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MeTa — pocnigutn 0co6amBocTi nepebiry xeopo6bu BinbCoHa B fiTeil 3anexHO Bif BapiaHTa YpaXKeHHS NeYiHKi.

Marepianu Ta metoan. Y 50 giteir Bikom 5-17 pokiB i3 X8opo60t0 BinbCOHa AOCIIIKEHO aHAMHE3 3aXBOPIOBAHHS, KITiHIKO-NapakiHiYHi 0c065IMBOCTI Nepediry
XBOPOOU 3 YpaxyBaHHAM TSHKKOCTI YPaXKEHHS NeYiHKM.

PesynbTatn. YctaHoBneHo, wo B 52,0% Aitenn xsopo6a BinbcoHa nepe6irana y ¢hopMi XPOHIYHOTO renatuty 3 MiHIManbHOK KAiHIYHOK CUMNTOMATUKOL,
y 44,0% cnocTepiraBci LMPO3 MeYiHKU NepeBaxHO 3 MposiBaMn HAOPSKOBO-aCLMTUYHOTO CUHAPOMY, a B 4,0% (oynbMiHaHTHWIA renatut 6y Ae6TOM
3axBOpIOBaHHA. O6TSXKEHUIA CNagKOBWA aHaMHe3 BigMidascs nuwe B 4% XBopux. Y nauieHTiB i3 XBOPO60K BinbCOHA Ta ypaeHHsM MeyiHkW y opMi
XPOHIYHOrO renaTuTy npesantoBas CUHAPOM uuTonidy (p<0,05). [Ins XBOpUX i3 LMPO3OM MEYiHKN XapakTepHUMK GioxiMiYHUMU nposiBamu 6yna neyiHkoBo-
KNITUHHA HeJOCTaTHICTb (rinoanbbymiHemis, Koarynonaris), rinepbinipy6iHemis i MiHimanbHa rineptpaHcaminasemis (p<0,05). Y aiteit 3 unpo3om neviHkn, Ha
BiZIMiHY Bifj NALiEHTIB i3 XPOHIYHUM renaTUTOM, KOHLEHTpaLis Lepynonnasmity 6yna AOCTOBIPHO HWXYOK, a [060BA EKCKPeLif Mifi — LOCTOBIPHO BULLOHO.
XapakTepHe s XBopo6u BinbcoHa Kinbue Kaitzepa—®neiiwepa sigmivyanocs nuwe y 36% 06CTeXeHUX AiTel.

BucHoBkW. XBopo6a BinbcoHa B AiTel xapakTepn3yeTbes NPOrpecytoynm nepebirom nepeBaxHo y BUMMAAI: XPOHIYHOTO renaTuTy, LMpo3y neviHki, pigwe —
(bynbMiHaHTHOrO renatity. KniHiko-napakniHiyHi NposiBu 3aXBOPHOBAHHS BU3HAYAKOTLCA TSXKKICTIO YpaKeHHS MediHKW: Bif ManocMMMTOMHOr0 nepe6iry y
XBOPUX i3 XPOHIYHUM renaTutom A0 NpOsBiB HAOPAKOBO-aCLMTUYHOrO CUHAPOMY Ta MEYiHKOBO-KITITUHHOI HEJOCTATHOCTI Y XBOPWX i3 UMPO30M MeYiHKK Ta
(pynbMiHaHTHUM renaTuToM.

JlocnifkeHHs BUKOHAHO BiAMOBIAHO A0 MPUHLMNIB TenbCiHCHbKOI Aeknapauii. MpoTokon AoCnigKeHHs yXBaneHo JIOKanbHAM eTUYHUM KOMITETOM 3a3Ha4eHoi
B PO6OTi yCcTaHOBW. Ha NpoBeAeHH: JOCAILKEHb OTPUMAHO iH(DOPMOBaHY 3roay 6aTbkis, AiTell.

ABTOpPU 329BNAKOTH NP0 BIACYTHICTb KOHMAIKTY iHTEPECIB.

Kntovosi cnosa: xsopo6a BinbCoHa, AiTW, XPOHIYHWIA renaTiuT, LMpo3 NediHkmn, nepeoir Xxsopoou.

Peculiarities of clinical course of Wilson's disease in children
V.S. Berezenko, V.V. Krat, T.D. Zadoroznaja, I.M. Andrusishina
S| «Institute of Pediatrics, Obstetrics and Gynecology named after academician 0.M. Lukyanova of the NAMS of Ukraine», Kyiv

Purpose — to discover peculiarities of Wilson disease course in children dependently on the variant of liver affection.

Materials and methods. Anamnesis of the disease and clinical and paraclinical peculiarities of the course of the disease with consideration of liver affection
severity have been studied in 50 children aged 5-17 years.

Results. It was estimated that in 52% of children the disease had a form of chronic hepatitis with minimal clinical symptoms, 44% of patients had liver cirrho-
sis with predominant signs of edematous and ascitic syndrome and 4% had fulminant hepatitis in a debut of the disease. Complicated family anamnesis was
detected in 4% of patients. Syndrome of cytolysis predominated in patients with liver damage in the form of chronic hepatitis (p<0.05). Typical biochemical
changes in cirrhotic patients were hepatocellular insufficiency with hypoalbuminemia and coagulopathy, hyperbilirubinemia and minimal hypertransaminasemia
(p<0.05). Children with cirrhosis in contrast to patients with chronic hepatitis had reliably lower serum ceruloplasmin concentration and reliably higher excre-
tion of copper with urine. Specific for Wilson disease Kayser—Fleischer rings were found out in 36% of patients only.

Conclusions. Wilson's disease in children is characterized by progressing course in the form of either chronic hepatitis or liver cirrhosis or, rarely, fulminant
hepatitis. Clinical and paraclinical symptoms of the disease are estimated by the severity of liver affection and vary from a course with minimal symptoms in
patients with chronic hepatitis to edematous and ascitic syndrome and hepatocellular insufficiency in patients with cirrhosis and fulminant hepatitis.

The research was carried out in accordance with the principles of the Helsinki declaration. The study protocol was approved by the Local Ethics Committee
of all participating institution. The informed consent of the patient was obtained for conducting the studies.

No conflict of interest was declared by the authors.

Key words: Wilson's disease, children, chronic hepatitis, liver cirrhosis, course of the disease.

