTEHCUBHOM Teparuu
(cM. pykoBoacTBo «MHTeHCHBHas Tepanus»). [1o BO3MOXHOCTH
SHTEpaJIbHOE MUTAaHUE CJeAyeT HayaTb Ha MPOTSDKEHUU 24 4
Cnoco6 no-| I1pu HeocnoxHeHnHoit OITH, Korma caMocTosITeIbHOE NMMTaHUE HEA0CTa- C 1.9
CTYIUIEHHS |TOYHO, MOJIb3Y B YAOBJIETBOPEHUM PACUETHBIX ITOTPEOHOCTEN MOXET OKa-
3aTh NepOpaTbHOE MCIOIb30BaHME MPEerapaToB i UCKYCCTBEHHOIO MUTaHUS]
B kauecTBe cTaHAapTHOrO AOCTyMa sl oOecIeueHUs IHTEPaIbHOTO 1.9
MMUTAHUS CJIEAyeT WCITOIb30BaTh Ha30TaCTPabHEIN 30HA. B ciydyae BBIpa-
JKEHHOTO HapyIIeHUS Iaccaxka IT0 KeJIyIOYHO-KUIIEYHOMY TPaKTy BO3-
MOXHO HMCITOJIb30BaHME 30HIA, BBOAUMOTO B TOIIYIO KHIIIKY
B HekoTophIX ciaydasix, Koraa MOTpeOHOCTh HE MOXET ObITh OOecreueHa C 1.9
SHTEPATBHBIM ITyTEM, MOXKET BO3HUKHYTh HEOOXOOUMOCTD B HOIOIHU-
TEJTEHOM ITapeHTePAIbHOM MUTAaHUN
Tvn JI1st GOBIIMHCTBA MAlMEHTOB MOAXOMSIT MpernapaTbl Ha OCHOBE C 1.8
t¢opmyssl | cranmapTHOI (POPMYITBI
npenapata |B ciydae 31eKTpOIMTHBIX HapylIeHU 0ojiee MPUEMIEMBIMU MOTYT C 1.8
0Ka3aThCs Mperaparhl, CielMalIbHO pa3paboTaHHbIE MJIS MAlleHTOB
C XPOHUYECKOM IMOYEUYHOM HEAOCTATOYHOCTHIO
KpaTkoe u3jioxkeHHe NPUHATHIX pelleHuii:
XpoHnyeckas movYeyHas HeJAOCTATOYHOCTb, KOHCEPBATHBHOE JieUeHHE
IIpenmer | PekomeHmauuu Crenenp | IlyHKT B
aHanuMsa 000CHO- | peKOMeH-
BaHHOCTHU | JaIusIX
0000ma- |I[lorpebieHue sHEPTUU B KOJIMYECTBE 35 KKaJl/KT Macchl Teja /CyT A 2.3
onee COIIPOBOXIAETCS O0JIee TYIIIMMU ITOKA3aTeISIMU a30THCTOTO OaylaHca u
PEKOMEHAYETCS IS TAllMEHTOB CO CTAOMJIBHBIM T€UEHUEM XPOHWYECKOMU
IOYEYHOI HEIOCTAaTOUHOCTU IIPH KOJIeOaHMUSIX MaeaabHOM Macchl Tena £10%
JI1st malueHToB ¢ M30BITOYHOI Maccoil Teja WIM HEeAOCTATKOM IUTaHUS 2.3
MOXET BO3HMKHYTh ITOTPEOHOCTh B YTOYHEHUM ITOTPEOHOCTU B SHEPTUU
PexomMeHmalmy OTHOCUTEILHO MOTPEOHOCTU B O€JIKe /i MallMeHTOB CO B 2.3
CTaOWJIBHBIM MeTa00JIM3MOM IpeAcTaBleHbl B Ta0Od. 3
PexoMeHIaMyM OTHOCUTEIBLHO MOTPEOHOCTH B JIEKTPOIUTAX ISt B 2.3
MalMeHTOB CO CTAOMJIBHBIM MeTabOIM3MOM IpeICTaBIeHbl B Tabl. 4
ITokaszanmusa | Korma amekBaTHBIC TTepOpaibHBIC ITOCTYIICHUST HEBO3MOXKHBI, HECMOTPS C 2.4

Ha obecrieyeHre KOHCYIbTAllMii B BOTIPOCAX MUTAHUS U TIEPOPATbHBIN
TpYieM TIPEeTIapaToB IS UCKYCCTBEHHOTO MUTAHUS, CIEAYeT MCIIONbh30BATh
30HJ0BOE TMUTAHUE
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IMpenmer
aHaaM3a

Pexomenpmanun

CreneHb
000CHO-
BaHHOCTU

ITyHKT B
PEKOMEH-
Januax

PaCCMOTpeTB HEO0XOIUMOCTh OHTCPAJIBHOIO ITUTAaHWA:

-y OOJIbHBIX XpOHPI‘iCCKOfI TMOYECYHOU HETOCTATOYHOCTBIO U COITYTCTBY-
IOIMMU OCTPBIMU COCTOAHUAMMU, COITPOBOXKIAIOIMIMMUCAH KaTa6OJ'II/I3MOM,
PN HEBO3MOKHOCTH TICPOPAJIbHOI'O IMUTAHUA. C Toukm 3pCHUA MeTabo-
JiudMa u obecrneyeHns] MUTAaHUEM JaHHBIX MallMeHTOB CJICAYCT BECTU KaK
OOJIbHBIX C OCTDOﬁ TMOYECYHOU HCOJOCTATOYHOCTBIO,

- y OOJIBHBIX XPOHMYECKOM IMOYEYHOI HETOCTATOUHOCTBIO, Y KOTOPBIX HE
yaaeTcsl NOCTUYh aleKBaTHOTO IepOpaJIbHOro IMmocTyruieHus. C 1eblo
OINTUMU3ALUN TOCTYIUICHUSI TIUTATEJIbHBIX BEIIECTB PACCMOTPETH BOIIPOC
0 30HIOBOM ITMTAHUU Ha MPOTSKEHUM HOYU,

- 0c000e BHMMaHME MOTYT IOTpeOOBaTh MAllMEHThl C XPOHMYECKOM I10-
YEeYHOI HEAOCTATOYHOCTHIO TOXMIOro Bo3pacTa. IlorpedbHOCTh B muTa-
TEJIbHBIX BELIECTBAX U HEOOXOAMMOCTD JIeUeOHOr0 IMUTAHUS y MAllMEHTOB
¢ MOYEYHOI HEAOCTAaTOYHOCTHIO IMOXMUJIOTO0 BO3pacTa HE MCCICI0BaHEL,
XOTSI YacToTa OOJBHBIX ypeMuei ctapiie 75 JIeT pacTeT

2.4

2.4

2.4

Tun

thopmyJibi
npenapara

J1Ji1 KpaTKOBPEMEHHOIO SHTEPALHOIO MUTAHKS Y OOJBHBIX XPOHUYECKOI
MOYEYHOI HETOCTATOYHOCTBIO C HEAOCTATKOM MUTAHUS CIIEAYET UCIOJb-
30BaTh MpenapaThl HA OCHOBE CTAHIAPTHOW (POPMYIIBI

2.6

st obGecrieueHrsT SHTEPaIbHOTO MUTAHUS >5 MTHEN cieayeT UCMOJIb30BaTh
TperapaThl Ha OCHOBE CITELIMAIbHOM (DOPMYJIbI WM MpeaHa3HaYeHHbBIE
JUTST OOJILHBIX C TIaTOJIOTHEH Todek (TperapaThl Ha OCHOBE (hOPMYJIBI C
YMEHBIIEHHBIM KOJIMYECTBOM OeJIKa M COIAEPKaHUEM 3JICKTPOJIUTOB)

2.6

Hns mpenoTBpallleHAsT HapylleHUsT (DYHKIIMY TOYEK MpeajIararoTcs Ipe-
mapaThl Ha OCHOBE (POPMYIIBI, COmepKallleil He3aMeHUMEIE aMUHO-
KHCJIOTH ¥ KeTOAHAJIOTH Ha (poHE OYeHbh HU3KOTO COACPXKAHUS OeinKa

2.6

KpaTkoe m3ioxkeHnne NPUHATHIX penreHwii: BojbHbIe HA MOAAEPKUBAIONIEM IeMOIUAJIH3E

IIpenmer
aHaym3a

PexoMeHnmanumn

CreneHb
000CHO-
BaHHOCTU

ITyHKT B
PEKOMEH-
JTAIUSIX

0000ma-
omee

IToTpeOHOCTD B MUTATENBHBIX BELIECTBAX Y OOJBHBIX C TEMOIUAIU3OM
B OCTpoii (ha3e 3abosieBaHMS TaKasl XKe, KaK M Yy IMallMeHTOB C OCTPOil
MOYeYHOIl HEeJOCTATOYHOCTbIO

3.4

IToTpeObHOCTH B MAaKPOCOEIUHEHMAX Y MAIMEHTOB CO CTaOMJIBHBIM MeTa-
0oM3MOM MpeacTaBieHa B Tabd. 5

3.4

IToTpeOHOCTb B BJIEKTPOJUTAX Y MALUEHTOB CO CTAaOMJIbHBIM MeTabo-
JIN3MOM TIpeAcTaBjecHa B TabII. 6

3.4

B cBs13u ¢ motepsiMu, 00YCIIOBICHHBIMM AMATU30M, CIEAyeT AOMOJHUTEILHO
Ha3HayaTh BOJOPACTBOPMMBIC BUTAMUHBIL: (posieByto Kuciory (1 mr/cyr),
mupuaokcuH (10-20 mr/cyt) u Butamud C (30-60 mr/cyt) (C, 13).
Butamun D crienyeT Ha3Ha4YaTh B COOTBETCTBUU C ITOKA3aTeISIMM KOH-
LEHTPaX KaJIbIys, (hochaToB M MapaTpPeorIHOTO TOPMOHA B CHIBOPOTKE

CraHOapTHBI TeMOIUAIN3 HEe BbI3bIBAECT 3HAYUTEJbHBIX MOTEPh MUKPO-
a7eMeHTOB. HO Yy MCTOIIEHHBIX GOJIBHBIX TIPUEMJIEMbIM MOXET OKa3aThCs
HaszHaueHue 1MHKa (15 Mr/cyrt) u cenena (50-70 mMKr/cyT)

34

Iloka3zanusa

BonbHBIM Ha TeMoauanuie jJeueOHOoe MUTaHUE TTOKA3aHO MPU HEMOCTaTKe
MMUTAHUSI, YTO OTIPENEISIETCSI HA OCHOBE CHMKEHHBIX IMOKa3aTesieil CoCTo-
STHUST TIMTAaHWS, B OCHOBHOM TIpU MHIeKce Macchl Teda < 20 Kr/m?%, motepe
Macchl Tesia 6osee 10% Ha NMpoTskeHUM 6 MecsilieB, KOHIICHTpauy
aTb0yMUHA B CBIBOPOTKE MeHee 35 I/, KOHIEHTpalluu NpeaiboyMuHa

B chiBopoTke MeHee 300 mr/n

3.6
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IIpenmer | PekomeHmauuu Crenenp | IlyHKT B
aHajau3a 000CHO- | peKOMEH-
BaHHOCTH | mauusx

PaCCMOTpCTb HEoOXOAUMOCTh OQHTEPAJIbHOI'O IMUMTAaHUWA!

