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By}'ITIeEiHbH/uI SMNAEPMOIN3 — BPOXIEHHOE 33.60}IeBaHI/Ie, XapaKTepU3YIOILIEECsA PaHNMOCTDIO KOXI B CBA3U C 06pa30BaHI/I-
€M Hy3pr€I7[ n 3p031/[]7[ Ha KOXX€ 1 CJIM3UCTDIX 060H0‘{K&X, 9TO 3aTPYIHAET Yy pe6eHKa €CTeCTBEHHBI IIpyeM IMIn. OcraeTcsa
aKTya)'[bHOf/l npoGneMa obecrieuenmst H€O6XOI[I/IMI)IMI/I HYTPpUEHTaMN HeTef/l C 9TUM TSKeNIbIM 3ab0/eBaHmueM. B craTbe mo-

KasaH cOOCTBEHHBI KIMHUYECKUII ONBIT VCIIO/Ib30BAHNUA COBPEMEHHBIX CMecell JJIs SHTEepaJbHOIO IIUTaHUA y pebeHKa
¢ Oy/Ie3HBIM anMAepMo3oM. IIpoeMoHCTprpoBaHa 3P PeKTUBHOCTD CMecell /I SHTepaJIbHOTO MUTAHVA. YYUThIBASA
KO)XHBIe IIPOSIBJIEHMA, 8 TaKXKe BO3MOXKHOCTb MHUIVPOBaHMA KaTeTepa IPU JJINTEIbHOM IapeHTepaTbHOM NMUTAHUU

y ]IeTeIZ C 6YJ'I)163HBIM SAMNAEPMONIN3OM, METOTOM BbI60pa /I TAaKUIX TTAITMEHTOB ABJIAIOTCA COBPEMEHHDBIE CMECU [T SHTE-

PanbHOTO NNTAHNA.
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Oob6ocHOBaHMe

TepMuH «Oy/nIe3HBIIT SNIMAEPMON3» BIEpPBbIe OBIT
VICIIONb30BaH B 1886 I. HeMelIKUM JepMaTonoroMm leH-
puxom KébOHepom, XOTs cydyay, CXOXKMe C JaHHBIM
IOVMATHO30M, ONMCHIBAINCh U N0 Hero [1-4]. B 1962 1.
ITupconom Oblma paspaboTaHa IepBas cxeMa KJac-
cudukanyy 6y/Ie3HOTO SMUAEPMONN3a, OCHOBAaHHAS
Ha TIpUMeHeHUM TPaHCMUCCUOHHON 3/1eKTPOHHOI
Mukpockonuu [5-8]. Bbuin BbifeneHbl 3 OCHOBHBIX
TUNA — JNUIAEPMONUTUYECKUIT, NTIOLUAO0NINYECKII
Y IepMOTUTUYECKII, UCXOAS U3 YPOBH:A 00pasoBaHMs
IIy3bIpell Ha YIbTPACTPYKTYpHOM ypoBHe. B 1980-x ro-
max ObUta paspaboTaHa TeXHUKa MMMYHOQIIIOpec-
IIEHTHOTO MCC/IeJlOBaHMsI O0OpasI[oOB KOXXM, pacIin-
peHHas BIIOC/IEACTBUU MMMYHOTUCTONIOTMYECKMMU
MeTofiaMy  (MMMYHOTMCTOXUMMEN UM MMMYHOQIII00-
pecuennyeit). C 1990-x romoB MmoOYTM I KaXK/[OTO
nopaTuIa OY/IE3HOTO 3MNJIepMOIN3a OBIIM OIIpefierie-
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HBl MyTallV}i B KOHKPETHBIX T'€HaX CTPYKTYPHBIX Oen-
KOB KOX, KOTOpPbIe M3MEHAITCA IPY JAaHHOI I1aTo-
norun [4-8]. Hacnenyercs OyniesHbIl SIMaepMOnn3
KaK II0 ayTOCOMHO-JJOMUHAHTHOMY, TaK J ayTOCOM-
HO-peljecCMBHOMY THITy. JacToTa BCTpe4aeMOoCTH pas-
JIMYHBIX TUIIOB OY/UIE3HOTO SMNJePMOIN3a BapbupyeT
ot 1:30000 mo 1:1000000 m Tak>ke 3aBUCUT OT IIOIlY-
nAnyn. 3aboneBaHye ABIACTCA Pe3y/lIbTaToOM MyTalnit
6onee yeMm B 10 reHax, KOAVPYIOLUIMX O€IKM, PacIoyno-
JKEHHBIe B Pa3IMYHBIX CIOAX KOXM [1-3].