0Oco6eHHOCTH KNMHWYECKOro Te4eHUsl 6one3Hn BunbcoHa y feTei
B.C. BepeseHko, B.B. Kpar, T.[. 3agopoxHas, U.H. Auapycuwmna
'Y «AHcTutyT neamatpum, akywepcTsa u ruHekonornn HAMH Ykpantbl umenn akagemuka E.M. JlykbsiHoBoW», I. Kues

Llenb — nccnenoBath 0C06eHHOCTY Te4eHUs 601e3HN BunbCcoHa y AeTeii B 3aBUCMMOCTY OT BapnaHTa NOPaXXeHUs NeveHu.

Marepuanbl u metofbl. Y 50 feteit ¢ 60ne3Hbio BunbcoHa B Bo3pacte 5-17 neT uccnefoBaH aHamHe3 3a60neBaHns W KNWHWUKO-NapaknnHUYeckne
0COBEHHOCTI Te4eHMs 60NE3HM C Y4ETOM TSHKECTU NOPKEHNS MEYEHN.

PesynbTatbl. YcTaHoBneHo, 4T0 y 52,0% peteit 6onesHb BunbcoHa npoTekana B (DOpPMe XPOHWYECKOro renaruta ¢ MUHUMANbHOW KIMHUYECKOM
CUMNTOMATUKON, Y 44,0% UMen MeCTO LMUppo3 NeYeHn NpenmMyLLecTBEHHO C NPOSBNEHUAMU OTEYHO-ACLUUTUYECKOr0 CUHAPOMA, a Y 4,0% (yNbMUHAHTHBIN
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renatnt 6bin B AebtoTe 3aboneBaHus. OTATOLUEHHbIA HACMEACTBEHHbIA aHaMHe3 UMen MecTo Yy 4% 60MbHbIX. Y MaumeHToB ¢ 60/e3Hb0 BunbcoHa u
NopaXeHNem neveHn B hOpPMe XPOHUYECKOro remartuta NpeBanupoBan CUHAPOM uuTonu3a (p<0,05). [ns 60nbHbIX C LMPPO30M MEYEHN XapakTepHbIMU
6MOXNMUYECKUMI NPOSBAEHUAMMU ObiNa MEeYeHOYHO-KNETOYHas HefOCTaTOYHOCTb (rMnoanbOyMuHemus, Koarynonatusi), runep6unupybuxHemus u
MUHUMaNbHAA runepTpaHcamuHazemus (p<0,05). YV feteil ¢ LMPPO3OM MEYeHW, B OTNNYME OT NALUMEHTOB C XPOHWYECKUM renaTtutoM, KOHLEHTpauus
LiepynonnasmmuHa 66110 JOCTOBEPHO HIKE, a CYTOYHAA IKCKPeuus Mean — [OCTOBEPHO Bbile. XapakTepHoe Ans 60ne3Hn BunbcoHa Konbuo Kaitsepa—

®neliepa 06HapYXeHo NuLwb Y 36% AeTeli ¢ 60N1e3HbI0 BunbcoHa.

BbiBopbl. bonesHb BunbcoHa y feTeil xapakTepnuayeTcs NporpeccupyoLLum TeHeHneM NpermyLLeCTBEHHO B BIUAE: XPOHMYECKOrO renaTtuTa, Luppo3a neyvexu,
pexe — (byﬂbMI/IHaHTHOI'O renatuTa. KJ‘II/IHI/IKO—I'IapaKJ'II/IHI/I‘ieCKI/Ie npoAsneHunsa 3ab0neBaHus OnpefenanTca TAXKECTb0 MNOpaxKeHua neveHn — OT
MaioCUMNTOMHOIO Te4YeHUs Y BONbHbIX C XPOHWYECKUM TrenaTutoM A0 MNPOSBAEHUIA OTEYHO-ACLUTUYECKOTO CMHAPOMA UM MEYEHOYHO-KNETOYHOM
HEA0CTATOMHOCTM Y BOMbHBIX C LMPPO30M NMEYEHN U (DYNbMUHAHTHBIM renaTuToMm.

ViccnenoBaHue BbIMOTHEHO B COOTBETCTBUN C MPUHLMNAMI XeIbCUHKCKOM feknapauuu. MpoTokon uccneaosanns ofo6peH JTokanbHbIM 3TUHECKUM KOMUTETOM
YKa3aHHOro y4pexeHns. Ha nposesieHne nccnesoBaHui noay4yeHo MHGOPMUPOBAHHOE COracue POAMTeNeil, aeTeil.

ABTOpbI 3asBNIAOT 06 OTCYTCTBUN KOH(JIMKTA MHTEPECOB.

Knioyesbie ¢noBa: 60M1e3Hb BunbCcoHa, AeTH, XPOHUYECKUIA renaTuT, LUppo3 neyveHn, Te4eHne 601e3Hu.

XBopo6a Binbcona (XB) — ue opdanne
TeHEeTUYHO JleTepMiHOBaHe 3aXBOPIOBAHHS
3 AyTOCOMHO-PEIeCUBHUM THUIIOM YyCIIa/KyBaHHS,
pu akomy depes myTaitiio B reni ATP7B nmopyry-
€Tbcst MeTabomi3M Mifi. Ile mpusBoAKMTH 10 HAKO-
MMUYEHHST MiJli B TKAHWHAX IE€YiHKH, TOJOBHOMY
MO3Ky, porisii [1,10], TakoxXK MOKJINBI ypasKeHHS
KiCTKOBOI cucteMu Ta HUPOK [2]. ChoronHi ieH-
tudikoBano mnoHas 600 maroreHHWUX BapiaHTIB
rena ATP7B [3]. Ilomupenicts XB, 3a manumn
giteparypu, cranoButhb 1:30000 nacenenns [15].

3axBOpPIOBaHHS ICTOPUYHO TOMIJSETHCS Ha
HEBPOJIOTIUHY, IMEYiHKOBY, 3MilllaHy Ta Ge3CUM-
nromuy dopmy [14]. ¥V 40,0% niteit 3 neuinkoBu-
MU IpOsSiBAMKM XBOPoba IiarHOCTYETbCS Y Billi
3—12 pokiB. [Ie6IOT y BUIJIsIII HEBPOJOTIYHUX
MTOPYIIIEHb YaCTillle 3yCTPIYAETHCS B TMiTTITKOBOMY
i IOpOCTIOMY Billi.

