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summary

Tufted enteropathy is a rare autosomal recessive enteropathy with neonatal onset, accompanied by intractable diarrhea and
malabsorption. The typical histological appearance is characterized by “bundles” of densely packed epithelial enterocytes.
The etiology of this disease is mutations in the gene for the cell adhesion molecule EpCAM. The article presents a clinical case

100

of confirmed tufting entropathy in a child.
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SnurenuanbHasg AUCINIA3MA TOHKON KMIIKM, TaK XKe
U3BECTHAsA, KaK TaQTUHIOBasA SHTEPONATUS, IPEfi-
CTaB/sAeT CO60Il PeKYI0 ayTOCOMHO-PEIeCCUBHYIO
9HTEPOIATHIO C HEOHATATbHBIM HA4aJIOM, COIIPOBOX-
HAIOLIYIOCA TPYAHO M3/IeUMMOIl fuapeeit 1 Manbao-
copbumeit. TMnMYHAA rUCTONOTMYECKAsA KapTIHA
XapaKTepu3yeTcs MOIHON UM YaCTUYHO aTpodueit
C/IM3UCTO 000/IOYKY TOHKOJ KUIIKY B COYETAHUMN
¢ GopMUpPOBaHMEM «ITYYKOB» IJIOTHO YIIAKOBaHHBIX
9HTEPOLTOB, TEPSIOLINX CBSI3b ¢ 6a3aIbHOI MeMbOpa-
HOJT 11 HeIIO[{BepralolXcs anonrosy [1].

OCHOBHBIM I'€HOM, aCCOLMUPOBAHHBIM C TaQTUH-
roBOJi 9HTepoImarueii, spnsgercsa red EpCAM (noxanu-
3anusi Ha xpomocome 2p21, OMVIM-185535), KOTOpPHIit

KOMPYET MONEKY/y afire3u SIUTeNNaTbHbIX Kle-
ToK [2]. EpCAM oTHOCKTCA K TpaHCMEeMOpPaHHBIM
ITMKOMIpPOTenHaM I TUIIa, MeeT MOeKYIAPHYI0 MacCy
30-40 xla. On coctout us 314 aMMHOKUCIIOT U BKJTIO-
4yaeT OJiH BHEK/IETOYHBIN JoMeH (242 aMUHOKMCIOTHI)
¢ EGF- u Tuporno6ynnHonogo6HbIMY IIOBTOPAMI,
TpaHCMeMOpPaHHbIN y4aCTOK (23 aMMHOKUCTIOTBI) U KO-
POTKUII N TO30/IBHBII HOMeH (26 aMuHOKUCTOT) [3].
B HOpManbpHBIX TKaHAX Yenosedecknit EpCAM
3CMpeccUpyeTcss Ha MOBEPXHOCTY HPOCTOTO, TICEB-
HoCcTpaTuULUMPOBAHHOTO U IEPEXOJHOTO SMNUTe-
NN B Pa3IMYHBIX TKAaHAX JKETYJOYHO-KUIIEIHOTO
TPaKTa, PENPOAYKTUBHOI CUCTEMBI U JIbIXaTeTbHbBIX
nyreit. EpCAM y4acTByerT B psAJie BAKHBIX K/I€TOYHbBIX
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byHKIWIL, BKTIOYas nponudepario, MUTPALUIo, aji-
re3uio, 1udepeHIMPOBKY U Iepefjady CUTHAIOB
kinerkamu [4-8]. EpCAM obecnednBaeT rOMOTHIIN-
YecKue B3aMMOMIENCTBUA MeXAY MHTPAasNUTeananb-
HBIMU TMMQOLMTAMI U STINTENNATbHBIMU KJIeTKaMU
KMIIEeYHNKa BO BpeMs 00pa3oBaHUs BPOXKEHHOI!
MMMYHHOIT cucteMsl [9].