- Yy HagMCHTOB Ha reMoanainie ¢ COIYTCTBYIOIIMMH OCTPBIMU COCTOAHU - 3.6
AMMU, COITPOBOXKIAIOIINCCA KaTa6OJ'II/I3MOM, Y KOTOPBIX OOBIYHOE TUTaHUE
HeBO3MOXHO. C TOUYKM 3pCHUA MeTabonr3Ma U obecrieueHus1 TUTaHueM
JaHHbBIX IMAalMCHTOB CJICAYCT BCCTU KakK OOJIbHBIX C OCTpOfI TTOYEYHOU
HEOJOCTATOYHOCTLIO,

-y NaOMCHTOB Ha reMoanainic, Y KOTOPbIX HC ydacTCA JOCTUYb aJCKBAT- 3.6
HOTO IICpOpaIibHOIO MOCTYIJICHUA. C ICJIbIO ONITUMU3ALMU TTOCTYILVICHUA
IUTATCJIbHBIX BECHICCTB paCCMOTPETH BOIIPOC O 30HAOBOM ITUTAHUMU,

- V HAalIMEHTOB Ha reMoauaiu3e 0e3 CO3HaHUS, HallpuMep, B HEBPOJIOTH- 3.6
YECKOM OTAEJICHUHM, IMAllMeHTOB JOMOB IIpecTapesbiX. ¥ TaHHOM TPYIIIbI
OOJIBHBIX 30HAOBOE MHUTAHME CIIEIyeT CKOPPEKTUPOBATh B 3aBUCHMMOCTHU
OT METabOIMYECKUX OTKIOHEHUM, CBSI3aHHBIX C FeMOANATIN30M

JI1st O0JIbHBIX HA TEeMOJAUAIN3E C HEJOCTATKOM MUTaHUsI, HEAOCTATOYHBIM 3.6
KOMITJIalieHCOM OTHOCHTEILHO MEPOPABHOIO MCIOJIb30BaHMS TIPEIapaToB

JIJIS1 UCKYCCTBEHHOI'O IMMUTAHUSI U HE HYXIAIOLIMXCS B OOECIIEUEHUN €Xe-
JTHEBHOI'O DHTEPAJbHOIO MUTAHUSI MCIOJb30BAHUEM ITUTAHUS Yepe3 30H/
MOXET OBITh MPEMIOKEHO MapeHTepaIbHOE MUTAaHUE B XOI€ FeMOauain3a

Crnoco0 no- | Iyt yaydiieHUsl COCTOSTHUSL MMUTAHKS CIIEAYET MepopaibHO MCIOIb30BATh A 3.6
CTYILIEHHS |TIperapaThl ISl UCKYCCTBEHHOTO MUTAHUS

Ecnu KoHCynbTMpOBaHUE IO BOIIPOCAM TMUTAHUS W TEPOPATbHBINA MpUeM C 3.6
MpeIapaToB I UCKYCCTBEHHOTO NMUTaHUsI He 3(P(hEKTUBHBI, CIEAyeT
KCTOIb30BaTh 30H0BOE MUTAHUE.

IlepopanbHblil TIpYeM TIpenapaToB ISl UICKYCCTBEHHOTO MUTAHUS JAOJDKEH
OBITH MPEATIOUTUTENBHBIM TTyTEM JIJIsSI OOJIBHBIX Ha TeMOAMAIN3e, HaXo-
ISIIIUXCS B CO3HAHUU

3OHI[OBOC IIUTAHUEC YEPE3 Ha3OFaCTpaJTbeII>‘I 30HI CJICAYCT MCIIOJIb30BaTh, C 3.8
cClIn HepOpaI[I)HHﬁ IpUeM 1perapaTtoB AJId MCKYCCTBCHHOI'O ITMTAaHUA
HC3(1)(1)€KTI/IB€H NJIN HEJOCTATOUCH I NOCTUXKCHUHA PCKOMCHIOYCMbIX
HOpM HOCTYHHGHI/Iﬁ

JI71st OOJBHBIX C TacTpoIrape3oM M Hed(( EKTUBHBIM HCIIOJIh30BaHUEM C 3.8
MMPOKUHETUKOB TIPEATIOYTUTEIBHBIM ITyTEM SIBJISIETCSI HA30SIOHAIBHOE
30HJIOBOE TTHUTaHUE

J1st [IMTEeNIbHOTO 30HAOBOTO MUTAHUS 1O MOKa3aHUSIM PacCMOTPETh C 3.8
BOIIPOC O HAJOXEHUM YPECKOXHON 3HIOCKOMUYECKON racTpOCTOMUU
WIA YPECKOKHOU SHIOCKOMUYECKON €IOHOCTOMUU

Tun BoJbHBIX ¢ XPOHUYECKON MOYEYHOM HEJOCTAaTOYHOCTBIO Ha ITMAJINU3e C 3.7
tdopMyabl  |B ocTpoii (haze 3a00eBaHMS CICAYET JICYUTh TAKKe, KaK Y MallMeHTOB
npenapara |c OCTPOI ITOYEYHOM HEIOCTaTOYHOCTHIO

CrenyeT nepopaibHO MCIOIb30BaTh Mpenapathl AT UCKYCCTBEHHOTO C 3.7
MUTaHUS HAa OCHOBE CTaHAAPTHOU (OPMYJIbI

B ¢opmyiie nipenapara cieayeT NpoBepUTh conepxkaHue ¢ocdaToB U Kaaus 3.7

Ta6s. 1. IloTpeOHOCTh B MATATEILHBIX BEHIECTBAX Y MAINMEHTOB C OCTPOil MOYEYHOIl HEJOCTATOYHOCTHIO
(HeOeIKOBbIe KAJIOPHH).

DHeprus 20-30 kKan/Kr Macchl Teja/cyT’
YrneBoasl 3-5 (MakcuMyM 7) T/KT Macchl Tesla/CyT
XKupst 0,8-1,2 (makcumym 1,5) r/Kr mMaccel Tena/cyT
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Tabn. 1 (mpomoykeHue)

benok (nezamenumvie u 3ameHuMble AMUHOKUCAOMbL)

KoHcepBaTuBHas Tepamust 0,6-0,8 (makcumyMm 1,0) r/Kr mMacchel Tena/cyT

DKcTpakopropaabHas Teparnust 1,0-1,5 r/xr mMacchl Teia/cyT

IMocTostHHAsE 3aMeCTUTENIbHAS Teparus MoveK,
MpY TUIEePKaTaboInu3Me

Briote 1o MakcumanbHOro 3HadyeHus 1,7 r/Kr
Macchl TeJla/CyT

"B CJIydya€ HEAOCTAaTKa IMUTaHUA WKW OXKUPCHUA adallTUPOBATh K I/IH,Z[I/IBI/I.Z[yaJIbHOﬁ HOTp66HOCTI/I

Tab6n. 3. PekomMeHIanmmu OTHOCHTEIbHO OOecmeyeHHs] 0eJKOM B3POCJbIX OOJBHBIX C XPOHMYECKONH MOYEUHOI
HEeI0CTATOYHOCTBIO (T/KI MacChl Tesa/cyT).

EBponeiickas acconmanus KIMHUYECKOTO
nutanus u Merabonusma (ESPEN,
European Society for Clinical Nutrition

HaunonaneHast accouuanust
3aboneBanuil mouek (NKF,
National Kidney Foundation)

and Metabolism)

CK®=25-70 mi/Muu 0,55-0,60" -
CK®<25 min/MuH 0,55-0,60 0,60
Wi w 0,75 (HEenepeHOCUMOCThb

WA HEaJeKBAaTHOE MOCTYIUIEHWE
SHEPTUM)

0,28 + He3aMeHMMBle AMUHOKMCIIOTHI VTN
He3aMeHMMble aMUHOKHUCIOTHI +
KeTOaHAaJIOTH

Ta6:. 4. IToTpeGHOCTh B 3JIEKTPOIUTAX Y OOJbHBIX C XPOHHYECKOI MOYEYHOH HEAOCTATOYHOCTHIO.

Docatsr 600-1000 Mr/cyt’
Kammit 1500-2000 mr/cyt*
Hatpwnii 1,8-2,5 r/cyr**
Bonma He orosapuBaerca™

B 3aBucuMocTM OT (PU3MUYECKO aKTUBHOCTM, UCTUHHOW MaccChl Tejia, Bo3pacTa, MoJjia, CTeIeHU HelocTaTKa IH-

TaHUS U T.I.

WNupuBuayanbHass TOTPEOHOCTh MOXET CYIIECTBEHHO MEHSThCS

** Tako#l IIMPOKUIA IHAITa30H MOTPEOHOCTU B OeIKaxX OIpenessseTcs 3aBUCHMOCTBIO OT CTEIIEHU ITOYeYHOU
HEJ0CTaTOYHOCTH, MPUBBIYHOTO 00pa3a MUTaHUsI, MOTPEOHOCTU B DHEPIMU, CKOPOCTH MPOTPECCUPOBAHUS
MOYEeYHOI HEJOCTATOYHOCTH U T.H.

+

Tab6. 5. PekoMeHnanum B OTHOIIEHUM oOecnedeHus] 0eJIKOM M 3Hepmel71 Y B3pOCIJIbIX 0O0JIbHBIX HA
CTAHAAPTHOM reéeMoavau3e¢ U XpOHUIE€CKOM aMﬁy.TIaTOpHOM NEePUTOHCATIBHOM NHAJIN3E.

EBponeiickas accouuanus KIMHAYECKOTO
nuTtanusa u Merabonusma (ESPEN,
European Society for Clinical Nutrition
and Metabolism)

HammonanbHas acconmanus
3aboneBanuii moyek (NKF,
National Kidney Foundation)

IMoTtpebaeHue Genka (r/Kr
Macchl TeJia/cyT)

I'emonuanus 1,2-1,4 1,2
XpoHUUYECKUI1 aMOyIaTOPHbII

MEePUTOOHEAJIbHBIN TUaTnu3 1,2-1,5 1,2-1,3
T'emonnanus u 35 < 60 ner 35
XpoHUYECKUIT aMOyIaTOPHBIN

TepUTOHEATbHBIN AUANIN3 * < 60 met 30
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Ta6n. 6. IToTpeOHOCTb B 3JIEKTPOJIUTAX Y MAIMEHTOB HA TeMOAMAIIM3E, XPOHUYECKOM aMOYJIATOPHOM MEPUTO-
HeaJIbHOM JHaju3e.

®ocdatsl (Mr/cyT) 800-1000"

Kanmit (Mr/cyr) 2000-2500"

Hatpwuii (r/cyT) 1,8-2,5"

Boma (M) 1000 + oOBeM BEIIEICHHOW TOYHN

" UnauBKUayaabHasl MOTPEOHOCTh MOXET K0J1e0aThCsl TIPU OCTPBIX COCTOSIHMSIX.

(Ilooeomosun npogh. bensee A.B.)

Ankep C.J., IxoH M., HC,Z[CECCH I1.Y., Pary3o C., Yukoiipa M., lapgaii E., JlaBpsgHo A.,
ITonukoscku II., loasc A.M.B.M1., (Accouuanusi kiuHudeckoro nutanus I'epmanun) bekkep M.
beem X.®., bpyrnkxopct @.M., Porenbmaiiep C.

PYKOBO/JCTBO ESPEN I10 DHTEPAJIBHOMY IIUTAHUIO:
KAPAINOJIOTHUA A ITYJIBMOHOJIOI'S
Anker S.D., John M., Pedersen P.U., Raguso C., Cicoira M., Dardai E., Laviano A., Ponikowski P.,
Schols AM.W.J., (German Society for Nutritional Medicine) Becker H.F., Bohm M., Brunkhorst F.M.,
Vogelmeier C.

