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Pesiome

B cTaTbe npefAcTaBfieH KNMHUYECKNIA Clyyall AOCTaTOUYHO pefKoro 3aboneBaHus. JHTepo-
naTUJYecknii akpogepmaTut obycnosnieH AeprumnToOM LMHKA 13-3a MyTauun Genka-nepe-
HOCUMKA U XapaKTepr3yeTCcA CUCTEMHbBIMU MOPAKEHUAMU KOXW, HEPBHOW, MMMYHHOM
CUCTEM, XEeNyAoUYHO-KMILEYHOrO TpaKTa. Knaccuueckas Tpuafa BKIOYAET JEPMATUTDI,
Avnapeto, anoneuyuto. MNprBeeH KNVHUYECKUIA ClyUaid SHTEPONATUUYECKOrO akpoaepma-
TTa y MiageHua. 3aboneBaHrie BO3HMKIO Nocie nepesofa pebeHka Ha NCKYCCTBEHHOE
BCKapMnunBaHve B Bo3pacTe 1 mecaua. Jleunnca v Habnogancsa y Bpayein-negmaTpos B
TeyeHve 2 MecALEB C Pa3/INYHbIMUN ANArHO3aMW: anfieprus, aTonnyecknin 4epMaTuT, CUH-
apom Jlanenna. MpoBoanmoe neyeHne aHTUONOTUKAMMN N CUCTEMHBIMN KOPTUKOCTEPOU-
JaMy He NPUBOAUIO K CYLLECTBEHHOMY YTYULLIEHUIO KOXHOrO npouecca. Tonbko yepes
2 Mecaua nocne Havana 3aboneBaHus pebeHOK OCMOTPEH BpauyaMu-gepmaTtosnioramu 1
Obln BbICTaBMIEH AMarHO3. MpuUBeAEHHBIN KIIMHUYECKWIA ClyJyall MOKa3blBAeT COXKHOCTb
B AMArHOCTUKE, UTO MOXET 6blTb 00YCNOBNEHO HK3KOW MHPOPMUPOBAHHOCTBIO Bpayeil.
Tepanua uMHKOM fana xopoLwuii 3$deKT, ofHaKo TpebyroTca NoaaepKMBatoLLasn Tepanus
1 HabnoaeHve 3a NauveHTaMu.

KnioueBble cnoBa: sHTEpPONaTUYeCKnin akpoaePMaTUT, UMHK, AeTW, ANAarHOCTMKa, feye-
Hue
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Abstract

The article presents a clinical case of a rather rare disease. Enteropathic acrodermatitis is
caused by zinc deficiency due to a mutation in the transport-protein and is characterized
by systemic lesions of the skin, nervous system, immune system, and gastrointestinal
tract. The classic triad includes dermatitis, diarrhea, and alopecia. A clinical case of the
enteropathic acrodermatitis in a child is presented. The disease began immediately after
the child was switched to artificial feeding at the age of 1 month. He was treated and
observed by pediatricians for 2 months with a diagnoses: allergies, atopic dermatitis,
Lyell’s syndrome. Treatment with antibiotics and systemic corticosteroids did not lead
to a significant improvement in the skin process. Only 2 months after the onset of the
disease, the child was examined by dermatologists and a diagnosis was made. The
presented clinical case shows the difficulty in making a diagnosis, which may be due to
the low awareness of doctors. Zinc therapy had a good effect, but maintenance therapy
and patient monitoring are required.

Keywords: acrodermatitis enteropathica, zinc, children, diagnosis, treatment

B BBEOEHWE

JHTeponaThyecknin akpodepmMaTunT, unu cuiapom flaH6onTta — Knocca, — pegkoe ayTo-
COMHO-peLieccMBHOe CUCTEMHOE 3aboneBaHue, XapakTepusylolleeca Manbabcopbumen
LMHKa 13-3a MyTaLum 6enka-nepeHocymKa, KoTopoe NopakaeT MPenMyLLeCTBEHHO AeTel
rPYAHOrO 1 paHHero AeTCKOro Bo3pacta. KNnvHMYeCKn xapakrepusyeTca Knaccnmyeckom
TPUagon: AepMaTuTbl NepraHanbHble, NnepuopudurLmanbHble, akpasnbHble, auapes, ano-
neuusa [1]. Bone3Hb nHOrAa OWMBOYHO AMArHOCTUPYIOT KaK coueTaHve AUCNencum ¢ pas-
JIMYHBIMU KOXHbIMM 3ab60M1€eBaHMAMM, YTO MPY OTCYTCTBUU CBOEBPEMEHHOIO U MPABUNb-
HOTO fleYeHnA MOXeT NPUBECTY K eTallbHOMY 1CXoay.

