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Pesrome. BpoxxieHHbII OyJIJIE3HBII SMTUAEPMOIU3 — IpyMIa peaKux (opdhaHHbIX) 3a00JIeBaHU I, XapaKTePU3YIOIIMXCSI HApYLIEHUEM
MEXKJIETOUHBIX CBSI3€i B MU IEPMUCE UJIU STHUAePMaJIbHO-IePMaJIbHOM COSAMHEHU U U MTPUBOISIIMX K 00pa30BaHUIO MTy3bIpeid
Ha KOXe W/MJIU CIIU3UCTBIX 000JI0YKaX Aake MPU He3HAYMTETbHOM UX TpaBMUpoBaHUU. [TOMMMO HapyIIeHU sl [IEJIOCTHOCTU KOXKU
1 HEOOXOIMMOCTH yXOJa 3a Heil, y MallMeHTOB C JaHHBIM JIMarHO30M Ha0JII01aeTCsl TOPaXXeHUE XKeTYA0YHO-KUIIIEYHOTO TPaKTa,
B CBSI3M C UeM 0C0O0Oro BHUMaHU sl TpeOyeT BOMPOC MUTAHUSI IETeH C BPOKACHHbBIM OYJIJIE3HBIM MU AePMOTU30M. Hanuune MHOXe-
CTBEHHBIX HE3aXXMBAIOIIMX 9PO3UI 1 GOBITNX TPAHCAePMaIbHBIX MOTEPh OeJIKa, CEPO3HOM KUIKOCTH, MHOTIa U KPOBH, a TAKXKE
yBeJIMYeHHE TeIIOOTIAY | MTOBBIIIAIOT MOTPEOHOCTD MAIIMEHTOB C BPOXKACHHBIM OYJIJIE3HBIM MTUAEPMOJIM30M B 9HEPIUHM U MAKPOHY-
TpueHTax. CyTouHast aHepreTuyeckast moTpeOHOCTh coOOoTBeTCTBYeT 115-150% Bo3pacTHOI HOPMBI TOTPEOICHMSI, a ITPU BbIPaKEeHHBIX
3pO3UAX CTAHOBUTCA elite 60Jblie. [ToTpebHOCTH B Gesike coctapisieT 115-200% Bo3pacTHOM HOPMBI, B XKuakocTu — 150-200 mi/KT.
Tak>xe malMeHThl ¢ BPOXIEHHBIM OYJIE3HBIM 3TTMASPMOIN30M HYXKIAIOTCS B BOCIIOJTHEHUH -3 XXUPHBIX KUCJIOT, TOTTOJTHUTETb-
HBIX TOTALMSX MUKPOSJIEMEHTOB (LIMHK, XeJ1e30 1 ip.) U BuTamuHoB (D, C, A, B, Bg u np.). KpaiiHe BaxxeH Moaoop CMECH IETSAM
C BPOXJIEHHBIM OYJIJIE3HBIM 3MUAEPMOTU30M. [ToTepst KOXeil 1 CIU3UCTBIMU 000J0uKaMU GapbePHBIX CBOMCTB 00YCIOBIMBAET
M30BITOYHOE MOCTYTJICHUE AaHTUTEHOB, B TOM YHUCJIe ajyiepreHoB. HapyieHue 6apbepoB MOXET CTaTh MPUYMHOM CEHCUOMIU3a UK
K GeJIKkaM KOPOBbEro MOJIOKA C TIOCeTYIOIIMM Pa3BUTHEM KJIMHUYECKN 3HAYMMOM alliepruu. B ¢Bsi3u ¢ 3TUM B KauecTBe 6a30BOTO
MMUTAHUST TOJKHBI TPUMEHSITHCSI aMUHOKHUCIIOTHBIE CMECH, KOTOPbIe 006eCTeunBalOT YCBOSHME MUTATEIbHBIX BEIIECTB B YCIOBUSIX
3HAYUTEJIbHOTO YTHeTeHHU ST TiepeBaprBalolleil U BCaCchIBaIOIIe CTOCOOHOCTH MUIIeBAPUTEIBHOTO TPaKTa, a TAKKe CBOASAT K MUHU-
MyMY aHTUTEHHY0 Harpy3Ky. JIeTu ¢ BpOxXIeHHbIM OyJII€3HBIM 3T IEPMOJIM30M TPEOYIOT MOCTOSSHHOTO KOHTPOJISI U OLIEHKHU COCTO-
STHU ST TMTaHUsI C MAaKCMMaJIbHO paHHUM 3TAIloOM HavaJla aJieKBaTHOM HYTPUTUBHOM MoxaepX K. DdheKTUBHAs MOIIe p>KMBAIOIIasT
Tepanus U HyTPUTHUBHASI KOPPEKIIMS TTO3BOJISIOT YAYYIIUTh KAUeCTBO XXU3HU MAIlMEHTOB U KOMIIEHCHUPOBATh IMTOTEPU K U3HEHHO
BaXKHBIX MaKpO- U MUKPOHYTPUEHTOB.

