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0O60CcHOBaHMe. JHTepornaTU4eCKMi akpoaepmaTuT SBASETCS PeaKor @GOpMOoN HacnaeACTBEeHHbIX AepmaTtol3oB. [e6roT
3a6oneBaHns y AeTeN acCoOLMUPOBAaH C MPEKPaLLEHNEM rPYAHOr0 BCKaPMIMBaHNS M HavyaioM MCoib30BaHMUs NPOAYKTOB
Ha OCHOBE KOPOBbLEIO MOJIOKAa, YTO 3aTpyAHSAET AndpepeHUmanbHyo AMarHoCTUKY akpogepmaTuTa n aaneprogepmaTo30s.
HacTtopo»XeHHOCTb crneLumnaancToB B OTHOLIEHUN LUIMHKAEOULMNTHBIX COCTOSIHMI MPpK nepuopruduymaibHOM JepMaTUTe B cove-
TaHuW ¢ anoneumnen n gnapeen y aeten paHHero Bo3pacrta no3BoJIMT CBOEBPEMEHHO YCTaHOBUTb BEPHbIN AnarHo3 U orpe-
AEeNNTb TaKTUKY Tepanun. OnMcaHue KIMHMYECKOro cayvasi. B cratbe npeacraBieHO OnMCaHMe KAMHMYECKOro Cydasi
3P03MBHO-AECKBaMaTUBHOIO aKpogepmMmaTtnTa B COYETaHUU C aoneLmnein U CHUMEHHON KOHLEHTPaLMeN LiMHKa B CbIBOPOTKE
KpoBwu. [oka3aHa MONOKUTENIbHAs! AMHAMMKa MOPAXKEHUS KOXM NPU Ha3HavYeHun Tepanun npenapaTom cyabdata LMHKa.
3aknyeHme. Haanumne nepuopuduLmasbHOro gepmatuta y pebeHKa 1060ro Bo3pacta TpebyeT UCK/IIYEHUS UMHKAEeDU-
LIMTHbIX COCTOSIHUM.

Knro4eBble cnoBa: 4eTH, KIMHUYECKMI CayYan, AePUUMNT LMHKa, SHTepOnaTMYeCKni akpoaepmaTuT, 3p03MBHO-AEeCKBaMa-
TUBHbIN AEPMATHT, NeprnopudrLmMaibHbIN AEPMATHT, 3P031H, CybdaT LMHKA.
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OBOCHOBAHME 0CO6EHHO B COYeTaHWW C MaToNorMen BHYTPEHHMX opra-

HacneacTBeHHble (FeHHble) AepMaTo3bl Hac4YMUTbiBaAOT
MHOXecTBO $OpM C pas3/IMYHOM 4acTOTOM BCTPEYaAEMOCTH
OTAENbHbIX HO30M0TMN U UMEIKOT Pa3HOOBPa3HY KIUHKYe-
CKYIO CUMNTOMAaTWKY, B CBA3M C YEM AMArHOCTMKa pPeaKux
3a60neBaHn MOXET Bbl3blBaTb OMpeAeneHHble TPYAHO-
CTM y cneunanucToB. Bmecte ¢ TeM MOpaxKeHWs KOXM,

HOB, OKa3blBAlOT HEFAaTUBHOE B/IMSIHWE HA KAa4€CTBO KU3HM
He TO/MIbKO Camoro nauWeHTa, HO W 4YJEeHOB €ro CEMbM.
BepnourKaums avarHosa HacnenCTBEHHbIX M HeHacnea-
CTBEHHbIX EPMATO30B ONPEAENSET HE TONIbKO TAKTUKY Tepa-
MMWU NATONIOTMHYECKOTO NPOLIECCA, HO U CIYKUT OCHOBAHUEM
AN pas3paboTKK CcTpaTernu npodunakTUKkM 0B6OCTPEHWUH,
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Background. Acrodermatitis enteropathica is the rare form of inherited dermatoses. The disease onset in children is associated with
the ablactation and the beginning of cow milk products use, that makes differential diagnosis of acrodermatitis and allergic dermatoses
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NIEXKUT B OCHOBE MEANKO-TeHETUYECKOr0 KOHCY/IbTUPOBaHUSA
no NporHo3dy noromcTea W T.4. Cneayer OoTMETUTb, YTO 4yB-
CTBUTENBHOCTb U CNeLMPUIHOCTb METOA0B AnddepeHnanb-
HOW [AMarHOCTUKM pPEedKMX HacneacTBEHHbIX 3aboneBaHWi,
B TOM 4uC/le AepmMaTo30B, NO-MPeXHeMy BO MHOIOM 3aBMU-
CAT OT 3HaHWKW cneunanncToB, NPOBOASLLMX obcnefoBaHMe
nauuneHTos [1].