LMHK npryacTeH K GyHKLMOHUPOBAHMIO K/IETOK BCEX CJI0EB IEPMbI U ee NpuaaTKOB:
KepaTMHOLMTOB, KNeTok JlaHrepraHca, MenaHouMToB, Makpodaros, MOHOLIMTOB, TMM®O-
LMTOB, aAMMNOLNTOB, BOOCAHbIX GONNNKYNOB, HOrTen [2-4].

B ocHOBe sHTeponaTtuyeckoro akpogepmaTtuta nexxut mytauma reHa SLC39A4, pac-
NOJSIO’KEHHOMO Ha Xpomocome 8g24.3 n KogupytoLlero monekyny-nepeHocumka ZIP4, yya-
CTBYIOLLErO B perynAaunn 1 BHeKNeTOUHOWN KOHLEeHTpaunn UnHKa [5].

Y peTen C 3HTeponaTMyecKMM akpoAepMaTUTOM B pesyfbTaTe MyTauuu MOJeKy-
nbl-nepeHocunka ZIP4 HapylwaeTca BcacblBaHME UMHKA B TOHKOM KulleyHuke [6, 71.
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3aboneBaHue, Kak NpaBuo, NPOABASAETCA MPU NepeBofe C eCTECTBEHHOrO BCKAapMIIV-
BaHMA Ha MCKYCTBEHHOE, TaK KaK O6eNlok-nepeHoCUnK NpUCyTCTBYET B rPyAHOM MOJOKe
N OTCYTCTBYET B KOpPOoBbeM [8, 9], UTo 3anycKaeT NaToNornyecknin MexaHu3m, CBA3aHHbIN
¢ gedurymtom umHKa [10]. CywecTtByeT 1 npuobpeteHHas dopma sHTeponaTUyYecKoro
aKpoaepMaThTa, KOTopasa MOXET BO3HMKHYTb Y B3POC/IbIX, 0COOEHHO Y NMOXWAbIX NoAen,
N ABNAETCA Pe3ybTaToM CHUXKEHUA NoTpebneHmns LUHKa C nuwen, Mmanbabcopbunn npu
6one3Hn KpoHa, 3aboneBaHusAx novek, nevenu [11-13].

3aboneBaHune HauMHaeTcsA 06bIYHO B BO3pacTe OT 2 Hepenb Ao 1,5 roga npu nepexo-
[ Ha UCKYCCTBEHHOE BCKapMIMBaHMeE C MOPaKeHUA KOXNW B BUAE rMnepeMmnpoBaHHbIX
OTEYHbIX 04aroB N My3blPbKOB, My3blpel, UMMNETUTMHO3HbIX dN1eMeHTOB. HauanbHaa no-
Kanusauua — ArogunLbl, NPOMEXHOCTb, FeHUTaNNK, MaxoBble CKNafKy, y4aCTKN BOKPYT 3a-
AHEro NpoxoAa 1 BCeX eCTECTBEHHbIX OTBEPCTUN LA, KACTU 1 cToMNbl. CBOMMU pe3Knmu
rpaHULaMn, HeNPaBUbHbIMU OYEPTAHUAMU N CUMMETPUYHBIM PACMONOXEHMEM 3TN NO-
paxkeHusA MOryT ObITb CXOLHbI C KNMHUYECKOW KapTUHOW KaHAMA03a, 9K3eMbl, Mcopurasa,
CTPENTOKOKKOBOIO MOParKeHNA, YTO YaCcTo BEAET K OLUMOOYHON ANArHOCTMKE, 3aMETHOTO
3yfa He HabnogaeTcs, HO MaCcCUBHbIE KOXHbIE MOPaXXeHUA BbI3bIBalOT HEMPUATHbIE OLLy-
LeHNA Yy ManeHbKux fetei. TMnMUYHbIM NPU3HAKOM 3TOro 3aboneBaHnsa ABNAETCA HapyLue-
HMe pocCTa BOSIOC B BUAE NCTOHUEHUA, 06N1aMblBaHUS, MOPeAEHNA.