VccnepmoBanue in vivo Ha MbIIIax ¢ geGuunTom
EpCAM mpopeMOHCTPpUPOBAIO TUCTONMOTIIECKIIE
HposABIeHU aTpodUM KMUIIEYHOTO SIMUTENU A, T10-
X0)Kue Ha HabnromaeMble y mofeii. boina cHIDKeHa
9KCIPecCIist IIOTHBIX COeAMHUTENbHBIX O€IKOB C 110-
BBIIICHHOJ KVIIEYHOI NPOHNUIIAeMOCTDIO U AUCHYH-
KIIVeil MOHHOTO TPAHCIOpTa — aHOMA/INUM, KOTOpble
JIe)KaT B OCHOBe 3a00/IeBaHM A Py TaTUHTOBOI 9H-
Tepomnaruu y mogeit [10].

B nccnepoBanmsix 2018 r. 66110 3aperncTprpOBaHO
42 pasnuunsle mytauun EPCAM u ¢ Tex nop coo6-
manock 06 1 HoBoit MyTauuu [11, 12]. DT myranun
HOPUBOJAT K XPOMOCOMHBIM JIeNIENUAM, CIIJIAaJICUHTY,
C/IBUTAM PaMKV CUYMTHIBAHMU S, YCEYEHNIO Y MICCEHC-
myTanuam. Cpefu 42 3aperucTprpoBaHHBIX MyTALINIi
EpCAM, BBI3bIBAIOLIVIX TAQTUHTOBYIO SHTEPOIATHIO,
6OBIINHCTBO IPUBOFUT K 9KCIIPECCUU MYTaHTHOTO
EpCAM [11, 13]. ¥ HauMeHTOB C 9TUMM MYTaLUAMU
EpCAM MyTHpyeT 1Iu yceKaeTcsl, a KOM4YecTBO benka
YMEHbIIAETCSA M/WIY HENPAaBU/IbHO JTOKAIN3yeTCs,
BO3MOXKHO, M3-3a CHVPKEHUSA CTabuabHOCTHI [2].

Kak B oTeuecTBEHHOII, TaK 1 B 3apYOe>KHOI TUTepa-
Type ONMCaHbI eVHUYHbIE CTyYan AMaTHOCTMPOBAH-
HOII Tad TMHTOBOIT 9HTeponartuu [14-17].

IlpencTaBnsgeM KMMHNYECKMIT CITydaii 9TO PEKOTO
3a00/1eBaHIA U3 Halllell TPAKTUKIL.

HacnencrBennsiit anamue3 geBouku H. oTaromen
POZICTBEHHBIM OPAaKOM — MaTb 11 OTEI] AB/IAIOTCH JBO-
I0pOAHBIMI cubcamu. [leBouKa OT 4eTBepTOIt GepeMeH-
HOCTH (IIpeAbIAyIMe 3aKOHYUINCh CAMOIIPOU3BOTIb-
HBIM IIpePhIBAHMEM Ha PAHHUX CPOKaX), TPOTeKaBILel
Ha QOHe yrpos3bl MpepbIBaHUA B 1 1 2 TpuMecTpe.
Ponpr Ha 39 Henenme yepe3 ecTeCTBEHHBIE POJIOBbIE
IIyTU, POAUIAch ¢ Maccoi Tena 3070 1, BIMHOI Tema
51 cM, ¢ oLeHKoI1 1o 1Kkaje Amrap 8/9 6amnos. K rpy-
IV IpUTIOKeHa B pofMUIbHOM 3ae. C MepBbIX CYTOK
JKM3HU OTMeYanNcCh B3yTHE XMBOTA, CPBITUBAHNA,
BO3HMKaromue crycrs 20 MUHYT MOC/IE efbl, CTBOPO-
>KEHHBIM MOJIOKOM, KOTOpBIe IIp1oOpenu K 4 CyTKaM
SKM3HM YIIOPHBIV XapaKTep, B CBA3M C YeM JieBOYKa
6blTa IIepeBefieHa Ha CMeLIaHHOE BCKapM/IMBaHIe
(moxopM cMechio Hectoxxen). OTMedanach runepoumn-
py6uHemus, mposopunack Gpororepanus. Beimucana
JOMOJT Ha 4 CyTKM >KM3HU ¢ Maccoit 2900 r. (moreps
107 r (5,5%) ¢ poxpeHns).