B cepeanHe 30-x rogoB NpoLLIOro BeKa WBEACKMM aep-
matonorom O. Brandt (Ha Kotoporo ccoeinaetca N. Danbolt)
BMepBble onncaHa cBoeobpa3Has dopmMa XPOHWYECKOro
JlepMaTtosa MiajeHLUeB B COYETAHUNU C HApYLLEHUAMU oBMe-
Ha BeleCcTB U GYHKLUMEN Kenyao4yHO-KMLIEYHOro TpakTta [2].
3HauynTeNbHO No3Xe 6bl1 JOKa3aH HacneaCTBEHHbIN xapaK-
Tep AepmaTto3a, Ha3BaHHOIO 3HTEPONaTUYECKUM aKpoaep-
MaTUTOM, M onpeaeneHbl HapylleHWs nocieaoBaTebHOCTH
B reHe SLC39A4, pacnofio}eHHOro Ha xpomocome 8q24.3,
Koaupytollero TpaHcMeMbpaHHbii 6enok (Zip4), Heobxoau-
MbI Ansg abcopbLmm NOCTynarowero ¢ NuMIEen LUMHKa B aBe-
HaAUaTMNEPCTHON U Tolen Kuwke [3, 4].

B craTbe npeactaBneHbl ONUCaHWE KIMHWYECKOro Ha-
6ntoaeHns peakoro 3abofieBaHWs — 3JHTEpPONaTUYECKOro
aKkpoaepmaTuta, 0CO6EHHOCTU AMArHOCTMYECKOro MnoucKa
W pe3ynbTaTbl NPOBEAEHHON Tepanuu.

KNUHUYECKUA NPUMEP

O nauueHTe

ManbuuK A., cnaBsHUH, C POXAEHUS NPOXUBAET B CEfb-
CKOM MecTHOCTM TiomeHckon 0651. B Bospacte 1 ropa
7 mec obpaTuncs B OETCKoe npuemHoe otaeneHue 'bY3
TO «O6nactHas KuHuYyeckas 6onbHuMua N° 1» (TioMEHb,
Poccus) ¢ )kano6amu Ha 3yasuiue BbiCbiNaHMsa Ha Koxe nuua,
TYN0OBMLLA, BEPXHUX M HUMKHWUX KOHEYHOCTEM C HaIMyMeM
Y4aCTKOB OTC/IOEHMS KOXMW, UBMEHEHNEM OOLLEr0 CaMoYyB-
CTBMS B BMAE 6GECNOKONCTBA, HapYLLEHUS CHa.

AHaMHe3 »M3HMU, cObpaHHbIA CO CNOB MaTepu: OCMOX-
HEHHOe TeYeHWe nepBou (HacTosLlen) 6epeMeHHOCTU B BUAE
Yyrpo3bl NpepbiBaHUs, XPOHUYECKas BHYTPUYTPOOHAs MMMOK-
cva nnoga. Poabl cpoyHble, camMoCTosiTENlbHbIE, BEC Mpu
poxaeHun 2866 r. Cneuunduyeckas noctHaTanbHasg npo-
dunaKkTMKa paxuta He nposoaunach. MPoTMB reMoPuIbHON,
NMHEBMOKOKKOBOW MHMEKLMU HE MPUBMUT.

HacneactBeHHbIN aHaMHe3: y oTua pebeHKka — OGPOHXU-
anbHas acTMa, aanepruyeckas peakuus B BUAE KpanuBHU-
Lbl Ha uMTpycoBble. O6pallaeT BHUMaHME Hannine y Matepu
NNUEBBIX AM3MOPOUN («NTUYbE» NNLLO, MPOTrHATUS, aHOMaNus
NONOXKEHUS OTAENbHbIX 3y60B).

AHamHe3 3a60s1eBaHus. Co cnoB matepu, B 8 mec, nocne
NOJIHOrO 3aBeplleHna Nepruoaa rpyaHoro BCKapMaMBaHus,
npv BBEAEHUU B paLlMOH aganTMPOBaAHHOM MOJSIOYHOM CMe-
cu y pebGeHKa BnepBble NOSIBUINCH OAMHOYHbIE BbiChiNa-
HWS Ha KOXE KONEHHbIX CYCTaBOB, Tbl/lbHbIX MOBEPXHOCTAX
KMCTEW W CTON, AMCTanbHbiXx danaHrax nanabLeB KUCTEH
W cTon, conpoBoXaaemble 3ygoM. CamovyBCcTBUE pebeH-
Ka He CcTpajano, 3a MeAMLMHCKOW MoMollblo He obpala-
nucbk. lNaTonornyecknin npoLecc HOCUM MNPOrpaguveHTHbIN
XxapaKktep: 3a 5 mMec KOIMYecTBO M pacnpoCTPaHEHHOCTb
KOXHbIX 3/1EMEHTOB YBENUYUINCL, MOSABUINCH 3PO3UM,
KpoBonoAaTeKku. Mo agaHHbIM MeAULMHCKOM OOKYMEHTaLMH,
pebeHOK BMepBble OCMOTPEH AepmaTosioroM B BO3pacTe
1 roga 2 Mec, AMarHocTMpoBaHa CTPENnTOAEpPMMUS, Ha3Ha-
YyeHa Tepanud: 6auuTpaumH + HEOMMULUMH, KOXHbIM aHTU-
CenTuK B TevyeHune 4 Hepl, 3aTeM C Y4eTOM OTCYTCTBMS
apdeKTa M NOSIBNEHUSA HOBbIX 3PO3MBHO-AECKBAMaTUBHbIX
371IeMeHTOB B 061acTW reHuTanuMn, nepuaHanbHOW, nepu-
opanbHOM obnacten Ha3dHayeHa KOMOWHUPOBaAHHas TOMKU-
yecKasa Tepanus ¢ NPOTUBOMMKPOOGHLIM M aHTUMMUKOTUYE-
CKUM pencteueM (JIeBOCUH, Masb) U TMAPOKOPTU30HOBAS