Ypaxkenna nedinku npu XB MoxyTh Tpo-
SABJATUCSI TOCTPUM, (PyJIbMIHAHTHUM 1 XPOHIU-
HUM TelaTUTaMU, CTeaTorernaTuToOM, KOMIIEHCO-
BaHUM 200 JIEKOMIIEHCOBAHUM I[PO30M HEUiHKU —
IIIT [14]. ¥V xBOopHX TaKOXK iHOI MiBUNIYIOTHCS
imynormnobyainu (G i M) ta 3'aBasioThCST aBTO-
aQHTHTIJIA, IO MOKE TPAKTYBATHUCS SIK aBTOIMYH-
uuit renatut [13]. [lani gitepatypu cBijguaTh, 10
1o mybeprarHoro Biky XB Haiiuacrimie xapakre-
PHU3YETHCS yPaKEHHSAM TEedYiHKH abo TposiBaMU
remoizy [7]. /Ly TeMOiTHYHUX TTPOSBIB Y JliTEN
6ispir xapaktepHoio € KymOc-HeraTiBHA reMoJTi-
TUYHA aHEMis, BOJHOYAC iIMyHHA TPOMOOIIMTOTIE-
Hig npurtamanHa gpopociaum [16]. [emartorte-
JIOJIIPHA KapIMHOMAa Ta BHYTPIITHbOIEYiHKOBA
XOJIaHTIOKapIMHOMa y XBopux i3 XB 3yctpiua-
etbest 3 yactotoio 1,2% [11]. YpakeHHsT HUPOK
npu XB xapakTepus3yeTbcs MOPYIIEHHSIM
(yHKIIIT HUPKOBUX KAHAJBIIIB, 1O TTPOSIBISIETHCS
anuao3oM abo amiHoanuaypi€o, HUPKOBUMHU
KOHKpeMeHTaMu [5], pijiie AiarHoCcTy€eTbcst BTO-
punna IgA nedpomnaris [19].
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¥ vactuanm xBopux i3 XB Miap BiAKIama€THCS
Ha BHYTPIITHIN TTOBEPXHI POTIBKY B 33/IHIl MOTpa-
HUYHINA TTacTUHIN (JecieMeHToBiit MeMGpaHi),
YTBOPIOIOYM TMATOTHOMOHiIUHe Kisbile Kafizepa—
ODuoeiiniepa, TaKOX  MOXJIUBUN  PO3BUTOK
COHSTITHUKOBOI KaTapakTh (HAKOMWYEHHS Mijl
B TIepe/iHil 1 3a/1HiH Kancynax kpunraiauka) [12].
Yacrime xinbile Kaiisepa—@ueiiniepa He BuUs-
BJISIETHCS B JIiTEN TIpU 6E3CMMIITOMHUX ab0 TediH-
KOBUX (hopMax, ajie BOHO 3aBK/I1 XapaKTepHe TIpH
HeBposoriuniit opmi XB [9].

3a HeYUCJeHHUMU JaHUMHU JIiTePaTypH, M's30-
BO-CKeJIeTHI IopyuieHHs y xsopux i3 XB xapaxkre-
PU3YIOTLCS CKeJIeTHUMHU JlehopMallisiMu, ocTeoap-
TPO30OM 1 IepesioMaMi KiCTOK, OCTEOIOPO30M,
paxitrom (ocTeoMaJisllist), 6oeM i HIPUITYXJIiCTIO
cyriob6is, M's30B010 arpodicio. BoHu MOKyTb
OyTU OMATKOBUMHY YPAKEHHSIMU MTPH TTETiHKOBII
a6o HespoJoriuHiii ¢opmi XB abo x exuHUMM
nposiBamu X B (miarnocroBani y 2,0% maitienTis i3
XB y Kwurai) [6,18]. Braxaiors, 110 0OCHOBHUMU
MIPUYMHAMU OCTEOAPTPUTY Ta IPUCKOPEHUX JleTe-
HEpaTUBHUX 3MiH i3 gedopmartismu (Haitgacriine
BEJIUKHX CYTJI00iB) € HAKOMMYEHHS Mi/li B CHHOBI-
asibHiiT 00osToHTI Ta Xpsti [4].

Mema nociikeHHsT — BUBYMTH OCOOJIMBOCTI
nepebiry XB y amiteil 3aexHO BiJ BapiaHTa ypa-
JKeHHS TIeUiHKU.

Marepiasm Ta METOH JTOCTI/IZKEHHS

O6c¢crexeno 50 miteir Bikom 5—17 pokis, gki
nepebOyBau Ha JikyBauHi B [lenTpi qutsidoi rema-
tosiorii JIY «luctutyT memiaTpii, akymiepcTBa
i rinekoJiorii imeni akagemika O.M. Jlyk'sHnoBoi
HAMH ¥Ykpainus.

[liarno3 XB BcTaHOBJIEHO BiJIMTOBITHO 10 PEKO-
mengaiiit ESPGHAN ta NASPGHAN 2018 p. [1].
YciMm XBOPUM y CUPOBATIll KPOBI BU3HAUYEHO KOH-
LEHTPAIII0 [epPyJIoNIasMiHy, J000BY €KCKPEIiio
MiJli 3 cevero Ta MPOBeIEHO KOHCYJIbTAIII0 OKYJIi-
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CTa Ha TIpeJIMeT iarHOCTUKHU Kinerb Kafizepa—
Doeiimepa 3a  JOMOMOTOI0  IIMIJIUHHOI  JIAMITH.
3a JJaHMU JIOKAJIbHOI JTaboparopil, pedepeHTHi 3Ha-
YeHHs I1epyJiomiasMiny craHoBuin 230—-440 mr/u,
a HOPMAJIbHUMM TIOKa3HUKaMU J0OOBOI eKCKpelrii
Mizi 3 ceuero BBaxkasucs Huskde 50 ug/24 roquuu.