Ha 15 cTyku »XnsHu B CBA3M CO CPHITMBAHUEM U OT-
CyTCTBHUEM IPpr6aBOK MACChI Te/Ia JeBOYKA TOCIIUTAIN-
3MPOBaHA I10 MECTY JKUTE/IbCTBA C Maccolt Tena 2670 T
(moTepst 400 t (13,0%) ¢ poxpeHust). [IpoBopnmoch
UCK/TIOUeHNe XMPYPrUdecKuX, MHPEKIMOHHbIX 3a00-
TIeBaHMIA, TATOJIOT UV HEPBHOM CUCTEMbI
U BBIABJICHNUE IPYTUX IIPUYMH fepUIINTA MACChI Te/a.
O6cnenoBanme KIMHNKO-Tab0PaTOPHBIX [AHHBIX
3a OCTPBIIL BOCIA/IUTENbHbINA IPOLECC He BbIABUIIO,
maHHbIe Y3V opraHoB GPIOLIHOI [IOMTOCTH, MaccaXka
BOJIOPACTBOPMMOTO KOHTPACTA IO KeNTyLOIHO-KI-
mevyHomy tpakrty JKKT, uppurorpacdmun, ¢pubpora-
crpopyoneHockonuy (PIC) mo3BoMMIN UCKTIOUNTD

XMPYprudecKyro HaTonoruio. beita guarHocTuposaHa
(dyHKIMOHaIbHASA HEZOCTATOYHOCTD KapAuM, Jyofie-
HO-TacTpabHbIl pedmiokc. HasHayeHa MefjuKaMeH-
TO3HAasA TepaNuA IPOKNHETUKAMMU.

ITo maHHBIM HEPOCOHOTPAdUM BBIABIEHDI KUCTHI
COCYIMCTBIX CIITIETeHMIT 6OKOBBIX SKe/TyJOYKOB TOJIOB-
Horo Mo3ra. [Tony4eHbl TOI0XKUTeNbHbIE Pe3yTbTaThl
7TabOpaTOPHBIX aHATM30B Ha BPOXKACHHYIO [IMTOMETa-
JIOBUPYCHYIO MHeKIio. [Ipy KOHCY/IbTal MU HEBPO-
JIOTOM JIMaTHOCTMPOBAHO IIepMHATAIbHOE TOpaskeHNe
L[eHTPA/IbHOI HEPBHOI cUCTeMbl B GOpMe BereTo-
BUCL[epa/IbHBIX AUCYHKIINIT, MBIIIEYHAsI TUIIOTOHLS;
IIpOBefieHa AHTUIITOMETaJIOBUPYCHAs Tepalus.

Yepes 1 MecAI IpU MOMBITKE CAMOCTOATETBHOTO
KOPMJIEHM S U3 OYTBIIOYKM MOSAB/IATUCH OOMIbHDIE
cpbirnBaHuA «poHTAaHOM». B cBA3M ¢ OTCyTCTBUEM
nprbaBKY B Bece [eBOUKa ObIIa IepeBefjeHa Ha M-
KpOCTpyJiHOe nuTaHue 4epe3 30HA. HecmoTps Ha
30HJI0BO€ MUTAHNE, COXPAHATUCH YaCThle CPbITMBA-
HMA, IEPUOAMYECKH C IIPUMECHIO XKe/T4l, B3lyTHe
XKUBOTA. B MHaMIKe 110 JaHHBIM Ta00paTOPHBIX MC-
C/IeoBaHNII OTMEYaIoCh TPOTPeCcCHpOBaHIE STTEKTPO-
NMUTHBIX HapyureHnit (cHykenne K mo 3,26 mmons/m,
nosbiienye Cl™ o 112 MMOIB/1T), TUTIOIPOTENHEMIST
(06mmit 6enox 47 r/m, anb6ymus 33 /1), Iporpeccu-
pylolnas aHeMus, MoTpeboBaBIIas reMOTpaHcysun
9PUTPOLNTAPHOI B3BeCH. B mepmox rociuranusannm
3aperNCTPUPOBAHO TeYEHME JIETKOI GOPMBI HOBOII
kopoHoBupycHoit nHdexuun Covid 19.

