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MIHTeCTUHaNbHaA snuTeNnnanbHas ancnnasnAa
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3 KpacHospckas mexcpaiionnas knunudeckas 6onvHuya Ne 20 um. J1.C. Bepsona, Kpacroapck, Poccus

MpeacTaBneHo KMHNYECKOe onncaHe NHTECTVHANbHOWM 3NUTENanbHOM ANCnnasnn (TabTMHroBoN SHTepoONaTu) — PeAKoro
3aboneBaHusA, KOTOPOe OTHOCUTCA K BPOXAEHHbIM AnapesM, MeeT 0CobYto KNMHUKY 1 XKMU3Heyrpoxatollee TeyeHue. uar-
HO3 MOATBEP)KAEH MMCTONOMMYECKMM NCCNIeOBAHNEM U SNIEKTPOHHON MUKPOCKOMMEN CM3NCTON 0B0M0UYKN TOHKOWN KULLKW.
O60CHOBaHbI JOMOJNHNTE IbHbIE AOKA3aTENbCTBA CYLLECTBOBAHUS NMPeHaTallbHbIX MAPKEPOB MHTECTVHANIbHOW SNUTENNanbHoM
OVCNNasvn B BUAE MHOTOBOAMA W BHYTPUYTPOOHOW Annataumy neteNib KUWeYHUKa nnopa. [JaHHble CUMNTOMbI CYUMTaloTCA
OTNINYNTENbHBIM NPY3HAKOM HaTPUEBOW 1 XJIOPVAHON ANapen 1 onvcaHbl B eAMHUYHBIX HabMoAeHMAX NPY SHTEpONaTUK, Ha-
3bIBaloOLLENCA OONE3HDBIO BKJTIOUEHUI MUKPOBOPCUHOK.

Knioyeevie cnosa: Habo0eHUe U3 NPAKMUKU, maghmuH208as 3HMeponamus, ny4kosas oucnsiasus, oudpes,

Memabosnuyveckuli ayudos, buoncus
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Intestinal epithelial dysplasia
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Summary: The article presents a clinical case of intestinal epithelial dysplasia (tufting enteropathy), a rare disease which relates
to congenital diarrheas, has a particular clinical presentation and is life-threating. The diagnosis was confirmed by histologi-
cal examination and electronic microscopy of mucous membrane of small intestine. Additional evidence is substantiated for
the existence of prenatal markers of intestinal epithelial dysplasia represented as polyhydramnios and intrauterine dilatation
of fetal intestinal loops. These symptoms are considered to be a clinical hallmark of sodium and chloride diarrheas and are

described in single cases in enteropathy called a microvillus inclusion disease.
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Murectunanbyasg suutenuanbHas guciasua (9, cun. —
Ta(TUHTOBast SHTEPOIATHS, TyYKOBas ANCIIasus) — peli-
Kad HacClIeACTBEHHAA SHTEpOIIaTNA ¢ paHHUM HadajIoOM
B BUJIE TsDKEJION TPYAHOKYIIMPYEMOI BOGAHUCTON INapeEN
Ha (oHe aTpod¥V MUKPOBOPCHH U CrielnUYecKIUX IUCTO-
JIOTMYECKMX M3MEHEHNI TOHKOKUIIIEYHOT'O S TES mpu
OTCYTCTBMU BOCHAIUTEIbHOM MHOMIBTPALNM COOCTBEH-
HOJI IVTACTUHKY CAM3UCTON 060104k, s 3a0oneBanms
XapaKTepHO yCU/IeHMe AMapeiiHoOro cuHapoMa Ha ¢poHe
SHTepaJbHOTO MUTAHMS TIOOBIM cybcTpaToM (mepopains-
HOe, 30H/I0BOE, Yepe3 CTOMBI, cHopMUpPOBaHHbIE XUPYP-
IMYEeCKUM MIN SHOCKONMYECKUM CIIOCobamMu) ¢ pa3Bu-
THEeM >KM3HEeYTPOXKAIoIero 9KCMKo3a 1 anugosa. 3abo-
JleBaHue IPUBOAUT K TSDKETION O€NKOBO-9HEPreTUIeCKO

HEJOCTaTOYHOCTM, YaCTUIHON VJIN IIO/THOM 3aBUCUMOCTH
OT HapeHTepaJbHOTO MUTAHMNS, a TAKKe 00YCIOBINBaeT
BBICOKYIO JIeTaJIbHOCTDb. ENMHCTBEHHBIM 3¢ (G eKTUBHBIM
MeTozoM nedenns VS]] cuuraercsa TpaHCIUIaHTalUA TOH-
Kot kuku [1].

