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PE3IOME

Llenbto ny6nunkauunm aenseTca npefcTaBrieHne pefKoro, paHee He ONMMCaHHOMo KITMHUYe-
CKOroO crly4as KOMOpPOUAHOro TeyeHms opdaHHoro sabonesanns Jeduumnt nM3ocoMHom
kucnon nunasbl (AJ1KJT) u 303MHOPUNBHOrO 330darmTa (203). AJIKJ1 - 3To nporpeccu-
pylolee cMcTeEMHOe 3aboneBaHme, KOTOPOE MPUBOAUT K HAKOMJTEHUIO IMMNLO0B B OpraHax
M TKaHSAX C MPENMYLLLECTBEHHbIM MOPaXeHNeM NeYeHn N CepAeYHO-COCYANCTON CUCTEMBI.
203 -3TOXPOHNYECKOE UMMYyHOOMOCPEeAOBaHHOE 3abo1eBaHNe NULLEBOAA, XapaKTepuay-
toLLleecs BblpakeHHbIM 303MHOPUITbHBIM BOCMaNIeHUEM €ro CIM3NCTON 060NOYKM M CUMATO-
MaMu auchyHKLMM NULLEBOAA, 3a4acTyLo NpoTeKkatoLwee Ha GoHe pasIMYHbIX COMyTCTBYHO-
LWMX annepruyeckmnx 3abonesaHuiy naumeHTa.

Mo faHHbIM MeXAYHapPOAHbIX NyOANKaLMN NPpOBeAEH aHaTN3 U3MEHEH WA, BbISBIISEMbIX MPU
nposegeHun SIAC y naumeHTos ¢ AJ1KJ1. B onvcaHum cnyyada nokasaHo 3HavyeHue SMAC
y AeTen ¢ 3TUM 3aboneBaHMeM. YKazaHbl BbIBISEMble 3HAOCKONNYeckne n Mmopdosormye-
ckue nsmeHeHus. OnmncaHbl COBpeMeHHble Bo3MoXXHocTU Tepanun npu AJIKJTn 2303y neten.
Kniouyesble cnoBa: ePuLUUT TM30COMHOM KUCTOWN NnUMasbl, 903MHODUNbHbLIN 330daruT,
[eTH, SHOOCKOMMYecKoe uccnegoBaHne, Mopdornormyeckoe nccnegoBaHne, oppaHHoe
3abonesaHue

MHdopMaLms 0 KOHGNUKTE MHTEPeCOB: KOHDIMKT MHTEPECOB OTCYTCTBYET.
MHpopMaLima o cnoHcopcTse: iaHHas paboTa He uHaHCMpoBanacs.

Insa untupoBanus: bynkuna T.H., Anywenko A.O., loxmatos M.M., Makaposa C.I, BazaHkuna C.C., Bunokyposa A.B.,
Kynukos K.A., inancckas M.B. ledbnumt nM3ocoMHOM KMCNOM TMnasbl v 303MHOGUIbHbIN 330baruT y NoOAPOCTKa -
0CO6EHHOCTU IMarHOCTUKM U BELEHWA NPU COueTaHUM ByXx opdaHHbIX 3aboneBaHuit. KnuHuueckas aHLOCKOMMS.
2026,68(2):45-51. doi: 10.31146/2415-7813-endo-68-2-45-51.
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SUMMARY

This publication presents a rare, previously unreported clinical case of comorbidity between
the orphandisease lysosomal acid lipase deficiency (LALD) and eosinophilic esophagitis (EoE).
LALD is a progressive systemic disease that leads to lipid accumulation in organs and tissues,
primarily affecting the liver and cardiovascular system. EoE is a chronic immune-mediated
disease of the esophagus, characterized by severe eosinophilic inflammation of the esopha-
geal mucosa and symptoms of esophageal dysfunction, often associated with various comor-
bid allergic diseases. Based on international publications, an analysis of changes detected
during EGDS in patients with LALD is conducted. This case report demonstrates the value
of EGDS in children with this disease. The endoscopic and morphological changes detect-
ed are highlighted. Current treatment options for LALD and EoE in children are described.
Keywords: Lysosomal Acid Lipase Deficiency, eosinophilic esophagitis, children upper en-

doscopy, histological features, orphan disease
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BBEOEHUE

Oeduunt nusocoMHon kucnon nunassl (AJIKJT) - npo-
rpeccupylolLee HacneACTBEHHOE 3a60N1eBaHUe, B OCHOBE
KoToporo nexut fedekt reHa LIPA, kogupytowiero dep-
MEHT IM30COMHYI0 Kucnyto nunasy (JIKJT), npusoaaiwmn
K IN30COManbHOMY HakomnneHuo 3GUpoB xonectTepmHa
W TPUMULLEPWILOB B OpraHax 1 TkaHsx [1]. 3abonesaHwve
HacneayeTcs No ayTOCOMHO-PELECCUBHOMY TUMY U UMe-
€T HECKOJIbKO KNMHUYECKUX GEHOTUMOB C Pa3nuHOwM
TSXKECTbIO TeyeHus. BbigensioT Be oCHOBHble GOpMbI
ONKJT: uhpaHTUNbHas (6onesHb BonbmaHa), MaHude-
CTMpytoLLas B NepBble LWeCTb MeCALEB XU3HU 1 OTNN-
yaloLLancs TAXKENbIM, BbICTPO NPOrPeCcCUpPYIOLUM Te-
yeHueM, 1 6oN1e3Hb HakoMNeHns adUpPoOB XoNecTepuHa
(BH3X), c nebioTOM B BO3pacTe CTaplue WecTu Mecaues
(Hanbonee yacto B 2-5 ne) [1]. BonesHb HakonneHus
3bUPOB XONecTeprHa XapakTepuayeTcs MEAIEHHbIM,
HO NPOrpPeCcCUpPYIOLLMM TEYEHUEM C MOPAKEHNEM XKM3-
HEHHO Ba)XHbIX OpPraHoB 1 cucTeM. MpeuMyllecTBeHHO
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nopaxatoTcs neyeHb, CEPAEYHO-COCYANCTan cucTeMa.
InsnoctaHosku anarnosa 1JIKJ1yyntbiBaeTcs COBOKYM-
HOCTb KNMHWMKO-aHaMHeCTUYECKUX AaHHbIX 1 pe3ynbTa-
TOB N1abopPaTOPHBIX U MUHCTPYMEHTabHbIX UCCNEA0BAHUIA.
OCHOBHbIMM NpU3HakaMu ABNAIOTCA renaToMeranus, no-
BbILUEHWE NeYeHOUHbIX TpaHcaMuHa3 (AnAT, AcAT) B co-
yeTaHMe CO CTeaTO30M MeyeHu v runepnunuaemMmen [2].
Mpu nporpeccupoBaHum 3abonesaHns passmpaeTcs du-
6p03 M LMPPO3 NeYeHu.