ESPEN Guidelines on Enteral Nutrition: Cardiology and Pulmonology // Clin. Nutr. — 2006. — 25: 311-318

KpaTkoe n3joxkeHne NpHHATHIX pemieHnii: XpoHndecKasi cepaedHasi HeAOCTATOYHOCTD

ITpenmer |PexomeHnanmu Crenensb | [TyHKT B
aHan3a 000CHO- | pekomeH-
BAaHHOCTH | [NalusIX

IToka3anme |[Tpu KaparabHOM KaxeKCUM IJIST TIPEKPAIICHUS U KyTMUPOBAHUS TTOTEPU C 1.3
Macchl Tesa MaToPu3n0oIOrMuyecKu 0OOCHOBAaHO PEKOMEHIOBATh
9HTEepaIbHOE TTUTAHUE

DHTepaibHOE MUTAHUE He TToKa3aHOo s MpOoGUIAKTUKU CepaeuHO 1.4
KAXEKCUU
IIpotuso- |Crenuduyeckue MPOTUBONOKA3aHUSI OTCYTCTBYIOT. 1.6

nokaszanua | CrnenyeT M30eraTh BBEJCHUST U30BITKA KUIKOCTU

KpaTkoe u3j10:KeHne MPHHATHIX penneHuii: XpOHMYECKNe 00OCTPYKTHBHBIE 3200J1€BAHMS JIETKAX

Ilpenmer | PekomeHmauuu Crenenb | IIyHKT B
aHajaM3a 000CHO- | pekoMeH-
BaHHOCTU | JaLMSIX

INoxazanue | [JaHHBIE O TTOJIOXKUTEILHBIX ITOCIEACTBUSIX TOJBKO JIUIIL OHOIO DHTE- B 2.3
PAILHOrO MUTAHUS AJIs OOJbHBIX C XPOHUUYECKUMU OOCTPYKTUBHBIMU
3a00JIEBAHUSIMU JIETKUX OTPaHUYEHbI

DHTepaTbHOE MUTaHNE B KOMOWHALIMY C (DU3NYECKUMU Harpy3kamu U 2.3
aHaboJMYEeCKMMU TpenapataMu obsagaeT MOTEHLMATIOM K YIyYLIEHUIO
COCTOSTHMSI TIMTaHUS U (DYHKIIMOHATBHOTO CTaTyca
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[Tpenmer |PexoMmeHpaumu Crenenb | IlyHKT B
aHanuMsa 000OCHO- | pEKOMEH-
BaHHOCTH | Jauusx

Peanuzanus /{7151 mpenoTBpalieHNsT ONBIIIKU W TIPECHIIIEHUS MOCe MPUHSITUS TTULLA B 2.5

MPEATIOYTEHNUE CAEAYET OTAATh YACTOMY MEPOPaTbHOMY MPUEMY

MPEenapaToB IJIsI UCKYCCTBEHHOTO MUTAaHUSI B HEOOJBIIOM 00beMe
Tun IlIpu cTaOUIBHOM T€YEHUU XPOHUYECKOTO OOCTPYKTUBHOTO MOpakKeHUS B 2.5
(opmysnbl  [JTlerKMX ITOMOJHUTEIBHBIMU TTPEUMYILECTBAMU CIIELIMABHO MpeaHa3Ha-
npenapata |JeHHbIE JJIS OOJIbHBIX € 3a00J€BaHUSIMU JIETKMX IpenapaTrbl UCKYCCTBEH-

HOTO MWUTAHUS C HU3KUM CONEPKAHUEM YIJIEBOIOB, BHICOKMM CONEPKaHUEM

>KAPOB B CPABHEHUM CO CTAaHOAPTHBIMU MEPOPATBbHBIMU MpeErapaTaMu

HWCKYCCTBEHHOI'O MUTAHUSI HA OCHOBE BBICOKOIO COIEpXaHUs Oenka Win

SHEPTrUU HE O0IATaroT

1. Xponnyeckas cepaeynas HemocrarouHocts (XCH)

1.1. OkaspiBaer sm XCH BiusiHMe Ha COCTOsIHHE
NATAHUSA, OOMEH SHepTHy M MeTa00JM3M BemecTs?

ITloocuumaro, umo kapouanavHas Kaxexkcus, onpeoensi-
emas Kak nomeps maccwl meaa 6% u 6onee Ha npomsiice-
HUU MUHUMYM 6 Mecsaues, 6cmpevaemcst NPUMEpHoO Y
12-15% 6oabhbix, omuecennvix Kk kaaccam 1I-1V ¢ coom-
gemcmeuu ¢ kaaccuguxayueii Hoto-Hopkckoii Accoyua-
yuu kapduonoeoe (New York Heart Association, NYHA).
Yacmoma nomepu maccot meaa > 6% y 6oavhvix ¢ XCH,
omuecenHslx K kaaccam I1II/1V 6 coomeemcmeuu ¢ kaac-
cugpuxayueii Hoto-Hopickoii Accoyuayuu kapouonoeos,
cocmasensiem npumepro 10% 6 200 (1Ib).

XCH oka3zvieaem 6ausHue Ha cocmosHue numadue,
00MeH IHepeuu U Memadoau3m eeujecms.

Kommenrapuii: XCH comnpoBoxaaeTcst y 00JbHOTO
KOMILIEKCOM HEHPOIYMOPAJIbHBIX Y MMMYHOJIOTMYE-
CKMX HapyLIeHUI, KOTOPhIE BEAYT K JIMTEIBHOMY CO-
CcTosiHUIO KaTtabonu3ma. CpaBHuBast 6ogbHbBIX XCH ¢
1 0e3 MoTepy MaccChl TeJla, ¢ TOYKU 3peHUsT GyHKIIUU
cepala CYIIECTBEHHBIX Pa3JIUUMil BBISIBJICHO HE OBLIO.
Cpeny mamuyeHTOB, OTHOCcUMBIX K Kiaccam II-III B
cooTBeTcTBUM ¢ Kiaccudukaumein Hpio-Mopkckoit
Accoumaly KapJauoJIoroB, aTpousi MbIIIL HUXKHUX
KOHEYHOCTel peructpupyercsd 1o 50% cirydaes.

XOTs B CBSI3U CO CHIKEHHMEM OOIleil aKTUBHOCTU
CyMMapHBI€ 3aTpaThl SHEPTUU Y OOJIBHBIX C KapAuaib-
HOI Kaxekcueil cHmkamorcs Ha 10-20% B cpaBHEHUU
¢ 6onpHbEIMM XCH 6e3 kaxeKkcuu, 3aTpaThl SHEPTUU B
COCTOSIHMU ITIOKOSI IIPU KapAuaJbHOM KaxeKCUM yBe-
JnYeHBl. B ocHOBe HapylleHus OajgaHca MEXIy aHa-
0oMMYeCKMMM U KaTabOJMYECKUMMHU IIpolLeccaMu Y
JIAHHOU KaTeropuu OOJIbHBIX JIEXKUT HEUPOIHIOKPUH-
HbIA 1 UMMYHOJOTMYECKUI aucOagaHC, COIPOBOXKIA-
IOIIUIACS YBEIMYECHUEM B IUIa3Me KOHIICHTpallMM Ka-
TEX0JaMUHOB, KOPTU30Jia, aIbIOCTEPOHA, peHUHA, pe-
3UCTEHTHOCTBIO K CTEPOMIAM U TOPMOHY POCTa, aKTH-
BauMeil LUMTOKMHOB. IIpu KapauanbHON KaXeKCUu
ManbabcopOLMsl OEJIKOB He WUrpaeT PO, HO BaKHOE
3HAaUeHUE MOXeT IMpuoOpeTaTh MaibaOCOPOLMS XKU-
poB. BpIsIBIEHO, 4TO yTpaTa amnmeTuTa (aHOPEKCHS)

UMEET 3HAYUTEIbHBINA BEC IS pa3BUTUS KapauaabHOMN
Kaxekcuu Tobko B 10-20% ciyyaeB. Ho gertanbHbIE
HMCCIIeI0OBAaHUs O BKJIAane IMOTPEOJCHUS MUIIA U POJIU
afmeTuTa OTCYTCTBYIOT. MHTepec IpeAcTaBisieT ToO,
YTO B COOTBETCTBUU C HEAABHO BHIITOJTHEHHBIM UCCJIC-
JIOBaHUEM Yy TIAlIMEHTOB, MMEIOIINUX CBOOOIHBIN pe-
XKUM JTHSI, 0€3 OXUPEHUsI, CO CTaOMIBLHON Maccoil Te-
na, ctabunbHbIM TeueHneM XCH u uHmekcom macchl
Tesla MeHee 25 Kr/m? notpebiieHue KajJopuii 1 GeJIKOB
ObUIO OoJiee HM3KUM, ObUIM CHMXKEHBI 3HEProTpaThbl
npu $usnueckoit akTMBHOCTU. B aTOM HampaBieHUMN
HEOOXOIUMBI IOIOJHUTEIbHBIE UCCICIOBAHMSI.

1.2. fIBngercs M cOCTOSHHAE MUTAHNE MPOTHOCTHYE-
CKM 3HAYMMBIM?

Cmepmuocms y 6oavHolx XCH ¢ kapduanvholl kaxe-
Kcuetl 6 2-3 pasa 6oavuie, uem y 6oavHoix XCH 6e3 ka-
xexcuu (11b).

1.5. Vi3BeCTHO JiM 0 BIMSHUM SHTEPAJHHOTO MATAHUS
Ha pa3BuTHE 3200JIeBaHNS, BbDKMBAEMOCTb M CMepT-
HOCTh O0MbHBIX XCH?

Ha smom éonpoc 603MoiCHOCIMU OMEemums Hem, Ho-
CKOAbKY omcymcmeyiom 00CMynHble 0458 AHAAU3a uccie-
dosaHus.

2. XpoHnyeckre OOCTPYKTHBHbIE 3a00JI€BaHHUsA Jer-
kux (XO3JI).

2.1. OkaspiBaer ;1 XO3JI BIMsHME HA COCTOSIHHE
NUTAHUSA, OOMEH SHePrud M MeTa00/M3M BelecTB?

25%-40% nayuenmoe ¢ aeuvim XO3J umerom nedo-
CMamoK nUMaHus.

KommenTapmii: YacTuyHast Wi MoJIHAs AbIXaTe/b-
Has HEIOCTaTOYHOCTb MOXKET OBITh BbI3BaHA MHOXKE-
CTBOM Pa3JIMYHBIX 3a00JIeBaHUI JIETKUX HEOHKOJIOTH-
yeckoil atnonoruu. XO3JI, actma, pubOpo3 nerkux,
MTHEBMOKOHMO3, aJJIEPTUYECKUI aJbBEOJUT, CApKOU-
103 Ha BTale Pa3BEPHYTOM KIMHUYECKON KapTUHBI
BEIyT K IIPOrpecCUpYyIOlIeMy HapylIeHUIO0 (DYHKIIMU
nerkux. Haumbosee yacToifi mpUUMHON XPOHUYECKOM
JIBIXaTenbHOI HemocTtaTrouyHocTu saBnsiercss XO3J1, ya-
1ie B CBSI3M ¢ TabaKOKypeHHEeM, BcTpeualolieecss 00-
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Jee, 9yeM y 1% oO6ieil monyasanuu. 3a UCKITIOYeHHEM
XO3J1, undopmannsi OTHOCUTEILHO COCTOSIHUS IH-
TaHUS M MeTabOJMYeCKMX HapylleHUN IpU APYTUX
3a00JIeBaHMSIX JIETKUX OTrpaHUYCHA.

IMpuunnbl kaxekcuu nmpu XO3J1 MHOro(aKTOPHHI,
BKJIIOYasi TMITOKCHUIO TKaHEU, MpPEeKJIOHHBIA BO3pacT,
(u3nYecKylo HarpysKy, IOBBIIIEHHYIO WHTEHCUB-
HOCTh MeTaboj1M3Ma B COCTOSIHUM TMOKOS, XpPOHMUYE-
CKMI BOCHAJIMTENbHBIN MPOIIECC, UCIIOIb30BaHUE PsI-
Ja TpenapaToB, NPUBOAALIMX K KaTaboau3My. DHIO-
TeHHbIC 3alIUTHbIE aHA0OJIMYECKUE MEXaHU3Mbl HE B
JIOCTaTOYHOM cTeneHUn 3(MGEKTUBHBI, BEPOSTHO, B
CBSI3M C CMHIPOMAaMM PE3UCTEHTHOCTU K FOPMOHaM.

BripaxkeHHas1 moTeps anmneTruTa (aHOPEeKCHs1) U CHU-
JKEHHME TIOTpeOJICHUS MUIIY 3aHUMAIOT LIEHTPAIbHYIO
nmo3uimio B motepe Macchl Tesaa npu XO3JI. Dro oco-
OCHHO OYEBMIHO MpPU ODOCTPEHUU U MOXKET ObITh CBSI-
3aHO C 3aTPYAHEHUEM IePeKeBbIBAHUS U TJIOTAHUS M-
1A B CBA3M C HapyLIEHHbIMU MPOLIECCAMM IIbIXaHUSI,
HO IIPUYUHON MOTEPH amIeTuTa MOXeT ObITb U THUITOK-
cusl, NEMACTBUE KOTOPOM CBSI3AHO C BJIMSIHUEM JICITUHA
U LIUTOKMHOB HAa HEUPOTOPMOHAILHBINA CTATYC.

