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Pesome

B reriese pa3BuTMA XPOHUYECKUX 3a60/1EBaHNIA MEYEHN U NEYEHOUHOM HEAOCTATOUHOCTM B IETCKOM BO3pacTe Befyllee
MECTO NPUHAANEXNT HACNEACTBEHHBIM 3a00/1EBaHUAM NedeHn. CBOeBPEMEHHAsA AUAarHOCTUKA NO3BONAET BbIABUTH AaHHYIO
NaTonoruio B pPaHHEM BO3PACTe 1 BbIBPATb NPaBMbHYIO EUYEOHYIO TaKTIKY W YYULWIWTL NPOTHO3. B CTaTbe npefcTaBneH
COBPEMEHHbI B39/} Ha Takue 3ab0eBaHUA Kak — AedUUNT anlbda 1-aHTUTPUNCYHA, HEOHATAMbHbBIA TEMOXPOMATO3, 3pU-
TPOMO3TNYECKasA MPOTONOPGPUPS, MYKOBUCLIMAO3. JleueHue Taknx 3a601eBaHINii JOMKHO ObiTb KOMMEKCHbIM, OCHOBaH-
HOM Ha NPUHLMNE MEXAUCLANINHAPHOTO NOAXOAA.

KnioueBble cnoBa: AeTu, HaceACTBEHHbIE 3a001eBaHUA, HaCNeACTBEHHbIE 3a00N1eBaHVA NeUYeHY, AMarHOCTKa, MPUHLMUMDI
Tepanuy

Summary

In the genesis of the development of chronic liver and liver diseases in childhood insufficiency, the leading place belongs
to hereditary liver diseases. Timely diagnosis allows you to identify this pathology at an early age and choose the right
treatment tactics, and improve the prognosis. The article presents a modern view of diseases such as alpha 1-antitrypsin
deficiency, neonatal hemochromatosis, erythropoietic protoporphyria, cystic fibrosis. The treatment of such diseases
should be comprehensive, based on the principle of an interdisciplinary approach.

Keywords: children, hereditary diseases, hereditary liver diseases, diagnosis, principles of therapy



HacneacteeHHble 3aboneBaHNA NeyeHn nepuoaa HoBopoxAeHHocT | Hereditary diseases of the liver of the neonatal period

AxryansHocTh. HacnencrBeHHble 3a60/1eBaHNs Iede-
HU Y HOBOPOXX/JEHHBIX SIB/ISIOTCS O HOI 13 Hauboree
YacCThIX IPUYMH HEOHATA/IbHOTO X0/IeCTa3a, XPOHU-
YeCKUX HOpa)KeHI/Iﬂ IIeYeHU n He‘{éHO'{HOﬂ HenmocTa-
TOYHOCTMU. Hequb M JKeM4YeBbIBOO AL VIE HyTI/I y ,ueTeIZ
UMEIOT PAA 0COOEHHOCTEN. VIMEHHO B TOCTHATAIBHOM
epuofe OTMeyaeTcs OBICTPOE pa3BUTIIE U COBEPIIEH-
CTBOBaHMe OTJeNIbHBIX QYHKIINIT reraToOumapHoii
CUCTEeMBI, IpYYeM TeMII 3TUX IIPOLECCOB B OCHOB-
HOM yBeIMYMBAETCsA MapajlelbHO HapaCTaHMIO Mac-
CBI Tenma, 4YTO obecrednBaeT HOPMarTbHOE Pa3BUTHE

pebenka. CpoKyM CTaHOB/IEHMsI OTHE/NbHBIX BI/IOB Me-
TabonMM3Ma, B KOTOPBIX IIPUHUMAET yYacTHe MeYeHb,
0OBIYHO CBsI3aHBI C afialTalMell K YCIOBUAM pasBu-
Tusi pebeHKa B ONpeie/leHHOM BO3PAaCTHOM IIEPIOJE.
B T0xe Bpems y meTeii BBIABNAETCA PAJ, BPOXKJEHHBIX
aHOMAJINIT Pa3BUTUsA, KOTOPbIe 06YCTIOBIEHbI TeHETH-
YeCKMMU — HaCJleICTBEHHbIMMU daKTOpamMu. B crarbe
IpeJCcTaBIeHbl COBPEMEHHBIN B3I/IAN Ha KIMHUKY,
IMAarHOCTUKY U BefieHue fieTeil ¢ 3a00/IeBaHUAMM Te-
MaTOOMINAPHOIL CUCTEMBI.

BHyTpuneuyéHOUHDbIN XonecTas 6e3 HapyLeHNA CUHTe3a WIN SKCKPeLU »KeJTUHbIX

Kncnort. Jedbuuut a-1aHTUTPUNCUHA
SnupeMyosnorus 3aboneBaHnsA U3y4eHa JOCTaTOYHO
XOPOIIIO ¥ TI0 JAHHBIM VMCCTIeSOBaHNI, TPOBE/IeHHBIX
B llIBenuu, 11% naunenTos ¢ penorunom PiZ passopa-
YMBAIOT KaDTUHY X0JIeECTa3a HOBOPOX/IEHHBIX. B 25%
C/ly4aeB pa3BUBAETCA OCTpasA NMe4EHOUYHASA HEJ0CTa-
TOYHOCTb HOBOPOXXJIEHHBIX, y 25% — XpOHMYECKOe
3aboneBaHue MeYeHN 1 LUPPO3, B 50% IIOCTEIIeHHO
HOpMau3yeTcs GYHKUM TI€YeHY, M OHM BBI3JIOPaB-
nmuBaoT [1]. OnHako y 6% 3abo/ieBaHue IIEYeHN MOXKET
pasBUTbCA B 60JIee CTaplieM JeTCKOM Bo3pacTe 6e3
yKa3aHMIl Ha IIOpa’keHe Te4eH! B IIepHUOoJie HOBOPO-
KaéaHocTu [2].

YacTora 3a60/1eBaHA COCTABIIAET IPUOTNBUTETBHO
1:1600-1:2000 >XMBOpPOXIAEHHBIX. 0-laHTUTPUIICUH
ABJIAETCS aHTUIPOTEAa3HBIM MHTMOUTOPOM U IIpef-
cTaBisieT o060l IIMKOIPOTENH, CUHTE3 KOTOPOTO
ocylecTBseTcA B remaronurax. Ero dyHKIus B oc-
HOBHOM 3aK/II04aeTCs B MHTMOMPOBAaHUU HEITPO-
buIBHOI 971aCTa3bl, HO TAKOKe TPUIICYHA, KOJITareHa3bl
U HEKOTOPBIX ApYruX ¢pepMeHTOB. OH COmEPKUTC
B OCHOBHBIX XXMJKOCTSX OpraHu3Ma (CIMHHOMO3TOBOI
KUAKOCTY, yOHeHa/lIbHOM CeKpeTe, 6pOHXMa/TbHOM
ceKpeTe, II0Te, MaTePUHCKOM MOJIOKE) U €r0 KOHIIeH-
Tpauus coctasnsgeT 150-350 mr/p.