Onpepenenune akTuBHOCTU JTKJT B CyXuX NATHaX KPOBM
ABNAETCA «30/10TbIM CTaHAAPTOM» ANArHOCTUKM 3TOMO 3a-
6onesaHus. [pu BbigBNEHUM CHXKeHNS akTUBHOCTU JTK]]
nauneHTy peKOMeH0BaHO NPOBefEHNEe MONeKyNSPHO-
reHeTMYecKoro uccnenoBaHus (BbigBNeHne MyTaLmni
reHa LIPA) c uenbio noaTBepXAeHUa AMarHosa v Bos-
MOXXHOCTM NPOBeAEHNs NpeHaTanbHON ANarHOCTUKM
B ceMbe [1]. B neNCTBYIOWMX KNTMHUYECKUX PEKOMEH-
[aLuax ykasbiBaeTcs HeOOX0AUMOCTb NPOBELEHMS
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asodaroractpopyopeHockonum (ArAC) y peten c AJKJ
A5 BAPUKO3HOrO paclunperns BeH nuwesopa. OgHako
A5 3TUX MALMEHTOB TakXXe XapakTEPHO MOpaXeHWe TOH-
KOV KULLKK (B pe3ysibTaTe OT/IOKEHUS INMUA0B B CTEHKE),
4TO NPUBOLMT K CUHAPOMY Manibabcopbumm (HegocTaTou-
HOCTb NWUTaHWA, napes, cTeaTopes, HapyLUeHWe Bcachl-
BaHWS KMPOPaACTBOPUMbIX HYTpUEHTOB) [3].

EAMHCTBEHHO BO3MOXHbBIM BapMaHTOM maTore-
HeTuyeckoro nevyenusa naumentos ¢ JJIKJI asnset-
cq nposefieHne GepMeHT-3aMeCcTUTENbHON Tepanum
npenapaTtoM Cebenunasa anbda (Sebelipase alfa).
depMeHT-3aMecTUTENbHAs Tepanusa cnocobCTByeT 3a-
MeLNIeHMIO NPOrpeccMpoBaHng 3aboneBaHus, yMeHb-
LWeHMIo pa3MepoB NMeYeHU 1 CeNle3eHKu, perpeccy unm
cTabunusauuv Gubposa neyeHu, ycTpaHeHUo ANCIN-
MUAEMUU, YMEHbLIEHMWIO HAaKOMNEHUA 3GUPOB Xose-
CTepuHa B opraHax 1 TkaHax. CuMnToMaTnyeckoe ne-
UeHwWe BKJIOYaeT HazHauyeHe AMeTbl C OrPaHUYEHHbBIM
COLEePXaHWEM XUPOB U NNeYeHKe ConyTCTBYIOLe na-
Tonorum [1].

D031HODUNbHBIN 330darnT (303) - XpoHUYeCKoe,
Me[IeHHO-NporpeccupyoLLee UMMyHOONOCPea0BaH-
Hoe 3aboneBaHuWe NWLLEBOAA, XapaKTepH3ytoLLeecs Bbi-
paXXeHHbIM 303MHOPUIbHBIM BOCMaNeHUEM CIU3UCTOM

KNTUMHUYECKUU CNTYYAU

BsaHBape 2026 T.BracTposHTEpONOrMyeckoe oTaeNeHne
OTAY «HMWUL, 3popoBbs aeten» MuHagpasa Poccum (3aB.
oTneneHveM Bunokyposa A.B.) noctynun Manbunk 17 net
ANs nnaHosoro obcnenosaHus. [loapocTok HabnopaeTcs
B OTAENEHWW B TEUEHWE NATU NET C AnarHo3oM «leduunt
NN30COMHOM KUCNTON IMNa3bl».

Manbuuk poauncs ot nepBon 6epeMEeHHOCTH, CPOUHBIX
ponos cMaccoi 3200 . v pnimtow Tena 51 cM. CeMeltHbIN
aHaMHe3 OTAroLEH No CepfeYHO-COCYANUCTON NaToNoru
Mo OTL,OBCKOMN NMHUM (aTepoCcKnepos, MHGapKT MUOKap-
[.a B MONIOAOM BO3pacTe).

3 aHaMHe3a 3aboneBaHuWsa U3BECTHO, UTO y pebeHka
CO[LHOTO rofia 0TMEYAITCH U3MEHEHMS B GUOXMMUYECKOM
aHanu3e KpoBw (MOBbILLEHWEe TpaHCaMWHa3) v renatoMe-
ranus no faHHbIM Y3/, HeycTonumBbIN, nepuonmyecku
Pa3XMXKEHHBIN CTYI.