Crenu¢udeckuM MOp¢OIOrnIeckKuM IMPU3HAKOM
M3MEHEHHOTO 3IUTENNA TOHKOM KMIIKM Ha3bIBAIOT OYa-
TOBbIE CKOIIJICHVSI SHTEPOLUTOB («ITyYKOB» VI «TadT»),
He ITOJBEePrIINXCS alONTO3y, HO U He CBS3aHHBIX C Oa-
3anbpHO MeMOpaHoil. K 0co6eHHOCTM 3THX 3HTEPO-
IJMTOB, IO JAHHBIM 37IEKTPOHHON MUKPOCKOINY, OTHO-
CAT TOBBIIIEHHOE KOMMYECTBO MI3MEHEHHDBIX JIECMOCOM.
Bropoit xapaKTepHbIil MOpPGOIOrNYecKnii NpUsHaK —
TOTaJbHAs WIM YaCTUYHasA aTpodus BOPCUHOK. VD]
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XapaKTepus3yeTcs KIMHUKO-TUCTONMOTUYECKOI TeTepo-
TeHHOCTBIO 11 MOXKET OBITh aCCOLMMPOBaHA C APYIUMMU
SMUTENUANbHBIMK 0O0/Ie3HAMY UM ManbpopMarusiMu
(arpesms xoaH, gusMopdus nuLa, aTpesus NUIieBoAa
WK aHyca, CKelleTHas guciiasus). B 60 % crydaes ymo-
MIHAeTCsl TOYEYHBII KEPATUT, YTO YKa3bIBaeT Ha reTepo-
TeHHOCTY MyTaluil IPUYMHHOrO reHa [1]. 3aboneBanue
onucato B 1994 r. Reifen et al. [2], koTopbie onpenennin
rucTonornyeckue ocobenHoctu V3] u BBenu TepMuH
«TaTMHTOBAsl SHTEPONATUS».

ITporrocTuyeckoe 3HauUeHMe MIPY ITOM 3a00/IeBaHUN
uMeeT BpeMs MaHMUQeCTaluy racCTPOMHTECTUHAIBHBIX
PacCTpOIICTB U UX MpOrpeccupoBaHye Ha ¢OHe IOo3TaIl-
HOJ KOPPEKII IaTONMorn4ecknx cummnromos [3]. V9]
[O/DKHA OBITh 3aII0f03peHa Py paHHeM Havajie U 3aTsK-
HOM TeYeHM! HEKYMPYeMOro AUapeitHoro CuHapoma 6e3
accoumanuu ¢ MHQPEKIMOHHBIM WM BOCHATNTEIbHBIM
IPOLIECCOM U IIPM IIPOrPeCcCUPYIOLIelt TOTepe MaCcChI Tela
[4]. Tlogospenne Ha ID]T cnyxut nokasaHueM K 61orncun
C/IM3MCTON 0OOMOYKM TOHKONM KUIUKM C 3/IEKTPOHHO-MM-
KPOCKOIMYECKUM MCC/Ie0OBaHeM OMOIITATOB 1 FeHeTIYe-
CKOro aHajm3a (0COOeHHO PV HU3KOI MHPOPMATUBHOCTI
TMCTOJIOTMYECKOIT KapTUHBI) [5, 6].

Tenetuyeckoit ocHoBoit MID]l cunTaroTcs MyTauumn
B reHe EpCAM, xopupyomeM 6Ky MOJIEKY/ afre3un
SMNTENNAIBHBIX KJIETOK. BBIsSIBIeHVe My TaLM 3TOrO TeHa
00BEKTUBU3NPYET AMATHO3 U B OC/IEAYIOI[EM MOXET I10-
MOYb B T€HETMYECKOM KOHCY/IBTVPOBAHNUM I [IPEHATAIb-
Hovt guardoctuke VI, B crarbe M. Sivagnanam at al. [7]
YIIOMUHAIOTCS ISITh crry4aeB VO], B OfHOM 13 KOTOPBIX
He 6bUT0 06HapyXeHo MyTaruu EpCAM, 1 3TOT mareHT
CTpajal MeHee TSDKEIbIM BapUaHTOM 0O/Ie3HM.

B oTeyecTBeHHOII TUTEpAType OTCYTCTBYIOT OMMCAHMS
KIMHu4Yeckux cnydaes VD], ITpuBoguM co6CTBEHHOE
HabmoeHne.