ITuonorus u narorenes. IlopakaeTcs eIMHCTBEH-
HBIVI TeH, ¥ aJUIeIV, KOTOpble OOBIYHO BBI3BIBAIOT 3a-
6onesanue — ato PiZ(Glu3421Lys) u PiS (Glu264Val),
YTO IPUBOJUT K Pe3KOMY CHIKEHUIO YPOBHS a-1aHTH-
TPUIICYIHA COOTBETCTBEHHO 110 15% 1 60% OT HOpMBI [3].
B meTckoM Bo3pacTe UrpaeT ponb TONbKO PiZ BapuaHT.
MexaHM3M NOBPEX/EHMA TIeYE€HN [I0 KOHIA He BBIAC-
HEH, HO eCTb IaHHbIe O HAKOIICHU! aHOMa/IbHBIX Oel-
KOB B 9H/IOTI/TA3MaTNYeCKOM PETUKYTyMe FelaToLNTa,
KOTOpbIe MOTYT OBITb OOHAPY>KEHBI IIPU CBETOBOI
Mmukpockonuu B Bupe lndd-nosutnBHbIX rpany [4].
Haxomnnenne gedekTHOro Z a-1aHTUTPUIICHHA B 9HTO-
N7Ta3MaTUIECKOM PETUKYTIOME FeNaTOUTA AB/AETCSA
TPUTTEPOM CTPECCOBOTO COCTOSHMA K/I€TKN C aKTH-
Balyeil HyKeapHoro ¢akropa kanmna B, acconunpo-
BAaHHOTO C B-K/IeTOYHBIM pelenTopoM nporenHa-31,
Y4acTBYIOIeM B MeXaHu3Me ayTodaraabHO peaKIuiL.

STu n gpyrue MexaHU3MBI ITyTEM KacKaJHOI MOZeNn
MOBPEX/IeHIS IPUBOAAT K rubenu renaronuTa [5].

Knuuudeckas KapTuHa B eproje HOBOPOXKIeH-
HOCTY BKJIIOYAET rernaToMeraamnio, odeciiBednBaHme
KaJa, IOTeMHeH e MOYM; OBICTPO Pa3BUBAETCS ACIIUT
U reMOpparn4eckui guares.

JIabopaTopHbIe M MHCTPYMEHTaIbHBbIE JICCTIEH0-
BaHMsA. YPOBHU TPaHCaMMHa3 MOBBIIIEHBI, OUN-
pyO6uH B HOpMe MK Cerka nosbiieH. OTMedaeTcs
NoBbIIeHNEe MapKepoB xonecrtasa — ['T'TII.
KonnenTpanus a-laHTUTpUIICHHA B II/Ta3Me KPOBHI
0OBIYHO CHIM)KEHA BC/IEICTBIE HAapYILeH s ero obpa-
3oBaHuA B nedyeHu. OHAKO HOpMaJIbHbIe 3HAYEHN A
a-laHTUTPUIICMHA He BCEr[ja MCKII0YAT AUAarHo3,
TaK KaK BOCIIa/JMTe/NbHbIE U NeCTPYKTUBHbIE IIPO-
1[eCChl B TKaHAX MOTYT 3HaYUTE/IbHO IOBBICUTD €T0
KOHIleHTpanuio. [mcronornyeckoe ucciefoBanme
6uornrara nedenu BoiaBnsAer IIMK-nmosutusHble
Te/lblla B relaTonuTax. JInarHos ycTaHaBIMBaeTCA
IIOCJIe TeHeTMYeCKOTo 006CIeoBaHNA U NAeHTUU-
Kauuu PiZ roMo3urorsl.

IOunarHocTuka 3a60/1eBaHNA HAYMHAETCS C BBIAB-
JIeHVSI CMHIPOMa X0/1eCTasa, IIpU KOTOPOM 06sI3aTe/b-
HBIM ABNAAETCA 00C/IeoBaHMe Ha UCK/II0YeHe UIU
HOATBepXeHMe feduunuTa a-lantTurpuncuna. s
3TOTO OLPefIe/IAI0TCA YPOBHM €TI0 B CBIBOPOTKE KPOBH,
MPOBOAUTCS OMOIICS IIEYeHN U IIPY HEOOXOMMOCTH
reHeTnyeckoe obcnenoBanue. JuddepeHnynanpHas
IMarHOCTMKA IPOBOJVTCS CO BCeMU 3a60IeBaHUAMMU
HOBOPO>K/IEHHBIX U JleTell TPYAHOTO BO3pacTa, Ipo-
SABIAOLMUXCSA XO/IECTA30M.

JTeyenne. CrenudpuyecKoro ged4eHnsA He Cylle-
CTBYET, I B OCHOBHOM JIeYeHNe IPeNCTaBIAET U3 cebs
HMOAiepXKMBAIOIJie MEPOIIPUATHSA C TIIATeTbHBIM
OTC/IeXXMBaHMEM Havyala BO3MOKHBIX OC/IOKHEHUIT
Il0 IpOBeieHN s TPAaHCIUIAHTAL[ MM TIe4eH!U, KOTopas
MOMMMO IIPOYero HopManu3yeT aKTUBHOCTD a-laH-
TUTPUIICMHA U IPeJOTBpalaeT pasBuTue 3abonesa-
HUI TerKMX. BbIK1MBaeMOCTb IOC/Ie TPAHCIIIAHTAL U
nedyeHu cocrannfgeT 83-96% 1o JaHHBIM pa3IMYHBIX
1[eHTpOB [6].

HeoHaTanbHbI reMoXpomMaTos (MM BpOXAEHHbIN remoxpomaTos (BI'X)

HeoHara/IbHBIIT TeMOXPOMATO3 IIpeACcTaBisgeT coboit
Hac/Ie[ICTBEHHOe 3ab0IeBaHMe, XapaKTepU3yolleecs
yBeIMYeHNEM BCAChIBAHMA XKejle3a B KMIIKE U OT/IOXKe-
HIIEM €TO0 B KJIeTKaX Ie4eHM, CEPA1Ia, IO KenyL0uHOI
JKeresbl ¥ APYIUX S3HOOKPUHHBIX JKe/€3. Y HOBOpO-
JKIEHHBIX XKele30 OTKIa[blBaeTcsa B OONIbIIOM KO-
IM4YecTBe B KeTKax meyeHu. JJanable o vactote BI'X
OTCYTCTBYIOT.