Manbuvk Habnogancs B MONUKIMHUKE MO MECTy
XKUTENbCTBA C ANAarHO30M: XpPOHUYECKMIA renaTuT Lu-
TOMeranoBupycHomn u dnwTenH-bapp BUpycHoM aTHO-
NOTUM, NONYYNN KypC NPOTUBOBUPYCHOTO NIeYeHUs, No
OKOHYaHUM KOTOPOro coxpaHanoch nosbiwernne ACT
no 55 ME/n (Hopma 0-35 ME/n). O6cnepnoBaH Ha UM-
MYHONOTMYECKME MapKepbl LLeIMakum - pesynbraT oT-
puLaTENbHbIN. SMU30L0B XENTYXM, aXONIMYHOTO CTYNa,
TEMHOWM MOUM, KOXHOTO 3yAa y pebeHka He oTMeya-
nocb. B2014 rogy (B lwecTb neT) npu NOBTOPHOM obche-
LOBaHUW B YCNOBUSAX CTaLMOHapa MO MECTY XUTENb-
CTBa BbiIBNEHbl renatocnneHomeranus, andodysHole
M3MEHEHWSs MeYeHwu, XxapaKTepHble Ang renaTuTa, Npu-
3Haku nopTanbHon runepteHsmu. B 2020 ropy snep-
Bble 6blN 3aN0f03peH LePULNT TM30COMHON KUCTOM

CLINICAL OBSERVATIONS

0060/104KM NULLEBOLA, PAa3BUTUEM NOACIMU3IUCTOTO HU-
6po3a, KNMHUYECKM NPOABASIOLIEeCa CUMITOMaMU iNC-
barum n/mnm «3acTpeBaHneM» MUK y B3POCbIX NaLm-
€HTOB M Npob6NIeMaMu C NUTaHWeM, 6019MU B XUBOTE W/
wnv peoToit y feten [4, 5].

B nocrnenHue rofbl 0TMeyaeTCa yBenYeHue pacnpo-
CTPaHEHHOCTM M 3aboneBaeMoCcTv 03 Cpean B3pOCibIX
NauWeHTOB U AeTeN.

KputepueM fmarHo3sa aBiaeTcs COBOKYMHOCTb KITIMHU-
YECKMX CUMMTOMOB ANCHYHKLMM NULLEBOAA U BbISIBNIEHUS
npu Mopdonornyeckom nccnegosanum >15 soanHodu-
NOB/ BNOME 3peHMs MUKPOCKONa BbICOKOTO paspeLleHuns
npu ysenndennn x 400 (unm >15 so3uHodunos/0,3 MM2),
noce UCKI0YEHWS 3a601eBaHMIA, CONMPOBOXAAIOLLMXCS
s03uHodunmen nuwesopna [4]. Lns nocTaHoBKM AnarHosa
BCEM MaLMeHTaM C NoA03peHneM Ha 303 peKoMeH0Ba-
Ho npoBeaeHue IAC ¢ MHOXECTBEHHBIMU BMOMNCUAMY
CNM3NUCTOM 06010YKM NULLEeBOAA (WeCTb GparMeHToB),
a TakxXe XeNyaka u 12-nepcTHOM KUK,

B MMpoBoOM nuTepaType HeT onucaHua KNMHUYECKUX
cnyyvaes coyetanunsa LJIKJ1 ¢ 303nHOGUNbHBIM 330daru-
ToM (203). Ony6nunkoBaHbl eMHUYHbIE PaboTbl, yKa3bl-
BaloLLMe XapaKTep n3MeHeHui npu nposefeHun IAC
y naumenTos ¢ AJIKJI.

nunasbl. MpoBefeHo onpeneneHne akTUBHOCTM NN~
30COMHOWM KMCNOM NMNasbl B NATHe Kposu (Meanko-
reHeTUYeckunin HayuHbl LeHTp, r. Mockaa): JIKJ1-0,010
(Hopma 0,16-1,8 HM/uac/naTHo) - akTuBHOCTb JIKJ1 pes-
KO CHVXeHa. [TpOBEAEH reHeTUUECKM aHau3 Ha MyTa-
umv Brere LIPABnaTHe kposw (Mefnko-reHeTUYECKN I
HayUHbIN LLeHTp, . Mockea): B vHTpoHe 1 BbigBNEHa 04-
HOHYKNeoTuHasa 3aMeHa ¢.-3A>G B reTepo3uroTHOM
COCTOAHUU. B 3K30He 8 BbiBNeHa OQHOHYKNEOTUs-
Has 3aMeHa ¢. 894G>A B reTepo3nroTHOM COCTOSHUM.
[laHHble 3aMeHbl OLLleHUBaIOTCS Kak naToreHHble. Ha oc-
HOBaHWK pe3ynbTaToB aHaMHe3a, SH3NMOAMATHOCTUKM
1 MONEKYNAPHO-TEHETUYECKUX UCCNIEA0BAHWUI IMarHo3
JednunT NM30COMHOIN KUCNOM NMNa3bl NOATBEPXKAEH.

B anpene 2020 ropa ceMbsa nauuneHTa obpatunach
B OIAY «<HMUL, 3p0poBba fieTelt», bbin nonyyeH OTBET O He-
06X0AMMOCTH NpoBefieHNs GepMeHT-3aMeCTUTENbHOM
Tepanuu cebenunasoi-anbda no XU3HEHHbLIM NOKa3aHu-
aM. [1o MecTy XWUTenbCTBa MHULMMPOBaHa 3aKynKa, 0f-
HaKo, C y4eTOM Hannuus y pebéHka HenepeHoCUMoCTH
KYPWHOro siLia OT Hayana Tepanuu v BBEAEeHUs NepBbIX
L03Npenapata no MecTy XUTeNbCTBa bblNo NPUHSATO pe-
LeHWe Bo3fepXaTbes (MPoBeCTU Ha base defepanbHOro
LleHTpa). Takxxe c paHHero Bo3pacTa peb6EHOK Habo-
AaeTcs aniepronaoroM ¢ AuarHo3om Atonmueckui gep-
MaTwT. [1o3xe ycTaHOBNEH iMarHo3 bpoHxuanbHas acT-
Ma, annepruyeckunin puHuT. BeiseneHa ceHcmbunmsaums
K FJIOTEHY, OJIbXeE, A6710KaM, KYPUHOMY LY, 6eNKy Kopo-
BbEro MOJIOKa, MbifibLie paHHeLBeTYLWMX TpaB. Manbumk
cobntopan runoanneprexHyto anety, nposoaunace ACUT.
MepBas rocnuTanu3aLms B racTpPO3IHTEPONOrNYECKOe
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Puc.1A, B.3I1C 2023 . Muwesoa. Cnusncras 0605104Ka yMepeHHO
0TEYHa (COCYANCTbIN PUCYHOK HE MPOCNeXMUBaeTCs), C NPOAOIbHOM UC-
4epUYEHHOCTbIO, 6erbIM HanéToM