CambIMK YacTbIMM CUMNTOMaMK ABAAIOTCA »KeNYAOYHO-KMLIEeYHble PacCTPONCTBa, No-
ABNAOWMECA BCIef 3@ KOXHbIMM BbICbIMaHUAMN UAN OAHOBPEMEHHO C HUMK. XapaKTep-
Hbl OTCYTCTBME anneTuTa, B3AyThe »KNUBOTa N YaCTbl XUAKWA 3eNeHOBaTbIA CTYN CO CNu-
3bl0, HenepeBapeHHbIMM YacTULLAMN NULLX U HENPUATHBIM 3anaxom. OgHako y 10% nauu-
€HTOB CTYN MOXeT 6bITb HOpManbHbIM. HapyLueHre 06Lero CoCToAHNA CONPOBOXAAeTCA
cy6debpunbHOM TeMnepaTypon Unn IMXopagKor HeMpPaBUIbHOrO TUNa. B ganbHelwem
NPONCXoANT HapyLlleHne GU3NYECKOro N NCUXMYECKOro Pa3BUTMA JeTel: 3afiepXKa po-
cTa, pedpnunT Maccol Tena, anaTtma, BANocTb [14-18].

OcHoBa AMarHOCTMKM 3aboneBaHmA — 3TO KINHUYeCKne npossneHna. OHa OCHOBbIBa-
€TCA Ha CBOEBPEMEHHOM BbIIBNIEHW KIIMHNYECKOW TPUAAZbI: TUMUYHbIE MOPAXKEHUA KOXKM,
anoneuua n auapes. «30/10TbIM CTaHOAPTOM» 1aGOPATOPHON ANArHOCTUKMN SHTEpONaTu-
Yeckoro iepmatmTa ABMAETCA onpefeNieHre YPOBHA LIHKa B KPOBU, KOTOPbIN ByfeT HuxKe
HOpMbl (MeHee 6 MKmosb/n) [19]. OgHaKo B HEKOTOPbIX ClyvanaX KOHLEHTpaumaA UMHKa B
CbIBOPOTKE KPOBU MOXET OblTb B Npefesiax HOPMbl MPU CHUXEHUW ero KOHLEHTpaLun B
TKaHAX. B Takom criyyae onpefenatoT KOHLEHTPaLMI0 LUHK-3aBUCKMbIX GepMeHTOB — Lie-
noyHon docdarasbl, KOTopasa ObICTPO pearmpyeT Ha fedrumnT unHKa [20]. PeTpocnekTrs-
HO NoATBEP)KAAET AMArHO3 3PPEeKTUBHOCTL TEPAn LIUHKOM.

3amecTuTenbHan Tepanua LMHKOM AO/MKHA HauMHATbCA Kak MOXKHO paHblue. Peko-
MEHOOBaHO HauMHaTb C AO3UPOBKM 3 MI/Kr B CYTKM 3/IEMEHTAPHOro LMHKa. KnuHnye-
cKoe ynyulleHre HacTynaeT JOCTaTOYHO ObICTPO, yXKe Ha 5-7-e CyTKU, O HOpManu3a-
uMm nabopaTopHbIX NOKasaTenel, KOTopble HeoOXOAUMO KOHTPOSIMPOBATb KaxKAble
3-6 mecaues [21, 22]. Ha nopaeHHble y4aCTK/M HaHOCATCA LMHKCoAepKallyme Masu unm
nacTbl, aHTUMUKPOOHbIE NN aHTMOGAKTepMaNbHble, MPOTNBOBOCMANNTENbHbIE CPeACTBa
Mo NokasaHuAMm.

Mpun oTCyTCTBMM paLMOHanbHOWM Tepanuu 3aboneBaHue UMeeT Mporpeccupyioliee
TeyeHne CO CMOHTaHHbIMU KOPOTKMMW PEMUCCUAMU N MOCTENEHHBIM YCUNIEHNEM TAXe-
CTN peunamnBoB. HepeaKkn HapylleHMA CO CTOPOHbl BHYTPEHHUX OPraHoB: MHEBMOHUY,
yBenyeHue neyeHn u ap. B KpoBm 60NbLUMHCTBA NaLMEHTOB BbIABMAETCA MMNOXPOMHas
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aHemuA, nenkouuTos, ysennyernme COD, AUCNPOTENHEMMSA CO CHUXKEHMNEM YPOBHS 0bLLe-
ro 6enka, ymeHblUeHWe ypoBHA KanbLus, pocdopa, wenouHon docdatasbl [13-18].