[liarno3 XB BCTaHOBJIEHO BiZITOBITHO 10 PEKO-
menpaiiit ESPGHAN ta NASPGHAN 2018 p. [1].
Ycim xBopuM y cMpOBaTIli KPOBI BUSHAUYEHO KOH-
HEHTPAIIII0 1epPyJIONIasMiHy, H000BY €KCKPEIiio
MiJii 3 cedero Ta IMPOBEJACHO KOHCYJIbTAIII0 OKYJIi-
CTa Ha TIpeJIMeT iarHOCTUKU Kinelb Kafizepa—
Daeiiepa 3a JAOTMOMOTOIO MHIIJIMHHOI JIAMIIH.
3a JaHMMH JIOKaJbHOI Jaboparopii, pede-
PEHTHI 3HayeHH$ IepPyJIOIJIa3MiHy CTaHOBUJIU
230-440 wmr/m, a HOPMAJTbHUMU MOKA3HUKAMU
J060BOI €KCKpeIlii Mili 3 ceuero BBaKaIUCs HUKYE
30 ug/24 roguum.

Veim o6CcTeskeHUM TIPOBEeHO J1abopaTopHi
00CTesKEeHHS: 3araJIbHOKJIHIYHI aHaJi3u (3araib-
HUI aHaJi3 KPOBi, cedi Ta Komporpama), 6ioximiu-
He JIOCJIIKeHHs KPOBI: IIe4iHKOBI 11podu, mporei-
HOTpamy, Jililorpamy, a TaKOK BU3HAYEHHS CUPO-
BarkoBoro [gG.

Jlyist BUKJTIOUEHHS 1HITNX 3aXBOPIOBAHD ITE€UiH-
KI BCIM OOCTEKEHVM XBOPUM y CHPOBATII KPOBI
BusHaueHo aBroanTuTiiia (ANA, Anti-LKM-1,
Anti-SMA, anti-L.C1), mapkepu BipyCHUX remnaTu-
tiB (antu-HAV IgM, HBsAg, antu-HBc IgM,
antu-HBc 1gG, antu-HCV 1gG) Ta anbda-1
AHTUTPUIICKH. BiamoBigno 1o pedepeHTHUX 3HA-
YeHb JIOKaJbHOI JTabopaTopii, MiBUIEHUMU BU-
3HaHO piBHI asaniHaminoTpancdepasu (AJIT)
>40 O/l/n, acmapraraminorpancdepasu (ACT)
>41 OJ/l/n. AKTHUBHICTH 3alaJbHOTO IPOIECY
B MEYiHIl OI[IHEHO 3a MOKa3HUKaMU TpaHCcaMmiHas.
MinimManbHy aKTUBHICTD TEMATUTY /1iarHOCTOBAHO
npu nokasHukax AJIT 41-120 O/l /n, au3bky —
121-200 O/1/n, nomipny — 201-400 O/l /11, BUCo-
Ky — nipu 3HaueHHsx AJIT >401 O/l /x [17].

MouJtexynsipHO-TeHeTUYHE OCJIIKEHHST TeHa
ATP7B Buxonano y 34,0% miteit (n=17). l'enomua
JTHK cexBenyBasacd 3 BUKOPUCTAHHAM TEXHOJO-
rii [llumina.

JL1st BUSIBJIEHHSI 3MiH i3 O0KY FOJIOBHOTO MO3KY,
xapaktepaux 11 XB, y 12,0% niteit (n=6) na
anmapati «PHILIPS ACHIEVA» Bukonano mar-
HiTHO-pe3oHancHy Tomorpadio (MPT) rorosno-
TO MO3KY.

Ycim XBopuM TpPOBEZEHO YJIbTPa3BYyKOBE JI0-
caiprennd (Y 3/1) opraniB yepeBHOI TOPOKHUHM,
a 1ipu migospi Ha IIT — ¢ibpoesodaroracTporyo-
JIEHOCKOIIIIO JIJI /IIaTHOCTUKU BapUKO3HO PO3IIHU-
PEHUX BEH CTPABOXO/LY.

JlocriizkeHHs1 BAKOHAHO BiJIIIOBiIHO JI0 TIPWH-
mumiB ['esbcinebkoi gexsmaparii. I[Ipotokon qoci-
JUKEHHS yxBajieHO JIOKaJTbHUM eTUYHUM KOMiTe-
TOM 3a3HayeHol B pobori ycranosu. Ha nposeen-
HS JIOCTiKEHb OTPUMAHO iH(MOPMOBAHY 3TO/Y
0aTbKiB, KiTell.

OtpumMmaHi pe3yJbTaTh OMPAITbOBAHO 32 OTO-
MOrof0 TakeTy Tporpam <«Statistica 6.1».
Jlst o6uncennst meianu (Me) i iHTEPKBapTHIIh-
Hux inTepBanis (UQ-1LQ) BukopucTaHo 3arajbHO-
CTaTUCTUYHUN aHami3. BiAMiHHOCTI BBaskajucs
craructuano 3uavymmmu 1pu p<0,05. /1 nomi-
HaJBbHUX 3MIHHUX B3aEMO3B'SI30K PO3PAaXx0OBAaHO 3a
nonomoroio kputepiiB I[lipcona (y*) ta Dimepa
(nBOGIUHMIT). /1151 MOPIBHSIHHS CepPeIHIX BeJUYNH
BUKOpHUCTaHO t-kputepiit CTiofeHTA.

PesyibraTi 1OCT/IZKEHHS Ta iX 00rOBOPEHHS

Cepenniii Bik mgiTelt 3 XB mopiBHIOBaB
12,08+0,45 poky. [TepeBaskHy OinbImicTh 0OCTEKE-
nux (66,0%, n=33) cranoBuin aitT Bikom 11-17 po-
kiB, a 34,0% (n=17) — nitu Bikom 5—10 pokiB
(x*=10,240; p<0,05). Posmozin 3a craTTio mpak-
TUYHO He BIAPI3HABCA — JiBY4aTOK Oysno 54,0%
(n=27), a xnomuukiB — 46,0% (n=23), (p>0,05).
3a pesyabTaTaMu TPOBEIEHOTO OOCTEKEHHS
B IIEHTPi TeIaToJIoril, XPOHIYHUM TelaTUT iarHo-
cryBain y 52,0% (n=26) niteii, dyabMiHaHTHUIT
renatuT — y 4,0% niteit (n=2), IIIT —y 44,0% ni-
teir (n=22). 3a xuacudikarieo Yainmna—II'mo,
kinac A mam 18,0% (n=4) xBopux i3 LI, kmac B —
36,0% (n=8), a xkmac C — 46,0% (n=10) mireii 3
IIII. ¥ 86% (n=19) narmientis i3 II ynacmimzok
XB 6ynu mposiBM MOPTaibHOI TinmepreHsii, sika
XapakTtepusyBajacs CcIieHoMeramielo B 73%
(n=16) i duebekTasiero BeH crpaBoxomy y 23%
(n=5) xBopux. IlposBu rimepcriaeHiamy OyJau
B 73% (n=16) namienris i3 1111