B cBsI31 ¢ HEBO3MO)XHOCTBIO Ha/TAUTh 9HTepabHOE
[UTaHNUe U BBIPAXKEHHOIT 6eTKOBO-9HEPreTIYeCKOI
HegoctaTouHocThio (BOH) II-III cTrenenu meBouyka
6bl1a IepeBefieHa B ¢penepanbuyo kinHuky (HMUILL
um B.A. AnmasoBa) B Bospacte 1 mecsry 27 fHeil.
IIpu nocrynnennn macca tena 2960 r, fimHa Tea 55 M
(m/h <=3 SD). CocTosinue Ts15Kenoe, eBoYKa Bsias,
amaTuyHas. Ko>kHble IIOKPOBBI O7IefHbIe, CYXUe, IOf-
KO>KHBIV )KMPOBOIA C/IOV ICTOHY€EH, TO/TLMHA KOXKHOM
CK/TQIKVM HVDKE yIJIa JIONATKY M 00/1acTy MyIKa 5 MM.
IuddysHas MplledHas TUIIOTOHUA, HU3KUIL TYProp
MATKMUX TKaHel, MUKpononuagenud. Yacrora gbixa-
TEJIbHBIX JIBVDKEHMIT 47 B MMHYTY, IbIXaHMe IPOBOJINT-
Cs1 BO BCe OTJIe/Ibl, XpUIIOB HeT. JacToTa cepeaHbIX
cokpauennii 150 ynapos B MUHYTY, TOHBI CE€PJLIa IPU-
rnymensl, Al 98/67 mm pr.cT. JKUBOT MATKMIA, B3AYT,
y4JacTBYeT B aKTe AbIxaHusA. [Teuens pacnonaraeTca Ha
2 cM HIKe Kpas pebepHOIl LyTru, MATKOIACTIYHOI
koHcucreHuyn. CTy o 7 pas B CyTKM KalInieoopas-
HBIII ¢ TpeobIajaHyeM KUKOT GpaKiuu, ¢ 6ONbIINM
copiep>kaHmeM cnusu. KonmuecTBo MovencIycKaHmii
o 6 pas B cyTku. [Ipu 1abopaTopHOM MCCIe[OBAHUN
BbIsABJIeHA aHeMUs (reMoro6uH 95 1/J1, TeKOLMTHI
11,4x10°/), rUTIONIPOTEVHEMM A Y TUIIOATbOYMUHEMM A
(o6myuit 6emox 53 /1, anpbymun 24 /). [Ipu mocese
KaJjla BBIABIEH MaCCUBHELL pocT E. faecalis, cocTos-
Hue peOeHKa pacileHeHO KaK TeYeHe SHTEPOKOMUTA.
Ha ¢one anTHOaKTEpMANBbHOI TepaNy M KOPMIEHUN
pebenka e4e6HOI CMeChI0 Ha OCHOBE I'MJpO/IN3aTa
6eTKa MOIOYHOII CBIBOPOTKM MUKPOCTPYITHO B XKe-
JTYIOYHBII 30HT, JOJDKHOTO KIMHNYECKOTO 3 dexTa
He HaO/II0/IaI0Ch — OTMEYasIICh CPBITMBAHNS 10 4 pa3
B CYTKM 6O/MBIINM 00'beMOM, B3[yTHE KMBOTA, IOSIB-
JIeHUeM IpuMeceil KpoBu B cTyie. [Ipn orMeHe sHTe-
PayIbHOTO MUTAHMUA COCTOSHYE CTAOUIN3MPOBAJIOCH,
HO IIpU ero BO30OHOB/IEHNN U paciinpeHnnu obvema
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PucyHok 1 a, 6.
0630pHasn
peHTreHorpamma.
BbipaxeHHoe
B3AyTWe neTenb
KMLIEYHUKA.
Figure1a,b.

Survey radiograph.

Severe swelling of
intestinal loops.

PucyHok 2.
Wppurorpadus.
PacwupeHHas
nonepeyHo-
060/04HaA KMLLIKa
Bbllle MecTa
CTeHO3a yyacTka
HUcxoaALen
nonepeyHo-

000/104HON KULLIKN.

