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MapeHTepanbHOe NUTaH1e Mo3BONSET afleKBAaTHO 06ECMEYNTL OPraHM3M pebeHKa aMUHOKMUCIOTaMu, yIieBoAaMH, X1Upamu,
3Hepruen, Heo6XxoAMMO A1/l NOAAEPHKaHUS 6A30BOr0 IHEPreTUHECKOro YPOBHS M KOPPEKLIMU NPEALLECTBYIOLEH HyTOUTHB-
HOM HeoCTaTOYHOCTH. [IMTenbHoe napeHTepassbHoe MUTaH1e accoLunpyeTcsl C PasinyHbIMKU M0 CTeNeHU TKECTH rena-
TOGU/TMAPHBIMU OCTIOKHEHUSMU — OT TPAH3UTOPHLIX [0 paTasibHbIX, MHULIMATOPOM KOTOPLIX SIBASETCS xo/ecTas. B pa6oTe
npeacTaB/eHbl COBPEMEHHbIE aHHbIE 0 AMArHOCTUKE, MPOGUIAKTUKE U IEYEHUM renaTo6uINaPHbIX OCIOXHEHUI NapeHTe-

pasibHOro NUTaHUs y JeTen.

KnioueBbie cnoBa: jeTv, xonectas; 3abosieBaHNe NevyeHu, acCoLUMMPOBaHHOE C napeHTepasibHbIM MUTaHUeM.

(Meanatpuyeckas papmaroaorus. 2013; 10 (4): 53-59)

MpM HEBO3MOXHOCTM MPOBELEHUS IHTEPANbHOIO
KopMJieHns napeHTepanbHoe nutaHue (M) MOXKeT 6biTb
€AMHCTBEHHON COXpPaHSIOLLIEN XU3Hb Tepanuen y peten
N HOBOPOX/AEHHbIX C MaTo/IOrMen Xenyao4yHO-KULWEYHOro
TpaKkTta. [leTn, Hyxkaatoumecs B anutenbHoMm [, oTHocATeA
K rpynne BbICOKOIO pUCKa pa3BuUTUS 3aboneBaHui rena-
TOGUIMAPHOW cUCTEMBI. [leYeHb U KenyeBbliBOAALME NYTU
UrpatoT BaXKHYO poib B MeTabonMame 6efKoB, YyrieBoaoB
W NUNUOOB, AETOKCUMKALMKM M 3TIMMMHALMM SHLOTEHHbIX
N 9K30reHHbIX TMNOPUIbHBIX COEAUHEHUN, TAKENbIX METaN-
/0B, @ TaKXXe B CMHTE3E M CEeKPELMN anbByMMHA, HeNYHbIX
Kucnot, $GaKTopoB CBepTbiBalOLEeN, NPOTUBOCBEPTLIBAIO-
Len CUCTeM KPOBM, LIUTOKMHOB M TOPMOHOB.

BoNbWKWHCTBO NEYEHOYHbIX OC/TOKHEHUIW NapeHTepasb-
HOMO MUTaAHUS HOCAT TPAH3WUTOPHbIN XapaKTep n 06paTUMbI
nocne ero OoTMeHbl. [anTtenbHoe napeHTepasbHOoe NuTa-
HWEe MPUBOAUT K Pa3BUTUIO pPasiMYHbIX renatobuanapHbix
OCJIOXXHEHU, UHULMKUpYeT KoTopble [M-accounmmpoBaHHbIv
xonecta3. B cnyyae HecBOEBPEMEHHOW [AWMArHOCTUKM
W NIe4eHUs OH NMPUBOAMUT K TSXKENOMY Mporpeccupytoemy
MOPAaXKEHUIO NMeYeHu, pa3BuTuio GrMbpo3a, UMpposa, neve-
HOYHOW HeJoCTaTO4YHOCTM, KOME W cMepTu. B 3apybex-
HOW NMTepaType AaHHYO rpynny OCNOXHEHU 0ObEANHAOT
TaKMMW TEPMUHAMU, KaK «3abofieBaHWe neyeHu, accoun-
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MPOBaHHOE C MapeHTepanbHbIM MNUTaHMeM» (parenteral
nutrition associated liver disease, PNALD), «<3aboneBaHune
NMeyYeHn, accoLMMPOBAHHOE C KMULIEYHOW HEeLOCTaTO4YHO-
cTbto» (intestinal failure associated liver disease, IFALD),
«xoJfiectas, acCoLUMMPOBaHHbIN C NapeHTepanbHbIM MUTaHK-
em» (parenteral nutrition associated cholestasis, PNAC) [1].
Heo6x0AnMO OTMETUTb, NaToreHes yKadaHHbIX OCMOXHEHUN
M3y4eH HefoCcTaTOYHO, YTO U O6YCNOBAMBAET MCMOJb30-
BaHME MHOIOYUC/IEHHbIX TEPMMWHOB LUMPOKOro TOJIKOBA-
HUSA: Hanpumep, GOpMyIupoBKa «3abofieBaHWE MNeYeHn»
OTpa)KaeT, ¢ OAHOW CTOPOHbI, HETOYHOCTb MCMONb3YEMbIX
KpUTEPMEB AMArHOCTUKMU (KNIMHUYECKMX, NabopaTopHbIX,
FMCTONOMMYECKKMX), C APYro — 3TANHOCTb U MyOGUHY BO3-
HUKaIOLWMX NaTonorMyeckmx npoueccos. O4eBUMAHO, 4TO
NpeAcTaB/IEHHbIE Bbllle ONpeAeseHus BKIOYalOT B cebs
rPynmny reTeporeHHbIX MNaToN0rMYECKUX COCTOSHWUA Myfb-
TMdaKTopHnanbHOro reHesa. BaKHO OTMETUTb, HecMmoTps
Ha LUMPOKYI AMCKYCCHIO, OTKPLITYIO B iMTepaType, O BO3-
MOXHOCTSIX AWArHOCTUKKU, NPOPUNAKTUKMU U NEeYEeHUs [LaH-
HOrO OCNIOXXHEHUS, pa3BuUTe GpUOPo3a neyeHu Ha GoHe
LMTENBHOIO NapeHTepanbHOro NUTaHna seaseTca Gartanb-
HbIM OCNOXHEHWEeM. Y4uTbiBas TOT (aKT, 4TO UCMonb3ye-
Mble B OTEYECTBEHHOMW NIUTEPAType TEPMWHbI «XOnecTas»,
«cTeatos», «bubpo3» oTparkaloT, Mo CyTH, CTaaunu npolecca
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Hepatobiliary Complications of Parenteral Nutrition in Children

Parenteral nutrition allows adequately providing children’s bodies with amino acids, carbohydrates, fats and energy required to maintain
the baseline energy level and correct the preceding nutritive deficiency. Long-term parenteral nutrition is associated with hepatobiliary
complications of varying severity — from transitory complications to lethal ones, caused by cholestasis. The article presents modern
data on diagnostics, prevention and treatment of hepatobiliary complications of parenteral nutrition in children.
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HeoTno)xHble COCTOAHUA Y AeTel

M He 06beANHSAIOT BECh CNEKTP renaTtobunmMapHbIX MOBpeXKae-
HUIN y AeTen, HaXOAALWMXCA Ha ASIUTENIbHOM NapeHTepanbHOM
nNUTaHWK, B JanbHenwem Mbl 6yaemM MCnoib3oBaTb TEPMUH
«MM-accoummnpoBaHHOe 3aboieBaHUE MeYeHU».