Ma3b, Kaxkgas Kypcom rno 3—4 Hep ¢ nepepbiBamn 1—2 Hep.
Tonunyeckas Tepanua B TeyeHue 5 mec 6e3 adpdekTa.
YyutbiBas OTCYTCTBME AMHAMUKK Ha GOHE KOHCepBaTUBHOM
Tepanuu, poauTenn CamMoCTOTeNlbHO o6paTuanCL B AeT-
cKoe npuemHoe otaeneHune NbY3 TO «O6nacTtHas KauHU4Ye-
cKasg 6onbHMUa N2 1»,

®dusuKanbHble faHHbIE

CocTosiHMe pebeHKa npu NOCTyrNIEHUU CpeaHen cTeneHu
Taxectu. Co3HaHMe scHoe. PeaKuusa pebeHKa Ha OCMOTP
pe3Ko HeratnBHas. Macca Tena 9,1 Kr, pocT 74 cM, UHOEKC
Maccbl Tena 16,4, SD pocta -1,76. TemnepaTypa Tena
36,4°C. HepBHO-NMCUXUYECKOE pa3BUTUE COOTBETCTBYET
Bo3pacTty. O6palwatoT BHUMaAHWE BbICTyNaloOWNN («<ONUMMNUN-
CKMW») 106, «1ryllavymim XunBoT», Hanuune audpodysHon anone-
umn. Ha doHe obLer 61eHOCTU KOXKHbIX MOKPOBOB B Nepu-
opanbHOW, NapaopbuTanbHOM 30Hax, B 061acTU KpblibeB
HOCa, Ha LWeKax onpeaenstoTcs 3PO3UBHO-AECKBaMaTUBHbIE
o4yarn OoKpyrnon GOpmbl C HanMYUMEM CEPO3HO-remopparu-
YECKMX KOpoYeK. Ha KOoXKe BEPXHUX U HUMKHUX KOHEYHOCTEN
B 06/1aCTU KUCTEN M CTOM — MHOXECTBEHHbIE OKPYI/ble 3P0-
31K, MOKPbITbIE MAOTHBIMWU CEPO3HLIMU WM CEPO3HO-remMop-
parM4ecknmMmn KopKamu, Ha pasrmbaTtenbHbIX NOBEPXHOCTHAX
danaHr nanbLeB U B 061aCTM KOMUCCYpP Fy6 — KpoBOTOYa-
Lme TpelmHbl. Ha Koxe aroguu, MOLWOHKHK, MOM0BOrO YieHa,
rofIeHen U NpeanIedYnin — obLMpPHbIE YMEPEHHO MHOUIBLTPU-
poBaHHble NSATHA, OKPYrble 3PO3UKU, MOKPbITbIE CEPO3HbLIMM
W Cepo3HOo-reMopparM4eckummn Kopkamu (puc. 1). Koxa
B 06/1aCTH NATEH BM3yanbHO UCTOHYeHa. OTMeYaeTcs runepe-
MUS CIIU3UCTbIX 0O0NIOYEK BEK C HA/IMYMEM CEPO3HO-THOMHOMO
otaensiemoro no yrpam. lebopmauus HOrTeBbIX MNACTUHOK,
MHOXEeCTBEHHbIE MapoHUxmMn. Co CTOPOHbI BPOHXONEro4YHOM
N CEPAEYHO-COCYANCTON CUCTEMbI NATONOMMKU HE onpeaeneHo.

Puc. 1. MNauneHT A., 1 rog 7 Mec: NnopaxKeHne KOXu 1 aep1uBaTos
npu obpalleHnm B cTalumoHap

Fig. 1. Patient A., 1 y 7 m: lesion of the skin and its appendages
on presentation to clinic

b B

lMpumevaHne. A—B — fepMaTuT BOKPYr eCTeCTBEHHbIX OTBEPCTUN,
[ — BbICbIMAHWS Ha KUCTAX, MOPaXeHWe HOrTeBbIX NIACTHH,

[l — BbICbINaHUA Ha KONEHSIX, FONIEHOCTOMHbIX CycTaBax,

E — anoneuwms.

