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KJIMHUWYECKME BAPUAHTbI NMEYEHO4YHOU ®OPMbI
BOJIE3HU BUJIbCOHA—KOHOBAJIOBA Y OETEMN
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'Y «<MiHCTUTYT Nnegmatpuu, akywepcTea v ruHekonornv HAMH YkpauHel», r. Kues, Ykpanna

Llenb: u3y4nTb KNMHWKO-NapaknuHU4eckne 0co6eHHOCTI 6011e3HN BunbcoHa—KoHOBanoBa B 3aBMCUMOCTYM OT BO3pacTa feTeil U popMbl 60NE3HN.

MauuenTbl U MeToAbl. MepBuyHO 06cne0BaHO 24 pebeHka ¢ 60ne3Hbi0 BunbcoHa—KoHoBanosa B Bo3pacte 3—18 net. Y Bcex 60MbHbIX Hapsaay ¢ 06LLeKIn-
HUYeCKMMM MeToAamMi 06CNef0BaHNsA OMpefeneHbl KOHLEHTPauMM LepynonnasminHa B CbIBOPOTKE KPOBU, NOKa3aTenb CYyTOYHON 3KCKPELMA Meau C MOYONA,
NPOBEAEHO YNbTPa3BYKOBOE MCCNE[0BAHNE OPraHOB GPIOLIHOA MONOCTM M 3a6PIOLINHHONO NPOCTPAHCTBA, OCMOTP OKYNMCTA C MCMOMb30BaHWEM LLENEBON

namnbl, KOHCYNnbTalUKa HeBponora.

PesynbTatbl. Y BCex AeTel Npu NOCTYNAEHUN B OTAENEHUE BbISIBNEHbI KNNHNKO-1260paTOpHbIe NMPU3HAKM NOPaXeHWUs neveHu: y 12 AeTelt AMarHoCcTUpoBaH
renatut, y 12 — unppo3 neveHun. YCTaHOBMEHO, 4TO 60N1e3Hb BunbcoHa—KoHOBan0Ba B ETCKOM BO3pacTe ANUTENbHOE BPEMSs MPOTEKAET NIATEHTHO, KNWHM-
4eCKI XapakTepusnpyeTcs B Ha4arbHOM Nepuoje NpenMyLLeCTBEHHO NPU3HaKamMu NOPaXeHUs NeveHu, Kak npasuio, 0TCYTCTBUEM Konblia Kaidepa—®nen-

Lepa 1 HeBPOMOTMYECKOI CUMMTOMATUKM, YTO 3aTPYAHAET ANArHOCTHKY.

BbiBoAbI. /lcnonb3oBaHme Na6opaTopHbIX UCCeA0BaHNI (KOHLEHTPALKMs Meay B CYTO4HOI MOYe, KOHLEHTPaLMs LLepynoniasmMiHa B CbIpOBATKe KPOBU), KOH-
CyNbTaLWKM OKYNCTA, HEBPOJIOra NO3BOMAET CBOEBPEMEHHO NOCTABUTL NArH03 60Me3HN BunbcoHa—KOHOBaN0Ba, Ha3HaYMTh afieKBaTHbIN KYPC nedeHns. [ns
6onee paHHero BbisiBNeHNs 601e3HU BunbcoHa—KoHOBaNoBa, BTOPUYHON NPOHUNAKTUKI LMPPO3a NEYeHM, NOBLILIEHNS KA4eCcTBa XKIU3HU 60SbHBIX HE06XO-
[MO UCCMe/I0BaTh NoKasaTenu oGMeHa Mefn y BCeX [IeTel C He YTOYHEHHO! 3TUOMOrMeit XPOHUYECKOro renatuTa.

Kntoyesble cnosa: getu, 60ne3Hb BunbcoHa—KoHOBaNoBa, renatut, Uuppos.

BBepeHue

Bonesnb Bunscona—KoHoBanoBa — pezkoe Hacien-
CTBEHHOE 3a00JIeBaHKE, B OCHOBE KOTOPOIO JIEKUT
FeHeTUYECKU JIeTePMUHIPOBAHHOE HAapyllleHe 0OMeHa Me/u
¢ M30OBITOYHBIM €€ HAKOTIJICHUEM B PA3JIMYHBIX OPraHax U TKa-
HSIX, TPEUMYIIECTBEHHO MPOSIBJISIONIEECS CUMIITOMAMU TIOPa-
JKEHMS TIeYeHU 1 IEHTPAJIbHOI HEePBHOI cuctembl [2].

B 1912 r. aurnuiickuii nesposior C. Buibcon onucas
M3MEHEHWs B TOJIOBHOM MO3Te, THIIMYHBIE /IS renaroliepe-
OPaJIbHOI ICTOHUY, TIPK 9TOM yCTAHOBUJI IIOCTOSIHHOE HAJIU-
qie MUPPO3a MeYeHn U, KaK UTOT, ONUCAJ KJIMHUKY HOBOTO
3abosieBanust. 1o 3ab0JieBaHUE OH Ha3Bajl IIPOTPECCUBHOIL
JIHTUKYJIIPHOI erenepanueii (mat. lenticularis — deuenmurie-
oOpasmbiii).