®U3UO0JIOTUA U NATOOU3UOJIOTUA

B ®wnanonornyeckmx ycnoBuax 4epes CUHYyCOWAanbHYLO
MeM6paHy renaToLmMTOB M3 KPOBU B LIUTOMNNIA3My NeYeHOY-
HbIX KNETOK MOCTYNatoT XeNYHble KUCNOTbl, aMUHOKUCAOTHI,
HEKOHDBIOTMPOBaHHbIM BUINPYOUH, MIOKO3a, KCEHOOUOTUKMN;
M3 K/ETOK B KPOBb BbIAENAIOTCA NMMOMNPOTEUHbI, GENKM,
daKTopbl CBEPTLIBAIOLLEN CUCTEMbBI KPOBU U APYrMe KOMIMO-
HeHTbl. BunnapHaa membpaHa coaepKuT 60/blIoe Konu4e-
cTBO ATd-3aBUCHMMbIX TPAHCMOPTHbIX OGENKOB, CMOCOGHbIX
nepemMelLaTb KOMMOHEHTbI XXeN4u U3 LMTONIa3mbl B NPOCBET
JKENYHbIX KaHanbLeB MPOTUB rpagueHTa KOHLEHTpauui.
Ha puc. 1 cxemaTMyHO NpeacTaBieHo CTPOEHUE nedeHn [2].

BHyTpUNeyYyeHoO4YHbIN XxoNectas MOXET pa3BuMBaTbCS
C NopaeHWem renatoumToB M KaHanbLEeB, NMG0 C nopaxe-
HUEM BHYTPUMNEYEHOUHbIX XeNYHbIX MPOTOKOB. [oBpexaeHus
ANUTENUS KENYHbIX NPOTOKOB M HaPYyLWEHUS UX MPOXOAMMO-
CTW NPUBOAAT K MOBPEXKAEHUIO KNETOYHbIX MeMOpPaH, B TOM
yucne U MUTOXOHAPUANbHbBIX, HAKOMJEHWUIO LIMTO30/1bHOIO
Kanblsl, aKTUBaLUMKN BHYTPUKIETOYHbIX TMAPOSA3 U HEKPO-
3y renatoumToB. lpun xonectase HapywatTcsa MeTaboan3m
N CEKPELMS HEeNYHbIX KUCMOT B XENYHble KaHasblibl, OTMe-
4yaeTca ux obpaTHOe MOCTYN/IeHWe B KPOBb, a TaKXe U3me-
HeHMe coCTaBa 3a CYET yBenuyeHus dpaKkuum TOKCUYHbIX
INTOXONEBON M [JE30KCMX0NEeBOW KUCNOT. HenyHble KUCNo-
Tbl MHTUOMPYIOT pereHepaLnto renaToumMToB, aKTUBU3UPYIOT
dubporeHes.

Mopdonornyeckasi KapTuHa 3aBUCUT OT CTaauK NpoLec-
Ca M XxapaKTepuayeTcs cTa3oM 6unupybuHa B renatoumrax,
KaHanbuax u Knetkax Kyndepa, UBMeHEHHeM renatoumnToB
OT AMCTPOdUM A0 HEKPO3OB, BHYTPUAONBKOBOW U/UNK MOp-
TanbHOM MHGUNBTPaLmen, GU6PO30M, HapyLLEHNEM apXUTEK-
TOHUKM NEYEHM.

[MaToreHe3 MNOBPEXAEHUA NeYeHU Npu NapeHTepab-
HOM MNUTaHMM He coBceM sceH. YacToTa renatobunuap-
HbIX OCNOXHEHWI, NO AaHHbIM Pa3HbIX aBTOPOB, BapbupyeT
oT 7 o 84%. BepoaTHO, 3T0O MHOrodaKTopHOEe B3anMoaen-

Puc. 1. MMKpOCTPYKTypa nevexu [2]

cTBMe 00YCNOB/IEHO OCHOBHbIM 3ab0/EBAHUEM W 3aBUCUT
OT BO3pacTa nalueHTa, Maccbl Tena Npu PoXAEeHUU, recta-
LLMOHHOro BO3pacTa, Hannuma aMchyHKUMK renatobunuap-
HOWM CUCTEMbI, HAPYLIEHUS CUHTE3A U MEYEHOYHO-KMLLIEYHOWM
LMPKYNALMKU XKENYHbIX KUCNOT, cocTaBa MnapeHTepasnbHbIX
cmecen U ANIUTeNbHOCTU UX MPUMEHEHWS, CBOEBPEMEHHOIO
BBEAEHMS SHTEPaNbHOIro NUTaHUsA, 06beMa XMPYypPruyecKoro
BMeLWaTteNbCcTBa, Hannyua MHPEKLUMOHHO-BOCMNaNUTENbHbIX
OCJIOXKHEHUW.

K/IMHUKO-JIABOPATOPHASI XAPAKTEPUCTUKA

B MWpOBON MpaKTMKe MMEETCS HEeAOCTaTO4YHOEe Kou4ye-
CTBO MYJIbTULEHTPOBLIX PaHAOMU3UPOBAHHbLIX UCCneaoBa-
HWUM, CKOHUEHTPUPOBAHHbLIX Ha W3YyYEeHWW OeTen, Mnonyyato-
WKMX AUTeNbHOE NapeHTepanbHoe NuTaHue. B cBS3K ¢ aTuM
npeanaraemble KnaccuduKaTopbl onupatoTcs no 6onbluen
4aCTW Ha UccneaoBaHUsl, BbIMOSHEHHbIE Y B3POCbIX NaLu-
€HTOB. B COOTBETCTBMU C pEKOMEHAALIMAMMU COrNacuTeNbHOM
Komucenmn X MexayHapoaHoro cummnosnyma «CoBMECTHble
CcTpaTernmn CHUXKEHUSA NIETaNbHOCTM Yy NALMEHTOB C XPOHMYe-
CKOM KMLWEYHOM HeAoCTaTOYHOCTbIO, BKIOYas NauMeHTOB,
HanpaB/ieHHbIX Ha TPaHCMIAHTALMIO TOHKOMO KULIEYHUKa»,
nauneHToB ¢ [M-accoummpoBaHHbIM 3a60/1EBAHMEM NEYEHHU
(MNA3IM), cnegyet cTpatudmUuMpoBaTh B 3aBUCMMOCTH OT KNK-
HUYECKOM KapTWHbI, TabopaTopHbIX AaHHbIX U Pe3ynbTaToB
rMCTONIONMYECKUX UccnefoBaHm Ha 3 Kateropuu: tun | —
paHHui MMA3IM, Tun I — coctosBwwuics MMA3M v Tun Il —
nosaHumn MMNA3IM [3].

PanHui MMA3I Bo3HUKaeT npnbansntenbHo y 50% mna-
[IEHUEB, HaXOASLIMXCA Ha NapeHTepasbHOM NUTaHuK Gonee
4-12 Hepn, xapaKTepusyeTcs NepcucTupyrlolmm (= 6 Hep)
nosblilweHneM (4o 1,5 pa3 Bbile HOPManbHbIX 3HAYEHWN)
nevyeHo4yHblx depmeHToB, LWeno4YHon docdartasbl (LUP),
ramma-rntotamuntpaHcdepasbl (IMTT) (MpUM 3TOM YPOBEHbL
[TT MOXeT OblTb HEBbICOKMM B CBA3M C OTCYTCTBMEM KULLEY-
HOWM PeunpKYNaLUKU Kenyu). YpoBeHb obuiero 6unnpybuHa
He Jo/MmKeH npesbiwatb 50 MKMOJb/N (KOHbIOrMpPOBaHHas
dpakumnsa 50% n 6onee). YNbTpa3ByKOBas KapTUHaA OTpaXka-
€T MOBbIWEHWE 3XOreHHOCTU nedveHu. buoncus BbigBNSET
0o 50% ¢nbpo3npoBaHHbIX NopTaibHbIX TpakToB. o 25%
[eTen cTaplliern BO3pacTHOM rpynnbl MMEKT MNPOSBAEHUSA
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cTeato3a neyeHu. [laHHbI TN OCIOXKHEHUS B 6OJbLUMHCTBE
CNny4yaeB HOCUT 06paTUMbIN XapaKTep, OAHAaKO MOXET OTMe-
yaTbcs nporpeccupoBaHue Bo Il v Il Tunbl.