Note. A-B — dermatitis around natural orifices, ' — rash on
hands, nail disorder, [ — rash on knees, ankles, E — alopecia.
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HKMBOT yBeMYEH B pa3Mepe 3a CHET MbILEYHOM TMMNOTOHNUH,
[OOCTYrneH nanbnaunn BO Bcex otgenax, 6e360/1e3HEHHbIN,
nevyeHb M ceneseHKa He nanbnupykoTcs. MNepudepnyeckne
nMMOOY3bl MHTAKTHbI. MoveuncnyckaHue cBobogHoe, 6e3-
60ne3HeHHoe. HapylueHni cTyna He 3adUKCUPOBaHO.

MpeaBapuTeNbHbIA AUArHO3

PebeHOK Obl rocnutann3npoBaH ANnsa AajbHEWLWero
o6cnegoBaHNa U Ie4eHNs ¢ AMarHo30M «<ATONMYECKUM gepma-
TUT, pacnpocTpaHeHHas ¢opma, obocTpeHne? NuogepMusi».

AMHaMHuKa U ucxopbl

Hue npuBefeHbl pe3ynsbraTbl UCCNefOBaHUU, UMEIOLLMX
OTHOLWEHME K anddepeHLnanbHON AnarHoCcTUKe.

JlabopaTopHoe M MHCTpPyMEeHTaslbHOe 06c/e[0BaHume.
B o6uem aHanM3e KpoBW NpW NOCTYMIEHUN U Ha 7-W [AeHb
rocnutanusaumMm OTMeYeH TPOMOOLIUTO3, OTparkatolui,
no HawemMy MHEHWI0, BOCManuUTeNbHbIM npouecc. Takxke
OTMEYEHO HE3HaAYUTENbHOE CHUMEHUE YPOBHSA LLENOYHOM
docdaTtasbl, UMeloLLee AMarHOCTUYECKYIO LEHHOCTb Mpu
UMHKAEPUUUTHBIX COCTOAHUAX (Tabn. 1) [4].

Ta6auua 1. [laHHble nabopaTtopHbIX UCCNeAoBaHUM MPWU NOCTYNIEHUM U HA 7-€ CYT rocnuTanmMaaumm
Table 1. Laboratory findings at admission and on the 7th day of hospitalization

Mokasartennb Pe3ynbrat uccnepoBaHusa PedepeHcHble 3HaYeHus
06LWmni aHaIn3 KPOBH
Nenkoumtsl, 109/n 11,69 (8,36)* 3,8-9,8
SputpouuTbl, 1012/ 4,28 (4,43) 2,7-49
[eMorno6wuH, r/n 116 (121) 110-140
CpegHui o6bem aputpoumTta (MCV), dn 80,6 (81,7) 77-115
CpegHee coaepkaHue rema (MCH), nr 27,1 (27,3) 26-34
CpeaHss KoHLeHTpaums rema B aputpoumnte (MCHC), r/n 336 (334) 290-370
Tpom6ouuThl, 109/ 676 (603) 180-380
KoaddununeHT aHnsoTtponum aputpoumTtoB (RDW-SD), dn 35,9 (36,7) 37-54
KoaddununeHT aHnsoTtponum aputpoumto (RDW-CV), % 12,7 (12,7) 12-15
LLnpuHa pacnpegenenus Tpom6ouuta (PDW), dn 8,7(9,8) 9-17
CpegHuit o6bem Tpombouuta (MPV), dn 8,6(9,1) 8-11
P-LCR KO3 dULMEHT KPYMHbIX TPOMGOLMTOB, % 14,4 (18,2) 13-43
Tpom6okpuT (PCT), % 0,58 0,17-0,54
fematokpuT (HCT), % 34,5 (36,2) 28-42
Hentpodwunsl, % 35(17,4) 30-50
TNumdounTsbl, % 46,4 (63,3) 45-70
MoHouuTbl, % 13,4 (15,1) 4-12
Bazodunbl, % 0,4 (0,7) 0-2,5
303nHodUbI, % 4,8 (3,5) 1-5
AHa/In3 KpoBHU 6MOXMMHYECKHUI o6LyeTepaneBTUYeCKNIA
O6wwnit 6enok, r/n 67,7 56-85
LLenoyHasa ¢ocdatasa, Ea/n 132 156-369
UmMMyHonorn4eckue nokasarenm
LMpKynupyloLlime MMyHHble KoMmnnekebl 7,0% 22 0-40
LMpKynupytowne MMMyHHble KomnneKkebl 5,0% 79 30-80
LMpKynunpyroLime UMMyHHble KoMMneKebl 3,5% 298 80-300
C3 KOMMOHEHT KOMMNJeMeHTa, /N 1,17 0,90-2,10
C4 KOMMNOHEHT KOMMNAeMeHTa, /N 0,28 0,10-0,40
1gM, ME/mn 1,2 0,19-1,46
IgA, r/n 1 0,20-1,00
18G, r/n 9,2 4,5-9,2
IgE 06wmnin, ME/Mn 333,8 0-50
Antutena Kk ds AHK, ME/mn 22 0-25
Konponoruiyeckoe nccnegoBaHue
MopodunbHas dpnopa, n/3p. + -
Kpaxman BHyTPMKNETOUHbIN, 1/3p. + -