B 1960 r. H.B. KoHoBasoB NpeIosKuI sl JAHHOTO 3200-
JieBaHUsI HasBaHUWe <«renaroiepebpasibHast AuCTPodusi»,
0GOCHOBBIBasi 9TO TEM, YTO M3MECHEHHsI B MO3re MPU HTON
6OJIe3HN He OrPaAaHMYUBAIOTCS TOJIBKO JIEHTUKYJISPHBIMU
sIIpaMu, ¥ ee [POsIBJICHIE WHOT/A OblBaeT Jaxe OoJjiee BbIpa-
JKEHO B IPYTHX OT/IEJIaX MO3Ta.

B oreuecTBeHHOU JiTepaType 3TO 3aboJieBaHue TPaju-
LIMOHHO OMUCBHIBAJIN 10J] Ha3BaHueM 6oJie3nb Buibcona—Ko-
HoBasioBa. J. Walshe B 1983 r. npeioskun Kiaccudukanuio,
[OCTPOEHHYIO HAa KJIMHUYECKUX IIPU3HaKax 3aboJieBaHusl,
MOCJIeIOBATEBHOCTH WX TOSIBJIEHUS, COUYETAHUN MTOPAYKEHUST
[EYEHN ¥ MO3Ta, U BKJOYAOILYI0 GECCUMIITOMHYO, IeYeHOU-
HYIO U cMelanHyo Gopmbl 6osiesHu. B mocientee Bpemst, B
COOTBETCTBUU € MexXyHapoaHoi tepmunosorueit 1 MKbB 10,
5T0 3ab0JieBaHUE OIMCHIBAETCS 10Jl Ha3BaHHEM <«DOJIE3HD
Bussconas.

B nocsieiaue rofipl HAGIIOAAETCS TEHIIEHIUS K YBEJIMUEHUIO
YHCIA IMATHOCTUPYEMBIX CJIyYaeB AHHO natosorui. B mupe
3abosieBanue perucTpupyercs ¢ yactoroii 1 : 35—100 Tbic. HOBO-
PO’KJIEHHBIX; HOCUTEIBCTBO MATOJOTUYECKOTO TeHA OTMEYaeT st
B 0,56 % ciyuaes. B CIIIA uacrora BbisiBiienust 6osiesnu Buiib-
cona cocrasisier 1 : 30 Thic. HACEEHMST; HOCUTETN MyTAHTHOTO
reHa, pacroJIoKeHHOTo Ha 13- XpoMocoMe, 0GHAPYKUBAIOTCSI C
vactoroii 1 : 90. Beicokuii ypoBeHb 3a60/1€Ba€MOCTH OTMEYAET-
Csl B PErMoHaX, IJle CYIIECTBYIOT OJIM3KOPOACTBEHHbIE Gpaku
(Upan, Memen, Upnanaus), a Takke B AMOHUK 1 HA OCTPOBE
Cappaunns. Tax, B Adnonnn 6omesnp Buibcona—KoroBarosa

70

muarsoctupyercst ¢ gactotod 1 : 30 Teic.; [T cpaBHEHUS: B
Ascrpamun — 1 : 100 Teic. Hacemenms [1].

Bosnesnb Busbcona—KonoBaioBa BeTpedaeTcsi 0OJMHAKOBO
YacTo KaK y MY>KUUH, TaK 1 Y KeHIH. Bosiesub manndectupy-
eT B Bo3pacte 8—16 JsieT, o7iHaKo HEBPOJIOTHYECKNE CUMITTOMbI
MOSABJISIOTCST TOMBKO K 19-20 romam. Y mereit muammme 5 Jjiet
nposiBiieHust 6oJie3Hn BuiibCOHa YacTo MOTYT OTCYTCTBOBATD,
XOTs1 3260JI€BaHNE UHOTIA IUATHOCTUPYETCS KaK Y TTAIIUEHTOB B
BO3pacre 710 3 JieT, Tak u y Jiofeii crapiie 50 et [2, 3]. Bes
Jsiederist 6osiesHb Busibcona—KoHOBaIOBa IPUBOAWT K JIETaIb-
HOMY MCXO/Ly BCJICJICTBHE MEYEHOUHOM, TIOUEYHOI HeJI0CTaTOY-
HOCTH, & TaKKe TeMOPPArn4ecKuX OCJIOKHEHUH.

3aboJieBanne HACTIELYETCSI TT0 Ay TOCOMHO-PEIECCHBHOMY
TUIY TPU HAINYUK Y POAUTENIEN TeHEeTHMYECKONH MyTalluu B
gokyce 13g14,3 B ATP7B rena, pacnoJiokeHHOTO Ha JIJINH-
HoM 1utede 13-it xpomocomsl [4, 5].