Tun Il, coctosaBwwuincsa MMMA3IM, xapaktepuadyeTcs NoBbl-
weHnem WP m ITT (> 1,5 pa3 oT HOpManbHbIX 3HAYEHWUN),
obuiero 6ununpybuHa 6onee 50 MKMONb/N (KOHbIOTMPOBAH-
Hasa dpaKkumna 50% v 6onee). YpoBeHb NeYEHOUHbIX GepmeH-
TOB 0ObI4YHO Bbillie HOPMasibHbIX 3HA4YEeHUI. YNbTPa3BYKOBOE
uccnegoBaHve BbISBASET 3HAYUTENbHOE MOBbIWEHWE 3XO-
FEeHHOCTM MapeHXMMbl MeYEHU, pa3MepPOB CeNel3eHKu, cnaa-
YUPOBaHUE Kenyu. Y nogpocTKOB BO3MOXKHO 06pa3oBaHue
KaMHeW B }en4HOM Ny3blpe. BbipaXKeHHbl cTeatos BbifBS-
eTcs 6onee yem y 25% aeten ctapliero sodpacta. buoncus
nevyeHu obHapyxuBaeT 6onee 50% Gn6PO3MPOBaAHHbLIX NOP-
TaNbHbIX TPAKTOB. HECMOTPS Ha TAXKECTb, YKa3aHHble NapeH-
XMMaTO3Hble MOpaXKeHUs nevyeHn MoryT 6biTb 06paTUMBbI NpU
BO306HOBMIEHUN 3HTEPAIbHOIO NUTAHKS.

Tun lIl, no3gHun MMA3M — B 601bWMHCTBE Clly4aeB COCTO-
AHWe HeobpaTumoe. KnnHnyeckas KapTMHa oTpaXKaeT NposiB-
JIEHMS NeYeHOYHON HeJOCTaTOYHOCTH: NalbMapHYI0 3pUTEMY,
TeNeaHrMoaKTa3uu, NnopTanbHylo rMnepTeH3unto, renatocnie-
HOMeranuio, acumt, aHuedanonatuio. JlabopaTopHble NOKa-
3aTe/iM AEMOHCTPUPYIOT CHUKEHNE BETKOBO-CUHTETUYECKON
®YHKUMM NEYeHN (M3BMEHEHME TeMOKOarynsiLMOHHbIX MOKa-
3artenen, ypoBHA anbOyMuHa), TMMNorMKeMUo (Npu npepbl-
BaHMM NapeHTepanbHOro nNuTaHms). YuntbiBas XxapakTepHoe
CHUXXEeHWE YPOBHSA TPOMOOLMTOB U Hanuyne Koarynonatuu,
BbIMOMHEHWE GMOMCKUM MEeYEHU Ha AaHHOM 3Tane npobne-
MaTu4Ho. [1porHo3 He6naronpuUsaTHbIM, TepaneBTUYEeCKne
MU HYTPUTUBHbIE OMLMKM BECbMa OrpaHW4YeHbl, Heobxoanma
KOHCyNbTaLMs cneuuanucta ansg onpeaeneHms BO3MOXKHO-
CTW NPOBEAEHMNS TPaHCMIaHTALUMW NEYEeHN UAN OPraHOKOM-
nfieKca NevYeHn 1 KNWevHmKa.

G®AKTOPbI PUCKA

@daKTopbl pUCKa pPas3BUTUS MEYEHOYHbIX OCIIOXHEHWW,
accoLMMPOBaHHbIX C MPOBEAEHUEM MapeHTepPanbHOro nuTa-
HWUS, cyMMUpoBaHbl B Tabn. 1 [4].

Pa3BuTHE X0N1eCcTaTM4eCcKoro CUHAPOMa KaK OCITIOMHEHUSA
MOJIHOIO MapeHTepPanbHOro NUTaHUsA XapaKTepHo ANA Heao-
HOLWEHHbIX JETeKn, 4YTo, NO-BUAMMOMY, CBA3AHO C He3peso-
CTbl0 PEepMEHTATUBHOM CUCTEMbI NEYeHU, HeLOCTaTOYHbIM
CUHTE30M U CHUXEHHbBIM TPAHCMOPTOM XMPHbIX KMCIOT, Npe-
o6najaHneM XonectaTU4ecKnx GpaKLMM MKENYHbIX KUCAOT.
Yepes 2-3 Hep nocne npeKkpaleHus napeHTepasbHoro

NUTaHWA SBNEHUSA XonecTasa UcYe3atoT, HO B OC/IOHEHHbIX
cnydasx MOryT nporpeccMpoBaTtb [0 TSXeNoW NeYeHOYHOM
HeJoCTaTOYHOCTU.

B peTpocrneKTMBHOM WCCefOoBaHUM Yy HOBOPOXKAEH-
HbIX MPUMEHEHWE NapeHTepPasnbHOr0 MUTaHUSA C BbICOKUM
N HU3KUM COLEpPXKaHUEM aMWHOKMUCIOT MPOAEMOHCTPUPO-
Bano 6osnee 6bICTPOE pa3BUTHE XonecTasa B rpynne ¢ NoBbi-
LIEHHbIM COAEePXaHMEM aMWHOKWUCIOT, 6onee BblpaXeH-
HYI0O renaToTOKCUYHOCTb MUUMHa, TpuntodpaHa, anaHuHa,
MeTUOHUHa [5].

MpeBbilleHWE 3HEepreTMyeckon NoTpebHOCTU, Ype3mep-
HOE MCMNOoNb30BaHWE TIOKO3bl, U3ObITOK/AePULNT aMUHO-
KWCNOT, HenpepbiBHas MHOY3MA napeHTepanbHOro nutaHus
BbI3bIBAIOT MMMNEPUHCYIMHU3M C MOCAeayloWnM pas3BUTUEM
cTeato3a. Yalwe creaTo3 pa3BMBaeTCHd Yy [eTen cTaplero
Bo3pacTta. B HacToslee BpeMs HeT yoeauTeNbHbIX JoKa3a-
TeNbCTB, YTO BblWeNnepeyncieHHble NPUYMHbI MOTYT Bbl3BaTb
pa3BuTHE XonecTasa [6].

HepnoctaToK Man M36bITOK TMNMA0B OKa3blBAET HEraTuB-
HOe BNMSHME Ha GYHKUMKM neveHu. JnuTenbHoe (> 1 mec)
BHYTPMBEHHOE BBE[EHWE XMPOBbLIX 3MY/IbCUIA XapaKTepu-
3yeTCs MMCTONOTMYECKUMU USMEHEHUAMMU (B BUAE HUPOBLIX
BK/IIOYEHMI) B KneTKax Kyndepa. Ponb AMNUAHBIX 3MYybCUiA
B pa3sutuu MNIMA3I y geten nayvyeHa HegoctatoyHo. B pa6o-
Te Cavicchi M coaBT. OTMEYEHO CylEeCTBEHHOE YyBenuye-
HWEe Yncna renatobmunMapHbIX OCNOXHEHWUI NPU YBEIUYEHNUN
JIMIUAHOW Harpy3ku y B3pOC/bIX NaLMEHTOB, MOAy4atoLwmnx
anutenbHoe MM Ha gomy (puc. 2) [7].

