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noseimenue ypopusa CPB, mpokajJbIUTOHNHA, HEYCTOM-
yMBasA IMINKEMUS, TOKa3aTeJIn a30TeMUu CTa0uIbHBIE, B
INHAMUKE He HapacTaloT, I'MIIONPOTEeNHEeMHUs, CYOKOM-
IMeHCUPOBAHHBIN CMEIIAaHHBLIA anmumos. IIo pesyabTaTam
cyTounoro mouunTopuposauusa OKI' — HapyIeHuii purma
He BbIaBjeHO. ITo fanuaeiM ¥Y3U — remaromerasinsi, acIiur.

C 28.05.17 ycunena aHTubGaKTepuajabHas Tepa-
nus (JeBodJIOKCAIlUH, CYJbIIepa30H), MMPOBEIEH KypC
ITenrarmobouna. K 24.06.17 — crabuausainusa COCTOIHNIA,
HOPMOTJINKEMUsI, TeMOAWHAMMKA CTa0MJIbLHAA, OUYpes
coXpaHeH. JHTepaJbHOE 30H0BOE MMUTAHNE BO30OHOBJIE-
HO 25.05.17.

Ina nansHENIero JeueHnus 1 00CIefOBaHUA 10 UHU-
IUaTHBEe POAUTENEeN NeBouKa OblIa MepeBeJeHa B I'OCIIN-
Tans Huca (Banencusi, Mcnauus), rae ObLIM OTMeHe-
HBI IapeHTepaabHas MOALEP:KKAa M aHTHOaKTepuaJIbHAS
Tepanus. Ha 8-e cyTKM mpeObIBaHUSA B TOCIIUTAJIE KOH-
CTATUPOBAH JIETAJIbHBIN NCXOJ (B CBA3Y C BHIPAXKEHHBIMU
HEKOPPUTUPYEMBLIMHU 3JIEKTPOJUTHBIMYU HAPYIIEHUAMU 1
Pa3BUBIIUMCS CEIICUICOM).

Ocno6noll duazno3: BPOMKAEHHAs HaTpueBas maua-
pesi, BpOKAeHHOe HapyIlleHre oOMeHa BeIlecTB.

OcnoscHenus: COCTOSTHIE T0CIe KINHUUECKOI cMep-
T or 21.05.2017. BakTepuaJbHBIN CEIICUC HEYTOUHEH-
HOI aTHOJOruU. BeIKOoBO-dHEpreTHuecKas HeJLOCTaTOU-
HOCTB TSAKEJIOU CTEIIeHU.

Conymcmeyrowull duazno3: aTONUYECKUH gepMma-
THUT, pacupocTpaHeHHas ¢opma (ceHCHOUInU3anusa K 0eJ-
KaM KOPOBBETO MOJIOKA).

3aKjaouyeHue

Xora «penkme 3a00JIeBaHUA» BCTPEYAIOTCA PENKO,
BEPOATHOCTH CTOJKHYTHCA C HUMU B KJINHUYECKOH IIPaK-
THKe He NCKJIOYeHa, YTO TpebyeT IPOBeeHUs Pa3HOCTO-
POHHETO JUAarHOCTHYECKOI'0 IIOMCKA C IPUBJIEUeHNEM CIIe-
nuanancToB pasHoro npoduias. CBoeBpeMeHHasA (PaHHA)
JUATHOCTHKA PAJA HACJIeJACTBEHHBIX 3a00JI€BAHUHU C IIOX-
60pOM afeKBATHOTO MUTAHUA (IPU HAJIUYUU JIeUeOHBIX
cMecell) U MapeHTePAJIbHON IOANEPIKKU JaeT INaHC JJId
BBIKMBAHUA ¥ HOPMAJbHOTO Pa3BUTUA PeOEHKA.

Kongaukxm unmepecoé: aémops. cmambvu nodmaeep-
Juau omcymcemeue PUHAHCOB0iL NoddepHcKU Ucciedosa-
HUs, 0 KOMOpPoil Heo6x00uUM0o CO0OWUMD.
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JKcCcyZaTHBHAS TMIIONPOTeMHEMUYecKas JHTepomaTus (KumreuHas jauMdaHTUdIKTasus, 60Jie3Hb
Bansamana) — 3a6GoJsieBaHMe, IIPM KOTOPOM pa3BHBaeTCd pacHIMpeHHe JUMGPaTHUYECKUX COCYI0B
(mmMdaHIU3KTa3UN), PACHOJOKEHHBIX B TOHKOM KHIIIeYHUKE, B Pe3yJIbTAaTe 4Yero MPOMCXOIUT 3HAUN -
TeJIbHASI HHTECTHHAJbHAS oTeps 0eska. ITo n7aHHBIM cTaTHCTHKH, 9Ta 60J€3Hb Pa3BHBAaETCs KpaiiHe
penko. IIpencraBiieH KIWHUYECKHH CIydail IePBUYHON KMIIEYHOH JTUMGPAHTHIKTA3UN Y MAaJTbUYNKA
B Bo3pacTe 5 MecdAleB ¢ jKajgo0aMu Ha ciIa0oCcTh, pacIIPOCTPAHEHHBIE OTEKH Ha JIUIe, KOHEYHOCTAX,
JKUBOTE M Auapero. B xone KOMILIEKCHOT0 KJINMHHMKO-MHCTPYMEHTAJIHBHOTO 00CIeI0BaHNs, BKIIOYAT
THCTOJIOTUYECKOe, ObLJI YCTAHOBJIEH TUATHO3 M OIIpe/iesieHA TAKTUKA JIeUeHH .

Kntoueévie cnosa: KuuLeYHAL AUMPAHZUOIKMAIULL, 2UNONPOMEUHEMULECKAS IHMEPONAMUSL, IKCCYOa-
mueHas snmeponamus, demu.
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pamvesa, B.A. Jenes, T.C. Kpusornozosa. dxccydamuenas snmeponamus Yy pebeHKa nepeozo 200a
acusnu. [Teduampus. 2017; 96 (6 ): 176—182.

L.V. Gorlenko!2, G.N. Yankina!2, T.V. Davydova?, S.V. Vtorushin!, E.V. Loshkoval?Z,
E.I. Kondratyeval:3, V.A. Zhelev!, T.S. Krivonogova!

EXUDATIVE ENTEROPATHY IN A CHILD
OF THE FIRST YEAR OF LIFE
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Exudative hypoproteinemic enteropathy (intestinal lymphangiectasia, Waldman's disease) is
a disease in which the expansion of lymphatic vessels (lymphangiectasia) located in the small
intestine develops, resulting in a significant intestinal loss of protein. According to statistics, this

disease is extremely rare. The article presents a clinical case of primary intestinal lymphangiectasia
in a boy aged 5 months with weakness, diarrhea and widespread edema on the face, extremities and
abdomen. During the complex clinical and instrumental examination, including histological, the
disease was diagnosed and treatment tactics was determined.