Pe6eHOK OT IIepBBIX CPOYHBIX POJIOB, IPOTEKABIINX 6e3 0co-
6enHoCTelt, Macca mpu poxxpennu 3400 r. Pogutenn 3gopossr. Ce-
MeIHbIJ1 aHaMHe3 He oTArouleH. [IpeHaTabHO BIABIEHO MHOTOBO-
7€ U paclIMpeHe KMIIeYHbIX IeTe/b M0/, B CBA3Y C YeM 3aIl0-
TO3peH HIDKHMIT 00CTPYKTUBHBII HOPOK XKeTYA0UYHO-KAIIETHOTO
TpakTa. OTMeYanuch AbIXaTelbHbIE HAPYIIEHNs, PaClieHEHHbIE KaK
TPAH3UTOPHOE TAXUITHOS HOBOPOX/IEHHOIO (B TeUeHNe 6 JacoB
OCYIIeCTB/IANACh peCIMpaTOPHas MOAiep>KKa). MeKoHMII oTolIen
B POJIOBOM 3aJi€, MMeJI CBET/Iblii LIBET. B mepBble CyTKM IPOBEIeHO
o6cegoBaHme KeNyLOIHO-KUIIEYHOTO TPAKTa C KOHTPACTOM,
XUpyprUdecKas MaToorusA 6blTa UCKTIOUeHa, M Ha BTOPbIe CYTKM
peOeHOK IIepeBeieH B OT/e/IeH)Ie BTOPOTO 3Talla BHIXa)KUBAHUA.
Co BTOPBIX CYTOK >KV3HM IPOSABIIAN CUJIbHOE YYBCTBO TONOJA,
HEeCMOTPs Ha HOBBILIECHHBII 00beM KOpMIeHMs (II0y4an MOIo-
31BO, JJOKOPM T'MIIOAJ/IEPTEHHON CMeChIo, OIaBaHue BOLO).
OpnHaKo Ha TpeThbM CyTKHU oTMedeHa moreps 400 r maccsr (12,5 %)
6e3 ABHBIX IpN4MH. JTabOpPaTOPHO: KOMIIEHCHPOBAHHBII MeTabo-
JIMYECKUI aljuyio3, HaTPUil B CBIBOPOTKE KPOBM — 145 MMOMIB/I.
C 4eTBepTHIX CYyTOK OECIIOKOVICTBO U IBUTATe/IbHASA aKTUBHOCTD
YCUIUINACD, TIOABU/ICS «ITAHNYECKUIA TONO/IHbI KPUK». BbIABIEHO
ycyry6nesne MeTaboMMYecKOro aus03a 10 KPUTHIECKNX Iudp
¢ pH 10 7,15 u geduiurom ocHoBaHMII 10 —22. PebGeHOK nepeBefieH
Ha alNapaTHYI0 ICKYCCTBEHHYIO BEHTUIALMIO IETKUX, SHTEPAsIb-

HOe INUTaHMe OTMEHEHO, POBOAMIOCh TUTPOBAHNE PACTBOpPA
6ukapboHaTa HaTpus. B TeueH1e CyTOK 3aUKCUPOBAHbI STIM30LbI
TOHUKO-KTIOHIYECKIX CYHOPOT (B IOC/TIeNYIOLeM He TIOBTOPSIINCE).
Cryn oTxopuin 4-6 pas 3a CyTKU, BU3YaIbHO 6€3 MaTOMOrMYecKIX
npumeceit (06beM He YUUTBIBATICA).

Ha 7-e cyTkn pebeHoK akcTy6upoBaH. [Tocie sToro B Te4eHue
Hefle/lM OTMeYasIach OCUIIOCTb TOJI0Ca C HOSABJIEHNEM IIPU3HAKOB
«BepXHell» 06CTPyKLMY, Ha 14-e CyTKH IIpoBefeHa pubponapyuHro-
CKOIN, BbIAB/IeHa HeToHasA MeM6paHa roptanit. K TpeTbeit Hefiere
JKVM3HU NTPU3HAKM JbIXaTeTIbHON HEJOCTATOYHOCTH KYIIMPOBA/INCh.