Kniouesvie cao6a: BpoXAEHHBIHN OyJIJI€3HBII 2MTUIEPMOIN3, aMUHOKHUCIOTHBIE CMECH, aJJIEPTUs K OeTKaM KOPOBBETO MOJIOKA, AETH,
SHTepajbHOe MUTaHUE, CIIeMaJIN3MPOBAaHHbIE TPOTYKTHI.

Jna yumuposanus: Kocapesa M. A., Hukonosa B. C., Opaosa O. C. I[IpumeHeHre aMHUHOKHCJIOTHbBIX CMeCeii B Tepanuu 1eTeil ¢ Bpox-
JeHHBIM OyJl1Ie3HbIM InuaepMon3om // Jlewamuii Bpau. 2023; 2 (26): 72-76. DOI: 10.51793/0S.2023.26.2.011

72 JIEYALLIMU BPAY, TOM 26, Ne 2, 2023, https://journal.lvrach.ru/



Pediatrician’s page
|

The use of amino acid formulas in the treatment of children with congenital
epidermolysis bullosa

Mariya A. Kosareval, mkosareva@deti-bela.ru

Viktoriya S. NikonovaZ, ORCID: 0000-0001-5618-7490, e-library ID: 619787, polenovavs@mail.ru

Olga S. Orlova3: 4, orlova@deti-bela.ru

I'State Budgetary Healthcare Institution of the Nizhny Novgorod Region Children's City Clinical Hospital No. 1; 76 Ave. Gagarina,
Nizhny Novgorod, 603081, Russia

2 Federal State Budgetary Scientific Institution Medical and Genetic Research Center named after Academician N. P. Bochkov;

1 Moskvorechye str., Moscow, 115478, Russia

3 Federal State Autonomous Institution National Medical Research Center for Children's Health of the Ministry of Health of the Russian
Federation; 2/62 Lomonosovsky Ave., Moscow, 119296, Russia

4 State Budgetary Healthcare Institution of the Moscow Region Research Clinical Institute of Childhood of the Ministry of Health of the
Moscow Region; 62 Bolshaya Serpukhovskaya str., Moscow, 115093, Russia

Abstract. Congenital epidermolysis bullosa is a group of rare (orphan) diseases characterized by disruption of intercellular connections
in the epidermis or epidermal-dermal junction and leading to the formation of blisters on the skin and/or mucous membranes even with
minor injury. In addition to the violation of the integrity of the skin and the need to care for it, in patients with congenital epidermolysis
bullosa, there is a lesion of the gastrointestinal tract, and therefore, the nutrition of children with congenital epidermolysis bullosa is of
particular attention. The presence of multiple non-healing erosions and large transdermal losses of protein, serous fluid, and sometimes
blood, as well as increased heat transfer, increase the need for energy and macronutrients in patients with congenital epidermolysis bul-
losa. Daily energy needs correspond to 115-150% of the age norms of consumption, and even more with pronounced erosion. The protein
requirements are 115-200% of the age norm, in liquid — 150-200 ml/kg. Also, patients with congenital epidermolysis bullosa need to
replenish w-3 fatty acids, additional subsidies of microelements (zinc, iron, etc.) and vitamins (D, C, A, B|,, By, etc.). In case of formula
feeding patient with BE it is extremely important to select appropriate formula. The loss of barrier properties by skin and mucous mem-
branes causes an excessive intake of antigens, incl. allergens. Violation of barriers can cause sensitization to cow's milk proteins, with the
subsequent development of a clinically significant allergy. In this regard, amino acid formula should be used as baseline nutrition, which
ensure the absorption of nutrients under conditions of significant inhibition of the digestive tract's digesting and absorption capacity,
and also minimize the antigenic load. Thus, patients with congenital epidermolysis bullosa require constant monitoring and assessment
of nutritional status, with the earliest possible initiation of adequate nutritional support. Effective maintenance therapy and nutritional
correction can improve the quality of life of patients and compensate for the loss of vital macro- and micronutrients.