Keywords: intestinal lymphangiectasia, hypoproteinemic enteropathy, exudative enteropathy,
children.
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dKccymatuBHad sHTepomarua (IIII) — marosoru-
YecKoe COCTOSIHUE, KOTOPOe XapaKTepusyercs IoTepeit
IJIa3MEeHHBIX 0eJIKOB Yepes KeJTyAOUHO-KUIIIEeYHBIN TPaKT
(WKKT), npusHakaMu HapyIIIeHHOI'O KUIITeYHOT'0 BCaChIBa-
HUS C PA3BUTHEM BBIPAKEHHOM I'UIIONPOTeNHEeMUY (TUIIO0-
aIB0yMUHEMUY, TUIOTaMMAarJo0yJIuHeMU) U OTEeYHOT'O
cuagpoma [1]. TsaxxecTs TeueHUs 3a00JI€BAHUA AUKTYET
Heo0X0oauMoCcTh MH(GOPMUPOBAHUA Bpaueil B OTHOIIIEHUU
nuarHocTuku u JjgeueHusa 9IIl. Ha cerogHAIHUN IeHb
obcyskmaercsa MyabTu(GaAKTOPUAJIBHBIN XapakTep 3a00-
JIeBaHUsA, OIPENeIeHHYI0 POJIb UIPAIOT HACJeJCTBEeHHAs
IPePacIOIOKeHHOCTb, CEeHCUOMIM3ausd, MIOPOKU pas-
BUTHUA JuM(paTuuecKkoi cucremsl [2—4]. IMmeroTca ykasa-
HUS Ha U3MEHEHUs B 9KCIPECCUU HEKOTOPHIX PEryJIsaTop-
HBIX (aKTOPOB JUM@MaHTruOreHesa CIAUSUCTON 000JOUKU
(CO) mBemagmarunepcraoit kumku ([ITK) y namuenToB
¢ 6onesunpio Bambamana [5]. B ocHoBe matorenesa 99I1
JIEKUT 9KCKPeI[Us [1JIa3MeHHbBIX 0eJIKOB Uepe3 KUIIEeUHY 0
CTEHKY ITpu abcopOIuu sKUPOPACTBOPUMBIX COeIUHEHU,
OIpeJieIEHHYI0 POJIb B (POPMUPOBAHUYU COIYTCTBYIOIIUX
UMMYHHBIX HapPYIIeHUN urpaeT JHTepaJbHAas I[0Tepsd
aumM@onuToB [1]. BelgendoT mepBUUYHYI0 U BTOPUUHYIO
dopmbr IIII [6, 7]. K mepBUUHON OTHOCAT WHTECTH-
HaJbHYIO0 JuM@anruskrasuio (6osesHs Bambagmana wmian
T'opmona), B ocHOBE KOTOPO# JIEKUT BPOKIEHHAA AUJA-
ranusa JuMmdaruueckux cocynos [7]. Qumaranusa aumda-
TUYECKHUX COCYIOB MOJKET OBITH JJOKAJIU30BaHHO¥ (C mopa-
skeHueM JIUMGAaTHIEeCKHX COCY/IOB TOJIbKO KUIIIEUHUKA) U
reHepaJnu30BaHHOI (IPOABIEHUEM O0IIEro MOBPEKIeHUA

aum@arndeckoi cucrembl). I yaiie HabIOHAaeTcA y
mereii 1o 3 JeT, HO MOYKeT Pa3BUTHCA U Y B3POCJBIX [7,
8]. Cinegyer oTMeTuTh, 4YTO 3a00JieBAHWE MOJKET IIPO-
TeKaTh JATEHTHO B TOM cJIyuae, KOr[Ja HapyIleHUe JINM-
(aTuuecKoit MUPKYJIAIUN (POPMUPYETCS Ha HEGOJIBIITIOM
OTpe3Ke TOHKOU KUIIKHN, KOMIIEHCATOPHbIE MEXaHU3MbI
opraHm3Ma JOCTATOYHO XOPOIIIO BHIPAXKEHBI, a I0Teps
0esika KOMIIEHCUPYETCs yCuJIeHueM 0eJKOBO-CUHTEeTHYe-
CKOM QYHKIIUU TeUueHu. B aTOM ciiyyae mepBUYHAA JIUM-
danrmsxTaszus mauudecrupyer B Bo3dpacte or 10 mo 30
JIeT, OIIUCAHBI CJIyYau IePBUYHON JUarHOCTUKY U B GoJee
crapiieM Bospacte [8]. Ha cerogHAmIHN TeHb ONMMCAHBI
HepeJKVe CUTYyaIMy COUETAHUs BOCIATIUTEIbLHBIX 3a060-
neBaHui kuiteunuka (B3K), Hanpumep, 6osesnu Kpona,
neauaxkuu ¢ 9911 [9, 10]. IIpu nocTraHOBKE AMarHo3a mep-
BuuyHO opmbl IIII (6osesus Bambamana) HeOOX0qUMO
WUCKJIOUUTH BTOPUUYHBIE IPUUYMHBI KUIIEYHON JuMdaH-
TUdKTasuu, B uacTHocTu, B3K, a Takike pag nHMEKIMOH-
HBIX 3a0oJieBaHUil, HaTpUMep, TybepKyJies [11].
Bropuunaa 9911 mMoKeT pasBUBAThCA IPU TAMKE-
abix nopaxkenusax JKKT, o6ycioBieHHBIX TaKuMu 3a00-
JIeBaHUAMY, KaK I[eJNaKUsd, HEIePeHOCUMOCTb 0eJIKOB
KOPOBBETO MOJIOKAa, 0oJsiedaHb KpoHa, 0osesHb YwumIia,
SI3BEHHBIN HecnenuduyecKuit KoauT, 6oae3ub MeHerpue,
numdocapKoMa, MyKOBUCIIUAO3, a TAKKe IPU TAMKeJbIX
MOpa’KeHUAX IeYeHU, TUIoraMMarjooyinuemMun, Hegpo-
TUYECKOM CHUHIPOME, IPU KOHCTPUKTUBHOM IepUKap-
nute [12, 13]. B HacTosee BpeMsa B CBA3YU C IIUPOKUM
BHEJPEHNEM B KINHUUYECKYIO IPAKTUKY KapAUOXUPYPIru-
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YEeCKUX METOJOB JIEUCHUS BPOYKIEHHBIX ITIOPOKOB CePAIA
(BIIC) mamHOe OCJIOKHEHWE BCTPEUAETCA UYaCTO IIOCJIE
omepaTuBHOI Koppekmnuu BIIC [14-17].

Kauauuecku 9911 nposaABiaseTcss TIPeXOAAITUMU SITU-
30[jaMU OWaper W CTeaTopeu, HapacCTAIOI[UMU OTeKaMU
MATKUX TKaHEH BILIOTH [0 PA3BUTHUA AHACAPKHU U BBIIIO-
TaM¥ B IIOJIOCTU TeJjia, TUIONPOTENHEMUsI PAa3BUBAETCSA B
KODOTKHE CPOKM, TaK KaK CUHTe3 aJb0yMHHA IT€YEHBIO
He BOCIIOJIHAET MOTePU M3 KPOBSIHOIO PyCJa B IMPOCBET
KUIIIEYHNKA, HEIOCTATOK OEJIKOB B ILJIa3Me KPOBU CIIY-
JKUT TJIaBHBIM (DAKTOPOM DPA3BUTHUS OTEYHOI'O CHUHIPO-
ma [18]. OTeku yacTo ABIAIOTCA €IUHCTBEHHBIM KJIWHU-
veckuM cumnTomom OJIl M HAIOMHUHAIOT TAaKOBBIE IIPU
He(POTUUECKOM CHUHADPOME, PA3BUBAIOIIEMCS BCJIEICTBUE
MAacCCUBHOM poTenHypun. IIoBBIIIIeHHAS IOTEPS I1Ia3MEeH-
HbIX O0esaKoB yeped JKKT mMo)keT IPUBOAUTEL K COCTOSHUIO
FAOraMMAarJo0yJINHEeMUN C Pe3KUM CHUIKEHUEeM YPOBHS
MMMYHOIJIOOYJIMHOB BCEX KJIACCOB. PasBuUTHE CYIOPOK-
HOrOo cuHApoMa mpu IIII Gosee xapaKTepHO IJIA JeTeit
PaHHEro BO3pacTa M CBA3aHO CO 3HAYNUTEJbHBIM CHUKEHU-
€M YPOBHS KaJbIUA B KPOBU. IIPUCTYIIBI TETAHUYECKUX
CyJOPOr YCYIyOJAITCA SABJIEHUSMU THUIOMATHUEMUMN.
TIoCTOAHHBIM KJIMHUYECKUM CHUMIITOMOM SBJISETCS CTea-
TOpesi, OOYCJIOBJIEHHAs HAPYIIEHUSMU BCACHIBAHUS U
TpaHCIopTa »KUPOB. MbIIIeyHas TUIOTOHUS, HAPYIIEHUS
cepaeuHoit neAareabuoctu, usmenenus KT cBsasausbl ¢ pas-
BUBalOIeicsa runoxkaiuemueii. KoMIUIeKe TAKeabIx MmeTa-
0OJIMYEeCKUX HADPYIIEHWH, B IIEPBYIO OUepensb qucOajlaHC B
0eIKOBOM OOMeHe, IPUBOAUT K CHUIKEHUIO POCTA ¥ MaCChI
Teja, OTCTaBaHUIO KOCTHOT'O Bo3pacra peberka [18].