Figure 2.
Irrigography.
Dilated transverse
colon above the
site of stenosis of
the descending
transverse colon.
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mo 15 M1 BHOBD ITOSIBUJIVICH BBINIEIIEpEUYNCIEHHBIE
CUMOTOMBI. J[7151 UCKTIOUEHU ST BBICOKOM KUIIEYHO
HEIIPOXO/MMOCTH GBIV BBIIIOMHEHBI 0630pHAsL PEHT-
reHorpadus u uppurorpadus ¢ BbIsiBIeHNEM BbIpa-
>KEHHOTO B3/[y TH IIeTe/b KVIIIeYHMKa (PUCYHOK 1 a, 6)
U IIPU3HAKOB CT€HO3a JIEBOJI ITOJIOBMHBI TOIICTON KMII-
k1 (pucyHox 2). ITpn nosropHoit ®TIC BbIABICHA
IpbDXKa HNUIIEBOLHOTO OTBepCTHs Auadparmsl u ra-
cTpoasodareanpHblit pedIIOKC 4 CTEIIEHI.

B 3 Mecsana 8 nHell BHIIIOTHEHO OIlePaTUBHOE jIede-
HIe — ractpocromus 1o Kagepy, mMKBUAaLusA IpbbKu
HUIEBOJJHOTO OTBEPCTUA fuadparmMbl ¢ aHTUPeIIIOK-
CHOJI 3aI[MITOJ KapAVaTbHOTO OTAE/IA MNIIEBOLA, Pe3eK-
IV CY’KeHHOTO yJacTKa TOICTOM KMIIKY C TYCTOIOTMde-
CKMM HccrenoBanyeM. Yepes Hefiento OblTa BBIIIOTTHEHA
KonmocTomusi. [To JaHHBIM TUCTOTIOTUYECKOTO UCCTIe-
TOBAaHMUA ONePallIOHHOTO MaTepuaia CTeHK! TOJICTON
KUIIKY BBISIB/IEHA CYOMYKa3a/ibHasl IapacyMIIaTiYecKast
VHTeCTVMHAJIbHA s HeJIPOHAIbHASA AVCIIIA3us, TUII B.

TlocmeonepaiOHHBII IEPUOJ, OCIOKHUIICS 0060-
crpennem suTepokonuta (E.faecalis). BosobHOBIEHHOE
9HTEpAIbHOE NN TaHVE HA QOHE TapeHTePaIbHO IO -
Iep>KKM K 4 MeCAIy )KU3HM YAT0Ch PaCUIMPUTD [0
pasoBoro ob6bema 28 MII, IpK yBenIudeHUM oObeMa
OTMEYaTNCh IIOTEPH IO CTOME, KOTOPBIE COCTABIIAIN
600 M/CyTKM.

Yuursiast faHHbIe aHaMHe3a (67113KOPOJICTBEHHBII
6pak), paHHee Havajo 3abomeBaHMs (C pOXKAEHM )
C IPOTPeVEeHTHO MHTEeCTVHANBHOI HeJJOCTaTOYHO-
CTbIO U pa3BuTHeM TsKenoit BOH, orcyrcrBue 3na-
YUMOJI AMHAMUKY Ha (pOHe IPOBOAMMOTO JIeYeHNU ,
HECMOTPsI Ha BBIAB/ICHHYIO HeIPOHATbHYI0 MHTECTH-
aHATIbHYIO IUCTIIA3MIO, JITIS ICK/TIOUEHM A BPOXK/IEHHOI!
sHTeponaruy 6bi1a BbIONTHEHA GUOPOKOTOHOCKOIMS
¢ 6uoIIcKell O B3/OIIHONM U TOACTONM KUK,