B ocHoBe pazBuTHs renaToJeHTUKYJISPHOIN lereHeparm
JIEKAT CJIE/IYIONINe MEXaHU3MBI

— wmytaius meanoir ATM-azpr P-tuma ¢ mocaenyonmmm
HapyllleHNeM BbIBEeJeHNS M3 lledeHUn (Ppakiuyu Meau ¢ JKeJl-
YblO, TAK HA3bIBAEMOH PEryJIATOPHON Me/H, MOJIePKUBAIO-
meii B pU3MOJOrMUEeCKUX YCAOBUSAX OTPUIIATEIbHbIN OaaHe
Me/Ii B OPraHu3Me;

— BTOPUYHO OOYCJIOBJIEHHOE CHUIKEHHE CKOPOCTU BKJIIO-
YeHHU MEIM B 11€PYJIOIIIasMUH (MEAbBBIBOSIINI N Me/lb-
TPAHCTOPTUPYIOMUI (esloK), 060N TPAHCTIOPTHON
dbynxnueii;

— MOCTENEeHHOEe TOKCHMYECKOe HAKOIJIEHNEe W MOpakeHue
OpraHoB-MuIleHel (11eYeHb, IIOYKH, MO3T, CepAIle U T.JL.).

Takum 00pasoM, B laToreHese 3a00JeBaHUsT BELYHLYIO
POJIb UTPAET HAPYHIEHUE HKCKPEIUU MEIH C JKeIIbI0 BCJIE]I-
cTBUE JiedeKTa TeHa, KOTOPBIN KOAMPYeT MPOAYKIINIO B Tera-
torurax crenuduueckoit ATM-asbl, onpeensioneil TpaHe-
MopT Meau B armapar [ob/pKu U ee TIoceayioniee Bbijiese-
HUE ¢ JIM30COMaMU B jKeJub. [Ipu aTOM B KPOBU CHUIKAETCS
YPOBEHb IepyJIoIia3MUuHa (MeAbBBIBOSIIETO GEKa).

YuuThiBasi, YTO B OCHOBE 3a00JIEBAHUST JIEKUT BPOKIEH-
HBIT gedexT Merabonu3Ma MeJH, U3ydeHHe KJIOYEBBIX
3BEHBEB MATOreHE3a M 0COOCHHOCTEH KJIMHUKO-TAPAKINHU-
yeckoro teuenust 6osesnu Buibcorma—Konosasosa y mereit
[IPE/ICTABJISACT UHTEPEC HE TOJIBKO JIJIS IETCKON IenaToIoTuy,
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HO U JIJIsL MEJIMI[MHCKON HAYKU B II€JIOM, B CBSI3U € HEOOXO/IH-
MOCTBIO OIIEHKU TEMIIOB TIPOrPECCHPOBAHUS 3a00JI€BAHMS 1
COCTaBJIEHYsI IPOTHO3A GOJIE3HN Y B3POCIIBIX.

Ieav paboTbl — MBYYUTH OCOGEHHOCTH KJIMHHUKO-TApa-
KJIMHUYECKOTro Tedenust Gosesnu Bunmbcona—Konosanosa B
3aBUCHMOCTH OT BO3pacta jieteil u popMbl GOJIe3HH.

MaTepuansl u meTOoAbl UCCNIeA0BaHUSA

Pa6ora rpoBejiena na 6ase orzesenust 3ab0JeBaHuil nede-
Hn n opranoB numeBapenus ['Y <«Wucturyr [TAI AMH
Ykpaunbl». B Hacrosiliiee peTpOCIEKTHBHOE MCCJIEI0BaHIE
BKJIIOYEHO 24 pebenKka ¢ auarHo3oM 6osie3nn Buibcona—
KoHoBasioBa, KOTOPBIX 00CJIE0BATIN U JIEYUITH B OTeJeHIN
3a 2009-2011 rr.

Bceem GOJIbHBIM HPOBOAMIN OOLIEKINHUIECKOE HCCIIE0-
BaHME KPOBU C OMpeesieHHeM CTAHAAPTHBIX MOKa3aTesel,
OGUOXMMUYECKOE HCCJIENOBaHME KPOBU  («II€YEHOUYHbIE
npobbi») B saboparopusx Mucruryra [TAT HAMH Ykpau-
HbI. YPOBEHb 1ePYJIONIa3MUHA U ME/IU B CHIBOPOTKE KPOBH,
CYTOUHYIO SKCKPELMIO ME/IU € MOYOI MCCIIe0BaIN B J1abopa-
TOPUU AHATUTHYECKON XUMUU M MOHUTOPUHTA TOKCHYECKUX
coemaennii I'Y «ncturyra memuimnet Tpyna AMH Yrpan-
HbI». Y POBEHb CYTOUHOIN 9KCKPEINN ME/IN C MOUYOU OTIpe/Ieisi-
JIN KOJIMYECTBEHHBIM METOJIOM MHOTO3JIEMEHTHOTO aHA/IN3a
Ha aTOMHO-9MHUCCHOHHOM CIEKTPOMETPE € MHIYKTUBHO-CBSI-
3annoi maasmoii (ICP-AES) cepun Optima 2100 dupwmsr Per-
kin-Elmer (CIIIA). Yabrpassykosoe uccaenoanue (Y 3U1)
OpraHoB OPIOIIHOI MOJIOCTU 1 3a0PIOIIMHHOTO TIPOCTPAHCTBA
MPOBOJIUJIM B OTIEJE€HUN YJIbTPA3BYKOBON MUATHOCTUKU
WucruryTa [TAT. Bee GosbHblE ObLIM OCMOTPEHBI OKYJIUCTOM
C MCTOJIb30BAHUEM IIEJIEBON JIAMIIBI JIJIS BBISIBJICHUS OTJIOMKE-
HUsT Mein B poroBuile Tiaza (kosbio Kaiisepa—@ueiiniepa).
Bce sieTut KOHCYIBTUPOBAHBI HEBPOJIOTOM B OT/IE/IEHUH TICUXO-
nesposornn Uucturyra ITAT HAMH Yxpannsr.