Y 3HauuTenbHoOM Yacty 60abHBIX XO3JI B cocTos-
HUU TIOKOSI MOBBbIIIIEHA MHTEHCUBHOCTb MeTa0O0JI1M3Ma
BHE 3aBMCHMMOCTM OT 3aTpaT 3HEPIUM B LIEJIOM U BO
BpeMsI Harpy3ku.

IIpu GeTa-agpeHEepPrUYECKO CTUMYJISLIMU OIUCA-
HbI HapylleHUs1 MeTaboin3Ma OeaKa U aMUHOKHUCIIOT
B OpraHM3Me B LIEJIOM M B MBIIIIIIAX, CBI3aHHbIE C a0-
COJIIOTHOM WJIM OTHOCUTEJILHOM YyTpaTOil MacChl Xupa,
a TAKXKE€ YMEHBILECHUE JTUIIOJIUTUYECKOM OTBETHOM pe-
akliud B OpraHusMe B liejioM. McToleHue MBbIIIIII,
pa3BUBaloIlleeCs BCICACTBUE CHUKEHUS MOTPeOIeHUS
MUTATEIbHBIX BEILIECTB, IMOBBIIIEHHOE SHEPIONoTpeo-
JIeHUe M Tepamnus CTepouIaMM TakKKe OKa3bIBaloT
BJIMSIHAE Ha JbIXaTeJIbHbIC MBIIIIILI; Pa3BUBAIOLIASICS
B MOCJIEACTBUM MX CJA0OCTh ellle B OOJbIIEH CTEeHU
yCYIyOJIsieT AbIXaTeJbHYI0 HEIOCTaTOUHOCTh, IPEIIsIT-
CTBYET OTIYYCHMIO OT peclMpaTopa M YXyIdllaeT HC-
XOJI JIeUueHUsT BO BpeMsl 000CTpeHUsT 3a00JIeBaHusI.

2.2. Oka3bIBaeT JM BJIUSIHHE COCTOSIHAE MUTAHUS HA
NporHo3 3adosieBanusa?

Y boavHbix XpoHuueckoll dbixamenbHoU Hedocmamoy-
Hocmbto, ocoberno XO3JI (IIb), nedocmamokx maccwl
mena u CHUJMCeHHAss Macca c60000HOU JCUPOBOL MKAHU
Hezagucumo opye om opyea 6e0ym K yXyOuleHuro npoeHo-
3a 3a604e6aHUS.

JIns cMHIpOMa OCTPOii IbIXaTeIbHOH HEJ0CTATOYHOCTH
CM. peKoMeHIanuu B pasneie VIHTeHCHMBHAS Tepamus.

(Ilooeomosun npogh. bensiee A.B.)

Oxkenra W., Tpum6a P., Monkepc-Ilyiitema K., Makamnan [I., Meabxuop M.-K ., 3ayspsaitn X.IT.,
IIBeHk A., (Accouuanus KIMHUYecKoro nmutanust ['epManuun) 310TTMaHH Y.

PYKOBOICTBO ESPEN ITO DHTEPAJIBHOMY IIMTAHUIO:
NCTOIIEHUE ITPU UHOUITNPOBAHNU BUY U JIPYI'UX XPOHUYECKUX
NHOEKIMNOHHBIX BOJIE3HAX

Ockenga J., Grimble R., Jonkers-Schuitema C., Macallan D., Melchior J.-C., Sauerwein H.P.,
Schwenk A., (German Society for Nutritional Medicine) Suttmann U.

ESPEN Guidelines on Enteral Nutrition: Wasting in HIV and other chronic infectious disease // Clin.
Nutr. — 2006. — 25: 319-329

Kpatkoe u3noxeHue npuHATbIX pemenuii: BUY

ITpenmer |PexkomeHpaiuu Crenenb | ITyHKT B
aHajm3a 000CHO- | peKoMeH-
BaHHOCTHU | JaIusIX

IToka3zanue |JleueOHOe MUTaHME MOKAa3aHO IPU 3HAUMTEIBHON MOTEepe MacChl Tejaa B 2.1

(>5% 3a 3 Mmecsiia) WM 3HAYUTEIBHOM TTOTepe KJIETOYHOM MaccChl Teja

(>5% 3a 3 mecsua)

CremyeTr pacCMOTPETh BOIIPOC O JICUCOHOM IMUTAHUM IIPU MHIAEKCE MacCCHI C 2.1

tena BMI < 18,5 xr/m?

Juapest u/vim MaibabCoOpOLIMS HE SIBJISIOTCS TTPOTUBOMOKA3aHUSIMU K

SHTEPATLHOMY ITUTAHUIO, TTOCKOJIBKY:

- Iuapest He MPETSITCTBYET MO3UTUBHOMY 3(P(PeKTy MnmepopajbHOro ImpuemMa A 2.4

MpenapaToB ISl UCKYCCTBEHHOIO MUTAHUS MM 30HIOBOIO MUTAaHUS Ha

COCTOSIHME TTUTAHUS,
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- DHTEpPAJbHOE U MAPEHTEPAIBHOE MUTAHUE Y TAKOU KAaTeropuu A 2.4
MalKMeHTOB 00Jaal0T COMOCTAaBUMBIMM 3 deKTaMU,
- DHTEepaJbHOE MUTAHUE OKA3BbIBAECT MO3UTUBHOE BIUSIHUE HA YACTOTY A 2.4
U KOHCUCTEHLMIO CTYyJIa
Peamu3anud| B 0onblIMHCTBE CiyyaeB MpuemieMa KOMOMHALMS MpueMa OObIYHOM C 3.6

MM W SHTCPAJIbHOI'O IMMUTAaHUA. ITomnbiTKa peainsalnmn TakKoi KOMOu-
HallMM AOJIKHA ObITh OpcanpuHATa 'y 0oJbllIelt YacTu MalueHTOB

IIpu coxpaHeHUM BO3MOKHOCTU TMEPOPAJIbHBIX MOCTYIJIEHUH JieueOHOe C 2.2
MUTaHUE CJIeIyeT Peaaru30BaTh B COOTBETCTBUU CO CJICAYIOLIUM CTYICH-
YaTBEIM TUTAaHOM:

- KOHCYJIBTAlIMS TI0 BOIIPOCAM ITUTAHUSIM,

- IIEPOPAJIBHBIN MIpHEM TIpenapaToB UISI UCKYCCTBEHHOTO MUTAHUS,

- 30HIOBOE ITUTaHUE,

- MapeHTepaJbHOE MUTAHUE

ITomnbiTKa peajm3aliuy KaXXJa0ro orara 10 MHUIHUAIlunu CJTCZ[YIOHICﬁ
CTYIICHMU OOJKHA OJINTHCA 4-8 HCOC/Ib

Ha srane Hayvana jge4eOHOTO MUTAHUS U/WIU MPOGUIAKTUKY HAPYIICHUS B 2.2
COCTOSIHMSI TIMTaHUSI KOHCYJIbTallMsI 110 BOIIPOCAM MUTAHUSI C OJHOBpE-
MEHHBIM IIepOPATbHBIM IMPUEMOM TIPerapaToB I UCKYCCTBEHHOTO
MUTAHWS YU UCKITIOYUTEIbHO KOHCY/IbTAIMS TI0 BOIPOCAM ITUTAHUS
00J1a1a10T COTIOCTaBUMOI 3((HEKTUBHOCTHIO

I1pu ycrmoBuM HEBO3MOXHOCTH OOecreueHUsT KBaaIU(ULIMPOBAHHON KOH- C 2.2
CYJIbTAllMU TIO0 BOIIPOCAM ITUTAHMS, B JONOJIHEHME K IIPUEMY OOBIYHOM UL
MOXET MCITOJIb30BAaThCS TIEPOPAIbHBIN IPUEM TPENapaToB U MCKYCCTBEH-
HOTO MUTaHMSI, HO TaKOW MOIXOJ JOJDKEH OBITh OTpaHWYCH BO BPEMEHU

[ToTpebneHne OenKa Ha 3Tane CTaOMIM3aLUU JOJDKHO ITOCTUTATh 1,2 T/KT B 3.2
MAaccChl TeJj1a/CyT, TOrma Kak Ipy OCTPOM TeYCHMU 3a00JIeBAHUSI OHO MOXKET
OBITHb YBEJIWYEHO 0 1,5 T/KT Macchl Teja/CyT

[ToTpeOHOCTh B 9HEPTUM HE OTIMYACTCS OT TAaKOBOU Y MAllMEHTOB APYTHUX
rpymm

VY naumeHToB ¢ mucdarueit wim npu He3GGEKTUBHOCTA IEPOPATHBHOTO C 2.3
npueMa TMpernapaToB JJIsl KICKYCCTBEHHOTO MUTaHUS (KOTaa MpueM OObIYHOIM
MUY ¥ [IepOPATbHOE MCMOJIb30BaHNE MPEINapaToB IS UCKYCCTBEHHOTO
MUTaHKUS B ONTUMAIbHOM BapuaHTe He MOTYT 00eCreuMuTh MOCTYIIEHUS
SHEPIUU B JOCTATOYHOM 00BEME) MOKA3aHO 30HAOBOE MUTAHUE

MeaKaMeHTO3HOE JIeYeHUEe U DHTEPAIbHOE IMUTAHUE AOIOJHSIIOT APYT Apyra C 2.5
Cnoco0 mo- | B ciyyae HalloxkeHUsI YPECKOKHON SHIOCKOIMMYECKON TracTpOCTOMUM A 34
CTYIUIEHHs |CJIeyeT MCIOJIb30BaTh aHTUOMOTHKOIIPOMMIAKTUKY
Tun CremyeT MCITOJIB30BaTh IIperapaT CTaHIAPTHOW (hOPMYJIBI B 3.1
dopmyasl |V malueHTOB ¢ nuapeeil U TSXKEJIbIM HEIOCTATKOM IUTAHUS MIPEeUuMy- A 3.1
npenapaTta |IIECTBOM OOJIaalOT Ipenaparhl, B COCTaB ()OPMYJIBI KOTOPBIX BXOIST
CpeIHEIETIOYeYHBIC TPUTITALICPUIBI
[Ipemapatsl ¢ (popmysoii, OKa3bIBAOIICH BIMSHAEC HA UMMYHHYIO 3.1
CHUCTEMY, HE PEKOMEHIYIOTCS
Iloka3anue |JleueOHOE MUTaHWE MALMEHTOB C HEAOCTATKOM ITUTaHMS, OO0YCIOBICHHOIO C 4
WHGEKIIMOHHEIM 3a00JIeBaHNEeM, CJIeAyeT Ha3HayaTb B COOTBETCTBUU
C OOIICTIpPUHSATBIMU TIPaBUJIAMU
Tun IIpeanouruTenbHee UCIOJIB30BaTh MepopaabHbIe MperapaThl I B 4
(hopmysnbl | MCKYCCTBEHHOTO IUTAHMS
npenapara
PesyabTar |bbUlo mOKa3aHO, 4TO JieueOHOE MUTAHUE CIIOCOOCTBYET YBEIUYEHUIO 4

MacCcChbl T€Jjaa IIpUu JICYHCHUN 0OOJIbHBIX Ty6epKy.HCSOM JICTKHUX
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BBenenue

3HayeHue JICYCOHBIX MEPOINPUSATUII OTHOCUTEIHLHO
COCTOSIHUSI TIUTAHMSI TPU XPOHUUYECKUX MH(MEKIIMOH-
HBIX ITpolleccax MPEeMMYILEeCTBEHHO MCCAEI0BaHO Y Ma-
LIMEHTOB, MHGUIIMPOBAHHBIX BUPYCOM UMMYHOOEhU-
murta yenoBeka (BUY). CyiecTByloT HEMHOTOUMCIICH-
Hble JaHHbIE 1151 OOJIbHBIX TyOEpKy/aie30M, Torga Kak
JUISL APYTMX XPOHMYECKUX WHMEKIIMOHHBIX 3a00JeBa-
HUII — MpaKTUYeCKN OTCYTCTBYIOT. B cuiy atoro maH-
Hble PEKOMEHIALMK OymyT MperMYILEeCTBEHHO CKOH-
LIEHTPUPOBaHbl Ha OOJbHBIX, MHPULIMpoBaHHLIX BY.