Ta6nuua 1. [TpogomxeHne

Kpaxman BHEKNETOUHbIN, N/3p. H/0 EAvHWYHBIN
PactutenbHas KnetyaTka nepesapuBaemas, n/3p. 2-3 EANMHMYHBIN
PactutenbHas KneTyaTka HenepeBapuBaemasi, n/3p. H/0 EAvHWYHBIN
MbllleYyHble BONOKHa HenepeBapeHHsble, n/3p. 1-2 EAWHWYHBINA
MblIWweYyHble BONOKHa nepeBapeHHsble, n/3p. 1-2 EANMHWYHBIN
pH cpegbl 7 -

LiBeT KopuryHeBbIn KopuyHeBbIn
KoHcucTeHums Msarkum -
dopma OdopMNEHHbIN OdopMNEHHbIN
[pn6bI, N/3p. H/0 OTcyTeTBYIOT
KuweyHbi anutenuiu, n/3p. H/0 EavHWMYHBIN
Kpuctannsl, n/3p. H/0 EAvHWYHBIN
CoeaunHuTeNnbHbIe BOOKHA, N/3p. H/0 EANMHWYHBIN
fiua renbMMHTOB H/0 OTcyTCTBYIOT
JNleKkoumTbl, N/3p. 0-1 EAMHWMYHBIN
OpUTpouUTHI, N/3P. 0-1 EAMHWYHBbIN
Meina, n/3p. H/O EAWHWYHBIA
COJM UPHbIX KNUCNOT, N/3p. H/0 EAVMHWYHBIN
Hup He#TpanbHbIX, N/3p. H/0 OtcytcTBYET

OnpepaeneHne ypoBHS UMHKa B CbIBOPOTKE KPOBH

LIMHK, MKr/n

0,2 0,75-1,5

lpumevaHne. * — B CKOOBKax YKa3aHbl 3Ha4eHUs MOKa3aTenen Ha 7-e CyT rocnuTanu3aLmu, n/3p. — B None 3peHust, H/0 — He OBHapYXKeHbI.
Note. * — values for the 7th day of hospitalization are in brackets, n/3p. — in the field of vision, H/0 — not detected.

Tepanus B cTtaynoHape. AHTUTUCTaMUHHbIE Npenaparsbl,
3MOJIEHTbI, MPOTUBOBOCMAIUTES/IbHbIE HECTEPOUIHbIE Mpe-
napatel — 4 cyT, npenaparbl LUMHKa. Ha 5-e cyT Tepanuu
3apUKCMpPOBaHa BblpaXeHHasd MONOXKUTENbHasA AUMHaMUKa
Nno TeYEHMI0 aepmMatuTa (puc. 2).

MporHo3s

MauneHTy NoKasaHa NOXXM3HEHHas Tepanus npenapara-
MW LIMHKa C KoppeKLumen ao3bl cyibdaTta UMHKa 4o 1—2 Mr/Kr
Macchbl Tena. MporHo3 601e3HK 61aronpPUATHbIN.

BpemeHHas wkKana (puc. 3)

OBCYXAEHUE

OnddepeHumanbHaa anarHoCTMKa A4epMaTo30B C/IOXKHa
M MHOroo6pasHa BBUAY BblPaXXEHHOMO KIMHUYECKOro Nou-
Mopoduama. CoyetaHne pasnn4YHbIX NATONOrMYECKUX CUMII-
TOMOB, BO3pacT MOSIBIEHUS MepBbIX MPU3HAKOB 3abose-
BaHMSA, 0COBGEHHOCTU NOKanM3auun 1 XxapakTep 31eMeHTOB
KOYKHOW CbInK, pe3ynbTaTbl GUOXMMUYECKUX, UMMYHOOrNYe-
CKMX U MOMNEKYNAPHO-TEHETUYECKUX UCCNEN0BAHUN, OLIEHKa
3OPEKTUBHOCTU TOMUYECKON W/WAW CUCTEMHOM Tepanuu
nexar B OCHoBe BepubUKauuu gMarHo3a HacneacTBeHHbIX
WM HEHACNEACTBEHHbIX 1EPMATO30B.