ITpu rUCTONMOrMYECKOM JCC/IefOBaHMY OuonTaTa
0/B3/IOLIHOJ KMIIKY 00palljaio BHUMaHe U30bITOY-
HOe€ KOJIN9IeCTBO KOKKO-0aInIsipHoit GIopbl Ha TOBep-
XHOCTH, VIUIOIieHNe penbeda CIU3UCTON 000T0UKM
carpodueit BOPCUHOK, YITyOIeHneM I paclyipeHeM
KPMUIIT, IOJTHOKPOBIE COCY/IOB MUKPOLMPKY/IATOPHOTO
pycrna, OTeK 11 HepaBHOMEpPHast TMMQOLMTaPHO-II/IA3-
MOLMTapHAas U HeATPO(MIbHO-TPAHYIOLUTaAPHAS
MHQUIBTPALNA COOCTBEHHON INIACTUHKY C 06M/I1IeM
TYYHBIX KJIETOK U 503MHO(U/IbHBIX I'PAHYIOLUTOB.
Tax ke O6bI/Ta OTMeUeHa 04aroBas CKY4eHHOCTb JIIN-
TE/MOLIUTOB B BUfIe MeTIKMX Iy 4KOB (tuft) B codeTanun
C y9aCTKaMIU MHOTOK/IETOUHBIX I/IACTOB AMCIIACTI Y-
HBIX 9HTEPOILIMTOB C YMEHbIIEHNEM KOMN4IecTBa 60Ka-
JIOBUHBIX K/IeTOK. Ha OCHOBaHMM IepednciIeHHbIX
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M3MeHeHUIT OBIIO 3aII003PEHO BpOXKAeHHOEe 3a60-
neBaHue TaQTUHT-9HTEpOIATUS (MHTECTUHATbHAS
SMUTeNnaIbHas AUCIITA3Us) (PUCYHOK 3 a, 6).

B 6uonTaTax, mony4eHHbIX U3 OTKIIOYEHHOTO OT/Ie-
J1a TOJICTOV KUIIKY, TUCTOIOTMYECKUM UCC/IeIlOBaHIEM
BbIAB/ICHBI YMEPEHHBII OTEK M 04aropas 1nMQOIu-
TapHast MHPUIbTpALusi COOCTBEHHOI IIACTUHKA,
yMeHbIIIeHNe KOMMYeCTBAa MeKMbIIIEeUHbIX TaHITINEB
C BBIPa)XeHHBIMU AUCTPOPUIECKUMN U3MEHEHNU S
MU HepOIINY, He3peloCTb ¥ OTCYTCTBUE FaHT/IN-
O3HBIX KJIE€TOK B TAaHIJIMAX, YTO COOTBETCTBYET Juar-
HO3Y HelIpOHA/IbHOM MHTECTUAHA/IbHON NUCIIIa3UY
tuna B (pucynoxk 4).

IIpu cexBeHMpPOBAHNY IIOTHOTO 9K30Ma JMarHO3
611 moaTBepKAeH. B o6pasne THK pebenka BbIAB-
JIeH IIaTOTeHHbli BapuaHT €.307G>A B 9Kk30He 3 reHa
EPCAMS8 B roMO3UTOTHOM COCTOSIHUM, KOTOPbIIL
NPUBOAUT K 3aMeHe aMUHOKUCIOTHI IIUIJMH Ha ap-
ruHMH B KojjoHe 103 6enka. BapuaHT 6b11 onmcas
B IUTepaType B KOMIIAYH/[-T€TePO3UTOTHOM COCTOA-
HUM y /111, CTPajialoliMX BPOX/IEHHOI fuapeeit [11];
IPUCYTCTBYET B KOHTPOJIBHOI BEIOOPKE C KpaliHe HII3-
KOJi 4aCTOTOI; IpOrpaMMBbl IIpefCcKa3aHNs IaTOTeH-
HOCTH in silico pacieHMBAIOT BBIABIEHHBIN BApUAHT
KaK ITaTOTeHHBII.