TpomGouuToneHus (Huxe 150,0%X109/n), cBsi3aHHas
C yBe/MYyeHWeM B Mnja3me KpPOBM TpaHCaMWHa3, MOXET
CBWAETENbCTBOBATb O TOKCUMYHOCTU NIMMUAOB MPWU YCII0BUM,
4TO BCe Apyrne npu4YmHbl UCKNOYeHbI. [Tpeanonaraetcs, 4to
OAHOM M3 MPUYUH CHUKEHUS CUHTE3a XKenuyu u KaMHeoOb-
pa3oBaHUs MOTYT CIYXWUTb GUTOCTEPOSibl, COAepKalinecs
B IMNUAHON 3MY/IbCUN PACTUTENBHOIO NPOUCXOXKAEHUS (COS).
B pa6ote J.M. Llop v coaBT. ycTaHOB/IEHO, YTO N1A3MEHHbIN
YpOBEHb GUTOCTEPONIOB KOPPENUPYeT C TaKMMKU MNevyeHOou-
HbIMW MOKa3aTeNnaMu, Kak o0LWnin 6UANMPYOUH, anaHuHaMK-
HOoTpaHcdepasa, acnapratammMHoTpaHchepasa, a TaKkxe ¢
ypoBHEM TpomboumToB [8].

Cencuc — 4acTblM CNYTHUK MapeHTepasbHOro nuTa-
HMA. He TonbKO KaTeTep-accouuuMpoBaHHas WHOEKLUUs,
HO W 4Yype3mepHas KOMOHWU3aLMS KULeYyHWKa, 06yCnoBEH-
Has CHUXEHWEM 3SBaKyalLMOHHOM (YHKLMKW, BO3MOMKHOCTb
TpaHCNOKauun 3HAOTOKCUHA rpamoTpuuaTensHon ¢nopsbl

Ta6nuua 1. aKTopbl pUCKa Pa3BUTUSA NEYEHOYHbIX OCNOXHEHUI, aCCOLMUPOBAHHbLIX C NPOBEAEHUEM NapeHTepanbHOro NUTaHns

®daKTop pucka

KnuHuyeckue npumepbl

Boapact

HenoHoWeHHOCTb, GYHKLMOHaNbHasa He3penoCcTb, HECOOTBETCTBYOLWAs
rectallMoHHOMY BO3pacTy

ConyTcTBytowme 3aboneBaHus

MopakeHue cnn3ncTomn 060104KM KULIEYHWKA, BPOHXONEroYHas ancnnasusg, wemus

CUHAPOM KOPOTKOM KULLKK

AHaTOMMYECKOE OTCYTCTBUE UNEOLEKANbHOMO KnanaHa u/wnmn meHee 25 cm
pe3uniyanbHOr0 TOHKOMO KULWEYHWKa

HapyweHuve aBaKyaLMOHHON QYHKUMKN KMLLEYHUKA
(CHWXEHKMe NepuUCTaNbTUHECKOW aKTUBHOCTU KULLIEYHUKA
Ha GOoHe orpaHUY4EHHOro 3HTEPaNbHOrO NUTaHUSA)

BTOPUYHbIV CUHAPOM KOPOTKOM KULLKK Y AETEN C raCcTPOLIM3UCOM

KaTeTtep-accoLnmnpoBaHHble MHbEKLMM

> 3 3nun3o0408

PaHHKWe KaTeTep-accoUnnpoBaHHbIE MHDEKLINK

B TeyeHune 1 mec

Meperpyska nunuaamu

> 3,5 /Kr B A€Hb

OTCyTCTBME KOMaH bl HYTPUTUBHOW NOAAEPMHKKM

Hannune noarotoBsIeHHOM KOMaH/bl HYTPUTUBHOW NOAAEPIKKM NO3BONSET CHU3UTb
YpOBEHb MHPEKLMOHHbIX OCNIOXKHEeHUH ¢ 50 o 8%

HexenatenbHble counasbHble MPUYUHBI

YonuHeHve BpeMeHn MHY3uu Npu NpoBeAeHNM AOMALLIHEro NapeHTepanbHOro NMTaHus

OTCyTCTBME 3HTEPAbHOM CTUMYNALIMK

Cras xenuu
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HeoTno)xHble COCTOAHUA Y AeTel

Puc. 2. BepoAaTHOCTb pa3BuUTUS renatobmnanapHbiX OCTOXHEHW
B 3aBMCHMMOCTH OT JIUNUAHOM Harpy3ku
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KULIEYHWKa B CUCTEMHbI KPOBOTOK MPUBOAMT K MOBPEX-
[LEeHWI0 NevyeHn M pas3BUTUIO XonecTasa. [lpu MacCuBHOM
NoCTYNJeHUN NO BOPOTHOM BEHE 3HAOTOKCUH MOorsoLaeTcs
He To/IbKO KneTkamu Kyndepa, Ho 1 renatountamu. B neveHun
3 PEeKT IHLOTOKCHMHA MPOABASETCH yBEIUMYEHUEM CUHTE3a
LMTOTOKCHUYHbIX XENYHbIX KUCNOT B renatouuTax, a TakxKe
onocpefoBaHHO Yepes3 BbICBOOOXAEHUE renaTOTOKCUYHbIX
nposocnanuTenbHbix UMToKMHOB (TNF «, IL 1, IL 6) [9].

[le4eHOYHbIE OCNOXHEHUH, accouuumpylolmecs ¢ nopa-
YEHMEM MeyvyeHu, B HacTosilee BpeMs BCTpeyaloTcs 4alle,
4yeM AuarHocTupytotcs. BepoaTHO, B OCHOBe nartofiornye-
CKMX UBMEHEHWUN NieXKaT Pas/IMiHON CTENEHU BbIPaXKEHHOCTU
[LEeCTPYKTUBHbIE U3MEHEHUS YKEeN4YeBbIBOAALLMX MPOTOKOB,
HapyLlleHWe NPoHULAeMoCcT MeMBpaH renaToLmTOB U MEX-
KNeTOYHbIX COeAUHEHUH, B GOJIbLUIMHCTBE Clly4aeB obpaTtu-
Mbl€ NpY NPOBEAEHUN CBOEBPEMEHHON Tepanuu. OTcyTcTBME
3HTEPANbHOro MUTAHUA U CTUMYNALMU BbIAENIEHUSA XKeNyu,
NPUBOASLLEE K €€ 3aCTO0, BO3MOXHO, UTPaeT BEAYLLYIO POJib
B Natobu3nONornn pasBUTUS U NPOrpeccupoBaHUs neye-
HOYHOW HEeLOCTaTOYHOCTH.

JIABOPATOPHO-WUHCTPYMEHTA/IbHbIA MOHUTOPUHI

JlabopaToOpHbIM MOHUTOPUHI GYHKLMKU MeYeHn KpanHe
BaXeH B Nepuoa NpoBeAeHUss MapeHTepasbHOro MuTaHus.
K paHHUM ¥ Haubonee 4yBCTBUTE/bHbIM MapKepam neve-
HOYHOW AUCOYHKLMKM oTHocaTea W®, TTT, B TO BpeMs Kak
3Ha4yuTeNIbHOE MOBLILLEHWe YPOBHA 6UIMpyobrHa U ero dpak-
LM MOXET pa3BUTbCHA Ha GOHE NporpeccupoBaHms xonecTa-
3a[10, 11].