[TepBuuto o6cienoBano 24 peberka ¢ 60se3HbI0 Buibco-
na—KonoBasoBa B Bo3pacre 3—18 ser. CoorHoleHue 1o
noaty: 13 masbumkos, 11 geBouek. HavasnbHble KanMHUYecKue
MPOSIBIIEH Y JIeTell paHee TPeX JIET He OTMEYaJINCh.

PesynbraTbl UCcCniefoBaHUsa U UX 00cyXXaeHue

V Bcex HabiogaeMbix JeTeil 3a00jeBaHie MPOTEKAIO B
TeYeHHe MHOTHX JIeT JIATEHTHO, CUMITOMbI OOJIe3HU OblLin
HectenuGUUHbL WK BbISIBJSIMCH TP CJydYaitHOM 06cieno-
BaHUU, IIPUYUHOI KOTOPOTO Oblila IMATHOCTUPOBAHHAS relia-
TOMErajiusi Wi WU3MeHeHue OUOXUMHMYECKUX IOKasaTelieil
(roBbIIIEHEe aKTUBHOCTH Tpancamunasz). Ciydan 6osesHn
Busibcona—KomnoBasioBa B ceMbe yCTaHOBJIEHBI y 2 GOJIbHBIX.

ITepuoji MeAUIIMHCKOTO HaGJIOAEHUs OT MOMEHTa Iiep-
BUYHOII MaHubecTaiyu 3a60J€BaHUs 0 MOCTAHOBKY [IHAT-
HO3a coCTaBJA B cpeneM 1-2 roja.

VY Bcex jsieteii 1Ipy TIOCTYIJIEHUH B OT/IEJICHUE BBISIBJIEHbBI
KJIMHUKO-1A00PATOPHbIE TIPUSHAKY TIOPAyKEHUS [IEUEHH, U3 HUX
y 12 nereii tuarHocTupoBan renatut, y 12 — 1uppos rnevenu.

Kinnnyeckn XpoHMYECKUI TenaTUT XapaKTepu30BaJICs
HOBBIIIEHHOW YTOMJISIEMOCTHIO, clabocThio (6 GOJBHBIX),
CHUKeHUeM arretuta (2), JKeJTYHIHBIM OKpallMBaHUEM
cksep u Koxu (3), 60JieBbIM abJOMUHAIBHBIM CHHIPOMOM,
YMEpEeHHOI TeriaToMeranei, y 4acTu JieTeil — renaTtocieHo-
Merajiveil, HAIMUNeM «MaJIbIX TIeYeHOUHBIX 3HAKOB» (TeJsieaH-
ruaKTasuu, najabmapHoil apurtembl). Kosbio Kaiizepa—
Duieiiiiepa AUATHOCTUPOBAHO Y 2 0OCJAEMOBAHHBIX. TUIy-
Hble 17ist 6ose3nn Buurbcona—KoHOBaIOBa HEBPOJIOTHYECKIE
CUMIITOMBI (9KCTEH30PHBIH TPEMOP, MbIIIEUHAsT AMCTOHUS )
HU B OJTHOM CJIy4yae He BbISIBJICHBI.

ITpu Y 3U rematobuanapHoii CUHCTEMBI INATHOCTUPOBAHO
yBeJUYeHUEe Pa3MepoB Ileyenu, ymepennoe nuddysnoe
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MOBBIIIEHNE IXOTEHHOCTU TIAPEHXUMBI, B psijie CJydaeB
(2 6oNbHBIX) — yBeJAUYEHHE pPasMepoB JUM(aTHYeCKUX
Y3JIOB B T€IATO/IyO/ICHAJIbHON CBSI3KE.

ITo pesyibTataM OHOXUMHUYECKUX HUCCJAEJOBAHUN, Y
12 nereii BbIsIBIEH CUHAPOM 1UTO/N3A (Y 7 — MUHUMATbHAS
AKTUBHOCTB, Y 5 — yMepeHHas ), y 6 — ne4eHOYHO-KJIeTOTHAsT
HEIOCTATOYHOCTh B CTAJIMH KOMIIEHCAIINH, Y 3 — UMMYHOBO-
CHAJIMTEbHbIN; TOKa3aTean repudepruieckoil KpacHO
KPOBU ObLIN B IIpejiesiax HopMbl, yckoperre CO3 oTMeyeHo y
4 06CIIeIOBAHHBIX.