OCHOBHBIM B JiedeHUM OY/IIe3HOTO SIUJIepMOIN3a
ABJIAETCA YXOf, 32 PAHAMM C L[e/IbIO VX OBICTPOTO 3a)KMB-
JIeHNA ¥ SIMUTENN3ALVM KOKHBIX TOKpoBOB. OCHOBHAs
3ajlaya — He JOIYCTUTDb Pa3pacTaHUA Pa3MepOB ITy3bl-
PA M COXPAaHUTDb €ro IOKPBIIKY A MPOGUIAKTUKA
3PO3WIL ¥ JTYYIIeTO 3a)KVB/ICHV PAHBI.

Bonpiryro mpo6nemMy IpefcTaBisAeT OpraHM3alusa
obecrieyeHn s HeOOXONMMBIMI Hy TPMEHTAMM Vi KaJlopu-
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Bullous epidermolysis is a congenital disease characterized by skin vulnerability due to the formation of blisters and erosion
on the skin and mucous membranes, which makes it difficult for a child to eat naturally. The problem of providing the
necessary nutrients to children with this serious illness remains relevant. The article shows its own clinical experience in
the use of modern enteral nutritional mixtures in a child with epidermolysis bullosa. Given the skin manifestations, the
possibility of infection of the catheter for prolonged parenteral nutrition, children with bullous epidermolysis are not
recommended for prolonged use of parenteral nutrition, so the use of modern mixtures for enteral nutrition remains the

method of choice.
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SIMU TIALVIEHTOB ¢ Oy/UIe3HBIM amupepMonnsoM. Jacto
[IeTsIM TSDKEJIO IPVHUMATB INIIY B eCTeCTBEHHOM BIJie
B CBSI3M C IIOP)KEHIeM C/IM3UCTBIX 000I0YeK POTOI/IOT-
KU U OIIACHOCTBIO MX MHQUIMPOBAHMNS, OFXHAKO JJIN-
TE/IPHOE VCIO/Ib30BAHNE IAPEHTEPAIbHOrO IIMTAHVI
TaK/MM [AI[JieHTaM He PEeKOMEHJOBAHO B CBs3M C Be-
POSITHOCTBIO MHOUIMPOBAHMS KaTeTepa /I IapeHTe-
panmpHOro nuraHus. TakuM o6pasom, MeTo;oM BbI6Opa
CTaHOBATCSI COBPEMEHHbIE CMeCH [JIsi 9HTepaIbHOTO
IVTaHUSL.

I[TpencraBisieM COOCTBEHHBIIT OBIT BeleHNs peOeH-
Ka C Oy/I/Ie3HBIM 3MUIEPMOIII30M.

Knmnanyecknit npumep

O nauuenme

Manpunk, 16.04.2009 roga poXpeHUs, HaXOAMJICA
riof HaOroneHmeM B 1-M oxkorosom otgenerun JKB Ne 9
uM. I.H. Cniepanckoro mo mosopy pedopMaryy CTOI
¥ KNCTell, pa3BUBIINXCA Ha (oHe TsKenoi Gpopmel Oyi-
JI3HOTO 3IuepMonn3a. Manpunk 60/IeH ¢ pOXKICHMAL.
CocrosAn Ha y4eTe y [epMaTO/NOra IO MECTY >KUTeNb-
crBa. Poxurenn pebeHka IO MHTEpHETYy 0OpaTWINCh
3a nomowpo B KMHUKY JIKB Ne 9 um. I H. Cnepancko-
ro I10 NOBOY GOPMMPOBAHMA y HETO TSDKENBIX Aedop-
Maluii CTOI M KOHTPAKTYp Iasbiies (puc. 1).