Keywords: congenital epidermolysis bullosa, amino acid formula, allergy to cow's milk proteins, children, enteral nutrition, specialized
products.
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POXIIEHHbI OyJIe3HbII antuaepmonu3 (B63) — rpynna
penkux (opdaHHbIX) 3a00J€BaHU I, KOTOpas xapakTe-
pU3yeTcs HapyllleHUeM MEXKJIETOUHbBIX CBsI3ell B MU~
JepMUCe WU SMUAepMabHO-1epMaJbHOM COeTMHEHUH,
YTO MPUBOAUT K 00pa30BaHMIO My3bIpeil Ha KOXe U/UIU CAU3U-
CTBIX 000JI0YKaX 1aKe MPU HE3HAUYUTEIbHOM UX TPABMUPOBAHU U
[1]. Ae6ror BBD yacTo npuxonuTcs Ha HEOHATaIbHbIN MEPUO UITU
nepBble Mecslibl XU3HU. 151 3a00eBaHU I XapaKTepPHO HeTpe-
PBIBHOE MPOTPECCUPYIOLIEE TEUEHUE C YACTBIMU 0OOCTPEHUSIMH.
Knununyecku u reHetuyecku BBD oueHb reTeporeHeH v nom-
pasjenseTcs Ha YeThblpe OCHOBHBIX THUTIA B 3ABUCMMOCTHU OT CJI0S
KOXHU, B KOTOPOM 00pa3yroTcs My3bIpu:
® MIPOCTOU OYIJE3HbII MU ACPMOIU3 (BHYTPUIITUACPMAT b-
HBbI);
® OyJIJIe3HBIN BMUIEPMOJINU3 HA MECTE COeAMHEH M (B ITpeaeax
MpO3payHOi MJIACTUHKY 6a3abHOI MEMOpaHBbI);
o nucTpoduuecKuii OyIe3HbII AMUACPMOIU3 (HUXKE Oa3aib-
HOI MeMOpaHbI);
o OyJuIe3HbIi anuaepmonn3 KuHaiepa (cMeliaHHast KapThuHa
paciienjeHus Koxu) [2].
B ocHoOBe KJIMHUYECKUX MPOsIBIEHU I OYJIJIE3HOTO MU AEPMO-
JIN32 JIEKUT MOJIEKYJISIPHBIN 1e(eKT, MPUBOASIILIMIA K HAPYILIEHU IO
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cuHTe3a KosutareHa VII tuna. Hekotopsie hopmbl Oyiiie3HOro anu-
NIEPMOJIN3a XapaKTePU3YIOTCS MOJTHBIM OTCYTCTBUEM 9KCIPECCUU
reHa, OTBETCTBEHHOI'O 32 CUHTE3 3TOro OeJika, YTO BelleT K Oosiee
TSIKEJIbIM KJIMHUYECKUM NposiBieHUusIM [1]. B HacTosiiiee Bpemst
B 20 reHax CTPYKTYPHbIX OeJIKOB KOXKU BbIsiBJIeHO 6oJiee 1000 myTa-
LM, CIIOCOOHBIX MPUBOANTD K PA3BUTHIO PA3TMUYHBIX KIMHUYECKUX
tunoB BBD. [lns nuctpoduuecknx ¢hopm 3a00sieBaHU I XapaKTEPHO
MOSIBJICHUE MYy3bIpeil U/UIK 3pO3Uit Ha KOXKE U CIIU3UCThIX 000-
JIoOUKax. DNUTEIU3aLU s 9PO3UBHBIX AE(PEKTOB MPU Pa3TUUHbBIX
dbopmax nuctpoduueckoro BBD npoucxonut ¢ bopmupoBaHuemM
pyOLI0BOIi TKaHU (yalie aTpodudeckoit) u Muanymos. K crieningu-
YECKMM MPU3HAKAM TSIKEJI0 MTPOTEKAIIIMX KIMHUUYECKUX (hOopM
3a00JIeBaHU I OTHOCSTCSI KOHTPAKTYPhl, TCEBAOCUHIAKTUIUU
1 oTcyTCTBUE HOrTel [2]. [Tpu oLieHKe TSIXKECTH KOXKHOTO MOpaXeHUst
npuberaoT K bupmuHremckomy unaekcy tsxxectu BbO (BEBS),
KOTOPBIi TPSIMO MPOIOPILIMOHATBHO KOPPEJIUPYET CO CTENEHbIO
MOpaxXeHUsl KOXXHOro rnokposa (r > 0,7) u umeet 60Jiee BHICOKUE
3HAYEHU S y JIETei C JTaHHBIM TUArHO30M.

ITpu BBD HabmopaeTcst Takke rnmopakeHue KeayaI0uyHO-KH ey~
Horo TpakTa (KKT) — cnusuctoit 060J04KM MOJOCTH pTa, IJIOT-
KM, MALIEBOA U TIPSIMOI KUIIIKU, KOTOPOE 3aBepilaeTcs pyoue-
BaHMEM C 3apallleHeM BO PTY BECTUOYJISIPHBIX CKJIAJ0K, YyTPaTO
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y3aeueK, aHKUJIOIoCcCueit, anuzoaaMu aucdaruu, GopmMmupona-
HUEM CTPUKTYp MUllleBO/a, racTpoazodareansbHoro pedorokca,
MOCTOSTHHBIMU 3aropamu [2].

XPpOHUYECKHUE 3aTTOPbI SIBJISIIOTCS OMHUM U3 COCTABJISIONIUX
MopovyHoro kpyra rnpu B3, nossliaoiiemM puck oopazoBaHU st
BoJIIbIpel Ha cu3ucThiX obosoukax ZKKT, a Takke BbIpakeHHOTro
0oJieBoro cuHApoMa. B kauecTBe MpUUMH 3aI€PXKKHU CTYa MOTYT
BBICTYTIaTh My3bIpH, 00pa3yoUIUecs Ha CAU3UCTOI 000J0uKe
MOJIOCTU PTa, U CTPUKTYPHI MUIIEBOJA, TaK KAK OHU HapylIaOT
HOPMaJIbHbI pexXuM KopmJieHU . [l pyroii, He MeHee Ba>K HOi
MPUUYUHON SIBJISIETCS CHUKEHHAasl IBUTAaTeIbHAsI aKTUBHOCTh
nauueHToB ¢ BBD, uTo TakXe MPUBOAUT K YMEHbIIEHU IO MOTO-
puku kumeyHuka [10].