[TT n WP pacnonaratotcs Ha 6GunuapHon membpaHe
renaToumuToB, NoJ AENCTBUEM KENYHbIX KUCIOT OHU BbICBO-
60XKaaloTCsd M MOCTyNatoT B KPOBb M XeN4Yb Kak B HOpMme,
TaK M NpuW pa3BUTUKM xonecTaza. [oBbiweHne ypoBHSA LD
B CbIBOPOTKE KPOBW MOXET HabnoaaTbCs Npu psge cocTos-
HURN: NepennBaHUK NaaueHTapHoro anbbyMuHa, 3abonesa-
HUSX KOCTEN, cepaeyHON Hea0CTaTOYHOCTU, UHTECTUHANbHOWM
nwemunn. HopmanbHbivi yposeHb LLP He ucKtovaeT xonecTas
M MOXET CNYXWTb MPOSIBIEHUEM BPOXKAEHHON runodoc-
datemun, gepuunta MarHus M UMHKa (HEO6XOAMMbIX OS5
aKTMBaUuK depmeHTa), rMnoTUpensa, KaxekKcuu, NeyveHus
aHTUKOArynsHTamMu.

BbICOKMI ypOBEHb XENYHbIX KUCAOT Ha (OoHe BHene-
YEeHOYHOro xofecrtasa CTUMYyNMpyeT MOBbILIEHWE CUHTE3a
[TT. Mpun BHYTPUNEYEHOYHOM xonectase ypoBeHb [TT Heno-
CTOSIHEH M YMEPEHHO MOBbILEH NPU HEHaPYLLEHHOM CUHTE3Ee

M OKCKPEeLMU XenyHbiX KucnoT. [pu HapyweHun CuHTe3a
YENYHbIX KUCNOT U OTCYTCTBUM MX MOCTYNSIEHUSA B renatobum-
JInapHylo cuctemy ypoBeHb [TT MOKeT OblTb HOPMasbHbIM
WK HEMHOTO CHUXEHHbIM. YyBcTBUTENBHOCTL TT B 6 pa3s
Bbile L®. B TO e Bpems npu BbICOKOM ypoBHe LD
n HopManbHOM ypoBHe [TT cnegyet npegnonaratb Hanuyme
BHEMNEe4YeHOYHbIX NPUYMH noBbiweHnsa WP man xonecrtas,
CBfI3aHHbIN C BPOXAEHHbIM AedeKTOM MeTabonm3ma xeny-
HbIX KMCNOT.

POCT ypOBHSi KOHBIOrMPOBaAHHOIO GUAMPYOUHA C OfHO-
BpeMeHHbIM noBbieHnem LD — cneundunyHbIi NpusHaK
ans xonectasa. [MnepbunupybmuHeMmns HOCUT HEMOCTOSHHbIN
XapaKTep, a ee Hanuyne CBUMAETENbCTBYET O TAXENOM nopa-
YEHWW renaToumnToB UK BUIMAPHbLIX MPOTOKOB. HopManbHbIf
ypoBeHb 6UNMPYyOMHa TaKKe He UCKoYaeT xonecTasa.

XonectepuH Npu xonectase MOBbIWAETCA 3a CYET CBO-
604HON dpaKuuK, yBennymBaeTcsa ypoBeHb ¢ochonnnmaos,
nunonpoTerHa X. [MnepxonectepnuHeMums He ABASIETCS NOCTO-
SAIHHbIM MPU3HAKOM X0/lecTasa, ee Hannine CBUAETENbCTBY-
€T O COXPaHHOCTU CUHTETUYECKOM GYHKLMM renaToLmToB.
Mpu BbIpaXKeHHbIX NapeHXMMaTO3HbIX NMOPaXKEHUAX NeYveHu
coAeprKaHWe XxonecTepuHa B KPOBM NafaeT, a ero HU3Kui
YPOBEHb MPW XONECTAaTUYECKUX NOPAXKEHUSAX NEYEHU ABSET-
csl He6NaronpPUATHLIM MPOrHOCTUYECKMM NMPU3HAKOM.

AmuHOTpachepasbl Npu BHYTPUNEYEHOYHOM XonecTase
oCTaloTCsl B nNpefenax HopmasbHbIX 3HAYEHUH UK HE3HAYU-
TeNbHO NnoBbIWwatoTes (B 2—2,5 pasa). AKTUBHOCTb 3TUX pep-
MEHTOB 3aBMCUT OT CTeneHu U Taxectu MMIM-accounMmpoBaH-
HOro 3a60neBaHus NeYeHu.

[Ons ytoyHeHus Tuna [M-accounnpoBaHHOro 3abone-
BaHMSA MeYyeHW NPOBOAAT cleayloume WHCTPYMEHTaNbHbIe
nccnenoBaHus: ynbTPa3BYKOBbIE, KOMMbIOTEPHYKD TOMOrpa-
®ut0, MarHUTHO-PEe30HAHCHYI XonaHrnorpaduio, aHAOCKO-
MUYECKYID pPEeTPOrpafHylo XxonaHrunonaHkpeartorpadwmio,
NMO3UTPOHHO-3MUCCUOHHHYIO TOMOrpaduto, Npu BO3MOXKHO-
CTU MYHKLIMOHHYO GMOMCUIO MEYEHM.

NMPO®UJIAKTUKA U JIEHEHUE

[uarHoctuka, npodunaktnka u nedyenue lM-accounmnpo-
BaHHOro 3aboseBaHWs MeYeHU [OMKHbI OCYLLEeCTBAATbCSA
C MCNONIb30BaHMEM MyNbTUNPODECCUOHANBHOIO NOAXOAA.
YyutbiBasgs MHOrohaKTOpPHbIM MaToreHes, 3a4acTylo BPOX-
[EHHbIA XapaKTep NaToNorMn, MNOBMEKWEW OrpaHuyeHue
3HTEpanbHOro NUTaHUsA U Heo6XxoaAMMOCTb AnuTtenbHoro M1,
KOMaHZa CcneunanuctoB (HEoHaTonor, MHTEHCUBMUCT, AeT-
CKMI XWMPYPT, HYTPULIMOHWUCT, renartosior, racTpO3HTEPONOr,
TPaHCMNaHTONOr) OCYLIECTBASET COBMECTHOE HabnoaeHune
3a naumeHtamu. MM He aBnseTcs GU3MOIOrMYHBIM U conpsi-
YEHO CO MHOXECTBOM OC/IOKHEHMWIN, KOTOopble MOryT OblTb
pasaeneHbl Ha 2 rnaBHble IPYNbl: OCNOXHEHUS, CBA3aHHble
C NPSAMON TOKCMYHOCTbIO npenapatoB [, U OCNOXKHEHUS,
COMpsiXKEHHble C OCHOBHbIM 3aboneBaHueM. OcTaHOBMMCA
Ha nepBon rpynne.

OCHOBHbIMW WCTOYHWKaAMW 3HEPrUM A1 opraHuama
ABNSAOTCA YINEBOAbI M XMUpbl. UCNonb30BaHME KOHLEHTPUPO-
BaHHbIX PAaCTBOPOB [/IOKO3bl A9 YA0BAETBOPEHUS NOTPED-
HOCTEW B Kanopusx NPUBOAMT K Pa3BUTUIO TMMNEPTIUKEMUN
N XXUPOBOMY NEPEPOKAEHMIO NeYeHn. Jlunnabl gatoT 6onblie
3HEPrMn Ha efguHuLy obbema, YeM yrneBofbl, U MO3BO-
NA0T n36exaTb OCNOXKHEHWW, CBA3AHHbIX C BBEAEHWEM
rMIOKO3bl, @ TaKXKe pellatoT npobnemy gedunumnta HeameHu-
MbIX }UPHbIX KUCNOT. COOTHOLIEHWE YyrneBoabl/X1pbl AOSIXK-
HO 6bITb 70:30, CKOpPOCTb BBEAEHUSA YrNEeBOAOB He Gonee
14 Mr/Kr B MWH, 4TO COOTBETCTBYET MaKCMMasibHOM CKO-
POCTU OKMCNEHWUS TNOKO3bl Yy aeTten. CKOpOCTb BBEAEHUSA
avnuaos 2—-2,5 r/Kr B CyT, MakcumanbHasa — 3 I/Kr B CYT,
npyW HapacTaHMK YPOBHSA TPUIMLLEPHUIOB CKOPOCTb CHUXKAKOT
0o 0,5-1 r/Kkr B cyT [6].