B 4 mecana 19 pHel 115 OCylleCTBIEHN S MTapEH-
TepajbHOIO MUTAHUA MMIJIAHTUPOBAH KaTeTep
Groshong 3 Fr (v.femoralis sinistra). IIpy mombITKax
pacuypeHNnsA 3HTePaTbHOTO TN TAHMA IATONIOTMYecKue
IIOTEPM 10 KOJIOCTOME IIPOJ0/KA/IN yBeIMYMBaTbCA 10
800 mn/cytkn. [locTeneHHOe CHIKEHIE SHTEPATbHOTO
MUTAHN, BIUIOTD JIO €T0 OTMEHBI B 5 Mecs1eB 21 1eHb
SKM3HY IPUBETIO K YMEHbIIEHMIO TOTEPb IO CTOME 10
120-160 mn/cyTku. B BospacTe 6 MecAIeB feBOYKe
IIpOM3BEeHO MO3TAIIHOE OllepaTUBHOE BMeIllaTe/lb-
CTBO C Ha4a/IbHBIM GOPMUPOBAHYEM IIPOLOIBHOTO
aCIeH/I0-CUTMO-aHACTOMO3a M 3aKPbITHEM KOJIOCTO-
Mbl (110 Boley) ¢ BbIBefieHMeM IBOIHOI MIEOCTOMBI.
ITocnenyroee GopMupOBaHIUS MIEO-MIE0AHACTAMO3A
U 3aKPBITVE CTOMBI BOCCTAHOBUJIO IPOXOAVIMOCTD KU~
LIeYHMKA, 3HAYUTE/IbHO yMeHbIINB oTepu. C epBbIX
II0C/IeOTIePALIIOHHBIX CYTOK OTMEYEHO OTXOXJeHNe
XKUJIKOTO, )Ke/1e06pa3HOro cTysa 6e3 maTonornyecKux
npumeceit o6bemMoM o 30 M1/cyTKu. B cBA3M ¢ 3TUM
[IOCTeIIeHHO Ha4yaTo 9HTepaIbHOe IUTaHe B GU3UOIIO-
TUYIeCKOM 00beMe C COXpaHeHeM OOMbIINX 00beMOB
napeHTepajabHOro NuTaHuA. HeogHoKpaTHO oTMeda-
nock npucoenHenne nHdexiun ¢ nopaxenem JXKKT,
TpeboBaBlilee OTMEHbI 9HTepanIbHOTro uTaHus. ITocme
cTabuaM3anum COCTOSAHMS SHTEPaTbHOE MUTAHNIE
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Ta6bnuua 1.
[rHamuka maccbl
Tena no Mecauam
XKU3HN

0,5 2 3 4

Bospacr,
mecAy
o

3070 2670 3102 3582 4130

Macca
Tena,r

4820 5580 6100 6620 7100 7555

BO30OHOBJIANOCH, HOTEPY C KUIIEYHBIM COJIeP>KMMBIM
He npespimany 300-450 m.

B nmepuon ¢ 7 no 9 MecsitieB Ha GoHe mapeHTepanb-
HOIT Harpy3kiu B 180 MJI/Kr 06beM 3HTepaIbHOTO N~
TaHUsA pacmupen o 140 mn/cytku cmecbio HAH-1.
Beepmen nmpukopm pucosoii kamesi. [Torepu co crynmom
cocrapnsnu ot 180 go 590 M. BecoBas npubaska
pebenka cocraBuma 992 1.

C 9 o 10 mecs1 XXM3HM COCTOsIHME pebeHKa oCTa-
BaJIOCh CTAOMIBHBIM. Pe6eHOK KOPMIUJICA € pacIIy-
penueM. ViHdysnoHHas Harpyska CHU3UIACH JO
150-170 ma/kr B cyTku. IloTepu 1o KuiKe COCTaBIsAN
01400 1o 700 M B cyTkn. OTMevanmach HOpManusaIus
HYTPUIIMOHHOTO cTaTyca: B 10 MecAneB Macca Tena
meBouKu 7555 r, gamuHa tena 69 cm (m/h — -0,8 SD).

JIMHaMMKa M3MEHEHU A MACChl Tela IeBOUYKM OTpa-
>KeHa B Tabnue 1.