M3-3a HEBO3MOXHOCTHU TUTMEHUYECKOI 00paboTKU 3y00B
(B CBSI3M C JIETKOUW paHUMOCTBIO CAM3UCTOU 000I0UKH) Cpean
0oabHBIX ¢ BBD 1m1Mpoko pacnpocTpaHeHO Kapro3HOE MopakeHue
3yOHOU TKaHHU [2].

Aeuenue nauueHnToB ¢ BB

B HacTosimee BpeMst He CyIIeCTBYeT 3TUONATOreHETUYeCKOM
tepanuu BbD. OcHoOBY cocTaBiissieT CUMIITOMaTUYECKOE Jieue-
HUe, BKJTIOYaollee KaueCTBEHHBIN CITelMan3uPOBaHHBIN YXOI
3a KOXel U CIM3UCThIMU NallMeHTa, 06e3001MBaHKe U afieKBaT-
Hoe nmuTaHue [3].

Ilouemy pebenok ¢ BBD nysxcdaemcs 6 donoanumeabHom numanuu

[MutaHue B TepBble HECKOJIBKO JIET XKU3HU MMEET pelaloliee
3HAYEHME JIUIST POCTa U Pa3BUTHUSI KaK 3JI0pPOBOTO, TaK ¥ GOJILHO-
ro pedexka. JIto60ii (hakTOp, NPernsaTCTBYIOLIUNI aIeKBATHOMY
MOTPEeOICHNIO MUTATEbHBIX BEIIECTB B 9TOT MEPUOI, TIpeapac-
roJiaraeT K 3Ha4uTeJIbHOMY OTCTaBaHMIO B pa3BUTU U [4].

Ilpu BBD Ha (poHe MHOXECTBEHHBIX U/UJTU AJIUTETbHO
HE 3aKWBAIOIINX 3PO3UIl BBIIEISIETCST 60JbIIOe KOJTUIESCTBO
CEPO3HOI KUIKOCTH (MHOTIa KPOBH), TPOMCXOIST ITOTEPSI U pac-
maj 6ejika, yBeJIMUYMBAeTCS TEMJI00TAaYa, YTO IPUBOIMT K Mpe-
o0JsialaHu 0 KaTabosmueckux npoueccos. [IpucoennHeH e BTo-
PUYHOM MHGMEKIIMU U XPOHUYECKH A BOCTIAJIMTEIbHBII TTPOIeCcC
YCHJIMBAIOT MOBBIIIEHHY0 MOTepIo 6eika, 4To, B CBOIO OYepeb,
BEIET K YBEJIMYEHU IO TOTPEOHOCTH OpraHM3Ma B MAaKpPOHYTPU-
eHTax u sHepruu [5].

Kpowme Toro, y neteii ¢ BBD Bo3MOXHBI 21130161 00pa3oBa-
HUsI ITy3bIpeii B KUIIEYHUKE W TTUIIeBOIE, YTO TIPUBOIUT K 60N
u octpoit nucdaruu. OpajibHble, opodapuHTeaabHbIe U/UITT
KEeJTYTOYHO-KUIIIEIHbIe OCIIOXXKHEHMUS (SI13BbI, CTPUKTYPBI, 60J1€3-
HeHHas nedeKalust) OrpaHMIMBAIOT MOCTYTIIEHUE TUTATETbHbBIX
BEIIECTB U/MJIN UX ycBoeHUe. [Ipr TaKMX COCTOSTHUSIX PEKOMEH-
NIOBAHO yBeJWYeHNe oObeMa MoTpebIsieMOi XKMAKOCTHU, TIPUEM
MTUIIY C MSITKOW TEKCTYPOii It TPOGhUIaKTUKY TpaBMaTHU3allMu
oOpa3zoBaBuierocsi aedekra, 00e300J1MBaHUE U KOPOTKU I KypcC
MepOopabHBIX KOPTUKOCTEPOUIOB JIJISI yMEHbBILIEHU ST OTeKa CJIU-
3UCTOI 0600UKM [6-9].

V nereii ¢ TsixkenviMu popmaMu BBD HabmogaloTcst o0 pHbIE
MTOBPEXIEHU ST KOKHOTO TTOKPOBa, CPABHUMBIE C OKOTaMU, YTO
MIPUBOIUT K BBICOKOI CKOPOCTH KaTabom3mMa 1 aHaOOJIMIeCKHMX
perapaTUBHBIX ITPOLIECCOB, TPEOYIONINX YBEJIMICHU ST SHEPreTU -
YyecKol 1 6eJIKOBOI MOTPEOHOCTH.