Ha BTOpOI1 Hepiene KM3HU OCHOBHOI K/IMHNYECKOT Ipo61eMOit
CTas fUapeiiHblil CUHAPOM, KOTOPBIIl IMeN Psifi 0COOeHHOCTeIl.
O6unpHsI cTyn (0K0/0 150 MJI/KT B CYTKM), epUOFIIecKn bec-
KaJIOBBIil, ¢ 6OMBIIMM KOTMYECTBOM BOJBI M CBETIO-3eTeHOI
CNU3Y, PErUCTPUPOBATICA 6-8 pa3 3a cyTKu. [Inapes coxpaHsnach
IIpM OTMEHe 9HTEPATbHOTO NNUTAHNA, YCUIMBAIACh IIPU €ro BO3-
OOHOBJIEHUM, YTO BEJIO K POCTY BBIPAXXEHHOCTH 9KCKKo3a. [Tocre
BBeJIeHNsI CMecell Ha OCHOBe IMApO/M3aTa Geka B CTy/Ie OTMeda-
JIaCbh IIPUMeC ajI0J KPOBM, YTO IPEKPATUIOCh Ha POHE KOPMIIEHMIT
AMMHOKUCTIOTHBIMY CMECSAMMI.

MeTabommuecknit alu03 HapacTaa KaX/blil pas IpU BO3-
OOHOBJICHNY KOPM/ICHMI, KyNVPOBAJICA TONbKO OTMEHOI 9HTe-
PaJIbHOTO IMTAHUSA U BBEfleHIEM pacTBOpa cofbl (B OObIIMHCTBE
annsopos). HectabunpHelil ypoBeHb HaTpus Kposu (oT 127 go 152
MMOJIb/TT) C TeH/IeHIIMelT K TMIIePHATPUEMII COXPAHANICA B IIepBble
IBe Hefenmy XM3HU. [unepkanbivemus GukcupoBamach ¢ 11-x mo
30-e cyTKM, 3aTeM pexke (MaKCUMaIbHBI yPOBEHb MOHU3MPOBAH-
HOTrO KamplmsA — 2,15 MMo7nb/71, o6mero — 3,3 Mmonb/m). Tumodoc-
¢daremnsa HabmMoOAaMaCh MOCTOAHHO (MUHUMYM — 0,51 MMOB/ ).
Komporpamma 6e3 0cO6eHHOCTE 3 UCK/TI0UEHIIeM [IOBbIIIIEHHOTO
KO/IMYEeCTBA C/IM3Y Y 1e/IOYHON peaKLuy Kaja.

[l BUSyamusanum 1 61OICUM TOJICTOTO KUIIeYHMKA Ha 11-i1
JieHb IIPOBefieHa KOTIOHOCKOIINSA; 3aK/TI0UeHye TT0 OMOTICHM: aTpOusa
C/M3UCTON 060704YKY. IIpK YIBTPa3BYKOBOM MCC/IEOBAaHUI OTMe-
YeHa TONbKO IIOCTOSHHAsA HepaBHOMEpPHas AM/IATAIMsA IIeTeb KU-
IIeYHIKA C COXPaHEHHBIM KPOBOTOKOM 0€3 IIPM3HAKOB IIHEBMATO34.

B Xopie [MarHOCTUYECKOTO MOMCKA MCKIIOUEHbI CIefyIolle
3a00/IeBaHMA: HEKPOTUSUPYIOLINUIT SHTEPOKOMNUT, MHPEKIMOHHbIE
SHTEPOKOINTHI 6aKTepyaabHOI U BUPYCHOI MPUPOJBI, TTATOTIO-
g o6MeHa BellleCTB, 9KCCYHAaTUBHAs SHTEpPOIATA, MIMMYHHbIe
HapyuieHus. C yueToM 6e3yCIelHOCTI B ITOZO0pe MUTaHMA /LA
BU3YA/IU3ALUN KUIIEYHNKA ¥ OUOIICUY B MECIYHOM BO3PAcTe BbI-
IIOJIHEHA OIlepaliyiA: IapayMOMINKaIbHasA TaapOTOMIs, PEBU3IL
OPraHOB OPIOIIHON IIOMIOCTH, OYIOTICUM TOHKOI M TOJICTOJ KMIIOK,
muMbOoy3a, alIeH3KTOMIA. Pe3yIbTaT 6MOIICH TOHKOJ KMIIKI:
BOPCUHKM CIM3UCTON 060/IOUKY COXPaHEHBI YaCTUYHO, YMEPEHHOI
BBICOTBI, I3BUTBIE, BHICT/IAHHbIE BBICOKMM COXPaHHBIM 3IUTE/IVEM.
B co6cTBeHHOI IIACTUHKE YMepeHHas paBHOMepHast TuMboup-
HO-IUIa3MOKJIETOYHAs! MHQUIBTPALVA € IPUMEChIO 303MHODIIOB
(25-28 kretok B nosne 3penns). Ha ocHoBanuu Mopgoorinyeckoro
MICCTIeiOBAHNA [UaTHOCTUPOBAH SHTEPOKOINT, MHAYLMPOBaHHBII
nuieBbIMy GenKaMy, Ha3HadeHa cMech «HeokeilT» ¢ OfHOBpeMeH-
HBIM [IepOpPa/IbHBIM BBeIeHMeM IPeHN300Ha (1,2 MI/KT B CYyTKH),
OffHAKO yKa3aHHOe JieueHue ObIIO IPeKpalleHO Yepe3 TP JHA B CBA-
3M € ycuIeHneM 6ecIoKoCTBa, fUapeiiHoro CMHAPOMa I ali03a
(mepeBoj Ha MapeHTepaTbHOE MUTAHMNE).