CpenHee cozepskaHHe IepyJIOIJIa3MUHA B CBHIBOPOTKE
KpoBu coctaBuio 12,1 Mr/mi, 4To HUKE CPeHUX 3HAUEHUI
nopwmar (22,0-61,1 mr/mn).

[Tpu ananm3e CyTOYHOI HKCKPEIIMN M€ ¢ MOYOIl ycTa-
HOBJIEH BBICOKMIT €e YPOBEHD 110 CPAaBHEHUIO C MTOKA3aTeNSIMU
Hopmet — 0,4 mr/m (Hopma — 0,04—-0,15mr/01).

Huppos mnevenu auarnoctupoBan y 12 mereit (u3 Hux
8 TOAPOCTKOB), pa3iIWuuii MO TIOJY He BBISIBIEHO. AHAIN3
aHaMHe3a 3a60JIeBaHMsT TOKA3aJ, 9T0 6 T0POCTKOB HabI0/1a-
JINCh TIO MECTY JKUTEJIbCTBA C JIMATHO30M <KPUIITOT€HHBII
reraTuTy Ha npoTsuKenun 1-2 jiet, ogus 60JIbHOI — 10 OBO-
Iy 1Mppo3a IeYyeHW He YCTAaHOBJIEHHOH artwosoruu. [Ipn
HoCTyIIeHH GOJIbHBIE JKAJOBAINCh Ha mepudepudyeckue
oreku (6 gmereii), yBesndyeHne pa3mepoB kuBorta (2), cia-
60cTh, yTOoMIseMOCThb (6), COHIMBOCTD (2), pasapaskuTe b-
Hocth (2), cumkenue anmeruta (10), omnryienne moxkaabiBa-
Hud B nasbiax pyk (1), cymoporn B Mprmiax Hor u pyk (1),
HOCOBBIE KpoBOTedeHus (2), KeJATYIIHOEe OKpallMBaHUe
CKJIED U KOJKHBIX TIOKPOBOB (2).

Obuiee cocrosinue y GOJMBHBIX € OTEUHO-ACIUTHYECKUM
CUHJIPOMOM PACIEHUBAJIOCHh KaK TSKeJNoe: BBIHYKIEHHOE
[OJIOJKEHWE B TOCTEJH, IOJaBJIEHHOE HACTPOEHUE, 3HAYM-
TelbHOE yBeJIndYeHne PasMepoB JKUBOTA, TeraToCIieHoMera-
JIsl, KOKHbIE PAcyechl, acne vulgaris, SKXUMO3bl Ha KOXKe
Genep u rosiereid. [anbaTopHO MOBEPXHOCTD TIEYCHN HEPOB-
Hasl, C OCTPBIM KpaeM, KoHcucTeHnus riaotHas. CeseseHka
HaJIbIIMPOBasach Ha 3—4 cM Huske pebGepHoil nyru. ['paHuiibt
OTHOCHTEJIHOI CepJIeYHON TYIOCTH PACIIMPEHbl BJIEBO HA
1-1,5 cm or liniae medioclavicularis, ToHbl cepua npuryie-
Hbl, puTMUuHbl. MHcpaTopHas ogpiika. CpaBHUTE/bHAS
MEePKYCCHsT TPYIHON KJIETKU BBISIBUJIA MPUTYILIEHUE TEPKY-
TOPHOT'O 3BYKa CIIPaBa HUIKE YIJIa JIOMATKU, TaM 5Ke 0cJIabieH-
HOe Be3UMKYyJIsipHOe Jbixanue. [lasbmapHast apurema, Tesiean-
IU9KTA3UK JIMAaTHOCTUPOBAHBI Y BCEX OOCJICIOBAHHBIX, a JKeJl-
TYIITHOE OKPAIUBAHNE KOXKHBIX TIOKPOBOB TYJIOBHIIA, CKJIED —
y 2 60ompHbIX. Kosbito Kaitzepa—@Jieiitepa quarnocTipoBa-
1o y 5 u3 12 60IbHbBIX.

V Bcex 06C/IeIOBAHHbBIX AUArHOCTUPOBAHbBI XaPaKTEPHBIE
11st 6OJIe3HN TIeYeHr OMOXUMUYecKUe CUHApoMbl. [Tokasare-
s cungpoma 1urtonusa (aktuBHocTh ATAT, AcAT, ypoBenb
obutero 6uaupyOuHa U ero HpsAMoiil (pakiuu) CBUAETENb-
CTBOBAJIU 00 YMEPEHHOIT AKTUBHOCTU BOCIAIUTEIBHOTO TIPO-
11eCCa, XOTS B TO JK€ BPEMsI OKA3ATEN UMMYHOBOCIATUTE b=
HOTO CHHIPOMa ObLIN OYeHb BbicOKMMU. Tak, cpejtee cozep-
JKaHue B CBIBOPOTKe Y-ry00ysmHoB coctasuio 30,7%, mokasa-
Teslb TUMOJIOBOH TpoObI — 13,4 ef1., 4TO CBUAETEIHCTBOBAIO
00 aKTUBHOU MPOAYKIUU ayTOAHTUTEN K PA3IUYHBIM CTPYK-
Typam remartorutoB. ClemnyeT Takke OTMETUTh HATUYHE Y
9 6OJIBHBIX UCTIPOTEHHEMHUH, XaPAKTePHU3YIOTIEIics MOBbIIIIe-
HIEM He TOJIbKO IToKa3aTesiell y-ppaxiun, Ho 1 ToKa3aTesnen
ol, 02 u B- dpaxuuii raMmma-riI00yIUHOB.