STuonorus u naroreses. PesynbraThl reHeTMde-
CKUX MICCTIE[{OBAHMII CBU/IETENbCTBYIOT, YTO HaTOIOT M-
YeCKUIi IeH ClIel/IeH C A-TOKyCOM KOMIIJIEKCA TUCTOCO-
BMecTuMOocTy HLA Ha KOpoTKOM IjTede 6 XpOMOCOMBI.
VMeeTcs mpepionoxenue o GeToIIalleHTapHOI HeJlo-
CTaTOYHOCTM, KOTOPAs IPMBOJUT K I3OBITOYHOMY Ha-
KOIIEHWIO KeJIe3a B ITeUeHM IIJI0f1a, IPNIEM HIKAKIX
cnenuduyuecKuX HapylleHnT MeTabomu3Ma >xenesa
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obHapy>xeHo He 6b110 [7]. IIponcxonnut HapyleHue
KOHTPOJIS1 0OPaTHOI CBA3M MOCTYIIIEHMS XKele3a OT
Marepyu BC/Ie[CTBIE HU3KOM 9KCIPECCUM TelCUHA
HeYeHbIO IJIOIA, YTO BefleT K M30bITOUHOMY HaKOIL/Ie-
Huo xenesa [8]. K Hanbonee mopa>xéHHBIM TKAHIM
OTHOCATCA aljMHAPHbIe KJIETKY MOJKENTyTOYHOI JKe-
JIe3bl, MUOKAP, SMUTe/NIit POJUIMKYIOB LM TOBUIHO
KeJIe3bl, KOpa HaJIIOYEeYHIKOB, CIM3VICTa A HOCOITIOTKM
U TpaxeoOPOHXMANIBHOTO JiepeBa. VIHTepecHOo, 4To pe-
TUKYTO9HIOTe/INAIbHbIE KIeTKY CeTIe3EHKM 1 KTIeTKI
Kyndepa He HakammmBaloT xenesa. Takum ob6pasom,
[PV HAC/IeCTBEHHOM IeMOXPOMAaTO3€ U30BITOK XKe-
Jle3a BBI3bIBAET OpaKeHNe IeYeH M, a IPY HEOHATa Ib-
HOM reMOXpOMaTo3e, Ha060pOT, 3a60/IeBaHMe IIEYEHNU
IpefLIecTBYeT M30BITOYHOMY HAaKOIIJICHUIO XKeye3a
unpeponpenenser ero. [I0aToMy HeT HEOOXOAMMOCTHU
IPOBOAMTD FeHETHYECKOe TeCTMPOBaHME POJUTETICN
pebEHKa C HeOHaTaIbHBIM T€MOXPOMATO30M Ha BPOXK-
IEHHBIT reMOXpoMaros [9].

Knuunyeckaa xkapTuHa. YacTo et poxpanTcs
B CPOK C IIPM3HAKaMU BHYTPUYTPOOHOII TUIIOTPO-
¢un. CocTosiHMe IPU POXKAEHUN OOBIYHO TAXKENIOE
C IpU3HAKaMM OCTPOI IeYEHOYHOI HEOCTATOYHOCTH,
JKeITyXa NOABJIAETCA B epBble CyTKM Xu3HU. JacTo
UMEIOTCA PeCVPATOPHBIN JUCTPeCcC CMHAPOM, Ijua-
HO3, B3Iy TH€ )KMBOTA, OTEKM C BO3SMOKHBIM aCLIUTOM.
VMeroTcs faHHBIe 0 60/ee MO3JHEM Havalle 3a6o0e-
BaHWA — B CEpPeJIMHE VTN B KOHIIE IEPBOTO MecsAla
>xusunu [10].

JIabopaTopHbIe M MHCTPYMEHTA/IbHbIE MCCIIEHO-
BaHyA. OCHOBHBIM AVAarHOCTNYECKUM II0Ka3aTeneM
apnsAercs runepdepputnHemus (6oree 800 Hr/Mmy 95%
HAIMeHTOB) IIPY HOPMaIbHOM VTN JiaXKe CHIDKEHHOM
ypoBHe TpaHcdeppuHa. JKene3o m1a3mMpl OBBIILIEHO.
Y neTeit onpenensAeTCs MOBbILIEHNe OMIMPYOUHA KaK
IIPSAMOTO, TaK ¥ HEIIPAMOTO, IIPY 3TOM KOH'BIOTMPOBaH-
Has pPaKIVs MOXET IOBBIIIATbCS OUYeHb He3HAUUTeIIb-
Ho. YposHn AJIT n ACT kak npaBW/IO He IIPEBBIIIAIOT
HOPMY, YTO MOXKET OBITD CBA3AHO C TAKENBIM BHY TPUY-
TPOOHBIM NOpa>keHUeM IedeHn. Kpome toro, cHiKa-
eTcs1 a/IbOYMUH, BBLABIIAIOTCA IUIIOITIMKEMILS, KOATYIIO-
narus. HyXHo ofuepKHy Tb, 4TO YpOBeHb heppUTHHA
Bbile 7000 HI/M/I He XapaKTepeH /il HEOHATa/IbHOTO
reMOXpoMaTo3a. B aToM ciyuae HeOO6XOAMMO MCKATh
APYTYIO IPUYNHY TTOpakeHy medeny [11]. ITpu ructo-

Huaeros:

OcHOBHOI1 - [ecTaimoHHOE a/INMOMMMYHHOE TIOpaske-
HUe NedeHU (HeoHaTa/lTbHBI FeMOXPOMATO3), PEKOH-
BaJIECIIEHT.

OcnoxHenns — Pubpos nevenu. CHHAPOM IOP-
TajIbHOI TUTIEPTEH3U .

ConyTcTByromuii - bporxoneroynas gucnnasus,
Kaccuyeckasa ¢popma, cpegHeit crenenu tsxectu. O.
TPaxeoOPOHXMNT, PEKOHBAJIECIIEHT.

ITocTynuiaa NaaHOBO [/ KOHTPOJIBHOTO 06CIe-
TOBAaHMA U ONpeJie/IeHNsA TAKTUKM Ja/IbHENIIETO Be-
TeHUA.

AHaMHe3 XU3HM peOeHOK 0T 5 6epeMeHHOCTH
(1- ponst B 2002 roxy, 2,3- 6epeMeHHOCTH — M/a, 4
6epemenHocTb B 2013 rony, ponsl Ha 32 Hefene, pe-
6eHOK popmics ¢ BecoM 2220, poct 41 cM, mepeHec
HEOHATA/IbHYI0 XKENTYXY, TedeHne craguonapHoe. C 12
1o 32 Hepienio 6epeMeHHOCTY VMM MECTO SIB/IEHS
PMHUTA, CTabOCTDb, aHeMU A, /TN TENbHOTO 3a>KUB/ICHIA

o6meH onbiTom | experience exchange

JIOTMYEeCKOM MCCTIeJOBAaHNUMY TIeYeHN BBIAB/ISAIOTCA IpU-
3HaKy Gubposa mim UMpposa medeHy, B reraTonnTax
06HapyXMBaoT >kene30. OfHAKO MOKasaTenu n30bITKa
Kerle3a B I/Ia3Me OOBIYHO HACTOTIBKO YOEUTEIbHBI, YTO
6uorncyy neyeHy 0O6bIYHO He TpebyeTcs [8].