C 45-X CyTOK >XKM3HU OTMe4eHa CTOVKas TMIoHaTpueMus (o
116 mmonb/n) u runokanuemus (go 2,1 mmons/m). CoxpaHsamuch
runodocdaremnst, mpexoasiias IUIepKaabLueMys, TUITOMArHN-
emus. C y4eTOM IpeHATaJTbHOTO aHAMHE3a, CTOVKON TeH/eHIN
K TMIIOHATPUEMUM B JVHAMUKE, HAJIMYMA OTHOCUTEIBHO COXPaH-
HBIX CTPYKTYP KMIIEYHMKA [/ MCKIOYeHNA HaTPUEeBO yapen
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MpOBefieHa OlleHKa IEKTPOINTOB Kaya (HaTpuit — 74 MMOJIb/ I TIpK
HOpMe 20-50 MMOJIb/11, Kanuit — 20 MMOJIb/TI, X7I0p — 66 MMOJIb/T)
u Moun (Hatpuit 20 MMonb/n npyu HopMe 40-150 MMonb/ ).

B Bo3pacTe IBYX MecslieB y pebeHKa pa3BUIach KIMHUKA
KUIIIEeYHOJ HeIPOXOAVMOCTH, ObI/Ia Ha/IO)KeHa MJIe0CTOMA, B3ATa
MIOBTOpHAsA OMOICUA y4acTKOB TOHKOI KUIIKY. VIHTpaomepalu-
OHHO IIPY PeBU3NM OPTaHOB OPIOLIHON IOMOCTM OOHApy>KeHa
BBIpaKeHHas AMIaTalMA KUIIEUHMKA C UCTOHYEHHOCThIO €To
CTeHKM, Yepe3 KOTOPYI0 MIPOCBEYMBAIO OOMIbHOE COfEPKIMOe.
[McTonmornyecku oTMeyeHa 3HaYMTEIbHAA OTpUIlaTe/IbHAA IMHA-
MMKa B BUJe HApaCTAIOIIell TOTa/JIbHOI aTpoduU BOPCHUHOK, BBI-
SIBJIEHBI CHeLMpIUIecKIie MU3BMEHEH)A SHTEPOLUTOB: BbIPayKeHHAs
nesopranmsauys u popmuposanue Tadt. MeTO[OM 3/1eKTPOHHOI!
MUKPOCKOIIUH YCTAHOBJIEHO YBeNMYeHe KOMNIeCTBa M pa3MepOB
TecMocoM. 3aKITIOUeHe: OIMMCaHHbIe MOP(ONIOrnYecKle POsIBTIe-
HuA cooTBeTcTBYOT VIO,

B cTangapTHBIE CPOKM IOC/IEONIEPALIMOHHOTO TIEPHUOJia MTPO-
BefleHa odyepeffHas IOIBITKA BBEJ[eHNA SHTepaTbHOTO MUTAHNUA,
Ha ()OHe KOTOPOIl B TeUeHNe HeCKO/IbKIX YaCOB COCTOSAHNE PE3KO
YXYAUINMIOCh, HAPOC/IA AMApPesi, PA3BUICA TUTIOBOTEMUIECKMIA IIOK.
B mocrnenyromem pe6eHOK HAXOAWICSA Ha IOTHOM ITapeHTePaTbHOM
obecniedeHun 1o 4,5 Mecsna (B BO3pacTe ABYX MeCALeB I TPeX He-
Ie/Tb UIE0CTOMA 3aKPBITa).