[TprunHOIO TEPBUHHOTO 3BEPHEHHS IO Me/INY-
HYy /IONIOMOTY, 3a JaHuMu anamuesy, y 32,0%
(n=16) ob6cTeskennx Oy HAOPSKU HUMKHIX KiHILi-
BOK 1 30i/1bIIIeHHS skUBOTa B 00'eMi, y 14,0% (n=7) —
JKOBTYIITHICTh TIKipH Ta CcKJep. 3i cKapramu
Ha OLIb B emiracTpii Ta mpaBomy miapebep'i 3Bep-
nyaucst 10,0% (n=5) o6cTeskeHNX, a 3 0O3HAKAMM
JICTIETICUYHOTO cuHAPOMY — 4,0% (n=2) XBOpHX.
Y 3 pgiBuartok mybepTaTHOrO BiKy NPUYMHAMU
[IOZAJIBIIOrO IOTJANGIEHOr0 OOCTEKEHHS, dKe
mano 3mory aiarnoctyBatu XB, Oyio mopyienHs
oBapiaJbHO-MeHCTpyaabHOTO 1UKIAY. Y 34,0%
(n=17) obcTeskeHnX 3aXBOPIOBAHHA MaJIo Ge3CHM-
NTOMHUI 1iepebir, a Mmi{BUIeHHs PiBHI TpaHCaMi-
Ha3 BCTAHOBJIEHO I/l Yac TJIAHOBOTO OOCTEKEHHST
3 IHIIUX PUYUH.
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Tabnuys 1

YacToTa KniHiYHMX cMHapoMmiB y AiTe 3 xeopo6oto BinbcoHa (n=50), a6c. (%)

CumnTomMu i cMHApOMU ®ynbMiHaHTHUI renatuT (n=2) | XpoHi4HuI renaTuT (n=26) Limpo3s neyvinku (n=22)
AcTeHOBereTaTuBHUM 2 (100) 17 (65,3) 19 (86,3)
[uncnencnyHwmii — 5(19,2) 6 (27,2)
HabpskoBo-acLUTUYHNIA 2(100,0) — 15 (68,0)*
lenaTomeranis 2 (100) 20 (77) 21 (95,5)
CnneHomeranis 2 (100) 2(7,7) 18 (82)**
Bonboswii abgomiHansHUIA — 19 (73,0) 13 (59,0)
JKoBTSHMUSA 2 (100,0) 4 (15,3) 15 (68,1)

«Mani neyiHKoBi 3HaKun» 1(50,0) — 7 (31,8)

IIpumimku: * — Bimminnicts Biporigna (p<0,01) misk rpymoio maiteit 3 XB i3 xponiunmm remarutom i 1[IT; ** — pigminnicts Biporigna (p<0,05) mix

rpynoio gireit 3 XB i3 xponiunum renarurom i ILI1.

3a BjIacHUMU JaHuMU, 24% XBOPUX i3 rirep-
TpaHCcaMiHa3eMi€l0 /0 BCTAHOBJICHHS J/1arHO3Yy
JIKYyBaJMCSl 3 TMPUBOMAY IHIIUX 3aXBOPIOBAHB!
14,0% niteit (n=7) oTpUMYyBaJM JIiIKyBaHHS 3 IIPU-
BOJIy repriecBipycHoi indekitii, 8,0% (n=4) 6/13b-
Ko 1 poKy OTpUMyBaJM iIMyHOCYTIPECUBHY Tepa-
milo 3 MPUBOJY aBTOIMyHHOTrO renaTtuty, a 2,0%
(n=1) ynpomoBxk 8 poKiB JiKyBaBCsI METOTPEKCa-
TOM i3 TPUBOJAY IOBEHILIBHOTO i/[iOTTATUIHOTO
apTpuUTy.

O6rskeHa criaIkoBicTh (XBOpi OpaTu Ta cecTpu
abo cMepThb y POAMHI BiJl IIE4iHKOBOI HEJOCTATHO-
CTi He3'siCOBAHOTO TeHe3y) BijMivajnacst Juiie
y 8% (n=4) obcTeskennx miTeit.

Ha TtpyaHoui BCTaHOBJIEHHS 1[bOTO JiarHO3y
BKa3ye Te, M0 3a MiclleM TpokuBaHHs XB 3arri-
no3puin abo miarnoctysanu Jwiie y 26,0% miteit
(n=13). Pemty xBopux rocmitasizyBajn /0 TeH-
TPy JUTSYOi TENaroJiorii 3 TaKUMM J[iarHO3aMMU:
kpuntorennnii renatut — 30,0% aiteit (n=15),
aBroiMyHHUI renatut — 16,0% (n==8), xpoHiune
nudys3He 3aXBOPIOBAHHS MTEYiHKN HEBCTAHOBJIEHO]
etiosnorii — 6,0% (n=3), repnernyna indexiis —
10,0% (n=5), HeaJKOTOJbHUII CTeaTOrenmaTuT —
2,0% (n=1), IIII mes'sicoBanoi eriomorii — 2,0%
(n=1), noBoyrBopenns mneuinku — 2,0% (n=1),
peKoHBaJieciieHT BipycHoro rematuty A — 2,0%
(n=1), xponiunuii Bipycuuii renatutr B — 2,0%
(n=1), trcdyHKITig J)KOBUHOTO Mixypa Ta ciHKTe-
pa Ommi — 2,0% (n=1).