Jleuenue m nmporHos. VccregoBaHusAMHU
Whitington P.F. (2007) ycTaHOB/IEHO, YTO HEOHATAIb-
HBIII TeMOXPOMATO3 MOXKET PasBUTbCA B pe3yJbTaTe
VMMYHHON TpaHCIIalleHTapHON peaKLNM, Halle-
JIEHHOJ Ha IeYeHb I1o[a, 1 B CBA3YU C 9TUM aBTOP
npeparaeT 6o/ee TOUHOE Ha3BaHMe: BPOXK/IEHHBII
a/JIOMMMYHHBII renatut [12]. Ha ocHoBanuu npep-
JIO)KEHHOI KOHIeIMY 6BbI/I0 IPOIeYeHo 4 maljeH-
Ta - IPOBEJIEHO 3aMEeHHOe Nlepe/TBaHye KPOBY U BHY-
TPUBEHHOE BBeIeHIIe UIMMYHOITOOY/IHOB B BBICOKMX
Jo3ax. Bce IMAaIMEHTBI BBIDKWJIN, 13 HUX 2 BBI3TOPOBENN,
a IBOUM HoTpeboBaIach TPAHCIIAHTALMS [T€YEeHN.
E>xenepenbHble MHQY3UN MMMYHOITIOOY/IMHA B 103€
1r/Kr Beca Tena 6bUIM IPOBeLeHbI GepeMEeHHbIM XKeH-
LIMHAaM CO CpoKa 18 Henenb 6epeMEHHOCTH, ¥ KOTO-
PBIX IpeabIayLe 6epeMeHHOCTY 3aKaHYMBaTNUCh
poXnmennem JIeTeIu/I C HEOHATaJIbHBIM I'éeMOXpPOMaATO-
3oM. JledeHMe TpeyNIPeK/ao POXKAEHNeE TAXKENIO
GONBHBIX IETEN, HEeTU POXKAANUCH TGO 3J0POBBIMI,
60 C nerkuMu nposBreHusMu 3abonesanus [13].
TakuM 06pasoM, codeTaHye 3aMEHHOTO [TepeTBaHM S
M BBEJIeHV S BBICOKUX 103 MMMYHOITIOOY/IMHOB BHY-
TPUBEHHO IIOBBINIAET BbI)KMIBAEMOCTH 6OIIbHI)IX HEOo-
HaTa/IbHBIM TeMOXPOMaTO30M 6e3 TpaHCIIIaHTAL UK
neuyeHn Jo 75% 1o cpaBHeHMIO ¢ 10-17%, nedeHHBIX
IOPYTMMMU METOJAMU.

Jpyrue MeTOfbI Ie4eHN A, OCHOBAaHHBIE HA BepCUN
MOBPEX/jeHN s TeaTOLMTOB OKCUAAHTaMU (BBefe-
HUEe «KOKTCIZTIH», COCTOAIIECTO 3 AHTUOKCMOAHTOB!:
nepepokcamuua, Butamuua E, N-anerununucrensa,
cenmeHa u mpocrornauauna E1) 6si1m HeaddeKTuBHBDL,
U aBTOPBI OIIPEIe/ININ NlepecajiKy IedeHy KaK MeTOf
BbIGopa [14].

Knunanyeckuit npumep. Beinucka npegocras-
JIeHa OTJe/IeHNeM racTposHTeponoruyu Knnmumkn
CII6TIIMY, Hay4HbBIl pyKOBOAUTENIDb Ipodeccop
Kopuuenko E. A, 3aB. ornenenuem Bonkosa H.JL.,
nevamuit Bpad labpycckas T.B.

IMaunent M. Bacuuca 11 (21.03.2016) JaTa mocty-
mneHus: 05.04.2017 Jata Beinucku: 11.05.2017

IOCIIe KCTPaKLMy 3y6a 10 HOBOAY KVCTBI, BBIAB/ICHO
HocutenbcTBo IgG IIMB, BIIT. ITauuent popuncsa 3
IpeXeBPEMEHHBIX POJIOB, OlleHKa II0 IIKajie ATrap
coctaBuna 7/7 6amnos. ITocne poxxpenns y pebeHKa
OTMeYa/NNCh BhIpakeHHas IeTeXnajabHasA ChIIIb Ha
KO)Ke, MHOXXeCTBE€HHbIe KPOBON3NMAHMSA Ha CINHE,
pykax. Pannee nayano xxentyxu. Ilo Y3 mHoxe-
CTBEHHbBIE OYaroBble U3MEHEHNA B NedyeHn. B ganp-
HeiflleM oTMevYanoch Hapactanue JJH, nepesenena Ha
WBJI. HapacTanum cuMOTOMBI I€4€HOYHON HElOCTa-
TOYHOCTH, pa3BuTue acuuTa. [lepeHecna mHeBMOHUIO.
B nuHAMUKe COXpaHAMACh MeYeHOYHAs HeJOCTaTOU-
HOCTb, TeMOppParn4ecknii cuagpom, Y3V npusHakn
LMPPO3a, IOPTATbHOIN HeflocTaTouHOCTH. COCTOsIHUE
TPaKTOBAJIOCh KaK IIMPpPo3 nedenu, knacc C o Yaiing-
ITpro. IledeHOYHO-K/IETOUHAA HEJOCTATOYHOCTD.
ITopranbHas runepreHsus, acuurt. [emaro-peHanbHbI
cuHApoM. DHuedanonatusa. AHeMUA TAXKENOI cTe-
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nenu. [IMB-ndexius. HemoHomeHHOCTD 32 Hefemu.
IIpoBenieHa onepalnysA 3aMEHHOTO IEpeNVMBAHUA KPOBU
25.03.16. B nione 2016 ropa pe6eHOK B Bo3pacre 2,5 Me-
csues nepeBezed B CIIGITIMY. B xozme ob6cnenoBanus
10 COBOKYITHOCTY JJAHHBIX (B TOM YMCJI€ TIOJIO>KUTETTb-
HOJI peaKIyelt Ha Xene30 OMOIICHI CTTIOHHOT )Ke/le3bl)
BBICTABJIEH /IMAaTHO3 T€CTAI[MIOHHOTO a/I/IOMMMYHOTO
HOpa)keHM s IedyeH) (HeOHaTaIbHBII TeMOXPOMATO3).
ITocre BBefleHMA BHYTPUBEHHBIX MIMMYHOTITOOY/IN-
HOB, IPOBEJICHN A 3aMEHHOTO MepeNNBaHNA KPOBU
IIOCTeINeHHas CTabuIn3anus COCTOAHNA, HOpMau3a-
Ly noKasaresnei ceepToiBaeMocTu. [IpusHaky nop-
TaTbHON TUIepTeH3NM, Gpubposa nevenn (6uoncus
He BBIIIO/IHANACH IO TSXKECTU COCTOAHMA). B Teve-
HIIE TOfJla OTMeYaIMCh HOPMa/IbHbIE MaCCO-POCTOBbIE
npubasky, [IMP o Bo3pacTy, yactbie 060CTpeHM
6POHX006CTPYKTUBHOTO CMHAPOMA. AJIIeproaHaMHe3
CIoKOViHbIV. Hac/megcTBEHHOCTh He OTATOIIEHA.
Ty6muuumym: BIDK He npuBuTa.