BcaencrBue nmpeobiamaHus KaTaboJIMYeCKUX MPOIIECCOB,
XPOHUYECKOTO BOCMAJICHUST M TTIOBBIIIIEHHBIX TTOTEPh MaKPO-
Y MUKPOHYTPUEHTOB Y 60JibHbIX ¢ BBD nmMetoTcst mpusHaku 6e-
KOBO-3HEPreTMYeCKOi HeMOCTAaTOYHOCTH Pa3IMIHOM BhIpakeH-
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HocTU. HyTpuTHuBHas monnepxKa siBJasIeTCsI )KU3HEHHO BaXXHOM
TUTSE TSIKEJTBIX OpaHHBIX MTAllMeHTOB € OYJIJIe3HBIM MU IEPMO-
JIN30M, OCOOEHHO JJIsl TAaKUX ero ¢opM, KakK peleCCUBHbBIN TMC-
Tpoduyeckuii OyanesHbiit anuaepmoauns (PIB3D).

Hympumuenas noooepycka nayuenmos ¢ Bb)

Llenu HyTpUTUBHOU MoaaepX KU nmpu BBD:

® CHSTHE CTpecca, CBI3aHHOIO C TPYAHOCTSIMU KOPMJIEHU S,

® ycTpaHeHue neGuIiuTa MaKpo- 1 MUKPO3JIEMEHTOB (THITO-
MPOTeMHEMU U, TebUIIUTa IMHKA UJIU CeJieHa U 1p.);

® [IOMOIIb HOPMaJIbHOI paboTe KUIIeUHUKA U 00JIerYeHue
00JIe3HEHHOI AedeKaluu;

® cojieiiCTBUE aleKBaTHBIM TeMITaM POCTa B COOTBETCTBUM
C BO3PacTOM, MOJIOM U TTOJIOBBIM CO3PEBAHUEM;

® noaaepXKaHue ONTUMaIbHOTO UMMYHHOTO cTaTyca U dIH-
TeJu3alus paH;

® MOBBIIIIEHNEe MOOMJIBHOCTH U KaueCcTBa K M3HU.

Hympumuenvie nompednocmu

Jlns BocnioJiHEHU S TOTepb natueHTam ¢ BBD tpebyercst 601b-
1€ SHEPTUU U MAKPOHYTPUEHTOB 10 CPABHEHUIO CO 3I0POBBIMU
NEThbMU.

CyTouHas sHepreTuyeckas moTpeOHOCTh AeTeil epBoro roaa
xxu3Hu ¢ BBD cocrasasieT ot 130 no 180 kkaj/Kr (4TO COOTBET-
ctByeT 115-150% Bo3pacTHOI HOPMBI TOTpebIeH sT). B HEeKOTOPBIX
cllydyasiXx MoTpeGHOCTh B 9HEPTU U MOXET JOCTUTATh 225 KKaJ/
KT (ITpH BBIPaXKEHHBIX 9PO3USIX U TPAHCAEPMAabHBIX TTOTEPSIX).
IMoTpe6HOCTH B Gesike coctaBisieT 2,5-4 r/kr (115-200% Bo3pacTt-
HOI HOpMBI), B KuakocTu — 150-200 ma/Kr [15].

TTanmeHTsl ¢ BED HyX1a10TCs1 B BOCIIOJTHEHU U -3 XKUPHBIX
KMCJIOT, TOTIOJTHUTETbHBIX OTAIlMIX MUKPOJIEMEHTOB (IIMHK,
Kene3o u ap.) u ButamuHoB (D, C, A, B,, Bg u 1p.).

Bckapmaueanue demeii ¢ Bb)

OnTUMaJbHBIM TUTAHUEM JIJIST HOBOPOXKJASHHBIX U MJIa-
neHues ¢ BBD aBasiercs rpynHoe BckapmauBaHue (I'B).
[MpeanoyTUTETLHBIM BApUAHTOM CUMTAETCSI KOMOMHAIIMST TPYI-
HOr0 MaTEPUHCKOro Mojioka U GopTUhUKATOPOB.

ITpu HeBo3MOXHOCTU I'B nu nioxoit mpubaBke Beca MOXET
MoTpedoBaThes JOKOPM aanTUPOBAHHON MOJIOYHOI cMechio [14].

Tlpu opraHu3aMy UCKYCCTBEHHOTO BCKApMJIMBAHMS Y IeTei
¢ BBD ncnonb3yeTcs cnenuaau3aupoBaHHbIil MOUJIbHUK, MTPEI-
Ha3Ha4YeHHbIM AJIsI MallMeHTOB C paclleJIMHOMN IryObl M1 HEDA,
(bopmMa KOoTOpOro Mo3BoJIsieT MUHUMHU3UPOBATh TPABMUPOBaHUE
JIECHEBOTO Kpasi, a BHYyTPEHHM A KJanaH 1 AJMHHAas pydyKa —
YIIPaBJISTH IIOTOKOM ITHIIIH, TaK YTO Jaxe IMPH c1aboM CocCaHU U
MOTOK MOJIOKA Oy/IeT JOCTaTOYHbBIM.