MauneHTbl AOMKHbBI HAXOAWUTHCA MO NOCTOAHHBIM AUCMNAHCEPHBIM HAabNIOAEHEM 1
nosyvatb NogaepuBatolye 103bl MPenapaToB LUMHKA, HE NpeKpallaTb JlieyeHune nocse
[OCTUXKEHWA KNUHMYecKoro addeKTa.

B LIE/Ib NCCNEJOBAHUA
MpencTaBuTb KIMHWYECKUI Cllyyait AOCTAaTOUHO PEAKOro 3ab01eBaHNs — SHTEpOnaTH-
YeCKOro aKkpoaepmartTa.

B PE3YJIbTATbHI

YunTbiBas pefKoCTb fepMaTo3a, Hepeakue owmnbKn B ANarHOCTVKe, MPUBOAUM CO6-
CTBEHHOe HabnogeHme.

PebeHok b., ieBouKa, 3 mec., BnepBble OCMOTPEHa AePMaToNoroM B rpyjHOM oTaese-
HUM MUHCKOM 06NacTHOWM AETCKOW KnuHnYeckon 6onbHuubl 23.06.2004. O6uiee cocTos-
Hue Taxenoe. VctoweHa, runotpoduryHa, aguHammnyHa, Mmacca Tena — 3800 r. BoipaxeHue
n1ua cTpaganbyeckoe, rofioC OCUMLLINIA, Fnas3a BBanUBLUMECA, HAabnogaeTca SKTPONMOH
BEPXHMX U HWKHUX BeK. becnokoiHa, 6one3HeHHO pearvpyeT Ha Manewwre NpUKoCHO-
BeHuA. lNaTonornyecknin NpoLecc Ha KoXe HOCUT PacnpOCTPaHEeHHbI OCTPOBOCMANM-
TeNbHbI XapaKTep. Ha nuue, wee, 3aTblike, AroauLax, BHyTpeHHel NoBepxHoCTn beaep,
B 00/1aCTN eCTeCTBEHHbIX CKNAJOK — MHOXECTBEHHbIE CUMMETPUYHbIE CKBAMO3HO-3puTe-
MaTO3Hble oYaru € Ny3blPbKOBbIMU, MY3bIPHbIMU 1 MYCTYNE3HbIMN dneMeHTaMu. Bokpyr
pTa, aHyca, B 0651acTy MONOBbLIX OPraHOB ABMIEHNA MaLlepaL K, TPeLLUHbI, KPOBaBble 1 ce-
PO3HO-THOVHbIe KOpOoUKK (purc. 1).

HorTeBble NNacTMHKM Ha NanbLax cfierka yTonleHbl, C HEPOBHOW OYrpucTONn NoBepx-
HOCTbIO 1 BOCMANUTENbHbIMU N3MEHEHNAMM OKONOHOTTEBbIX BaSIMKOB, NafibLiEB PYK 1 HOT
(pnc. 2).

KnBOT ApAGAbIN, «NAryLwavmnin», nevyeHb Ha 4 CM BbIXOAUT M3-Nof Kpas pebepHow gyru.
CTyn »KWAKUIN, 3NOBOHHbIW, 3€N1eHOro LBeTa, oT 6 A0 12 pa3 B CyTKW. B nerknx gbixaHve
MXeCTKoe, MPOoBOAHbIE XPUMbl, YacTOTa AbiXxaHUA 18 B MUHYTY. COr-TOHbI NPUIYLLIEHbI, PUT-
MWYHbI, YaCTOTa CepieyHblX COKpaLleHnin 132 B MuHYTY. B obuiem aHanuse Kposu oTme-
yanca nenkounTos go 23x10°/n co cABMIrom BNeBO — nanoykoagepHble HelTpodunbl o
15%. B moue 6enok 3,3 r/n, neiikounTtbl 18-20 B none 3peHus. Vimeno mecto KpaTkoBpe-
MeHHOe NOoBblLLIeHVe YPOBHA TpaHcamuHas fgo 100-110 eq.