Y Halero nauuveHTa nepBble KIMHUYECKWE CUMMTO-
Mbl 3a60n€eBaHMs NOSBUANCL B BO3pacTe 8 mec — nocne
3aBepLUEeHNs rpyaHOro BCKapManBaH1s U nepeBoaa pebeH-
Ka Ha WCKYCCTBEHHOE BCKapM/IMBaHWEe MOJSIOYHOM CMECbHIO
Ha OCHOBE KOPOBbLErO MOJSIOKA; MPU OCMOTPe B BO3pacte
1 roga 7 mec obpallanu BHMUMaHWe nepuopudulmManbHas

Puc. 2. MNMaumneHT A., 1 rog 7 Mec: AMHAMMUKA KOXKHbIX NPOSIBAEHMI
Ha 7-e cyT Tepanuu cynbhaTom LUHKa

Fig. 2. Patient A., 1 y 7 m: dynamics of skin manifestations on the
7th day of therapy with zinc sulfate

lpumeyvaHme. A — KynupoBaHue nepnopoduLmanbHOro gepmartura;
B, B — nonoxutenbHaa AMHamMuMKa gepmMatuta Ha pasrnbatenbHbixX
NMOBEPXHOCTSAX KOMIEHHbIX CYyCTaBOB.

Note. A — relief of periorificial dermatitis; b, B — positive changes
of dermatitis on extensor surface of knee joints.
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Puc. 3. XpoHonorusa passutus 601e3HM, KNloYeBble COBLITUS 1 MPOrHO3

Fig. 3. Disease course, key events and prognosis

Camoo6palleHve .
lNoBTOpHOE MOMM3HEHHbIN
MNepBble O6palLeHne B OKB,
ob6palleHve npvem cynbdara
nposiBAEHNS K AepmMatonory rocnuTanuaauus
K Aepmatonory LMHKa
B IETCKOE OTAeNeHne

Ds: Ctpentoaepmus

. MporxHo3s
Ds: CtpenTtogepmus MectHo T'KC, Ds: QHTeponaTtyecKkui P
3a Mea. NoMoLLbto LN XKU3HK,
MecCTHO aHTUCENTUKM, AHTUBUOTUKM, aKkpoaepmatut
He obpallanncb 3[0POBbS
AHTUOWMOTUKM AHTUMUKOTUKM, Cynbdart uMHKa per os

Kypcamu no 3-4 Hep

6naronpuUsATHbIN

NoKanusauusa akpogepmatuta u Hanvyme anoneunn. Bmecte
C Tem y pebeHKa OTCYTCTBOBanM MNPOSIBAEHUS CUHAPOMA
Manbabcopbumnn; He ycTaHOBAEHbl GaKTbl anuMMeHTapHbIX
HapyLWeHWn (orpaHM4yeHns B paLMnoHe, BEretapuaHcTso),
a Takke GaKTbl HEeNepeHOCUMOCTU KaKux-TMbo NpoayKTOB
nutaHums. Mo peadynbrataM HeOHaTanbHOr0 CKPUHUHIA BPOXK-
[EHHbIX U HacneACTBEHHbIX 3a607eBaHNUI UCKOYEHa GeHnn-
KETOHYpUS, MMeloLLas CXOXKMe C aKpoaepMaTUTOM Mopaxe-
HWUS KOXKHbIX MOKPOBOB. MpK YTOYHEHMU aHaAMHE3a XWU3HMU,
no AaHHbIM MEAULIMHCKOWM JOKYMEHTALMUKU 1 CO CNOB MaTepH,
OTCYTCTBOBaM YKa3aHWs Ha Hajanyue MOBTOPHOW PBOTHI,
CYOAOPOXHOro CMHAPOMA M 3NU30A0B HapyLleHWUs CO3HaHUS,
nnxopagkun 6e3 ovara nHdeKUUK. Takum obpas3om, U3 auar-
HOCTMYECKOro NoucKa 6biN UCKIIOYEH P HacneACTBEHHbIX
6one3Hen obmeHa C MoparkeHnem Koxu. C y4yeTom oco-
OEHHOCTEN KIIMHUYECKON KapTWUHbI M OTCYTCTBUSA 3ddeKTa
OT ANWUTENbHON Tepanuu TOMUYECKUM CTEPOUACOAEPKALLUM
npenapatom y nawuueHTa 3anofo3peHo cuctemHoe 3abone-
BaHWe BcneacTBue geduumTa LMHKa.