TTpy HEBO3MOKHOCTY KOPMJIEHUS TPYIbIO UJIU C TTIOMOIIbIO
COCKU TIPH TSIKEJIOM COCTOSTHU U TTaliieHToB ¢ BBD Bo3MoxxHO
OCYIIECTBJIEHNE KOPMJIEHU S YEPE3 FaCTPOCTOMY.

PeTpocnekTuBHOE uccienoBaHue, NPOBEeIeHHOE BO
®paHIy3ckoM pedepeHc-IIeHTpe TeHeTUUeCKMX KOXKHBIX 320016~
BaHuit (MAGEC), 6b1710 HanpaBeHO Ha OLEHKY J0JITOCPOYHOTO
SHTEPaJIbHOTO MUTAHU S Yepe3 racCTPOCTOMY, BKITIoUast HH(Op-
Maluio 06 3HEePruu, NOTPpeOdHOCTHU B OeJIKEe, MEPEHOCUMOCTH
MUTAHUSI, POCTE U MTOJTOBOM Pa3BUTHU MOJIOIBIX MAaIlMEHTOB
¢ BBD [9]. Pe3yabraThl ucciaenoBaHus nokasaiu 3HekTuBHOE
BOCTIOJTHEH e MOBBIIIIEHHOI 9HEPreTUYECKOM MOTPeOHOCTH
3a CYeT JOTMOJHUTENbHOIO MUTaHUS yepes ractpoctomy. CpenHee
norpedaeHue 0eKa yepe3 raCTpoOCTOMY ObIJIO 9KBUBAJIEHTHO
180% HopMBbI TOTpeOIeHU ST, a SHEPTroobecneyeH e COCTaBUIIO
129%. YcTaHaBIMBaTh TaCTPOCTOMY HEOOXOAMMO O BO3ZHUK-
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HOBEHM S TPU3HAKOB HeJl0eaHU s U O€JIKOBO-2HEPreTuYeCcKoi
HEeIOCTaTOYHOCTH Y nalueHToB ¢ BB, uToObI 06ecneunTh aiek-
BaTHOE (DU3UOJIOTMYECKOe 1 ICHXOMOTOPHOE pa3BUTHe neTeit [16].

Buibop cmecu

ITpu HeBo3MoxHOCTHU I'B cnonb3yeTcsd ananTupoBaHHas
CMeCh, TPaBUJIBHBIN ITOI00P KOTOPOI KpaiiHe BaXKeH 1 HaIIpsi-
MYI0 3aBUCUT OT TSIXKECTU TeYeHU s 3a00IeBaHU .

M3BecTHO, UTO KaxaAblii TpeTuit nauueHT ¢ BBD nmeer npusHa-
KM ajiepruu K 6enkam Koposbero Mmojioka (ABKM), yto 3Haun-
TEJIbHO YCYTYOJISIET TSAKECTh TeUeHU 1 3a00J€BaHU S U TTOBbILIAET
pUCK pa3BuUTHUs ocioxHeHu. [lo pedynbTaTam uccienoBaHus,
nposeaeHHoro B ®IAY «<HMMULI 3nopoBbs neteii» M3 PO, ABKM
BhIsiBJieHa y 32% nanueHTOB. [ToTepst KOXel U CIM3UCTBIMU
000J10uKaMU OapbepPHBIX CBOMCTB 00YCIOBIMBAET U30BITOYHOE
MOCTYTJICHUE aHTUTEHOB, B TOM YUCJIe ajJepreHOB MUILeBOro
W HETUIIEeBOro MpoucxoxaeHus. OMHOBpeMEHHOEe HapylleHue
M KOXHOTO, ¥ 3MUTEINaTbHOr0 0apbepoB, KoTopoe y neteit ¢ BB
MMEET MECTO C IMEePBBIX THEW KU3HU, MOXET CTaTh IPUYNHON
CEHCHOMIM3ALMU K OeIKaM KOPOBbETO MOJIOKA C MOCIEAY IOIIUM
pa3BUTUEM KJIMHUYECKHU 3HAaUMMOM annepruu [17].

[To pesynpraTaM Ipyrux UCCiIeqoBaHMii, MpoBeaeHHBIX B PD,
MpU OlLIeHKe YacToThl BcTpeuaeMocT ABKM BbIsiBJIeHO, UTO
y naiueHToB ¢ BBD BbicOKO pacnpocTpaHeHbl KaK CEHCUOUIM3a-
1111 K 6eJIKaM KOPOBbETo MOJIOKa, TaK M KIMHUYECKU 3HaYUMast
anneprusd (73,3% Bcex neTei ¢ KIMHUUYECKU 3HaunMoit ABKM).
Takue BbICOKME MOKa3aTead CEeHCUOUIM3aluU K Oe1KaM KOPOBbe-
ro mojioka u ABKM cpenu nereii ¢ naHHo# hopmoii 3a6osieBaHus,
10 BCeil BUIMMOCTH, CBSI3aHBI C OOIIMPHBIMU TOBPEXACHUSIMU
LIEJIOCTHOCTHY KOXHBIX TOKPOBOB, UX BOCIAJIEHUEM, a TaKXKe
nopaxeHueM ciausuctoit ooosouku KKT, uto, B cBO1O ouepenb,
00yCIOBJIMBAET U30BITOUHOE MOCTYMJEHUE AHTUTEHOB, B TOM
YycJie MUILEBbIX a1JepreHoB, U Kak cliencTBue — GopMupoBaHue
MUILEBOI CEHCUOUIM3ALMU. AJLJIEprojoruyeckoe oociaeToBaHme
BBISIBUJIO TaKKe BhIcOKHe ypoBHU ob1ero IgE y 50% nereii ¢ nuc-
Tpoduueckoii popmoii BBD [16].