JIuaruo3 ycTaHaBJAMBAKOT HA OCHOBAHUU XapaKTep-
HOWl KJIMHUYECKON KapTUHBI W OOHAPYKEHUS IIJIa3MeH-
HBIX 0eJIKOB B KaJie. OMIHUM 13 METOI0B OPUEHTUPOBOUHOM
OUATHOCTUKU SIBJISIETCS TECT C TPUXJIOPYKCYCHOM KUCJIO-
TOM U pUIbTPATOM KaJsa (IpK HAJINYUY B KOIPOhUIbTpaTe
MIOBBIIIIEHHOTO KOJMYECTBA IIJIa3MEHHBIX 0eJIKOB PeaKIus
CUMTAeTCs IOJIOKUTENIbHOM). Bojsee TOUHBIM MeETOHOM,
MMO3BOJIAIOIIAM OINPEAEeIUTh KOJUYECTBEHHBbIE W Kaue-
CTBEHHBIE TIOTEPU OEJIKOB, ABJIAETCA UMMYHOIJIEKTPODhO-
peruuecKas ugeHTU(GUKAINUA 0EJIKOB CHIBOPOTKYU KPOBU
u Kayia. VCIoab3yoT PaJUOHYKINIHOE KOJMYECTBEHHOe
M3MepeHne SHTePAJbHON moTepu 0ejKa, mocjeaHee BO3-
MOKHO TaK’Ke II0 KJIMPEHCY O;-aHTUTPUIICHHA, OIpeZe-
JIIEMOTO B KpoBU u KaJe [18].

Hecrnenuduueckre KInHUYECKUe MPU3HAKU, TaKuUe
KaK yCTAJIOCTh, TOIIHOTA, PBOTA, 0OJb B JKUBOTE, IOTE-
ps Beca, OTKas OT efbl, yMepeHHasa auapes ¢ (GeKalb-
HOU moTepel »Kupa u 0ejKa, IPUBOAAT K POCTY YPOBHS
0.1 -aHTUTPUIICUHA U AePUIIUTY JKUPOPACTBOPUMBIX BUTA~
muHOB [19]. PeHTreHonorudyeckue usMeHeHua npu 9911
CBsA3aHBI C OTEKOM CTeHKU KuleuyHuka. [laccax peHTre-
HOKOHTPACTHOTO BEII[eCTBA CBOEBPEMEHHBIN, BBISBIISAETCS
rpy6snIii peabed CO HOIIK u Tomieit Kummkwu. [Ipu BBIpa-
JKEHHOU JUMMaHTUIKTA3UN KUIIEUYHUKA CTEHKA HMMEeT
KOHyCOO0OpasHoe yTOJIIeHre KPYrOBBIX CKJIAOK B BUIE
TUDPJSAHIABI: MOJKHO OOHAPYKUTH IICEBIOIOJIUIIO3HEIE
00pas30BaHUs W HAJWYME JKUJKOCTH B IIPOCBETE KUIIled-
HUKA. 9HJOCKONMUYEeCKNe W3MeHeHus, mpucymme 9911,
MMeIoT padHoo0pasHbIi xapakTep. Ha oHe oTeuHOM po30-
Boit CO TOHKO! KUIIKU ONPEAE/IAIOTCA MeJIKO3ePHUCTHIE
oOpasoBaHusi 0eJIeCOBATOrO I[BETA, KOTOPHIE MOKPBHIBAIOT
IIOBEPXHOCTh KUIIKW, HAYMHASACH OT CBA3KHU TpeirTia;
MOTYT TaKsKe HalJIofaThCAd 6ojiee KPYIHBIE OKPYIJIbIE
00pasoBaHUsA JKEJITOBATOTO I[BeTa MU GechopMeHHBIe

OejlecoBaThle ISATHA BCJEICTBUE MeCTHOro JmmdocTasa.
B HEKOTOPBIX ciIyuasax BHIABIAETCA OyengHad Tyckiaas CO
TOIEH KUIIKYU C TOTAJbHBIM ITIOPAYKEHNIEM, NMEOIasd BIU
«besoro OykJje». C Ieabi0 AUATHOCTUKU IleJiecoo0pasHo
mpoBefeHne eioHoxpomockonuu ¢ 0,2—0,5% pacTBOopoM
METHUJIEHOBOT'O CHHEr0 [JIA KOHTYPUPOBAHUSA 3€PHUCTHIX
o0pas3oBaHUIl U BJIEMEHTOB B TOHKOM Kuike. [[marHos
9III moxkeT OBITH IIOCTABJICH IIPU MIPOBEACHUN KAICYJIb-
HOM SHIOCKOIINN, HO IIPU 5TOM HET BO3MOKHOCTHU B3SATh
ouorcuio. Takum 00pasoM, dSHTEPOCKONUS W OUOICUS B
COUYETAaHUHU MOT'YT OBITH NCIIOJIb30BAHBI B KauecTBe a(P(heK-
THUBHOTO IMATHOCTUYECKOT0 nHCTpyMeHTa [20].

Mopdonornueckas kapruaa CO TOHKOM KHIIIKY IPO-
SIBJISIETCA AuyiaTanueil TuM@aTnyecKux COCYA0B KUIIeU-
HBIX BOPCHUH U COOCTBEHHOM IIJIACTUHKY, MOT'YT OTMEUYAaTh-
csi OyJIaBOBUJHBIE PACIIMPEHUS BOPCUH. OJIEKTPOHHO-
MUKpocKonuuecku B Oumontarax CO TOHKON KHUIIKK
BBISIBJIAIOTCS PACIIMPEHNE MEeKI[eJIIONAPHBIX IIPO-
CTPAHCTB, HaJWUMe XWJIOMOLOOHOW CyOCTAHIIMM B IIPO-
CBeTe HKTA3MPOBAHHBLIX JUM(PATHUYECKUX COCYLOB, OTEK
COOCTBEHHON IJIACTUHKY, ee MHQUIbTPAINA Makpodara-
MU CO CBETJION IeHuCcTOM IuTonnaasMmoit. Ilpu nmepBuuHom
resepaans3oBaHHON (Qopme IIII 0oO0HaApPYKUBAIOT H3Me-
HEHHUs JUMPATUUYECKUX COCYJOB APYTUX OPraHOB, OPBI-
JKeMKU TOHKOU KUIIKY, KOHEYHOCTEH, a TAKIKe TPYIHOTr0
nporoka. OpHako jgumdorpaduyecKoe KOHTPACTUPOBA-
HIe MOPaKeHHBIX JUMMATUUECKUX COCYN0B OPBIKENKU 1
KHUIIIKY JocTuraercs peako [20].

Jleuenue 9III mpy 3HAUNTEIHLHO BHIPAYKEHHON T'MIIO-
IIPOTENHEMUY 3aKJII0UAETC B IapeHTepPaJIbHOM BBEIeHUN
0eJIKOBBIX IIperaparoB (cMeceil aMUHOKUCJIIOT JJIS IapeH-
TePAJILHOTO MHUTAHUA, MUMMYHOIVIOOYJIMNHOB [JIA IapeH-
TepaJbHOTO BBeIeHUsd, anbOymuHa) [21-27]. ITokasamo
HasHAUeHNe MUEeTHI C NCKJIUCHNEM KUBOTHBLIX KUPOB U
3aMEHOH IOCIeJHUX PACTUTEJbHBIMHU MacjaaMu (KOKOCO-
BBIM, OJIUBKOBBIM, IOACOJHEUHBIM U JP.), COAEPKAIIIMUI
GOJIBIIIOE KOJUUYECTBO HEHACHIIEHHBIX MKUPHBIX KHCJIOT
[21]. ¥V mereii cTapiiie roZja UCIOJIB3YIOT CMECH AJIA Jieueb-
HOTO SHTEPAJbHOI'O IMHUTAHUS C BBICOKUM COLEP:KaHNEM
Oesika u Kajsopuii (usoxasopuiiasie (1 KxaJ/1 M u runep-
kajgopuiiubie (1,5—2 Kxai/Mi)), HaIpuMep, cyXas n30Ka-
nopuiinas cmech Nestle Peptamen Junior (¢ 1 roga mo 10
JeT), JKuaKas runepkasiopuiinas cmech Nestle Resource
2.0+Fibre (c 3-x jser). KiuHMYECKUM IpPEUMYII[ECTBOM
ATUX IIPOAYKTOB SABJIAETCS BHICOKOE CONEPIKAHUEe U I'UIPO-
au3 0esiKa, a TaKiKe BBICOKAs JOJIA CPeJHe-Ie0YeTHBIX
rpurannepunoB (CIIT) koTopsle 6bICTPee PACIIIETIIAIOTCA
MaHKPeaTu4YecKoil Jnmasoi 0e3 yu4acTHUs JKEJUHBIX KIUC-
JIOT, CHUIKAIOT JTUMMPOIPOAYKITNIO U TuM@OTOK [22].