Fig.1A, B.EGDS 2023. Esophagus. The mucous membrane is
moderately edematous (the vascular pattern is not visible), with
longitudinal striations and a white coating.

otaenenne OrAY «<HMUL spoposbsa feten» MuHsapasa
Poccuu B aBrycte 2021 r. AIT/ACT npu nocTynneHuu
206/175 Ep/n. Mo paHHbIM GMbBpO3NacCTOMETPUM NEYEHU
Npv NPOBEAEHNMU CEPUM U3MEPEHUI B PaBOM oSie neye-
HU: MeawmaHa 6,8 kl1a; nosbiweHa. PesynbTaThl nepecMoTpa
BroncuinHoro MaTepuana neyeHn ¢ MecTa XMTenbCTBa:
Mopdonornyeckas kKapTuHa, ¢ y4eToM 6UOXUMUYECKUX
1 MOJIEKYNSPHO-TEHETUYECKMX LaHHbIX, COOTBETCTBYET
60os1e3HM HakoneHus - 4epULUT IM30COMHON KUCTON
nunasbl. XpOHUYECKUI NepunopTasbHbIi renatut cTe-
neHu ructonorunyeckon aktueHoct Knodell 10 (I-C, II-C,
[1I-D). npekc cknepo3sa no Jdecmet 3 6anna. METAVIR
A2(pmn-2, In-0) F3.

Bbina HayaTa pepMeHT-3aMecTUTENbHAg Tepanus
(®3T) npenapaToM Cebenunnasza anbda (Sebelipase alfa)
B AO3MPOBKe IMr/KT, B/B KaneNbHO, OAMH pa3 B ABe Hefe-
NIV, HENPEPBIBHO, LNNTENBHO. 3a BPEMSA roCnUTaNM3aLmum
npoBefeHbl NepBble iBe MHPY3UM Npenapata, 6e3 Hexe-
NaTesibHbIX peakLmnii Ha BBEAEHME.

BBepeHne npenapata 66110 NPOLOMIKEHO MO CXe-
Me OAWH pa3 B [1Be HefeNn Mo MecTy XuTenbcTaa. [losa
Cebenunasbl anbda Koppernposanacb B AMHaMuke
Ha Bec.

Ha doHe depMeHTO-3aMecTUTENbHOM Tepanuu oT-
MeuyeHa HopManu3aLma TpaHcaMuHas; MPU3HaKoB -
nepaMnUMaEMUK, NOBbILWEHNS NTabOPaTOPHbIX MapKEPOB
XonecTasa He oTMeyanach. ViIMena MecTo BbipaXeHHas
npvbaska Macchbl Tena.

B oaHy u3 rocnutanusaumin s ®rAY «HMUL 3goposba
pete» MuHsgpaBa Poccum ¢ Lenblo UCKITIYeHNs Ba-
PWKO3HOTO pacliMpPEeHns BEH NULLEBOLA, a TakXXe B CBA-
31 C OTATOLLEHHbIM aHAaMHE30M M0 aTonuK, NpoBeAeHa
330¢aroracTposyofeHOCKoNus.

Mpun 3T AC BbIBNEHbI NPU3HAKM 303UHOPUNIBHOMO 330~
daruta (puc. 1A, b): cnusnctas obonouka nuLLeBoa Ha
BCEM MPOTAXKEHUMU YMEPEHHO OTEYHA C MPOAOIbHbIMU
6opo3naMu 1 6enbIM HaETOM, PacMoNIOKEHHbIM Npe-
MMYLLECTBEHHO BLLONb 60po3a. Takxe NpoKcUManbHee
Z-NIVHWUK MO NPaBOW CTEHKe ONpefenseTca ManeHbkas
3pO3Ms B OCHOBaHUM PEAKTUBHO YTOMLLEHHOM CKNaf-
K1 Kapauno-azodareanbHoro nepexopa. Cnusncras
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Puc.2 AnB.3IAC 2023 12024 r.12-nepcTHas kuwka. Cnnsuncras o6o-
JI0YKa C XXENTOBaTbIM OTTEHKOM. BopcuHuaTbiv cioi npocnexvBaeTca
Ha BCEM NPOTSXXEHUM, BOPCUHKM UMEIOT 6e10-KENTbIA OTTEHOK.

Fig.2 A and B. EGDS 2023 and 2024. Duodenum. The mucosa has
ayellowish tint. The villous layer is visible throughout, and the villi have
awhite-yellow tint.

obonoyka nocTbynbbapHbix oTAEN0B (puc. 2 A n b) yme-
PEHHO OTEUHa, C XKEeNTOBAaTbIM HaNETOM, BOPCUHYATBIN
CIOM NPOCNEXMBAETCS, BOPCUHKM HECKOJTbKO YyTOMLe-
Hbl; CKJTaLKU CpefiHel BeIMUMHbI C POBHbIMU KOHTYpa-
Mu. Ha pucyHke b npeacrasneHa cnusncras o6onouka
12-nepcTHow kuwku npun IMAC 8 2024 .