OTeuecTBeHHbBIe peKoMeHnauuu Poccuiickoro obiiecTnBa
aJIJIeprojioroB ¥ UMMYHOJIOTOB U 3apy0ekHble pEKOMEH a1
AmepukaHckoit Akagemuu neguatpuu (AAP), EBponeiickoro
o011ecTBa AETCKOM aJIJIEProJJOruu U KIMHUUYECKON UMMYHO-
noruu (ESPACI) u EBporieiickoro o61iecTBa 1€ TCKUX racTpo-
3HTEPOJIOTOB, renartojioroB u HyTpuuurogoros (ESPGHAN)
npeaycMaTpuBaIOT UCITOJb30BaHUE CMECel HAa OCHOBE CUH-
TETUYECKUX aMUHOKHUCIIOT, JUIIEHHBIX aHTUTEHHBIX IeTep-
MMWHAaHT, Tpu oaTBepxkaeHHO ABKM uiu npu cuHapome
majibabcopouuu [17].

CorjacHO pOCCUMCKUM U MEXYHAPOAHBIM PEKOMEH AU SIM,
y naimeHToB ¢ BbD B kauecTBe 6a30BOr0 MUTAHUS MOTYT ITpUMeE-
HATbcs amuHoKucaoTHbIe cmecu (AKC; Heokelit LCP, HeokeiiT
HxyHuop, HyTpuion AmuHokuciaotsl CuHeo). JlokazaHo, 4TO
ajgeKkBaTHas U cBoeBpeMeHHas nuetorepanuss AKC y nereit
¢ OYJIJIE3HBIM MU IEPMOJIM30M JOCTOBEPHO CHUXKAET MMOKa3aTelu
TSKECTU TeueHu s 3a6oseBanus, B Tom yncie BEBS [14, 16].

AKC (Heokeiit LCP, Heokeilit JIxyHuop, HyTpuion
AMuHoOkUcaA0TH CHHEO0) 0OecrneyrBalOT YCBOCHUE MUTATE b-
HBIX BELIECTB B YCJIOBUSIX 3HAYNUTEIBHOTO YTHETEHU I ITepeBapu-
Batolleil u BcacbiBatoleil cnocooHoctn KKT. DHepreTuueckas
LIEHHOCTbh YKa3aHHbIX MPOJYKTOB KoJjiebeTCcs B mpeneiax
0,66-0,70 KKaJ/MJ, 4TO IPU BBeIEHUU | 1 06eCIeuynT peGeHKY
660-700 kkan/cyT [16]. CHuHOMOTHYECKU T KOMITJIEKC B COCTa-
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Be HyTpuioH AMuHokucyioTsl CUHEO MPeaoTBpallaeT 3amo-
pbl, Ipu 3ToM fieTu ¢ BBD nonyyaroT nuTaTeabHbIe BelleCTBa
B HEOOXOAMMOM KoJrmdyecTBe. Hall co6CTBEHHBI OIBIT MPH-
meHeHust Hyrpuion AMuHokucyiotTsel CuHeo y 8 maliueHTOB
¢ BBD (nonomneunsie hoHaa «detu-6adbouku») no 18 mecs-
LIeB MoKa3bIiBaeT yayullneHue no mkaje BEBS y manueHTon
¢ peueccuBHbIM BB3.

Ha umo ewe o6pamums éHumanue

IMoMuMO aieKBaTHOTO MTOTPEOIeHU I TUTaTeIbHBIX BEIIECTB
B COOTBETCTBUU C BO3PACTHBIMU MOTPEOHOCTIMU, AeTsIM ¢ BBD
MpecaHo COOTIONeHNE YBEIMUYEHHOTO peXXuMa TuapaTaluu,
B TOM YHCJIE C IIeJIbI0 TPOMUIAKTUKY BOSHUKHOBEHM I 3aTIOPOB.
HoBopoxneHHbIe 1 IeTH TPYIHOr0 BO3pacTa MOTYT IOManuBaThCs
BOJO (ecyiu He TpeOyeTCsl yBeJIMUSHUST KOJTMYeCTBa IPYIHOTO
MOJIOKA UJIM CMECH B CBSI3U C BO3POCIIMMHM SHEPTEeTUISCKUMU
notpedHocTsIMU). Y feTeil 6osiee cTapliuero Bo3pacta He0o0-
XOIMMO CJIEIUTH 32 TeM, YTOOBI MUTheBas Boaa OblJ1a A1l HUX
B MOCTOSIHHOM joctyne [13].