3a manumu kiaiHiky, 6ipmricts (80,0%) xBopux
MaJIi TIPOSIBU aCTEHOBETETATUBHOTO CHHPOMY,
skuil y 76,0% (n=38) xapakrepusyBaBcs caabKi-
crio, y 22,0% (n=11) — ronosauM Gosem, y 4,0%
(n=2) — BTparoio macu Tijia >3 Kr. O3HaKu remo-
parivHOTO CUHIPOMY Y BUTJISI HOCOBUX KPOBOTEY
Biamivanucss y 28,0% (n=14) nirteit. IlposiBu
60J150BOT0-a0I0MIHAIBHOTO cuHApOMY (6ijib B
ermiracTpii Ta mpaBoMy Tipe6ep'1) crocTepiranucst
B 64,0% (n=32) nirteit. ¥ 20,0% (n=10) ob6cTeske-
HUX [[IaTHOCTOBAHUUM MUCIENTUYHUN CUHIPOM,

SKWIT XapaKTepu3yBaBcsi HyZ0Tolo — y 6% (n=3)
ta OmoBaHHSAM — y 4% (n=2). HeBposoriunumm
nposiBamu XB B o0cTekeHnx OyJIn: CyIOMU M'sI3iB —
y 10,0% pniteit (n=5), emizoau 3amaMopoveHHsI
Ta BTpara cpizomocti — y 8,0% xBopux (n=4),
nopymenns xonu — y 4,0% (n=2), rinepecresii
HIKiPY Ta MOKOJIIOBAHHS KiHIIIBOK — Y 4,0% (n=2),
[IapOKCU3MaJbHI NOPYIIEHHS HIYHOTO CHY —
y 2,0% (n=1) obcTeskeHnx.

CuMrnTomMu ypaskeHHs KiCTKOBOI CICTEMU MaJi
24% (n=12) obcrexxenux mpiteir. Y 12,0% (n=6)
HAIIEHTIB 1€ IPOSBJIAIOC IIePIOANIHUM GOIEeM Y
TpyOUacTUX KiCTKaX, apTPairissMi B KOJIHHUX
i romiskoBocTtomHUX cyriobax — 12% (8,0%
(n=4) i 4,0% (n=2) Bignosigno). [lepiognunuii
6isb y 1Ie4oBUX cyriaobax Ta crnuHi Mamu 4,0%
(n=2) xBopuX, a MepejoMu Pi3HOI JoKai3allii —
6,0% (n=3) mireii 3 XB.

[TpostBu HAOPSAKOBO-aCIIUTUYHOTO CUHAPOMY Y
BUIJISA/Il TIACTO3HOCTI Ta HAOPSAKIB HMIKHIX KiHITi-
BOK, acCIUTy, TUIEBPUTY B IOEJHAHHI 3 iHIIUMU
kainiyanuMu npossBamu Il mpu rocmitasmizantii
masn 38,0% (n=19) miteii ta 4,0% (n=2) i3 dysb-
MiHAaHTHUM TeTaTUTOM.

JKOBTYITHICTD TIKIPH Ta IKTEPUYHICTH CKJIEP
Bigmivamaca B 42,0% (n=21) obGcrexkeHux, a
NOCTOBipHO uyacTtime — Yy mnamienTiB i3 {11
(1*=10,959, p<0,001). «MaJi mediHKOBI 3HAKW»
y BUIJISI/II TAJIbMAapHOI €pUTEMU Ta TeJIeaHTioeKTa-
3iit crocrepiramucs B 56,0% (n=28) oO6cTeKeHUX.

lenatomeranisi mana wiciie 'y 86,0% (n=43)
obcTeskeHNX, a crieHoMeranist — y 44,0% (n=22)
nitein 3 XB, craructuuno 4dacrime B giteir 3 111
MOPIBHSTHO 3 XpoHiYHUM rernatutom (x*=26,939,
p<0,005). Y 4,0% (n=2) i3 nekomrencoBanum L[I1
OyJIM TPOSIBU TIHEKOMACTII.

[TpoBigHNUM JTaOOPATOPHUM CHHIPOMOM ¥ JiTel
3 XB 6yB nwmromitnunuii — 94,0% (n=47).
Y 26,0% (n=13) Bigmivasacst MiHIMalIbHA aKTUB-
HicTh remaruty. Y 34,0% (n=17) cnocrepiranacs
HM3bKa aKTUBHICTb. [loMipHa aKTUBHICTD renaTu-
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Tabnuys 2

XapakTepucTtuka nabopaTopHUX NOKa3HUKIB Yy piTeil 3 xeopoboto BinbcoHa (n=50), abc. (%)

®ynbMiHaHTHUIA renaTuT XpoHiyHui renatut | LInpo3 nediHku

Moka3HuKu (n=2) (n=26) (n=22)
CwvHppom uuToniay:
— AT, Og/n (>40 Og/n) 2 (100) 26 (100) 13 (59)**
— ACT, Og/n (>41 Og/n) 2 (100) 25 (96) 15 (68)**
CwvHppom xonectagsy:
— rinep6inipy6iHemis (20,5 Mkmonb/n) 1 (50) 2(8) 16 (73)**
— nyxHa ¢poccpatasa (<483 O/n) 1 (50) 2(8) 3 (14)
— raMma-rnyTamiHTpatcdepasa (<22 Og/n) 2 (100) 25 (96) 20 (91)
Me3eHximManbHO-3ananbHuii:
— y-rno6yninu (>19,8%) 2 (100) 10 (38) 20 (91)*
- TumosioBa npoba (>4 Op) 1 (50) 6 (23) 19 (86)**
-1g9G (>14,5 r/n) - - 10 (45)**
— LWBMKICTb OcifaHHs epuTtpouwTis (>10 Mm/rop) - 12 (46) 7 (32)
[e4iHKOBO-KNITUHHOI HEIOCTATHOCTI:
-MHB (>1,22) - 2(8) 11 (50)**
=TI (<70%) 2 (100) 4 (15) 16 (73)**
— A4TH (>38 ¢) 1 (50) 1(4) 13 (59)**
— anbbymiH (<33 r/n) 2 (100) 1(4) 12 (55)**
— 3aranbHui 6inok (<60 r/n) 1 (50) - 5 (23)*

Ipumimxu: ** — Bigminnicts Biporiana (p<<0,05) Mixk rpymnoio gireii 3 XB i3 xponiunnm rematurom i II1.
Tabnuys 3