BeinonHeHa 6uoncus cnmancTon 060104KM ANS Npo-
BefeHUs MopdpoNornyeckoro UccnepoBanms: us 12-nep-
CTHOWM KULLKW, aHTPaNIbHOrO OTAENa XeNyLKa U WecTb
bparMeHTOB M3 NULLeBOLa (MO iBa U3 KaX[OM TPeTK).

3akntouenue AMAC: sHpoCKONUYECKME NPU3HAKK
303nHOGUNbHOrO 330¢arunta (EIROEx2F2S0-5 6annos).
[ncTanbHbIN 3p03nBHbIN pedntokc-330daruT (cTeneHb A
no Jloc-AHpxenecckol knaccudukauum).

Mpn MopdoNnornyeckoM uccnenoBaHumu BoisBne-
HO: GparMeHTbl TKaHW CAN3UCTON 0BONTIOYKM TOHKOM
KWLUKM C BBICOKUMU BOPCUHAMM NanbLEeBUAHOM Gop-
Mbl. COOTHOLLEHME BbICOTbI BOPCUH K TNyOMHE KpunT
3:1. B rny6uHe KpunT NpUCyTCTBYIOT KNeTku [MaHeTa.
MexanutennanbHole NUMGOLUTb eanHUYHble. Cob-
CTBEHHasa NnacTUHKa ciM3ncTon 060n04kn AnddysHo
MHOUNLTPUPOBaHA KCAHTOMHbBIMU KNeTKaMu, KoTopble
no3uTtueHbl npu LUNK-peakumv n oTpulatensHbie npu pe-
akumsx S100, CD1a, Grocott. ®parMeHTbl MHOFOCAOMHOTO
MIOCKOro HEOPOrOBEBAIOLLETO ANUTENNSA C BaKYONU3aLu-
el UMTonnasMbl aNUTENNOLMTOB, 04aroBoin 6azanbHol
rMnepnnasune, MexanuTenuanbHbIMyU CKOMNEHWUSIMU 30-
3MHOGUNBHBIX rpaHynouuToB (25-55 B none 3peHns npu
yBenunyeHuu x400).

3akntouyeHne MopdoNIOrMyeckoro UCCNefoBaHmS:
rMCTONIOrMYEeCcKas KapTMHa 303MHOPUIbHOrO 330daru-
Ta. Mopdonornyeckas kKapTuHa B TOHKOM KuLLKe Tpeby-
eT uckoyerus bonesuun Yunnna. OgHako, npuHuMas
BO BHUMaHWeE XENTO-KOPUUYHEBbIN OTTEHOK LIUTOMNMNa3Mbl
Makpodaros, U3MEHEHUS MOTYT ObITb XapakTepHbl AN
60ne3HM HaKONNEHWS, TO ECTb ABNAIOTCS NPOSBIEHNEM
0CHOBHoro 3abonesanua - AJIKJ1 (puc. 3, 4).

ManbuuK Bbl1 KOHCYNIBTUPOBAH anneprosnorom. Y pe-
6EHKa oTMeyanuch cnepytoLne KIMHUYECKUe peak-
LMu: nocne ynoTpebaeHuns auL, 3y B pOTOBOM NONIOCTH,
TOWHOTa; NPW ynoTpebneHun 960K, YepeLiHu, CNuB,
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Puc. 3. Mukpomopdonoruyeckoe
nccneposaHue dparMeHTa TkaHu
CNW3UCTON 060I0YKM TOHKOM KMLL-
KU, OKpacka [eMaTOKCUINH 1 3031H

Fig. 3. Micromorphological
examination of a fragment of tissue
from the small intestinal mucosa,
stained with Hematoxylin and Eosin

Puc. 4.
Mukpomopdonoruyeckoe nc-
cnefoBaHue GpparMeHTa TKaHu
CNU3NCTON 060N0UKM TOHKOM
Kuwkw, okpacka WNK-peakuns
(PAS). CobcTBEHHAs NNacTUHKa
cnusucTon 06onouku AuddysHo
MHOUNBTPUPOBAHA KCAHTOMHBIMM
KJleTKaMu, KOTOpble MO3UTUBHbI
npv nposeaenun WNK-peakumu.

g

Fig. 4. Micromorphological examination of a small intestinal mucosal
tissue fragment, stained with the PAS reaction. The lamina propria

of the mucosa is diffusely infiltrated with xanthomous cells, which are
positive for the PAS reaction.

Puc.5.37AC 2026 1. Muwesoa,.
Cnusucras obonouka 6e3 socna-
NINTENbHbIX U3MEHEHWIA.

Fig.5.EGDS 2026. Esophagus.
Mucous membrane without
inflammatory changes.

Puc. 6.3I1C2026r.12-nepcTHan
Kuwka. Cnusncras obonouka
CKENTOBAaTO-KOPUYHEBBIM OTTEH-
KoM. BopcuHuartbiii ciioi npocne-
KUBAETCA Ha BCEM MPOTAKEHUM,
BOPCHHKM YTONLEHbI, UMetoT Ge-
NO-KENTbIA OTTEHOK.

Fig. 6.EGDS, 2026. Duodenum.

The mucosa has a yellowish-brown
tint. The villous layer is visible throughout; the villi are thickened and
have a white-yellow tint.

rPyLWM -3yA B POTOBOM MOSIOCTU B TOM YNCIe BHE Nepu-
Ofa LBeTeHus, aHTubakTepuanbHble npenapaThl B Ta-
6neTupoBaHHOM popMe - poTa. ANNEpPronornyeckmi
AnarHo3: J03MHoGUNbHbI 330daruT. ATonuyeckuin fep-
MaTuT, pacnpocTpaHeHHas GopMa, TaxKenoe TeueHue,
obocTpeHue. bpoHxuanbHasa acTMa, atonuyeckas dop-
Ma, Nerkoe NepcucTupyloLLee Te4eHne, YaCTUYHO KOH-
TponupyeMmasn. Annepruyeckuin nepcucTUpyoLwmnin pu-
HUT, 06ocTpeHue. ANnepruyeckuin Ce30HHbIN PUHMT,
obocTpeHue. Annepruyecknin KOHTaKTHbIN AepMaTHT.
MHoxecTBeHHas nuesas anneprus. OpanbHbiv an-
Neprunyecknin CUHAPOM.