Puc. 1. Bug 60nbHOro 6ynnesHbiM anugepmonn3om npu nepeoli rocnutanmsauum

lpumeyaHue. Habniogatotcsa pepopmaunsa KUCTeR, CrnbaTenbHble KOHTPAKTYPbl NanbLeB.
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O6bcnedosanue

DusuxanvHas OouaeHocmuka. Ilpu mocTymieHnn
COCTOsIHMe pebeHKa CTabMIbHOe, TSXKeNnoe, CaMOYyB-
CTBIE YHOBIeTBOpUTeIbHOE. JKUBOT yMEpEeHHO B3y T
(manpnanys He IPOBOAMIACH B CBA3Y C IIOBBIIICHHON
TpaBMaTK3alell KOXMn), Ipu mepKyccun 6esbornes-
HEHHDII]; IEPKYTOPHO Ie4YeHb U Cele3eHKa He yBesu-
yeHbl. Koxxa manyenTa Ha 90% MOBepXHOCTHU Tefla Ia-
TOJIOTMYEeCKM M3MeHeHa: ICTOHYeHHas C eJUHNYHbIMU
HOACOXIIVMMIU KOpOYKaMy 0e3 SIBJIeHMII BOCIIATeHNUs.
OTtMeuatoTcs fledpopManyy KOHEYHOCTEN; Ha IIOIA-
au 20-30% IMOBEpXHOCTM Telna — paHbl B 00/1acTy
CNIVHBI, HOACHUIIBI, BEPXHUX U HIDKHUX KOHEYHOCTEI,
ATOMIML]; MHOXKECTBEHHbIE TPELIVHbI aHATbHOI 00a-
CTU, CQUHKTEPUT.

Wncmpymenmanvnas ouacnocmuka. Ha peHTreHo-
rpaMMax KIUCTell OTMeYasIiCsl BBIPAKEHHBII OCTEOIIOpPO3
BCeX KOCTell, Cy>KeHle CyCTaBHBIX IIie/lell TPOKCYMarb-
HBIX MeX(]a/TaHTOBBIX CYCTaBOB 2—5-TO IA/IBIIEB.

JlabopamopHas OuazHocmuka. ManpauKy IIpOBO-
AVIOCh JIONONHUTENIbHOE OOCIejoBaHNMe 1 JIedeHe
C Le/IBI0 Y/TyYlIeHNs O0IecOMAaTYeCKOrO0 COCTOSHUA.
B ananm3sax y pe6eHka Ipy NOCTYIIEHNM OTMEYeHbI Ha-
pymIeHns 6eIKOBOro CTaTyca: CHIDKeHue o6bmero 6emka
1o 43 r/n, runoanbbymyuHeMus 24 1/, aHeMMsT — TeMO-
rno6uH 105 r/71.

IIpeosapumenvHuiii u 0KOHUAMETLHDBIL OUAZHO3

Jluarnos kaMHudYecKuit: BpoxeHHBbIT Oy/Ie3HbIn
3MUIEPMONN3, TsKenasa guctpodpudeckas Gpopma. Xpo-
HIYecKas aHeMMsA. BelKkoBo-sHepreTmyeckass HeLoOCTa-
TOYHOCTb. Kaxekcus.

Onepamuenoe emewiamenvcmeo

PeGeHKy BBIIIONTHEH pAJ ONepanmii ¢ IMOTOXKUTENb-
HBIMM P€3y/IbTaTaMIL.

28.07.2015. YcrpaHeHue crubaTebHbIX KOHTPAKTYP
2-5-r0 masnbleB IpaBoil KNCTH (puc. 2).

18.11.2015. YcTpaHeHue crubareNbHBIX KOHTPAKTYP
2-5-T0 ManbLEB IEBOM KUCTU U YCTPaHEHMe MeXXIIa/lb-
L€BBIX CUHIAKTWINIA 1-5-T0 ManbleB IpaBoil KUCTMH.