1.2. Kakne ocoOble qUArHOCTHYECKHE MAHUITYJISIAN
pekomenaoBanbl BUY-uH(GUIMPOBAHHBIM NALMEHTAM C
norepeiit Maccol Teja?

B donoanenuu k cmaHOapmubiM MepOnpUAMUIM NO
OUeHKe COCMOSHUS NUMAHUS HeoOX00UMO paccmompems
caedyrouue acneKkmol:

- uccaedosams OMHOCUMENLHO ONHOPMYHUCHUHECKUX
UHGeKyUll uau Opyeux 0CA0JCHeHUU 3a004e8aHUs UAU
mepanuu,

- 3apeeucmpuposams KoHyermpayuo mecmocmeporna (B),

- onpedeaumv KOHUEHMPAUUN AHOMEUHUIUPYIOULe-
20/ONAUKYNOCMUMYAUPYIOWe20 20PMOHO8, YHKUUIO
WUMOBUOHOU Jicene3bl,

- NOUCK NpusHakose aunooucmpouu (ympama noo-
KOJICHOU JICUPOBOU  NPOCAOUKU, MOAUUHA KONCHOU
CKAQOKU 6 001acmu mpexenasou Molulybl nie4a, om-
HoweHnue duamempa manus/6eopo),

- UCKAIOYUMb CAXAPHBIL Ouabem, C8A3AHHbIU ¢ NPOBO-
dumoti mepanuet,

- 6 cAyuae HAAUMUS MOUWHOMbBL/PEOMbI ONPeOeAUMbCs,
C6A3aHbl AU OHU C NOOOUHBIMU PeaKyusmu mMeouxa-
MeHmos,

- UCKMIOYUMb HeOOCMAamo4HOe YC8OeHUue Numamens-
HbIX 8euwjecms/manbabcopoyuro,

- UMeem AU Mecmo HapyuieHue cAioH000pa308aHUsL,

- npu ycaoeuu 6oau 6 6powHol nosocmu uau oucgha-
euu: 3ano0o3pumos KaHouoo3Hulll 330¢hasum, 6binoa-
HUMb 3HOOCKONUIO 8ePXHUX 0MOen08 Jcenydo4Ho-Ku-
WeYHo20 MPaKma uau npeonpuHsamos npooHbLl mepa-
neemuMeckull uwae ¢ QaoKoHaA3040M,

- oxcuodas pezyabmamol OUACHOCMUYECKUX UCCAe0068a-
HUll, Hauamy AeyebHOe numaHue.

Kommenrapmii: HeobOxomuma muddepeHLranbHast
IWarHOCTUKA MEXAy IIPEeMMYIIEeCTBEHHOM ToTepei
MBIIIEYHON Macchl (MCTOLIEHUEM) M IOTEpeil KUpo-
BOI TIPOCIIONKN B Mepu(pepuIeCcKUX TKAHAX (JIMITOAT-
podueit) nccnenoBaHueM (hopMbl MOBEPXHOCTU Tena
1 (GYHKUUMM MBI, Y IalUeHTOB C HeaaeKBaTHOM
JIOJITOBPEMEHHOM aHTUPETPOBUPYCHOM Tepalei BO3-
MOXHAa OJIHOBPEMEHHOE CYIIECTBOBAHUE MCTOIICHUS
U nunoaTpoduu.

2.5. KakoBa poJib Tepanuy aHA00IMYeCKHMMH Ipena-
paTamMu npHM HeJOCTATKE NMUTAHMS, CBsA3aHHbiM ¢ BUY?

MeduxamenmosHoe aeuenue u IHMePANbHOE NUMA-
Hue donoausrom dpye dpyea (C).

BUY-nozumuenvie 601bHble, Y KOMOPLIX UMeem Me-
cmo Odeghuyum mecmocmepona, 045 60CCMAHOBAEHUs
MbIUEHHOU MACChbl Q0AJUCHbI NOAYHAMb 3AMEHUmenu me-
cmocmepona (A). Ymepennwiii npupocm maccel meaa u
Cc60000HOI JHCUPOBOU MKAHU MOdcem Obimb 00CMUSHYM
UCHOAB308AHUEM 00PO2OCTOAWE20 PEKOMOUHAHMHO20
20pMOHA pocma uenoeexka (A).

(Iloozomosun npogh. bensiee A.B.)

Bombkepr /1., Bepuep M.H., Bepu 3., Lienepxonsm T., Kotu Beprpanx I1., MuH A., Tansmonan U., Hxeitnep
C., Coborka JI., lranra 3., (Accoumarust KIMHUIECKOro ruranust I'epmanuu) JlenueH-I'poccummnrxayc P.,
Kpuc V., IlMupmux M., Xepocrt B., llIiotn T., Ipésp B., Baitnpeoe B., Okenra U., Jlokc X.

PYKOBOICTBO ESPEN I1O DHTEPAJIBHOMY IIMTAHUIO: TEPUATPUA

Volkert D., Berner Y.N., Berry E., Cederholm T., P. Coti Bertrand, Milne A., Palmlad J., Schneider St.,
Sobotka L., Stanga Z., (German Society for Nutritional Medicine) Lenzen-Grossimlinghaus R., Krys U.,
Pirlich M., Herbst B., Schutz T., Schroer W., Weinrebe W., Ockenga J., Lochs H.

ESPEN Guidelines on Enteral Nutrition: Geriatrics // Clin. Nutr. — 2006. — 25: 330-360

KpaTtkoe uznoxenue npunaTbix pemenuii: I'epuarpus

[Ipenmer | PekoMeHpaumu Crenenb | ITyHKT B
aHaIns3a 000CHO- | peKOMEH-
BaHHOCTHU | JALUSIX

IToka3anus | ¥ maluMeHTOB C HEIOCTATKOM MUTAHMS UM YIPO30i pa3BUTUSI HEAOCTaTKa A 2.1

MMUTAHWUS CIIEAYET JOIMOJTHUTEIBHO MCIIONB30BaTh ITIepOpaIbHBIC TIperapaThl

IS KIIMHUYECKOTO IUTAHUS C LIEIbI0 YBEIMUCHUS 00eCIIeUeH!sT SHEePIHeii,

OesKaMy ¥ MAKPORJIEMEHTAMM, COXPAHCHUS WUIA YIYJIICHUS] COCTOSIHUSI

MUTAHUS U YBEJIMYEHUS TPOJOIKUTEIBHOCTU KU3HU

YV HeMOIIHBIX MalUEeHTOB MOXWUJIOT0 BO3pacTa CIAeAyeT AOIMOJHUTEIbHO A 2.2

HCITOIL30BaTh ITepOpaIbHBIC MperapaThl IJIsT KIIMHUYECKOTO IMUTAHUS C

LEJIBIO YIIYYIICHUS WIN COXPAHEHMST COCTOSTHUSI TTATAHUS
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IIpenmer | PekomeHmauuu Crenenb | ITyHKT B
aHajM3a 000CHO- | peKOMeH-
BaHHOCTH | JaIuUsX

BnaronpusarHbie MOCAEACTBUAS OT 30HIOBOTO IUTAHUSI Y HEMOIIHBIX B 2.2
MAaLMEHTOB TOXWJIOTO BO3pacTa MOTYT COXPaHSITbCS CTOJb IIUTENIBHO,
CKOJIb JUIMTEJIbHO COXpaHsSeTCsl CTaOMIbHBIM OO0lllee COCTOSIHUE (He Ha
TepMUHAJILHOM 3Tarne 3aboJieBaHusI)

Y repuatpuueckux OOJIBHBIX C BBIPAXKEHHBIMU JUCHArnyecKuMU TTPOSIB- A 2.3
JIEHUSIMU LIEHTPAJIBHOTO TeHE3a CJIEAYET UCTOJIb30BaTh IHTEPATbHOE
MUTaHUE JJIs1 o0ecrieyeHrs] SHeprueil U MUTaTeIbHbIMU BElllECTBAMMU, U,
TakKuM 00pa3oM, ISl MONACPKAHUS WU YIYYIIEHUSI COCTOSTHUSI TUTAHUS

VY repuatpudeckux OOJbHBIX C TIEPEJIOMOM Oelipa U T0Cje OPTONeIUIeCKNX A 2.4
OITePaTUBHBIX BMEIIATEIIECTB C IICJIBI0 YMEHBIIICHUSI BEPOSITHOCTH OCIIOXK-
HEHMI clieAyeT Ha3HayaTh MepOpaibHO MIPUHUMAEMBbIe IIperapaThl IS
MCKYCCTBEHHOTO MUTAHUS

Y GOJBHBIX B COCTOSTHUM ACTIPECCUU CAEAYeT MCIIOJAb30BaTh SHTEPATbHOE C 2.6
MUTAaHUE IS TOTO, YTOOBI CIIPABUTHCI C HAPYIICHUSIMU Ha 3Tale TsLKeJIoi
AHOPEKCUM M yTPaThl MOTUBAIIAHN

VYV GonbHBIX AeMeHIMel nepopaabHbIil TpUeM MpernapaToB JIJisd KIWHU- 2.7
YeCKOro IMUTaHMS WM 30HAOBOE IMUTAHME MOTYT IPUBECTU K YIyUIICHUIO
COCTOSTHMSI TUTAHUS

V nauueHToB ¢ AeMeHLMel B HauyalbHOM U CpeaHel cTaauu 3a00JieBaHUS C 2.7
paccMOTpPETh BOIIPOC O TIEpOPaTbHOM IIpHUeMe IIPeIrapaToB I KIIMHU-
YeCKOro MuTaHus (pexe 30HIOBOIO MUTAHUS) C 1IeJbI0 aIeKBATHOTO
obecrieueHrsI HEpPTrueil U MUTaTeIbHBIMU BEIIECTBAMU U IPEIOTBpAallle-
HUSI pa3BUTUS HEIOCTATKa MUTAHUS

Jns1 mauyeHToB ¢ AeMEHLIMENR B TEPMUHAIBHON CTaaAuM 30HAOBOE MUTAHUE C 2.7
HE PEeKOMEHIyeTCS
VY maumeHToB ¢ mucdarndecKuMM IPOSIBICHUSIMU POJIb 30HIOBOTO 2.9
MUTaHUs B MPEIOTBpallleHUN aclUpallMOHHONW IMTHEBMOHUU HE JoKa3aHa
TlepopanbHblil TIpueM TIpenapaTroB Ajisi UICKYCCTBEHHOTO MUTaHUsI, OCOOEHHO A 2.10
¢ OOJIbILIMM coAepKaHUeM OeJika, MOXKET CHU3UTb PUCK Pa3BUTUS TIPOJIEXKHEN
OCHOBBIBasICh Ha TOJIOKUTEIHHOM KIMHUYECKOM OITBITE, SHTEPATbHOE C 2.10
MUTAHUE TAKXKE PEKOMEHIYETCS U C LENbIO yIyYIUEHUS 32XKUBJICHUS
MPOJIEXKHEN

Peammzanus B ciyyae pucka pa3BUTHS HedoCTaTKa MUTaHUS (HarpuMep, HelpocTa- B 2.1

TOYHOE TOCTYIJICHUE TTUTATEIbHBIX BEIIeCTB, HEMpPeIHAMepEHHasl MOTepst
Macchl Tesna >5% Ha npoTsbkeHun 3 Mec win >10% Ha IpoTsSKeHUU

6 Mec, nHaekc Macchl Tena < 20 Kr/m?) cieayeT 3a0J1aroBpeMEHHO
HayaTh JOIMOJTHUTEIBHOE MEPOPATbHOE MMOCTYIUIEHHE TPENapaToB s
KJIMHUYECKOTO MUTAHUS U/WIN 30HIOBOE MUTAHUE

Y repuarpuyecknx OOJBHBIX C BBIPAKEHHON aucharueit HeBpoJIornIeckoro C 2.3
reHe3a Kak MOXHO paHbIIle CIeAyeT HauaTh SHTEPAIbHOE MUTAHWE