M3BeCTHO, YTO HEJOCTaTOK LMHKa B OpraHn3mMe 4eno-
BEKa BbI3blBAET CHWXXEHWE (PepMeHTaTUBHOM aKTUMBHOCTH
M CUHTE3a HYKNEWHOBBIX KMCMOT, HapylleHne obmeHa Tpwmn-
TodaHa, yrHeTEHME KNEeTOYHOIo U ryMOPasabHOro UMMYyHHUTE-
Ta [B]. LMHK OKa3blBa€eT BAUSIHUE Ha POCT U nponundepaumio
KNETOK BCEro opraHvMama, B TOM 4ucne nuueBapuTenbHOM

Ta6nuua 2. 3tnonorusa geduumTa UMHKa (agant. ua [5])
Table 2. Zinc deficiency etiology (adaptation from [5])

cuctemsbl [5]. lMpouecc «0O6HOBNEHUS» SHTEPOLIMTOB TPeOBy-
€T MOCTOSIHHOIO MPUCYTCTBMA JOCTATOYHOM KOHLEHTpaLuuu
UMHKa B KMWweYHuKe. K KIMHUMYECKUM nposBreHnsam agedu-
LMTa LMHKa OTHOCAT 3a4epiKKY poCTa, NOpayKeHe KOXKHOro
NMoKpoBa, B TOM 4MCfe pa3BUTME OKONMIOPOTOBOrO, Mepu-
aHaNbHOrO0 M aKpanbHOro AepmMaTUTOB, @ TaKKe Hanuyue
NnepxoTu, yrpeBon 601Ee3HU U pas3inyHbix GOpPM ONpenocTen,
yrHeTeHue annetuTa, 3aTOPMOXKEHHOCTb, anaTUYHOCTb, Mel-
NIEHHOE 3a)KMBNEHWE paH, HEMPOCEHCOPHbIE U UMMYHHblE
HapyweHus [5]. JednunT UMHKa MOXKET HOCUTb KaK BPOX-
[OEHHbIM/HacneACTBEHHbIN, TaK U MPUOBPETEHHbIN XapaKTep
(Tabn. 2) [5].

BporKAeHHbIN AedUUMT UMHKa (3HTepornaTtUyecKMn ak-
poAepMaTuT) XapaKTepuadyeTcsi ayTOCOMHO-PeLECCUBHbBIM
TMNOM HacnefoBaHUSA W BCTpeYaeTcs B MUPeE C 4acToTow
1-5/500000. B Poccumn UCTMHHaA pacnpoCcTpaHEHHOCTb
3HTEeponaTM4EeCKOro akpogepmaTtuta HeusBecTHa [3].
B HacTtosilee Bpems onucaHbl 34 mytauun B reHe SLC39A4,
OTBETCTBEHHble 3a QYHKUMIO KWUWEYHOro TpaHcnopTepa
UMHKa ZIP4 [4]. Je6ioT 3aboneBaHuns y MnageHLeB accoLu-
MPOBaH C MpeKpalleHUeM/0TCyTCTBMEM FPYAHOI0 BCKapM-
SIMBaAHUSA ¥ MPUMEHEHNEM NPOAYKTOB Ha OCHOBE KOPOBbLEO
MOJIOKa, MOCKOJIbKY MaTepPUHCKOE MOJSIOKO COAEPHKMUT LIMH-
KOBble NUraHabl, KOTopble Cnoco6CTBYIOT ero abcopbumu,
TeM caMblM Mackupys geduunT UMHKa y pebeHKa Ha ecTe-

Tunbl geduuura UMHKaA

MpuunHbl gedpULnUTa LMHKA Y NaLUEHTOB pa3fiIM4HOro Bo3pacra

Tun | (HegocTaTtoyHoe
notpe6nexue)

HoBOpOXaeHHbIe: TPaH3UTOPHbIN HEOHAaTaNbHbIV AePUUMT UMHKA (MOXET ObiTb CBA3aH C MyTaLuuen reHa
SLC30A2, KoaupyloLLero LMHK-TpaHcnopTep ZnT2 y matepu).

MnageHLUbl: HU3KWUI YPOBEHb LIMHKA Y KOPMSALLUX MaTepei; HU3KUI YPOBEHb LIMHKA B TPyAHOM MOJIOKE.
[etn, B3pocnble: NapeHTepanibHoe NUTaHWe; HepBHas aHOPeKCcUs; 6ynumus

Tun Il (NOBbIWEHHbIE
notepu)

Mpuem MeanKkameHTOB: ANYPETUKM.

[acTponHTECTUHaNbHas NaToNOrns: ynopHas AMapest; KUWeYHble CBULLM; LUPPO3 NeYeHu.

MeaununHCK1e BMellaTenbCTBa: reMoananus.
MHble NpUYKMHBI: XPOHUYECKME 6ONE3HN NOYEK; CaxapHbIi AnabeT; NPUeM anKkorons; 06LWMUpPHbIE OXOMW; reMonn3

Tun Il (cuHapom
Manbabcopbunn)

HacnegctBeHHble 3a60neBaHnsa: 3HTEPONATUYECKUI aKPOAEPMATUT; MyKOBUCLIMAO3.