Ocob6ennoctu cocrosuusa JKKT npu manaHom cocTosi-
HUU y JeTeil MepBOoro roja »XKMU3HU CTABAT Iepe] KJINHN-
IIUCTaMU 3a7]a4y BBIOPATH TaKOU cy6CTpaT SHTEPAIHHOTO
MMUTAHUA, KOTOPBIA 00ECIeUnT KaK XOPOIIYI0 TOJEePaHT-
HOCTBb K MATAHWUIO, TAK U ONTHUMAJILHBLIN POCT U PA3BUTHE
pebenka. Bes coMHeHUsA, TaKUM CyOCTPATOM SBJIAETCS
rpyaaoe mosoko (I'M). OxHako, yuyuThIBasg TOT (PakT,
YTO JAHHOE [TaTOJOTMYECKOe COCTOSTHIE XapaKTepPu3yercs
moTrepeil miaasMeHHBIX 0enkoB udeped JKKT, mpusuHaka-
MJ HapPYIIeHHOTO KHIIEYHOTO BCACBIBAHUSA C PA3BUTH-
eM BBIPAKEHHOW T'UIIONPOTENMHEMUN, AJIS YBEeJINYEeHUS
KBOTHI 0eJIKa M KOPPEKIUM BUTAMUHHO-MHUHEPAJIbHON
HEeZOCTATOUHOCTH y [JeTeil MepBOTr0 IOJYTOAUA »KUSHU
mejgecoobpasno mnpuMmeHeHue oboraruresneit I'M. Ilpu
BeIOOpe oboraturenss I'M MpeAIOUYTUTENbHBIM IPEACTAB-



JIseTCA WCIOJB30BaHUE THUAPOJINM3AaTOB 0OesiKa, TaK Kak
TUIPOJIM30BAHHLIN 0eJOK Jiyuiie pactBopsierca B I'M,
Jierue ycBaMBAaeTCd M He OKas3bIBAeT HEraTWBHOTO BJIMS-
HUA Ha TTOUuKU pebeHka. B P® B macrosIee Bpems 3ape-
ructpupoBaH oboratutensb I'M — PreNAN FM-85, koro-
paiii comep:xut 100% ruapoIn30BaHHBIN CHIBOPOTOUHBIH
0eJIOK, XOJIUH, TayPUH, KAPDHUTUH, WHO3UTOJ, YIJI€BOIbI
(;rakTo3a, MaabTOAEKCTPUH), MmuHepassl (Ca, P, Mg, Fe,
Cu, Na, K, CE, Zn, Mn, Mox), suramuss! (A, I, E, K, B4,
By, C, uuanun, By, honauesyro kuciory, maHToTeH, By,
6uorun). IToBBINIIEHHAA MOTAIMA BUTAMWHOB M MUHEpA-
JIOB IpU MIPUMEHeHuUW (PopTUPHUKATOpa Yy MAOHOIIEHHBIX
[Iereil orpaBiaHa IPU TAMKeEI0N MaababcopoIuu.

ITpu orcyrcrBum I'M mnu ero HeIOCTAaTOUHOM KOJIU-
yecTBe MOAOUPAETCS CIeUAIN3NPOBAHHAS CMeCh. B aTOM
cliyyae TaKiKe BAyKHBIM SABJISETCA KadeCTBO OeJIKa B
cvecu. IlpepmoureHue OTAAeTCs CHIBOPOTOYHOMY OEJIKY,
Kak Haubojiee IMOJHOLEHHOMY WCTOYHUKY HE3aMEeHUMBIX
amMuHOKHCa0T. Kpome TOro, yBejuueHue AOJIU Ka3enHOB
3aMe[JIsIeT IIPOIEeCC YTUJIM3AIUMU OeJIKa, MOYKET IIPUBO-
IATH K MeTa0O0JUYeCKOMY Aalumo3y, YBEJIUUEHUI0 KOH-
neHTpanuu (QeHWIaJaHnHA, TUPO3WHA, METUOHWHA, CHU-
JKEHUIO YPOBHA TaypuHa. KasemH yxyaiaer TOJEpaHT-
HOCTh K IUTAHUIO BCJEACTBUE 00Jiee HUBKOM CKOPOCTH
9BaKyalluyd W3 JKeIyJKa, CHW)KeHus abcopOmuum u CIo-
COOHOCTH KOaTryJUPOBATHCSA B KUCJIOHU Cpefe KeayIaKa.
C oTux mosunuii Bo3mMoKHOCTh npuMmeHneHusa 100% cbiBo-
POTOYHOTO THUIPOJU30BAHHOIO 0EJIKA BBITJIAJUT IIPUBJIE-
KaTeJbHOUM C TOUKM 3PEHUS YJIYUIIeHUs TOJEPAHTHOCTH K
SHTEPAJILHON HarpysKe, a TaKyKe NOCTUIKEHUS obecreue-
HUS HEOOXOAMMBIM KoJsimuecTBOM Oenka. B Poccuiickoit
Deneparuu B 2015 r. 3apermcTpupoBaHa eIUHCTBEHHAS
roroBasi K MIPUMEHEHUIO CMeCh [JIs BCKAPMJIMBAHUSA HELO0-
HOIIIEHHBIX W MAJIOBECHBIX JeTel C YAaCTUYHO THUIPOJIN30-
Ba"HHBIM OesikoM PreNAN Stage 0. Cocras cmecu Ha 100 vut:
6esiok 2,88 ' (Ha CETOHSA 9TO CMECh C CAMBIM BBICOKUM YPOB-
HeM OeJiKa M3 MpPeACTaBJIEHHBIX Ha PBIHKEe B PoccuilcKoit
Deneparun), xKup 3,99 r, yriesoznst 8,12 r, KaIOpUITHOCTD
80 xkaji, ocmoassibHOCTh 308 MOcm/Kr. Beslok B cmecu
npencraBied 100% CBIBOPOTOUHBIM OEJIKOM IIPU COOTHO-
meHuu 0esiok/sHeprusa 3,6/100 kkan. Cmech oboraiieHa
TAYPUHOM [0 CPEJHEro ypOBHsS ero comepskanms B I'M.
B cocrage yriieBoguOro KomnonenTa cmecu 40% cocrasiisier
JnaKTo3a, 60% — MaJIbTOZEKCTPUH. ITO MIO3BOJIAET HE TOIb-
KO IIPeyIpPeJUTh PA3BUTHE CUMIITOMOB HEIIEPEHOCUMOCTH
JIAKTO3bI, HO ¥ CHUSUTH OCMOJIIPHOCTH CMECH, UTO OKa3bI-
BaeT Ba)KHOE 3HAUEHWE JJIS IIePEeHOCUMOCTY JHTEPAIbHOMN
Harpys3ku. ¢KupoBoii KommoHeHT cmecu Ha 40% mpen-
CTaBJIEH CPEAHEIeNIOUeYHBIMY TPUTINIEPUAAMU, YCBOEHTE
KOTOPBIX He Tpe0yeT yBeJWYEeHWUs AKTUBHOCTU (DEepMEHT-
HBIX CUCTEM. OTH XapPaKTEePUCTUKU MIPOAYKTA ITO3BOJIAIOT
HasHAUATh NAHHYIO CMECh IIPY BBIPAYKEHHOM ITOPAYKEHUU
KUIIeUHUKA U TAMKeJoH Majbabcoporiuu. [Tocae cradbuiu-
3aIUU COCTOSHUS IAIEHTa M OTMEHbI YaCTUYHOI'O ITapeH-
TEPAJIBHOIO IIUTAHNS HEOOXOLUMO [IPOOJIFKATE KOPMJIEHTE
PreNAN Stage 0 1o xKynmpoBaHUs HYTPUTHBHOTO nedu-
OUTa ¥ HOPMA/IM3AIMU ITOKasarejieil 0eJIKOBOro oOMeHa
(ans0ymuH, TpaHcheppuH u ap.). IloTrpedGHOCTHL B Oeske
pPacCyYUTHIBAETCS WHAWBULYAIBLHO W 3aBUCUT OT CTEIEHU
0EJIKOBO-9HEPreTUUECKOM HEeOCTATOUHOCTH.