V repuarpuyeckux 00JbHBIX ¢ aucdarveil HeBPOJOTMUYECKOIo reHe3a C 2.3
OIHOBPEMEHHO C 3HTEpaJbHBIM ITUTAHUEM CJIeAYeT MHTEHCUBHO HCIIOJIb-
30BaTh TEPANMIO, HAIPABJICHHYIO Ha YIYYILICHUS TJIOTAHUS, 10 TTOSBICHUS
BO3MOXXHOCTH 0O€30MaCHBIX M JOCTATOYHBIX MEPOPATTBHBIX ITOCTYIUICHUM

ITocne HaJlOXXEHUST UPECKOXKHON IHIOCKOMUUECKOM racTPOCTOMUM DHTE- A 3.2
pajbHOE MUTaHUE CleAyeT HauyaTh yepes 3 4
Cnocod mo-| ¥ nmaumeHTOB ¢ mucdarveil eHTpaJIbHOIO TeHe3a ISl JUTMTEIbHOTO A 2.3

CTYIUIeHHs | JIe4eOHOTO MUTAHUS YPECKOXHAST DHIOCKOTMIECKAs! TaCTPOCTOMMUS
MPEATIOYTUTENIbHEE, YeM HA30TacTPaIbHbIN 30HI, MOCKOJIbKY OHA COIPO-
BOXK/IA€TCsI MEHbILIEH YaCTOTON TeparneBTUUYECKUX Heyaay U Oosee
JYYIIUM COCTOSTHUEM TUTAHMUS

Ecnu sHTepanbHOe MUTaHWe TUIAHUPYETCS TOJblle 4 Helellb CIIeayeT UCTIONbA A 3.1
30BaTh 30H[, BBEAECHHBIA MMPU YPECKOXKHOMN SHIOCKOMMYECKON raCTPOCTOMUMI

Tun YV NoXunabIX MalMeHTOB MPU 30HAOBOM IMUTAHUM MUILEBbIE BOJOKHA A 34
(opmysnsl | MOTYT CITIOCOOCTBOBAaTh HOPMaIM3alMU (PYHKIIMHU KUIICYHUKA
npenapara
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TepmuHoIOTHSA

Tepuampuueckuil nayuenm — TALKWEHT I1OXWJIOTO
BO3pacTa ¢ OMOJIOrMYECKOil TOUKM 3peHMsI, KOTOPbIii 00-
JlanaeT 3HAYMTESIbHBIM PUCKOM YTpaThl HE3aBHMCHMMOCTHU
B CBSI3U C OCTPBIM Y/WJIM XPOHMYECKMMU 3a00JI1eBaHIsI-
MU (MHOXECTBEHHOI MAaTOJIOTUE) C COOTBETCTBYIOIIM-
MM OTrpaHMYCHUSIMA (DU3WUCCKUX, TICHXOJOTMUYCCKUX,
MEHTAIBHBIX BOZMOXKHOCTE W/VJIM BBIIIOJTHEHUST COLIM-
ambHBIX (pyHKIMA. CIIocCOOHOCTh K BBIMOJHEHUIO OC-
HOBHBIX BHUIOB JESITE€IbHOCTH HE3aBUCHUMOIO IIOBCE-
JTHEBHOTO 00pa3za XM3HU MOXET ObITb YIPOXXaeMOid,
CHIDKCHHOM WM yrpadeHHOH. Ocoba ¢ ITOBBIIICHHOM
MOTPEOHOCTBIO B PeabMIIMTALIMOHHBIX MEPOIPUSITUSIX,
(bu3MIECKOI, TICUXOIIOTUISCKOM 1/WIN COLIMAILHOI IT0-
MOILBIO I UCKJTIOYEHUST YACTUYHOW WIM TOJIHOM TIO-
TEpU HE3aBUCUMOCTHU.

Iloxcunoli — TepMUH, UCTIOJIB30BAHHBIN JIST XapaKTe-
PUICTUIKKA OCO0OI BO3pAaCTHOM TPYIMIBI, a MMECHHO CTap-
e 65 jer.

Ouenv noxcuaoli — TSPMUH 1T XapaKTEPUCTUKU TeEX,
BO3pAacT KOTOpHIX Oosee 85 JeT.

Hemownviii noxcuaoti — oxXujoil 4eJIOBEK ¢ OrpaHU-
YEHHOI CHOCOOHOCTBhIO K peaM3aliy ITOBCEIHEBHOIO
oOpasa KM3HU B CBA3U ¢ (PM3NMIECKIMU, MEHTATHHEIMMU,
TICHIXOJIOTMYECKAUMH W/WJIM COLMATBHBIMUA HAapYIIICHMS -
MM, a TAaKXe PeLIMIUBUPYIONIMM 3a0o1eBaHreM. CTpana-
I0OT MHOXECTBEHHBIMU OTKJIOHEHMSIMHU, KOTOpPbIE B 3Ha-
YUTEJbHOM CTENeH! HapylllaloT UX He3aBUCUMOCTh. Ta-
KMM 00pa3oM, 0cO00 HyXKTArOTCS B TIOMOIIW W/ Jie-
YEHUU W TIOABEPKEHBI OCJIOKHECHMSIM.

Oczpanuuennas cnocodbnocms K peabusumavuu — O3Ha-
4aeT, YeM CTapllle MMalMeHT, TeM 0oJiee CIIOXKHEE €To pe-
a0WJIMTUPOBATh C TEM, YTOOBI y MallMeHTa BOCCTAHOBU-
JIOCb HOPMaJIBHOE WM €ro/ee UCXOmHoe coctossHue. Ec-
Ji1 ObITh 0OJiee TOYHBIM, BOCCTAHOBJIEHUE MBIIICUYHON
MaccHI TIocie 3a00JIeBaHNS y TIOXWIBIX B CPAaBHEHU C
0oJ1ee MOJIOOBIMM HYXKIACTCS B TOPA3m0 OOJBIINX YCH-
JISIX ¢ TOYKHW 3pCHUS peaOWIMTALIMM M IMTaHUSA. DTO
TaKXe 3HAYUT, YTO Apyrve (PyHKLMU, BKITIOYas MEHTAIb-
HbIE, TAKKe B OOJbIIEH CTENIEHU PEe3UCTEHTHBI K peadu-
JINTAITMOHHBIM MEPOTIPUSITHSIM.

DYHKIMOHATBHEIN CTaTyC — HAaHHBIM TEPMUH WC-
TIOB3YeTCST B OOIIEM CMEICTIC IS XapaKTepUCTUKHM 00-
el (byHKIIMOHAIBHONM aKTUBHOCTU, HAaIIpUMEp, CIIO-
COOHOCTM K BBIITOJHEHUIO pPabOThI IO €XEeIHEBHOMY
JKU3HEO0ECTIEUEHUIO, WIM CIlelalbHbIX (DYHKIIMIA, Ha-
MpUMED, MBILLIEYHAs Crjia Wik (GYyHKUIMS UMMYHHOM CHU-
CTEMBL.

Beenenne

Puck HemocraTka MMTaHUSI YBEJIMUMBACTCS Y IMAlv-
€HTOB ITOXMJIOTO BO3pPacTa B CBSI3U C YMEHBILICHUEM MC-
TUHHOM MacChl TeJla ¥ MHOXKECTBOM APYIUX (DaKTOPOB,
KOTOPBIE MOTYT MPUBECTH K HAPYIICHHWIO MOTPEOICHIS
MMTATE/IbHBIX BEILIECTB M KUIKOCTUA. [103TOMYy KaxkaoMy
MAlUEHTY He3aBUCHMO OT €ro/ee MCXOIHOIO COCTOSTHUS
MUTaHMS CJICAYeT 00ECIeYnTh aJcKBaTHOE MOCTYIUICHUE
SHEPruM, OEJIKOB M MUKPO3JIeMeHTOB. I1oCKoIbKy BOC-
CTaHOBJIEHUE KJIETOYHOM MacChl Tejla CJIOXKHEe, YeM B
0oJiee MOJIOMOM BO3pacTe, CJIeAyeT PaCCMOTPETh BOIIPOC
O MPEBEHTUBHOM JIeYeOHOM MUTAHUU.

JleyeOHOe muTaHUE cemyeT TMpUeMIIEMbIM 00pa3oM

MHTETpUPOBATh B OOLLIWIA MJIaH JIEUEHUSI, KOTOPhIM MpU-
HHUMAaeT BO BHUMaHUE BCE aCIIEKThl OOJILHOIO — WHIU-
BUIIyaJIbHbIE, COLMAIbHbIE, (DU3NYECKUE U TICUXOJIOTU-
yeckue. [lomHOLEHHBI aHaIM3 TIalUMEHTa JOJDKEH
BKJIIOUATh aHAJIM3 COCTOSIHUSI IMMTAHMUSI WIM PHUCKA €ro
HapyllIeHUs ¢ MOCEIYIOIIMM COCTaBIeHUEM ITpOrpaM-
MbI IIUTAHMSI, OTPAXKAIOLLEN 3TUYECKUE, a TAKKe KITMHU-
yeckue acriekThbl. IIpu paspaboTke Takoil mporpaMmbl
HEOoOXOOUMO ITIOMHHUTb, YTO OOJbIIAs 4YacTb OOJIbHBIX
TMOXWJIOTO BO3pacTa HYXKAAIOTCS B TOCTYIUIEHUU, KakK
MMHUMYM, 1 T Oenka/Kr/cyT 1 mpuMepHO 30 KKajl/KT CyT
SHEPrMU B 3aBUCMMOCTM OT MX aKTMBHOCTM. MHorue
JIIOIY TIOXKUITOTO BO3pacTa TakKe CTpaJaloT crieuudpude-
CKUM Je(PULHTOM MUKPOCOEAVMHEHUH, KOTOPbIA MoIe-
JKUT KOPPEKUMU UCIOJb30BaHMEM J100aBOK.

1. KakoBbl 1eJl1 SHTEPAILHOIO JIe4eOHOTO NUTAHUS B
repuaTpun?

+ ObecneueHue 00CMAMOYHLIM KOAUYECINBOM DHepeul,
benka u MUKpoINEeMeHmos,

+ [loddepacarnue uau yayuuienue cOCMOSIHUSL RUMAHUS,

+ Iloddepxucarue unu yayyuienue QyHKUUOHAABHO0 cMa-
myca, akKmueHOCMU U CNOCOOHOCIMU K peabuaumayuu,

+ Iloddepacanue unu yayuuieHue Kavecmea JHcUusHu,

* CHUdICeHUEe BePOSIMHOCMU OCAONCHEHUI U NeMAaNbHO20
ucxoaa.

1.1. Moxer /M y repuaTpudecKux NAIMEHTOB 3HTE-
PajIbHOE MUTAHKE YJTyYIUTh NOCTYILIEHHE SHEPIuM W MHTA-
TeJbHBIX BelecTB?

DHmepanrvHoe numauue (nepopanbHoe RNOCMynaeHue
npenapamog 018 KAUHUYECK020 NUMAHUS U/uiu 30H0080e
numanue) yeeauuusarom HOCMYNAeHUe SHepeuu U numa-
menvHbIX coeduneHull y eepuampuyeckux ooavhoix (la). B
2MOM OMHOUEHUU RUMAHUE NOCDEOCMEOM YPECKONCHOU IH-
00CKONUMeCKOll 2aCmpOCOMUY UMeem Npeumyuecmea ne-
ped numaruem vepes HazoeacmpatvHuli 30H0 (la).

1.2. MoxeT Jii SHTepaIbHOE MUTAHNE MOIIEPXKATD HJIH
YJIyYIIATh COCTOSIHME TIUTAHNUS Y TOKIWIbIX OOJIbHBIX?

IlepopanvHoe nocmynienue npenapamos 04s KAuHU4e-
CK02O NUMAHUS MOJCem no00epicams Ul YAyHUUms co-
cmosnue numanus (la). Pao ucciedosanuil eviseunu, 4mo
30H0080e NUMAaHUe Makice nOOOepPICUBaem Ul Yay4uaem
napamempul RUMAHUSA, HE3ABUCUMO OM OCHOBHO20 OUARHO3A.
Memaboauueckue nocredcmeus npovyecca CmapeHus, Komo-
pble MO2ym 8eCmu K CApKONEHUU U GbIPANCEHHOMY Hapyuie-
HUIO COCMOSIHUSL NUMAHUS HA MOMEHM PACNOAOICEHUS] 30H~-
da, cnocobHbl CHUMICAMb dPgeKmUsHOCmy Ul daxce npe-
namemeosams 3gpghexmusromy newedromy numaruro (111).