B 2024 r Manbuwmk 6bi1 rocnuTanmM3MpoBaH B oTaene-
HWe fepMatonorum u annepronorun OrAY «HMUL 3p0-
poBba feTel» MuHzapasa Poccum (3aB. oTaeneHmeM
Mypawkut H.H.). B cBa3u ¢ HepocTaTouHoM apdekTuB-
HOCTbIO MPOBOAVMOI Hapy>XHOM Tepanuu aToNnMYeCcKoro
AepMaTuTa, a TakXXe TIKECTbO M PaCNPOCTPaHEHHOCTbIO

CLINICAL OBSERVATIONS

KOXHOrO MaToNorMyeckoro NpoLecca, ConyTCTBYOLMX
LMarHO30B: 303MHOGUNbHBIN 330darnT n poHxManbHas
acTMa, HayaTa Tepanus reHHO-VHXeHEepPHbIM bronoruye-
ckum npenapatom (TUBT) - aynunyma6 n/k 300 Mr kax-
Able 2 Hepienun. Pe6EHOK NPOAOIKUN FEHHO-UHXEHEPHYIO
B1onormyeckyio Tepanuio No MecTy XUTENbCTBa C Moo=
XUTENbHbIM 3P PEKTOM.

B HacTosWyto rocnuTanvsaLmio Manbuvk He Npeab-
IBNAN paHee yka3aHHbIX xanob. B Tom yucne He bbino
racTPO3HTEPONOrNYECKUX peakLMn Ha NPOAYKTHI.
KynupoBanuch xanobbl Ha HeyCTONUYMBBIN, NEPUOAN-

yecku paxmKeHHbIN cTyn. [pu ocMoTpe obpaluaeT Ha

cebq BHUMaHwe: dU3nYecKoe pasBuTHE CpeLiHee, Aucrap-
MOHWYHOE 3a CYET M36bITKa Macchl Tena (Bec 83 kr, pocT
178 cM, SDS UUIMT +1,62); KOXHble MOKPOBbI YACTbIE, KUBOT
npw Nanbnaunm Markui, 6e36onesHeHHbIN.
JlabopaTopHble uccneposaHusa. o pesynsrataM aHa-
JIN30B KPOBM OTMeYaeTcs MUHUMasbHOe yBeNnyeHue

TpaHcamMuHa3 AJIT/ACT 55/34 En/n (Hopma po 40/42 Ex/n,

COOTBETCTBEHHO), TabOPaTOPHBbIX MPKU3HAKOB X0oNlecTasa
npv 3ToM He oTMeuyaetcs ([T, LL® nabopaTtopHble Map-
Kepbl B HOPME), IMNMULorpaMMa - C MoNoXUTENbHON AN-
HaMWKoW B BUAE HOpManu3auum obLero xonectepuHa
(5,19 En/n, Hopma fio 6,5 En/n) u dpakuuit Ha doHe npo-
BoauMon O3T.

Mo pe3ynsratam Y3M opraHoB 6proLHOM NofocTm-Y3-
NpU3HaKK AN Y3HbBIX MapeHXMMaTO3HbIX U3MEHEHUI Me-

YeHU, BTOPUYHbIX N3MEHEHUN no,cpKeny)J,quoﬁ xenesbl.

Mposenera ITAC noa Hapko3oM. o pesynbtaTtam
SIAC -2031HOGUNBHBIN 330harnT - sHAOCKONMYeCKas
pemuceus (puc. b). AnddysHblie nsmererus B 12-nepct-
HOW KWLUKe U HayasbHOM OTAese TOWeEN KULWKH B BUAE
KENTOBATOro OKPaLlMBaHWSA CIIU3UCTON 0BONOYKM M yTON-
LeHUs BOPCUH, CBAI3aHHble C OCHOBHbIM 3abosieBaHneM
(puc. 6). 3aknoyeHne MOpHONOrnyeckoro UCcnepoBa-
HUs: B cobCTBEHHOM NNacTUHKE CNU3NCTOM 060N0YKM

TOHKOW KULIKMK onpepenaetcsd 60MblIOE KOMYECTBO

CD68 (Mapkép Makpodaros) no3UTUBHbIX KIETOK, pacno-

JIOXXEHHbIXTPEeNMYLLLeCTBEHHO B COOCTBEHHOM NNaCTUHKe

BOpPCUH, copepxalunx PAS oTpuLatesibHble roMOreHHble
Maccbl. Mopdonornyeckas kapTuHa KCaHTOMaTo3a Ciu-

3UCTOM 060SI0YKM TOHKOWM KULWKKN, PEaKTUBHbIX U3MEHEe-

HWUM CAM3KUCTON 060MI0UKM NULLEBOLA (MEXINUTENNANb-
Hble 3031HOGUbI He ONpeaenstoTCs).

OcHoBHoW anarHo3: Pubpo3 neyeHn NErkom cTeneHu
(FO-F1) n cTeaTo3 neyeHn B pamMkax geduLmnTa NM30CoM-
HOW KMCNOM NnNasbl.