ITnaHOBOE Je4eHNe BKIIOYAN0 MHPY3MOHHYIO TepaIluio U3
pacyera 280-300 M/I/KT B CYTKM, OTALIMIO HATPUA O 25 MMOIb/KT,
Ka7usA — 10 5 MMOJIB/KT, JaBaluCh aMMHOKMCIOTHI, KMPBI, TTII0KO33,
BOJIO- ¥ XMPOPAaCTBOPUMbIE BUTAMMHBI, affamenb. IIpoBoaunacsh
KOPPEKIMsA 37eKTPOJIMTHBIX HapYLIEHUIT U, PV HeOOXOAUMOCTH,
alNIo3a, Tepanns KaTeTep-acCOLMIPOBaHHBIX MH(EKINil (KypChl
aHTMOaKTepuaNbHON Tepanny, CMeHa BeHO3HBIX BocTynos). Ha
(oHe IprUMeHeHNUsT OKTPEOTHU A IIOTOXKUTEIbHON AUHAMUKY B Te-
JyeHe AMapeiHoro CMHAPOMaA He JOCTUTHYTO.

[Mocne sao04HOI KOHCyAbTaluy crienyuanucramu Haumonann-
HOTO MEJUIIVTHCKOTO MCCTIE{OBATENbCKOTO LIEHTPA 3J0POBbA JeTell
PEKOMEH/IOBAaHO NPOJO/DKeHMe MH(Y3MOHHOI Tepanny, 110 BO3-
MO>XXHOCTH C BBeIeHIEM 9HTePa/IbHOrO IUTaHuUs B 06BeMe 10 % oT
HopMbl. [TonbITKa BBEfieHNs SHTEPATbHOTO IMTAHNUSA B KOTMYECTBE
10 M1 Ha KOpMJIEHME He BbI3bIBajIa 3HAYMMOTO CHUKEHUS BOJO-
POJHOrO IIOKa3aTeNA KPOBHU, HO IIPU 9TOM 3aMeIININCh IPYOaBKU
B Macce. B BospacTe 4 MecAla 1 3 Hefle KOPM/IEHUA BHOBD OT-
MEHEHBI B CBA3Y C uapeeii, HapacTalolell PBOTO, CPbITMBAHMEM
C IPMMECHIO XKeTUM U PA3BUTIEM Tape3a KMIIeYHUKA.

B TeueHMe Bcero mepuopa HaOMIOEHNA MIUHIMATIbHAS Macca
tena — 2800 1, OTHOCKUTE/IbHAS CTaOM/IN3ALVSI BECOBBIX II0Ka3aTeriet
TOCTUTHYTA K TPeM MeCAIlaM XV3HM Ha GOHE OTMEHBI SHTEPAIBHOTO
MUTAHNUS, B BO3pACTe LIECTh MeCsIieB Bec pebenka coctaBmi 4300 1.
CocTOsIHME OCTAaBAIOCh TSKENIBIM 33 CYET OCHOBHOTO 3a00/IeBaHMA
M OCTIOXKHEHUI! B BUJIE 6€NKOBO-9HEPreTNYeCKOI HEOCTATOYHOCTH
U HOJIMTUIIOBUTaMIHO3a. KO>KHbIe IOKPOBBI BBIT/LAZENN O/IeHO-
PO30BBIMM, YUCTHIMM, B YIJIaX PTa NOABUINCDH 3aefibl. Cmsucras
0060/109Ka pTa ¥ HOCA IPEJCTaBIANACh PAHUMOI], JIETKO KPOBO-
touynna. ITogkoxKHas XupoBas KaeT4aTka Oblia pa3BuTa cnabo,
pacmpefienieHa paBHOMepHO. Typrop 1 2/7acTMYHOCTb TKaHell CHM-
JKEHBI, KOXKa coOMpanach B CKIafKI. Busyamusupopanucs 106HbIe
6yrpbl 1 «pebepHble YeTKM». [[pIXaTebHas ¥ CEPeIHO-COCYAMCTAs
cucTeMbl 6e3 ocobeHHocTell. JKUBOT He3HAYNTENBHO YBEINYEH,
MATKMIA, Ha TPYAU ¥ )KMBOTE IIPOCMATPMBaIach TOHKasA BEHO3HAs
CeTh, IepMUCTATbTNKA aKTYBHAA. [ledeHb BBICTYIAMa HA 2 CM U3-TIOT,
Kpas peOepHOII fyry, cele3eHKa He NManbnupoanach. CTy 6bu1
JaCTBIM, BOJAHMCTBIM, CBET/IO-3€/IEHbIM, CO C/TU3bI0, MOYa — CBETION.