3aKknwuyeHune

HecMoTps Ha ONMCaHHbIE B IUTEpaType CIydan AIn-
Te/IBHOTO HAOJIIOIEeHIs] B TeYeHte NeCATUIETHI 3a T1a-
[MeHTaM1 ¢ TaQ TMHTOBOI SHTepomaTueit (18] TsxecTb
KMIIEYHOI ManbabcopOIMu 1 Juapey felaloT UX IOJ-
HOCTBIO 3aBUCUMBIMU OT JJIUTEIBHOTO TAPEHTEPATBHO-
TO IIMTaHMUA C IOCIEYIOLIMM PUCKOM OC/IOKHEHMII [19].
Cpenu TsKeBIX OCTOKHEeHII TMAMPYIOLIVe TO3UIIUIA
3aHMMAIOT OCTEOII0PO3 ¥ X0/1eCTas. X0/1eCTas MpUBOJUT
KaK K OCTPOMY LIUTO/MN3Y C Pa3BUTHEM II€4€HOYHO-
KJIETOYHOI HEJOCTATOYHOCTH, TaK ¥ K BTOPUYHOMY
6uIapHOMY LMPPO3Y C HAapYLIEHNEM CHHTETIIeCKOIT,
CEKPETOPHOIT, METAGOIMYECKOIT, I€3MHTOKCUKAL[MOH-
HOI1 U JeTIoOHUpyIollelt GYHKIUIT nedeHn. DTO IpUBO-
IUT K GOPMUPOBAHNUIO BTOPMYHBIX MIMMYHOReDUIINT-
HBIX COCTOSIHMIA, HAPYLIEHN IO PealorM4eCcKuX CBOJCTB
KPOBU C pasBUTUEM KPOBOTEYEHMIT ¥ TPOMOO3OB, Me-
TabOMMYeCKIIX HAPYIIEHWIT, TOPTA/IbHOI IUIIePTEH3NIL.
YacThIMI HENOCPECTBEHHBIMU IPUYMHAMY CMEPTH
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PucyHok 3.
[ncTonornyeckne
npenaparbl
CNN3NCTON
06010uKM
noAB3A0LWHON
KULWKK, OKpacKa
remMaToKCUINHOM
N 303UHOM.
Figure 3.
Histological
preparations

of the mucous
membrane of the
ileum, stained with
hematoxylin and
eosin.

PucyHok 4.
[ncTonornyeckne
npenaparbl
6uonTaToB

13 OTKIIIOYEHHOTO
oTaena ToncTon
KULLKK, OKpacKa
remMaToKCUIMHOM
1 303UHOM,
ysenuuermne 200.
Figure 4.
Histological
preparations of
biopsy samples
from the
disconnected
section of the
colon, stained
with hematoxylin
and eosin,
magnification 200.

A. HapyLueHune apxXUTeKTOHWKN C yNoLeHnem penbeda Cim3ucTorn 060104KM 3a CYET aTpodUM BOPCUHOK C yriybneHnem
1 pacwmpeHviem Kpunt (yBenuyeHue 200). B. O6unne Kokko-6aumnapHoit Gnopbl Ha MOBEPXHOCTU, 04aroBas CKyYeHHOCTb
3MUTENMOLMUTOB C GOPMUPOBAHMEM MYUKOB (TadT) (0603HAYEHO KPyKOYKOM) B COUETAHWU C yUYacTKaMU ANCTIIACTAYHDBIX
SHTEPOLMTOB U OYaroBbIM OTCYTCTBMEM HOKaNOBUAHBIX KNETOK (yBennyeHue 400).

A. Disturbance of the architectonics with flattening of the relief of the mucous membrane due to atrophy of the villi with
deepening and expansion of the crypts (magnification 200). B. An abundance of cocco-bacillary flora on the surface, focal
crowding of epithelial cells with the formation of tufts (taffeta) (indicated by a circle) in combination with areas of dysplastic
enterocytes and a focal absence of goblet cells (magnification 400).

A. MeXMblLeYHbIe LeMOoYKM FraHrIeB o 3pesibiMMU 1 He3penbiMu HelipoHamu. B. Iuctpopuyeckne nameHeHna Heinpornnu,
TaHrNIMO3HbIE KNETKM OTCYTCTBYIOT.

A. Intermuscular chains of ganglia with mature and immature neurons. B. Dystrophic changes in neuroglia, ganglion cells are
absent.
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