Ta6auua 2. PekoMeHzaluum no BefgeHuto naumeHTos c lNlM-accoununpoBaHHbiM 3ab6oneBaHneM nevyeHu

|. PekomeHaaL MK, cBA3aHHbIE C NALLUEHTOM

TepaneBTUYECKUE ONLUN

KommeHTapuun

CTUMYNALMS IHTEPOBUIMAPHOIO «yIman
MaKcuMabHO BO3MOMXKHOE UCMO/b30BaHKe SHTEPaNbHOr0 NUTaHUs

XoniepeTnku, B TOM YUCNE YPCOAE30KCUXoNeBas KncnoTa

MHoro4ucneHHble UccnefoBaHUs AEMOHCTPUPYIOT 6AaronpuaTHoe
B/ISIHWE 3HTEpasibHOro nuTaHus Ha lMl-accoumnpoBaHHbIN Xonectas

YpcoaesoKecuxonesasa Knucnota obnagaet MUHUManbHbIMU
No60YHbLIMK 3 deKTamu, yydlwaeT NnevyeHoYHbIe NoKa3aTenu
Y HOBOPOXAEHHbIX

PeayLmpoBaHme 4Ype3mMepHO# KOOHM3aLUMN KMLLIEYHUKa
MeTpoHugason

OCTOPOXKHOCTb MPY UCNOSIb30BaHWUMN MPOBUOTUKOB

PaHooMu3anpoBaHHbIe nccneaoBaHms 4eMOHCTPUPYIOT CBA3b
MeXay Ype3MePHOMN KOTIOHM3aLMen U BOCNanieHWeM KULWEYHNUKa,
HepaHAOMU3NPOBaHHbIE — Yy4ylleHWe Ne4YeHOYHbIX NoKasaTenen

PekomeHayeTcst NposiBNSTb OCTOPOXKHOCTb MPU UCTIONb30BaHUM
LeHTpaNbHbIX BEHO3HbIX KATETEPOB U3-3a PUCKa ANCCEMUHALINM
NPOGUOTUK-UHPEKL MU

PeayLmpoBaH1e KULWEYHOIo cTasa
[IMarHocT1Ka v NeYeHne CTPUKTYP

Mo3BonsieT n36exaTb YPpe3MEPHOI KONMOHU3ALMW KULIEYHUKA
W YBENIUYUTb SHTEPASIbHYIO HArpy3Ky

CHMXeHUe BepOoSITHOCTH cercuca
Mcnonb3oBaHne aHTMBaKTepraibHbIX 3aMKOB MHPY3UOHHbIX TMHUI

Cob6iofeHne acenTuku B pa6oTe ¢ MHbY3UOHHBIMU IMHUAMM

O6LWas NpaKT1Ka B AUann3HbIX LIeHTPax; yCTaHOBNEHO
NONOXKMUTENBHOE BIUSIHUE Ha CHUMKEHWNE MHDEKLMOHHbIX
OC/IOXHEHUM

McKNtoYeHne «ropu3oHTanbHOro» Myt nepeHoca nHexkumm

M3o01mpoBaHHas TpaHenaaHTauns nevyeHn

M3 yncna naumMeHToOB ¢ CUHAPOMOM KOPOTKOM KULLKK

C NOBbIWALLENCS TONEPAHTHOCTLIO K 3HTEPANbHOMY MUTAHWUIO
OJIHONETHAS BbIXMBaAEMOCTb cocTaBnseT 60—-80%

M36eratb Npy NI0X0M TONEPAHTHOCTHU K SHTEPaNbHOMY NMUTAHUIO
(meHee 50%) B cBA3M ¢ peumanBamu MMA3IM

Il. PekomeHpauum

cBfA3aHHble ¢ N

Oonuuun

KommeHTapum

HauvaTb ymknunyeckoe NI Kak MOXKHO CKopee, NPU BO3MOXHOCTKU
c 3-Mecs4HOoro Bospacta

OrpaHuyunTb BBEAeHWE [MoKo3bl (He 6onee 75% HenpoTeEUHOBbIX
Kanopwm)

Mcnonb3oBaHWe neanaTpuyecKMX aMMHOKMUCIOTHBIX CMECEN,
060ralleHHbIX TaypuHOM

MOHMUTOPHHT KOHLEHTPALIMM MUKPOSSIEMEHTOB B KPOBMU

Llenecoob6pas3Ho MCno/ib30BaTh CpeaHe- U AJIMHHOLLENOYEeYHble
TPUIMULEPUABI KaK UCTOYHUK NMNUA0B

Llenecoobpas3Ho UCcnosib30BaTh UNUAHbIE AMY/IbCUH,
o60ralleHHble 0OIMBKOBLIM Mac/iom

Llenecoobpa3Ho UCnosib30BaTh UNUAHbIE AMY/IbCUH,
oboralleHHble anbda-Tokopeposom

Llenecoobpa3Ho UCnosib30BaTh UNUAHbIE AMY/IbCUH,
oboralleHHble PbiI6bUM XUPOM

Limknunyeckoe MMM no3BonseT n3bexatb NepMaHEHTHOro
rMNEePUHCYIMHU3MA, BbI3BAHHOMO AJIUTENBHON MHPY3UEN rIoKO3bI

CKOpOCTb BBEAEHMS IMTIOKO3bl HE JOMMKHA NPEBbILLATH
1,2 r/Kr B 4ac (20 Mr/Kr B MUH)

OTme4yeHo GnaronpusTHoe BNusHUe Ha TedeHwne MMA3IM
Yy HOBOPOXKAEHHbIX AeTEN

MapraHeL, ABSeTCH HEMPOTOKCUYHBIM, OTMEYEHO 3HAYUTENBHOE
HapacTaHMe KOHUEHTpauumK npu xonectase (bunvapHas cucteMa —
OCHOBHOM MYyTb 3KCKpPeLMK mapraHLa)

[o6aBneHune cpeaHeLEenoyeyHbIX TPUMMLEPUI0B yBENnyMBaeT
MHKOPMOPMPOBAaHMUE 3CCEHLMANbHBIX }KUPHbIX KUCIOT

1 JIMHHOLLEMOYEYHbIX MOSIMHEHACHILLEHHbBIX }UPHBIX KUCOT

B LIMPKY/IUPYIOLLME UMb

PaHAOMU3MPOBaHHLIM UCCNeA0BaHUEM YCTaHOBAEHO
6naronpuaTHoOe BAWSIHWUE YKa3aHHbIX 3MY/IbCUI Ha YPOBEHb
nepoKkcuaaumm mem6paH apuTpoLMTOB

PaHAOMW3MPOBAHHbLIM UCCNEA0BaHUEM YCTaHOBNEHO,
4YTO NPU UCMONb30BAHUN A@HHbIX 3MYyNbCUI NauneHTamn OPUT
oTMeyvaeTcs 60nee HU3KUIM TeMN PocTa NeYeHOUYHbIX PEePMEHTOB

HenpocneKkTMBHbIM UCCNeA0BaHUEM YCTaHOBAEHO, YTO
MCNoJib30BaHWe 3MyJibCUU, 060ralLeHHON PbIGbUM XKUPOM,
ConpoBOXaeTcs CHUxeHneM MMM-accounMmnpoBaHHOro xonecrasa
1 NOBbIWEHWEM NOKa3aTenen BblXXMBAaEMOCTU MIaAEHLEB.