C 11e1b10 06JIerYeH s 3aIIOPOB ETSIM TTOKA3aHO JTOMOJTHUTETb-
HOE KOJTMYEeCTBO IMUIIEBBIX BOJJOKOH B BUIE TTUIIEBBIX PACTUTEb-
HBIX HeKpaxMaJucThix noaucaxapunaos (HITC) u auruuna [10].
HIIC conepxatcst B cocTaBe HEKOTOPBIX CIeIMaIM3UPOBAHHbBIX
MPOAYKTOB MU TaHUSI.

Bo BpeMsi BBeneHM ST TPUKOPMa HEOOXOMMMO BKIIOYSHME MTPO-
IYKTOB, OOraThIX KJIETYaTKOM (OBCSIHAS Kallia, Imope 13 GpyKToB
1 oBoliieit u ap.). Eciiu mutanue peGeHKa OCyIecTBIISIETCS yepe3
racTpOCTOMY, TO UCIIOJIb3YETCs JieueOHOe MUTaHUe, ColepxKallee
MUIIEeBbIe BOJOKHA [12].

HewmatoBask HbIM JIJIST TAIIMEHTOB W KX CEMEI SIBJISIETCST TICH-
XOJIOTMYECKOE COITPOBOXICHNE, a TPU HEOOXOMMMOCTH — KOP-
peKI s MoBeAeHUYEeCKUX CTUTM. 3ajiepXKa cTyJia y pebeHKa
MOXKET BbI3bIBaTh HETATUBHOE OTHOIIIEHUE K aKTy AedeKaluu
M3-3a BhIPaXeHHOro 00JIEBOTO CUHIPOMa, B CBSI3U C UeM Jae
P HOPMaJIMU3alMM CTyJIa peOEHOK MOXKET OOSIThCSI XOIUTh
B TyaJsieT. B maHHOM cily4yae o4eHb BaskHa MO AePKKa POIUTENEH,
a Take paboTa nenuaTpa u ICUxoJjora.

3axKAaloueHue

[ManueHTs ¢ BED TpedyoT MOCTOSTHHOIO KOHTPOJISI U OLIEHKU
COCTOSIHM S MUTAHMUSI, a TAKKE MAaKCUMaJbHO pAaHHEro aTarna
HayaJjia aIecKBaTHON HYTPUTUBHOMI MOAAEPXKU. DbbeKTuBHASs
MO IeP>K M BATOIIIAST TePANUsl U HYyTPUTUBHASI KOPPEK IS TO3BO-
JISIOT YAYYIIUTh KAYeCTBO XM3HU MAallMEHTOB U KOMIIEHCUPO-
BaTh MOTEPU KU3HEHHO BaXXHBIX MaKPO- U MUKPOHYTPUEHTOB.
BricokoOenKoBasi U BBICOKOIHEPTETHYECKAs 1UeTa T0JIXKHA
SIBJSITCSl OCHOBOM JieueHU s maniueHToB ¢ BBD. [loBbilieHHast
noHal s 6ejKa BMECTe ¢ HapylIeHUEM BTMTUepMabHOTO
Oapbepa 3HAYUTEIbHO YBEJIUUYKUBaeT pUCK pa3BuTusi ABKM.
OnTUMaabHbBIM AJISI HOBOPOXIEHHBIX U eTell MepBOro roaa
KU3HU saBasieTcs ['B, HO Mpu HEBO3MOXHOCTHU ero obecrneye-
HUS afanTUPOBaAHHON (hOpMYJIOi cTpaTerueil Bbioopa siBasI0TCS
AKC, ocobeHHO npu GOPMUPOBAHUU HYTPUTUBHON MOAIEPXK KU
nauueHToB ¢ PAIBD. AKC Heokeiit LCD, HeokeiiT axKyHuOD,
HyTtpunpuuk AMK CuHeo nokaszayiu cBoto 3(HeKTUBHOCTb
B KOPPEKIIMU COCTOSTHU I, CBSI3AHHBIX C OCJIOXKHEHUSIMU 3a00J1e-
BaHUs1, ocobeHHo npu nopaxeHusax KKT u Tsaxenoit 6ea1KkoBo-
9HEepPreTUYecKoil HeMOCTAaTOYHOCTU, (DYHKIIMOHATIbHBIX 3aI10paXx,
ABKM. INpumenenune AKC B KauecTBe SHTEPaJIbHOIO MUTAHU S
MO3BOJISIET HE TOJIbKO KOMIIEHCUPOBATh BbIPAXKEHHOE HapYIlIEH e
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HYTPUTUBHOIO cTatycay neteii ¢ BBD, HO 1 ocy111ecTBASITh MTPO-
bunakTuKy ceHCMOUIM3aIMU K GeiKaM KopoBbero moJioka. [l

KOHOAUKT MHTEPECOB. ABTOpbI CTaTb MOATBEPAUAN OTCYTCTBUE
KOHPAMKTA MHTEPECOB, O KOTOPOM HEOBXOAMMO COOBLLNTD.
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