PekoMeHposaHo npopomkuTb O3T cebennnasoit anb-

da B 103e He MeHee 1 Mr/Kr/BBEi€HWE OfIMH pa3 B [iBe He-

LV N0 XKM3HEHHBIM MOKa3aHWAM MO MECTY XUTENbCTBA;
MPOAOIKUTb renaTonpoTEKTUBHYIO XONEpPeTUYeCKyto Te-
panuio ypCcoAe30yCUX0NeBOM KNCNOTOM B BUAE Kamncyl.
Manbymk KOHCYNbTUPOBaH aaepronoroM, AUeToNoroMm
(BaHbl pekoMeHAauum No NuTaHuo). PeKoMeHa0BaHO
HabnoneHue annepronorom, nponosixerune MBI Te-
panuu aynunymMabomM, CobMofeHNe runoannepreHHomn
¥ HU3KOXXMPOBOW AMETDI.
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OBCY)XAEHUE

lNpeacTaBAeHHbIN KTMHUYECKWI ClyYait AEMOHCTpUpYeT
TeueHne opdaHHoro 3abonesaHusa epuumt IM30COMHOM
KUCIOM NiNasbl y pebéHka ¢ MHOXECTBEHHbIMU annepru-
YeCKu1MK 3a60neBaHNAMM, B TOM YUCNE 303MHOPUIBHBIM
330¢arnuToM. Y Masibumnka Oblnn BbisIBNIEHbI Clefytolme
M3MeHeHUs B 12-NepCTHOM U TOLLEN KULLKE: XeNTOBaTbIN
OTTEHOK CNIU3UCTON 0BOMOUYKM, HECKOMBKO YTOMLLEHHbIE
BOPCHHKM 6eno-xéntoro Lseta. Mopdonornyecku B cob-
CTBEHHOWN NNacTUHKe CIIM3UCTON 060NI0UKM OTMeYaeTcs
BblpaXKeHHas MHOUNLTPaLWa MakpodaraMu, Hakannmea-
towmnmMmn PAS-no3unTuBHble Macchl. BopcuHbl pasHoro pas-
Mepa 1 GOpPMbI, BbICTNAHbI LUIMHAPUYECKUM MUTENNEM
1 60KanoBMAHbLIMK KNeTkaMu, konnyectso M3J1 B HopMe.
Mog anuTenveM BbISBASETCS 6OMbLLIOE KONMYECTBO MaKpPO-
baroB c 3epHUCTON LIUTOMIa3MOM XXeTOBATOrO LiBETA, MPK
okpacke PAS-peakumelt 0oTMeYaeTcs UHTEHCMBHOE Mani-
HOBOE OKpaLlVBaHue.

MHTepecHo, UTO BbIIBNEHHbIE U3MEHEHUS MOTYT UMETH
MHWMYIO CXOXECTb C NPOSBNEHWAMM 6oNe3HM Yunnna, npu
KOTOPOW B CAIN3UCTON 060M0UKE TOHKOMN KULLIKM 0BHapy-
XuBatoTcs Makpodaru ¢ PAS-nosnTHBHLIM BELLECTBOM
(6akTepun). OpHako, y Hallero nauneHTa, NpMHUMas BO
BHWMaHMWe XenToBaTO-KOPUYHEBbIN OTTEHOK LiMTOMNMa3-
Mbl Makpodaros, aHaMHe3 3aboneBaHUs, KNMHUYECKME
1 NabopaTopHble AaHHble, BblN cenaH BblBOA, YTO SHAO-
ckonuyeckue n MopdoNornyeckmne U3MeHeHUs ABASIOTCS
nposBieHneM ocHoBHOro 3abonesaHus - AJTKJT.

lNpoBeaeHune a3o0paroracTpoayoAeHOEIOHOCKONNUM 1B~
naeTca BaxHbIM anga naumeHTos ¢ [J1KJ1, He Tonbko ang
UCKIIOYEHWS BapUKO3HOTO pacluMpeHuns BEH NULLEBOAA,
HO U iNS OLLEHKM CNIU3UCTOM 0600UKM TOHKOMN KULLKMU.
B HekoTopbix cnyyasx umeHHo SMC nossonsna 3anopo-
3puTb AinarHos. Tak, nepBoHavanbHoe 0bHapyxXeHne MHO-
KECTBEHHbIX KENTOBATbIX, MPUNOAHSTbIX 1 CIIMBAIOLLUXCS
NopaXxeHwW BO BTOPOW YacTu 12-NepCcTHOM KULLKW BO Bpe-
ma ITAC npueeno k anmarHo3sy AJIKI. Y naumeHTku 29 net
BTeUEHWe CeM NeT OTMeYaNnCh nepuoanyeckas amapes
v 60K B XnBOTE. Yepes ABa rofia Nocrne nosiBIeHNs CUM-
NTOMOB, NALMEHTKeE NO pe3ysbTaTaM NPOBELeHUs NepBUY-
Hou ITJ1C, 6bin NocTaBneH AnarHo3 «bosiesHb Yunnna.
Korpa neyeHve cynbdaMeToKCcasonoM 1 TpPUMETONPUMOM
HE NPUBENO K YNYULLEHWUIO COCTOSHUS, MaLMeHTKe bbina
npoBefeHa NOBTOPHas 3HLOCKONUS, U Npu Mopdonoru-
YeCKOM UcCnefoBaHUM GUONTaTOB CIIM3UCTON 06ONOYKM
12-NepCTHOM KULLKW BbIiBNIEHa MHOUNLTPALIMSA KCaHTOMa-
TO3HbIMU Makpodaramu. [lanbHelwee obcnenoBaHme Bbl-
IBUNO AUCIUMUAEMMIO U UCKITIOUMUTENBHO HU3KMI YPOBEHD
JIKJ1. MpueM aHTM6MOTHKOB BbiN NpeKpaLLeH, NaLneHTka