6.04.2016. Omnepanusa ¢ UCHONb30BAaHMEM IIJIACTU-
K/ CBOOOIHBIM KO)XHBIM TPaHCIUIAHTaTOM C XOPOIIN-
MU pe3y/nbTaTamu: popMma IpaBoOil CTONBI HOpMajIbHAs

(puc. 3).

Jleuenue

bonpHOMY mpoBopuIach cnenyouias Tepamus: TU-
II0A/UIEPTE€HHbIV CTOJI; SHTEPOCTE/Ib 110 1 4allHO TOXKKe
2 pasa B fieHb. [Tocne onepauny — aHTHOMOTUKOTEPaA-
nud, KapHUTUH 500 MI BHYTPMBEHHO KalleJIbHO B Te-
YyeHMe 5 fHe. [JOOMHNUTEeNbHO MCIONIb30BANOCh SHTeE-
panbHOe nuTaHye cMecbio CynIopTaH B Bufe HAIUTKa
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Puc. 2. Pe3ynbtatbl onepaumu no yCTpaHeHno
crmbatesibHbIX KOHTPaKTyp 2—5-ro nanbLeB NPaBoun KACTY
y 60nbHOrO Oynne3HbIM SNNAEPMONN30M

Ao onepayuu

-

IMocne onepayuu

o 200 M1 4 pasa B ieHb (cocTaB: SHepreTIecKas IIoT-
HOCTb — 1,5 kKa/mi; ocMonapHocTb — 340 MOcMm/11;
COOTHOIIIeHMe oMera-6/omera-3 — 1,5/1, muieBble
Bo/IoKHa — 1,2 1/100 mi). Boibop maHHOM cMecu ObLT
006ycrnoByeH crnenyomyMu $pakTopaMiL: BBICOKOE COfep-
KaHue Oelka, BBICOKOE COfiepyKaHMe oMera-3 >KUPHBIX
KICTIOT, Ha/IN4ye B CMeCU CpeJHeLeIOYeYHbIX TPUIINU-
LIepUIOB, CHIDKEHHOE COfiep>KaHMe YIIeBOJOB.

B aHa/mM3ax KpoBU OTMEYEHO IOBBIIIEHNE IeMOITIO-
6una o 127 r/n. B 6mMoXuMMuyeckoM aHamm3e KpOBM:
y/ydineHne 6eKOBOTO CTaTyca ¢ IOBbIIIeHNeM 0011ero
6enka 10 73 /71, anpbymmHa o 30 r/71, mpeanpbymmHa
no 120 mr/m, a Tak)Ke CHIVDKEHME BOCHAINTENbHOIO OT-
BeTa — yMeHbllleHue ypoBHs C-peaKTUBHOTO IPOTeNHA
B 9,1 pas (Tabmn.).

Ha ¢one npoBopguMoro o6iero jgedeHns orMeda-
JIOCh OBICTPOE 3aXKVBJIEHVE paH Ha Ty/noBuie (0cTancsa
1% paH Ha TY/TOBMUIIE 13-3a PACYECOB).

ITpu6aBka B Bece 3a 21 geHb cocraBuna 1500 1.

YdauTbIBas MONOKUTEIbHYIO AMHAMUKY OOLIEro co-
CTosiHUA peOeHKa, MpUOaBKy Beca, ylydlleHye Oerko-
BOTO CTaTyca U YCIeX XUPYPIUIECKOTO JIeIeHN s, MOXKHO
CenaThb IPeAIoNoKeHNe, YTO UCII0/Ib30BaHNUe B TePaIu
pebeHka ¢ 6y//1e3HBIM SIIAEPMON30M HOTIOKUTETbHYIO
POJIb CBITPAIO BEICOKOOETTKOBOE MMMYHOIITAHIE.