Y 8 u3 12 obciefoBaHHBIX Ha 3HAYUTEIbHOE HapyHIeHIe
CHHTETHYECKON (DYHKIIUH MeYeHN YKa3bIBAJIH HU3KHE TTOKa-
3aTesIu ColepKaHust B KPoBU aibOyMUHOB 39,44% GOJIBHBIX 1
npoTpoMOMHOBOrO uHIeKca y 56,3% OOJIbHBIX, YTO CBUJIE-
TEJIbCTBOBAJIO O crTaauu gekomiencanuu. Kmace C mo
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Yaitna—IIpio auarnoctupoBan y 2 60abHbIX, B — y 4, A —
y 7 obcenoBannbix. CHHAPOM X0JIecTasa ANarnoCTupOBaH y
8 u3 12 GosibHBIX, IpU 9TOM y 1 OAPOCTKA yPOBEHD 0OIIEro
6usupy6una cocrasui 169 MKMOJIb/J1, a IpsiMoii hpakimu —
140 mxMmouIb /1.

Y 3U-npusHaku uppo3sa nedeHn Oblii HeOAHOTHUITHBIMH.
¥V 4 GosbHBIX pasMepsbl iedeHy He Oiin yBesndueHbl, HabJIo1a-
JIach OYrPUCTOCTD €€ KOHTYPOB, U3BUTOCTH TJIMCCOHOBOI Kall-
CYJIbl, YMePeHHOe TOBbIIIEHe IXOTeHHOCTH TTapeHXUMbI
nevyeHy, HAJIMINe XBOCTATOH JI0JTH, MEJTKIX TUIIEPIXOTeHHBIX
y3710B. Y 6 1I0JIPOCTKOB TIeUeHb Obljla YBEJIMUYEHA IIPEUMYyIIIe-
CTBEHHO 3a CYET JIEBOI /10J11, HAOJIIOAJIOCh YIJIOTHEHUE Kall-
CYJIbI, MHOKECTBO MEJIKMX JIMHEMHbIX TUIePIXOreHHbIX
BKJIIOYEHWH, M30BITOK COEMHUTEIBHON TKaHU B 00JacTi
BOPOT U MEKIAY JOJISIMH, HaJM4Yue CBOOOAHON JKUIKOCTU B
HIDKHUX (DJIAHKAX, & TAKJKE YBETNYEHIe Da3MEPOB CEIE3€HKH,
JMameTpa v.portae, IByX- Wi OMHOMA3HBIN CIIEKTP KPOBOTO-
Ka B MEYCHOUHBIX BeHaxX. Y JBYX GOJbHBIX JUATHOCTUPOBAH
BBIPKEHHBIII aCIIUT, Y OZHOTO U3 3TUX OOJIbHBIX B IPABOI
[JIEBPAJIBHON TIOJIOCTU OIPEIEsIach CBOOOIHAS JKUAKOCTD
(60mee 30 mur).

OTMeueHHbIE B aHAMHE3€ B €/INHITYHBIX CJIYJasIX TIOBBITIE-
HUE MBIIIIEYHOTO TOHYCA, ONYIIEHUE TTOKAJIBIBAHUS B TTAJIbI[AX
PYK PAaCHECHUBAJIN KaK OJIUH U3 HEBPOJIOTHYECKUX CUMIITOMOB
6o0sie3uu Busibcona — MCTOHUN.

Cpennee cojiepskaHue IEPYJIOIVIA3MUHA B CBIBOPOTKE
kpoBu coctasuio 10,2 mr/man (mpu Hopme 22-61 mr/mm).
IKCKPEIsT MeIi ¢ MOYOoil paBHsitach 0,53 MTr/J1 U He UMesia
CYIIECTBEHHBIX OTJIMYMIT OT AHAJOTMYHOTO MOKA3aTess y
JeTeii ¢ XpOHUYECKUM TeTIaTHTOM.
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Pe3sysibrarhl HAIMX UCCIIEI0BAHUI COBIIATIU C OIyOJINKO-
BAHHBIMU B MTeINATPUIECKON JTUTEPATyPe AaHHBIMA |2 ], KOH-
CTATUPYIOIMMHU JIATEHTHOCTh TeueHUs1 3a00JIeBaHMsl, TPeo-
Guiazianue redeHOYHOU (HopMbl OOJIE3HU, YBEJIMUEHKE YACTO-
Tbl POPMUPOBAHUS IIMPPO3A [IEYEHHU C ITOBBIIIEHUEM BO3pacTa
nanuenta, Hammane xosbia Kaitzepa—®Daeiiniepa y moapo-
CTKOB C IIMPPO30OM TIEYEHU.