[Ons panbHenwen 06bEKTUBM3ALMN JAaHHOIO HabaaeHms
Heo6X0AMMO NpoBeAEHME PAHAOMU3UPOBAHHOIO UCCEA0BaHMS

Mpumeyvanme. MM — napeHTepanbHoe nutanue, MNMA3M — [MM-accoummMpoBaHHoe 3aboneBaHune nevyeHn, OPUT — otgeneHne peaHumaunu

N UHTEHCUBHOW Tepanuu.

()]
~
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B nutepatype OTKpbITa WKWPOKasa AUCKyccus 06 addek-
TUBHOCTU UCMNOSIb30BaHWA NUMUAHbBIX 3MYNbCUI, 06OralleH-
HbIX PbIGLUM XUPOM. Ha POCCMMCKOM pbIHKE NpeacTaB/eHb
TaKue KMpoBble aMyNbcuu, Kak Jliunonnioc 20, CMOPnunnua,
OwmeraBeH. MccnegoBaHUsa nNapeHTepanbHOro MCnosb30Ba-
HUS IMNUAHBIX 3MYbCUIA Ha OCHOBE pPbIGbEro XKWpa Mnpo-
[IEMOHCTPMPOBANM 3HAYUTENIbHOE Y/ydllEHWE Pe3ynbTaToB
fleyeHns xonecrasa, CHUXKeHMe 3a6oneBaeMoCcTu U netasb-
HocTM [12]. Buoxmmuyeckne mexaHu3Mmbl 3TOro adpdekTa
Ha COBPEMEHHOM 3Tane He AcHbl. OTMEeYeHO ynyyuweHue
o6MeHa IMNUAOB M YMEHbLUEHWE OKWUCIUTENIbHOrO CTpecca:
CHUXXEHWE MEPEKUCHOIO OKUCNEHNS TMMMAOB M CUHTE3a MpPOo-
BOCMaNUTENbHbIX LUMTOKMHOB. CMO®Pnunua npeacraBnser
Cc060I KOMBGUHALIMIO }KUPOBbLIX AMYNIbCUIA 111 BHYTPUBEHHOIO
BBeLEHMs, B COCTaB KOTOPOW BXOASAT COEBOE Macno, CpeaHe-
LenoyeyHble TPUrnLepUabl, OIMBKOBOE Macho, PbiGUi Kup.
OH 6b1/1 cO3aaH 4719 o6ecnevyeHns opraHMama Heo6xoaMMbIM
KOMIMYECTBOM HE3AMEHUMbIX KMPHbIX KUC/OT, m-3 UPHbIMU
Kncnotamu (aMKo3aneHTaeHOBOM M [OKO3areKcaeHoBOW),
YMEHbILUEHUS HArpy3kM -6 MOJIMHEHACHILEHHBIMU KUP-
HbIMWU KUCNOTaMK (CHUXKEHHOE COOTHOWEHUE w-6:0m-3 XKUp-
HbIX KMCNOT). YacTb MOAMHEHACLIWEHHbIX UPHbIX KWUCAOT
3aMeHeHa MOHOHEHACbIWEHHbIMU XUPHBbIMU KUCIOTaMK.
[ns obecneyeHnss JOMNONHUTENIbHON ObICTPOM U JOCTYMHOMU

3HEeprum B COCTaB 3aMY/IbCUM BKIIOYEHbI CpeaHeLenoYyeyHble
TPUrAnUepuabl.

B ony6nnMKoBaHHbIX UCCNefoBaHUsAX NPUMEHeHWe yKa-
3aHHOM KOMOWHALIMK XUPOBbLIX 3IMYNbCUK Y AeTen ¢ 3abo-
NleBaHWEM MeYEHU, acCOLMMPOBAHHbLIM C NapeHTepasnbHbIM
NMUTaAHWEM, XapaKTePM30BanoChb CNeaylLMMHU KIMHUYECKH-
MU pe3ynbTaTaMu: HabnloaanoCb CHUXEHWE YPOBHS OWUIK-
py6buHa, CHUXEeHWe ypoBHSA noBblweHHOW ITT, ymeHbleHne
COOTHOLUEHNSA w-B:w-3 UPHbIX KUCMOT, yBENNYEHNE YPOBHS
anbda-Tokodepona, NoBbILIEHUE aHTUOKCUMAAHTHOrO cTaTy-
Ca, CHMKEHME MEPEKNUCHOIO OKUCAEHUS MMNA0B, NEYEeHOY-
Hble TeCTbl MPUBEAEHbI K HOPMasibHbIM 3Ha4yeHusm [13-15].

Passutre T[ll-accounMmMpoBaHHOrO Xxonecrtasa MOXET
OblTb CBSI3aHO C MOAABNEHWEM Xenyeobpal3oBaHMA aMu-
HOKMCNOTaMM NMpu M36bITOYHOM WX MOCTYMAEHUU, TOKCUYHO-
CTblO (METUOHWH) UK HELOCTATOYHOCTbIO HEKOTOPbIX aMUHO-
KUCNOT (TaypuH, LUMCTENH). PeKomeHayeMass MaKcuMasnbHas
[03a aMWHOKMUCNOT cocTaBnser 2,5-3 r/Kr B AeHb. [pu
nposeaeHuu MMM getTam paHHero Bo3pacTa peKomeHAayeTcs
MCrnonb3oBaHWe cneunannu3MpoBaHHbIX aMUHOKMCNOTHbIX
cmecen, o6oralleHHbIX TayprHom [16].

Ypcoae3oKcuxonesas KMCnoTa HasHavyaeTcs ¢ LieNblo BOC-
CTaHOB/IEHUS 3HTEPOreNaTUHECKOrO LMKIA KENYHbIX KUCOT.
B noaB340WHON KMLWKe YpCcoae30KCUXoneBas K1cnoTa Bcachl-

Puc. 3. Anroputm anarHocTuKu 1 nedexus M-accounnpoBaHHoro 3a6onesaHusa nevexmn [18]

AnddepeHumanbHbili AMarHo3s:

+ 3aboneBaHune NevyeHn,/Xen4yeBblBOAALLMX NyTen
+ Cencuc

° ﬂeKapCTBeHHaH TOKCUYHOCTb

|:> OLl.eHVITb BO3MOXHOCTb BBEOEHNA
NN yBenmn4eHmna saHTepasibHOro nMTaHna

N3meHeHusa
Nne4YeHOYHbIX TECTOB

MoBbiweHne > 1,5 HopMm
OT BEPXHUX 3HAYEHWNI HOPMBI

Pacuechl

Mporpeccupyowiee
3aboneBaHue neyeHn?

UHdopmaumsa pnsa oueHKn

OLEeHNTb NOBTOPHO:

+ Kanopax

+ JInnuaHyto Harpysky

+ AnutensHocTs MMM (Npy LMKNN4Yeckom
BapuvaHTe NuTaHns)

+  WcTo4HMK aM1HOKUCNOT/CoaepaHme
TaypuHa?

+ YCBOEHMe 3HTepasbHOro NUTaHMs?

+ OBakyaTopHas GyHkumsa XXKT?