B panme ciryuae mokasaHO BKJIOUEHWE B KOMILIEKC-
HYIO T€PAINIO MIIOKOKOPTUKOUIHBIX TOPMOHOB AJIATENIb-
HBIMU KypcamMu u3 pacuera 2—3 MT IPeJHU30JI0HA HA 1 KT
MAaccChl Tejla C YYeTOM CYTOYHOI'O PUTMA, B T.4. TOIMYE-

cKkux crepounoB [23]. Ilpu BBIpaKEHHOM OTE€YHOM CHH-
IpoMe Ha3HAYAIOT AUYPeTUKU (PypoceMusi, aHTaTOHUCTHI
aJbIOCTEPOHA — CIHPOHOJAKTOH). Tpebyerca BBexeHUe
IpenapaToB, KOPPUTUPYIOMINX OOMEH 3JIEKTPOJIUTOB (KOM-
ILJIEKCHBIE 9JIEKTPOJIMTHBIE PACTBOPHI), BUTAMUHOB, BO3-
MOJKHO IIapeHTePaJIbHOE BBEJeHNE IIPEIIapaTOB BUTAMUHOB
(Buranmunuzg, CoayBUT, pacTBOPOB aMUHOKHKCJIOT, YIJie-
BozmoB). IloxkazaHbpl MeMOPaHOCTAOUIUBUPYIOIIVE CPEN-
CTBAa, IpelapaThl, YIYUIIAoIue MeTab0oIn3M IeUeHOUHON
KJaeTKu (ButamMuHbl E u A, scceHruanbpHbIe (ochoaunu-
IIBI, YPCOE30KCUXO0IMeBaA KUCI0Ta U AP.). [y KOHTpoIa
IVapeu MCIOJIB3YIOT aHAJOTY COMATOCTATUHA, HAIIPUMED,
OKTPeoTH], 06J1aa0Inil CHOCOOHOCTHIO K KPATKOBPEMEH-
HOM BA30KOHCTPUKIIMU COCYZOB BHYTPEHHUX OPTaHOB U
TIOJJaBJIEHUIO a0COPOIUY TPUTINIEPUIOB [24].

IIporHO3 HpUM WHTECTHUHAJBHHOM JUMOAHTUIKTAZUU
y ZeTell cepbe3HbBIH, 3aBUCUT OT IIPOTAKEHHOCTU IIOpa-
JKeHUA KUIIEYHUKA, CTEeIIeHN MeHepaIu3aluy IaToJIOTH-
YEeCKOT'0 IIPOIIecCa, BOBMOMKHOCTUA KOPPEKIMU OCHOBHOTO
3abosieBaHUsA Ipu BTOPUYHEIX (popmax IIIL. IIpu cermen-
TAPHOM U JIOKAJIM30BAHHOM IOPAKEHUU TOHKON KUIITKU
BO3MOXKHA PE3eKIUA YIACTKOB JUM(PAHTUIKTAZUU.

B kauecTBe MIIIOCTPAIM IPUBOAUM KJINHUUECKOE
Habonenue 6oabpHOro M., 5 MecsIes, IMOCTYIIUBIIETO B
TAKEJIOM COCTOAHUHU C KajI00aMU Ha OTEKU JINIla, KOHEeU-
HOCTeH, acIUT, peIKOoe MoueucIycKaHue 1o 3—4 pas B
TeYeHue CYTOK, KUIKUI CTYJI 10 4—5 pas ¢ JKupHbIM OJie-
CKOM, CHUJKEHUE alllleTUTa, BAJIOCTD, CIa00CTh.

W3 amamuesa KM3HU W3BECTHO, uTO pebeHOK OT I
0epeMeHHOCTH, IPOTEKABIIEH C yrpo30il MPephIBAHUA B
13 memenn, B III TpumecTpe MaTh IepeHecJia pecrupa-
TopHyI nHpeknUo0. Poxsl dusnosoruueckue, B cpox 40
Hemeab. Macca Tesa npu poskaenuu 3760 r, poct 53 cMm.
Haxopurca Ha I'PpyJHOM BCKapMJIMBAHUY A0 HACTOAIIETO
BpeMeHU. Pa3zBuBajcsa cOOTBETCTBEHHO Bo3pacTy. IIpusutr
COTJIaCHO HAIIMOHAJHHOMY KaJeHIApio IPUBUBOK. PaHee
peakIuii Ha JIeKapCTBEHHBIE IIperapaThl He OBLIO 3ape-
rucrpupoBaHo. OJHOKPATHO IIE€pEHEC DPECHIUPATOPHYIO
uHbeKIUo B Jerkoil dopme. Pomuresnm mpakTuuecKu
310poBEI. HacyieCcTBEHHOCTE He OTATOoIeHa. KOHTaKT c
OOJILHBEIMU TYOEePKYJIE3HBIMU OOJBHBIMHU OTPUIIAOT.

W3 anmamHesa 3a0oJsieBaHUSA M3BECTHO, UTO PeGEHOK
6osen ¢ 11.02.17. Ha Bcem mpoTs:KeHUU 3a00JI€BAHUSA
OTMeYaINCh PBOTA, CPHITMBAHUSA, YBEJINUEHNE KPATHOCTH
cTyJsa [0 4 pa3 B AeHb. AMOYJIaTOPHO MOJyYaJ CUMIITO-
MaTHUUYECKYI0 Tepamuio (CMeKTa, JIMHEKC, SHTePOPypui,
KpeoH, ¢ocdaiiorens). 24.02.17 obparaica B JeTCKYIO
VMHPEKIMOHHYI0 OOJBLHUILY B CBA3U C COXPAHAMOINENCS
amapeeil, OT TOCHUTAIU3AIUY DPeOeHKa DPOTUTENN OTKAa-
3aJIUCh, IOATOMY OBLIN JAaHBI PEKOMEHZAIUU II0 aMOy-
JIATOPHOMY JIEUEHUI0 MHAMEKIIMOHHOTO TaCTPOIHTEPUTA.
C 10.03.17 mpucoefnHUINCH HEJOMOTaHNUe, KallleJb, IO
TIOBOAY Uero pe0eHOK IOJydJas JiedeHUe B CTalmoHape.
Huarso3 npu Bweinucke (20.03.17): OP3, punobapuH-
TUT, JAPUHTUT, CPeJHEH TAKecTu. ATONUYEeCKUil aep-
maTtut. Ilocse BBIINCKU COXPAHANIUCH KUIKUN CTYJI,
IePUOSUYECKU PBOTA, B MOCIEAYIOIEM OTMEYaJIOCh CHU-
JKeHUe AMypesa, B CBABU C ueM pPe0eHOK HAmpaBJeH B
cTalmoHap ¢ AUar€Ho3om: pexkonsaJecreHT OP3, osury-
pusa. UHQeKIua MOUEeBBIBOAAIIUX ITyTeii? B cramuonape
COCTOsIHVE pebeHKa MPOJOJIKAJI0 YXYAIIATHECA U B CBA3U
C BBIPAKEHHOI JeruapaTtanuei manueHT ObLI IepeBelieH
B OTZIeJIeHVEe PeaHUMAIlVU ¢ Pa0OUYNM JUATrHO30M: TacTpO-
9HTEePUT UH(MEKIMOHHBIN, HeYyTOUHEeHHBIH, TAKeJION cTe-
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PesynpTaThl ncciieoBaHUuA (DEHOTUIIHYECKOTO COCTaBa JuM@OnuTOB nepudepuueckoii kposu (23.05.17)

DeHOTHNINUECKHIT COCTAB TUM(OIUTOB epuepuIecKoii KPOBU

KoaudecTBo JIeHKOIMTOB y mamuenTa — 5,7 - 109/x

KoauuecTBoO CD20 CD3 CD4 T- CDS8 T-

auMbonuTOB B-numdonnuror | T-mumdbouuron XeJnepbl CyIpeccopsl
Hopwma orrocutenproe 47-69 7-15 45-70 33-50 16-28
cojepaxanue, %
IToxkasaresu y nanuenTa, % 34,1 37 20 12 8
AGcouroTHOE coepiranue y 1.9 0.7 0.38 _ _
nanuenTa, » 109/x ’ ’ ’

CopepskaHne HMMYHOTJIO0YJIMHOB B CHIBOPOTKE
IgA IgM I1gG

Hopwma, r/x 0,7-3 0,5-2 7-16
ITokasarenu y mamuenra, r/Ja 0,82 0,29 2,14

CopepikaHue HUPKYJINPYIOIMNX UMMYHHBIX KOMILJIEKCOB

4% II9T
Hopwma, y.e. 40-100
ITokasaTesu y mainuenra, y.e. 40

Omnpenenenue (PyHKIIMOHAJBHOI AKTUBHOCTH HEHMTPO(PUIOB

HCT — cnoHTaHHBINI

Hopwma, %

2-15

IToxasaTesnu y manuenra, %

25

neHu Taxxectu. [Imnopocnasm? Ha doHe mpoBogmMOIT HA
BCeX dTarax JedeHUusa NH(PY3NOHHOH Tepanuy y MaJbuynuKa
HaOJII0AJIOCH YCUJIEHe OT€YHOr'0 CUHPOMA.