Ha done mapeHTepanbHOro NUTaHMUA C MHPY3UAMU depe3 UM-
IVTAHTUPOBAHHYIO BEHO3HYIO IIOPT-CUCTEMY PeOEHOK IepeBefieH

B HalmoHa/mbHBIN MEAMIIMHCKNI UCCIEOBATe/IbCKIIT LIEHTP 370~
PpOBbs feTell A JanbHeliniero HabmofeHns u 06CmefoBaHms
C IMAarHO30M:

OcnogHoe 3abonesanue. BpoxxaeHHas guapesi, 06yclIoBIeHHAs
aHoMaJveil sHTepouuToB: VO] (TadTuHI-3HTepomaTHs, MOPdO-
JIOTUYECKN HO)ITBep)KJICHHaﬂ). OcnosxcreHust. BTOpI/I‘{Haﬂ 6e1K0BO-
JHEpreTnvecKasa HEMOCTaTOYHOCTb 3-11 cTeneHn. DKCUKO3 TIXKENIOo
cterneHn. [ledeHoOUHast HEOOCTATOYHOCTDb Ha (1)0He JNIUTENIbHOTO
TIAPEHTEPATbHOIO INTAHWA. AHMMCHTaprIIZ IIOJIMTUIIOBUTAMMHO3.
Conymcmeyioujue 3a60ne6anus. BakTepuanbHeLil cencuc (Ipenmo-
JIOKUTEJIbHO rpaMOTpVIHaTeHbHOI}’I 9TUOJIOTUY C KUIIIEYHON JIOKAJN-
3a1jyert epBUYIHOrO ovara nHQEeKIn), centuieMmdeckas popma
C CMHIPpOMOM CUCTEMHOI BOCITa/INTEIbHON peakuun (TpI/I 31'[]/[30]:[3).
SHTEepPOKOINT, 903MHO(VIIBbHBII TUII, MHAYLMPOBaHHBII 6eTKaMu
KOpPOBbETO MOJIOKA, XpPOHMYECKOe TeueHue, TsKeNoll cTenenu. [u-
IIOBO/IEMUYECCKNUN IIOK B AaHAMHE3E.

[TpuBeneHHbIl KMMHNYecKwit cry4dait VIS (tapTun-
TOBOJl 9HTEpONaTUM) ¢ MaHuUpecTanmeil 3aboaeBaHNsA
B paHHEM HEOHAaTaJbHOM IIepPMOJie U IOCIeHYOUIMN
0CO6EHHOCTAMM IIPOrpecCUpPOBAHNS JAHHOI I1aTONIOINI
paccMOTpeH B KauecTBe IIpUMepa PefKoil MaTOoNIOINM,
BbI3BaBIIIelT OLIPe/Ie/ICHHBIE JYATHOCTIICCKYIE 1 JIedeOHbIe
TPYAHOCTH, HO IIPECTAB/IAIOLIEN IPAKTUIECKNI MHTEPEC
I/I1 HEOHATOJIOT OB, IIEIaTPOB, AETCKMX MH(EKIMOHNCTOB,
racCTPOSHTEPOTIOrOB.

B HacTosImeM omycaHuy 06OCHOBaHbI JOIIOTHUTE/Ib-
HBIe JOKa3aTelIbCTBa CYLIeCTBOBAHUA IpPEeHATalIbHBIX
Mapkepos VI9]I B Bujie MHOTOBOIMS U BHYTPUYTPOOHOI
OVIaTalMy HeTeb KUIIeYH)Ka [UToha. JJaHHbIe CUMIITO-
MBI CUUTAIOTCS OTIMYUTE/IBHBIM IIPU3HAKOM HATPUEBOI
¥ XTIOPU/THOJ iuapeii ¥ OIMCaHbl B eVHUYHBIX HaO/moe-
HUSX IIPY SHTEPOIIATUY, Ha3bIBAIOLEIiCS O0/Ie3HBIO BKIIIO-
JeHMIT MUKpOBOPCUHOK. B pabore N. Kennea et al. (2001)
BBICKa3aHO IIPEJIIONIOKEHNE O TOM, YTO B OO/IBIINHCTBE
CIydaeB 3TOI 60me3Hy cOHOrpaduist MI0Aa MPOBOANIACH
Ha paHHMX CPOKaXx, KOTZja IpU3Haky 3aboneBanust Obin
ellle HeOCTYIIHBI /sl Busyanusanuu [8, 9].