M3 aHamHe3a 13BeCTHO, UTO AeBOYKa poAuiach B CPOK OT BTOPOI 6epeMeHHOCTH, BTO-
pble poabl, 11.03.2004, Bec — 2945 T, pocT — 49 cm. Poautenn pebeHKa He COCTOAT B KPOB-
HOM POJCTBE, KOXXHbIMU GONE3HAMN He CTpafaloT.

lNocne nepeBofa Ha UCKYCCTBEHHOE BCKapMiMBaHuve B Bo3pacTe 1 MecAua y pebeHka
MOABMNNCb KOXKHblE BbICbINaHWA, KOTopble Obiny pacLeHeHbl Kak anneprus. Tak Kak cocTo-
AHNE NPOrpeccMBHO yxyAaLwanocb, ¢ 01.05.2004 rocnutann3vpoBaHa CHavyana B paioHHY0
6onbHULY, 3aTeM NepeBefeHa B peaHNMaLMIOHHOe, MOTOM — B rpyAHoe oTaeneHne MuH-
CKOV 06/1aCcTHOW AeTCKOWN KNNHMYECKo 6onbHULbI, rae Haxogunacb ¢ 11.06.2004 ¢ ana-
FHO30M «aTOMUYECKNIA AepMaTUT, TAXKesoe TeueHne, CMHAPoM Jlaenna, fByXCTOPOHHASA
NMHEBMOHWA, TOKCUYECKUI FrenaTut, MHTePCTULUManbHbIn HeppuT». NpoBoannacb UHTEH-
CUBHaA Tepanua: reHTaMULMH, HETPOMULMH, BAaHKOMULIMH, KeToued, LMNPUHON, TUeHaM,
uMnponeT; aHTUCTapUNOKOKKOBBIN ramMma-rnobynuH, nnasma, uHdysnoHHaa Tepanwus,
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Puc. 1. SHTeponaTuyeckuii akpogepmatut. lNeprnopundpuumanbHoe, nepraHanbHoe NOpaXKeHue KOXn
Fig. 1. Enteropathic acrodermatitis. Periorificial, perianal skin lesions

Puc. 2. HTeponaTnyeckunii akpopepmaTnt. BocnanutenbHoe nopaxeHue cron
Fig. 2. Enteropathic acrodermatitis. Feet inflammatory lesions

Puc. 3. DHTeponaTnyeckuii akpoaepmartuT. Yepes 5 gHell nocne Havana Tepanuu LUHKOM
Fig. 3. Enteropathic acrodermatitis. 5 days after starting zinc therapy
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[eKkca3oH 0,6 Mr/kr B cyTkn. Obuiee cocTosHne pebeHKa CTabnnnsrpoBanoch, HO KOXKHbIN
npoLecc NporpeccnpoBa, QUcnencnyecKkmne ABNeHNa COXPaHANUCb, U NaumMeHTKa Bnep-
Bble uepe3 2 mMecsALa nocie Hayana 3aboneBaHnsA NPOKOHCYNbTUPOBaHa AEPMaTONIOroM,
KOTOPbI YCTAaHOBWUI AMArHO3 «3HTeponaTnyeckmnin akpogepmatut». C 24.06.2004 Ha3Ha-
YyeHa OKMUCb LMHKa B go3e 150 mr B cyTku. Yepes 5 gHeln nocne Havana Tepanuun oTme-
YyaeTcA Bblpa)keHHas MONOXKUTENbHAsA AMHAMKKA: MHOUABTPAUMA U TMnepemMmsa B ovarax
3HaUYUTENbHO YMEHbLUNINCh, MOKHYT/E MPaKTUYECKN MPeKpaTUioch, TPELWUHbl NoYTH
NOJSIHOCTbIO SNUTENM3MPOBANUCH (puc. 3).

PekomeHpnoBaHO CHU3MTL A0O3Y OKUCK LiHKa Ao 100, 3aTtem go 50 Mr B CyTKM 1 MPOBO-
OVTb ONUTENbHYI0 NOAAEPKMNBAIOLLYIO Tepanuio. JnnTenbHOCTb Tepanum nogaepmBato-
e AO301M Npenapara LMHKa onpegenaeTca MHANBMAYaNbHO, HO, Kak NpaBuio, neyeHne
He NpeKpaLlatoT o Neproaa NoNOBOro CO3peBaHnA BBUAY PrCKa peuunansa npu oTMeHe
Tepanuu.