B oTpmenennu mpoBefieHO 06CIeTOBaHIe:

Kposb Ha ckpbITbIe mHpeKnuu ot 24.04.17: repriec
1 n2 tumna IgM n IgG, Mrkomnnasma naeBMoHUN IgM
n IgG, nuromeranus IgM u IgG, Bupyc SnireiiHa-
bapp IgM u IgG, xnamupus nuesmonuu IgM n IgG -
OTpUIaTe/bHBbIE.

O6muit aHanu3 Mo4M 6e3 MaTONOTUN. AHATNU3
Kajla Ha NaHKpeaTM4ecKyro snacrasy oT 12.04.17
Pesynprar: >500 Mxr/r xana Hopma: >200 9KT 06.04.17
-Cunycosas Taxuxkapaua YCC 170. Y3U opranos
6promnHoit nonoctu 07.04.17 Y3 npusHakm pexa-
HaNM3MPOBAHHON MyIo4YHOI BeHbl. HeomHoponHas
IeYeHOYHas MapeHxMuMa (KakK OfMH U3 61arompu-
ATHBIX IO TeYEHNUIO BAPMAHTOB NTOPTANTbHONM TUIIEP-
tersun) OGubpos. dmacromerpusa nedenu 07.04.17:
MaxcumanbHoe 3HadeHne 2 cM B cek. (12 kPa), cpepHue
3HaueHue 1.6 cM B cek. (7,6 xPa) F2 no Metavir. Rg
opraHoB rpyaHoii knerku 10.04.17 3akmodenne: Ha
PEeHTreHorpaMMe OpTraHOB TPYAHOI MOIOCTU B Nps-
MOJI IPOEKLUUN B JIETKUX JIETOYHBIN PUCYHOK yCH-
neH nuddysHo ¢ 06erX CTOPOH 3a CUET UHTEPCTH-
LMaNTbHBIX M3MEHEHNT, HeCKONbKO CI'yIleH CIIpaBa

dputponosatTuyeckas nporonopdupus
OpUTPOIOITUYECKAS IPOTONOPOUPH — 3a00NeBaHNe,
PV KOTOPOM IPOMCXOANT HaKOIUIEHMe IIPOTOIOp M-
PVHOB B IIEYEHN, KPOBY, KOXKE, IPYIMX OpraHax ! TKaHAX.

STuonorusA u nmaroreHes. bonesnn passuBaerca
BerencrBue geduuura peppoxenarassl — pepMeHTa,
KOTOPBII1 AAB/IAETCs OC/IENHIM B IIeTIOYKe OMOCHHTe3a
reMa. 3abo/eBaHue reTepOreHHOE ¥ TONBKO y 10% Ho-
cuTeneN aneny MMeeTCA KTMHNYECKa s CUMITOMATH-
Ka, ay 2% - Iporpeccupyloliiee opaxeHue neyeHu [15].
Monexysl DpoTOnOpdUpKHa, HAXOAAIIMECA B KOXKe,
AKTUBUPYIOTCA Ha CBETY U BBINENAIOT CBOGO/]HI)IC
PafMKabl, YTO BBI3bIBAET (POTOUYBCTBUTEIBHOCTD
BCeX TKaHell K (10JIeTOBOI 1 3€/IEHON YacTH CIIEKTpa.
ITopa>kenue neyeHu CBA3aHO C HAKOIJIEHMEM IIPOTO-
HOPCI)I/IPI/IHOB B rermaToumnTax u >XE€ITYHbIX KaHA/IbIAX,
4YTO NMPUBOJUT K Xonecrasy. Hapacrarommuii xonecras
BBI3BIBAET ellé Gosbliee HAKOIUIEHNE TPOTONOPU-
pUHa ¥ COOTBETCTBEHHO, YCUTIEHME JIeCTPYKTUBHbIX
IpolieccoB B IedeHy. Ha MbIIIMHOI Mofenu 3aboe-
BaHUA OBIIO MOKa3aHO 0O6pa3oBaHMe TOKCHYECKON
(bpaKLU/II/I XKeman, HOBPe)KJIaIOHIeI/uI JKETIHbIE IPOTOKU
U IpefpacIonaraonieit Kk passuruio ¢pubposa [16].

B cpefHeM oTaene. O4aroBo-MHQUIbTPATUBHBIE 13-
MEHEHUSA OTYETIMBO He omnpefensaTca. CUHYCHI
cBo6onHbl. KOHTYpHI fuadparMbl YeTKye, poBHbIE.
CpepmocTenne paclinpeHo B BePXHUX OT/eaX Bepo-
ATHee BCETo 3a CYeT TeHN Tumyca. Pasmepsl cepyilia He
nsmeHeHbl. HeiipocoHorpadus 18.04.17: 3akmoyeHne-
AcyvmmeTpus 60KoBBIX xenynoukos. IITIC 26.04.17
3akmouenne: Hopma. BeHpl nuieBofa He pacIIMPEHBI.
Koncynpranusa mynsmoHonora 06.04.17- Y peben-
Ka ¢ BJI]] B aHaMHe3e CO CTOPOHbI OPOHXO-/IETOUHOI
CHCTEeMBI ATONIOTUN He BbIsABIeHO. KoHcynbTanmsa
o¢ranbmonora 19.04.17: I'nasnoe o OU JI3H c yer-
KUMM KOHTypaMM, IUTaHME Y 0BIETBOPUTENbHOE.
MakynsapHslit pediekc deTkuit. Xon u Kanubp co-
cymoB He nsMeHeHbl. Ilepudepus 6e3 maromorun.
Koncynpranusa nesponora 19.04.17: 3akmouenne —
NICMXOMOTOPHOE Pa3BUTIE COOTBETCTBYET BO3PacCTy.
PexoMeHoBaHO HabMOEHIEe HEBPOJIOTA IO MECTY
KUTenbCcTBa. KOHCynbTanusa cocyaucToro xmpypra
02.05.17 3aknwovenne: Pubpos nevenu. Cungpom
HOPTAbHOV IMIIEPTEH3MY, BHYTPUIIeYeHOYHASA POp-
Ma. PekoMeH/I0BaHO: KOHTPONIbHOE 06C/IefjoBaHNe
OI'IIC, Y3 4uepes 1 rop. buoncusa neyenn manapo-
cxkonmveckad 03.05.17 IIpu ocMoTpe — ne4eHsb yBe-
NMUYeHa B PasMepax, MOBEPXHOCTh HEPOBHasA, TKaHb
Apsibnas. BelmonHeHa 6MOIICHA IPaBOIL JOMU EYeHN.
T'mcronornyeckoe 3akmodeHye: IpusHaky Gpubposa.