3AKJTOMEHUE

MpencTaBneH peakuin KITMHUYECKUH Cryyait KOMOpPOUAHOro

TeyeHua [JTKJTy pebEéHka C MHOXXEeCTBEHHOM annepryeckon

natonornen n Jo 3. letam c [JTKJT pekoMeHnoBaHoO npose-
AeHve AMC, Kak ¢ Lenblo UCKII0YeHMSs BapyUKO3HOMO pacilm-
PEHUs BeH NWLLEBOLA, TaK M 4151 OLLEHKU COCTOSHUS CIM3K-
CTOMN 060/104KM TOHKOM KULLKW. Y naumenTos ¢ JJTKIT moryT
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1 ee POACTBEHHWUKU HAaXOAATCA Nof HabnofeHeM v no-
JyYatoT fIeYeHMe OT HapYLLIEHWIA, CBA3AHHbIX C HAKOMIEHM-
eM apMpOB XONECTePUHa, KOTOPbIE XapaKTePHbI A4S 3TOTO
3abonesaHus [6]. B opyroM cnyyaey aByx 6patbes ¢ AJTKJ1
npw nposeneHun IILC B Bo3pacTe BOCbMU feT bblfia Bbl-
SIBIeHa XeNToBaTas, HoflynsipHas MOBEPXHOCTb CIIM3UCTOM
060104KM iBEHAALATUNEPCTHOM KULWKK. [Mpn Mopdono-
TMYEeCKOM UCCNEeAoBaHUM GUONTATOB fiBEHaALATUNEPCT-
HOW KULLKM 6bIniM 0OHapYXeHbl TMCTUOLUTI C 6ObLINM
06HEMOM LIMTOMNMA3Mbl, UHGUALTPUPYIOLLME BOPCUHKM [7].
Cxoxue n3MeHeHUs 6bin BbISIBIEHbI U B CAIM3UCTON 060-
nouke ToncTomn kuwkw [8]. OnybnmkoBaH KIMHUYECKUN
Cnyyay AeBouku ¢ bonesHbto BonbMaHa, fMarHoctupo-
BaHHoW B BO3pacTe Tpex Mecaues. [pu nposegeHun IMAC
y pebEHKa Take Oblv BbISIBNIEHDBI BbILLEOMNUCAHHbIE M3MEe-
HEHUS: OTEK CTIM3UCTON 06ONOYKM ABEHAALATUNEPCTHON
KMLLKM C TOYEYHOM XXenToBaToN MHuAbTpauven. [Npu ko-
JIOHOCKOMWM OTMeYasncs OTek CIIM3NUCTON 060N0UKM Nps-
MO KULLKM C XXENTOBATOM MO3anyHoM nHbmnsTpaumein [9].

MpuumHbI 1 3ab0neBaHus, Bbi3blBatoLLME 303UHODU-
N0 CNIM3NCTOM 060NOYUKM NULLEBOLA U3YYeHbl. [JaHHbIX
0 BO3MOXHOM 303MHOGUANM NULLEeBOsa NPY BonesHsax
HaKoMMeHWa HeT.

M3BecTHo, UTo 303 - Th2-accoummnpoBaHHoe 3abonesa-
HUWe 1 6OMbLIMHCTBO fieTel ¢ 303 MMEIOT COMYTCTBYIOLLYIO
anneprudeckyto natonoruto [10, 11]. B 3TOM KnMHUYECKOM
CNyyae y Masbynka OTMeYanmMcb MHOXECTBEHHble aTonu-
yeckue 3aboneBaHuUs, KIIMHUYECKME CUMMTOMbI NMPU yro-
TpebneHun onpepenéHHbix NpoaykTos. M nocne npose-
nexHol ATAC ¢ MopdonornyecknM nccnenoBaHneM doin
NOATBEPXKAEH 0 3.

B HekoTopbIX MccnefoBaHsX Oblo BbICKa3aHo Npeano-
JIOXEHWE, YTO PACNPOCTPaHEHHOCTb D03 Bbile Y NaLMeH-
TOB C TaKv1MW 3ab0oNeBaHNAMM Kak Liennakus; 3abonesaHuns
COEMMHUTENBHOM TKaHU; MyKOBUCLMAO3; BOCNANUTENbHbIE
3abonesaHwa 1 caxapHbiit anabet 1 1vna [10]. Ho Takxe
BOCMaNIUTeNbHble 3a601€BaHUSA KULIEYHMKA W LieNuaKkus
BXOZSAT B NepeyeHb COCTOSHUIN, COMPOBOXAAIOLLMXCS 30-
3MHOUAMEN CNIU3UCTON 0BONOYKM NULLEBOLA, U B rpyn-
ny anddeperumanbHoro anarHosa 3o 3. KomopbuaHoe
TeyeHwe IJIKIT u 203 paHee He onucaHo.

Ha ¢oHe npoBeneHns GepMeHTO3aMeCcTUTENbHOM Te-
panuun Cebenunason anbda, KOMMIEKCHOrO MybTUANC-
umnnuHapHoro Bepenus, M’MBT npenapatom Jynunyma6
(B CBA3M C MHOXECTBEHHbIMU KOMOPOUAHbBIMU aTonnye-
CKMMU 3a60NeBaHUAMMN) LOCTUTHYTO 3HAYUTENBHOE KW=
HUYECKOE 1 TabopaToOpHOE yNyuULLEHME MO OCHOBHOMY 3a-
6oneBaHuIo U rtUCTONOMMYecKas pemuccus 30 3.

0TMeYaTbCsl SHAOCKOMMYECKME U MOPONOrMYECKUNE N3Me-
HeHusa B 12-nepCTHOM M ToLLen kuLkax. [aToreHeTnyeckoum
neyenveM npu AJIKJ1 apngetca nposeneHne GepMeHT-
3aMecTUTeNbHOM Tepanuu. B faHHOM cryyae pebéHky He-
06X0AMMO MYNBTULMCLMMIMHAPHOE BELEHME C yYacTUEM
raCTPO3HTEPOJIOra, aflIeprosora, ANeTosora.
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