1.3. ITognepxkuBaeT WM yJIydIIaeT 3HTEPAIbHOE IATA-
HHUe (hYHKIIMOHAJIBHBIN CTATYC WM CIHOCOOHOCTh K peadu-
Jaranyn’?

Adexeammnoe numarue s6131emcs He00X00UMbIM YCA08U-
em 045 1100020 PYHKUUOHANbHORO YAYHUIeHUS, XOMS UCCae-
006aHUSL CAUUKOM MAAOYUCAEHHbL U DA3HOMUNHbL 041 MO-
20, UMoObL NO360AUMb COeNAMb OKOHYAMENbHOe 3aKAIoYe-
Hue. B smom ommowenuu Hexomopwle uccredo8anus oanu
NO3UMUBHDBIL Pe3yAbmam, HeKOMopble — He2amueHbL.

1.4. Coxpamiaer M 3HTEpPAIbHOE NUTAHUE IIUTE]Ib-
HOCTb TOCIUTAIM3AMN?

Y eepuampuueckux 0604bHbIX OAUMENLHOCHb 20CHUMA-
Aau3ayuu 3aeucum He moabKo om COCMOAHUA NUMARUA, A
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makaice u om dpyeux pakmopos. JlocmynHvie pe3ynvmamot
OMHOCUMENbHO GAUAHUS IHMEPAAbHO20 NUMAHUS HA OAu-
MeAbHOCMb 20CHUMANU3AUUU NPOMUBOPEHUBDL.

1.5. Vayumaer /M 3HTepajibHOe NUTAHHE KAYECTBO
KH3HA?

BausHue nepopanbHoeo nocmynieHus npenapamos Oois
UCKYCCMBEHHO20 nUmManusl U 30H006020 NUMAHUSL HA Kaye-
CMBO JCU3HU He ONpedeneHbl.

1.6. Yayuimmaer Jm 3HTepajbHOE NMUTAHWE BbDKMBaE-
MOCTb Y F€pHATPHYECKHUX OOJIbHBIX?

Ilepopanvioe nocmynaenue npenapamog 04 UCKYCcm-
6EHHO20 NUMAHUS YAy4uaem YCcpeoHeHHble NOKa3amenu
evicueaemocmu (la). Y nauuenmos, nyxcoarouuxcs 6 30H-
0080M RUMAHUU 8 C853U C MANCECMbIO 3a001e8aHUsl, YEe-
JAUYEHUe BbIICUBACMOCMU He O0KA3AHO.

2. DHTepaJIbHOE MATAHKE [T 0COOBIX TPYIN OOJIBHbIX.

2.1. T1oka3aHo JiM 3HTEPAIbHOE MUTAHHE MAIMEHTAM C
HEIOCTATKOM MUTAHUA?

Hedocmamokx numanust u puck paseumusi He0oCmamKka
numanus npedcmasasiom coool OCHOBHbIE U He3a8UCUMbLe
dpye om Opyea NOKA3aHUsi O SHMEPAAbHO20 NUMAHUS Y
eepuampuyeckux 00avHbix. [lepopanvHoe ucnoav3oearue
npenapamoeg 045 KAUHUYECK020 NUMAHUSL PEeKOMEHAYemcs ¢
Uenvlo yeeauueHus nocmynienus snepeul, 06eika u MuKpo-
2/1eMeHmMo8, NOO0EPHCAHUSL UAU YAVHUEHUS. COCIOSHUS NU-
MaHusa U yayquleHus nokasamenell vlicueaeMocmi y na-
YUeHMO8 ¢ HeOOCMAMKOM NUMAHUS UAU COCMABASIOUUX
epynny pucka Hedocmamka numanusi (A). B cayuae pucka
pazeumus Hedocmamka nuUmaunus (Hanpumep, Hedocma-
mouHoe nocmynienue NUMamenbHbiX 6euecme, HenpeoHa-
MepeHHas nomeps maccel meaa >5% wa npomscenuu 3
mec unu > 10% na npomsxcenuu 6 mec, uHOeKc Maccol me-
aa <20 ke/M?) caedyem 3ab1a208peMeHHO HA4amv nepo-
PanvHoe UCHOAb308AHUE NPENAPAmos 045 KAUHUMECKO020 N~
manus u/uiu 30H0080e numanue (B).

Kommenrapuii: HenoctaTok nuTaHust y repuarpuaye-
CKHX OOJIbHBIX COIPOBOXKIAETCS TUIOXUM HcxomoM. Ha-
nbosiee BaXKHBIMU IIPU3HAKAMU HEAOCTATKa MHUTaHUS Y
TTOXXWJIBIX SIBIISTIOTCSI HEeNpeTHaMepeHHas TTOTepsT MacChl
Teda > 5% Ha npoTsokeHnH 3 Mec v >10% Ha npoTsi-
KeHUU 6 Mec, a TakKe MHAEKC Macchl Tena <20 Kr/m’.
Ha puck HemocTaTKa NMUTAHUS YKa3bIBaeT IOTEPSI arire-
TUTA, CHIDKEHME IEePOPAIbHbIX IMOCTYIUICHUIA U Harpy3-
KU ((pusnueckoit, a Takxke (pU3MOIOTMUSCKOIN).

2.2. IIoka3aHO JIM BHTEPALHOE NMUTAHHE HEMOIIHbIM
TANWEHTaM MOKIIOro Bo3pacrta?

Y Hemownbix nayuenmos noxcunoeo 603pacma peko-
MeHOyemcs: nepopaibtbill npuem NPenapamoes 041 UCKYCChi-
6EHHO20 NUMAHUSL C UYeabl0 YAVHUIEHUS UAU COXPAHEHUS. CO-
cmosHus numarus (A).

braeonpusmmuvie nocaedcmeus om 30H008020 NUMAHUSL
Y HeMOWHBIX NAUYUEHMO8 HOMICUN020 803PACMA MO2YM CO-
XPAHAMBCS CMOAb OAUMEAbHO, CKOAb OAUMEAbHO COXPAHS-
emcs. cmabuabHbiM 00wee cocmosiHue (He Ha MepmMuHanb-
Hom smane 3abonesanus). Tlosmomy 6 cayuae pucka Hapy-
WeHUs: NUMAaHUs, K0eoa npuem 00bIMHOU nulul Hedocmamo-
YeH, peKomeHOyemcs: 3a01a208peMeHHOe HA4ano0 30H008020
numanus (B).

KommenTapuii: HemoliHble MNalMeHTbl TMOXWIOTO
BO3pacTa OrpaHWYEHBI B MX TIOBCEHEBHOM aKTUBHOCTH B
CBSI3U C (PM3MYECKMM, MEHTAIBHBIM, TCHUXOJIOTUYECKUM
W/WN COLIMATBHBIM HapYIIEHUSIMU, 8 TakKKe COIMYTCTBY-
oMM 3a0oneBaHueM. OHM CTPafaloT OT MHOXECTBEH-
HbIX TMATOJOTMYECKUX COCTOSIHUSIX, KOTOpble B 3HAYU-
TEeJIbHOUW CTENEeHM HapyILIAOT WX He3aBUCUMOCTb. [1oaTo-
My OHM OCOOCHHO HYXIAIOTCS B TIOMOILIM W JICYECHWU,
TTOJBEPXEHBI OCTIOXKHEHUSIM. Y TAaHHBIX 0CO0 HEaIeKBaT-
HOE TIOCTYIUIEHWE YXWIKOCTA U TIMTATEIbHBIX BEILECTB
SIBJISIIOTCS.  YacTO BCTpeYaeMbIMM TipobsiieMamu. Takum
00pazoM, HEMOLIHbIE MOXUJIblE TMPEACTABISIOT TPYIITY
TIOBBIIIIEHHOTO PUCKa HEJOCTAaTKa MTUTAHUS U CBSI3aHHBIX
C 3TUM OCJIOKHeHW. MccnenoBaHue BBISIBUJIO, YTO CITO-
COOHOCTb K MEpPOPaTbHOMY IPUEMY MUILM B JOCTATOY-
HOM KOJIMYECTBE OOPATHO TPOMOPLIMOHAIBHA CTETIEH!
HeMoltHOCTH. CieJoBaTesTbHO, CHIDKEHUE TIEPOPATLHBIX
MOCTYTUIEHUII MOXeT OBbITh TOKazaTesieM YyCYryOJeHUst
VJIA TSDKECTH 3a00JIeBaHUsI WM HEMOIIHOCTH.

2.5. IToka3aHo JM SHTEpAIbHOE MNTAHKHE B MEpHOIEpa-
THBHOM TIepHOie MPH BbINOJHEHMHA OOIMPHBIX ONEPATHB-
HbIX BMEHIATEILCTB Y TepruaTpHIecKux OONbHbIX?

Omcymcmeyem 00Ka3amenbcmeo moeo, 4mo jae4ebHoe
NUMAHUE Y NONCUNBIX OOAbHBIX, ) KOMOPbIX GbINOAHAIOMCS
oOuUpHble OnepamusHble GMeulamenscmeda (Hanpumep,
onepauuy Ha noodiceayO0oHHOU dcene3e, OPeaHax eoio8bl U
obnacmu wieu), credyem paccMampueamsv OMOeabHO Om
nauuenmos 6onee monodoeo eospacma. Iosmomy mot ccoi-
aaemest Ha Pykosodcmeo «Onepamuenvle ememamenscmea
U MPAHCHAGHMAUUS .

Ho 6 yeaom npusnaemcsi, 4mo nodcubie 8 CPaGHeHUl ¢
nayuenmamu 6onee M0A00020 B03pAcCMa NPeoCmassiom
co0oli epynny pucka nAyUeHmoe ¢ HedoCMamKoM NUMAaHUs
u bonee CA0MHCHO20 B0CCIMAHOBACHUSL MACCHl Mead OpPeaHU3-
ma. Tlosmomy caedyem paccmompems eonpoc 00 ynpedxicoa-
rouyetl noddepoicke NUMAMenbHbIMU COeOUHEHUSMU.

2.6. IlokazaHo M SHTepajbHOE NHTAHHWE MOXKWIbIM
OOJIBHBIM C Jienpeccueii?

Ilpu Odenpeccuu caedyem ucnoavzoeamos SHMEPAAbHOE
numarue 045 Mmoo, Ymobbl CNPAGUMbCS C HAPYUWEHUSIMU HA
amane msaycenoli anopexcuu u ympamol momusayuu (C).

KommenTapmii: Jlenpeccusi BCTpeyaeTcss 4acTo y Mo-
KUAJIBIX OOJIbHBIX, HO 3a4acTyl0 HE JUArHOCTUPYETCS B
CBSI3U CO CJIOXKHOCTEIO ee Mg depeHINaTbHON TUarHo-
CTUKU C APYTUMU CUMIITOMaMU MPEKJIOHHOTO BO3pacTa.
OCHOBHBIMU CUMITTOMaMU JaHHOTO 3a00JIeBaHUs SIBJISI-
FOTCST aHOPEKCHSI M OTKa3 OT MpHeMa MUILN; TaKUM 00-
pa3oM, IETIPECCUs PacCMaTpUBAETCs KaK OCHOBHAS MpU-
YMHA HEAOCTATKA MUTaHUS y TOXWIbIX. HemoctaTok nu-
TaHUS CaM TIO0 ce0e MOXKET CIOCOOCTBOBATh JETIPECCUB-
HBIM COCTOSIHUSIM, YacTO HAOMIOAAEMbIM Y TOXWUIIbIX.
i Tepanuu JENPeCCUU MOTYT UCTIONB30BaThCS PSII Me-
TOZOB, B YACTHOCTY METMKAMEHTO3HBIN, HO TS TTOJTy4de-
HUS 3bdekTa MOXeT MOTpeboBaThCs HEKOTOPBIM Bpe-
MeHHOU mHTepBal. Ha OCHOBE MOZUTUBHOIO KIIMHUYE-
CKOTO OMbITa ¥ TOYKW 3PEHUsI IKCIIEPTOB SHTEPATTbHOE
MUTaHUE PEKOMEHIYETCS MTOXWIBIM, CTPAIAIOIIUX OT Jie-
TIpeccuu, Ui TOANEePXKKU TMallMeHTa Ha PaHHEM 3Tare
TSDKEJIONM aHOPEKCUM UM YTpaThl MOTUBALIMM, TPEIOTBPA-
1Ias1 32 CYET ATOrO Pa3BUTHUE HEMNOCTAaTKa MUTAHUS C €T0
TsekenbivMi Tiocencteusivu (C).
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2.8. Iloka3aHo 1 3HTEpAIbHOE NMUTAHHE TepHATpUYe-
CKMM OOJIbHBIM C OHKOJIOTHYECKUMH 3200JIeBAHIAME?