Moka3Hukn ninigorpammu Ta o6MiHy Miai B aiTeit 3 xBopo6oio BinbcoHa (n=48), M+m

Moka3HuKK XpoHi4Huin renatuT (n=26) Lipo3s neyiHku (n=22)
Ninigorpama:
— XOnecTepuH 5,45+0,31 3,97+0,26"
— NiNoNpoTeian BUCOKOI LWLiNbHOCTI 1,49+0,08 0,96+0,17**
— NINONpOTEiAM HU3bKOI LWifIbHOCTI 3,64+0,30 2,81+0,37
— ninonpoTeigu OyXe HWU3bKOI LLifIbHOCTI 0,68+0,07 0,5+0,14
— Tpurniuepnan 1,42+0,14 1,03+0,25
Llepynonnaamin, mr/n 138,12+14,88 98,91+9,76™*
[lo6oBa ekckpeLis Migi 3 ceyeto, 1g/poby 230+70 530+90**

Hpumimxu: * — Bigminmicts Biporigma (p<0,01) mixx rpymoio miteit 3 XB i3 xpomiunum remarurom i I[I1; ** — Bigminmicts Biporigna (p<0,05) mix

rpymoio giteit 3 XB i3 xponiunum renarurom i III.

Ty, 1110 NPOSIBJISIACS MiJBUIIEHHSAM PiBHS TpPaHC-
aminaz y mexax 5—10 HOpMm, miarHoctyBajacs
B 30,0% (n=15) narmienris. Jlume y 6,0% (n=3)
miteit 3 IIIT piBHi TpaHcaminas OyJgu B MexKax
HOPMT.

CuHIpOM 1IUTOJII3Y JIOCTOBIPHO dYacTinie 6yB
y JliTell 3 XPOHIYHUM TenaTuTOM, Ha BiMiHY
Bia miteit 3 ILIT (y*=13,091, p<0,05).

Y rpymi giteit i3 IIII yacrime Biamivanacs
rinepbimipy6inemist (x*=21,5, p<0,05) Ta 6ioximiu-
Hi 0O3HAKN Me3eHXIMaJThHO-3aTaTbHOTO CUHIPOMY:
MiBUIIIEHHS PiBHA Y-ryio0yiainis  y*=13,989,
p<0,05; TumosoBoi mpodbu x*=19,125, p<0,05 Ta
IgG %*=14,928, p<0,05. Cunapom 1meqiHKOBO-KJIi-
TUHHOI HEJOCTATHOCTI CIIOCTEPIraBcs MepeBakKHO
B marfienTis i3 LI i giTelt, y SKUX 3aXBOpIOBaHHSA
nposABsisiocs (GyJbMiHAHTHUM TeMmaTUTOM. Y
rpymi mgiteir 3 II[II, Ha BigMmiHy Bijf TAalli€eHTiB, y
sskux XB mepebirana y BUTIIsII XPOHIYHOTO Teria-
TUTY, JOCTOBIPHO YaCTillle CIIOCTEPITAIOCs TiABU-
IEeHHSA MIXKHAPOJAHOTO HOPMaJi30BaHOTO BiJIHO-
mrenns (x*=10,801, p<0,05), akTuBOBaHOTO YaCT-
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KOBOTO TPOMOOTLIACTHHOBOTO qacy
(x*=17,604, p<0,05); 3HMIKEHHS TIPOTPOMOIHOBOTO
ungexkcy (yx*=16,121, p<0,05); anpbOyminy

(x’=15,511, p<0,05); 3aranpHoro Ginka ()’=6,596,
p<0,05), (Tabu. 2).

Hocmipkenss minigHoro oOMiny, MOpyIIeHHs
SIKOTO IPpUTaMaHHI YacTUHI XBopux 3 X B, mokasa-
Jio (Tabur. 3), o 3MiHM B JIiIorpaMi BigMidasics
y 46,0% (n=23), nepeBaskHO 3a PaxXyHOK IijIBU-
nienns xonecrepuny — 24,0% (n=12) i 3HmKeHHs
KOHIIEHTpAIlil JTITOTPOTEI[iB BUCOKOI MIIJIHHOCTI
(JITIBIIL) — y 46,0% (n=23) nitei.

Corip 3a3HaYUTH, 10 Y XBOPUX 13 XPOHIYHUM
rernaTuToM, Ha BifiMiny Bij| martienTis i3 1111, BmicT
xostecrepuny Ta JITIBIIL 6ysin 10CTOBIpHO BHIIK-
mu (p<0,05 B 000X BUTIAKAX).

Ananiz KOHIeHTpallii IepyJoIia3MiHy B
00CTEKEHNX XBOPHUX MPOBOIUBCS BiIMOBITHO 10
mkasau Ferenci. Ycranosseno, 1o B 48,0% (n=24)
mitell itoro koumentpailis Oyma <100 wmr/,
y 40,0% (n=20) — y wmexax 100-200 wmr/mx,
ay 12,0% (n=6) xiteit 3HAYEHHS 1IBOTO TTOKA3HUKA
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OPUTTHAADBHI AOCAIAPKEHHI

Oy B Me)kaX HOPMHU. 3a JaHWMHU JHTepaTypH,
40,0% marieHTiB i3 Me4iHKOBUMHU TposiBaMu X B
MaiOTh HOPMaJIbHUIT PiBeHb Iepyioria3miny [15].
PesynbTatt BjacHUX [OCJiKeHb [TOKa3asu, 110
KOHIIeHTpallii 1epyJorazminy B giteir 3 IIII na
i XB Oy 0CTOBIPHO HUKYMMHU MOPIBHSHO
3 mitbmu Ges IIIT (t-xpurepiii Criomenta 2,2,
p=0,032).

Bapro 3aznauuth, mo y 20,0% (n=10) xiteit
3 XB no npusHavueHHsI XeJIaTOPHUX TIpernapariB
n060Ba eKkckpellis Mii OyJia B Meskax pedepent-
HUX 3Ha4YeHb, MIO MOTPEOYBAJIO IOAAJIBIIOTO
00CTEeKEHHST 3 ypaxyBaHHSAM IHIIMX MaTOTHOMO-
HIYHUX KPUTEPIiB 3aXBOPIOBaHHS. XapaKTePHO,
mo B mamientiB i3 IIII poboBa exckperiiss mizi
3 cevero OyJsia Maiike BABiUl BUINOIO, HIJK Y AiTei
3 XpoHiuHMM TrenatutoMm (t-kputepiii CTiomeHTa
2,63, p=0,011).