AHanmmM3upys TOJIy4YeHHbBIE JaHHBIE, MOKHO 3aKJIIOUUTb,
uyro GoJie3Hb BuiibcoHa B JETCKOM BO3pACTe [JIUTEIbHOE
BpeMs IIPOTEKaeT JATEHTHO, KINHUYECKN XapaKTepu3yeTcs B
HAYaJTbHOM TIEPHOJI€ TPEUMYIIECTBEHHO MPU3HAKAMH MOpa-
JKEHMS TIeYeHU U, KaK TPaBUJIO, OTCYTCTBUEM HEBPOJIOTHYE-
CKOil cumnTomatuku u KoJibila Kaitzepa—@uJeiimepa, uto
3aTPYAHSET AUArHOCTUKY. VIcmob3oBate KoMIuiekca 1abo-
pPaTOpHBIX HCCAeOBAaHUN (cozep:kaHie Meau B CYTOYHON
MoYe, KOJIMYECTBO IIePYJIOIIa3MUHA B CBIBOPOTKE KPOBH),
KOHCYJIbTAIMI OKYJINCTA, HEBPOJIOTA TIO3BOJISIET CBOEBPEMEH-
HO TIOCTABUTh JIMarHo3 6osiestu BuibcoHa.

BbiBOAbI

TakuMm 06pasoM, HEOGXOAMMO HCCIEA0BATD MOKA3ATEN
obMeHa Me/I Y Beex fieTell ¢ He yTOYHeHHOIT aTHOIoTHeH Xpo-
HUYECKOTO TENMaTUTa, CBOEBPEMEHHO HAIPABJISAT UX B ClIe-
[UAJTM3UPOBAHHBIE TACTPOIHTEPOTIOTMIECKIE OT/IENEHUS ISt
nposeienust auddepeHIManIbHON ANarHOCTHKH, BbhIGOPA
PaIMOHAIBHO TTATOTEHETHYECKOH Tepamnu. ITO B HWTOTE
Gyzier crnoco6CTBOBATh PAaHHEMY BBISIBJIEHHIO OoJie3Hu Biuib-
cona—KonoBasoBa, BTOPUYHOI TPODUIAKTUKN 1IUPPO3a
[eYeHN, CHUKEHWIO YPOBHSI WHBAJIMIM3AINN [AIUEHTOB,
TOBBINIEHNIO KAYECTBA JKU3HH OOJIBHBIX.

4. Gromadzka G. Middle-aged heterozygous carriers of Wilson's

disease do not present with significant phenotypic deviations
related to cooper metabolism / G. Gromadzka, G. Chabik,
T. Mendel // J. of Genetics. — 2010. — Vol. 89, Ne 4. —
P. 256—261.

5. lIron metabolism and the role of HFE gene polymorphisms

in  Wilson disease / J. Pfeiffenberger, D.N. Gotthardt,
T. Herrmann [et al.] // Liver Int. — 2012, — Jan.; Vol. 32 (1). —
P. 165—170.

KJTIHIYHI BAPIAHTU NEYIHKOBOI ®OPMU XBOPOBU BIJIbCOHA—KOHOBAJIOBA B LIITEWN

M.®. fenucosa, C.M. foHae, M.b. fn6a, H.M. My3auka, H.T. Peminxa, H.B. YepHera

AY «lHCTUTYT neaiatpii, akywepcTsa i rinekonorii HAMH Ykpainn», m. Kunis, Ykpaina

MeTa: BUB4NTK KNiHIKO-NApaKNiHivyHi 0CO6ANBOCTI XBOPOOYU BinbcoHa—KOHOBaN0Ba 3anexHOo Bif Biky AiTel Ta (popMu XBOPOOU.

NauieHTn Ta meToau. NepBUHHO 06CTEXEHO 24 oUTUHK 3 XBOPO6OIO BinbcoHa—KoHoBanosa Bikom 3—18 pokis. B ycix XBopux nopsg i3 3aranbHOKMiHIYHUMK
METOAaMMN 0BCTEXEHHA BU3HAYEHO KOHLIEHTPALO LiepyrioniasmMiHy B CUpOBATLi KPOBI, O6OBY EKCKPELito Mifli 3 Ce4ero, NpoBeeHO YNbTPa3ByKOBe LOCHi-
[DKEHHS OpraHiB 4epeBHOi NOPOXHNUHN Ta N03a4ePEBHOT0 NPOCTOPY, KOHCYNbLTALi0 OKYNiCTa 3 BUKOPUCTAHHAM LLiNbOBOI NaMmnu, KOHCYNbTALi0 HEBPOMOra.
PesynbTatu. Y BCiX fiTel Npy HAAXOLKEHHI Y BifLiNEHHs BUABEHO KNiHIKO-1a60paTOPHi 03HAKM YPAXKEHHS NeviHKn: y 12 XBOPUX LiarHOCTOBAHO renatut, y
12 — unpo3 nediHkn. BectaHoBMEHO, L0 XBOpo6a BinbcoHa—KoHOBanoBsa B AUTAYOMY Billi TPMBANNIA Hac MA€ NaTeHTHWUIA Nepebir, KNiHIYHO XapakTepu3yeTb-
s Ha NO4YATKOBOMY €Tari NepeBaXXHO 03HAKAMU YPaXKEHHS NeYiHKK, BIACYTHICTIO Kinbus Katdepa—®neiilepa Ta HeBPOOriYHOI CUMNTOMATIKMK, LU0 3an00i-

rae CBO€YACHIli [iarHOCTULi 3aXBOPOBAHHS.