B OBCYXIOEHWE

MauneHTKa Haxogunacb Nog HabnogeHWeM Bpayei-nejmaTpos, K AepmMaTonoram He
obpallyanacb, HECMOTPA Ha HEOLHOKpATHble MpurnaweHns, 1 nuwb B 2023 rogy 6Gbina
HarnpaBneHa Ha KOHCynbTaumio B MUHCKMI 061acTHON KOXXHO-BEHEPONOTUYECKUI J1C-
naHcep. BbISICHEHO, UTO y Hee NepuogMuecKki NoABAANKCD BbICbINaHKA HA UL, KUCTAX
1 OHa MPVIHUMaNa HeperynApHO npenapatbl LMHKA. Ha MOMEHT 0CMOTpa KINMHNYECKNX
nposBneHnii 3abonesaHnsa He 06Hapy»eHo. Ho nauneHTKa nnaHrpoBana 6epeMeHHOCTb,
6bln1a NPONHPOPMMPOBaAHA O BO3MOXKHOCTW 060CTpeHMA 3aboneBaHNA, HEOOXOAMMOCTHN
NnpoBefeHNA NperpaBugapHoli NOArOTOBKM 1 COMPOBOAMTENBHON Tepanuy npenapaTamm
LMHKa BO Bpemsa 6epemMeHHOCTH.

B MHCTpYKUMM K MpenapaTam LMHKa (LMHKTepas, LMHKOPOT) HET yKa3aHMWi Ha BO3MOX-
HOCTb X NPUMEHeHUA Y MnafgeHLeB. MOXHO peKoMeHA0BaTb xenaTHble GopMbl, KO-
HaT LMHKa, KoTopble 06nafatoT 60sblueil 6OJOCTYNHOCTBIO U HE pa3aparkaloT »esyaou-
HO-KWLLEYHbIN TPaKT. Ho, faxe Koraa HeT BO3MOXHOCTU MPUVMEHUTb 3TV COBPEMEHHbIE
CpefcTBa, Mbl AOMKHbI HA3HAYUTL NOOOI JOCTYMHbBIN NpenapaT LUHKa Ans nepopasibHO-
ro NpUMeHeHNs, TakK Kak pUCK 3aboneBaHnA 3HAYUTENIbHO BbILLe, YeM NMpeAnonaraemMbii
PUCK OT NeKapCTBEHHOTO BO3LENCTBYA.

B 3AKJTIOYEHUE

MpeacTaBneHHbIN Clyyalt NO3BONAET HAMOMHUTD O TAKOM PeAKOM 3aboneBaHnm, Kak
SHTEPOMATUYECKMIA aKpOJepPMaTUT, HE TOJIbKO Bpadyam-AepMaTosioram, HO U 0COBEHHO
Bpayam-negvaTpam, Bpayam obuiei NpakTuKn. B nocnenHee Bpems 311 cneumanmcTbl 4o-
CTAaTOYHO YaCTO CaMVi ANArHOCTMPYIOT U IeYaT KOXKHble 3ab0neBaHus, YTo HepeaKo BeaeT
K cepbe3HbIM AVArHOCTUYECKIM 1 TepaneBTUUeckm owmnbkam. CBoeBpemMeHHan anarHo-
CTMKa 3TOrO CI0XKHOTO 3a60M1eBaHA MO3BOMAET BbICTPO AOOUTHCA XOPOLLUEro KiNHUYe-
cKoro 3¢ deKTa, 136exxaTb MHOXKECTBA OC/IOKHEHU 1 HEOMPaBAAHHbIX TEPanNeBTUUYECKUX
MeponpuAaTHii. BegeHrie NaumeHToB C sHTepONaTUYeCKNUM akpoaepMaTUTOM NpeacTass-
eT CIOKHYI0 1 10 KOHLIA He U3yYeHHYIo npobnemy, KoTopas TpebyeT MHANBKAYANbHOMO
NoAXoAa K KaXkAoMy MaLyeHTy.
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