O6cyncoenue

MMMYHOHI/ITaHI/Ie C MCIIOJIb3OBaHUEM Cl'[eIJ,'I/I(bI/I‘Ie-
CKIX HYTPI/ICHTOB, BEPOATHO, B/IUAET Ha I/IMMyHHbI]‘/'I
OTBET OpraHun3Ma. OHY6HI/IKOB3HHIJI€ JaHHbIE SKCIIEpN-
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Puc. 3. Pe3yanaTb| onepauynn No yCcTpaHeHNo p,ed)opmaumvl I'IpaBOI7I cTonbl y 60/1bHOrO 6yﬂﬂe3HbIM 2NMaoepmMmonn3om

Ho onepayuu

3,.1 S

{

Yepes 1 Hed nocne onepayuu

lMpumeyarue. AQIT — ayTopepmonnacTuka.

TaGnuua. brnoxummnuyeckoe nccnegoBaHmne KpoBu

Yepes 2 Hed nocne onepayuu

BoinonHeHa Al

Yepes 2 200a nocne onepayuu

IToxasarenn 22.03.2018 02.04.2018
O61mmit 6emoK, r/n 43 73
AnpbymuH, r/n 24 30
[TpeansbymmH, Mr/n 80 120
Tpancdeppus, r/1 1,62 2,39
MoueBnHa, MMOJB/ T 3,2 3,4
Kpeatunun, MKMOIb/ 11 34,53 31,85
C-peakTuBHBII 6€/10K, MI/TT 34,7 3,8

3akinroueHne
Taxum o6pasoM, NONydeHHBIE IIpeBapUTE/IbHbIE

MEHTa/IbHBIX U KIMHMYECKUX UCCIeNoBanmii [3-5] cBu-
[eTeTIbCTBYIOT, YTO BBEJEHIE OMera-3 KMPHBIX KUCIOT

HEIIOCPEICTBEHHO II0C/Ie IIOBPeX/leHusA (omeparmii)
IPENATCTBYET YBEIMYEHNIO INPOHUIAEMOCTY KUILIEY-
HOJl CTEHKM ¥ TPAHCIOKanuy OakKTepuil ¥ TOKCUMHOB
U3 IIPOCBETA KUIIKM B IIOPTA/IbHbBIN ¥ CUCTEMHBIN KPO-
BOTOK, YTO, B KOHEUHOM UTOTE, IPEJOTBPALIAeT PasBu-
T1Ie MH(EKIVIOHHBIX OC/IOKHEHNI, CeTICUCa Y CUHPOMa
IIONIMOPTAaHHONM HEJOCTATOYHOCTH.

50

PeE3y/IbTaTbl OHPEAC/IAIT CAeAYyIoINe KiIIo4€BbI€ IIO-
JIOXKE€HMA: [OOIIOTHUTENbHOE JCIIO/Ib3OBaHNE COBpeE-
MEHHOI0O MMMYHOIIMTAaHNMA Yy IIAOMEHTOB C 6y}IH€3HbIM
SMNAECPMOIN30M BOCCTaHAB/IMBAET ITOKa3aTenn 6enKo-
BOro oOMeHa B Haubosee paHHME CPOKM IIOC/IE XUPYP-
TMYECKOTO BMEIIATCIbCTBA; AKTMBHOE MCIIOJIb3OBaHME
COBPEMEHHDBIX cMeceil B IIporpaMMe INTaHUA ,ueTeﬂ
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¢ Oy/I/Ie3HBIM SMMAEPMONN3OM I03BO/IAET OITHMUSN-
POBaTh KaueCTBO JIeIeHNS AL[VIEHTOB C XMPYPIUIECKOI
naTojiorueit. J/is OydeHNs: pelpe3eHTaTBHBIX HaH-
HBIX y 9TOJ KaTeropmy OONbHBIX TPEOYIOTCS LOTIOTHM-
Te/IbHBIE MICC/IEOBAHNA.

VicrouHuk ¢puHAHCUPOBAHNA
He ykasan.
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