ITpu 06ceoBaHMY BEISABJIEHA BEIPAYKEHHAA TUIIOIIPO-
TenHeMmus (061 6esok 25,8 r/n), ACT 47 Exn/n, AJIT 24
En/n, CPB orpunarensusiii, IITB 27 ¢, IITU 56% , AUTB
28 ¢, pubpuHoreH 2,6 r/i, xosecrepus 2,9 mmoias/i. ITo
pesyJsbraTaMm 6aKTePUOJIOrMYECKOT0 II0CeBa KaJjia 3aperu-
crpupoBan poct Klebsiella oxytoca 107 KOE/r. Ananus
kaja (31.03.17) ua Troxkcunasl A u B Clostridium difficile
OBbLI OTpPUIATENbHBIM. MHOrOKpaTHBIE IOCEBBHI Kaja Ha
MMaTOTeHHYI0 MUKPODIOPY TaKyKe OBLIN OTPUIlATEbHBIE.
B ananmmsax mouu 6e3 OTKJIOHEHUI.

ITamuenTty npoBemeno Y3U cepana u mieBpaabHOM
mosoctu 31.03.17: pasMepbl MOJIOCTEH U COKPATUMOCTDH
JKeJIyOYKOB B HopMe. PpaKius BeIGpOCA JIEBOTO JKeJry-
mouxa 70% . Kinanauwpl (QYyHKIMOHMPYIOT HOPMAJIBHO.
Cucrosimueckoe JaBjIeHNe B IPABOM JKeJIyJOUKe 25 MM PT.
cr. HrokHsist mosiast BeHa He paciunpena. @yHKIMOHUIDPYET
OBaJIbHOE OKHO, COPOC CJIeBA HANIPABO HE3HAUNTEIbHBIN.
B nepukapze 10 ma sxuakoctu. IlneBpaibHbBIE ITOJOCTH:
ciaeBa 80 mi, cupasa 100 M JKUIKOCTH, YMEPEHHBIN aTe-
JIEKTa3 ¢ 00emX CTOPOH.

OO0BEeKTUBHBIA CTATyC HAa MOMEHT IOCTYILIEHUA B
OT/IeJICHNE PEeaHUMAI[NU: COCTOSTHUE TSKeJIoe, CAMOUYYB-
CTBUE 3HAUUTEJIHHO CHUKEHO, B COBHAHUY, 3aTOPMOIKEH,
maay Tuxui. BoabIoi pofHUYOK He BBIOyXaer, 2xX2,5 ¢M.
TesiocoKeHre TPaBUJIbHOE, PEOEHOK ITACTO3HBINA, OTEKU
Ha JuIe, HOTaX, PYyKaX, IIaCcTO3HOCTDb IepemHell OpPIoIi-
HOHl creHku. Koka OyiegHad, MpPaMOPHBIA PHCYHOK,
Juno OJIefHOe; TEeJeaHTMO9KTA3UM HA IEKaX, COCYIU-
CTBIIf PUCYHOK Ha rpyau u skuBore ycuiaeH. CO po3oBsle,
YuCThIe, BJIAKHBIE. JII/IM(l)aTI/IquKI/Ie Y3JIbl HE€ IIaJIbIIM-
pyiorcsa. HocoBoe mpixanue cBobogHoe. I'pyaHada KJeTKa
OUJINHIPUIECKON (POPMBI, IEPKYTOPHO 3BYK C KOPOOOU-
HBIM OTTEHKOM. B JIETKUX [bIXaHWe EeCTKOe, XPHUIIbL
BBICJIYIIIUBAIOTCA 10 BCEM IIOJISAM BJIAJKHBIE Pa3HOKAJIU-
GepHbIe, BIOX U BBIZOX CBOOOJHBI, TaXUITHO. TOHBI cep-
o0a PUTMHUYHBIE, HECKOJIBKO IIPUIJVIYIIIE€HBI, ITYMbI ABHO HE
BBICJIYyITUBAaOTCA. JKUBOT yBesmueH B 00beMe, B3LYyTUE

yMepeHHOe, IIPU HaJbNaluy IIJOTHOBAT, TUMIAHUT HAJ
KHUIIeYHNKOM, 0Oe300Je3HeHHbINH. IleTsim sjmacTuuHkble,
[IepUCTAJIbTUKA BBICIYIIUBAaeTCA. lleyeHb IJIOTHAA, HO
MOABM)KHASA, BBICTYIAET Ha 3 CM M3-TIOJ Kpas pedepHoit
nyru, 6es6onesnenHad. CeneseHka +2 cM, IOJBUKHAA.
Cryn xalreoOpasHbI, HEOOBEeMHBINH, 10 3—5 pas3 B IeHb,
¢ XXUPHBIM OjieckoM. MouuTca caMOCTOATENIbHO, PETKO,
6e300JIe3HEHHO.

Juazno3 npu nocmynnenuu: THTECTUHATIbHASA JINM-
daurrosrTasua mnepsuuHag? OCJIOKHEHHUE: THUIIOIPO-
TenHeMUA (TUIOIPOTEMHEMUUYECKNE OTEKU IIOJKOKHON
KJIeTUaTKM, ACIUT, TUAPOTOPAKC, T'UAPOINEPUKAPIUT).
Anemus I crenenu. BenkoBo-sHepreruuyeckasi HegoCTa-
TOYHOCTH I cTemenm.

B xome oGciiemoBaHUsA BBISABJIEHBI CTOMKAs THUIIOIPO-
TenHemus (oOmuii 6enoxk 31,9 r/71), CHUIKEeHUE XOJecTe-
puHa (2,9 Mmosb/n), runoranbiuemud (1,97 mmons/ i),
nokasareyun GYHKIUY [IeUeHN U I0YeK B HOpMe. AHAaIU3bI
MouM 0e3 IIaTOJIOTMYECKUX OTKJIOHeHuii. OOIuil aHams
KpoBu: remoryiooun 98 r/a, remaroxkpur 30% , sumdorne-
Hust 10 7% , CO9 2 mm /4. Y3U OPIOIIHOM ITOJI0CTH U 3a0PI0-
IIMHHOT'O IIPOCTPaHCTBA IIPU IIOCTYILJIEHUHU: IIPU3HAKU
acuura. KomporpaMma: MbIIIeYHbIE BOJOKHA+, HETPaJIb-
HBIKUD++, JKUPHBIE KUCJIOTBI+, IeTPUT+++, JIEHKOITUTHI
0-1-2 B mose 3peHuA. Peaknusa Ha CHIBOPOTOUHBIN 0EJIOK
C TPUXJOPYKCYCHOIM KUCJIOTOH PE3KO IMOJIOKUTeIbHad 4+,
Ha GoHe JeueHnd Ipoda cIad0IoI0KUTeTbHA.