B npunyune neuebHoe numanue y eepuampuuecKux
O0NbHBIX HE OMAUMAEMCA OM MAK0B020 Y NAUUeHmog bonee
M0100020 603pACMA € OHKOAOSUYECKUMU 3A001e6aHUAMU
(cm. Pyxosodcmeo no «Heonepamueroii onxonoeuu»).

KommenTapmii: O011enpr3HAHO, YTO TOXWIIbIE MPea-
CTaBJISIIOT cOOOI 0ojiee BBICOKUI PUCK HEMOCTATKA MU-
TaHUSI, YeM TAIMEeHTHI O0JIee MOJIOIOTO BO3pacTa, U BOC-
CTAHOBJICHUE MACChl KJICTOK OpraHM3Ma Y HUX BbI3bIBA-
eT OoJIbIIMe 3aTpyaHeHus. Takum 00pa3oM, ClIeayeT Mo,
KOHTPOJIEM JIePXKaTh BOIPOC O IIPEBEHTUBHOM JIeYeOHOM
MATaHWUH.

2.9. YV namuenroB ¢ aucdardeii mperoTBpamaeT Jm
30HI0BOE NMHMTAHWE ACTHMPANMOHHYIO IMHEBMOHMIO YJTydilie-
HHeM (hYHKIIMOHAIIBHOTO COCTOSIHUSA?

B cea3u ¢ eemepoceHHOCMbIO UCCACOOBAHULL U OMCYM -
Ccmeuem OGHHBIX 0 acmome ACRUPAUUOHHOU NHEBMOHUU 00
UCNONB30BAHUSL 30H006020 NUMAHUS OMYEeMAUBbIU 6bl800
cOenamp He Npedcmaensiemcs: 603MONCHbIM.

KommenTapmii: [lycdarvst MOXeT yBeIMYMBaTh BEPO-
SITHOCTb aCIUPALAA CONEPKMMOIO POTOIIOTKH, HO, C
JIPYTOil CTOPOHBI, 30HAOBOE MUTAHUE MOXKET CIOCOOCT-
BOBaTh YBEIMYEHUIO BEPOSTHOCTY peduitokca U acrupa-
1IUU CONEPXUMOTO Xelyaka. B psae vccnenosanumii no-
XKWAJIBIX TTALIKMEHTOB C 30HAOBBIM MUTAHWEM MPUBEICHBI
JIAHHBIE O YACTOTE ACMUPALIMOHHON MMHEBMOHUU. B cBsi-
31 C TEeTEPOreHHOCTHIO TPYMI OONBHBIX U OTCYTCTBUEM
JAaHHBIX O 4acTOTe aclUpaluu 10 30HIOBOIO IMUTAHKA
KaKOH-TMO0O OTYETVIMBBIA BBIBOJ, MO3BOJISIET JIU <IIIyH-
TUPOBAaHUE» 30HBI TUC(HATMIECKUX MPOLECCOB UCITOJb-
30BAHUEM HA30TACTPAIBHOTO 30HAA WIA YPECKOXHONU
SHIOCKOIUYECKOW TaCTPOCTOMUM YMEHBLIUTb YacTOTY
TMHEBMOHWM, ClIeNaTh CJOXHO. HecoMHeHHO, 30HI0BOE
MATaHWEe O0JIaaeT BO3SMOKHOCTBIO YBEJTMUMBATH BEPOSIT-
HOCTh pedmokca W acnvpaiuu. JJaHHbIe 0 4acToTe ac-
MUPALMOHHOW TTHEBMOHUH TIPU JIEYEOHOM MUTAHUU WIC-
TIOJIb30BAHVEM YPECKOXHOM 3HIOCKOIMYECKOU TacTpo-
CTOMUU B CPABHEHUU C HA30TaCTPAJIbHBIM 30HIOM MPO-
TUBOPEUYMBBL. Takke He TOKA3aHO, YTO 3TO OCIOXHEHVE
MPEeJOTBPALLIAET EIOHOCTOMUS, BBIMOIHAEMAs ONepaTUB-
HBIM ITyTeM WJIM UCMOJIb30BAHUEM SHIOCKOIWU.

2.10. Mozker JM 3HTepabHOE MUTAHNE MPETOTBPATHTH
WM YJIYYIIUTb 322KUBJIEHHE MPOJIEXKHEN y repuaTpHIecKux
00JIbHBbIX?

Ilepopanvhoiii npuem npenapamos 04s UCKYCCMBEHH020
NUMaHUs, 0COOHHO ¢ bonbuuM cooepicanuem benxka, mo-
Jcem cHU3UmMb puck passumus npoaeyxcreti (A). Ocnogviea-
ACb HA NOAONCUMENAbHOM KAUHUMECKOM ONbiMe, SHMepanb-
Hoe numanue maxice PeKOMeHOYemcs ¢ Ueavio YAYMueHus
3axcuenerus npoaexcrei (C).

KommenTapumii: AnekBaTHOE MUTaHUE SIBJISIETCS HEOO-
XOMUMBIM YCJIOBUEM TIPEMOTBPAIICHNUS] W 3aKWBJICHUS
npojexHen. KccnenoBaHus, TOCBSIUEHHbIE TaHHOM
npobieMe, CIOXKHO pear30BaTh 10 MPUYMHE MHOTroda-

KTOPHOTO T'eHe3a MPOJIeXKHEH, MHOXECTBA HEKOHTPOJIU -
pyeMbIX (hbaKTOPOB, OKa3bIBAIOIIMX BIMSIHME Ha pa3BU-
THE TIPOJIEKHEN, M HEOOXOMMMOCTH JJTUTEILHOTO TIepy-
oma HabmoneHus. [[ns aHanM3a JOCTYITHBI TOJNBKO He-
CKOJIbKO HCCJICIOBAaHMI, W3YJalOIIUX BIWSHUE 3HTE-
pPaAJIbHOTO THUTaHUS Ha IPEIOTBPAIICHUE W 3aKUBJICHUE
npoJyiexkHel. JlaHHbIe hccieaoBaHMs Pa3InJaloTCsl OTHO-
CUTEJIbHO AM3aliHa WCCAeIOBaHUSI, TPYII OOJbHBIX U
TPUBOAMMBIX ITAPAMETPOB UCXOJA.

HenaBHo BBITIONTHEHHBIN MeTa-aHAIN3 YETHIPEX PaH-
JOMHU3MPOBAHHBIX KOHTPOJIMPYEMBIX MCCICAOBAHMIA TI0-
Kazaja, 4YTo IIepOpaJbHOE MKCIIONB30BaHMUE IpPEIrapaToB
JUISI UICKYCCTBEHHOIO MUTAHUSI COMPOBOXAATIOCH CYIIe-
CTBEHHO 00Jiee HU3KOW YacTOTON pa3BUTUSI MPOJIEXKHEN
y TAlMEHTOB TPYIIIHl PUCKA B CPABHEHUU CO CTaHAAPT-
HbIM 1oxof0M (oTHoleHue 1aHcoB 0,75; 95% mnosepu-
TepHbIM MHTepBan 0,62-0,89) (Ia). B Tpex u3 yethbipex
HCCIIEIOBAaHMSIX MCITOIb30BAIOCH TIEPOPaIbHOE BBEACHUE
MpenapaToB I MCKYCCTBEHHOTO IMUTAHUS C BBICOKUM
conepxxanueM oeika (30% ot oobema sHeprum). B Tpex
JIOTIOJTHUTEJTbHBIX UCCIIEOBAHUSIX, KOTOPBIE HE BOIIUIU B
MeTa-aHaIN3, Y TAIMEHTOB, ITOMYYaAIONNX MePOPATHHO
Tpernaparel UISI MCKYCCTBEHHOTO IIMTAHMS, ITOKa3aH
TPEHII B CTOPOHY Y/IYUILIEHUS 3aKUBJICHMS CYIIECTBYIO-
IIUX TIPOJIEKHEN.

JocTyIHble 1S aHATM3a UCCIEI0BAHMS IO BIVSTHUIO
30H/IOBOTO NTUTAaHYS HE BBISIBUIN CYIIIECTBEHHOTO 3(hdhe-
KTa HU Ha 3aKUBJIEHWE, HU Ha TIPENOTBpAIeHHe Tpo-
JIEXKHEH (XOTSI CyMMapHOE KaueCTBO MCCJICIOBaHWI He-
VIOBJIETBOPUTEIILHOE).

O 3HaueHUM OeJiKa Ha 3aKUBJICHUE SI3B MPU MPOJIEXK-
HSIX TIPEANOJIOXEeHEe ObLIO BBICKAa3aHO B 8-HeAETbHOM
HEepaHJAOMU3UPOBAHHOM HCCIEAOBaHUM 28 PE3UIEHTOB C
HEIOCTaTKOM TIMTAHUS JOMOB YXOIa C TIPOJIEKHSIMU.
[IpyMmeHeHNE 30HIOBOTO NHMTAHMS C MCITOJIb30BaHUEM
rpernapara Ha ocHOBe (pOpMyJIbI, comepsKaiieii 61 T Ge-
Ka B ymtpe (24% sHepruu), ObLI10 O0Jice 3DGEKTUBHO B
YMEHbIIIEHUM OOILEH MOBEPXHOCTU MPOJIEXKHS, YeM TIPU
WCITOJTb30BAHUM 30HI0BOTO TIUTAHUSI TIpeTriapaToM Ha Oc-
HoBe (opMyJIbl, conepxaiteit 37 T 6enka B mtpe (14%
SHEPIUH).

KimmHudeckuii OIbIT O3BOJISIET CUUTATh, YTO 3aKMB-
JIEHUE paH y TOXWJIbIX OOJbHBIX MOXET ObITh YJIYYILIEHO
MpYMEHEeHWeM N00aBOK, coiaepxKallux 0eJ0K U MUKPO-
3JIEMEHTHI, KOTOPbIEe TIPUHUMAIOT YJacTUe B 3aKUBJICHVE
paHbl (IMHK, apTUHIH, KapoTeHOMIbI, ButamrHa A, C u
E). KimroueBBIM acIieKToM BIMSIHUS 3THX MHIIEBBIX 3JIe-
MEHTOB SIBJISICTCSI MECTHBIM KPOBOTOK B 30HE HABJICHUS
MPOJIEXHS, KOTOPbIN onpeneisieT 3GheKTUBHBIN TpaHC-
MOPT MUTATEJbHBIX COENMHEHUI U JIOKATbHBIA MeTabo-
JIM3M, a TaKke ynaleHne TOKCUYECKMX TTPOIYKTOB JKU3-
HezesTeTbHOCTH KileTok. Kpome Koppekimu gedwuimra
NUTATEJIbHBIX BEIIECTB, Y3JIOBBIM aCIIEKTOM SIBJISICTCS
KOPPEKLIMS TTOJIOKEHUSI TalleHTa U1 00eCIIeYeHUST OIl-
TUMaJIbHOTO KPOBOTOKA B 30HE JABJICHUS 1 MUHUMU3A-
1IMY JUTbHEUIIIETO MOPaXeHUs TKAHEW.

(Iloozomosun npogh. beasiee A.B.)