[Tarorromoniune s XB kinbite Kaiizepa—
ODuelintiepa Ha niepudepii poriBKU BigMivanocs
sutre B 36,0% (n=18) xBopux, npudomy 67% mux
AiTell Maau TOBHE Kijiblle, a 33% — Jmie ioro
¢pparmentn. Otpumani gaHi cHiBHagalTh i3
pesyabTaTaMy OCJi/KeHHS iHITX aBTOPiB [18].

Ycim xBopum (12,0%, n=6) i3 HEBPOTIOTiYHOIO
cUMIITOMAaTUKOW BUKOHasM MPT rosmoBHOTO
MO3KY, Ke BUSBUJIO XapaKTepHi BOTHUIIEBl 3MiHU
MP-curnany B 6asajiibHuX sipax 3 060X OOKiB, 10
TUITY «MOP/IU TTAaH/I>.

3a pesyJabTaTaMl MOJEKYJISPHO-TEHETUYHOTO
JOCJIIKEHHSI, B yCiX 00CTEKEHUX BiMivasucst
myTailii, xapakrepui s XB. Y 82,3% (n=14)
o0CTe)KeHNX BUSBJIEHA HaiyacTimma MyTaltis,
xapakTtepHa i esporeitinis (c. 3207C>A) y rere-
po- abo roMO3UTOTHOMY cTaHi [8].

3a pesysipraramu Y 3/1, criocrepiranmcst xapak-
TepHi Hecmerudiuni conorpadiuni 03HAKU XPoO-
HiYHOrO AndysHOrO ypakeHHs medinku. Jlnmre
y 4,0% (n=2) mireil BiagmivaBcs OimiapHUI capK
Ta TirepexXoTreHHi BKJIIOUYEHHS B JKOBYHOMY MiXypi,
a TIOTOBIEHHS CTiHKKU Mixypa — y 32% (n=16).
XBopi 3 III manu xapaktepni Y 3-03HaKu: 320-
KPYIJICHICTD Kpato TIe4iHKU, OYIPUCTICTh KOHTYPY,
MOTOBIIIEHHS TJIICCOHOBOI KallCyJin, OJHO(A3HUI
THUII KPOBOTOKY, PO3POCTAHHS CIIOJIYYHOI TKAaHUHU
B MIK/I0JIbOBIiT GOPO3HI Ta B JIOKi JKOBYHOTO MiXYy-
pa, YaCTUH — peKaHasi3aIliio MyIKOBOI BeHU gK
CHMIITOM IOPTaJbHOI TillepTeHsii.

bBiomncist neuinku npoBoamnsiacs Juie 10,0%
(n=>5) nariienTis i3 XB. 3a pesysibraTamu ricToJo-
FIYHOTO JIOCJIJKEHHS, /I IIUX XBOPUX XapaKTep-
HUM OyJia HasiBHICTh MiKPO- 1 MAaKPOBE3UKYJISIPHO-

AT LY, i ST M (LD (P
Pue. JlinigHa gnctpodia nediHkm, KpynHo- i Api6HOKpanenbHa,
BOrHULLEBA. 3a6apBfeHHS reMaToKcuniH eo3nHom x400

ro crearosy (puc.). licrosoriuni nposgsu L11 Buss-
asmncs y 80,0% (n=4) o6cTeKeHnX.

BucHoBku

Takum 4rHOM, y TpeTHHN 0OCTeReHNX aiTell X B
MaJia KJIiHIYHO MaJIOCUMITTOMHHMIA 1iepebir, a JiarHos
BCTAHOBJIEHMIA ITi/] Yac 0OCTEKEHHST 3 TPUBOJLY 1HIIIO-
ro 3axsopioBanns. Jlume y 26,0% miteii miartHos
BCTAHOBJIEHMIT 3a MictieM TposkuBaHHst. OOTsKeHUI
CITa/IKOBUI aHamMHe3 OyB Jiniie B 4% XBOPHX.

XBopoba BisbcoHa xapakrepusyBajacs ypa-
JKEHHSIM TIEYiHKU 110 TUITY XPOHIYHOTO TeraTUuTy B
32% pireit, III1 — y 44% xBOpUX, a rOCTPOIO TIEUiH-
KOBOIO HEJIOCTAaTHICTIO — Y 4% oOcTeskeHnx. Xpo-
HIYHUH TenatuT y AiTedl 3 XB XxapakrepusyBaBcs
MiHIMAJBbHOIO KJIHIYHOIO CUMIITOMATUKOIO 3 TIPO-
SIBAaMU aCTEHOBETETATUBHOTO CUH/POMY Ta CHUH-
JIpOMYy TUTOJ3Y (Mi/BUIIEHHS TpaHCaMiHa3 y
cepeHboMy /10 5—7 HOPM), SIKUH y TOJIOBHHU
00CTeKeHUX TOEIHAHNI 3 TiIlepX0/IeCTePUHEMIIO.
Y xBopux i3 IIII npoBiiHUM KJIIHIYHUM CUHIPO-
MoM OyB HaGPsAKOBO-acCHMTUYHWI, a Jjabopa-
TOPHUM — TIEYIHKOBO-KJITUHHA HEJOCTATHICTh
(rimoasbOyMiHeMist, KoaryJiornatist), rinepOiipyoite-
Misl Ta He3HauHa rirneprpaHcaminasemisa (3—4 Hop-
Mun). Y 12% piteit 3 XB KoHIleHTpallisl 11epyJIio-
masminy Oysia B Meskax Hopmu, a y 10% — no6osa
eKCKpellist MiJii 3 cedeto He OyJia mijBuIeHa. Y cra-
HOBJIeHO, 110 B aitedt 3 XB i 111, va Bigminy Bix
MAIEHTIB 13 XPOHIYHUM TENaTUTOM, KOHIIEHTPA-
g 1epyJoIja3MiHy € JIOCTOBIpHO HUKYOIO,
a 000Ba eKCKpelLliss Mifi — JIO0CTOBIPHO BHIIOIO.
Xapaktepne st XB kinbite Kaiizepa—@aeiiiepa
BUSBJIEHO Jivtiie B 36% 00CTEKEHNX XBOPHX.

Aemopu 3asensoms npo ei0cymuicmv KOHQLIK-
my inmepecis.
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