Jleuenme: Pexxum nmanmatusiin. Cron Ne 16, cmech
Anbdape 200 M x 3p/n 05.04.17-07.04.17. Cmech
Cemmnep 200mn x 2p/n 7.04.17-18.04.17. HyTpunosn
nenTyu ractpo 600 M B cyTky 21.04.17-24.04.17

Muransuuu Am6porekcan 1 mn (7.5Mr) x 3p/n
6.04.17-12.04.17;19.04.17-24.04.17, aM6p0re1<can
BHYTPb 0,5 M1 2 p/n, Hypoden 2,5 mn X 1 p/n, Bude-
por-11 cB x 2 p/m, xemomunuH 100 Mr 1 pasl2.04.17,
50mr 1 p/p 13.04.17(0TMeHEH B CBA3M C a//IEPTUIECKOI
peaxiiyeit), cynpactu 1/3 1ab 3 p/n, uHranauuu ¢ pus
p-poM 1 M x 3p/m, 6eponyan 9 Kan x 3p/i Ha 2 M7 Hu3
p-pa, mynbMukopt 250 Mkr*2p/cyT 19.04.17-24.04.17,
28.04-10.05.17, akBageTpuM 2 Kamn x 1 p/m, 3oak 5
Kam 1p/cyT.

Knunnka. Hanbonee gacto 3aboneBaHue mposiB-
JAeTCA KOXKHOI POTOUYBCTBUTENBHOCTBIO C IIEPBBIX
MecAIleB XU3HN B BU/Ie pa3TIHOT0 Buzia cermeit. [Tpn
no3pHei GpopMe 06pasyTCA BONABIPYU U SA3BbI, KOTO-
pble nHPUIUPYIOTCS. 3ab0/IeBaHMe IPOTEKAET OOPO-
KaueCTBEHHO, U JINIIb Y HEKOTOPBIX 60IbHBIX TpebyeT
TPaHCIIJTAHTALMM TIEYEHN.

JTaGopaTopHble U MHCTPYMEHTAIbHbIE MOKa3aTe-
mu. OnVH U3 IPU3HAKOB IPOTONOPp(UPUY — YBEIN-
YeHMe KOHLIEHTPaLuy CBOOOJHOTO NPOTONOpdupnHa
B aputporuTax g0 300-4500 MKr/mn (B HOpMe MeHee
50 Mxr/pn). B kae moBblleHO cofep>KaHMe IPOTO-
nopoupuHa 60ombiie 1400 MKI/T cyXoit Macchl (B HOpMe
1o 100 Mkr/r). YposeHb mopdupyHa B Mode B HOpMe.
DyHKIMOHA/IbHbIE TPOOBI TeYeH ) He M3MeHeHbI. B kpo-
BY OTIPEJIE/IAIOTCS YMepEeHHOe IIOBBIIIeHNe MapKepOB
XO/IeCTa3a, MOXKET ObITh He3HAYNTe/IbHOE IIOBBIIIEHNE
TpaHcammHas. [Ipu rucTonormyeckom uccaenoBaHnm
TIeYeHV BBIAB/IAIOTCSA IUTMEHTHBIE OT/IOXKEHNS B Tema-
TOLIUTAX, KyI(epOBCKUX KIeTKaX 1 Makpodarax.

Jleyenue. B Tepanmu UCIIONb3YIOTCA TUAPOGUIbHBIE
>KeTTYHbIEe KMC/IOTHI C I[e/TbI0 YMEHBIIeHNA X0/IecTa3a
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U CHIDKeHUsI ypoBHs npoTonopdupuHa [17]. OpHako
9TO IedeHne 3¢ GEeKTUBHO TONBKO IPYU ITOPAXKEHUN
IedeHN Ha Ha4a/IbHBIX 9Tarax 3aboneBanus. [Ipnu pas-
BUTHUY XOJIeECTa3a METOLOM BbI6OpA SIB/IAETCS TPAHC-
IUTAHTALVS TTeYeH ), HO OHA He CHIDKAeT MIPOAYKIINIO

o6meH onbiTom | experience exchange

npotoropuprHa B KOCTHOM MO3Te U BO3MOXKHBI Pely-
IuBBI 3a00/1eBaHs1. Bo BpeMsi omeparui 1o epecajke
IIeYeH ONMCAHbI OCTIOXXHEHNMS B BUJE 0XKOTa XUPYPIi-
YeCKVIMY JIAMITaMI, Ha KOTOpbIe HeOOX0AMMO Ha/[eBaTh
creranbHble GuabTpsI [18].

MykoBucumnpao3: ractposHTeponornyeckue acnekrol. MopakeHve neyeHun

CaMoe pacIpocTpaHeHHOe Hac/eiCTBeHHOe 3abore-
BaHIe y IpeficTaBuTeel 6e1oit pacel, epefaoleecs
10 ayTOCOMHO-PEIleCCMBHOMY THUITY ¥ XapaKTepu-
3yolieecs IMOBBIIIEHNEM BA3SKOCTI CEKPETOB BCeX
9K30KPUHHBIX XKeTe3.

B 6onpunHcTBe cTpan EBpomnsr n B CIIIA kore-
6netcst ot 1:2000 o 1:2500 )XMBOPOXAEHHBIX. ['eH
MYKOBUCIM/IO3a KapTUPOBaH Ha JJ/INHHOM IljIede 7
XpoMocoMbl 7q22,3-q23,1. MyTauuu B reHe TpaHC-
MeMOPaHHOIO PeryIMpOBaHUsA XIOPUAHBIX KaHA/IOB
(CFTR) npuBopAT K 3a60/1€BaHNUIO, I OCHOBHAS MY-
tanua - AF508 Bctpevaerca y 70% 60/bHBIX, XOTH
upertuuuposansl 6omee 1000 myTanmit [19].