[acTponHTeCTMHaNbHas naTonorus: 6onesHb KpoHa; S3BEHHbIN KOMWT; LENNAKMUS; CUHAPOM KOPOTKOM KULWKW;
CUHAPOM pasfparKeHHOTO KULWEYHUKA; 60NE3HN NEYEHU U NOAKENYA0HHON Kenesbl.

Mprem MeanKkameHTOB: NEHULMANAMWUH; AUYPETUKM; BanbnpoaThbl.

MeanumHCKne BMelaTenbcTBa: 6apuatpmuyeckas Xmupyprms.

MHble NPUYMHBI: BbICOKOE NoTpebneHne GUTUHOBOM KUCOTbI, Meau, xenesa

TUM IV (noBbIWEHHbIE
noTpe6HOCTH)

MnafeHLbl: HEJOHOLIEHHbIE JETK.

Bapocnbie: nepno nakrauum y XeHLMH; NOXUI0M Bo3pacT




CTBEHHOM BCKapMauBaHuu [5, 6]. [narHocTuKa 3HTepo-
naTM4yecKoro aKkpogepmatuTa OCHOBaHa Ha KIMHUYECKMX
cumMmnToMax (Hanuune nepuopuduuManbHOro akpoaepma-
TUTa, anoneuuu, gnapeun) n onpeaeneHnn HM3KOro ypoBHS
LIMHKa B CbIBOPOTKE KPOBW. B neveHnn npuMeHsIoT LMHKa
okeng no 0,03-0,15 r/cyT B 3aBMCMMOCTM OT BO3pacTa
nauneHTa v TIKEeCTU TedeHns 3ab60oneBaHusl; NPU KINHKUYe-
CKOM BbI3JOPOBAEHMM JO3Y LIMHKA CHUMKAIOT 4O MNOAAEPHKM-
BalolLlen, KoTopas MOXKET He npeBbiwaTb 8 mr/cyt [4, 5, 7].
Mo AgaHHbIM NUTEpaTypbl, NPU Ha3HAYEHUU NeYyebHON O03bl
npenapartoB UMHKa oTMedvaeTcs ObicTpas (3a 5-7 AHew)
NONOXUTENbHAA AMHAMWKA KIIMHUYECKNX CUMMTOMOB [7, 8],
MMEBLLas MECTO M B HalleM KIMHWMYECKOM Clyvae: 3Hauu-
TenbHOE YyNyylleHWe COCTOSiHMA MauneHTa Habnoaanochb
Ha 5-e cyT nNpuMMeHeHus cynbdarta UMHKa. AanTenbHOCTb
Tepanum noadepruBatrolen AO030M npenaparta UMHKa
onpegenserca UHAMBMAYaNbHO, HO, KaK NpaBuo, fiedeHne
He MpeKpauialoT 4O Neproaa NonoBOro co3peBaHna BBUAY
pucKa peuuamsa npu oTMeHe Tepanuun [6—8]. B onucbiBa-
€MOM K/MHUYECKOM C/lydae MauMeHTy MoKaslaHa MOoXW3-
HEeHHasa Tepanus npenapaTaMu LMHKa C KOHTPOIEM YPOBHS
MWKPO3/IEMEHTA B CbIBOPOTKE KPOBW; AONTOCPOYHbLIA MPO-
rHO3 Te4yeHus 3abonieBaHns 61aronpUATHbLIN.

3AK/TIIOMEHME

JHTeponaTUYeCKU aKpoaepMaTUT OTHOCUTCH K peaKknum
dopmMaM HacneacTBEHHbIX AepMaTo30B. HacTopoXKeHHOCTb
crneunanncToB, 3aHMMalOLWKUXCA nNevyeHueM 3aboneBaHuin
KOXMW, B OTHOWEHWW UMHKAEDULWUTHBLIX COCTOSSHUI MNpU
nepuopudnLManbHOM AepMatute B COYETAHUM C anone-
uMen 1M avapeen y Oeten paHHero Bo3pacta MO3BOMAMT
CBOEBPEMEHHO YCTaHOBUTb BEPHbIV AWArHO3 U onpeaenuTb
TaKTUKy Tepanun. OCOBEHHOCTbIO AAHHOIMO KIMHUYECKOro
cnyyas SBsSeTcs OTCYTCTBME MPOSIBIEHUW ManbabcopoLumn
npyu HaNM4YnKM 3PO3UBHO-AECKBAMaATUBHOIO akpogepmaTtuTa,
anoneummn n CHUXKEHHOM KOHLLEHTPaLMU LUMHKA B CbIBOPOTKE
KpoBu. OTmeyeHa ObicTpasd (Ha 5-e cyT Tepanuu) nono-
UTENbHas AMHAMWKA MOPAXKEHUS KOXKM NPU Ha3HaYeHuwu
npenapata cynbdaTa UnHKa. OgHaKo B UHbIX ciiy4asax 6onee
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