BucHOBKN. BikopucTanHs cneuianbHux nabopatopHux JOCHIMKeHb (KOHLEHTpaLis LepynonnasmiHy B CUPOBATLi KPOBIi), KOHCYMbTALi OKynicTa, HeBponora
Jae 3MOry CBOEYACHO BCTAHOBUTM AiarH03 xBopo6u BinbcoHa—KoHOBanoBsa 1a Npu3Ha4uTy afeksatHui Kypc Tepanii. Cnif 3asHaqnTy, Wo ans 6inbLu paH-
HbOI0 BUSIBJIEHHS XBOPOOU BinbcoHa—KOHOBaN0Ba, BTOPUHHOT NPOMINaKTUKK LMPO3Y NeYiHKN, NiABULLEHHS SKOCTI XXUTTS NawieHTiB He0OXiAHO BCTAHOBIO-
BATW NMOKA3HWKK 06MiHY Mifli Y BCiX XBOPUX 3 HE YTOYHEHOIO ETIONOIE XPOHIYHOrO renaTuy.

Knroyosi cnosa: aitu, xsopo6a BinbcoHa—KoHoBanosa, renatut, Lmpos.
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CLINICAL VARIANTS OF THE HEPATIC FORM OF WILSON'S DISEASE IN CHILDREN

M.F. Denysova, S.M. Donde, M.B. Dyba, N.N. Muzyka, N.T. Reminnaya, N.V. Chernega

Sl «Institute of Pediatrics, Obstetrics and Gynecology, NAMS of Ukraine», Kiev, Ukraine

The aim — to explore the clinical and paraclinical features of Wilson's disease, depending on the age of the children and the form of the disease.

Patients and methods. Primarily 24 children with Wilson's disease at the age of 3-18 years were examined. In addition to general clinical methods of exam-
ination, was determined the concentration of ceruloplasmin in the blood serum and the rate of daily copper excretion in the urine of all the patients. They also
had ultrasound of the abdominal cavity and retroperitoneal space, ophthalmologist checkup with a slit lamp and advisory of the neurologist.

Outcomes. All the children at admission had clinical laboratory characters (signs) of liver disease, of whom 12 were diagnosed with hepatitis B, 12 — cirrho-
sis of the liver. According to the data obtained, Wilson's disease in children for a long time was latent, and was clinically characterized in the initial period
mainly by signs of liver damage, absence of Kayser—Fleischer ring and neurological symptoms, making it difficult to diagnose it.

Conclusion. The use of laboratory tests (the concentration of copper in daily urine, the concentration of ceruloplasmin in the blood cerum), advisory of the
ophthalmologist and neurologist allowed to determine early the diagnosis of the Wilson's disease, to assign an adequate course of treatment. We consider it
necessary to recommend the study of copper metabolism indices in all children with unknown etiology of chronic hepatitis B for early detection of Wilson's
disease, secondary prevention of cirrhosis of the liver, improvement of the quality of life of patients.

Key words: children, Wilson's disease, hepatitis, cirrhosis.
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HOBOCTU

Haiinen 6enoxk,
BJIMSIONIMI HAa pa3BHUTHE ILIOJA

Uccnenosatemn n3 Koxymouiickoro yHuBepcuTeTa B
Hpio-Mopke 06HAPYKIIN HOBYIO BAKHYIO POIb Geika
OCTEOKAJIBIIUHA JIJIs PA3BUTUSL ILIO/A B yTPOOe.

B xojie akcneprMenTa Ha 1ab0PaTOPHBIX MBIIIAX Y/ia-
JIOCH BBISICHUTH, YTO OCTEOKAJBIINH, SIBJITIONIMICS CIIeIN-
(buueckum Mapkepom MeTaboIn3Ma KOCTHOU TKaHH, CIIOCO-
6eH TIPOHUKATH Yepes3 MJIaleHTapHblil 6apbep U BIMATH Ha

dopmupoBanre Mosra tmiroga. CrernuaaucTbl MOSICHUIIH,
YTO TPU HEJOCTATOUHOM KOJMYECTBE TOTO Oejika B Opra-
HU3Me GepeMeHHON HapyIllaeTcsl pasBUTHE MO3Ta IO/, B
YaCTHOCTH YYACTKOB, OTBEUYAIOIINX 3a AMOINN 1 MaMsITD.
IKCIEPTHI TMOJIATAIOT, YTO AHATOTHIHASI CUTYAITUST TIPO-
UCXOMUT Uy KeHIWH. [lnanupyercs npoBenenue nanbHeii-
IIAX UCCIIEOBAHMIT IJIsT BBISICHEHUST IAHHOTO BOTIPOCA.
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