PenTrenorpaMma oOpraHoB I'PDYZHOU KJIETKHU B IIPA-
MO¥ IPOEKIUY B TOPUBOHTAJIBHOM IToJyiokeHUU 6.04.17:
JIETOYHBIE II0JISI YBEJNYEHE! (IIPaBbId KYIoJ quadparMbl
Ha ypoBHe mepexnHero orpe3ka YIII pebpa), JierouHoit
PHUCYHOK 3HAYUTEJIbPHO yCHUJIEH BO BHYTPEHHUX U HHMXK-
HUX 30HaX C 00eMX CTOPOH 3a CYET MEePUBACKYJISIPHOTO
KOMIIOHEHTAa, IeHTPAJIbHbIE€ OTAEJIbI C dJIeMeHTaMu OTeY-
HOI'O CMHOAPOMA, B BEPXHUX OTAeJIaX TeHU AJUCKOBUIHBIX
aTenekTas3oB. IlapakocTajbHO HA BCEM MIPOTSKEHUU OT
BEPXYIIEK 10 0a3aJIbHBIX OTAEJIOB OOJIbIIIe CIIpaBa C UeT-
KO! BHYTPEHHEIl TI'paHUIEd ompeesdeTcs HeOOJIBIIoe
KOJIMYECTBO KUJKOCTH (ITapaKoCcTaJbHAs ILJIeBpa CIIpaBa
yroueHa 1o 6 mm). Kopau He paciupensl. TeHb cpeno-




CTeHUs C YETKUMHU KOHTYPAMH, DPACIIOJIOKEeHA CPEeIUH-
HO, B IIONIEPEUHUKE He pacimupena. Kymosa auadparmsl
cjaeBa HeUeTKUil, ymiaoleHbl. CuHYCHl BO3AymIHbl. Ha
doHe TeyeHNA OTMEUYEHA IOJIOKUTENbHAA JUHAMUKA.

IKT 7.04.17: putm curycoBbiii 155 B mun. Iloso-
JKeHUe BJIEKTPUUECKOM OCH Cep/Ila BEPTUKATIBHOE.

V3 OpIomIHO# MOJIOCTH U 3a0pPIOMIMHHOTO IMPO-
crpadcrBa B guHamuke 10.04.17: meueHb yBeauueHa,
KOHTYDPhI YeTKUe U POBHBIE, Kpall OCTPHIN, yMepeHHO
MOBBINIIEHHON 9XOreHHOCTH. Kocoil BepTHUKAaNbHBIN pas-
Mep mpaBoit moau 98 mMm, mepemHe-3sagHUII pasMep IIpa-
BOIi monu 65 MM, mepeaHe-safHUI pasmep JIeBO mOJIU
52 mm. CTpyKTypa mapeHXUMBI OJHOpOoAHasA. ¢HeauHbie
IIPOTOKU U COCYABLI HE pacIIupeHbl. JHeTuHBIH Iy3hIPh
oBasbHOI opMmbl. KoHTYpEI poBHEIE, ueTKue. CTeHKA He
yroatiena. Comep:kumoe ogHoponHoe. Pasmep 30x8 mm.
Tlom:xenymouHasa sKejiesa pPacIoJiOKeHA TUIIUYHO, KOHTY-
PBI POBHBIE, UETKHNE, YMEPEHHO IIOBBIIIIEHHON 9XOT'eHHO-
CTH, TKAHb JKeJIe3bl OAHOPOAHAs, padMepsl 9,5x6x10 mm.
ITouku oBasIbHOM (POPMBI, PACIONOMKEHBI TUIUYHO, KOH-
TYDPBI POBHEIE, UeTKHUE, pa3Mep IpaBoil mouku 60x28 mm,
neBoit — 58x27 MM, mapeHXUMa He M3MeHeHa, TOJIINHA
d=10, s=10 MM, cooTHolleHHe cJoeB 2:1, uyalmedHo-
JIOXaHOYHASA CHCTEMAa — JIOXaHKU C JBYX CTOPOH [0 3 MM
(zopma). CeseseHKa pacIioJiO}KeHA TUIWYHO, N309XOTeH-
Hasd, TKaHb 'Keje3bl He M3MeHeHa, padMmep 47x28 M.
IleTin KUIIeUHUKA He pacTAHYTBI, MEeCTaMH IIPOCBET 0
4-5 mm. CBOOOAHOM JKUAKOCTU B OPIOIIHOIN IOJIOCTA U
MaJIOM Tasdy HeT. 3aKJIOYeHNe: 9XOCKOIMNYEeCKHU YBeInye-
HUe neveHu (B fuHaAMUKe MeHbIe). JuddysHble usmene-
HUS [IeUEeHU U IOKeJIYJOUHOM sKeie3bl COXPAHIIOTCH.

Koucyapramus odpranbmosora 11.04.17: G6es maro-
JIOTHX.

Koucynbramus mesposiora 13.04.17: co CTOPOHBI
HEBPOJIOTMYECKOI'0 CTaTyCca Ha MOMEHT OCMOTPA 04aroBOi
CHUMIITOMATUKU HET.

Koucynwsramusa JIOP-Bpaua 11.04.17: 6e3 maTosorumn.

XapaKkTepucTuka cocTaBa JUMQMOIUTOB U COLEepIKa-
HIEe UMMYHOIJIOOYJIMHOB IIpeCcTaBJIeHbl B TabauIle, oopa-
maoT Ha cebs BHUMAaHWE BbIpAKeHHas JUMQOIeHUus u
TUIOTaMMAarJo0yJIMHeM U .

Jsodaroracrponyomenockonua (ILOC) 5.05.17
BBINIOJIHEHA Ha (oHe jeueHus. Iluiesoj, poseTKa Kap-
IUW He M3MEHeHa. B iKelayaKe MyTHAas JKUJKOCTD, IIEHU-
crad causb, CO 61eqHO-po30Basi 6e3 BUAMMON MAaTOJIOTUN.
Cruragku, yroJ He ge)opMupoBaHbl. IIprBpaTHUK CMBIKA-
eTca. B nykoBuiie u noctoyabbapHbIX otgenax HITK yme-
peHHBII oTeK U caabaa runepemus CO, HexkHass Jumda-
THUUYEeCKas COCYAUCTas CeTh, IIPOCBET CBOOOAEH. BosbIoit
IyOJeHAJIbHBIN COCOK He m3MeHeH. B romreit kumike CO
c1ab0 TUIIePeMUPOBAHHAS, YMEPEHHO OTeYHAas, C HeMK-
HO# TrycToil JuM@MPaTUIYecKoil ceTbio, IIPOCBET CBOOOEH.
Buoncua CO romeit xKumiku 3 (parmenra, ouorncus CO
OIIK — 1 dparmeHT. 3aKJI0UeHNEe: YMEPEHHBIN 9KCCya-
TUBHO-3PUTEMAaTO3HBIN AYONEHUT; YMEPEHHBIN BJKCCyna-
TUBHBIA €IOHUT, THTECTUHAJIbHAA JUM(PAHTUOIIATHA.

HMannble 2ucmonozuieckozo uccnedo6aHus: TUCTO-
gorudeckass cTpykrypa CO coxpaneHa. CooTHoIlleHUe
KPUNTHI—BOPCUHKU HEe HAPYIIEeHO, KOJIUUYEeCTBO OOKAaJO-
BUJHBIX KJIETOK HE CHUKEHO, KJeTKu IlamHeTra BCTpE-
JaloTCA HEePaBHOMEPHO. B cTpoMe OTMEYaroTCs Hepas-
HOMepHAasl MPeuMYIIecTBeHHO JuMQOIIa3MOIUTaAPHAL
uabuabTpanua (puc. 1), eIMHUYHBIE 503UHODUIbHBIE
JIeNKOIIUTHI, MeJIKue ouaru pubposa. B psazge moseit 3pe-

Puc. 1. Jlumponnasmonurapuas napuasrpanusa 8 CO Ton-
KO KUIIKH.

31ech U Ha pUC. 2: OKpacKa reMaTOKCUJINHOM U 903UHOM, VB.
400.

Puc. 2. PacuiupenHas cetb JuM(paTHUYECKUX KAaNHIAPOB B
CTpOMe BOPCHMHKH TOHKOI KHIIKH.

HUsI BCTPEUAIOTCSA HECKOJIBKO YTOJIIeHHbIE BOPCUHKH,
B CTPOME KOTOPBIX OTUETJMBO OIPENeJISIOTCA MHOIO-
YNCJIEHHBIE HECKOJbKO pPacCIIMpeHHbIe JuMbaTuiecKue
Kanuasapsl (puc. 2).