Knuuanyeckummn ocobennoctsamu maHudecranun
VD[] B HamieM crydae ObUIV YIIOPHbIA AMApeliHbI CYH-
OpOM ¥ KPUTUYECKUIT ally/j03, KOTOPbIe MOSBUINCH Ha
HepBOIi Hele/le XXM3HU U XapaKTepU30BajIlCh IIporpe-
IMEHTHBIM TeYeHMEeM M KPUTUYECKMMM COCTOSHUSAMI,
TpeOYIOLUMY PeaHNMAlVIOHHOI TOAAEPXKKN. B 60/b-
IIMHCTBE IMTEPATYPHBIX ICTOYHMKOB YKa3aHO, YTO BOJIS-
Has guapest npu VS]] pasBuBaeTcs B epBble JHU IOCTIE
poxpenus (o6pem ctyna 100-200 my/kr B fenp) [10, 11].
Manudect 60ne3un moxet 6bITb 1 60rmee mo3gHUM (OT
Bo3pacTa 2-3 Hefienb 1o 5-7 Hexenb u 6onee) [2, 4, 6, 7].
ITpOROmKNTENPHOCTD KM3HYM MALMEHTOB, O JaHHBIM
PasHbIX aBTOPOB, TAKXKe CYLIeCTBEHHO PasHUTCA: OT
CMEpPTE/NbHBIX VICXO/IOB B IEPBbIe JHU XXU3HMU [0 4-71eT-
Hero Bo3pacra (Ha (OHe YaCTMYHOTO IapeHTEePaIbHOTO
nutanusa) u 6omnee. V3BecteH ciny4ait 6epeMeHHOCTH
" pofoB y 6onpHoi VD] [12].

OTnn4YuTeNnbHBIMYU MPU3HAKAMU IIPELCTaBIEHHOTO
HaOMIOeHNA TAKoKe CTIefyeT CYNTATh COYCTAHHDIN eHe3
AMapelfHOr0 CUHApPOMA: YCTaHOBJIEHBI KIMHUKO-MOP-
¢donoruyeckue MpU3HaKU SHTEPOKOTIUTA U FeMOKOJINTA,
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MHAYUVMPOBAHHOTO NMMIIEBbIMM Oe/iKaMy (JyarHos mof-
TBePX/ieH Omorncuert CAM3UCTON 00OMOYKI TOHKOIL
KUIIKK). DTO TMOCTY>KINIO OCHOBAHMEM JiIsi Ha3HAuYeHUs
aMMHOKMCIIOTHON cMecH (6e3 Cyl[eCTBEHHON MOIOXN-
TENbHO UHAMUKY). DIeKTPOIUTHBII aHANMN3 Kajia OblT
COIIOCTaBMM C pe3y/IbTaTaMy, IONYYEeHHBIMU APYTUMU
UCCTIeR0BATENAMH, U TIOATBEPAUT KOMOVHVMPOBAHHBII
(cexpeTOpHBII M OCMOTHYECKIIT) XapaKTep Auapein. B pape
JIMTepaTypPHBIX NICTOYHNMKOB YKa3aHbI BBICOKME SHAYCHIS
HaTpus Kana [11], ofHaKo, B OT/ie/IbHBIX CIy4YasiX 3TOT
[I0Ka3aTeNb CYIIeCTBEHHO He MoBbImancs [3, 5].
IIpencTaBIeHHbIi KIMHNIECKNIA CTyYall CIEfyeT CUn-
TaTh JOIOTHUTEIbHBIM IOATBepX/eHreM HeaddekTus-
HOCTU KOHCepBaTUBHON Tepanuu VI39]I, npu Kotopoii
B HaCTosillee BpeMsi eAMHCTBEHHBIM CIIOCOO0M JTedeHus
MOXeT OBITh Iepecajika TOHKOI Kuiiku. boree toro, co-
[7IACHO HALlMOHA/IBHON POrpaMMe ONTVMMU3ALNN BCKap-
M/IMBaHMA JeTell MePBOro Trofa XusHu B Poccniickon
Denepanyn VI3]] oTHeceHa K COCTOSIHUAM C aOCOMIOTHBIM
HIPOTUBONOKAa3aHUAM K I'PYFHOMY KopMyIeHMIo [13].

Kongpnuxm unmepecos: asmopui 0eknapupyom omcymecm-
8Ue SBHBIX U NOMEHUUATLHBIX KOHMAUKINOE UHMePecos,
CBA3AHHDIX ¢ NYOUKAYUETE HACMOAW,el cmamvi.

Hcmounux dunancuposanus: asmopoi 3as16s110m 0 PUHAH-
CUpOBaHUU NPOBEOEHH020 UCCIE008AHUS U3 COOCBEHHDIX
cpedcma.

Yuacmue asmopos:

Paspabomxa xonyenyuu u ousaiina - TET, TIHK

Cé6op u o6pabomra mamepuana - EMB, EBA, FOCIII
Hanucanue mexcma - TET, EMB

Pedaxmuposanue - TET, EBA
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