Moaxnio4nTb YPCOOoE30KCUXONEBYIO
KMCNOTY, PACCMOTPETb KOPOTKUI KYpPC
MeTpoHupasona (per os)

CnneHomeranua n/wnu
kpoBoTevyeHue n3s XXKT

{

AnddepeHumanbHbiii AnarHos:

+  XpoHuyeckas nHdekuns

- ConyTcTBylOLlasa naTonorus
(ranpumep, numdpoma)

° I'Iop'ranbuaﬂ rmnepTeH3unsa

KoHcynbTauusa renatonora

PaccMoTpeTb BO3MOXHOCTb/HE0BXOANUMOCTb
TpaHCnIaHTaUUmM KNWEYHNKA U KULLIEYHUKA 1 NEYeHN




BAETCH, BbITECHAS TOKCUYHbIE rMAPODOBHbIE KENYHbIE KUCO-
Tbl ¥ XONecTepmH. B renatoumTax oHa KOHBIOTMPYET C TaypUHOM
W MIULUMHOM, BbILENSAETCA C XeNyblo B KULWIEYHWK, rae pac-
LennseTcs 40 IMTOX0NEeBOM KUCAOTbl. CTUMYANPYS 9K30UMUTO3
N OUKapOOHAaTHbIM XOonepe3 B MEeYEHOYHbIX KJEeTKax, Ypco-
[E€30KCMX0eBas KWUCO0Ta CHUMKAET YypOBEHb MAPOGDOGHbLIX
ENYHbIX KNCNOT U YCUIMBAET MX BbiBEAEHWE; CTabUIM3npyet
KNeTo4yHyto membpaHy, BcTpanBasicb B ee $hochonunuaHbIn
cnon. Ha KNeTo4HOM ypoBHE ypCcOAE30KCUXoneBas KucnoTa
CHWXKaET YPOBEHb BHYTPUKIETOYHOrO MOHU3MPOBAHHOIO Kaslb-
uMs, npegoTBpallaeT BbIXOA4 MWTOXOHAPWANBHOIO LMTOXPO-
Ma C 1 aKTMBaLMto Kacnas, 4em 06ycnoBIMBaeTcs aHTHanorn-
TOTUYECKUIN 3P DEKT. CHUIKEHNE CUHTE3a MPOBOCMANUTENbHbIX
LUIMTOKMHOB MPOSBASETCA MMMYHOMOAYIMPYIOLMM 3DPEKTOM
YPCOAE30KCUXONEBOW KUCNOTbI.

MpuMeHeHNe ypCcoaE30KCUXONEBOM KMCIOTbl Ha PaHHUX
CTagusx pa3BUTUA XoNiecTa3a XapaKTepu3yeTcs 3aluTom
XONI@aHTMOLIMTOB OT TOKCMYECKOIO AENCTBUS XKENYHbIX KUCOT,
npu MNporpeccMpoBaHuMK xonecta3a — CTUMYyIMpYyeT MeTa-
60NN3M XENYHbIX KMCNOT U BUIMAPHYID CEKPELMIO XKenuu,
Ha MNO3J4HUX CTagMsaX — yrHeTaeT anonTos renaTtouuTos.

B uccnepoBanuax G. De Marco u coaBT. AOKa3aHa
3ODEKTUBHOCTb PAHHEr0 MPUMEHEHUS YPCOAE30KCUXOIEBON
KUCNOTbl B BbICOKMX A03ax (30 Mr/Kr B CyT) B JIe4EHUU Xosie-
CTa3a KaK OC/OXHEeHUs MapeHTepanbHOro NUTaHKs y aeten
C CWMHAPOMOM KOPOTKOM KWWKKW. IOPEKTUBHOCTb XapaK-
Tepu3oBanacb CHWXEHUEM OWOXUMMYECKUX MapaMeTpoB
xonecTtasa 1 yayylleHneM NporHoCTUYECKOro nHaexkca Meno.
Bbbina gokasaHa naccuBHas AMdpdy3nsa ypcoae30KCUXoIeBoun
KWCNOTbl B OCTaBLUEMCS TOHKOM KULIeYHMKe. He fgoxnaasch
yBenn4yeHusa 6unmpybuHa, npm pocte [T B neyeHne BKIOYa-
Nlacb ypcoae3oKcuxoneBas Kucnota. Bbicokne ao3bl U anu-
TenbHOEe fleYeHue YPCOAE30KCUXONEBON KWUCNOTOW O6blnn
6onee addEKTUBHbBI, YEM CTaHAapTHbIe [17].

OHTepanbHoe NOCTyMeHNe NUTaHUSA CTUMYIMPYET Bblpa-
6OTKY KMLUEYHbIX GEPMEHTOB M FOPMOHOB, PEryMPYIOLWMX
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B3anMMOAENCTBME renatobuanapHoOn CUCTEMbI U XKeNyao4YHO-
KMLEYHOro TpaKTa. XONEUWCTOKMHUH CUHTE3UPYETCA Cu-
3MCTOM OOONOYKON [BeHaALaTUNEPCTHOM KULWIKKM B OTBET
Ha nocTynieHne GENKOB W XWPOB B MPOCBET KULIKK. OH
BbI3bIBAET COKpALLEHWE MENYHOro ny3bipsl, pPacKpbITUe
cduHkTepa Oaan, CTUMYIMPYET NEPUCTANbTUKY KULLIEYHUKA.
CHUWXEHNE KOHLEHTPaLMK XONELMCTOKUHWHA B KPOBU MOXET
NPUBECTU K 3acTolo en4yu. OTCyTCTBME NEPUCTaNIbTUKK TOH-
KOro KMLWWEYHUKa NPUBOAUT K Pa3BUTUIO aTPOdDUKN CIN3UCTON
060M04YKHN, AMCIOKALMU M POCTY TOSICTOKMLIEYHON Gnopbl
B MNPOCBETE TOHKOrO KMUILIEYHWKA, CHUMKEHMUIO MPOAYKLINK
MMMYHOTT06Y/IMHOB A, NMOBLILLEHWUIO CUHTE3a renaTtoTOKCHY-
HbIX LUTOKMHOB. K coxkanenuto, B Poccun npenapat xoneuu-
CTOKMHMHA MaHKPeo3nMUH He 3aperncTpupoBaH.

B 1abn. 2 cymMupoBaHbl peKoOMeHAalLun No BeAeHUIo
naumeHToB ¢ MNM-accounnpoBaHHbIM 3a60NEBAHUEM NEYEHHU
[18], Ha puc. 3 oTpaxKeH anropuTM ANArHOCTUKKU U NeYeHus
[M-accounmnpoBaHHOro 3aboneBaHns neyenu [18].

B 3aKnt04eHnn BarKHO OTMETUTb, YTO €ANHCTBEHHO BO3-
MOXHbIM METOOM JIeHEHUS TAKENON Ne4YeHOYHOW HeaocTa-
TOYHOCTHK SIBNSIETCA OPTOTOMNMYECKas TpaHCNAaHTauus neve-
HKW. [IOHOPCTBO AETCKUX opraHoB B Poccuiickon denepaLuinu
He pernamMeHTMpoBaHO, MO3TOMY B MOAOGHbLIX CUTyaLUsAX
BO3MOXHa Nullb POACTBEHHAA nepecajka. 1o cnoBam aka-
aemuka C.B. [oTbe, «aTa onepauns TsaxeNa He CTONbKO Tex-
HMYECKM, CKOMIbKO 3MOLMOHanbHO. Hago cnactmu pebeHka,
HO He HaBpeaWTb AOHOPY, HEe NOry6uTb ero, YesloBEKa COBEP-
LLEHHO 370POBOro». BbiICOKas CTOMMOCTb TpaHCMAaHTaLUuM,
MMMYHOCYNpPEeccMBHON Tepanuun, npobiemMbl AOHOPCTBa
OrpaHWyYMBalOT 4YMCNIO OonepaLuin No nepecajre OpraHos,
HEeCMOTPS Ha POCT KONMYecTBa BOMbHbIX AE€TEN B JIMCTE OXMU-
faHus. PaumoHanbHoe T n conpoBoauTenbHas Tepanus
No3BONSAIOT MUHUMMU3MPOBATb MPOSBAeHWUs 3aboneBaHus
nevyeHu, acCoLMMPOBAHHOIO C NapeHTepanbHbiM NMUTAHUEM,
a TaKXe MOBbICUTb MOKa3aTenu BbIXKMBAEMOCTU AaHHOM
KaTeropuu nawlmeHToB.
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