3axnoyerue: KapTUHAa XPOHUUYECKOTO eoHHuTa 0e3
Ipu3HaKoB 006ocTpeHusa. C yueToM KIMHUYECKUX U J1a00-
DPATOPHBIX MAHHBIX, HAJUYUSA MEJKUX PACIINPEHHBIX
nauMm@daTUYeCKUX COCYZOB B BOPCUHKAX CJIMUSUCTON 000-
J0uKku Mopdosornueckas KapruHa B CO TOHKON KUIITKU
He [POTUBOPEUYUT KJIMHUUYECKOMY AUATHO3Y WHTECTU-
HAJIBHON! JIUM(aHTUOTATUHN.

KosnuecTBeHHOE oOmpejejieHne KOHIEHTPAIUU
ma"HKpeaTUuecKoil smacrasel 1 B rame 14.05.17 — 530
MKT/T (eranuii (Hopma — Gosee 200 MKr/r deranamii).
HccnepoBanme oq-aTUTpuncuHa B Kame 20.05.17 —
270,75 mr/a (pedepeHcHbIe 3HAUeHUA <250 Mr /).

CepoJstornuecKas ZUarHOCTUKA Ha IeJTUaKUI0: aHTHUTE-
na (AT) k sagomusuio IgA 21.04.17: <1:5 tutp (pedepeHc-
Hble 3HaueHusa <1:5); ceiBopoTounslit IgA 0,09 r/x (Hopma
0,08-0,91 r/m); AT K feaMuAUPOBAHHBIM eI THIAM TJIHa-
nuHa IgA <0,5 otH. en/mi (Hopma <25 otH. eq/ma); AT x
TKAHEBOM TPAHCIVIyTaMUHA3€ B IIpefiesiaX HOPMBI.

KansnporekTtur (Qeranbabii 153,2 MKr/r (HOpMa
menee 500 MKr/r). AHanmus Kaja Ha yraeBoasl 11.04.17:
cogepoxanme yriaesomoB 0% (pedepeHcHBIe 3HAUEHUS
<0,25%).

Takum o6pasoM, TpoBeLeHHOE 00CIeTOBAHNE TT03BO-
JINJIO MCKJIIOUUTH He()POTEeHHBIA, KapAUOTeHHBIN U remna-
TOre€HHBIN I'eHe3 OTEeYHOTO CHUHAPOMA, CTOMKAsS M BhIPA-
JKEeHHAsS TMIIONPOTEeNnHEeMUsI ObLIa CBSI3aHA C 9HTEePAJIbHON
HemocTaTouHOoCThI0. Jauubie OI'JIC mosBosmau cuesnaTh
BBIBOJI, UTO T'MIIONPOTENHEMUS CBA3AHA C JUMQOIKTATU-
YeCKOM 00JIe3HBIO — OHOM u3 ¢opm IIII.

ETK1U U3 IIPAKTUKN
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IIpoBeneHnHOe McceqOBaHME MO3BOJIUJIO 000OCHOBATH
B3aKJIIOUUTEIbHBIN auarao3d. OcHOBHoe 3abojieBaHUe:
KuineuHasa JuM@paHTuosKTasusA (mepBuuHaa?), TsKe-
noe Teuenue (K55.8). OcnosxkHeHMe: TUIIONPOTEUMHEMUS
(rumompoTenHEMUYECKNE OTEKM MHOAKOYKHOM KJeTduar-
KU, acCIIUT, TUAPOTOPAKC, TUAPOTepuKapna). Amemusa I
creneHn. BesKOBO-sHepreTuyecKas HEIOCTATOYHOCTH 1
crenennr. CONpAMKEHHBIN: OYONEHUT JKCCYAATUBHO-IPU-
TeMaTO3HbIW. EIOHUT 3KCCYyJaTUBHBIN.

PeGenky OblIa HadHaUeHa HYTPUTUBHAS MOAAEPIKKA,
BKJIIOUABIIIasA JieueOHOe sHTepajbHOe nuTaHue. B Kaue-
CTBE OCHOBHOTO IIPOAYKTA, VUYUTHIBAS BO3PACT MAIlIeHTa,
BoiOpaHa cmech PreNAN Stage 0, umeroras onTuMab-
HBIH COCTaB C BLICOKUM COZEPKaHNeM I'IPOJIN30BaAHHOIO
6enka, CIIT, kamopuii, CHU}KEHHBIM KOJUUECTBOM JIaK-
TO3bI. [IaIeHT TaKKe MoJIydYall YaCTUYHOE TapeHTepaslb-
HOoe nuTaHue (AMUHOBEH MH(MAHT) U CUMIITOMATHUYECKYIO
Tepanuio (KpeoH, ypcodhaabK, BepOIInupoH). [[id yMeHb-
IIeHUs IoTepu OejiKa MaIleHTy HasHaueH CAHIOCTATUH
(oxTpeorun) B 1o3e 50 MKTI 2 pasa B CYTKHU MOAKOKHO. Ha
¢oHe JieueHUs YacToTa CTyJia yMeHbInuIach 10 1—3 pas
B CyTKHM, KyIUpoBajach creatopes. HecMoTpsa Ha IpPOBO-
IMMOe YAaCTHUUYHOE MapeHTepaJbHOe MUTAHNE M HaJNdNe
HYTPUTUBHOW SHTEPAJBHON IOAIEP:KKMU, COXPaHAJIach
CTOMKAsA TUIIONPOTENHEMNS, B CBA3KM C OTHUM B JeUeHNe
robaBJeH TPETHU30JI0H U3 pacuera 2 MI/KIr/cyT. ITO
IMO3BOJINJIO IIOBBICUTH YPOBEHD 00IIero 0ejKa mamuenTa K

BBIIIMCKe U3 cTarmonapa — 6osiee 40 r/i. Pe6eHOK BBIIU-
caH c yJayunieHrneM. B gasbHedeM Ha ()OHE ITPOBOAUMOMA
Tepanuu (JeueOHOe MHUTaHUE, TOPMOHAJIbHAA Tepamud,
OKTpeoTH ], (PepMEeHTHAS TePAINs) OTMEeUAIach IMOJIOMKMI-
TeJIbHAA JUHAMUKA: YPOBEHb 00I1lero 0esika uepes 3 Mecs-
114 JIEYeHU COCTABJISANI 62 I'/JI, IOBBICUINCEH COAEPIKAHIE
anp0yMUHA, YPOBEHb IeMOTJIOONHA, YIYUIININCE KOIPO-
JIOTUUYECKNE IOKA3aTeJIN; KPATHOCTD CTYJIa YMEHBIINIAChH
1o 1 pasa B feHb. Pe0eHOK HAXOAUTCS HA TUHAMUYECKOM
HaOIIOAeHNN MYIbTUAVNCIUILINHAPHON KOMAHI0M! CIIeI1-
AJIMCTOB [JIA MOCIEAYIONe KOPPEKIINY JIeUCHU .

Takum 00pasoM, CI0KHOCTD AUATHOCTUKHU IIII 00y-
CJIOBJIEHA PEIKOCTBIO 3TOM IIATOJIOTHM, & TAKMKe JOMU-
HUPOBaHNEM, KakK B JAaHHOM CJIyuae, B KJIMHHUYECKON
KapTHUHE OTEYHOT'0 CUHIPOMA, COUETAIOIIEr0Cs ¢ Juapeei.
CBoeBpemMeHHas1 aumarHocTura OIIl Mmo3BoisgeT MIpenoT-
BPaTUTL IIy0OKMe HAPYIIeHUS MeTaboJnu3Ma, KOTOPhIe
BOSHUKJIN y HanueHTa (pepakTepHas K Tepaluu Iep-
BOM JIMHUY I'UIIOIPOTENHEMUS, OT€UHBINA CUHAPOM, HAPY-
IeHus HYTPUTUBHOTO craryca). Jleuenue mereit ¢ 9911
TpedyeT MYJbTUAUCIUILINHAPHOTO MOAXO0AA C YUACTHEM
neguaTpa, raCTPOSHTEPOJIOTa, JUETOJI0Ta, MMMYHOJIOTa.

Kongauxm unmepecoé: aémops. cmambvu nodmaeep-
Juau omcymemeue PUHAHCO80il No00ePHCKU U KOHPIUK-
ma unmepecos uccaefo6arusl, 0 KOMOPuLX Heo0xo0umo
coobuumeo.
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