Sruonorus u naroreHes. MykoBucumuos, 3abo-
JIeBaHVe B OCHOBE KOTOPOTO JISKNUT YHUBEPCANbHOE
Mopa’keHne 3K30KPMHHBIX JXeJle3, IPOTeKaeT C TA-
>Ke/IBIM HapylleHreM QyHKIMY OPTaHOB IbIXaHUA
U KeNyJ0YHO-KMIIEYHOTO TpaKTa. BosHukHOBeHME
60PIIMHCTBA KIMHUYECKUX IIPOsIBTIEHNIT 3ab071e-
BaHNA CBA3aHO C CeKpelyeil CIM3Y MOBbIIIEHHOI
BA3KOCTY ¥ M3MEHEHHBIMM (PM3UKO-XUMUIECKIMU
CBOJICTBAMM: OTMeYaeTCsA yBeNMdIeHe KOHI[eHTpa-
LWV 37IEKTPOJIUTOB, 6€TKOB I1PY YMEHbLIEHMN BOHOM
¢da3spl B pasIMIHBIX CeKpeTax. ITOT MEXaHU3M JIEXKUT
B OCHOBe JIByX CeKpeTOPHbIX aHOMa N1, XapaKTepHBIX
IJ151 MYKOBUCIMI03a — BBICOKOJ KOHILIEHT DALY 97I€K-
tponutos Na 1 CI B TOTOBO XXMAKOCTY U BBIIETICHE
OYeHb BA3KOTO MYIIHA BCEMM JKe/le3aMI OPTaHM3Ma.
HecoMHeHHO, 3HaYeHMe HapylIeHuil 0OOMeHa MYKO-
MOJMCaXapuoB B BOSHUKHOBEHUM NAaHHOTO CTpa-
naHus. V3 cogepxumoro 12-nepcTHON KUIIKY U U3
KaJjia BbIle/IeH aHOMaJ/IbHbIil MYKOIPOTEUH B IOJN-
CaxapUAHBIX IeIsAX KOTOPOTo Mano IUApOodUIbHOM
CHAJIOBOI KMC/IOTHI ¥ MHOTO (pyKO3BI, COfiepKallelt
ruapodo6HYI0 METUIOBYIO TPYIITY, YeM 00 BACHA-
I0TCs1 0co6ble cBoJicTBa cnusu. Kpome toro, BbICO-
KU YpPOBEHb Ka/lIblMA B CEKpeTe COIPOBOXKIAeTCA
[O/MMMepH3alyell ITTUKOIPOTENHOB 1 ellle 60/MbIINM
yBeIM4eHNeM BA3KOCTY 9KcKpeTa. CTyIieHnio maH-
KpeaTu4ecKOTO0 COKa CIOCOOCTBYIOT yBe/NMYeHMe
KO/IMYECTBA X/IOPU/IOB U HEJJOCTATOYHAs CeKpelus
6uKapOOHATOB U BOABL. 3aTPyHEHMe OTTOKA BA3KOTO
ceKkpeTa BeJleT K €r0 3aCTOI0 C MOCTIeYIOI MM pac-
IIMPEeHMEM BBIBOJHBIX IPOTOKOB XeJe3, aTpoduu
XKeJIe3MCTON TKaHU, HporpeccupyommnM Guoéposom.
IocnegHeMy coCOOCTBYeT HapylieHre QyHKIIUN
$ubpo6IacTOB, MPUBOASIEe K HAKOIIEHUIO B K/IET-
KaX KMC/IBIX MYKOIIO/IMCaXapy/iOB, CBA3BIBAHNIO Me-
TaXpOMATUYeCKOT0 BelljecTBa C MeMOpaHaMy KJIETOK.
ITopa>keHye 9K30KPUMHHBIX JKeJle3 M1 eBapUTeIbHO
CHCTeMBI TPV MYKOBUCIIVIO3€ BBI3bIBAET 3HAUMTEIb-
HbIe HapyIIeHN A IIepeBapyBaHUA U BCACBIBAHMNA, TPH-
BoOJsilIee K Pa3BUTHIO CUHpOMa Manbabcop6umn [19].
ITaromopdonornyeckue u3MeHeHU st IPU MYKOBUCIH-
To3e BbIPa>KeHbl B IOJXKENyJOYHOI )Ke/le3e, KUIIKe,
neyeHy, 6poHX0IErouHo cucreme. IIpyu MeKOHMEBOI
HEIIPOXO/{MMOCTH BBIpaXKeHHa s aTpous CIU3UCTOTO
C10s, TPOCBET CAM3UCTBIX XKeJle3 KMIIKY pacIlnpeH,

3aI0/THEH 903MHOGUIBHBIMU MaccaMy BSI3KOTO ce-
KpeTa, MeCTaMy OTEK MO/ICTTU3UCTOTO C/10A, PacLIu-
peHue muMdaTIyecKux meneit. BosMo>xHO coyeTaHme
MYKOBUCIIMI03a C Pa3/IMYHBIMM IIOPOKAMU Pa3BUTUA
JKKT. B neyenu ovyarosas unu nuddysHas KUpoBas
u 6enKoBast AUCTPOGUS reHaToLTOB, XapaKTePHBI
CKOIIJIeHMe BA3KOIL, TYCTOI >Ke/Tu4y B KeTYHBIX XO-
Iax, sBJeHe Xo/ecrasa, pubposHas TpaHcOpMar L
¥ pa3BuUTHE OMINAPHOTO LUPPO3a.

Knuauka. B HeoHaTa/IbHOM IepHOZe OTMEYAIOTCA
yBenMYeHEe PasMEPOB XMBOTA, PBOTA C IPUMECHIO
JKe/T4y, OTCYTCTBME MEKOHMA KaK IPU3HAK MHTECTH-
HaJIbHOM 0OCTPYKIMY (MEKOHUEBBII MIEYC), CIIydan
IJIMTENbHON HEOHATATbHO XKENTYX M, KOTOpasi 0ObIY-
HO npoxoauT. CaMble paHHVIE IIPOSABIEHU MyKOBYIC-
L/1032 JIOKAIM3YIOTCA B KUIIEYHOM TpaKTe. IlepBpiM
CHUMIITOMOM 60JIe3HN 4aCTO SABIAETCSI OOCTPYKIUs
KUILIKY M3-32 MEKOHMEBOI HenmpoxogumocTu. IIpn
poxnenun 80% MMaLMeHTOB MMEIOT HEJOCTATOYHOCTD
9K30KPMHHOI QYyHKIIMU O KNy JOYHOI JKele3Hl.
MekoHMeBasA HEIPOXOAMMOCTD — 00YC/IOBIEHA CKO-
TIJIeHMEeM B TET/IAX TOHKOM U TOAB3IONTHON KUIITKN
I'yCTOI1, TUIIKOI 3aMa3Ko00OPa3HOIl MacChl MEKOHM S,
3aKpbIBaloLieil MpocBeT KMIKM. Ha 2 cyTku xusuu
pebeHKa osIBIAI0TCA 6€CIOKOCTBO, B34y TIE XUBOTA,
PBOTAa C IPMMECDIO JKeTun, ferugparanusa. CocroaHue
IeTell ¢ MEKOHMEBBIM MJIEYCOM TsKenoe: 6/1eTHOCTD
M CyXOCTb KOXXHBIX IIOKPOBOB, 9KCUKO3, CHVDKEH TYP-
rop TKaHell, BbIPa)K€HHBIJ COCYJUCThI PUCYHOK Ha
KO>Ke JKMBOTA, 6€CIIOKOCTBO CMEHSETCS BAIOCTBIO,
aHaMMeil, HOABAETCA TaXMKapAus, OfbILIKa, Ha-
pacTaeT TOKCUKO3, yKe Ha 2-3 [IeHb KU3HI BO3MOXKHO
TIpMCOeAVIHEHe THEBMOHNY, pa3BUTIE OCTIOKHEHMI
B Buje nepdopanny KuieyHnKa U MEKOHIEBOTO Iie-
PUTOHMTA, YTO TP HECBOEBPEMEHHOM AMarHOCTUKE
YacTO NMPUBOJUT K JIeTaIbHOMY UCXOZY. XapaKTepHa
PEeHTTeHOIornYecKasi KapTHUHA IIpu 0630pHOI PEHT-
reHorpaMme OPIOLIHON HONOCTY — BULHBI B3 yThble
TIeT/IV TOHKOJ KVIIKY, CIIaBIINIICS KNIIEYHNK B HVDK-
Hell 4aCTy )XMBOTA, a B cepefuHe (B IPOEKI[MI MeCTa
«3aKyIIOPKM») GEHOMEH TaK Ha3bIBA€MOTO «MaTOBOTO
crexna». [Ipu ycrenrHom Xupypruyeckom 1e4eHnn Me-
KOHMEBOJ HENPOXOANMOCTY Y 9TUX OONBHBIX B [ajIb-
HejillleM BO3HUKAIOT JpyTye NPOABIEHNA MyKOBMC-
nuposa. OTeYHO-TUIONPOTENHEMIYECKUIT BapUaHT
MYKOBMCIV03a BCTpedaeTcs pefko. Knuamdeckn
OH TIPOSIBISIETCS IIOXOI IIPUOABKOI MacChl Tea, He-
CMOTps Ha eCTeCTBEHHOE BCKapM/IMBaHMe Y XOPOLINIt
anneTut. CTy, KaK IIpaBMUIO, HOPMa/lIbHBIN 110 KOH-
CUCTEHLIUM, MHOTA 0ObEMHDIN U BCErNa 37T0BOHHDII.
K xoHIy 1-ro MecAIa XM3HM MOABIAAIOTCA OTEKN Ha
HIDKHJX KOHEYHOCTSIX, 3aTeM B TOSICHIYHOI 006/1acT!
1 Ha BEPXHMX KOHEYHOCTSIX, 11 32 HECKOJIbKO JIHeil pac-
IIPOCTPAHAIOTCA 110 BceMy Teny. IledeHb 06bIYHO YBe-
ndyeHa. BeIABIsIOT runonporenHeMuo (061mmit 6emok
50-30 r/1), yacTo aHeMu©. Y 6ONbIIMHCTBA JeTel
6BICTPO Pa3sBMBAIOTCS BOCIIATITEIbHbIE U3MEHEHIS
B JIETKMX, ¥ OHM BHE3aIIHO YMMPAIOT B BOo3pacre 2-4
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MecsitleB. Besikoe 3aboeBaHIe B IPYLHOM BO3pacTe,
IIPOTEKaolllee C yCTONYMBBIMM K IIPOBOJVIMOMY JIede-
HUIO OTEKaMM Y TUIIONIPOTEVHEM eI, TOI03PUTENbHO
Ha MyKoBucuMj03. [Ipy Hanuuum OTEKOB IOTOBBIN
TeCT 0OBIYHO ObIBAET TOXKHOOTPUIIATEIbHBIM 1 TPeOy-
€T IIOBTOPEHA IIPY Pa3pelleHN ) OTeYHOTO CUH/IPOMA.
Vi3sMeHeHMA B MeYeHU IIPU MYKOBUCIIM03€ XapaKTe-
PU3YIOTCA X0/IeCTa3aMy ¥ MEXaHMYeCKOI JKeNnTyXoM,
IPOSB/IAIOIIEICA B IIePYOJ, HOBOPOKAEHHOCTH (B 1%-
2% cnydaes). B nanbHerinieM B 60/IBIINHCTBE CTy4YaeB
IIaTOJIOTVA KJIMHIYECKM He IIPOSBIIACTCA, HUPPO3 Iie-
YeHJ CBOEBPEMEHHO He AuarHocrupyercs. UYepes me-
CAIBI VUIY TOZIbI Pa3BMBAETCA MOPTATbHAA IUIIEPTEH-
3114 CO CIITICHOMeTa INell, MTHOT/ia C TUIIePCIITIEHM3MOM,
aciyToM. ITpyu M30MMpOBaHHBIX CTEATO3HBIX POpMax
Y HEKOTOPBIX JieTeil HabmofaeTcs ObICTpas 9BOMOL U
B pu6pO3 1 IMPPO3, B TO BpeM: KaK Y APYTUX OONbHBIX
OTMedaeTCs A/INTe/IbHOE IATEHTHOE TedeHne 3a60-
neBaHuA. Y feTell ¢ MyKOBUCLMZ030M MOBbIIIAETCSA
PMCK pa3BUTHA >KeTYeKaMeHHOI 60/Ie3HM ¢ BO3HUK-
HOBEHNEM MexaHM4ecKoil xentyxu [20]. OTMmedeHo,
4TO 60JIee TsAXKeNoe TedeHNe MyKOBIUCIII03a U MeHee
6/1arONIPUATHBII €ro IPOTHO3 CBA3aHbI C paHHEN Ma-
uudecrauneit 3abomesanus. [pubnusurensuo y 30%
JeTeil paHHETo BO3pacTa MyKOBUCIIMTO3 COPOBO-
XKJIAeTCS CeNTUYECKIMM IPOABIEHUAMMI, YTO CO37AET
Hay6OobIIINe TPYSFHOCTYU IIPY AMATHOCTHKE. Y HO/IO-
BUHBI YMEPIINX JMAarHO3 YCTaHABIUBAOT TOMBKO IO
HNaHHBIM ayTOIICUM.

JTabopaTopHbIe U MHCTPYMEHTAIbHbIE VICCTIEN0-
BaHMA. B mepnojie HOBOPOXK/IEHHOCTY Ha 4-11 IeHb
JKU3HU Y JOHOIIEHHOTO HOBOPOXAEHHOTO pebeHkKa
IIPOBOJUTCA CKPMHUHT — aHA/IM3 KPOBMU C OIIpefiesne-
HJeM UMMYHOPEeaKTUBHOTO TPUIICMHA. B manbHe-
IIeM JI/IS1 YCTAaHOBJIEHU S IMaTHO3a MYKOBMUCLIM/I03

BbiBOAbI

CBoeBpeMeHHas IMaTHOCTHKA BBIIIIE ePeYMCIIEHHBIX
3abonesanuit JKKT mo3sosnseT BbIOpaTh IpaBUIbHYIO
ne4e6HYI0 TAKTUKY M YIyYLIUTb NPOrHO3. JledeHue
IOKHO OBITh KOMIITIEKCHBIM ¥ OCYLIECTB/IATBCA Ha

CnncoK pyccKnx coKpaLeHnin:

ITTII - raMMa rIyTaMuATpaHCIENTUAAa3a
I - wenounas pocdarasa

AJIT -anannHamuHOTpaHchepasa

ACT - acmapratamMuHoTpaHncdepasa

Y3 - ynbTpasByKoBOe UCCIelOBaHNE

CN1CcoK aHIMMNNCKNX COKpaLLeHuniA:
DGUOK - deoxyguannosine kinase

GALD - gestational alloimmune liver disease
HAMP - hepcidin
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